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Cnucok cokpaneHuu

AT'C — aJIpEHOr€HUTAJIbHBIA CUHAPOM

AKTT — aJIPEHOKOPTUKOTPOIHBIM TOPMOH

AMOD — aHTUMIOJIEPOB (HAKTOP

AIIC — ayTOUMMYHHBIN TTOJMAHIOKPUHHBIN CHHIPOM
AT-pTTI — a"Turena K peuenropy TTD

ADII — 0-(eTonpoTEeuH

BI' — BPOKJICHHBIN THIIOTUPEO3

BJIKH — BpOXKJACHHAS TUCOYHKIIUS HAITOYECIHUKOB
I'bH — TeMOJIUTHYECKast 00JI€3Hb HOBOPOKICHHBIX
['PT — FOHAAOTPOIIUH-PUIIN3UHT-TOPMOH

JIIDA — JIETUIPOIUAHAPOCTEPOH

HIDA-C — JIETUJIPOAIIMAHIPOCTEPOH Cyab(paT

JIH3 — 11 y3HBIN HETOKCUYECKUI 300

JOK — IE€30KCUKOPTUKOCTEPOH

JTOKCA — JIE30KCUKOPTUKOCTEPOHA alleTaT

JD — nquabeTtndeckas heTomaTus

1,25(OH),/1; — nuruapokcuxosiekanbiuudepon

25(0OH)[;  — 25-ruapokcuxonekanbuudepot

T3 — 1 y3HBIA TOKCUYECKUN 300

3BYP — 3aJIepKKa BHYTPUYTPOOHOTO pa3BUTHS
N®P — UHCYJIMHOIIOIO0HBIN (DaKkTOp pocTa
NDOPCh — MHCYJIMHOMOO00HBIN (haKTOp POCTa, CBA3BIBAIOIINNA OCIOK
KOC — KHUCIIOTHO-OCHOBHOE COCTOSIHUE

KT — KaJIbIIUTOHUH

JIT — JIIOTEUHU3UPYIOLIUN TOPMOH

MPHU — MacCO-pOCTOBON MHAEKC

MODH — MHOKECTBEHHAs SHAOKPUHHAA HEOILIa3Usl
HMK — HapYILIEHHUs] MO3TOBOT0 KPOBOOOpAIIICHHUS
OJ — ocTpoBkHM Jlanrepranca

OHH — OCTpast HEJOCTATOYHOCTh HAITIOYECYHUKOB

[ — IpOCTarjiaHuHbI
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BBenenune

Heonarosoruss — olMH W3 BaXKHEUINMX pas3ielioB rneauarpuu. Heona-
TaJbHBIN BO3pacT pedeHKa — 3TO OYeHb OTBETCTBEHHBIM MEPHO]T KU3HU C
MHOTOYMCJICHHBIMA (U3UOJIOTUUECKUMU OCOOCHHOCTSIMU U TPAH3UTOP-
HBIMUA CHHJAPOMAaMU, BbI3BAHHBIMHU aJlaNTallueid K BHEYTPOOHBIM YCJIOBH-
aM. [lorpaHuyHble COCTOSHMS, BPOXKJCHHBIE 3a00J€BaHUS IHIAOKPUHHBIX
’KeJIe3 BO MHOI'OM 3aBHUCAT OT HACJIEICTBEHHBIX (DAKTOpPOB, Hamuuusi 00-
JI€3HEW SHAOKPUHHOM CHCTEMBI Yy MATEPHU, COCTOSAHUSA CHUCTEMbl MaTh —
IIaleHTa — IUI0Jl, COMAaTUYECKOTO 3/I0POBbsSl KEHIIMHBI BO BpeMs Oepe-
MEHHOCTH, €€ MpodecCuu, Bo3pacTa, IKOJOTMUECKOM 00CTaHOBKHU (Jedu-
UT Ho/1a B OKPYXKAIOIIEH CpeJie), TEXHOTCHHBIX 3arpsi3HeHuil. C pa3BUTH-
€M CMEXHBIX TUCLUMIUIMH — T€HETUKU, MaTOPU3NOIOTUH, OMOXUMUH, UM-
MYHOJIOTUM — 3HAYUTEIBLHO pacliupuiiach WHpopManus o GyHKIIMOHUPO-
BAHUU SHJOKPUHHBIX K€JI€3 BHYTPUYTPOOHO U B MEPUO]T HOBOPOKIECHHO-
CTH, YTOUHEHBI IPUYMHBI MHOTUX BPOKIAEHHBIX YHIOKPUHOIIATHH.

HeoHaranbHas SHIOKPUHOJIOTUSI UMEET OOJIbIIIOE 3HAUCHUE B CBSI3H C
POJIBI0O HEUPOMMMYHOSHIOKPUHHBIX B3aUMOCBSA3EH B COMATUYECKOM U YM-
CTBEHHOM pPa3BUTHUH, POCTE, MOJOBOU TUPPEpEeHIIMPOBKE HOBOPOKIACHHOTO.
Hamu cnenana momneITka MPEACTaBUTh CHIEIUATBHBIC 3HAHUS 10 HEOHATAIIb-
HOM SHJOKPUHOJIOTUU B OAHOM TocoOun. CBOEBpeMEHHas JUArHOCTHUKA
SHAOKPUHHBIX HapyLICHUM B HEOHATAJIILHOM IEPHOJIE UMEET 0c000€e 3Ha-
YeHHUE, TaK KaK MO3/Hss BepudUKaILMs U HECBOEBPEMEHHAs Tepanusi 3a00-
JIEBaHUSI MOTYT 3aKOHYHUTHCS HEOJIArONPUATHBIM UCXOOM.

Btopoe u3manue y4eOHOTO mOCOOMS 3HAYMTEIBLHO NEpepadoTaHO U
JOTIOJTHEHO HOBBIMHU JIAHHBIMM MO 3HIOKPUHHOW MNATOJOTWH, pa3esiamMu
00 0cOOEHHOCTAX (DYHKHOHUPOBAHUS M TIATOJIOTUU SHIOKPHUHHBIX Keje3 y
HEJIOHOIIEHHBIX HOBOPOXJIECHHBIX, CKOPPEKTUPOBAHBI JaHHBIE IO HEOHA-
TaJbHOMY CKPUHUHTY, 100aBjeHa HHPOpMAIIUS 110 KOHLIEHTPAIlUU TOPMO-
HOB M Pa3MEpPOB JHJIOKPUHHBIX JKEJIE3 Y HOBOPOXKIECHHBIX B 3aBUCUMOCTH
OT CPOKa reCTaluy MPU POKAECHUH, AKTYaTU3UPOBAH CIUCOK PEKOMEH]IY-
€MOU JINTEPATYPHI.



Yuumento — 0okmopy meouyuHckux Hayx,
npogheccopy Enene bopucosne Kpasey (20.11.1941 —20.07.2009 2.)
noceauaemcsL.

[lepBoe u3maHue NaHHOTO Y4e€OHOIr0 MOCOOUs OBLIO MOJATOTOBJICHO B
2005 r. KOJIIEKTUBOM TOT/Ia €Ille O4€Hb MOJIOJI0M Kadeapbl — kadeapbl SH-
JTOKpuHOJIOTHU U auaberonoruu. Kadeapa Oblia oMHONW U3 HEMHOTHX TO-
rja CyliecTBOBaBIIUX B Poccuu oTaenbHbIX Kadeap, TpenogaroimxX moJi-
HBIN UK 3HAHUW MO 3HJAOKPUHOJIOTUM U JUA0ETOJIOTHHN B3POCIBIX U JIE-
Tell — OT CIENHUAINTETA J0 aCUPAHTYPHI U MOCTIAUILIOMHOTIO 00pa3oBa-
HUs Bpaudeil. Maes BblaeneHus OTAEIbHOM Kadeapbl 3HIOKPUHOJIOTHH B
CubI’'MY u ee peanuzanusi — 3TO NOJHOCTBIO 3aCIyra HAIIero Y4uTens —
Enenst bopucoBubl Kpasen. MblI CIUIOTUINCH BOKPYT HEE U C ONTUMU3MOM
Y SHTY3Ua3MOM BKJIIOUMJIUCH B OOJIBIIYIO pabOTy MO CO3AaHUIO METOINYE-
CKOM 0a3bl JJIsl IpenogaBaHusl JaHHBIX JUCHUILUIMH Ha JIEYECOHOM U TEU-
aTpudecKoM (aKyIbTeTax.

Bce co3naBanocs ¢ nHyns. Celluac y>ke MHOTO YYEHHKOB KadeIphl 1O
BCEH CTpaHe, Y KaXJ0ro cBoi npodeCCUOHANIbHBIA MyTh, HO 00bEAUHSIET
HaC MO-TPEKHEMY JII0OOBb K CIIEIIMAIIBHOCTH U MaMsITh 00 Yuurele.



I'JIABA 1

HEHPOUMMYHOSH/JIOKPUHHBIE
B3AUMOCBA3U B CUCTEME _
MATD - IVTALHEHTA - IIV10J] - HOBOPOKIAEHHbBIN

HeliponMMyHORHIOKpUHHAS CHCTEMA SIBJISIETCS KOOPIMHATOPOM H
PEryJIATOPOM BCEX OPraHoOB U CUCTEM, oOecreunBas TU(P(HEpEeHINPOBKY U
pOCT TKaHeW TIUIOJA, a Takke (YHKIMOHATBLHOE COCTOSHHE U
TOPMOHAJILHO-META00JIMUECKYI0  aJanTalldi0  HOBOPOXKJIEHHOTO K
BHEYTPOOHOMY CYIIECTBOBaHMIO. ['OpMOHBI THUIIOTAIaMyca MOAABISIOT
WM BBICBOOOXIAIOT OMpEENCHHbIE TOPMOHBI THUIO(H3a, KpOME TOTO,
A/Ipa TUIIOTajJaMyCca UMEIOT MHOTOUYHCIIEHHBIE CBA3U CO CPEIHUM MO3TOM.
Heiiponsl, oOpasywoiiyde 3aJHIO0 Jodt0  runoduza, (GopMUPYIOT
HEUPOIHAOKPUHHBIA OpPraH, SBJSIOMIANCA 4aCThI0 LUEHTPAJIbHOW HEPBHOU
CUCTEMBI 51 OJTHOBPEMEHHO 00J1a1ar0 i byHKIHIEH
TOPMOHCEKpETUpYIoIe xkeme3bl. JioOble aHaTOMUYECKHWE HW3MEHEHUS,
BPOXIECHHBIC AHOMAJIUU, TPABMATUUECKNE WM TUIOKCHYECKHE MPOIIECCHI
HapylalT JOCTaBKy TOPMOHOB THUIOTajlaMyca B TNEPEIHION OJIIO
runopuza. Cpeau  MHOTOYMCICHHBIX ~ MEXaHU3MOB  aJanTaiuu
HOBOPOXJIEHHOT'O HCKIIOUUTEIbHAS POJIb TMPHUHAJICKUT THUIIOTATIAMO-
runopu3apHO-HAMIOYCUYHUKOBON PEryJIAlNK, TUIOTaIaMO-rUunopu3apHo-
TUPEOUTHON CUCTEME.

HelposHmokpuHHAS PErysiius BCEX IPOIECCOB M OCOOCHHOCTEH
Pa3BUTHS SHAOKPUHHOW CHCTEMBI IJIOJIa BO MHOT'OM 3aBUCHUT OT 3J0POBbS
MaTtepu, OT TEX YCJIOBHI, B KOTOPBIX HAaXOJUTCS OPraHU3M BO BpeMs
OCpeMEHHOCTH, a TakKXe 3HAUYMMOE€ BJIUSHHME Ha pa3BUTHUE IUIOAA
oKa3bIBaeTdeToIIalleHTapHbI  KoMILIeKCc. HecmoTpss Ha TO, YTO BO
BHYTPUYTPOOHOM TMEPUOJIE y TUIOJIa AKTUBHBI BCE JKEJI€3bl BHYTPECHHEH
CeKpelnH, OHU (POPMUPYIOTCS MO BIUSHUEM aHATOTUYHBIX SHIOKPUHHBIX
OpraHoB MaTepu, KOTOpPbIE HMMEIOT OIPOMHOE 3HA4Y€HUE ISl Pa3BUTHS
mwiojga. V3MeHEeHHs] KOHIUEHTpPAIMMd MATEPUHCKUX TOPMOHOB WIPAIOT
PEIaIoNIyI0 POJIb B MOIYJIAIMU META0OJUYECKUX U UMMYHOJIOTHYECKUX
U3MEHEHUH, HEOOXOAUMBIX JIJI YCIICIITHOTO UCXO0a OEPEMEHHOCTH.



[Tnox m mmareHTa TPOU3BOAAT M BBIICISIOT TOPMOHBI M TIENTHUIIBI B
MATEPUHCKUN  KPOBOTOK, MOIUDHUIIUPYS BBIPAOOTKY MATEPUHCKUX
ropMoHOB. JIt0Oble HEOMarompusTHHIC BO3JACHCTBUS HAa pPAaHHUX ITamax
OHTOTEHE3a  OKa3blBAalOT  HEraTUBHOE  BJIMSHHE HA  IJIOA |
HOBOpOXJeHHOTO. Ilnom wHaxomutrcss B OOJBIION 3aBUCUMOCTH  OT
OKCHUTCHAITMHN ¥ METAaO0IMYECKOT0 MUTaHUSs, OCYIIECTBIISIEMBIX TUTAIICHTOM,
oT e¢ MOphHOoYHKIIMOHAIbHON BOJTIOIIUU.

1.1. Ili1aneHTa Kak JHAOKPHUHHBIA OPraH

[Inanenta urpaer Beayllyl0 pojib B (DYHKIMOHUPOBaHUU (heToria-
[IEHTAPHOTO KOMILIEKCA, BBIMOJHSS Takue (YHKIWU, KaK MUTaHUE, Ta30-
oOMeH, MOJJIepKKa U 3allliTa IJ10/1a, BRIpa00OTKa TOPMOHOB U IPYTHX Me-
JMATOPOB. ITU OMOJOTUYECKH aKTHBHBIE BEIIECTBA BAXKHBI JIJISI YCTAHOB-
JEHUsT U TOojAepKaHUsI OEpEMEHHOCTH, ayTOKPUHHBIX M MapaKpUHHBIX
3¢ PeKTOB, KOTOPHIE PEryIUPYIOT Pa3BUTHE CaMOM IUIAIICHTHI, €€ aHTHOTe-
HE3, BOCIIPUUMYHUBOCTh SHIOMETPUS, UMIUIAHTAIIUIO SMOPUOHOB, UMMY-
HOTOJICPAHTHOCTh W Pa3BUTHE II0AA. DHJIOKpUHHAA (DYHKIUS TUIAIICHTHI
3aKJII0YAETCA HE TOJBKO B OCYIIECTBICHUU MPUCTIOCOOUTEIBHBIX PEaKIUi
opraHrn3mMa O€peMEHHOM KEHUIUHBI U B MOJJACPKAaHUU JIOMUHAHTHI Oepe-
MEHHOCTH WJIM POCTA IUI0AA, HO U B peaju3allii akTa poaoB.

[ImanieHTa — YyHUKaQIbHAS KEJie3a BHYTPEHHEN CEKPELUH. Y KE BO Bpe-
Ms UMIUIAHTAIMK BO3HUKAET BHE3apObIIICBas ME30JAEpMa, YUacTBYIOIIAsS
B oOpazoBaHuu xopuoHa — Tpodoobiact. TpodobiacT U3HAYAIBHO IIPE/I-
CTaBJICH B BUJIE€ OJTHOTO CIIOSI KJIETOK, OKPY>KAIOIIMX MOJIOCTh 3apOJIbIIIa.
Knetku Tpodobnacrta, mpuodpeTasi ”THBA3UBHBIE CBOMCTBA, 00ECTICUMBAIOT
npolecc MMIUIaHTanuu 3apojeima. K momenty wummnanramuu (5—7-i
7eHb) Tpo(}oOIaCT COCTOUT W3 JIBYX THIOB KJIETOK: HUTOTpodobdiacTa,
OKPY>KaIOIIEro 3apOIbIII U 00pa3yIoLIEro NEPBUYHBIE BOPCUHBI B 001aCTH
UMILTAHTAIIMOHHOTO TOJIsl, U CUHIUTHOTpOodoOacTa, KOTOPhIA (popMUpy-
€T UX HapyXHbIi cioi. DopMupoBaHUE TIALECHTHI (TUIALCHTAIMsA) HAYu-
HaeTcd Ha 3-i Hezjene 3MOpruoHanbHOro pasButus. K Havamy 3-if Hegenu B
NEPBUYHBIE BOPCUHKU TpodoOiiacTa HaUMHAIOT MUTPUPOBATH ME3EHXU-
MaJIbHbIC KJIETKH, B JaJbHEHUIIIEM oOpasyroliue KpoBeHOCHBIE cocyabl. C
MOMEHTA TOSIBJICHUS KalWUISIPOB B BOPCUHKAX, OHM MOJIyYalOT Ha3BaHUE
TPETUYHBIX (OKOHYATENbHBIX) BOPCUHOK IIaleHThl. K 6-i1 Hejene BO3HU-
KaeT MaTOYHO-IUIAlIEHTapHOE KpoBooOpaiieHre. OKOHYATENbHO IIaleHTa
dopmupyercs k 12—14-i1 Henene 6epemennoctu. Co BTOPOro TpuUMeECTpa
OEpEMEHHOCTH MPOUCXOAUT (peTanu3alus mialeHThl, KOTOpas 3aKII04acT-
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csl B MpOJOJDKaroEMcsl pocte chOPMUPOBAHHON TKAaHM IUIALICHTHI, yBeE-
JUYEHHUEM €€ MACCHI.

[InaneHTa — orpaHMYEHHAs: 4YaCTh CUCTEMBI MaTh — IJIALEHTa — IO/,
KOTOpasi 00JIalaeT KaK NpsIMbIMU (MAaT€pUHCKUN OpraHu3M —> IUIAlEHTA,
IIaleHTa — o), TaK U OOpPaTHBIMH CBS3SMH, HAIIPABJICHHBIMU KaK OT
IJI0/1a K IUIALEHTE, TAK U B CTOPOHY MaTepu. TOHKHE MEXAHU3MBI ITHUX
B3aMMOOTHOILICHUI MEHSIOTCS IO MEPE pa3BUTHS OEPEMEHHOCTH.

B niepBbie Henenn OEpEMEHHOCTH BEIUKA POJIb IUIALEHTHI KaK MpoJ1y-
LEHTAa XOPHOHUYECKOTO TOHAJIOTPONMHA, HApACTAIOMAas KOHIEHTPALHs
KOTOPOTO BO MHOI'OM ONPEAENSET HACTYIUIEHUE IeCTAlMOHHONW TOMHUHAH-
Thl. B TeueHne 3MOpHOHAIBHOTO MEPUOAA JOMUHUPYIOT IPSIMbIE BIUSHUS
OPOAYKTOB CHMHTE3a IUIALEHTHI HA OPTraHOTEHE3 W CTAaHOBJICHHE IUIoAa. B
TPETHEM TPUMECTPE BO3PACTAECT PETYJIUPYIOMIAS POJIb BELIECTB, BBIAEISAC-
MBIX IUIOZ0M, Ha (PYHKIIUIO TUTAIIEHTHI M Yepe3 Hee Ha OpraHu3M MaTepH.

BripabaThiBasi cTepouHbIE TOPMOHBI, TUTAIIEHTa CBOOOAHA OT TOHAJI0-
TPOMHBIX BIUSHUN runodusa Marepu, TO €CTh (PYHKIIMOHUPYET aBTOHOM-
HO. HO cuHTEe3 IutaneHTapHbIX CTEPOUIOB IIPOUCXOAUT TOJIBKO B KOOIIEpa-
MU C OPraHU3MOM IUTIOJA U MATEPH.

[enplil psaa OCIOXKHEHUA OEPEMEHHOCTH MOXET MPUBECTH K HapylIe-
HUIO (POPMHUPOBAHUS IUIAIEHTH. BbI3BaHHBIE MATOJIOTHEH CTPYKTYpPHBIE
U3MEHEHUs B IUIALICHTE CHOCOOCTBYIOT HAPYIICHHUIO CTEPOUIOTECHHOMN
¢yHKIMM opraHa. B mepByio ouepeb CHUKACTCS IUIALICHTAPHBIM CHUHTE3
IIPOTE€CTEPOHA, BCIEICTBAE ITOTO BOZHUKAET TMIIEPTOHYC MATKH, YTO IIPU-
BOJUT K CHIDKCHUIO MAaTOYHO-TUIALEHTAPHOTO KPOBOTOKA, YTO, B CBOIKO
odepenib, TAKKE BBI3BIBACT CHH)KCHUE CHUHTE3d MPOTECTEPOHA U JAPYTUX
IIalleHTApHBIX CTepouaoB. TakuMm oOpazoM, 0Opa30BaBIIMICS TOPOYHBIN
KpYyT yCyryOysieT MaToJI0rHYecKuil mpolecc B TUIalleHTe.

[TapannenpHO CO CHMXEHHUEM IUIALIEHTAPHOTO MPOreCTepOHa MPOUC-
XOJUT YMEHbIIIEHNE CUHTE3a MUIalleHTapHbIX 3cTporeHoB. Hapymenue o6-
pa3oBaHUsl ICTPUOJIA, a TaKKe M3MEHEHHE OallaHca MEXIY 3CTPUOJIOM U
ACTPAANOIIOM MPUBOAAT K MOBBILICHUIO BO30YAUMOCTH MHUOMETPHUS, KOTO-
PBIN YK€ HAXOIUTCS B COCTOSHUM MOBBIICHHOW aKTUBHOCTH U3-3a CHH-
YKEHHSI CUHTE3a MPOTreCTEPOHA.

B pesynbrate 3TMX HAapyWIEHHU MPOUCXOAUT CHUIKEHUE MATOYHO-
IUTALEHTAPHOTO KPOBOTOKA, YTO HEraTUBHO OTPAXaeTCsi Ha COCTOSHUU
moaa. I[lmoxg HadyWHAET HUCHBITHIBATH THIOKCHIO, B OTBET HAa KOTOPYIO
aKTUBUPYETCSI CHUHTE3 (PETANbHOTO AJPEHOKOPTUKOTPONHOTO TOPMOHA
(AKTI') u xoptukoctepouaoB. KopTukocTepousl CrocoOHbI BIUSTH Ha
CUHTE3  SHJOTEHHBIX  NIPOCTArJaHIUHOB, OOpa3oBaHUE  KOTOPBIX
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HEMHHYEMO MPUBOJUT K BHIPAKEHHBIM KJIMHUYECKUM IPU3HAKAM YTPO3bI
IpephIBaHUs OEPEMEHHOCTH.

Takum oOGpazomM, yrpo3a mpepbiBaHUsI OEPEMEHHOCTH B TIEPHOJI € 8- IO
21-10 Henmemo HanboJee YacTO HEMOCPEACTBEHHO CBsI3aHA C HApYIICHUEM
(opMHUpPOBaHUs TUIALICHTHl U C HAPYLIEHUEM CTEPOMIOTE€HE3a B 3TOM Op-
raHe.

[IposiBiieHHEM HIOKPUHHON (DYHKIIMH TUTALICHTHI SBIISIETCS BIPaOOTKA
CJIEIYIOIINX TOPMOHOB: XOPUOHUYECKUN TOHAAOTponuH yenoBeka (XIY),
miareHTapHeiid gaktored (I1JI), mporecTepoH, 3CTpOreHbl, POJAKTHH, XO-
PUOHMYECKHUI TUPEOTPONMH U MHOTUe apyrue (tadm. 1.1.1). Cpeau npoayk-
TOB JICATEILHOCTH (PETOIIAIICHTAPHON CUCTEMbI BaKHBIMU SIBJISIOTCS TAKXKE
AMOpPUOHANBHBINA O€IOK O-(h)ETOMPOTENH U aCCOLMUPOBAHHBIA C OEpeMEH-

HOCTBIO IJIa3MEHHBIN MTPOTEHH A.
Taoauna 1.1.1
Cunme3supyemole niaueHmoil 20pMoHbl, HENMUObL U haKkmopvl pocma
(no Menmeo I1I., 2019)

Ananoeu eunomanamuyeckux CﬁdKWlOpO@

['oHagOTPONMH-PUIIU3UHT-TOPMOH. KOPTUKOTPONIMH-PUIN3UHT-TOPMOH. Y POKOPTHH.
ComaroctatuH. Puiu3uHr-ropMmoH ropmona poctra. [I'penun. Tupeorponus-
pun3uHr-ropmoH. JJopamun. Heliponientua Y. Dukedanun

Ananoeu eunoguzapHvix 20pmMoHoO8

XOpUOHUYECKUW TOHAAOTPOIIUH YeoBeKa. [lmaneHrapHblid JIAKTOT€H YeoBeka. Xo-
PUOHUYECKUH KOPTHUKOTPONHH. B-DHIophuH. a-MenaHOIUTOCTUMYITUPYIOIIUN Top-
MoH. [InanentapHpiii Bapuant ropmona pocra. OKCUTOLMH

Cmepouonvle 20pMOHbBL

Octporensl. [Iporecrepon

Daxmopwl pocma u opyaue 20pMOoHbl

AxtuBunbl. Uarnbunasl. ®ommcratun. Pemakcun. Kampnuronun. Jlentun. Pon-
CTBEHHBIA MaparropmMoHy Oenok. DputponodTuH. Penun. Unrtepneiikunbl. Okcun
azora. Tpanchopmupytromuii pakrop pocta-. dakTop HEKpo3a OMyXoJieh o. Dmu-
nepMmaibHbii dakTop pocta. MHcynunononoousiit pakrop pocrta (M®P) 1-ro tuna
(UDP-1). UDP 2-ro tuna (MDP-2). benok 1, cea3piBatoniuit UOP. Kononuectumy-
mupyronuii paktop 1. OcHoBHOM (akTop pocta PudbpodiacToB. benok, cBsa3bIBarO-
MM KOPTUKOTPONUH-PUIUZUHT-TOPMOH. DakTop pocTarpomOonuToB. DakTop pocra
COCYIUCTOrO 3HAOTeNHs. DHAoTenuH 1. Ananmamun (3HAOKaHHaOuHOWN). ['emato-
muTapHbld pakTop pocta. OHKOMOAYJIWH. ACCOUMHUPOBAHHBIM € OEPEMEHHOCTHIO
IJ1a3MEHHBIN IpOTenH A

Hanbonee TOYHBIM U OOBEKTUBHBIM METOJIOM OICHKHW (PYHKIIMH Tija-
IIEHTHl U COCTOSIHHS TUIOZA MPHU JIFOOOW SKCTpareHUTAJIbHOW MaTOJIOTHH

12




SBJISICTCSl OMNpPEJICJICHUE KOHIIEHTpAIlMd TOPMOHOB (heTOIUIallEHTAPHOTO
komruiekca (PIIK) B kpoBu OepeMeHHOU. M3MeHeHMsT 3TUX TOKa3zaTenei
OTPaXKaIOT aJanTallMOHHBIN MPOLECC MPU Pa3BUBAIOIICHCSI OEPEMEHHOCTH,
a TaKXKe 3allUTHO-aJaNTallMOHHBIE PEAKIMU, BOZHUKAIOIINE MPU BO3JACH-
CTBUM TOBpEXIa0NMX (hakTopoB Marepu Ha GpyHKIuo OIIK.

Il1ameHTApHBIN JTAKTOIeH

[Tnanentapubiii nakroren (I1JI) mpeacrtaBnser coOol MOMUMMENTHIHBIN
ropMoH. OH SIBISIETCS TOPMOHOM MCKJIIOUUTENIBHO IUIALIEHTAPHOIO MPOUC-
XOXJIEHUSI U CO BTOPOMl HeAenn OepeMEHHOCTH OOHApY’>KMBAEeTCs B ILIa-
uenre. [Ipoaykiusi 3TOro TOpMOHA MOBBIMIAETCA C YBEJIMYEHHEM CpPOKa
OEpEeMEHHOCTH, YTO SABJISIETCS OTPaKEHUEM HApACTaHMS MACChI TJIALEHTHI
U cTUMyJsinuu ee pyHkuuu. B kpoBoTok matepu nocrymnaetr 90 % IUIL u
ToJIbKO 10 % monagaeT B aMHUOTUYECKYIO KUJKOCTh K TIJIOY.

IJI, Takxke M3BECTHBIM KaK XOPMOHWUYECKHUH COMATOMAMMOTPOIIMH Ye-
J0BEKa, 00Ja/1a€T YMEPEHHBIM JIAKTOTPOIIHBIM (CTUMYJIUPYET CEKPETOPHBIE
OTJIeTbl MOJIOYHBIX Keje3 OepeMEHHOM), JIOTEOTPONHBIM (CTUMYIUPYET
CTEPOUIOTEHE3 B JKEITOM TeJie), COMAaTOTPONHBIM A PeKkTamMu, a TakKe B
3HAUYUTENIbHOW Mepe BIMSIET Ha OOMEHHbIE Ipolecchl. PocTtocTuMyIupy-
fomast akTuBHOCTH [1JI oOycioBieHa ero cnocoOOHOCThIO YCUIMBATh MPO-
mudeparuio 1 akTuBu3upoBath cuuate3 JJHK.

IJI neiicTByeT Ha BCe BUILI OOMEHa BEIIECTB Y MaTe€pu U IO, CIIO-
CcOOCTBYSI MOOWJIM3ALIMKM PHEPTETUYECKUX PECYPCOB MAaTepU U aJIEKBATHO-
MY MOCTYIUICHHIO uX K mioay. I1JI cmocoOCTByeT MUmonu3y KUpPoOBOM TKa-
HU 4YEJOBEKa, YBEJINYMBAs KOJWYECTBO LHUPKYJIUPYIOIIUX CBOOOJHBIX
KUPHBIX KUCIOT. JlanHbIN 3G (DEKT MO3BOJAET MaTePU UCIOJIb30BATh CBO-
OOJIHbIE KUPHBIE KUCIOTHI JIsl MOJYYSHUSI SHEPTUU BO BpeMs TOJI0AaHUs,
MO3BOJISIET TJIFOKO3€, aMUHOKHUCIOTAM U KETOHOBBIM TEJlaM MPOHUKATh Ye-
pe3 IUIalleHTy i HYXK[I 11oaa. [loBwilieHHOE cofepkaHue CBOOOIHBIX
KUPHBIX KUCIIOT B KPOBU OEPEMEHHOM JKEHIIMHBI HAPYIIIAET WHCYINHO3a-
BUCHMOE MOTPEOJICHUE TIIIOKO3bl KJIETKaMU. Bo3HUKaromas rumneprivke-
MUS CTUMYJIUPYET CEKPEIHMI0 MHCYJIMHA TMOJKEITYTIOYHOM *kKeae30i Oepe-
MEHHOM, YTO MPUBOAUT K BOBHUKHOBEHUIO (hU3UOJOTUUECKON TUTIEPUHCY-
auHeMuu. 3ajziep’kka OenkoB, Bbi3BaHHasa IIJI, mpuBoAMT K TOMY, 4TO Yy
IJ10/1a KOHLIEHTPAIMs AMUHOKHUCIIOT BBIIIE, YEM Yy MATEPH.

Binustauem I1JI Ha oOMeHHBIE MPOIECCH OOBICHSAIOTCSA (PAKTBI THIIO-
IJIMKEMUU Y OOJIBIIIMHCTBA HEJOHOIIEHHBIX U TUHOTPOPUYHBIX IIJIOJ0B U
HOBOPOXJICHHBIX, a TAK)KE TMIEPTIIMKEMHUH y KPYITHBIX TJ1010B (puc. 1).
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[1JT BbIsIBIISIETCS B MAaTEPUHCKOM KPOBOTOKE K TpETheil Hepene Oepe-
MEHHOCTH, 3KCIIOHEHIIMAJIbHO BO3pacTaeT, JOCTUTas YPOBHEU B CPEIHEM
5-10 mr/n. MakcumanbsHas koHueHtpaius [IJI peructpupyercs B Cpok
3638 Henenb OEPEMEHHOCTH, 3aTEM €T0 YPOBEHb CTA0OUIIU3UPYETCS, a TOo-
cine 40—41-i Henenu nporpeccuBHO cHMkaetca. Konnenrpanus 1)1 Beck-
Ma BapualelibHa, UHAUBUIYAJIbHA, HAXOJUTCA B MPSMON 3aBUCUMOCTU OT
Macchl IJ10JIa U pa3Mepa IUIaleHThl (0COOCHHO MPU MHOTOIUIOAHOMN Oepe-
MeHHOCTH). ClielyeT MOMHUTh, YTO Yy >KEHIIMH, CTPAJAIOIIUX MOYECYHON
IIaTOJIOTUEN, MOBBIIEHO KOJU4eCcTBO I1JI B CBSA3M CO CHMKEHUEM I1OYEU-
HOro kiupeHca. [lepuoa momypacnana ropMOHa COCTaBIsAE€T OKOJo 9—15
MUHYT, IO3TOMY CHUXKE€HHE KOHIeHTpauuu [1JI nmpu runokcuu m aHTeHa-
TaJbHON THUOENIU IUIoJa PErUCTPUPYETCS paHblle, YeM OOHapy>KHUBAarOT
HapyIlIeHNWEe WA UCUE3HOBEHHUE Cep/IlleONEHNS TUIO0IA.

N306b1TOUHAs KOHIIEHTpAIKS TJIAIEHTAPHOTO JIAKTOTeHa

| LT

NmmyHO- Kymynsanus knerkamu KouTpuncynspraoe Amnabonnueckoe
cymnpeccust CBOOOIHBIX KHUPHBIX neiicTBre neiicTBue
KHCJIOT
3 l \4 l
aZICPIKKa Co3znanue [ HIeprinKeMust YcBoenue
PasBA3BIBAHMA SHEPreTUYECKUX PE3EPBOB AMHHOKHUCIIOT
poJoB
KomnencupoBannoe
MepeHAIINBaHUEC

CHmxeHHas KOHOCHTPpAIWA INIAHCHTAPHOT'O JIAKTOICHA

|

L T

AKTHBH3aIS KJIETOY-
HOTO 3B€HA IMMYHHTETA

!

CHIKEHUE KIETOYHBIX
3aracoB KUPHBIX
KHCJIOT

WHcynuHOmo 100HbIH

ad ekt

YckopeHue npenpoIoBbIX

IMOArOTOBUTEIIBHBIX
H3MEHCHHI

l

[IpexneBpeMeHHbIE PO-
bl

l

I'nnornukemus

}

CHKeHne KOMIIeHca-
TOPHBIX BO3MOYKHOCTEN
wioja

!

HenocraTrounoe
YCBOCHHE
AMHUHOKHCJIOT

!

I'mnotpodus mioxa

Puck mepTBOpOXKAECHUSA

Puc. 1. Mexanusm oeiicmeus niayeHmapno20 1aKmMo2eHa Ha nioo
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Knunndeckoe 3HaueHue nmmeetr cHuxeHue ypoBHs [1JI: ono mpowucxo-
IUT TIPU TUIALIEHTAPHOM HETOCTaTOYHOCTH, TUIIOTPO(PUU IIJI0/1a, CIIOHTAH-
HOM a0opTe, aHTeHaTaIbHOW rubenu 1onaa. IlnaneHtapHas HegocTaTou-
HOCTb colpoBoxaaeTcsi cHmxkeHuem ypoBHs IIJI nHa 50 % u Oonee mo
CPAaBHEHHUIO C pe()EePEHCHBIMU 3HAYEHUSMU JJIsI COOTBETCTBYIOIIETO CPOKA
OCpEMEHHOCTH, a TpU aHTCHATaJbHOW THOEIW IUI0oJa CHIDKaeTcs Oosee
yeM Ha 80 %. IloBeimenue xonueHrpanuu I1JI, kak mMapkep marosioruw,
MOJKET CBHUJIETEIBCTBOBATH O TPOPOOIACTUUECKUX HEOIIA3UAX.

XOpHOHMYECKUN TOHAZOTPONMH YeJI0BeKAa

XOpHOHUYECKUM TOHAAOTponuH denoBeka (XI'U) — raumkomporeus,
COCTOSIIMA W3 JIByX CYOBEAUHHUIl: 0-CyObEIMHHUIIA TOMOJIOTHYHA
o-CyObeIMHUALIaM TOPMOHOB nepeaHen J0JIHA runoduza
(JIFOTeUHU3UPYIIEro, (HOUTMKYIOCTUMYJIHUPYIOMIETO U TUPEOTPOITHOIO), B
TO BpeMs Kak f-cyObeauHuila YHUKaIbHA it XIY u  sBiasgercs
cnenuduuHoit. iMmeHHo Ha aHanmu3e conepxkaHus f-cyobenunuiisl X1 B
MOYE€ OCHOBAH MPHUHITUIT PaOOTHI KAYECTBEHHOI'O TeCTa (TECT-TIOJIOCKH) Ha
OepemeHHOCTh. B Hacrosiiee Bpemsi BblIeNEHO ueTbipe Tuna XI'U:
mianeHTapueii XI'Y u runepriuko3unupoBanHbii X1, runoduzapHbrit
XI'HY wu, BblOENsieMass B OCHOBHOM  PAaKOBBIMH  KJICTKAMHU,
TUIIEPIIIMKO3UINPOBAHHAS f-CyObeIMHUIIA.

Conepxxanue XI'U ¢ MOMeHTa OOHapy>KEHHsI B MOYE€ M CBHIBOPOTKE (C
8-ro JHS TMOCJE OIUIOJOTBOPEHUSI) HEYKIOHHO BO3pacTtaeT. Ero ypoBeHb
nocturaer MmakcumyMa Ha 10-i1 Hemene OepeMEHHOCTH, 3aT€M CHUKAETCS
HAa MOpPOTSHDKEHWH ocTaBlierocs cpoka. [loBTopHbei mnHK  (BABOE
yCTyTNaIui nepromy) Hadmomaetcs Mexay 210-mu u 240-mu cyTkamu

oepemenHocTH (Taou. 1.1.2).
Taoauuna 1.1.2
Oowuit yposens B-cyovedunuuvt XI'4 ¢ kposu y yncenujun
Ha PA3HBIX CPOKAX DepemMeHHOCmU
(no Handbook of clinical laboratory testing during pregnancy, 2004)

Cpox 6epeMeHHOCTH, Pedepencurie
HeIeIn 3Hauenuss, MME/mi
4-7 0-233200
811 11440-455300
12-15 14300-510 400
16-19 6490-33770
20-23 550-72930
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24-27 8240-107470
28-31 12780-152900
32-35 12980-128480
35-39 5390-114730

XI'Y obOnagaeT CTUMYJHMPYIOIIUM JEHCTBUEM Ha IOJOBBIE KEJE3bI,
IIpY 3TOM 00Jiee BBIpAXKEHO JTI0TEHHU3UpYIolee aercteue. Brenenune XI'U
ABJIAETCA «30JIOTBIM» CTAaHIAPTOM B KA4YECTBE TPUITEPA OBYJALIMU, Kak
3aMEIICHHUE JTIOTEMHU3UPYIOLIETO TOPMOHA B CEPEIMHE LIHUKJIA, IIPHA ITPOBE-
JIEHUU BCIIOMOTATEIIbHBIX PEMPOIYKTUBHBIX TEXHOJOTHMN. Y My»kunH XI'YH
CIOCOOCTBYET OMYCKAHUIO SIMYEK B MOILIOHKY, Pa3BUTUIO BTOPUYHBIX IO-
JIOBBIX MPU3HAKOB, CIIEPMATOTCHE3Y, CTUMYIHUPYS (DYHKIIUIO TECTUKYJIISAP-
HBIX KJIETOK Jleiaura u ycuinBas, TAaKuM 00pa3oM, MPOIyKIIMIO TECTOCTE-
pOHA, YTO HAILJIO MPUMEHEHHUE B TEPANMM TMIIOrOHAIU3Ma U OecIuIonus y
MY>KYHH.

B nepByro ouepenp, XI'U nmognepKuBaeT CTEPOUIOTEHE3 B KEITOM
TeJIe SIMYHKKA, CIOCOOCTBYSI €r0 MPEBPAICHUIO B JKEITOE TEJIO OepeMeH-
HocTH. XI'Y aBnsieTcs BaxxHEHITUM (PakTOpOM MHBA3MU 3apojbima. Kpome
Toro, XI'U BbI3bIBaE€T TOKOJUTHUECKUU (pacciiabieHue MaTku) 3dQexr,
CTUMYJIMPYET aHTHOTE€HE3 B MaTKe U JajdbHEUIIUN pOCT opraHa, o0Jjagaet
TUPEOTPONTHON AKTUBHOCTBIO, 4 TAKXKE CUHUTAETCS OJHUM M3 OCHOBHBIX
dbakTopoB, GOPMUPYIONIUX MUMMYHHYIO TOJIPAHTHOCTH BO BpeMs Oepe-
MEHHOCTH, YMEHbIIASA AKTUBALMIO T-KJIETOK U TPOU3BOJCTBO LIUTOKUHOB.

XT'Y yyacTBYeT B CTUMYJISIIIMUA KJIETOK HAJIMOYEYHUKOB (BBIpAOOTKaA
neruaposnuanapoctepona (JII'9A)), a Takke kierok Jledaura y amOopuo-
Ha (TMOSIBJISIOTCA Ha 8- Hejene 0epeMEeHHOCTH ), YTO CIIOCOOCTBYET pa3BH-
THIO TUIOJIA IO MY KCKOMY THITY.

Omnpenenenune koHueHTpauun XI'Y y 6epeMeHHON >KEHIMHBI UMEET
MIPAKTUYECKOE 3HAYEHHUE IPU OLIEHKE COCTOsSIHUA Iuiona. B Poccuiickon
denepani B paMKax MEAUIIMHCKONW MOMOIIM OEpEeMEHHBIM >KEHIIMHAM
IIPOBOJINTCSA CKPUHUHT, HAIIPABJICHHBIN HA BBISBICHUE HAPYUICHUN pa3BU-
TUS peOCHKA, BKIIOYAIOIINN yJIbTPa3BYKOBOE UCCIEAOBAHNE U U3MEPEHUE
MapKEPHBIX CHIBOPOTOUYHBIX O€JIKOB, OJTHUM U3 KOTOPHIX siBiseTca XI Y.

['uniepcexkpenyiss BO3HMKAET KaK BAPUAHT HOPMBI, B YaCTHOCTH, IIPHU
MHOTOIUTOAHOM, a TaK:Ke MPOJOHTUPOBAHHON OepeMeHHOCTH. [1oBbIIeHNE
X1 BO3HUKAET U MPU PA3TUYHBIX HATOJOTUUYECKUX COCTOSAHUSX: T€CTO3€E
OepeMEeHHBIX, OCTPOH TUIAIICHTAPHOM HEOCTATOYHOCTH, CaxapHOM Juade-
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T€, a TAKXKE€ YKa3blBa€T HAa BEPOATHOCTh TpUCOMHUHU 21 XpoMocoMbl (00-
ae3Hb JlayHa).

CHmxenne koHneHTpauuun XIH MoKeT yka3bplBaThb Ha BEpPOATHOCTH
TpucomMuu 18 xpomocomsl (00Jie3Hb DBapica), IIaleHTapHOW HEJ0CTa-
TOYHOCTH, IKTONMMMYECKOU OepeMeHHOCTU. ['unocekpenus B psjie ciydacB
MOET OBITh paclieHEHa KaK BapUaHT HOPMbI, B TOM YHCIIE€ KaK 3aKOHO-
MEpHOE CHUKEHHUE KomuecTBa X1 Y HakaHyHE POJOB.

OcHoBHOM OmMOKON Tpu MHTEpnpeTaruu ypoBHs X[ sBiseTcs He-
BEpHBIN mojicueT cpoka 6epemeHHOCTH. OTKIOHEeHUs B ypoBHe XI'H Tpe-
OyIOT JnanbHeuIiero yriyoieHus o0ciie1oBaHusl OEPEMEHHOM U PEIICHUS
BOIIPOCA O MPOBEICHUUA WHBA3WBHBIX METOJOB JUATHOCTUKU XPOMOCOM-
HBIX aHOMAaJINH IJI04A.

Puck XxpoMOCOMHON aHOMAJIMHU Y IUIOAA PE3KO BO3PACTAET IIPU U3ME-
HeHuu ypoBHs XY BaBoe (uiaum 6oJiee) OT HOPMBI JIJIsi COOTBETCTBYIOIIETO
cpoka. [lanubie 00 ypoBHe XI'Y, Kak U APyruxX CKPUHUHTOBBIX MapKepOB,
MOTYT OBITh MPEJCTaBICHBI B BUJIe noka3aresnds MoM (multiple of median)
— K03 PUIMEHT, MOKA3bIBAIOIINI CTENEeHb OTKIOHEHHUS 3HAYEHUS TOTO
WJIM MHOTO TOKa3aTelisl NPeHATaJIbHOrO CKPUHHUHIA OT CPEAHErO 3HAYCHHUS
IUIsl cpoka OepeMEHHOCTH (MEIHMaHbl), PACCUUTHIBACTCS MO CIEAYIOLIEH

dbopmye:

MoM JHav eHHe [10KA3aTeNnd B ChiBOPROTRE KPOBH I[IAJHEHTEH
ol =

JHaueHHe MeJHaHbl [I0KA3aT:Ad Oa4 CROKE GE[}EMEHHDCTH

Hanpumep, yposens XI'H = 2,3 MoM o3Havaer, 4T0 ypOBEHb TOPMOHA
B CBIBOPOTKE KpOBHU B 2,3 pasa BbIllIe, YEM HOpPMa IIPU JAHHOM CpPOKe Oe-
PEMEHHOCTH.

Cmepouonvie 20pmonbt

BripaboTka cTepOuaHBIX TOPMOHOB B CUCTEME MaTh — TUIAIlEHTa — TUIO/
UMEET OIpeeseHHble 0cOOeHHOCTH. [Inoa W maneHTa UMEKT OrpaHu-
YEHHYIO0 aKTUBHOCTh (DEPMEHTOB, YYaCTBYIOIIUX B CTEPOUIOTEHE3E, YACTh
U3 HUX OJIoKkMpoBaHa. B3anmopelcTBue BHYTPH 3TOM CUCTEMBI HEOOXO -
MO ISl CHHTE3a MOJIHOTO CIIEKTpa cTepouaoB. Hanpumep, B miialeHTe He-
BO3MOKEH CUHTE3 IIPOrecTepoHa de novo, m0O3TOMY OHa MCIOJIb3yEeT MaTe-
puHCKUI cyocTpar. KoMIieke «Iuioj] — MmiialeHTa» CTaHOBUTCS OCHOBHBIM
MCTOYHUKOM BBIPAOOTKU 3CTPOTEHOB BO BpeMsI OEPEMEHHOCTH, YTO JIETAET
HEHY>KHBIM CTEPOUJIOTEHE3B SMYHUKAX >KEHIIWHBI. [Ipu 3TOM maieHTa
MOET 00pa30BBIBaTh JUIIL 3CTPOH U ACTPAANOI, HO HE ACTPUOI (IOMU-
HUPYIOUIUN 3CTPOT€H BO BpeMsi OepemeHHOCTH). CHHTE3 3CcTpuoia oCy-
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HIECTBJISIETCSI U3 CyOCTpara Iuiojia, MO3TOMY OOJbIlIasi YacTh 3CTPOTEHOB
CUHTE3UPYETCS IPH ero ydactuu. Takum o0pa3oM, CKOOPAMHUPOBAHHBIN
CHUHTE3 TOPMOHOB BHYTPH CHCTEMBI MaTh — IUTAIICHTA — TUIOJ SIBJIIETCS 3a-
JIOTOM (PU3HOJIOTUYHO MPOTEKAroIIe 0epeMEHHOCTH.

IIporecrepon

[IporectepoH sIBAsSETCS Ba>KHBIM IUIALIEHTAPHBIM TOPMOHOM, KOTOPBIN
UTpaeT 3HAYMUTENIbHYIO POJIb B COXPAaHEHUU U Pa3BUTUU OEPEMEHHOCTH,
criocoOCcTBYs AUBPEepeHIIMPOBKE YHAOMETPHS, CHUKEHUIO TOHYCa MAaTKH,
HNOJJIEPKAHUIO TOHYCa HCTMHUKO-IIEPBUKAIBHOTO  OTJENa, MECTHOH
UMMYHOTOJICDAHTHOCTU B OEpEMEHHOM MaTKe, a TakXKe SBIISIETCS
IPEAIIECTBEHHUKOM CTEPOUIHBIX TOPMOHOB IIJI0/1A.

B pannue cpoku OepemMeHHOCTH (MepBble 6 HEENb) MPOrecTepoH
OPOAYUUPYIOT KIETKM JKEITOrO TeNda, KOTOPhIE CTUMYJIHPYIOTCS
onaromaps XI'Y u mianeHTapHOMY JIAKTOTEHY. Y JaJICHUE KEJITOro Teja
1o 7-i Henenu 0EpeMEHHOCTH MPUBOJUT K OBICTPOMY CHMXKEHUIO YPOBHS
OpOrecTepoHa W MOCIHEAyoIEeMY BbIKUAbIYy. K KOHIly nepBOro
TpuMecTpa (YHKIHUIO BBIPAaOOTKHM OTOTO TOPMOHA MPAKTUYECKHU
MOJTHOCTHIO BRINONHSAET uiarieHta. Co Il TpumecTpa CHUHTE3 MporecTepoHa
IUIAEHTOM  JTOCTaTOYEeH Ui  JAJBHEWIIEro  MPOrpeCCUPOBAHUS
OepeMEHHOCTH, 1aKe MPU OTCYTCTBUU SUUHUKOB.

Kak ¥ KoIM4ecTBO MIALIEHTAPHOTO JIAKTOT€HA, KOHLICHTPALUs TIpore-
CTEpOHA 3aBUCHUT OT (DYHKIIMOHATHLHON aKTUBHOCTH IUIAIIEHTHI U BO3pacTa-
€T ¢ yBeaumdeHueM cpoka recraruu (tadn. 1.1.3). Ilepen Hauagom HOp-
MaJbHBIX CBOEBPEMEHHBIX POJOB MPOUCXOAUT CHUKEHUE MPOrecTepoHa B
KPOBU OEpPEMEHHOM, a TaKXKE yMEHBIIEHHUE OCHOBHBIX META0OJUTOB IMPO-

reCTEpOHA B MOYE U AMHUOTHUYECKOHU KUJIKOCTH.
Taboauna 1.1.3
Ilokazamenu ypoens npozecmepona ¢ Kposu y 6€pemerHHbIX HeeHUUH
no mpumecmpam (Cmpusncaxoe A.H., Henamxko U.B., 2013)

Tpumectp Pedepencubie 3HaueHUs, HMOJIb/JI
I 8,9468.4
II 71,5-303,1
11 88,7-771,5

[Tockonpky OHMOCHHTE3 XOJIECTEpHUHA, KaK CyOCTpaTra CTEpPOUJIOB, B
TUTAIICHTE KpailHe OTpaHUYCH, €0 MCIOJb3YeTCS MaTEPUHCKUE JIMIIOIPO-
TEWHBI HU3KOH TI0THOCTU. CHHTE3 MPOreCTEPOHA B TIAIIEHTE MTPOUCXOIUT
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B JiBa dTana. [lepBbIM 11arom siBjsieTCs MpeBpallleHUuEe X0JIeCTepUHa B Ipe-
THEHOJIOH € MOMOIIbI0 muTtoxpoma P450scc. BTopsiM 3Tanmom sABiseTCSA
OpeBpalieHue  MPErHeHOJIOHa B TPOreCTEpOH  C  TOMOIIbBIO
3p-ruapokcuctepouaaeruaporesassl Tuna 1. JlanpHewiue npeoodpaszoBa-
HUS MPOreCTEpOHA B JIFOOBIE JAPYrUe CTEPOUIbI B IJIALICHTE HEBO3MOXKHBI.
DOTO CBS3aHO C OTCYTCTBHMEM B IuUlanieHTe ¢epmenta 16- u  17-
rugpokcuiiazbl. To €CTh MPOrecTepOH SBJISETCS KOHEUHBIM 3BEHOM ILjia-
IeHTapHOTO OuocuHTe3a. OOpa30BaHHBIN TaKUM ITyTEM FOPMOH pachpeie-
asieTcs cneayomum oopazom: 90 % mporectepoHa MocTynaeT B KPOBOTOK
MaTepH, TJI€ OH OKA3bIBAET HA HEE CBOE JIEUCTBUE, a ocTalibHbie 10 % mo-
CTYyHarT B OPraHU3M IJI0/1a, TJ€ MPOreCTEPOH ABISETCS MPEAIIECTBCHHU-
KOM CHUHTEe3a (DEeTaIbHBIX KOPTUKOCTEPOUIOB.

Ponp mporectepoHa B 3TOT NMEPUO HACTOIBKO BaXKHA, YTO CHUKEHUE
€ro KOHIEHTPAIMM B KPOBU MaTE€pPU MOXKET MPUBECTH K YIPO3E WIU
IPEPHIBAHUIO0 OEPEMEHHOCTH. Y POBEHb MPOTECTEPOHA HUKE 25 HMOJIB/I B
KPOBU SABJISIETCS MPEAUKTOPOM HEXHU3ZHECTIOCOOHOCTH OepeMeHHOCTH. B
MOY€ OEpEeMEHHBIX JKEHIIMH MOXHO  ONPEACIUTh  CICAYIOIIUE
BOJIOPACTBOPUMBIE METa0O0JIUThI nporecTepoHa: MpErHaHANO,
aJUIONPETHAHANOJI, MPEeTHaHOJOH. OCHOBHBIM META00JIMTOM ITPOTeCTEPOHA
apisieTcsi nperHaHauon. CylIeCTBEHHOE CHIKEHUE €ro CyYTOYHOU
OKCKPEIMU  SIBISIETCS  TPO3HBIM  CUTHAJIOM  YIPO3bl  MPEPHIBAHUS
OCpPEMEHHOCTH.

ICTpPOreHbl

OaHUMU U3 OCHOBHBIX TOPMOHOB, HEOOXOAUMBIX ISl TIOAACPKAHUS
HOPMAaJIbHO MIPOTEKAaIoIIeil 0EpEeMEHHOCTH, SIBJSIOTCA 3CTpOreHsl. B mia-
LEHTE MPOJYLUUPYIOTCS TPU OCHOBHBIX 3cTporeHa: sctpuon (E3), sctpon
(E1l), actpagmon (E2), k Hayamy BTOpPOro TPUMECTPA MX COOTHOIIEHUE
30:2:1. Jlo popMupoBaHus MJIALIEHTHI SCTPOTEHBI CHHTE3UPYIOTCS B JKEJITOM
tene. C TedeHreM OEpPEeMEHHOCTH U (POPMUPOBAHUEM IUTAIICHTHI KOJIMYE-
CTBO ACTPOTE€HOB BO3pACTaeT B HECKOJIbKO pa3 (Tabis. 1.1.4). loctatodyHo
CKa3aTh, YTO KOHIICHTPALMS 3CTPAJHOIa B aMHUOTHYECKOM >KUIKOCTH Ha
26—40-i1 Hexene 6epeMeHHOCTH Bo3pacTaeT B 5S—10 pa3 v coCTaBIIsIET OKOJIO
0,1 mr/n, a KoHLIEeHTpalus dcTpronia yBennuuBaercs B 1000 pa3 u cocras-
nsiet okosio 1000 mr/m.
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Ta0auna 1.1.4
Ilokazamenu yposHs 3¢cmpuoias Kposu y 6epemeHHbIX HCeHWUH RO MPUMECPAm
(no Abbassi-GhanavatiM., etal., 2009)

Tpumectp | PedepeHcHbie 3HaUCHMS, TIT/MIT

I 188-2497
II 1278-7192
III 6137-3460

Herunposnuanjpocreponcyinbdar  (JAI'DA-S), BripabaThiBaeMblii
IJI0I0M, TUIPOKCUIIMPYETCS B IIeYeHu, npeBpaiasich B 16a-OH-AI'DA-S,
U MPOHMKAET B IUIAIIEHTY, C JAJbHEUIIMM KackagoM moauduxanuil (1mo
NEHUCTBHEM apoMara3) mpeBpamaercsa B 3ctpuoi. [Ipu 3Tom s cuHTtes3a
ACTPOHA U ACTPaJMOia HE HYXKEH Ipouecc ruapokcuinpoanus JI'9A-S,
HO3TOMY U1l UX OOpa30BaHUSI MOXKET ObITh MCIOJIb30BAaH Kak cyOcTpar
J10/1a, TaK U MaTEpH.

OmHoil W3 BaxHEHMMX (YHKIUNA OCTPOTCHOB  SBJISIETCA UX
CIIOCOOHOCTh OKa3bIBaTh BJIMSIHUE HA MAaTOYHO-IUIAIICHTAPHBIA KPOBOTOK
OyTeEM  yBEJIWYECHUST  NPOAYKIMH  psla  Ba3oqujIaTaToOpoB U
CTUMYJIMPOBaHUSL dKcIpeccuu (HaKTOPOB pOCTa COCYIOB, a TaKkKe
ACTPOTEHBbI UIPAIOT OJHY U3 KIIIOUEBBIX poJied B mpoaudepanuu KIETOK.
DCTpPUON U ACTPAUOT Y OEPEeMEHHBIX U HEOCPEMEHHBIX >KCHIIUH UMEIOT
OPUHIUIIMAIBHO — pa3iMuyHoe  (Pu3nojoruueckoe 3HaueHwe. Tak, y
HEOEPEMEHHBIX JCTPUOJI — MPOJAYKT JE€3aKTUBAIMU BBICOKOAKTUBHOTO
KEHCKOT0 TOPMOHA 3CTpajauoyia, a y OEpPEMEHHBIX 3CTPHUOJ SABISETCA
OCHOBHBIM MPOAYKTOM (DETOIIAIEHTAPHOTO KOMILIEKCAa, HEOOXOAUMBIM
JUIsL HOPMaJbHOTO pa3BUTUS OepeMeHHOCTH. B yeM e 3akimroyaercs
ocobasi OWoJOTMYEcKass pojdab ACTpuUoja? OCTPUOJI U BCTPATUOI
KOHKYPHUPYIOT 32 MATOYHBIE PELUENTOPHI 3CTPOTEHOB.

OcTpaauon  crnocoOCTBYET COKPAIEHUIO MYCKYJIaTyphl  MAaTKH,
NOArOTaBIMBAsl OPTaHU3M K Hayaldy pPOJIOBOM HesATeNbHOCTH. M3BECTHO,
YTO KOHIIEHTpALMS 3CTPUOJIA 3HAYUTEIIBHO IPEBBIIIAET KOHIIEHTPALIHIO
scTpaaunoiia. B KoHIE TpeThero TpuMecTpa OEpEMEHHOCTH KOHIEHTpaus
ACTpUOJAa HAYMHAET IMOCTENEHHO CHWXaTbes. Korga KoHUeHTparus
acTtpuona omyckaercs 10 70 % OT MCXOJHOr0O MakCMMAaJIbHOTO YpPOBHS,
0JI0Ka/la MaTOYHBIX PEIENTOPOB 3CTPOr€HOB OKa3bIBAETCA HEBO3MOXKHOM,
Y TOT/Ia CTAHOBUTCS BO3MOKHBIM JOCTYI K 3TUM pELIENTOpaM 3CTPanoa,
YTO TMPUBOJHUT K MATOYHBIM COKpalleHUsIM. KIMHUYECKM B KOHIE
HOPMAJIBHO MPOTEKAIOIIEH OEpEMEHHOCTH 3TO BBIPAXKAETCS B MOABJICHUU
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MPEIBECTHUKOB POJIOB M 3aT€M B Pa3BUTHUU PETYJSIPHOM POJOBOM
nearenbHOCTH. Ha mnpoTsokeHurM Bced OEpeMEHHOCTH KOHIECHTpAIlus
3CTpaguoyia B KPOBM MAaT€pd U aAMHHUOTHYECKOW >KUIKOCTH IMOCTETIEHHO
pacteT, a nmeped HayaJoM HOPMAJIbHBIX CBOEBPEMEHHBIX POJOB
KOHICHTPAIXs 3CTPAANO0JIA B aMHUOTUYECKON KUJIKOCTH YBEIIMUYUBACTCA B
2 paza.

KnuHndeckoe 3HaYCHUE UMEET CHUKECHUE YPOBHS ACTPUOJIA BO BpeMs
oepemenHocTu. B Poccun B pamkax ckpuHUHTa O€pEMEHHBIM >KCHIIIMHAM
MPOBOJINTCA HM3MEPEHUE 3CTPUOJIa B KPOBU Ha cpoke 16—18 Hemens.
CHmXeHUe YypOBHS CBOOOJHOTO OCTPHOJIA, JUIUTENIbHAS €ro HU3Kas
KOHIIEHTpAllUsi MOXET YKa3blBaTh HAa XPOHUYECKYIO IUIAEHTAPHYIO
HEJ0OCTATOYHOCTb, YIpO3y MpEepbIBaAHUS OEPEMEHHOCTH, AHTEHATAIbHYIO
rubenp I1UI0/a, 3aACPXKy BHYTPUYTPOOHOTO pPa3BUTHUS, XPOMOCOMHBIE
aHoOMallui Tuioa (B MepByr ouepenp Tpucomus 21 u 18 xpomocom).
Huskass KoOHIEHTpalmusi CBOOOJHOrO ACTpUOJIAa B  COYETAHUU C
OTKJIOHCHUSIMHM JIPYTUX TOKAa3aTesiell CKpUHUHTA CBSi3aHa C MOBBIIICHHBIM
puckoMm marosiornd. Kpome TOro, kpaHe HU3KUH YPOBEHb JCTPHOJIA
(menee 0,5 MoM) uim HeompeaenseMblil YPOBEHb ACTpHOJA SIBISCTCS
HEOJaronpUsSTHHIM MPOTHOCTUYECKUM MPU3HAKOM M MOXET yKa3blBaTh Ha
TaKyl0  MaToJOTUIO  IUIoAa, Kak  aHdHIedanus,  BPOXKICHHBIN
NAaHTUMOIUTYUTAPU3M,  X-CLHEIUIEHHBIA  WXTHO3, TNEPBUYHAS WU
BTOpPUYHAsI HAATIOYEUHUKOBAsI HEJIOCTATOYHOCTD IJI0Aa, CUHAPOM AHTIN—
bukcnepa, BpOXICHHBbIE HapylleHHs oOOMeHa BemniecTB (aepuuuT
CTepOoHuACYIb(aTa3bl, MHOKECTBEHHBIHN Cyab(aTazHblil qepuut, neduut
apomarasbl, CHHApOM 3ejuiBerepa, cuaapoM Cmurta—Jlemnn—Omnuia).

Koprukocreponanbi

[InanenTa He SABJISIETCA UCTOYHUKOM CHHTE3a KOPTU30J1a, OJHAKO OHA
Y4acCTBYeT B PEryJAlMU THUIOTAIaMO-TUNOGU3apHO-HAANOYECYHUKOBOM
OCHM Kak IIojla, Tak W Marepu. [lmameHTa CUHTE3UPYET XOPUOHUYE-
CKHIapeHOKOPTUKOTPONHBIN ropMoH (AKTI') u xopuoHndeckuii KOpTu-
KoTponuH-pusin3uHr-ropmod (KPI'), a Taxke nMmeeT hepMeHTHI, KOTOpbIE
Y4aCTBYIOT B CHHTE3€ U MHAKTUBAIIMU CTEPOUJIHBIX TOPMOHOB.

Xopuonunueckuit AKTI BbI3bIBaeT pe3uCTEHTHOCTh TUIIO(PU3a MaTEPU
K JICHCTBUIO TJIIOKOKOPTUKOUJIOB MO MEXaHU3MY OOpAaTHOM OTpHIlATEIb-
HOM cBs3u. Ilo Mepe yBeiauueHHs: Cpoka OCPEMEHHOCTH ITPOM3BOJICTBO
KOPTUKOJIUOEpPUHA Y MaTepu B THUMIOTAIaMyCe CHIKAETCs, M, TAKUM 00pa-
30M, YYBCTBUTEIBLHOCTh THUIOTaIaMO-TUIO(U3aPHO-HAINOYCUHUKOBON
OCH y MaTepH K CTpecCy OclIabisieTcs, 4To o0ecreyrBaeT 3alluTy MaTepu
U TUIOJa OT BO3JCUCTBUA HEOJIAronpUATHBIX (PAaKTOPOB. XOPUOHUYECKHUI
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KPI' manpaBiseTcss B MAaTEpUHCKHI KPOBOTOK CO 3HAYUTEIBHBIM POCTOM
KOHLICHTPALlMM BO BTOPOM M TPETHEM TPUMECTpPaX OEPEMEHHOCTH. YPO-
BEHb KOPTH30Jia B OPraHU3Me MaTepH Takke Bo3pacTaeT. Takum o0pazom,
BTOpas MOJIOBUHA OEPEMEHHOCTH y JKEHIIIUHBI XapaKTEPU3YyeTCsl Pa3BUTHU-
eM runepkoprunndma. K MOMEHTy Hawana poJIOBOM JEATEIbHOCTU KOH-
ueHrpamus xopuonndeckoro KPI' B KpoBM 3HAUMTENIBHO BO3pACTACT, a
YK€ 4epe3 HECKOJIBKO YacOB MOCJE POJOB UCUE3AET U3 KPOBOTOKA MATEPH.
KopTtuzon ctumynupyet BoipaboTKy Xopuonudeckoro KPI',

[TockoJIbKY CTEpOUIHBIE TOPMOHBI HCIOJB3YIOT CBOOOIHYIO AUDPY-
3UI0 IS MIPOHUKHOBEHUSA B KJIETKHW-MUIICHW, MATEPUHCKHUM KOPTHU30JI
CBOOOJIHO MPOHUKAET B IUIALICHTY. B MalieHTe UMEIOTCS 3al[UTHBIC MeXa-
HU3MBI, KOTOPBIE 3AIIUINAKOT IO OT BO3JAEHUCTBUS BBICOKMX YPOBHEWU Ma-
TEPUHCKUX TIIFOKOKOPTUKOWAOB. MHAKTUBAIMA MaTEpPUHCKOTO KOPTHU30JIa
IPOUCXOAUT C TOMOIIBIO IaneHTapHoro depmenta 114-rugpokcu-
crepounseruaporenassl tumna 2 (114-I'CI2), koTopblii peBpamaeT Kop-
THU30J1 B METa0OJIMYEeCKH HEakTUBHBIM KOpTH30H. Depment 115-I'CI2
JIEHCTBYET Kak TJIaBHBIA «Oapbep» s mepenadd KopTuzonia mioay. 13-
BECTHO, YTO YPOBEHb KOPTHU30JIa y T1oAa B 5—10 pa3 HuKe, yeM y MaTepH.
HecocrositensHocTs Oapbepa 115-1'CJ12 cBsizana ¢ OClI0XKHEHUSIMU Oepe-
MEHHOCTH, TAKUMHU KaK MPEIKIIAMIICHUS, MPEKICBPEMEHHBIE POJIbI, HU3KAS
Macca Telna NpH POXKICHHUHM, a TAKXKE C OTHAJIEHHBIMH IOCIIE/ICTBUAMM,
BKJIIOUAsl MEPECTPOMKY THUIOTAIaMO-TUNO(U3APHO-HAIIOYEY-HUKOBOMN
ocH pebdeHKa U JaTbHEHIITYI0 BOCIPUUMYUBOCTD K HAPYIICHUSM Pa3BUTHS
HEPBHOM CHUCTEMBI, KapAMO-META00TNIECKUM 3a00JICBaHUSIM.

KPI' HemocpencTBEHHO CTUMYJIUPYET THUIOTAIAMO-TUIIO(PU3aPHO-
HAAMOYECYHUKOBYIO OCh moAa. Ilocie 20-ii Heaenn recrtaiu OCHOBHBIM
pPEryIsATOPOM CHHTE3a KOPTHUKOCTEpouJ0B Iuioga craHoButcs AKTI.
[Tnanentapusie KPI' u AKTI' ycunuBaroT 3p¢ekThl runorasaMmyca U ru-
nodu3za 1ioja, YTo MPUBOJUT K PE3KOMY MOBBIIICHUIO YPOBHS (DEeTATbHBIX
TTFOKOKOPTUKOUAOB B To31HME cpoku III TpumecTpa mns oOecriedeHus
pPOCTa M CO3PEBaHMs OPTaHOB U CUCTEM K MOMEHTY POJIOB.

B pyTHHHON KIIMHAYECKOW MPAKTUKE UCCIIEIOBAHUE XOPUOHUYECKOTO
AKTT u KPI' He npoBoauTcs.

ACCOUMMPOBAHHDIN ¢ 0€PEMEHHOCTHIO IJIA3MEHHbIN MPOTEHH A

ACCOIIMMPOBAaHHBIN C OEPEMEHHOCTBIO IIJIa3MEHHBIM IPOTEHH-A
(anrn. Pregnancy-associated Plasma Protein-A (PAPP-A)) — oauH u3
IJIaBHBIX CBSI3aHHBIX C OEPEMEHHOCTBIO O€JIKOB, TPOAYLIUPYEMBIX KaK dM-
OpHOHOM, Tak U IUIalnieHTOM. OJHaKO OCHOBHBIM MECTOM CHHTE3a Oelka
saBisgeTcsa mianeHTa. PAPP-A OTHOCHUTCS K CYNEPCEMENCTBY METaIoNpo-
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TEUHA3 U CIEeIUDUIECKU pacuIeIIIeT OCIKH, CBSI3bIBAIOIINE WHCYJIUHOIO-
no6HbIe dakTopbl pocta (MDP), BeicBoOOKTass NDP, HeoOX0oauMBIN 11
HOpPMaJIBHOTO pa3BuTus mioaa. Kpome toro, cuuraercs, uro PAPP-A Bbl-
NOJHSET Takue (YHKIMU, KaK MPeJOTBpaIllEHUE pPacllO3HaBaHUS IUIOJA
MAaTEPUHCKOW UMMYHHON CUCTEMOW, MUHEPAIIU3ALMIO MATPUKCA U AHTUO-
rene3. Cuuraercs, yto MDP urpaer BaxHylo posib B UHBa3uu Tpodoodiia-
CTa W, CIE0BATEIbHO, B PAHHEM Pa3BUTUU U BACKYJISPU3AIMU TUIAIICHTHI
U TUIAIEHTAPHOTO KPOBOTOKA. JTH paHHUE COOBITHS B MEPUOJ] TIJIAlEHTa-
MM UMEIOT pellaoliee 3HaUeHUe JUIsl UcXoJa OEpeMEHHOCTH U, MPU OT-
KJIOHCHUU OT HOPMBI, CBSI3aHbI C HEBBIHAIIIMBAaHUEM OepeMEeHHOCTH. B Ma-
TEPUHCKOM KPOBHU 3TOT OEJIOK YBEJIMUUBAETCS CO CPOKOM OEPEMEHHOCTH U
3aTeM OBICTPO YMEHBIIAETCS MOCIE POJIOB.

Tak kak PAPP-A nosbimaer noctynHocth MDP, HU3KHI ypOBEHBb
OeJIKa MOJKET 03HauaTh HEJIOCTaTOUHYIO JOCTYMHOCT, UDP 115 mmameHTsI
Y TUIOJIA, YTO IMO3BOJISIET UCIIOIB30BaTh CHI)KEHUE JAHHOIO MapKepa B Ka-
YECTBE JIMArHOCTUYECKOTO TeCTa JJIsl BBISIBICHUS 3aJI€PKKU BHYTPUYTPOO-
Horo pa3utus (3BYP) miona, XpoMOCOMHBIX aHOMAIIU, TPEXKIEBPEMEH-
HBIX POJIOB, ITPEIKIAMIICHH.

B Poccuu B paMkax CKpUHMHTAa OCPEMEHHBIM KEHIIMHAM Ha CPOKE
11-14 Henenb NpOBOAUTCS «IBOMHOW TecT» — u3MepeHue PAPP-A u
[-cyobenununpl XI'U B kpoBu. CHukenue ypoBHsi PAPP-A cBsizaHO C
pucKkoM cuHApoMoM JlayHa y Iio7a, 0COOEHHO BBICOK PUCK IPU COYETa-
HUU C TOBBIIICHHBIM ypoBHEM f-cyobenuuuiipl X1 Y. BoabmMHCTBO HC-
TOYHUKOB YKa3bIBAIOT HAa HEOJArOMpHUSATHBIM MPOTHOCTUYECKUI MPU3HAK
cHmkeHue ypoBHsa PAPP-A anxe 0,4 MoM.

IMOPHOHAIBHBIH 0€JI0K a-(PeTOoNnpPOoTenH

Hecmotpst Ha TO, uTo a-deronporenn (ADPII) — 3To smOpuocneu-
¢uueckuii 010K, KOTOPBIN HE SBIAETCS MPOIYKTOM CUHTE3a B IJIALICHTE,
OH MMeEET OOJIBIIOE 3HAYEHUE B HOPMAJIbHOM TE€YEHUHU OEPEMEHHOCTH, a
TaK)Xe CIYKUT BaXKHBIM MapKepoM (YHKIIMOHUPOBAHUS CUCTEMbl MaTh—
nianeHTa—1uioa. Haunnas ¢ 6-it Henenu 6epemennoctu A®II cuaTe3npy-
€TCS B )KEITOYHOM MEIIKE, a ¢ 13-1 Helenn ero HAYMHAeT CUHTE3UPOBATh
nedyeHb 1wioga. Kak u MHOrme Mapkepbl O€pEeMEHHOCTH, KOHIICHTpPAIIUS
A®II napacrtaer mo mepe pocra cpoka. B I tpumectpe ypoBens ADII B
OKOJIOTUTIOJTHBIX BOJIAX BBIIIE, YEM B MATEPUHCKOM KPOBOTOKE, HO B Jajlb-
HeleM, ¢ popMupoBanreM (PEeTOMIANIEHTAPHOTO KPOBOTOKA, YBEIUIMBA-
erca nocrymieane ADII k marepu.

A®IT perynupyer mnponudepanuto U auPpdepeHIIupoBKY >MOpHUO-
HaJIbHBIX KJIETOK, YYaCTBYET B PA3BUTUHA MMMYHOTOJIEPAHTHOCTH MaTEpH,
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a Tak)K€ MOXET BBIMOIHATh (PYHKIMIO TpaHcHopTHOro Oenka. ITockoybKy
npoaykuust A®II 3aBUCUT OT (QYHKIMOHUPOBAHUSI OPraHOB ILIOAA, €T0
YPOBEHBb B KPOBU MATEpPH SBJISETCS ITOKA3aTEIIeM, XapaKTEPHbIM I IUIO-
na.

[ToBpimenne ypoBHss ADII BO3HMKAET mpu psAe MOPOKOB Pa3BUTHSA
OpraHoB (aruia3us MoYeK, aTpe3us KeayI0YHO-KUIIEYHOTO TpakTa, oMda-
1ese, racTpoIIn3uc, NePeKTbl HEPBHOM TPYyOKH), aHTEHATAIbHON rudenu
IJI04A, M30CEPOJIOTUYECKOM HecoBMecTUMOCTH. Huszkui ypoBenp ADII
CBsI3aH C pUCKOM TpucoMuu 21 xpomocombl. ADII sBisieTcs MapKEepHBIM
CBIBOPOTOYHBIM OCJIKOM B KPOBU MaTepu MpU CKpUHUHTE B 16—18 Henmenb
COBMECTHO cO cB0OOSHOMU f-cyOobeaunuiiert XI'U u actpuonom. [larrepn
HU3KMX 3HaueHud ADII u cBOOOAHOTO ACTpHUOJA B COYCTAHUM C TIOBBI-
HMIEHHBIM ypOBHEM cBOOOAHOTO S-XI'U dBisieTcs NMPU3HAKOM CHHIpPOMA
JlayHa C BBICOKOM CTEINCHBIO BEPOATHOCTH.

1.2. CoBpeMeHHBbIE IPECTABJICHUS 0 MEXaHU3Me PeryJsiumn
COKPATUTEJILHOM 1eATEILHOCTH MATKM U MHIAYKIIUN PO0BOM
NeSITeJIbHOCTH

Poabl — 3TO MONMMATHONOTHYECKUH IPOLIECC, B KOTOPOM YYaCTBYIOT
LCHTpaJbHAs HEPBHAsl CUCTEMA, HEUPOTyMOpaJIbHAas, SHAOKPUHHAS, HUM-
MYHHasi CHCTEMbI 1 B KOHEYHOM HUTOTE€ OPraH-MUILIECHb — MaTKa U HAXOMs-
muica B Heu ioa. @usnosorudydas poaoBasi AesITEIbHOCTh HEBO3MOKHA
0€3 cla)keHHOM pabOoThl BCEX YUACTBYIOIIMX B IIPOILIECCE CTPYKTYP.

['oTOBHOCTH OpraHu3Ma >KCHIIUHBI K POJIaM SIBJIETCS TapaHTOM OJia-
TONMPUSTHOTO HCX0Ja OepeMeHHOCTH. boubilas posib B CBOEBPEMEHHOM
Pa3BUTUU POJOBOM AEATEIIBHOCTH IPUHAJICKUT LIEHTPAIBbHON HEPBHOM
cucteMe. B mporecce recranuu y KEHIIUHBI (OPMUPYETCS TOMUHAHTA
OEpeMEHHOCTH B OJHOM W3 OTIEJIOB IEHTPAIbHON HEPBHON CHUCTEMBI
(ITHC). HakanyHe poJioB BO3pacTaeT MHTEHCHUBHOCTb MEXKIOJIYIIAPHBIX
CBSI3€M, YTO KOOPAWHUPYET B3aMMOJCHUCTBUE HMMYHHOW, HEHWPOIHJIO-
KPUHHOM, T€MOCTaTUYECKOM U JIPYruX CUCTEM opranusma. llo mepe mpu-
OJI>KEHUsI CpOKa POJIOB JOMUHAHTAa OEPEMEHHOCTH TPaHCPOPMUPYETCS B
POOBYIO JOMUHAHTY, OPTAHU3M YKEHIIUHBI TOTOBUTCS K pOJIaM CaMOMPO-
W3BOJIBHO, ¥ POJIbI HACTYIIAIOT B CPOK.

1 ycremHoi poJioBOiM JI€ATEIBHOCTH HEOOXOJUMBI TOTOBHOCTH
MATKH K aKTHBHBIM, PUTMHAYHBIM U CHHXPOHHBIM COKPALICHUSIM U «3pe-
nas» merka Matku. COCTOSIHME MICWKH MATKH SIBIISIETCS JOCTOBEPHBIM
MAapKEepOM TOTOBHOCTH OpraHu3ma K pojam. Cpeayu MHOXKECTBA TyMOpPasib-
HBIX (JAaKTOPOB, BIUSAIONIMX HA PA3BUTHE POJIOBOM JEATEIbHOCTH, BEAYyIIIEEe
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3HAYCHUE B MHAYKIIMU POJOB U MOIJACPHKAHUU POJOBOM JNEATEILHOCTH 3a-
HUMAIOT SHAOTEHHbIC npocmazianounst (I1T'). PaznuyaroT 1Ba OCHOBHBIX
BHJIA MPOCTATJIAHANHOB, YYaCTBYIOIIMX B POJOBOM JEATEIBHOCTH: Fy, U Es,
KOTOpbIE JEUCTBYIOT CUHXPOHHO, HO pa3HOHamnpasiaeHHo (Tabmn. 1.2.1).

[Ipoctarnanaunsl Fy, u E, 00anaroT mmpokuM cekTpom (Hu3noso-
rudeckux 3¢ dekToB. C 0aHON CTOPOHBI, OHU BBI3BIBAIOT COKPAIICHUS MaT-
KM, a C IPyroi CTOPOHBI, BO3JCUCTBYIOT HA COCYAbl U CUCTEMY I'€MOCTa3a.
COamaHncupoBaHHOE COOTHOIIICHHUE MpocTtarjanauHoB F,, n E, obecrnieun-
BACT COXPAHEHUE MUKPOIUPKYJISIIIUM B MUOMETPUHU U aJ€KBATHBIA MaTOY-
HO-TUJTAIICHTApHBIK  KPOBOTOK. JlomomuutensHo III-F,, crumynupyer
OCBOOOXKICHNE OKCUTOLIMHA.

B cBeTe COBPEMEHHBIX KOHUEHIMKA Pa3BUTHUS POAOBOU JCATEIBHOCTH
CUMTACTCS, YTO MHUIIMALIUS POJIOB B OCHOBHOM NPHUHAJICKUT (heTaTbHbIM
[II" 1 okcHUTOLMHY, a MOJIEP)KAHUE POAOBOU JIEATEIBHOCTH U JKCITYJIbCUIO
i0/ia ooecneunBaroT yTepoToHUKU U [1I°, KOTOphle CUMHTE3UPYIOTCS B Ma-
TEPUHCKOM OPTaHU3ME.

Tao6auna 1.2.1

buonozuueckue xapakmepucmuku npocmaznandunoe

- [Ipocrarmangux
apaMeTp
F2(x E2
Hcrounnk JenunyanbHas 0005109ka, | AMHHUOH, XOPHOH,
OrocuHTEe3a MUOMETPHH nenuayanbHas 000J109Ka, MEOMET-
puit
Jlokanuzanusa pe- | Teno MmaTku [Ilelika maTku

LICIITOPOB B MATKC

Binsaue Ha pono- | CtuMmynupyet cokpaieHre| CTUMyIUpyeT IIpoLecchl CO3peBa-
BYIO JIEATEIBHOCTD |BCEH MATKU, MPOJIYKLUUS  |HUS LIEHKHU MaTKU (pa3MsryeHue,
MaKCHMaJIbHa B AKTUBHYIO |YKOPOUYEHUE LIEHKN).

¢a3y poaos Bxirouaer aBTomaTu3m pa3BUTHSA
pEeryiIspHON POAOBOM AEATEIBHO-
CTH.

BrI3pIBaeT penakcanuio DUpKyJIsp-
HOTO CJIOSI MUOMETPHS

Bimsinue Ha cu- Cocynocyxuparouiee 1ei- | AHTUAarperaHTHOE JIeUCTBHE.
CTEMY I'éMOCTa3a |CTBHE. VYayumaroT KpOBOTOK U MUKPOLIUP-
VYcunenune arperauuu KYJISILIHIO

(OpPMEHHBIX 2JIEMEHTOB
KpOBU (YMEHbIIIEHUE KPO-
BOIIOTEPH B POJIAX)
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OcHoBHBIM MecTOM OnocuHTe3a 1" B OepeMeHHON MaTKe SIBIAIOTCS
MJI0JHbIC (AMHUOH U XOPHOH) U AeluayanbHasi 000J04KU (TpaHCHOpPMU-
POBaHHBIN B CBSI3U ¢ OEPEMEHHOCTBIO PHIOMETPHUI), a TaKXKe IIelKa Mat-
ku. [loBeiienue konneHtpamuu I1I'-F,, u I1I'-E, B aMHHOTAYECKON KUJ-
KOCTH TipeAmecTByeT pojgam. CyocTpaTrom st oopazoBanust 1IN siBisitoTcst
CBOOOJHBIC TIOJMHEHACHIIICHHBIE XHUPHBIE KHUCIOTHI U (PochOoaunu bl
MeMOpaH KJIETOK.

VYcunenue cunre3a Il mpoucxoaut B NEPBYIO OYEpeab B 00JACTH
HIEMKA MAaTKH, YTO OMOCPEIYET CO3PEBAHHUE U PACIIMPECHHUE IIEUKA MaTKH.
beino nokazano, uto I1I" Takyke UrparoT poJib B pa3pbiBE IJIOJHBIX 000JI0-
Y€K, BBI3bIBAS B HUX CTEPUIBHOE BocTiasicHUE. Y ciiieHue cunresa [ nepen
POJIaMH CBSI3aHO C PEAKLIUSIMU CTapEHHSI CTPYKTYPHBIX AJIEMEHTOB IUIALICH-
ThI, JEUUIYyIbHOW 000JIOUKH M DMUTEINS aMHUOHA, YTO MPUBOJIUT K Kac-
kagHomy cuHtesy [II'-F,, u III'-E, u pa3BUTHIO pOAOBOU NEATEIBLHOCTH.
Takum oOpa3zoM, IpocTarjJaHIuHbI SIBISIOTCS HEMOCPEICTBEHHBIMU MOJY-
JSTOpaMU Pa3BUTHUSL POJOBOM JesTenbHOCTU. KiaumHuuecku naHHbIE 3(¢)-
(beKThl MOATBEPKIAAIOTCS MPUMEHEHUEM CHHTETHYECKMX aHaJIOTOB MPO-
CTarJIaHAWHOB B aKyIIEPCKON MPAKTUKE I HHAYKIHHA POJIOB.

Ponb mpoMeXyTOYHBIX MOJYJIATOPOB B Pa3BUTHUU POJOBOU JI€STEIb-
HOCTH MOTYT UTPaTh YUMOKUHbBL. BBIIO J0Ka3aHO, YTO U3 BCETO MHOT000-
pa3usi UUTOKMHOB Y 3JI0POBBIX POYKEHUI] TAKHE TKAHWU, KAK aMHHOH, XOpH-
OH, TUIAIEHTA, JeUUayajibHass 000JI04YKa 1 MUOMETPUM, YBEIMUYUBAIOT BbI-
pabotky mpexzae Bcero uHtepieiikunos (MJI) (UJI-6, WII-8, NJI-1B), a
Takke ¢aktopa Hekpoza onyxonu-o(DHO-o). YkazaHHble ITUTOKUHBI
CTUMYJIMPYIOT BBICBOOOXKJI€HUE Makpodaramu (HEpMEHTOB, PacCUICILISIO-
IIMX BHEKJIETOYHBIM MAaTpPUKC (MATPUKCHBIE METAJUIONPOTEUHA3bI), UTO
CIIOCOOCTBYET CO3PEBAHUIO MICHKU MAaTKU U Pa3pbhIBY IUIOJHBIX 000J0UEK.
B3auMoperynupyroniee BIUSHUE UIMMYHHOM W SHJIOKPUHHOU CHUCTEM BbI-
pa)XkaeTcd KaK B pealin3aliyd TOPMOHAIBHOTO BO3JIEHUCTBUS YE€PE3 LIUTOKH-
HOBBIW KAaCKaJl, TaK U B HEMOCPEJACTBEHHOM YYaCTHH [IUTOKMHOB B BBICBO-
OO JIeHUU Psijila TOPMOHOB.

Okcumoyun B HaCTOSIIEE BpEeMs paccMaTpUBaeTCs Kak HaumbOoJsee
CWJIBHOE YTEPOTPOITHOE CPEACTBO. B opraHuW3me SHIOT€HHBIA OKCUTOLMH
CUHTE3UPYETCS B KIIETKAX TMIOTAIAMYCA U KOHIIEHTPUPYETCS B 33IHEU J10-
ne runodusa. ['opMOH Takke CUHTE3UPYETCA B IJIAICHTE U ACIUAYaTIbHON
o0osouke. OOpa3yloNIMiics B KJIETKaX 3TUX TKaHEH OKCUTOIMH JTOCTUTAET
NapakKpuHHO MHUOMETPHUSI U CIIOCOOCH CTUMYJIMPOBATh €ro COKpallleHUE.
Kpome Toro, mnoa takxke CUHTE3UPYET OKCUTOLMH. [lox nmericTBueM 3CT-
POTEHOB BO BpeMsi OEpEMEHHOCTH U K Hadaly POJOBOU JI€SITEILHOCTH KO-
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JUYECTBO PELENTOPOB K OKCUTOLIMHY B MUOMETPUU YBEIIMUUBACTCS. YPO-
BEHb OKCHUTOLIMHOBBIX PELENTOPOB 3a BpPEMs OEPEMEHHOCTH BO3PACTAET
npuMmepHo B 300 pa3. [IMK NJIOTHOCTH OKCHUTOIIMHOBBIX PELENTOPOB HAa
MeMOpaHe MUOIIMTOB MATKU MPUXOJUTCS Ha PaHHUM MEPHUO] POIOBOM Jie-
ATEJIBLHOCTH, C HA4YaJOM KOTOPOW OKCUTOIIMH HAYMHAET CTUMYJIUPOBATH
COKpAaIllCHHE MAaTK! U 3aTeM, 4yepe3 |—2 mHs mocie poaoB, CHUKAETCS 10
VCXOJIHOT'O 3HAYCHUA. Y CTAHOBJIEH OTUYETJIMBBIA HUCXOIAIIMNA I'PAJUCHT B
KOHIIEHTPAllUX OKCUTOIMHOBBIX PELENTOPOB OT JAHA K MIEUKE MAaTKH, KO-
TOpPBIA 00ECTICYMBAET MOJIEKYJISIPHYIO OCHOBY JIJIsl OpTaHU3allid COKpPATHU-
TEJbHBIX CUJI MATKU, U3TOHSIOIINX TUIO/I.

OKCUTOLMH MHIYLIHUPYET POJIOBBIE CXBATKU MYTEM YCHJICHUSI IPUTOKA
noHOB Ca®** B LMTO30JIb MATOYHBIX MHUOIMTOB B PE3YyJIbTATE aKTHUBALIMU
Ca** kananoB. ['opMoH pazpymiaercs (epMEHTOM OKCUTOIIMHA30M, KOTO-
pasi y OepeMEHHBIX JKEHIIUH BbIpaOaThIBACTCS, B TOM YHCJIE, TUIALICHTOM.
AKTUBHOCTH (hepMeHTa MpU OEPEMEHHOCTH MPOTPECCUBHO BO3PACTACT, a
HAaKaHyHE U BO BpPEMsI POJIOB CHHUXKAETCS, YTO JIEMOHCTPUPYET ydacTHE
OKCHUTOILIMHA B MHIYKIMU U TMOJJECPXKAHUU POJIOBOM nAesTenbHOCTH. [Ipu
(bU3MOIOrMYecKr MpoTeKaroleld 0epeMeHHOCTH U pojJaX KOJIMYECTBO HH-
JIOTEHHOTO OKCUTOLIMHA BIOJIHE JOCTATOYHO JUIsl TOTO, YTOOBI POl 3aKOH-
YIIUCh 0€3 HapyIICHUN COKPATUTEIbHOU ACSITEIbHOCTH MaTku. Kpome To-
ro, BO BpeMsi pOJOBOM JesTENbHOCTU cpadathiBaeT pediekc depriocona,
KOTOPBIN 3aKJII0YAETCS B CTUMYJISIIIUU BBICBOOOK/ICHUSI OKCUTOIMHA B OT-
BET HA PACTSHKEHUE MUKW MATKH IJIOAOM, JEMOHCTPUPYS MOJ0KUTEIb-
HYIO0 OOpaTHYIO CBS3b.

OKCUTOIIMH AEHUCTBYET HE TOJBKO HA MUOMETPUI KaK yTEPOTOHUK, HO
U Ha JIpyrue TKaHW (AenuayaibHas 000J0YKa, aMHUOH, XOPHOH), CTUMY-
IUpPYs BbIpaOOTKY MpOCTarIaHAMHOB. OKCUTOLIMH MOBBIIIAET aKTUBHOCTh
UTOIIa3MaTHdecKo docdonumnaszel A2 U HHIYLUUPYIOT SKCIPECCHIO
rukiookcurenoass-2(1{0I-2), koTopsie SBISIOTCS OCHOBHBIMH (hepMEH-
TaMU Ha yTH CUHTE3a MpOoCTarjannHoB. Psgom uccneqoBanuii ObUIO MO-
Ka3aHO, YTO CHUXCHHBIM YPOBEHb MPOCTATJIAHAWMHOB TMPHU JOCTATOYHOM
YPOBHE OKCHUTOLIMHA MPUBOJUT K HAPYIIEHUIO POAOBOM JEATEIBHOCTH.
Takum 00pa3zoM, PYHKIIMK YTEPOTOHUKOB U MPOCTArJIaHIMHOB B MHUITUA-
MU U PETYISIIIUM POJIOBOM JIEITEILHOCTHA TECHO CBA3AHBI MEXKYy COOOIA.

Bo Bpemsi 6epeMEHHOCTH U B pOJiax MPOUCXOAAT U3MEHEHUS B 2UNO-
manamo-2unou3apno-Haono4eyHUK080U ocu TIoJa, YTO MPOABISACTCS
B YBEJIMYEHUM KOHIICHTPAllMU KOPTU30JIa M JETUJIPOIMUAHIPOCTEPOHA
cynbdara (Il DA-S) B aMHUOTHYECKOH XUAKOCTH. B HacTOSAIINI MOMEHT
yCUJeHUE (PYHKIMOHAIBHON AaKTHUBHOCTU THUIIOTaJaMO-TUIIO(U3apHO-
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HAJINMOYEYHUKOBOW OCH IUIOJIA SIBJISICTCS OJHUM W3 SHAOKPUHHBIX TPUTTE-
POB Hayaja poJoB.

Bormnpoc o ponu ¢eraqpHOro KOpTH30ja B MHUIIMALIMM POJOBOM Jes-
TEIBLHOCTH MHTEPECYET crienuanucToB AaBHo. Emie B 1898 1. mpodeccopom
Rea ObL10 OTMEUEHO coYeTaHUE aHPHIEPATNU TUIOJA YEIOBEKA U MPOJIOH-
rupoBaHus 6epemenHocTd. B 1933 r. Malpas, pacmmpuB 3TH HcCClien0Ba-
HUSL, TIPEIIOJIONKHUII, UTO TIEPEHOIICHHAsT OEPEMEHHOCTh CBsI3aHa C aHOMAJIH-
el PYHKIIMM TUTIOTAIaMO-TUTIO(PU3aAPHO-HAIOUYCYHUKOBON CUCTEMBI ILIO-
na. OTU JaHHBIE MOATBEPKIAIOT, YTO HAAMNOYEHYHUKH IJIOJA OKA3bIBAIOT
3HAYUTEIBLHOE BIWSHUE Ha BpeMs Hayaja pojoBoi nestenbHocTH (Cope,
1955). o 60-X rr. mpouioro CTOJETUs JaHHbIC MPEANOI0KEHHUS OCTaBa-
JIUCH TOJILKO TUMOTE30M, TaK KaK MHOTHME TOPMOHBI €lIe He ObUTH JaXKe OT-
KpbIThl. TOJBKO TMOCIIe TOro, Kak OblIa M3ydyeHa B3aUMOCBSI3b PUJIM3WHT -
ropmoHoB runotanamyca, AKTI" u koptuzona, ctajio BO3MOKHBIM MTOHU-
MaHu€e (QYHKIIMOHUPOBAHUS TUIOTAIaMO-TUIO(PU3APHO-HAIITOYCUHUKOBOMN
CUCTEMBI, a TaK)Ke OMoJIoruuecKasi posib PeTaJbHOro KOpTU30Ja B TaHHOMN
LCTIN.

K MmomenTy Hauana pogoB AKTI' 1 KOpTH30J1 1J1I0/1a CUHTE3UPYIOTCS B
BBICOKMX KOHIIEHTpalusX. [ TIIOKOKOPTUKOUIbI HEOOXOIUMBI JIJISI YCKOpe-
HUS CO3PEBAHUS KPUTUUYECKU BAXKHBIX OPraHOB (TOJOBHOW MO3T, JIETKUE),
4TOOBI 00ECIIEYUTh BRKUBAHUE MJIOJa B TOTEHI[MAIBLHO arpeCCUBHOM Cpe-
ne. Koptruzon aMHMOTHYECKON KUJKOCTH BIUSAET HA KOOPAUHUPOBAHHYIO
POIOBYIO NEATEIBHOCTD, MOBBIIAA B MUOMETPUM KOJHWYECTBO WIEJIEBBIX
KOHTAKTOB MEXJy KJIETKaMHU. DHAOKPUHHBIN KACKaJ NPUBOAUT KaK K aK-
TUBALIMU IKCIIPECCUU OCIKOB IIEJIEBOr0 COSAMHEHUS (KOHHEKCUH-43), Tak
U K YBEJIMYCHUIO BHIPAOOTKU YTEPOTOHUYECKUX arOHHUCTOB, TAKUX KaK OK-
CUTOIIMH W TPOCTarjlaHJIuHbl U UX peuentopoB. OOpa3zoBaHUE IIETEBBIX
COCMHEHUN MEXKy KIETKAMU MHUOMETPHUSI CUHXPOHU3UPYET COKPAIICHHUS
0 BCEM MAaTKE. DTU W3MEHEHWS SIBIAIOTCS THCTOJOTHYECKOM OCHOBOM
Hayaja poJ0BOU AEATEIBHOCTH U TapaHTOM €€ HOPMAJIBHOTO TEUCHHS.

KopTuzos cinyXuT sl CTUMYJIUPOBAHUS DKCIIPECCUU psifia IUIAlCH-
TapHBIX PETYIATOPOB POJIOBOMN AECATENBHOCTH, TAKUX KAK XOPUOHHUYECKUU
KOPTUKOTPONUH-PUIU3UHT-TOPMOH, OKCUTOLIMH U MPOCTarjiaHIuHbl (0CO-
oenno III'-E,). Ycunenue (QyHKIMOHAIBHONW AKTUBHOCTH THIIOTaIaMo-
runou3apHO-HAMIOYCYHUKOBOM OCH TUIOJIa TAKXKE MPUBOJUT K YBEJIMUE-
HUIO 3CTPOT€HOB B MAaTEPUHCKOM IUIa3ME.

XOpHUOHUYECKUN KOPTUKOTPONMUH-pUSIU3UHT-ropMoHd (KPT') siBisiercs
BAKHEHIIUM PETYIATOPOM pojJioB. Kak yka3biBajnoch paHee (CM. pazaen
1.1), K MOMEHTY Hauajia poJIOBOM JIESITEIbHOCTU KOHIIEHTPALIMS XOPUOHH-
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yeckoro KPI' B kpoBM MaTepu M IUI0oJla 3HAYMTEIBHO BO3PaCTacT, IpHU
ATOM KOPTH30JI CTUMYJIUPYET €ro BbIpabOTKy. XopuoHudeckuii KPI',
KpOM€ BIIMSIHUSA Ha TUMNOTAIaMO-THHO(GU3apHO-HAIIOYECTYHUKOBYIO OCh,
CTUMYJIUPYET PEMOAECIUPOBAHUE TKAHEU ITYyTEM YCUJICHUS CEKPELIUU MaT-
PUKCHOM MeTaJUIONPOTEHHA3bI-9(>KkeIaTUHA3bI), YBEIMYCHHUEM CHHTE3a
MPOCTArJaHANHOB aMHUOTUYECKUMH, XOPUOHUYECKUMHU U JIEIUTYTbHbI-
MU KieTkamu. [IpocrarianinHel, B CBOXO O4YEPE/lb, CTUMYJIMPYIOT BBICBO-
ooxaenne KPI'.

Aodpenepeuueckan cucmema TaKXe TPUHUMAET YYACTUE B PETyJIALUU
COKPATUTEIIBHOW JESATEIbHOCTH MAaTku. B MaTke OHa IpeACTaBliCeHA O
aJpEeHOPEIENITOPAMU, CTUMYIUPYIOMIUMH COKPAIICHUS MHOMETPHUsS, U [-
aJpeHOpEIENITOpaMHA, HHTHOUPYIOIIUMH aKTUBHOCTh MaTku. Hakanyne
POJOB TUIOJI HAYMHAET YCUJIEHHO MPOAYLHUPOBATh M0(aMUH M KaTexoJia-
MHHBI (aApEHAJIMH U HOPAJPpEHAIMH), YTO, B CBOIO OYEpPEdb, YBEIMYUBACT
CHUHTE3 MPOCTArjlaHIMHOB B TKAHAX MaTepHU M IJI0Ja. AJApeHaTNH BO30YXK-
Ja€T COKPATUTEIbHYIO aKTUBHOCTh HEOEPEMEHHOM MaTKM M TOPMO3UT
CIIOHTAaHHYIO POJOBYIO HAEIATEILHOCTh, B TO BPEMs KaK HOPAAPEHAJIUH BbI-
3BIBACT COKpalieHust oepeMenHoit Matku. [lomumo storo, I1T-E, u I1I'-F,,
OKa3bIBAIOT OJIOKUPYIOIIUE BIUSHUE Ha [-aqpeHOPEIENTOPhI, YTO IMOBbI-
maeT BO30yAMMOCTh MHOMETPHSI.

B koHIle m0HOIIEHHONW OEPEMEHHOCTH IIOBBIIIACTCS UYYBCTBUTEIIb-
HOCTh MHUOMETPUSI K CEPOTOHHUHY, TUCTAMUHY M KaTtexosaMuHaM. OCHOB-
HbIM MCTOYHUKOM THMCTAMHUHA YW CEPOTOHUHA SIBJISIOTCA TYYHBIC KIJIETKH.
ITo mepe mporpeccupoBanusi OEpEeMEHHOCTH KOJIUYECTBO CEPOTOHMHA YBe-
JIAYUBAETCS, JOCTUTasd MAKCUMAJIbHBIX 3HAYEHUM K MOMEHTY POJIOB, YTO
CBUJIETEJILCTBYET O €r0 HEMOCPEICTBEHHOM YYaCTHUH B IIPOLECCE POIOB.

PoJIb MOJIOBBIX CTEPOUIOB, @ UMEHHO ICHIPOZEHO8 U NPO2eCHEPoOHa, B
IPOrPECCUPOBAHUN OEPEMEHHOCTH W B Pa3BUTUH PETYJISIPHOM POJIOBOM
TEeATeIbHOCTH, 0€3yCIOBHO, OYeHb BBICOKA. I (PM3MOIOTHUECKOTO pa3-
BUTHSI OEPEMEHHOCTH M POJIOBOU JEATEIHHOCTH HEOOXOJAMMO ONTHUMAJIb-
HO€ COOTHOIIICHUE COJIEPKAHUS MPOTECTEPOHA U CTPOTCHOB HA BCEX ITa-
nax recraruu. Hanbosnee BaXKHBIM HaKaHyHE POJOB SIBIsSETCS HE abCo-
JTIOTHOE COJIEpKaHUE TOPMOHOB B MepudepuuecKOr KPOBHU, a COOTHOIIIE-
HUE COIECPKAHUA ICTPOTECHOB U YYBCTBUTEIIBHOCTh TKAHEW K ITPOre€CTEPO-
Hy. Bo Bpems 6epeMeHHOCTH MPOUCXOAUT TaK HA3BIBAEMBIH «IIPOTECTEPO-
HOBBIN OJIOK» MUOMETpHs. TakuMm 00pa3oM, IPOTECTEPOH SBIISIETCS OTBET-
CTBEHHBIM 3a IIPOJIOHTUPOBAHUE OEPEMEHHOCTH. Y MHOTHUX MJICKOIHUTAIO-
IUX poJaM MPENIIECTBYET CHUKEHUE YPOBHS IPOrEeCTEPOHA, OJIHAKO Y
YyesIoBeKa MoJJ00HOTO CHUKEHUST He HaOmopaeTcsa. K MoMeHTy posioB mpo-

29



UCXOAUT CHM)KEHHUE YYBCTBUTEIBHOCTU MHUOMETPUS K TOKOJUTUUECKOMY
a(pdexTy mporecrepoHa, TO €CTb UMEET MECTO (DYHKIIMOHAJIbHAs OTMEHa
nporectepona. [{anusiii apdekT odecrneunBaeTcss K3BMEHEHUEM COOTHOIIIE-
HUS M KOJMYECTBA JKCIPECCUU PELENTOPOB MPOreCTepoHa B KIIETKaX
MuoMeTpusi. Tak, CylIeCTBYIOT SJIEpHBIC PELENTOPhl MPOrecTepoHa THUMa
A (aPII-A) u B(saPII-B), a takxke memOpannsie perentopbl (MPIT). Bo
BpeMsi OepeMeHHOCTH Beiauko BiusiHue sPII-B, a Kk MOMEHTY poJioB pe3Ko
Bo3pactaetr cooTHomeHuesiPII-A/aPII-B. YMeHblieHHOE BiIMsIHUE TIpOTe-
CTEpOHA MIPUBOJIUT K JOMUHUPOBAHUIO 3()(PEKTOB ICTPOTCHOB.

N3BeCcTHO, UTO KOHIIEHTPAIIMS ACTPHOJIa TPOTPECCUBHO MOBBIIIACTCS B
TEUEHHE BCEro CPOKa TeCTAllUH, ITPEBBIIIAS PU STOM KOHLEHTPAIUIO 3CT-
paauoinia npubausutenbHo B 10 pas3. DcTpuosl OJIOKUPYET 3CTPOTCHOBBIE
peLenTopbl, TEM CaAMbIM CHUKACT BIIMSHHUE MEPBUYHBIX 3CTPOTCHOB HA TO-
HYC MaTKH, YTO HEOOXOAUMO I HOPMAJIBHOTO Pa3BUTHSI OEPEMEHHOCTH.
B koHI1ie TpeThero Tpumectpa npu Gu3noJIoru4eckoi 0epeMeHHOCTH KOH-
IEHTPAIMS ACTPHOJIa HAYMHACT MOCTEIIEHHO CHUXATHCS, U, KOTAa €ro Co-
nepxkanue naaaet 10 70 % oT MaKCUMMAaJIbHOTO YPOBHS, MOBBIIIAETCS BIIU-
SIHHUE 3CTPajJiiojia Ha TOHYC MUOMETPHS.

DCTpOreHbl HE OTHOCAT K HEMOCPEJCTBEHHBIM (paKTOpam BO3HUKHO-
BEHMs CXBATOK, OJHAKO UM MpHUCYIIa KJtoueBas pojib B (OPMUPOBAHUU
PELENTOPHOrO amnmapara MUOMETpHsi. Bce TOpMOHBI M OMOJIOTUYECKH aK-
THUBHBIE BEIIIECTBA BIUSIOT Ha MUOIIUTHI YEPE3 CUCTEMY perenTopoB. Mc-
XOJIsl U3 3TOTO, MOKHO YTBEPKAAaTh, YTO MEXAHU3M PA3BUTUS PETYIISPHOU
POIOBOM AESTEIBLHOCTH 3aBUCHUT B OOJIbIIICH CTENEHU HE OT COJEpKaHUS
ACTpajroia U MpOrecTepoHa B Iia3Me nepudepudeckor KpoBH, a OT YyB-
CTBUTEJIILHOCTA YTEPOMHUOILMUTOB K MOJIOBBIM CTEPOUJIAM M YTE€POTPOMHU-
HaM, T. €. OT COCTOSIHUA PELENTOPHOro anmnapara MuoMmerpus. OqHuM U3
BAKHBIX CBOMCTB CTEPOHMIHBIX TOPMOHOB SIBJISIETCS UX BJIMSIHME Ha oOpa-
30BaHUE CIENU(PUIECKUX PELENTOPOB KICTOK-MHUIICHEH. DCTpaanuon ak-
TUBHUPYET CUHTE3 COOCTBEHHBIX PEIENTOPOB U PELENTOPOB MPOreCTEPOHA.
B oTnuuue ot 3Tpaguona, NporecTepoH MOJABISET CUHTE3 COOCTBEHHBIX
PELENTOPOB U MPOSIBISET (PYHKIMOHAIBbHYIO aHTUAICTPOTCHOBYIO AKTHB-
HOCTb, YMEHbIIIasi KOJUYECTBO LIMTO30JIbHBIX 3CTPOr€HOBBIX PEIENTOPOB
MyTeM TOPMOXKEHUSI UX CUHTE3a U CTUMYJISIIUM JOKAJIBHOTO METa00JIN3-
Ma  3CTpaauona.  OCTpPaJMONd  CTUMYJIHUPYET  OKCIOPECCHUI0 -
aApEHOPEIIENITOPOB U PEILENTOPOB OKCUTOIIMHA, MOBBIIIAS YYBCTBUTEIIb-
HOCTh K KaT€XOJIAMHUHAM, OKCUTOIIMHY, a TaKXXE€ K CEPOTOHMHY U MPOCTa-
rnmanauHaM. Cuntes npocrarmanaudos (III- E, III- F,,) B MaTke mop
BIIMSTHUEM 3CTPAANOJIA TAKKE YCUIIUBACTCS, KaK U SKCIIPECCUSI PEIETITOPOB
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Kk I1I". DcTporeHsl yBeIUYMBAIOT CHHTE3 COKPATUTEIBHBIX OEKOB (aKTO-
Muo3uH), AT®, cnocoOCTBYIOT MOBBIINIEHUIO MPOHUIIAEMOCTH MEMOpaH
KJIETOK MaTOYHBIX MUOIMTOB JIJIi UOHOB, MOHMKAsI TIPU 3TOM MOPOT BO3-
OynuMocTH. YKa3aHHbIC U3MEHEHHMS IMO3BOJISIIOT KOOPJIMHUPOBATH COKpa-
IICHUST MaTKH.

HecmoTpst Ha O0JbIIOe YKMCIIO MCCIIEIOBaHUM, TTpobdiieMa HHIYITUPO-
BaHMS POJOB, PETYJAIMH COKPATUTEIBHOW JEATEILHOCTH MHOMETPHUS B
HACTOSIIEE BpEeMsI OCTAeTCs J0 KOHIIA HE MU3YUYCHHOM, a MOTOMY aKTyallb-
HOo#l. Hanbomnee nepcrneKTUBHBIM SIBISIETCS UCCIECOBAHUE JUHAMHYECKOTO
PELENITOPHOTO CcTaTyca y OEPEMEHHBIX U POKEHUIT TP (HU3UOTIOTHISCKHUX
pOJIax W MPH HAPYUICHUAX COKPATUTEIHHON AEATebHOCTA MaTKH, YTO Ja-
710 Obl O0JIee MOTHOE MPEACTABICHUE O MEXAHU3ME Yy4acTHsl MOJIOBBIX CTE-
POUJIOB M IPYTHX TOPMOHOB B PETYJISIITUN POJIOBOM JEATEILHOCTH.

1.3. MoppopyHkumnonaabHoe COCTOSIHME IHIOKPHUHHBIX Kejie3
y ILUI0Ja ¥ HOBOPOKIEHHOTI' 0

HaanoyeyHuku

Mo3roBoe BEHIECTBO M KOpa HAAMOYEYHUKOB MPEJCTABIAIOT COOOM
JIBE OTJIMYHBIC OJ[HA OT JAPYTOH SHIOKPHUHHBIE CHCTeMBbl. Me3oiepMalibHbIe
KJIETKH BHOCSIT BKJIaJ B Pa3BUTHE KOPHI HAJMOYCUHUKOB, MOJIOBBIX KEJE3
U MEYEHHU, Y TJI0JIa 3TH TPU TKAHU MPUHUMAIOT aKTUBHOE y4acTHE B METa-
oonu3me ctepousioB. HekoTopbeie (epMEHTHI, YYaCTBYIOIIME B CHHTE3E
CTEpPOUJIOB, €CTh W B HAJMOYCYHUKAX, U B MOJOBBIX JKeJie3aX, MOITOMY
BPOXKICHHBIN TePEKT MOXKET MPOSBUTHCA B 00€MX TKAHSIX.

[lepBbiMH (OPMHUPYIOTCS 3a4aTKW KOPKOBOI'O BellecTBa Ha 4—5-i
Hegene. K 6-7-it Hefene BHYTPUYTPOOHOTO Pa3BUTHA B 3a4aTOK KOPBI
HAJMIOYCUHUKOB MUTPUPYIOT KJIETKH MPOU3ZBOJHOW HEPBHOIO TIpeOHS,
KoTopble U depeHIUPYIOTCS B CUMIIATOOIACThI U XpoMaddOUHOOIACTHI.
OTu KJIeTKH HayuHaT AuddepeHupoBaTbcss B XpoMadHUHOLMUTHI,
CIOCOOHBIE  CHUHTE3UPOBaTh W  HaKalUIMBaTh  CHayaja  TOJIbKO
HOpaJApECHAINH, a METUITpaHcdepasa, MpeBpamaoiias HOPpAJAPEHAIUH B
aApeHAIUH,  mosBiseTca  mno3gHee.  CuMmaroOgacTel  SIBISIOTCS
IPEAIIECTBEHHUKAMU HEUPOHOB M TIIIMOLMUTOB. [0 Tperbero mecsua y
J10/1a HAAMOYEYHUKHU MO pa3Mepy OOJIbIll€ MOYEK, HO TMOCJE YETBEPTOTO
MecCsIa TEMITBI POCTA MOYEK YBEIWYUBAIOTCS, CTAHOBSICh K KOHILY IIECTOTO
Mecalla B 2 pa3za OoJibIlle  HAAMOYEUYHUKOB. Y  JIOHOIIEHHOTO
HOBOPOXXJICHHOT'O HAJIIOYEYHUKU B TPU paza MEHbBIIE IMOYKH, a Macca
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000MX HAJIMOYEYHUKOB B CyMME COCTaBisIeT 7-9T, mpU 3TOM MOCIe
POXKICHUS, )KEJIE3bl YMEHBIIAIOTCSA U K TOAY UMEIOT MacCy OKOJIO 2—3 T.

KopkoBbIl €JIOM HAAMNOYEYHUKOB IUIOA U HOBOPOXKIECHHOTO HUMEET
CBOM OTJIMYMSI OT CTPOCHHUS 3KEJIe3 B3pOCHOro. Tak, Kopa COCTOUT U3
TUCTOJIOTUYECKH PA3JIMYHBIX KOMIIOHEHTOB: HApY>KHOTO CJIOS, WU
neUHUTUBHON (MCTUHHOM) KOPBI, U O0jee IEeHTpabHOM — (deTanbHOn
(IpoBU3OpHOM) KOpBhl. Mexay YKa3aHHBIMH CJOSIMH  CYIIECTBYET
nepexoaHas 30Ha. K mMomeHTy pokaeHust ¢eraabHas Kopa COCTaBJsET
okoj0 80 % oT obmiero o0bema xese3pl. B TedueHue TMepBBIX JHEH OHa
noABepraeTcsi ObICTPOM WHBOJIONMKA W K KOHIYy 2-M HEIEnu >KU3HU
yMeHbIaeTcs Ha 50 %, a Kk 6-Mec/YyHOMY BO3PACTy MOJHOCTBIO MCUE3aET.
[Ipu sTOM neduHUTHBHAS 30HA AKTUBHO MNPOdUGEpPUPYET, HO ceTdaTas
30Ha KOpPbI OTYETIMBO MOSIBJISETCS TMO3X%Ee, K Bo3pacty 2-2,5 Jer.
CyliecTByeT TUIIOTE3a O CTUMYJIMPYIOLIEM BIMSHUM IianeHTapHoro KPT'
Ha poCT (eTabHON 30HBI, MMEHHO IO 3TOM MPUYUHE BO3MOXKHA CTOJb
OBICTpasi UHBOJIIOLIMSI BO BHEYTPOOHOM KU3HU B PE3yJIbTaTe MPEKPAICHUS
BausHus 1oianeHtapHoro KPI'.  JlebunutuBHass 30Ha CHHTE3UPYET
aJIbJIOCTEPOH, MEPEX0IHAS 30Ha — KOPTHU30J1, a ¢eTajabHasi 30Ha SBIISICTCS
MCTOYHUKOM aHJporeHoB (npexzae Bcero JAI'DA u JII'DA-S).

o 23-i1 Hepenu OGepeMEHHOCTH HAAIOYEYHUKHU TUI0/Ia HE CIIOCOOHBI
CHHTE3UPOBAaTh KOPTHU30d de novo (M3 XOJECTepHMHA), TaK Kak o

yKa3aHHOTO Cpoka OTCYTCTBYET dbepMeHT 3-p
TUJIPOKCUCTEPOUAACTUIPOTEHA3A B/Irchn), He00XO0TUMBIH TUIA
00pa3oBaHus porecTepoHa (r1aBHOTO MpeIeCTBEHHUKA

KOPTUKOCTEpOUJ0B). Jliia cuHTE3a KOPTHU30Jla U albJOCTEpOHA
HAJIMOYECYHUKN MCIIOJB3YIOT IUIACHTAPHBIA TPETHEHOJIOH. Y POBEHB
JII'DA B KpOBH y IUIOJIa BBILIE KOPTU30JIA.

HctuHHas kopa COCTOMT M3 TpEX 30H: KIyOOUKOBas, MYy4KOBas,
ceTyaras. B pacnoyio’keHHOW 1O/ KarCyJol »KeJe3bl KIIyOOUKOBOM 30HE
KJIETKA OPraHU30BaHblI B alibBEOJIbl. KETKM camMOM HIMPOKOW, MyYKOBOU
30HBI, 00Pa3yIOT paUaAIbHO PACIIOJIOKEHHBIE CTOJIOMKH, a TEPEIICTCHUE
KJIETOK CETYAaTOW 30HBbI CIYKHUT MPOJOIKEHUEM MO3TOBOTIO BEIIECTBA
YKEJIE3bl.

[ TIOKOKOPTUKOUIbI BIUSIIOT HAa META00JM3M OOJBIIUHCTBA TKAHEH.
OHM  TPUCOCTUHAIOTCS K CHEHU(PUYECKUM  BHYTPUKIETOUHBIM
pPELENTOPHBIM O€KaM, KOTOpbIE 3aT€M CBSA3BIBAIOTCSA C SIAPOM KIIETKH,
okaszbiBas BozjecTBue Ha cuHte3 PHK u Oenka. Ha MHorue TkaHu
[VIIOKOKOPTUKOWABl  JIEUCTBYIOT B  HANPABJICHUU HUHTEHCU(UKAIIUU
KaTaboJiu3Ma, MPUBOJAS K YCKOPEHHUIO pacmaja O€JIKOB; K YMCIY TaKUuX
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TKaHeW B TIEPBYIO oOdYepeab MPUHAMICKAT MBI W KOXa,
COCAMHUTEIIbHAS, JXUpoBass W JauMdougHas TkaHu. B To xe Bpems
[VIIOKOKOPTUKOUIbl UTPAIOT aHAOOJWYECKYI0 pOJib B TEUEHH, A€ OHU
CTUMYJIMPYIOT aKTUBHOCTh psifa (DEPMEHTOB, YBEIMYUBAIOT COJCPIKAHUE
Oellka W TIJMKOr€Ha, a TaKXKe IMOBBIIAIOT €€ CHOCOOHOCTh K
TJIFOKOHEOTEHERY.

CunTe3 rmokokopTuKouoB perynupyercs npu ydyactun AKTD ¢
oOpaTHOM MOCTOSIHHOW CBS3bIO OT YpOBHA KopTu3oia Ha cunte3 AKTI. B
CBOIO oOYepellb, BaXHbIM peryisitopoMm npoaykuuun AKTI  cioyxut
TUMIOTAJaMUYECKUM  TENTU KOPTUKOJIUOEpPHH, KOTOPHIA HAuMHAET
BBIpabaTeiBaThCa TumoTagamycoM ¢ 12 wemenmu. AKTIT mioma
ompenensercs B ero runoduse ¢ 7-8 HeAenm 0epeMEHHOCTH, a B IJIa3Me
NyNOBUHHOM KpoBU ¢ 12-i1 Hemenu. Boicokas koHuentpauus AKTI B
KPOBH apTEPUU MTYITOBUHBI YKA3bIBAET HA IMJIOJIOBYIO TPOAYKIIUIO TOPMOHA.

YacTe KOpPTH30JIa OT MATEPU MEPEHOCUTCS IUIOAY, MPOXOAS Yepes3
«Oapbepy mianeHTsl, KoTopsiM siBysieTcs 114-1'CJI (mpeBpaiaer KopTU307
B KOpTHU30H). B cepenmHe OEpeMEHHOCTH KOHIICHTpAIMsS KOPTH30HA B
KpoBU 110712 B 4—5 pa3 Bbiie koptr3ona. AKTUBHOCTh 114-T'CJl k koHIy
OEpeMEHHOCTH OCIIa0EBAaET, YTO CHIKAET KOHBEPCUIO YKAa3aHHBIX
ropMoHoB. [Ipu maTosorun 6€peMEeHHOCTH B OTBET Ha CTPECC IO MOXKET
CUHTE3UPOBATh OOJbIIEE KOJIMYECTBO KOPTH30JIa, YTO caMoO Mo cebe
MOXET MPOBOIUPOBATH 3aMYCK MPEKIACBPEMEHHOTO poKaeHus. [Ipu aTom
y HEJOHOIIEHHBIX AETEW MOCIe POXKACHUS MNPOJIOIHKAET HACTPAUBATHCS
OCh TUINOTAJIAMYC — TUNo(pu3 — HAATIOYECUHUKH.

K MOMeHTY pokAeHUsS NPOUCXOJUT PE3KOE YBEJIMYEHUE KOPTU30Ja B
KPOBH HOBOPO’KJICHHOT'O, TaK MPOSBISETCS aJanTallMOHHAs peakius Ha
ctpecc. [loBBIIIEHHBIH YpPOBEHb KOPTHU30JIa OOECIEUUBAET BBIPAOOTKY
cyphakranTa, aaApeHOPEUENTOPOB, MOBHIIAET pPeadCOPOLNIO )KUAKOCTH B
JeTKuX, cTumynupyer koHBepcuto T, BTz, obOecneumBaer 3akpbITHE
apTepUaIbHOTO0 TPOTOKA, MOBBIIIAET AKTUBHOCTH METHITpaHCc(epasbl B
MO3TOBOM CJIO€ HAJIMOYECYHUKOB, KOTOpasi METUIUPYET HOpAJpEHAIUH B
aApEeHaJIUH.

AJIBTIOCTEPOH — MOIIHBIA MUHEPATOKOPTUKOHU, TPEACTABISIET COOOM
18-anpernn KOPTUKOCTEPOHA, MPOAYLUPYETCS KIETKaMU KIyOOUKOBOM
30HbI. Cekpeuuss ajlbJOCTEPOHA PETYJIUPYETCS AaKTUBALMENd pPEHUH-
AHTMOTEH3MHOBOW CHCTEMBI, a TAKXKE KOHIIEHTpPALUMEH Kallhsl W HATPHS.
[IporeonuTnueckuii bepMeHT PEHUH, 00pa3yromuiics B
IOKCTArJJIOMEpPYJISIPHOM ~ amnmapare Io4YeK, JACHCTBYET Ha PEHUHOBBIN
cyOCTpaT, WU O,-TJIOOYJIWH, CUHTE3UPYEMbId B TME4YEeHHU, oO0pazys
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HEAKTUBHBIM JEKaIlENTH] AaHTMOTEH3UH-I, KOTOpBIM TI0J BIIUSHUEM
crenuduyeckoro ¢epMeHTa OBICTPO IIpeBpallaeTcs B OHOJOTHMYECKH
aKTUBHBIM oOkTarenTtun — anruorensud-Il. Ilociemguuii  oka3bIBaer
npeccopHoe aeictue, B 50 pa3 Oojee MOIIHOE, YEM HOP aJpEHAJIUH.
Ongna w3 OCHOBHBIX  (GyHKIMNA  aHruoreHsuHa-II  coctoutr B
HEIMOCPEICTBEHHOM BO3JEHCTBUY HA KOPY HAAMOYEUYHUKOB U CTUMYJIALIUU
CEKpELUN €10 albJOCTEPOHA. AJIBJOCTEPOH HCIMOJIB3YETCS IS TOHKOMN
HACTpPOUWKU abcopOuuM, BIUAS HAa aOCOPOLMIO DJICKTPOJIUTOB M BOJBI B
JIUCTaJbHOM KaHayblle HedpoHa. AJBJAOCTEPOH NPOHUKAET B KIETKU
BIUTENUA JUCTAIBHOIO KaHANbIA, W, KaK BCE CTEPOUJHBIE TOPMOHBI,
JEHUCTBYET Ha SAPO KJIETKHU, YTOObI yBennuuTh cuHTe3 MPHK, xoTopbie
UCIIONB3YIOTCS JUISl  YBEIIMYEHUS OKCIPECCUU HATPHUEBBIX KAHAJOB,
Hatpuii-kanueBorl AT®a3pl. KOHEUHBIM pe3yJlbTaTOM 3TOTO Ipolecca
ABJIIETCS YBEJIWYCHUE TTOTJIOIEHUE HATPHS U3 ITPOCBETA KAHAIBIIA.

KOMMOHEHThl PEHUH-AHTUOTEH3UHOBOM CHUCTEMBI  (POPMHUPYIOTCS
JOCTaTOYHO paHO — C S-i  Hemenu OepemMeHHOCTH. CKOpPOCTh
METa00JIMUYECKOTO KIMpeHca aHruoTeH3uHa-II y mionma Beime, 4em y
B3POCJIOr0 YeJOBeKa, NpuMepHO B 10 pa3, COOTBETCTBEHHO U aKTUBHOCTh
aHrnoteHsuHnpespamaronero ¢gepmenta (AIID) Beicoka. BripaboTka
anrnoreHsuHa-I1l y 1oma BeillE TakoBOW y Marepu. AJbIOCTEPOH
CUHTE3UPYETCS] B HAANOYEYHHMKAX Iwoga ¢ 15-16-1 Hemenu, XOTs
pPELENTOPHI K aHTMOTEH3UHY-II B KIeTkax HaANOYEYHUKOB MPEICTABICHBI
c nmepBoro tpumectpa. KoHueHTpamus anpI0CTEpOHA HAPACTAET MO MEPE
yBeIUWYEHUs1T cpoka OepemeHHOCTH. Ilocie poxaeHHss BO3HHUKAET
TUTIEPAKTUBAIUA PEHUH-aHTHOTEH3UH-AJIbJOCTEPOHOBOMN CHUCTEMBI,
KOTOpas HeoOXxoAnuMa Il aianTaluy peOeHKa K BHEYTPOOHOH KU3HH.

CuHTe3npyemMble HAANOYEYHHKAMU IUIOJIA AHAPOTEHBI, TAaKHUE Kak
HAIDA, HAI'9A-S ©  a"HApOCTEHIMOH, MPOAYLUPYIOTCA KJIETKaMU
detanpbHOM 30HBL. JII'DA © aHAPOCTEHAMOH SBIAIOTCS CJIa0OBIMU
aHJIpOr€HaMU, HO CIHOCOOHBIMHM TIpeBpaliaThCs Ha mnepudepun B
TECTOCTEPOH, OCTpPOH. IlmanmeHToW aHAPOTEHBl UCHOJB3YIOTCS IJIA
CHHTE3a 3CTPHUOJIA.

['opMOHBI MO3rOBOr0 BEHMIECTBA HAAMOYEYHUKOB MPEICTABICHBI
(U3MONOTUYECKA  AKTHUBHBIMM  KaTeXOJlaMUHAMM,  TakKUMU  Kak
HOpaApeHanuH u aapeHanuH. COOTHOIIEHWE HOpaJpeHalluHa |
aJjpeHAJINHA B HAAMOYEYHHUKAX C BO3pPACTOM MeHsAeTca. Kak yka3blBaIoCh
BBIIIIC, U3HAYAJIbHO CUHTE3 AJAPCHAIIMHA HEBO3MOMXEH M3-3a OTCYTCTBUS
dbepmenTa metuntpanchepaspl. OgHako B mpoMexxyTke Mexay 10-it u 15-
W HedensiMU TeCTalUM y IJIoJa HAYMHAIOT ONpeAeisThes  o00a
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KarexojamMuHa. Y IoJa npeoodsaaeT HOpaJpeHaIuH HaJl aIpEHaIuHOM,
B TOM YHCI€ M K MOMEHTY pOXIEHUA. Y B3POCIbIX Ha JIOJIIO
HOopaapeHanuHa npuxoaurcss Bcero 10-30% mpeccopHbIX aMHHOB
MO3TOBOTO BEILIECTBA.

W anpeHanuH, U HOpPAApPEHAIWH MOBBIIAIOT CPEIHEE APTEPUATBLHOE
JaBJieHUEe, MPU ITOM HOPAJPEHAIMH HE BIUAET HA CEpPIACUYHBIN BHIOPOC.
YBenuuuBas ooOmiee mnepudepuyeckoe COMPOTUBICHUE COCYJOB, OH
HOBBIIIAET CUCTOJIMYECKOE M JTUACTOJIMYECKOE NABICHHUE WU JIMIIb CJETKa
ypexaet myJibe. [loa BIusiHuEM aJipeHaInHa MyJIbC PE3KO yUyallaeTcs, U 3a
CUET CHIKEHMS 0o0LIero nepudepuueckoro COnpoTUBICHNUS] YMEHbIIIAETCS
auactoinuyeckoe JnaBieHue. Hopanpenanun oOnagaeT 3HAYUTEIBHO
MEHBIIIUM, YE€M aJpCHAINH, TUNEPTIMKEMUZUPYIOIIUM U KaJOPUTCHHBIM
nerctereM. BbIOpoC KaTeXOJaMHUHOB («KAT€XOJAMUHOBBIA BCILIECK») Y
HOBOPOXKJEHHOTO oOecreurnBaeT BO30yxkaeHUE pedIeKCOB, MOBBIIICHUE
MBIIIIEYHOTO TOHYCa, aJanTalyi0 CEepJIeYHO-COCYJIUCTON  CHUCTEMBI,
NOBBIIIAET TEPMOreHe3 B  Oypoill  KMPOBOW TKAaHH, IOBBIIIAET
BBICBOOOXKICHHE TJIOKaroHa, CBOOOJHBIX JKUPHBIX KHCIIOT, CHH)KAeT
BBIOPOC MHCYJIMHA. Y HEIOHOIIEHHOTO HOBOPOKJACHHOTO MO CPABHEHUIO C
JIOHOILLIEHHBIM YPOBEHb KaTE€XOJAMHUHOB BBIIIE, YTO OOBSACHSETCS OoJee
HA3KOM YyBCTBUTEIBHOCTBHIO TKAHEW K HUM.

CumnamoadpeHnanogviti  Kpu3 — TATOJOTMYECKOE COCTOSHHUE,
pa3BUBaIIEeCs B  pe3yibTare M30bITKA KAaTEXOJaMUHOB  M3-3a
YpEe3MEPHOM  AKTHBAlMM  MO3TOBOTO  CJOSl  HAANOYEYHHUKOB U
CUMIIATUYECKOTO OT/eJla HEPBHOM CHUCTEMbl B TIPOIIECCE POJOBOTO
ctpecca. HaOmomaercst B mepBble 4achl KU3HU Y JIETE€W, POAUBIINXCS IPU
TPaBMAaTUYHBIX pOJaX, C aKyUIEpCKUMHU TpaBMaMmu. XapaKTepHa
CUMIITOMATHKa: OECMOKOWCTBO, pa3/IpaXXE€HHbIH KpUK, pa30pOCaHHbIE
NBIKCHUS, KPYIMHOPA3MAIIUCTBI ~ TpeMOp, TaXWUKapAus, OJbIIIKA,
HEKOTOpast OJEAHOCTb KOXKHBIX IOKPOBOB, MOBBIIICHUE AapPTEPUATBHOIO
JaBJICHMSI, IPUTITYIIIEHUE TOHOB CEp/lia, a MHOTJA HEXHBIM CUCTOJIMYECKUN
myMm. Ha snexrpokapauorpaMme — NpU3HAKU HapylIEHUs MeTabonu3Ma
MUOKapia W Jaxe  cyOsHJokapauaabHOM  runmokcuu.  OOBIYHO
BBIIIICHA3BaHHAsl CUMIITOMATHUKA COXPAHSIETCS] HECKOIBKO YacoB (pexe 1-3
TIHSI) U TpeOyeT JIMIIb CEJaTUBHOUN Tepanuu.

HluToBHaAHAS KeJ1e3a

[IutoBuaHas >Kene3a 3aKiaJblBA€TCS KakK HEMapHbIi oOpraH Ha
TPEThEN HEAENIe IMOPHUOHAIIBHOIO Pa3BUTHUS U3 KJIETOK 3HTOJIEPMBI JHA
roTku. HM3HauanbHO oOOpasyeTcs JIUBEpPTUKYJ, KOTOPHIMH HAYMHAET
MUTPUPOBATh KayJlaJbHO, COXpaHss CBS3b C TJIOTKOM B BHUAE TAXkKa
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(muToBHAHBIA TpOTOK). [lapannmensHo C  Murpanveidn OPOUCXOAUT
pa3feIeHUEe 3a4aTka Ha IPaBylO0 U JIEBYKO JIOJW, IIPU 3TOM H3HAYAJIbHO
xKeJeza uMeeT nosioe ctpoeHue. K cempmoit Henene pa3BUTHS IIUTOBUAHAS
KeJe3a JOCTUTAeT CBOET0 TUIMYHOTO MECTA, BIOCJIEACTBUUA B MAPEHXUME
dbopmupyrorcst  domukyabl.  [[luToBHAHBIM NPOTOK €O BPEMEHEM
peayLMpPYETCs, OJHAKO BO3MOKHO €r0 COXpaHEHHE ¢ 00pa30BaHHEM KUCT
NpPOTOKAa WIM K€ (POpMUPOBAHHE MHUPAMHUAATBHON JIOJIU UIUTOBUIHOMN
xese3bl. K MOMEHTY pOXKICHUS BEC IMUTOBUIHOM KEJE3bI COCTABIACT 1,5—
2T.

['ucTomornyeckn TKaHb IUTOBUIHOM KEJE3bl COCTOUT U3 A-KIIETOK
(ponnmukymnsapHbIE KIETKH), B-KJIETOK, KOTOphIE pacroiararorcs BHE (od-
IuKyJI0B, U C-KJIETOK, KOTOpBIE BbIPaOATHIBAIOT KalbLUTOHUH. C-KJIETKU
MMEIOT MHOM MCTOYHUK 3aKJIAJIKU U POPMUPYIOTCS U3 BPEMEHHBIX dIMOpH-
OHAJIBHBIX CTPYKTYp — YJIBTUMOOpaHXHAIbHBIX Tenel. Bo Bpems murpa-
WU [UTOBUIHOM JKEJIE3bI TEIbLA CIUBAOTCA C HEW, U KIIETKU MPOHUKAIOT
B TKaHb KE€JIE3bl. Y POBEHb KAIBIUTOHWHA y IUIOJIA JIOCTATOYHO BBICOK U
CBSI3aH C IMOBBIIIEHHBIM YPOBHEM KAJIbLHS B €r0 KPOBU U MPOLIECCOM MU-
HEpAIU3alUU KOCTHOM TKAHMU.

K 10-12-ii Henene BHYTpUYTPOOHOTO pa3BUTHUS IIMTOBHUAHAS Kele3a
wioja PyHKIUOHATBEHO CHOPMUPOBAHA U CMOCOOHA 3aXBaThIBAaTh MOJ U
CHUHTE3UPOBATh MOJTUPO3MHBI, TaKKe Kak TUPOKCHH (T4) U TpUHOATUPOHUH
(T3). OCHOBHBIM MPOJIYKTOM IIMTOBUIHOM kene3bl saBisieTcst T4. T3 Ouoo-
ru4ecku 0oJjiee aKTHMBEH, HO €ro KOHIIEHTpallus B KPOBU HUXeE, 4eMm Tjy.
bonpiias gyacte T; 006pasyercs u3z T4 moa neictBueM GepMEHTOB (IeHoI1-
Ha3) B epUPEepUIECKUX TKAHSIX.

Perynsuust cMHTE3a TUPEOUIHBIX TOPMOHOB OCYIIECTBIISIETCA C MOMO-
[IbI0 TUIOTATAMO-TUIO(DHU3aPHON CUCTEMBI MO KJIACCUUYECKOMY MPHUHIIMITY
oOpaTHON OTpULIATEILHON CBs3U. [ umnortanamo-runoduzapHas cuUcTeMa
wioga GOpMHUPYETCs HE3aBUCHUMO OT MAaTEPUHCKOTO BIUSHUA. THPEOTPOII-
HeIii ropmoH (TTI) mmona onpenensercs ¢ 10—12-it nenenu. Konnentpanms
T4 B CBIBOPOTKE KPOBU IJI0JA MPOTPECCUBHO HAPACTAET, JOCTUTAS K CPOU-
HbIM pojaM mnpuMepHo 115 mkr/n. Jlo 30-i1 Hexpenu OGEpeMEHHOCTH YPO-
BEHb T3 B KpOBHM ILJIOAAa HAKE YYBCTBUTEIIBHOCTH METO/Ia €T0 ONPEACICHNU,
a K pojiaM IOCTENeHHO MoBbImaercs, gocturas 0,64 umonb/in. K MmomeHTy
POKJIEHUSI B ITyNOBUHHOW KpoBU pebenka ypoBHH T4 u T; HMke mMaTepuH-
CKUX.

TupeouiHbIE TOPMOHBI HA 3TANE€ BHYTPUYTPOOHOTO Pa3BUTHS SIBIISIIOT-
Csl BOXKHEUIIIMMU peryssitopaMu (OPMUPOBAHUS U CO3PEBAHUS TOJIOBHOTO
Mo3ra Oyjayiiero pedenka. Hukakue apyrue ropMoHsl mogo0Horo 3¢ dexra
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HE Nat0T. TOJBKO TOpMOHAMU MATEPUHCKOW IIMTOBUAHON KeJe3bl oOecte-
YUBACTCS TOJHOIIEHHAS aHATOMO-MOp(QoJIorHuecKasi 3aKiiajika OCHOBHBIX
KOMIIOHEHTOB ILIEHTPAJIHbHON HEPBHOW CHUCTEMBI B MEPBOM TpUMECTpe Oe-
PEMEHHOCTH (B CTauu SMOPUOHAIBHOM KU3HU). MaTepuHCKIE TOPMOHBI B
3TO BpEMs CIIOCOOCTBYIOT (POPMHUPOBAHHIO HaMOOJIEE 3HAUYUMBIX CTPYKTYP
TOJIOBHOT'O MO3Ta 3apo/biiiia (KOPhI, MOAKOPKOBLIX siAAEpP, MO3OJIUCTOTO Tea,
M0JIOCATOTO TeJa, CyOapaxHOMAAIBHBIX IMyTEeH), YIUTKH CIyXOBOTO aHAJIU-
3aTopa, IJia3, JIMIEBOTO CKEJIETA, JISTOYHOM TKAaHW U JIp. A TOCIEAYIONIEe
(Ha ¢eTaTbHOM 3Tare) CO3peBaHHE MEKHEHMPOHAIBHBIX CBS3EH, MHUEIUHO-
re€HE3 U MUCIIMHU3AIMA HEPBHBIX OKOHYAHUN 3aBUCAT TAKXKE U OT TOPMO-
HaJIbHOW aKTUBHOCTH IIUTOBHIHOM KEJIE3bl CAMOIO IJI0/1a, KOTOpas Hauu-
HaeT PyHKIIMOHUPOBATH CO BTOPOTO TPUMECTPA.

K momenty ponoB BeiOpoc TTI' y mimona pe3ko moBbIIIAeTCS, U Yepe3
30 MUHYT TIOCJE POXKIACHUS KOHIEHTPAUHs FOPMOHA B CBIBOPOTKE KPOBH
HOBOPOXKJICHHOTO MaKCHUMajbHAa M JOCTHUTaeT IO Pa3IUyYHbIM JIUTEPATYP-
HbIM JdaHHBIM 50—100MKkE/l/Mn y noHomeHnHsix aeteit u g0 40 mxEJl/Mn y
HesloHomeHHBIX (puc. 2). Bermeck TTIN mpoucxoauT B OTBET HA CHUKEHUE
TeMIepaTypbl OKPYKarOIIEeH Cpeabl U HEOOXOIUM ISl aKTUBAIIUU TEPMO-
reHe3a. B Onwxaiimume 24 yaca nociie pogoB ypoeds TTIN ObicTpo nagaer

U B IIOCICOYIOMIME 2 JHS MPOJOJDKACT IMOCTENIEHHO CHHXKATHCS JI0
10 mxEJI/mi.
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Puc. 2. Qusuonozus cekpeyuu mupeouoHvlxX 20PMOHOE N100A U HOBOPOIHCOEHHO20
(amantuposano no UpToDate «Thyroid physiology in the fetus and newborn»')

1
-URL:
https://www.uptodate.com/contents/image?imageKey=PEDS%2F68673 &topicKey=PEDS%2F5836&rank=1~63&sour
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Octpoe moBbiieHue cekpenuu TTI compoBOXAAETCs 3HAYUTEIBHBIM
HapacTaHueM KoHueHTpauu T4 u Tz, B pe3ynbTaTe ceKkpeuus yBeIudnuBa-
eTcsi B 2 U § pa3 COOTBETCTBEHHO. DTOT MOJIbEM O0YCIIOBJICH, B TOM YHUCIIE,
nepudepuueckum mpeBpauieHuem T, B Ts;. YpoBeHb peBepCHBHOTO
T;(HEeaKTUBHBIM META0O0JUT), YPOBEHb KOTOPOTO BHIIIE YEM Yy B3POCIOTO
YEJI0BEKa, MJIABHO CHMXKAETCSA, B TOM YMCJE 32 CUET MPEKPAILICHUS BIIUS-
HUS [JIALEHTHI HA 0OMEH TUPEOIHBIX TOPMOHOB.

I'ecTaumoHHBIA MeTA00JU3M HOAA U TUPEOUIHBIX TOPMOHOB

['ecTallMOHHBIN METAa0ONM3M MOJla W TUPEOUIHBIX TOPMOHOB HMEET
CBOM OCOOEHHOCTH. bepeMEHHOCTh SIBJIIETCSI MOIIIHBIM MYyCKOBBIM (haKTO-
pOM HOAHOTO «OOKpaAbIBAHUS» y KCHIIMHBI U MPUBOIUT K COCTOSIHUIO
OTHOCHUTEJIBHOTO JAeduiuuTa Hoja. bepeMeHHOCTh COMPOBOXKAAECTCS BO3-
NEUCTBUEM KOMILIEKCA CHEHUPUUECKUX NI ITOTO COCTOSIHUS (PAKTOPOB,
KOTOpPBbI€ CIIOCOOCTBYIOT 3HAYUTEIBLHON CTUMYJIAIMU IIATOBUIHON JKelie-
31 OepeMeHHOM. Takumu cnenupuueckuMu (pakTopaMmu SIBJISIOTCS THIIEP-
OPOAYKIUSI XOPUOHUYECKOTO TOHAJOTPOIHMHA, 3CTPOT€HOB W TUPOKCUH
cBs3biBatotiero rinodynuna (TCI), yBennyeHrne mo4eyHoro KiupeHca no-
Jla 1 U3MEHEHHE MEeTa0o0JIu3Ma TUPEOUTHBIX TOPMOHOB MAaTE€pPU B CBS3U C
AKTUBHBIM (PYHKIITMOHUPOBAHUEM (PETOTUIAIIEHTAPHOTO KOMILIEKCA.

[InaneHTa aKTUBHO y4YacTBYET B PETYJISILIMU TPAHCILIALEHTAPHOM Mepe-
a4v TOpMOHOB. [InalieHTa 4acTUYHO MPOHUIIAEMA JJISI TUPEOUHBIX TOP-
MOHOB, JIETKO MPOXOJSAT Uyepe3 Hee WO, TUPEOCTATUKHU (MEPKa30JII, MPO-
NUJITAOYpalWi) U aHTuTena (puc. 3).

beuio nokazano (Vulsma T., Gons M.H., de Vijlder L.I., 1989), uto y
HOBOPOX/ICHHBIX JIETE€H C BPOKJICHHBIM TUIIOTUPEO30M BCJICICTBUE arcHe-
3UM IIUTOBUIHOMW XKEJIE€3bl YPOBEHb 14 B IMYITOBUHHOW KPOBH MOT JOCTH-
rath 10 50 % OT HOpMaJIbHBIX 3HAUYCHUN. TeM HE MEHEe, HANPSIMYIO Yepe3
MJIALCHTY MPOHUKAIOT JIUIIb OrpaHUYeHHbIE KoindecTBa T3 u T4, a mpuH-
[UIIMAIbHOE 3HAYCHHE B OOMEHE WOATUPOHUHOB U Hoja uMeeT (yHKIIHO-
HUPOBAHUE IUIALICHTapHBIX (DEPMEHTOB — JIeioiMHa3. B opranusme yeno-
BeKa (QYHKIUOHUPYET PsiJ PEPMEHTOB, KOTOpbIE 00ECIIEUNBAIOT JEUOU-
POBaHUE TUPEOUIHBIX TOPMOHOB, @ UMEHHO neroanHassbl I, 11 u 111 Tumnos.
AKTHUBHOCTB JiefioinHa3bI-1 Ha TPOTSKEHUN OEPEMEHHOCTH HE H3Me-

Hsaercsa. [eWoaumnaza-1 ciabo mpoAyKTMBHA M KaTadu3UpyeT yJaJeHHUE
aToma Hoja ¢ BHYTPEHHETO WUJIM BHEITHEr0 KOJIbIla TOPMOHA, 00pa3ys pas-
JUYHBIE META0OJUTHI: KaKk akTUBHBIN T3, Tak U peBepcuBHbId T3(u3 T4) u
3,3’-T, (u3 T3). OcHOBHast 4acTh (PEpMEHTA FKCIPECCUPYETCS B MIEUCHU U
MOYKaX, IIUTOBUIHOM XKEIE3E.
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Puc. 3. Ilponuyaemocms naayenmol 011 MupeouoHvlx 20pMOHO8, AHMUME]

Herionunaza-II mpucyrcreyetr B [IHC, Oypoli *upoBOW TKaHU U TijIa-
nente. Jlanueiii GepMeHT ocymiecTBiuseT npespamienue T, B T;. Jleonu-
Haza-Il sBnsiercst ocHOBHBIM T4-akTUBHpYIOIIUM (DEPMEHTOM, yUHUTHIBas
€ro BBICOKOE CpPOJCTBO K cyOctpary. [Ipu runotupeo3e akTUBHOCTH (ep-
MEHTa 3aMETHO ITOBBIIIEHA, YTO YBEJINYMBAET OO0 T3 B TKaHSX.

WNuaktuBupytomuii ¢epment aeroaunaza-Ill obragaer cpoacTtBom
Kak K Ty, Tak u K T3, u ocyniecTBisieT TpaHcpopmaiuio T4 B peBEpCUBHBIN
T5(rT3), T; B T, (quiioATUPO3UH), T. €. NPEBPAIAET TUPEOUTHBIE TOPMOHBI
B OMOJIOTMYECKH HEAKTUBHBIE MeTa0OUThl. DEPMEHT BBICOKO IKCIPECCH-
pyeTcs B IUIALEHTE, IJIe€ OH UTPaeT BaXXHYIO POJIb B 3alIUTE SMOpHUOHA OT
YPE3MEPHOr0 YPOBHS MATEPUHCKUX THUPEOUAHBIX TOPMOHOB. [IpuHumnm-
abHOUM (QyHKIIMEH neroauHasbl-1I1 sBisieTcs CHUKeHUE KOHIEHTpauu T3
u T4 B KpoBHU 11012 (YPOBEHB MOCIEHETO HA MOMEHT POJOB COCTABIISIET Y
mwioja okosio 50 % OT ypoBHS TaKOBOTO y MaTEpH), a TakKe oOecriedyeHue
IJI0a JIOTIOJHUTEIbHBIM KOJIMYECTBOM oA, DKcnpeccus aeroanHaspl-111
CHUKAETCA MPU TUIOTUPEO3E€ U YBEIUUYUBACTCSI B TUPEOTOKCUYECKOM CO-
CTOSIHUU.
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Crenyer OTMETUTh, YTO €CJIM AaKTUBHOCTH IUIALICHTAPHOW JEHOIMHA-
3bI-11 coxpaHsieTcsa mMOCTOSSHHOM, TO AKTUBHOCTH JieroauHasbl-111 mporpec-
CHUBHO YBEJIMYMBACTCS HA MPOTSHKEHUU BCel OEPEMEHHOCTH.

ITapamuToBHIHBIC JKeJIe3bI

[TapamuroBuaubie xenesbl (ITIIDK) pa3zBuBaroTcst U3 3HTOAEPMBI U
3aKJIaJIbIBAIOTCS U3 TPEThEMl M YETBEPTOM Maphl >kaOEpHBIX KapMaHOB. B
TUIMIAYHBIX CIy4YasiX *eje3 JABE Mapbl (BEpXHsS M HIDKHSS) U MPHUIIETatoT
OHU K ITUTOBHIHOM >kene3e c3aau. B mporiecce smOpuorenesa ITIDK mu-
rpupytot. [Ipu sTom 3auatku HrkHedl mapsl [TIIDK ocymectBiasaioT 6omee
JUTUTEIIbHBIN IIyTh MUTPALIUU.

TpeThs mapa xaOepHbIX KapMaHOB JICJIUTCS Ha JIOPCAJbHBIA M BEH-
TpaJbHBIN JUCTKHU. VI3 mopcalnbHOTO JUCTKA (POPMUPYETCS 3a4aTOK HIK-
Hux [IIK, a BeHTpaIbHBIN JIMCTOK CIYKUT MPEAIIECTBEHHUKOM TUMYCA.
Ha 7-ii Henene recranuu 3a4aTKyd OTHEIAIOTCSA OT JIMCTKA U MUTPUPYIOT
BCJIE] 3 3a4aTKOM TUMYCa KayJalbHO.

UYeTBepTas mapa xabepHbIX KapMaHOB TaK)Ke JEJIUTCS Ha JOPCATIbHBIN
U BEHTPaJIbHBIN JIUCTKU. AHAJOTUYHO U3 JIOPCATBLHOrO JUCTKA (DOpMUPY-
erca 3auatok [IIIDK (BepxHeil mapel), a BEHTPAJIbHBIN JIMCTOK SIBISETCS
HUCTOYHHUKOM YyJIbTUMOOpaHXUAJbHBIX Tejell. Takxke Ha 7-i Heaene recra-
AW 3a4aTKU OTHEJSIOTCA OT JIUCTKA U MUTPUPYIOT K JIOPCAITBHOM MOBEPX-
HOCTH 3a4aTKa IMIUTOBUIHOU JKEIIE3bL.

B pesynbrare murpanuu 3adatku [TIDK B onpeneneHHbII MOMEHT
MOTYT MEPECEKATHCS, YTO MOXKET NMPUBOJAUTH K UX CIHUSHUIO B OJIHY KEJe-
3y, WIH K€ BO3MOYKHO PACHICIUICHUE 3a4aTKa, YTO TAKKE MPUBOJUT K HU3-
MEHECHUIO KOJMYECTBA Keie3. KOHEeUHOM JoKaIu3aluen xKeyes saBISOTCA
HIDKHUE U BEPXHUE MOJIFOCA JOJIEN IMUTOBUIHOM KEJIE3bl, IPU HAPYIICHUN
npouecca Murpanuu Bo3HukaeT skrornust [THIK.

PocT xene3pl HE MMEET MPSIMOM 3aBUCUMOCTH OT pa3Mmepa IUIoJaA.
Pasmep onnont IIIDXK k 14 venensim cocrasisier menee 0,1 MM B quamer-
pe, a K MOMEHTY POXICHHUA Bo3pactaeT a0 1-3 mMm. ['mcromormuecku
[TIIDX npeacTaBiaeHbl CKOIUICHUSIMH KJIETOK (ITapaTUPOIIMTOB) C TpaOeKy-
JaMHU U CTPOMAJbHBIM KOMIOHEHTOM. [lapatuponuTsl MOTYT OBITH TJ1aB-
HBIMHU, CHHTE3UPYs MapaTropMoOH, JMOO OKCU(UIBHBIMU, POJIb KOTOPHIX
JI0 HACTOSAIIIETO MOMEHTAa OKOHYATEIBHO HE onpeaenaeHa. K MOMEHTy pox-
JICHUSI COCIMHUTEIIbHOTKAHHBIC TIEPETOPOJIKA TOHKHUE U HE COJIEpKaT KJIe-
TOK JKMPOBOW TKaHU, a OKCU(WIbHBIC MapaTUPOLUTHI OTCYTCTBYIOT JIMOO
€IUHUYHBI.

[Ipoaykiusa mapaTropMOHa HA4yWMHAETCS ¢ 7—9- HEIeNIu TreCTalluHu.
MarepruHCKUI TapaTrOPMOH HE IPOHUKAET Yepe3 IUIALCHTY.
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[Ipy CHM)KEHUM KaJblMs KPOBU CTUMYJIHMPYETCS BBICBOOOXKICHHUE IMa-
paTropMoHa. YPOBEHb KaJlbIUA TIa3Mbl IJI0JA MPEBBIIIAET MATCPUHCKHU,
IIPU 3TOM KakK KaJIbITui, Tak U pochop cBOOOIHO MPOHUKAIOT Uepe3 Ijia-
IEHTapHBIN Oapbep. BBICOKHI YpOBEHBb KajbliMs IMOJABIISIET aKTUBHOCTh
IMTHIK. K TpeTthemy TpuMeECTpy NPOUCXOAUT TPOCKPATHOE YBEINUCHUE 3a-
XBaTa KaJbLIUSl W3 KPOBEHOCHOTO pycia KOCTHBIMU CTPyKTypamu. B pe-
3yJIbTATE MPOUCXOJUT OTI0kKEHUE 0K0I0 80 % MHHEpaOB B KOCTH B MPO-
MEXYTKE MexXay 25-il u 40-i HenensaMu. Y 1IoJa MUHEpPAIIU3aUs KOCTH
JOMUHHPYET HaJl €€ POCTOM, B CBS3U C YEM IUIOTHOCTh KOCTH JIOCTATOYHO
BbICOKasi. B ciydae mpexJIeBpeMEHHOTO POKACHUS Yy peOCHKa BO3ZHUKAET
PUCK OCTEOIIEHWH B CBSI3M C HENOCTATOUHBIM MOCTYIUICHEM KAJIBLHS IS
MPOJOIDKAOIIENCS MUHEPATIU3allid KOCTH U Pa3BUTHUEM THUIIEPIIAPATUPEO-
3a HEJIOHOIIICHHBIX.

[Ipu ¢QusnosoruyHOM pPOXACHUM y pPEOCHKAa YPOBEHb KaiblUs U
KUIBIIUTOHWHA BBIIIE MATEPUHCKOrO0, a4 YPOBEHb IAPATTOPMOHA HUKE
(TpaH3uTOpHBINA runomnapatupeos). [lepBrie 1BOE CYTOK YpOBEHb KaJbIIMs
CHUYKAETCSl BBUJY YCWICHHUS CEKPELMHU KAJIBIIUTOHWHA (JIOCTUTA€T MaKCH-
MyMa depe3 12 gacoB mocie poxaeHus ), K 3—4 qHI0 )KU3HU KOHIICHTPAIIHS
MapaTrOpMOHa MOCTENECHHO YBEJIMUYUBACTCA.

HomkeaynouHas xkejiesa

[Homxenynounas >xeneza (IDK) — oqna u3 caMbIx QuioreHeTu4ecKu
JIPEBHUX KEJI€3 MO3BOHOYHBIX Opranu3MoB. B passutuu DK npuHumaror
YYaCTHE BJIEMEHTBI SHTOJCPMbI U ME3CHXHUMBI. 3 mepBhIX pa3BHUBaeTCs
IMapeHXuMa OpraHa, u3 BTOPBIX — ero crpoMma. Ilaperxuma 11K mpoucxo-
IUAT W3 JABYX BBIPOCTOB JHTOAEPMBI JABEHAAUATUIIEPCTHOM KUIIKHU: HOP-
CaJIbHOT'O W BEHTPAIbHOTO. J[OpCaIbHBIN BBIPOCT IOABIISETCS MNEPBBIM Ha
3-ii Hexene BHYTPHYTPOOHOTO Pa3BUTHS B 00JaCTH JIOPCATbHOU CTCHKHU
JIBEHAAIATUIIEPCTHON KHIIKA. BeHTpalbHBIM BBIPOCT OOpa3zyeTcsl IpH-
MEpHO Ha 4-ii HeJlelle SMOpUOreHes3a B yrily, 00pa30BaHHOM CTEHKOM KHIII-
KA ¥ 3a4aTKOM IedyeHU. B manmpHeNIeM 3adatku cOMMKaroTca 1 Ha 6—7-i
HeJleie pa3BUTHUS AYMOPHOHA CIIMBAIOTCS MEXTy co0oi. JlopcanbHblii 3aua-
TOK JaeT OCHOBY Tena u xBocta [DK, a BeHTpaiabHbI — TOJIOBKM OpraHa.
Huddepenmupoka DK kak 3K30- Tak U 3HAOKPUHHBIX KOMITIOHEHTOB
MPOUCXOJIUT U3 OJTHOTO UCTOYHUKA — MTAHKPEATUUECKOTO AMUTEIIUSL.

CTpyKTypHO-PYHKIIMOHAIbHAS €UHUIIA HSK30KPUHHOTO OTJeNa —
allMHYC — HAYMHAET 3aKJIaJIbIBaThC C 5—6-1 HeAenu recrauuu. BerBienue
Y pa3pacTaHWE MPOTOKOB YKEJIE3bl MPOJOJDKACTCS B TEUEHUE BCErO BHYT-
puyTpoOHOTro pa3Butus 1ioaa. C maToro Mecsia NpoOUCXOoaUT aKTUBAIUS
obOpazoBanus pepmenToB cexkpera [1K.
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OupokpunHbiid otaen [DK, kotopeiid coctaisieT Bcero 2 % oT Macchl
IDK B3pocioro 4enaoBeka, opraHu3oBaH B ocTpoBkH Jlanrepranca (OJI).
Ha 8-9-i1 nenene BHyTpuyTpoOHOTO pa3BuThsa B 1K BBISBIAIOTCS OCHOB-
Hble YeThipe Tuna kietok OJI — a, f, 0, pp, BbIpadaThIBAIOIIMX TIFOKAroH,
WHCYJIMH, COMAaTOCTAaTUH U MAHKPEATUYECKUMN MOJUIICTITH]T COOTBETCTBEHHO.
CrpykrypHas nuddepenurpoBka OJI B saMmOpuoreHese mpoxouT ATk CTa-
UM, OTpaKarolIuX MPEXKJIe BCErO0 U3MEHEHUS G-TJIFOKaroH MpOoayIUupyro-
IUX U f-UHCYIUH-TIPOAYIIUPYIOMIHNX KIETOK.

1-s1 cragus (1013 menmens) — OJI umeer BuA y3enka, pacTyIIero U3
MEJIKOTO BBIBOJIHOTO ITPOTOKA BOKPYT KPOBEHOCHOTO Kamuyuisipa.

2-a cragus (13—15 venenn) — OJI oTHIHYpPOBaH OT MPOTOKA, [-KIETKU
3aHUMAIOT I[EHTPAJbHYI YacThb OCTPOBKAa BOKPYr Kamwmuigpa. C 3Toro
BpEeMEHHU HaunHaeTcs cexpenus nacyinna [DK moza.

3-a cramusa (¢ 4-ro MecsIEeB) — IMOJIOCHOE PACIOJIOKEHUE 0- U f-
KJIETOK (OMIOJISIPHBIE OCTPOBKH).

4-51 ctagusa (¢ 5-TO MeCSIEB) — a-KJIETKU pacriojararoTcst mo nepude-
pUU LIEHTPAIBHO JISKAIIUX 0-KJIETOK («IUIAIIeBOi» OCTPOBOK) U Mpeodiia-
JAIOT KOJINYECTBEHHO.

5-a cragus (¢ 7,5 MmecAleB) — o- U [S-UHCYJIUMHOIUTHI OTHOCUTEIHLHO
paBHOMEPHO pactpenesieHsl o Bcemy OJI, okpykasi KpOBEHOCHbBIE KalMI-
JSIPBI.

Crpoma IDDK obOpa3zoBaHa coeTUHUTEIbHOTKAHHBIMU MPOCIOMKaMHU, B
KOTOPBIX PACIOI0KEHBI COCY/IbI, HEPBBI U TPOTOKHU. Y YETBIPEXHEAETBHO-
ro sMOpHOHA COeIMHUTENbHAS TKaHb cocTaBisieT A0 80 % maccel DK u
UMeEeT KJIeTouHoe cTpoenue. C 6-i Hedenu sMOpUOreHe3a MOSBIISIOTCS U
muddepeHIUpPYIOTCS BOJIOKHUCTBIE CTPYKTYPBI CTpOMBI. OIHOBPEMEHHO
aKTUBUPYIOTCS MpoliecChl aHTHoreHeza u auddepeHunupoBku cocyaon. C
8-ii Helleu 'y 3MOpHOHA MO X0y KPOBEHOCHBIX COCYJOB BPacTarOT Oe3Mu-
€JIMHOBbIE HEPBHBIE BOJIOKHA. K 3-My Mecsily BHyTpUyTpOOHOTO pa3BUTHS B
ctpoMme [IDK nmeercs pasBuras pa3BeTBiIeHHas ceTh HEpBOB. [locneanue 3a-
KaHYMUBAIOTCS B MEXKJOJIbKOBON COEMHUTEILHON TKAHU M HAa CTEHKaX Ipo-
TOKOB.

NuCcynuH B mia3me 1iofa onpeaensiercs ¢ 12-i Henenu TrecTaiuu,
OJIHAKO OTBET HA TMIEPIIIMKEMUIO HE3HAYUTEIICH, JTUIIb K Bo3pacTy 20-Tu
HEJIETIb HAUMHAETCS] aKTUBHBIA CUHTE3 U CEKPEIUs UHCYJIMHA. Y BEIIMYCHUE
YPOBHSI MHCYJIMHA B TPEThEM TPUMECTPE OOECIEUMBAET CUHTE3 >KUPHBIX
KUCJIOT U TOIJIONICHUE TJIFOKO3bl KUPOBOM TKaHbBIO, MEYeHbIO. JlaHHBIE
poIIecChl 00eCTIEeYMBaIOT HAOOP MACCHI )KUPOBOU TKaHHU, KOTOpas BMECTE
C TJIMKOT€HOM IE€UEHH SBJSETCS (PU3MOJIOrHYHON (hOpMOIl 3allacoB IHEP-
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TETUYECKUX PECYpPCOB, HEOOXOIUMBIX /i1 BHEYTPOOHOM ku3HU. B mnazme
1012 mpeo0JialaeT YpOBEHb UHCYJIMHA HAJ| TJIFOKaroHoMm. MHCYIWH, KaK U
IJIFOKaroH MaTepy, HE MPOHHMKAET K IUIOAY, a IJII0K03a, KaK OCHOBHOU
SHEPreTUYECKUM CyOCTpaT, JIErKO MPOXOAUT Yepe3 IUIAleHTY OOJIeryeH-
HoM auddys3ueit. KoHlieHTpaluys riatoKo3bl B MIa3ME IJI0JIa HUXKE MaTe-
puHCKOM H cocTaBisieT okoio 70-80% ot rimkemun marepu. [lmon He
CUHTE3UPYET IIIOKO3Y de novo B 3HAUMMBIX KOJWYECTBaX UM HE HaKallIu-
BAET INIMKOTEH 110 27-u Heaenu recranuu. [lo Mepe pocra miona ero mo-
TpeOHOCTDh B dHEPTUM (T. €. B TIIIOKO3€) HEMPepbIBHO Bo3pacTaeT. [Ipu ¢u-
3MOJIOTUYECKON OEpEMEHHOCTH YTJIEBOJIHBIM OOMEH >KCHIIMHBI W3MEHSI-
€TCSl B COOTBETCTBUU C OOJIBIIMMH MOTPEOHOCTSAMHM IUIOJIA B SHEpromare-
puase, raBHbIM 00pa3oM, B ritoko3e. HopManbHast 6epeMeHHOCTh Xapak-
TEPU3YETCS TMOHWKEHUEM TOJEPAHTHOCTH K TJIIOKO3€, CHUKCHHUEM YYB-
CTBUTEJIbHOCTH K MHCYJIMHY, YCWJICHHBIM PAcIiaJioM MHCYJIWHA U yBEJIU-
YEHUEM KOHIIEHTPAIIMU CBOOOIHBIX KUPHBIX KUCIOT.

[Tocne poxJieHus TJIF0KO3a MIEpecTaeT MOCTyNnarh B KPOBb peOEHKa OT
MaTepH, OpraHu3M pedeHKa MepecTpanBaeTCs Ha aBTOHOMHOE TOJeprKa-
HUE HOpPMOTJIuKeMuu. MeTabonnueckue W3MEHEHUsI HalpaBjIeHbl Ha MO/I-
nepxkanue romeoctasa, ¢pynkiuu [[HC, nmepexoa Ha sHTEpalibHOE MHUTa-
HUEe. MoIlHbIE TOPMOHAIIBHBIE NTEPECTPOMKU B OPraHU3ME HOBOPOKIECHHO-
ro 0T4acTh 00YCIOBJIEHBI TUMOTJIMKEMUEH, OPraHU3M HOBOPOKJIECHHOTO, B
OTJIMYME OT OpPraHU3Ma B3POCIIOro, COCOOEH MEPEHOCUTHh BO MHOTO pa3
OoJnee HU3KHE KOHIEHTpAlUM TIIIOKO3bl B KpoBu (10 1,1-0,55 mmonb/i).
[locne poxaeHus: MPOUCXOAUT NMOBBIIEHHE KOHUEHTPAIMU TJIFOKaroHa B
ma3mMe B 3—5 pa3, COOTHONIEHWE WHCYJIUH/TIIIOKAroH cHrbkaercs. [1oBbI-
[IEHUE TJIFOKaroHa MPUBOJNT K aKTUBAIIMU TIFOKOHEOT€HE3a U MITUKOTE€HO-
Jv3a, MPU 3TOM 3arachl IIIMKOT€Ha B IeyeHn cHukarotcst B 10 pa3 k 12 ya-
caM XHW3HU. DHTEPAIbHOE MUTAHUE TAKKE CIHOCOOCTBYET MOCTYILJICHUIO
TJIFOKO3bI B OPTaHU3M.

HenoHomeHHbIE E€TH CKJIOHHBI K THUITOTJIMKEMUU, MPEXKIE BCErO, 32
CYET HEJOCTATOYHBIX 3allaCOB PHEPreTHUECKUX CYOCTpPaTOB, a TAKKE T'v-
NEPUHCYJIMHEMUN, HU3KOM aKTUBHOCTH (DEPMEHTOB, YYaCTBYIOIIMX B yT-
J1eBOAHOM oOMeHe (TIoK030-6-pocdarasza). I'unornukeMus: B pe3yabTare
HU3KHX 3aI1acOB TJIMKOTE€HA, )KUPOBOM TKaHU BO3HUKAET npu 3BYP, Bpox-
JICHHBIX 3a00JIeBaHUSAX OOMeHa BemiecTB. [IpuurHOM MaToJ0ruuecKoi ru-
MOTJIMKEMHUHU MOKET OBbITh MOBBIIICHUE MOTPEOHOCTH B TJIFOKO3€ MPU TAKUX
COCTOSIHUSIX, KaK TUIOKCHUSI, CEICUC, TUIOTEPMUS, AUA0ETUUECKasl SM-
opuoderonarus.
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Kpaitusisi creneHb HEIOHOIICHHOCTH SIBISIETCA (DAKTOpOM pHCKa,
Ha000pOT, TMHEPTIIUKEMUU. PE3UCTEHTHOCTh K MHCYJIMHY Pa3BUBACTCS U3-
3a BBICOKOI'O YPOBHSI LHUPKYJIUPYIOIIUX BOCHAJIUTEIBHBIX MAapKepOB, LH-
TOKMHOB M KaTE€XOJaMUHOB (THHEPTIIUKEMUSI KPUTHYECKUX COCTOSHUMN),
0oJiee BBICOKOIO BCIUJIECKA TJIFOKAroHa, KpOME TOTrO, [-KIIETKH KpalHE He-
JIOHOIIIEHHOT'O0 pe0eHKa MOTYT CEKPETUPOBATh BMECTO MHCYJIMHA MPOUHCY-
JIVH.

1.4. AjanTauMOHHO-KOMIICHCATOPHAS NEPEeCTPONKA IHAOKPHUHHOM
CHUCTEMBbI IJIOAA U TOPMOHAJIBbHBIN KPHU3 HOBOPOKIEHHOI'0

B anmantanuu k BHEYTPOOHOMY Pa3BUTHIO YYACTBYET BCS DHIOKPUH-
Hasi CUCTEMA, OJHAKO TOPMOHBI HAANOYEYHUKOB, IIUTOBUIHOW KEJIE3bI
UTPAIOT CaMYI0 CYIIECTBEHHYIO POJib. [IpOIOIKUTENBHOCTS pAHHEN aJall-
Tall¥ COBIAJIACT C pAaHHUM HEOHATAJbHBIM MEPUOIOM (TIEPBBIE 7 CYTOK).

B nepeyro ¢azy aoanmayuu (HOpMasibHasi MNPOJOJIKATEIBLHOCTh
TPH yaca, MHOT/IA JI0 OJIHUX CYTOK) B KPOBH HOBOPOXKJIEHHOTO MO>KHO OOHA-
PYXKHUTh BBICOKYIO KOHIIEHTPAILIMIO MAaTEPUHCKUX TOPMOHOB (Trumodgusap-
HBIX U nepudeprUecKuX), a TaKXKe TUIaAleHTapHBIX, HAIPUMED, ICTPUOIIA,
Koptu3osa, u miogoBeix — T3, Ty, TTI, coMaToTpomHOro ropMoHa
(CTI'). MaTepuHCcKHe TOPMOHBI MPOHUKAIOT K IIJIOJY B 3aMETHBIX KOJIM-
YeCcTBax B KOHIIE OEPEMEHHOCTH U OCOOCHHO B pojaX, KOrJa HapyliaeTcs
OapbepHas GyHKUMS MaleHThl. YpoBHU T4 u T3 B MynOBUHHON KPOBU U
y HOBOPOXJECHHOI'O B MEPBBIE MUHYTHI )KU3HU HUXKE, YEM B KPOBU MaTE-
pu, a ypoBerb TTI B 3 pasa Beime y pebenka. bonee toro, B TeueHue
nepBbiX 30 MUHYT BHEYTpOOHOM >ku3HU KoHIeHTpalrs TTI y 3qopoBoro
HOBOPOXJICHHOTO MOBBIIIAETCS B 5—6 pa3, a 3aTeM PE3KO CHHUXKAETCI B
nocleAyronuye 3 yaca, 0CTaBasACh JOCTATOYHO BBICOKOW MO CPABHEHUIO C
KOHIICHTpAallued B NYINOBUHHOW KpOBU. HekoTopele wuccienoBarenu
ONPEEIISIIOT MPOJIOJIKUTEILHOCTh TIEPBOM (hpa3bl ajanTalMu MEPUOAOM
ananTtaimonHoro noasema TTI. CpaBHUTENBLHO HU3KUM YpOBeHb T3 U Ty
y peOeHKa IO CPaBHEHUIO C MaTephl0 OOBSICHSIIOT aKTMBHBIM METa0OJIN3-
MOM uX B TKaHsx. Hecmorpss Ha cHukeHue ypoBHsA TTI B kpoBH, KOH-
ueHtpauus T3 u T4 B cepequHe — KOHIIE NIEPBBIX U HA 2—3 CYTKHU XKU3HU
peOeHka moBbIIaeTcs. MakCUMaJIbHBIX BEIUYUH T4 B CBIBOPOTKE KPOBU
nocturaet uepes 12 gacoB, a T3 — yepes 24 gaca nocie poxacHus. Oc-
HOBHOM MPUYUHON aKTUBAUMHM (PYHKIUU THUNO(U3-TUPEOUTHON OCU TIO-
CJIE€ POXKJECHHUS CIEAYET CUUTATh OXJIAXK]ICHUE B IEPBHIC MUHYTHI )KU3HMU.

B nynoBuHHOW KpOBU peOEHKA OYE€Hb BHICOKHME YPOBHU MATEPUHCKO-
IJIALEHTAPHBIX TOPMOHOB — MPOrECTEPOHA, ICTPAANO0IA, SCTPUOIIA (B COT-
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HU pa3 BbIIlIe, YeM Yy HOBOPOXXJACHHOI'O Ha 2-i HeJeNe KU3HU), XOPUOHHU-
YECKOIr0 TOHAJIOTPOINMUHA, TJIAEHTAPHOrO JIAKTOT€HA U JIp., a TaKXKE rop-
MOHOB, CHHTE3UPYEMBIX SHJIOKpHUHHBIMU kesie3amu miona, — AKTI, CTT,
MPOJIAKTUHA, OKCUTOIIMHA, Ba3olpeccuHa (BABOE OOJIbIIIE, YeEM B KPOBU
MaTepu), TECTOCTEPOHA, UHTECTUHAJIbHBIX TOPMOHOB, PEHHUHA, KaJIbIUTO-
HuHa. [loMrMMO BBIIIEHA3BAHHOTO PE3KOTO MOBbINICHUS YpoBHS TTI' B Te-
YEHHE TIEPBOTO IMoJiydaca >KWU3HU, OTMEYACTCS TaKXK€ TJIIOKArOHOBBIN
BCIUIECK, 00ECTICUNBAIOIINM, HAPSIAY C aJpPEHATUHOBBIM BCIUIECKOM, (-
(EKTUBHBIA TJIHUKOT€HOJIW3 M JIUIIOJU3 B TME€PBbIE MHUHYTHI M Yachbl
BHEYTPOOHOM KU3HHU.

Bmopasa ¢paza aoanmayuu, npo1omKawIascs ¢ KOHLIA MEPBBIX 10
UCXO0Ja TPEThUX CYTOK, XapaKTEPHU3YETCs CHUKEHHUEM COJIEPIKAHUS TOp-
MOHOB MAaTE€PUHCKOTO MPOUCXOXKACHUS U OJHOBPEMEHHBIM IMOBBIIIICHHEM
IUIOJIOBBIX TOpMOHOB — T3 M T,; aganTalMOHHBIM TOJBEM COBIIAJAET C
OKOHYAaHHEM IIEPBBIX CYTOK XM3HH. Ha mpOTSHKEHWH BTOPBIX U TPETh-
UX CYTOK PETUCTPUPYETCSA CHUIKEHHUE COBOKYIHOTro coaepxanus TTI, Ty,
HO ocoOenHo Ts. B onuchiBaeMblIil epruo COOTHOIIEHHUS TOPMOHOB CTOJIb
BapualeIbHbI M CIIOXHBI IJI1 UHTEPIPETALUHA, YTO HE PEKOMEHIYETCS B
3TO BpeMs MPOBOJUTH TOPMOHAIBHYIO JUATHOCTHKY BPOXKIAEHHBIX 3HIO-
KPUHHBIX 3a00JICBaHU.

Tpemwva ¢paza adoanmayuu oxBatbiBacT 4—6-¢ cyTku xu3HU. K sTOMYy
BPEMEHM 3HAYUTEIBHO CHHXXKACTCS COJIECPKAHHE HE TOJBKO MATEPUHCKHX,
HO U IJIAlEHTAPHBIX TOPMOHOB (CHIKEHHE 3cTproia B 50 pa3, KopTuzona —
B 9 pa3) u HacTyIaeT OTHOCUTEbHASI CTA0MIN3AIIMS BCEX MEPEUUCIICHHBIX
ropMoHoB. [locTeneHHOCTh BbIBEICHUS (PETANbHBIX, IUIAIICHTAPHBIX, Ma-
TEPUHCKUX TOPMOHOB 00€CTICUMBAET M MOCTENEHHOCTh aJanTalid HOBO-
POXKJIEHHOTO K BHEYTPOOHBIM yCJIOBUSAM *U3HU. K cepenuHe miam KOHILY
NEePBOM HEAENM KU3HU B KPOBU PEOCHKA YBEJIMYMBAETCS KOHIICHTPALIMS
CTT', anbnoctepoHa (a 3Ha4YUT, U PEHHUHA), TECTOCTEPOHA, apaTrOPMOHA
(ITTT), bonnuxynoctumynupytomiero ropmona (OCI).

Pemaromasi posib COOCTBEHHBIX IHJOKPUHHBIX Keje3 (MPexkIe BCEro
runouza ¥ IMTOBUIHOM >KeJe3bl) B META0OIMYECKOM W JIPYTUX BHAAX
ajanTald HOBOPOXJIEHHOTO OCOOCHHO BEJIMKA B CEPEAMHE—KOHIIC
IIEPBOM HEJICIIN KU3HU.

T'opmonanvnsiu Kpus

OnHuM K3 MOCTOSIHHBIX (4acTtoTa He MeHee 60 %) 1 Jerko onpeaens-
EMBIX B YCIIOBUSX OTJIEJICHUS] HOBOPOJKJICHHBIX IMOKa3aTesiel aganTalioH-
HBIX BO3MOXXHOCTEH peOCeHKaA SIBISETCS TOPMOHAIBHBIN KpU3 (CHHOHUMBI:
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MOJIOBOM KpH3, TEHUTAIBHBIN KpU3, PEaKIUsi OCPEeMEHHOCTH, MaJblil IMMy-
OoepTaT, CHHKauHOT€HE3).

['opMOHaNBHBIN KPU3 — COCTOSIHUE, Pa3BUBAIONIEECS Y HOBOPOXKICH-
HOT'O B MEPBBIC THU JKU3HU U MPOSIBJISIONIEECS IPU XOPOIlIeM 00IIeM Cco-
CTOSIHUM KOMIIJIEKCOM KJIIMHUYECKUX MPU3HAKOB, OCHOBHBIE U3 KOTOPBIX
— HarpyOaHUe MOJIOUHBIX JKEJI€3, METpOopparus y IeBOYEK, U JadopaTop-
HO OMNpeAessieMbIMU KpUTEpUsMU — (PeHOMEH apOopu3aiuu (KpucTaaiu-
3al[MK) CJIM3U U3 HOCA, MOJIOKUTEIbHAsI PEAKIUS HA CKPBITYIO KPOBb B
OTAEISAEMOM W3 BIIAraJIMIla, PE3KOE€ CHUKECHUE KOHUECHTPALMU 3CTPOre-
HOB B OMOJIOTHUYECKUX KHUJIKOCTSIX OpraHu3Ma.

Haepybanue monounvix sscenes (usuonocuueckas macmonamus) y
HOBOPOKJEHHBIX SIBISETCS JTOOPOKAYECTBEHHBIM COCTOSIHHUEM, KOTOPOE
BcTpeyaerca y 65-90 % nereit u MOXKET ObITh OTHOCTOPOHHUM HWJIU JIBY-
CTOPOHHHUM, BTOPOM BapUaHT BCTPEYAETCS Yalle. Y BEJIUYCHUE MOJIOYHOMU
YKEJIE3bl BCTPEUAETCS KaK Y HOBOPOKJCHHBIX JIEBOYEK, TAK U Y MAJIbUYUKOB
(uHOTZIA B JMTEpaType OIUCHIBAIOT KaK HEOHATallbHas THHEKOMa-
ctusi). HarpyGanue oObluHO HauMHaeTcss Ha 3—4-i1 IeHb KU3HU, Aajee
pa3Mephbl KeNe3bl YBEIUUYUBAKOTCS, JOCTUTasi MAaKCUMyMa B CPEJTHEM Ha
7—8-11 1eHb KU3HU.

BeposiTHO, COCTOSIHHE CBSI3aHO C MOBBIINIEHHON YYyBCTBUTEIBHOCTHIO
TKaHeW MOJIOYHOM KeJe3bl K dCTPOreHy W/uiu nponaktuny. [Ipenmnosnara-
€TCs, UTO MOCTHATAJIbHOE MAaJ€HUE YPOBHSI MAaTEPUHCKOTO 3CTPOre€HA BbI-
3pIBACT CEKPEIHIO0 IPOJIAKTHHA B TUMO(u3e HOBOpoxkAcHHOT0. OOHapY-
xenHas McKiernan J.F. u Hull D. (1981) xoppensuus MeX1y CTENEHbIO
HarpyOaHusi MOJIOYHBIX JK€JI€3 Y HOBOPOXKJAECHHOTO U YPOBHEM IMPOJIAKTUHA
B €ro IJIa3Me SIBISIETCS JOKa3aTelbCTBOM TOrO, YTO M3MEHEHHUS B JKEJIe3€
OMOCPEYIOTCSI CeKpeluel COOCTBEHHOIO MpOJIaKTUHA. | MneprnponakTu-
HEMUSI CTUMYJIMPYET JKEJI€3bl HOBOPOXKJAEHHOTO UM BBI3BIBAET CEKPEILUIO
MosioKka y 5—20 % HOBOPOXKIEHHBIX.

YBenn4ueHue MOJIOYHBIX JKEJIE3 Yallle CHMMETPUYHOE, KOXKa HaJl Ke-
J€301, KaK MpaBWIO, HE WU3MEHEHAa, HO MHOTJa ClierKa TUIIepEeMUPOBaHa.
CreneHb YBEJIMUCHHS JKEJIe3bl MOXKET ObITh Pa3iMyHON — OOBIYHO JHua-
MeTpoM 10 3 cM. MHOoTr1a, caMOCTOSITENIbHO WJIU TIPU MaJIbIIAIIUN KeJIe3bl
B MOMEHT OCMOTpPa, MOXXHO BHUJIETh BBIJICJICHUS U3 KEJIE3bl BHaYaje ce-
pOBATOTO, a MOTOM M OEJI0-MOJOYHOTO MBETa (TaJTaKkTopes), IO CBOEMY
COCTaBY OHM HAallOMHUHAIOT MAaTEPUHCKOE MOJIOKO C UJICHTUYHON KOHIICH-
tpauuei IgA, IgG, nakrodeppuna, IM30UMMa U JaKTaJbOyMuHA. DTH BbI-
JIEJICHUSI U3 COCKa MOTYT MHOTI/Ia ObITh C IPUMECHIO KPOBU M3-32 BO3HHK-
HOBEHMS SKTa3UU MOJIOYHOTO MPOTOKA. MOXKET BOZHUKHYTh 00pa3oBaHUE
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rajakTollesie B ’eJje3€, BEI3BAHHOE HEJIOCTATOUYHBIM BBIJCICHUEM MOJIOKA
M3-3a MATOJOTHU MOJIOYHBIX NPOTOKOB. HacToATeIbHO HE PEKOMEHIyEeTCs
CIIe’)KUBAHUE MOJIOKA, TaK KaK CUMTAETCS, YTO OHO MPOJJICBAET CEKPEIHIO
MOJIOKA U CIIOCOOCTBYET HH(PUIIUPOBAHUIO.

g nuddepeHnmanbHOi TUAarHOCTUKKA HAarpyOaHusl MOJIOYHBIX Ke-
J€3 C MaCTUTOM MeToA0M BhiOOpa siBnsieTcst Y 3. OclioxkHEHUs, TAKUE KaK
MacCTUT M abCIeCC MOJIOYHOM KeJIe3bl, MOT'YT BO3HMKATh BCIIEJCTBUE BTO-
puuHbIX MHpekui. HeoHaTanbHbIM MacTUT OOBIYHO HAOIIOIAETCS Y JO-
HOIIICHHBIX JICTEH, MTOCKOJIbKY Y HEJIOHOIICHHBIX JE€TeH MOJIOUHAs >Keje3a
Henopa3BuTa. Kak npaBuio, MaCTUT BOSHUKAET Y HOBOPOKJICHHBIX B BO3-
pacrte 70 MATH HEJIENIb C TUKOM B BO3pacTe TPEX HEJeNb. ITO B OCHOBHOM
OJTHOCTOPOHHHH TPOIIECC, U B TEPBHIC JBE HEACIH KHU3HU BCTPEUYACTCS C
OJMHAKOBOM YaCTOTOM y OOOHX IIOJIOB, HO IIOCJIE JABYX HeEJENb >KU3HU
BCTpEYaEeTCA B JiBa pasa yaille y JeBOYEK. 30JIOTUCTHIN CTAPUIOKOKK SIBIISI-
eTcsi HanboJsee pacpocTpaHeHHbIM B0o30yauTenem (83—88 %), uro mpen-
nmojiara€T MPUMEHEHHE AHTHUOMOTHUKOB C COOTBETCTBYIOIIMM CIIEKTPOM
nerictBud. Kpome Toro, onucansl ciiydyan MaTOJOTMYECKOTO YBEIMYECHUS
MOJIOYHOM KeJIe3bl Y HOBOPOXKJACHHBIX B PE3yJbTaTe MOOOYHBIX pEeaKIUit
JIEKapCTBEHHBIX MpenapaToB (OMUOUIBI).

Harpy6anue MOJIOUHBIX KeJie3, BOSHUKAs Ha MEPBOUM HeeNe KU3HHU,
MPOXOJUT CaMOMNPOU3BOJILHO B TEUCHHE O-TH MECAIIEB, HO Y HEKOTOPBIX
JIETEe MOXKET 3aHsATh OoJiee JIUTENbHOE BpeMs. JlaHHOE COCTOSIHUE Y HO-
BOPOKJICHHBIX SBJISETCA (U3UOJIOTMYHBIM, IITUPOKO PACIPOCTPAHEHHBIM U
TpeOyeT MPOCTOr0 HAOJIOACHUS.

Mempoppacus (HeOHATaIbHOE MAaTOYHOE KPOBOTEYEHHE) BO3HUKAET
BCET/Ia B MICPBYIO HEJEII0, C HAMOOJIBIIIEH YacTOTOM Ha 3—5-1 JEHb KU3HU
y 5—10 % HOBOpPOXKIECHHBIX JEBOUYEK, XOTSI CKPBITYI0 KPOBb BO BIIAraJvIIl-
HOM CJIM3M MOXHO OOHapyXuTh y 25—66 %. MeTpopparus peJko BcTpeya-
€TCS Y HEJJOHOIIICHHBIX JIETEN U Yallle BCTPEYaeTCsl Y JOHOIIEHHBIX U, 0CO-
OC€HHO, Y TIEpEHOIICHHBIX AeBoYeK. OTMEHA BIMSHUS MAaTEPUHCKUX BBICO-
KUX KOHIEHTPAIIMH 3CTPOTCHOB M MPOTreCTEPOHA MOCIE POXKACHUS OKa3bl-
BaeT BIMSHHUE Ha dHAOMETpuil peOeHka. [laneHune ypoBHs mporectepoHa
SABJISICTCS COEIU(PUIESCKUM CUTHAJIOM, 3ayCKaroIIMM KacKajJ COOBITHH,
BBI3BIBAIONINX MEHCTpyaluio. OIHAKO CYyIIECTBYIOT MHEHHE O HEOHATAJIb-
HOM MAaTOYHOM KPOBOTEUEHHMHU KaK O MPOSIBIICHUU AMCTPECCa II0Ja, TaKk
KaK KPOBOTEUCHMS 3HAUUTEJILHO Yallleé BCTPEUAIOTCS MPHU MPEIKIAMIICHUH,
3BVYP, pe3yc-koH]IHKTE.

JIMUTEeNbHOCTh BarMHAJbHOIO KPOBOTEYEHHUS COCTABIISIE OJIMH, PEXKE
2-3 ngua, oobeM 0,5 u oyeHb peako 2 mi. [Ipu Oonee OOUIBLHBIX
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KPOBOTEUCHHUSAX HEOOXOJAMMO MCKIIOYaTh TIeMOpparudeckuil jauares,
nH(EKIIMOHHBIHN npolnecc. Jleuenus: He Tpedyercs.

HeonaransHoe MaTOYHOE KPOBOTEUECHUE CUMTAETCS
TOOPOKAYECTBEHHBIM TPAH3UTOPHBIM COCTOSIHUEM. OJIHAaKO CYIECTBYET
TUIIOTE€3a O BO3HUKHOBEHUM pPHUCKA DSHAOMETPHO3a, B TOM YHUCIE
OKTOMMPOBAHHOTO, B peE3yJbTaTe PETPOrpajHOro 3abpoca  KIETOK
SHJIOMETPUSI C KPOBBIO U MOCJIECAYIOIIEH TUCCEMUHAIIUN B TIOJIOCTH MajIoro
Tasa.

Heckeamamuenulil 8yn1b6068acuHum — OOWIBHBIE CIU3UCTHIC BBIJEIIEC-
HUS CepoBaTO-0€JI0BATOTO IIBETAa W3 Biarajiiiia, MOsiBistonmecs y 60—
70 % neBouek B MEpBbIE 3 NIHS >KU3HU, Aep:karcs 1-3 JHS U 3aTeM mocTe-
MIEHHO MCYE3al0T.

[lepen poxaeHuem ciau3ucTas 000JOYKa BJarajauilna COCTOUT Mpe-
UMYIIECTBEHHO U3 3—4 CIIOEB MIOCKOTO AMUTENHS NPOMEKYTOUHOTO TUIA
Y HAXOJHWTCS MOJ| BIUSHUEM SCTPOIE€HOB M MPOreCTEPOHA, MOIMABIIMX K
IJIOAy U3 MAaTEPUHCKOTO KpoBOoTOKa. CmycTsa 3—4 4daca mocie poxXICHUS
YCUJIMBAETCA JI€CKBaMallMsl SIUTENHS 3a CUYET MAaJICHUSI YPOBHS 3CTPOTe-
HOB. B pe3ynbpTare BiIaraauiiHblid SMUTEIUNA TEpsSeT CIIOCOOHOCTh K MPO-
mudepaluy U K KOHIy TIEPBOr0 MecCsIa KU3HU OH TOHKUHN M MPEe/ICTaBICH
TOJIbKO Oa3ajibHBIMU U Tapada3ajbHbIMU KJIeTKaMu. Ma3ok NpUHUMAaeT
aTpopuueckuil xapakTep, MPU STOM BIATaJMINE 3aCEACTCS KOKKOBOM U
OanuIIIsSIpHO# (DIIOPOH.

Munua — 6en0BaTO-)KENTOBAThIE Y3€JIKH pa3MepoM 1—2 MM, BO3BBI-
HIAIOIIKECS HAJl YPOBHEM KOYKH, JOKAIU3YIOIIHECS Yalle Ha KPbUIbIX HOCA
U IIepeHoculie, B 00jacTu j106a, moad0poJiKa, O4eHb PEJKO MO BCEMY TEIY.
Mopdonorndeckn MPeaCTaBISAIOT COOOW CajdbHBIC KEIe3bl C OOMIBHBIM
CEKPETOM M 3aKyNOPEHHBIMH BBIBOAHBIMU MPOTOKamMu. OTMeUaroTcs: npu-
MepHO Y 40-50 % HOBOPOXKIECHHBIX. MHWIMa TPOXOAAT CAMOCTOSITEIILHO
yepes 1-2 Henmenu 6e3 IedeHUSI.

MOXHO OTMETUTh M JPYTHE KIMHUYECKHUE IMPU3HAKHU, CBSI3aHHBIE C
TOPMOHAJIbHOM MEPECTPOMKON: TUIIEPITUTMEHTALIMSA KOXKU OKOJIOCOCKOBOTO
Kpy’XKa U MOIIOHKH, OTEK IMOJOBBIX I'y0, runepTpodus ciam3ucton 000-
JIOYKW pTa, TUMIEPTPUXO3, YMEPEHHOE ruipolese u aAp. OgHako 3TH MPHU-
3HAKU HEMOCTOSIHHBI U HEMOCPEICTBEHHO HE OTHOCATCS K CUMIITOMOKOM-
MJIEKCY TOPMOHAIIBHOTO KpH3a.

Y HEIOHOIIEHHBIX JIETEW U HOBOPOKAEHHBIX C MACCOM Te€Jja, OTCTAIO-
el OT JUIMHBI TeJIa U CPOKa recTalliu, MOJOBOM KPU3 BCTPEUAETCA PEAKO
Y BBIPAYKEHHOCTh €0 HEBEIIHKA.
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["'opMOHaJIBHBIN KPpU3 — ATO 3aKOHOMEPHAsi OTBETHAsI PEaKIysi TOPMOH-
3aBUCHUMBIX OpPraHOB Ha PE3KOE M3MEHEHUE TOPMOHAIBHOU CHUTyalluu, B
YaCTHOCTH, Ha JIMIICHHE OpraHru3Ma HOBOPOXICHHOIO MAaTEPUHCKUX M TIa-
IIEHTAPHBIX ACTPOTE€HOB, B TO BPEMs KaK IMPEAIIECTBYIOIIEE BHYTPUYTPOO-
HO€ pPa3BUTHE NPOXOJWIO B YCIOBUAX 3HAYUTEIHLHOTO MOCTOSHHOIO
HapacTaHus 3CTPOTreHHOTo BiusiHUA. KpoMe najieHust ypoBHS 3CTPOT€HOB
Ha BBIPAXKEHHOCTh TOPMOHAJIBHOTO KpHU3a BIMSIOT TUPOKCHUH, UHCYJIMH,
aHJIPOTEHbI;, UX CYMMapHOE JI€MCTBUE MPOSIBISIETCS B aKTUBU3ALUU TIPO-
JaKTUHA. MaMUWUISIpHBIA U 3CTPAJIbHBIM TUIIBI TOPMOHAIBLHOTO KpPH3a HE
BCEr/ia COBIIQIAIOT Y OJIHOTO M TOTro ke pedbenka. Kpus y aeBouek BcTpe-
YyaeTcsl B JIBa pasza yaile, 4eM y MalbuukoB. Ilatosiorndyeckoe TeueHue
OEpEMEHHOCTH U POJIOB HE YBEJIMYMBAIOT YACTOTY TOPMOHAIBHOTO KpH-
3a, a JIUIIb yCyTryOJisieT HeKOTOophIe nposiBiieHus. Hanpumep, y HOBOpOXK-
JICHHBIX, TIepeHecnX achUKCHUio, 00Jiee BRIPAXKECHHONW OBIBAET METPOP-
parus, Npu TecTOo3€ y MaTepu MPEeBaJupyeT MaMUJUISPHBIA TUN Kpu3a.
PanHee mepekaTue MyINMOBUHBI (Cpa3y IMOCJE MEPBOr0 KpUKA HOBOPOK-
JIEHHOT0) CIMOCOOCTBYET MPOABICHUIO dCTPATBHOTO THUIIA TOPMOHAIBHOTO
KpH3a, MOCKOJIbKY PE3KOe MaJICHUE YPOBHS 3CTPOrE€HOB BJICYET 3a COOOM
OypHYIO PEaKIMI0 MAaTKH HOBOPOXKJCHHOW JI€BOYKHU, MHOTJA BIUJIOTH 0O
OTTOPKEHHUA BCEro (PYHKIIMOHAIBHOTO CJIOSI CIIM3UCTON 000JIOUKH.

JleTn ¢ TPOSIBICHUSIMU TIOJIOBOTO KpH3a XOPOIIO aJaNTUPYIOTCS K
BHEYTPOOHOMY CYIIECTBOBAHMIO, Y HUX MTOYTH HE BO3HUKAET JKEIITyXa, JJIs
HUX XapaKTepHbI MEHbINAsl MOTeps Macchl Tena (okojo 5 %) u OricTpoe
BOCCTAHOBJICHHUE MEPBOHAYAILHON MAaCChl; IE€TU aKTUBHBI, XOPOILO COCYT.
[Tepros1 HOBOPOXKJIEHHOCTH MPOTEKAET OoJiee TIIaJIKO, MEHbIIE 3a00JieBa-
€MOCTb.

buonornueckas 1enecooOpa3HOCTh TMOJIOBOIO KpH3a, MO MHEHHUIO
IICUXUATPOB, CBOJUTCS K BaKHOM POJIM €ro B MOJOBOM au(PepeHIIMpOBKe
MO3ra, runotajiamyca (Hapsiay ¢ JOKa3aHHOM POJIbIO B 3TOM K€ IJIAHE BbI-
COKHX YPOBHEM aJipeHaliiHa U TECTOCTEPOHA B MIEPBbIC JHU KU3HH).

AnanTanysi HOBOPOXIEHHBIX K BHEYTPOOHOMY CYIIIECTBOBAHUIO
3HAUUTEJIbHO  HapyIlaeTcs TMpU  HEOJarompuaTHO  MNPOTEKAroIIeH
oepemeHHoOCTH y Mmarepu. Hapyiienue QyHKIMM SHIOKPUHHBIX JKEJE3 Y
OEpEeMEHHOM OTHOCUTCS K (paKTOpaMm BBICOKOTO PHUCKA MNEPUHATAIBHOM
MaTOJIOTUM U MOXKET ObITh MNPUYUHOW BO3HUKHOBEHUSI Yy IUIOJA
BPOXKICHHBIX  JHAOKpuHomatuii. Ecnmu y  Marepu  HaOmromaercs
HEJIOCTaTOYHOCTh TOPMOHAJIbHOM aKTUBHOCTH SHJIOKPUHHOM KEJIE3bl, TO Y
IJI0/Ia BO3HUKAIOT TUNEPTpOdUS W TUIMEPIUIa3usl JaHHOW JKEJe3bl, YTO
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COMPOBOXIACTCS  TOBBIMICHHEM €¢ (QYHKIOUH JUIi  YMCHBIICHHS
UMEIOIIErocs JepuIiuTa y MaTepH.

[E—

O oW

10.

11.

12.

Koumponavnsie 6onpocel u 3a0anus k 2naee 1
Kornma dbopmupyercs mianenra?
Kakue ropMoHbI BeIpaOaThIBAIOTCS TIIAIICHTOM?
[Ipr KakuMX MATOJOTMYECKUX COCTOSTHUSIX MOKET MPOU30MTH CHUMKE-
HUE MPOJAKTUHA?
UeM onacHa rHNOCEKpPEsl XOPHOHUYECKOTO TOHAIOTPOIIMHA B TEYe-
HUE OepeMeHHOCTH?
HazoBute 0CHOBHBIE META0OJIUTHI TPOrECTEPOHA.
KakoBa posib HIMTOKMHOB B Pa3BUTUH POJOBOM IEATECIHLHOCTH?
Koraa HaunHatoT (YyHKIIMOHUPOBATH BHYTPUYTPOOHO HAATIOUCYHUKH?
Korna HaunHaeT GyHKIIMOHUPOBATH IIIUTOBUAHAS Keje3a 1moaa?
Kakne ropMoHBI TUpEOCTaTa HE MPOHUKAIOT Yepe3 IJIALECHTY OT MaTte-
pH K miony?
KakoBa posib TUPEOMAHBIX TOPMOHOB Ha 3Tarie BHYTPUYTPOOHOTO
pa3BUTHS?
KakoBa mpoA0JKUTEIbHOCTh PAaHHEW aJanTaliiid HOBOPOXKICHHOTO K
BHEYTPOOHOMY CYIIIECTBOBAHHIO?
HazoBure cocTapisromye ropMOHaIbHOTO KpU3a HOBOPOKIEHHOTO.
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T'JIABA 2

BHYTPUYTPOBHAA 3AJIEP/KKA
POCTA U PA3ZBUTHUA IIVIOJA

OnTtumaneHBIA POCT IUIOAA MMEET IEPBOCTEIICHHOE 3HAYCHHE IS
o0ecrieyeHs] MOCTHATAJILHOTO POCTa M pa3BUTHsA peOeHKa. 3ajepikka
BHYTpUYyTpoOHOTO pa3zsutusa (3BYP) miona sBisiercd BaXxHON KIMHHUYE-
CKOM IIpo0JeMON IeIHaTpUUeCKOro 3B€Ha BO BCEM MHUpE. 3HAYUMOCTh
JTAHHOM MATOJIOTHH OMNpEEseTcs OOJbIIUM YACIbHBIM BECOM B CTPYKTY-
pe nepuHaTaIbHON CMEPTHOCTH U HEOHATAIbHOM 3a00JI€BAEMOCTH.

[IpeHaTabHBINA POCT PEAM3YETCA 32 CUET CIOKHOTO B3aUMOJICMCTBUSA
POLECCOB KJIETOYHOTO JEJICHUS, TKAHEBOW MHAYKUWH, MUTPALIUU KIETOK
u nuddepenuporku. Ha ykazaHHbIe POIECChl OKa3bIBAIOT BIUSHUE CH-
CTE€MbI B3aMMHOTO PACIIO3HABAHUS KIIETOK, PsiZi TOPMOHAIBHBIX U TOPMO-
HOMOOOHBIX BemecTB. OHM OKa3bIBAIOT CBOE JIOKAJIBLHOE BIMSHUE B T€HE-
TAUYECKU 3alpOrPaMMHUPOBAHHOM MOCIENOBATENBHOCTH. [IpeHaranbHbIN
NEPUOJI XAPAKTEPU3yeTCd HamOoJiee aKTUBHBIM MPOIECCOM pOCTa, MpHU
3TOM CKOpPOCTb POCTAa MMEET HEJIMHEWHBbIA xapakrtep. Ko BTOpoMy TpH-
MecTpy OEpeMEHHOCTH CKOPOCTh POCTa IJI0/A JTOCTUTAeT 10 2,5 CM B He-
JIEI0, 3aTEM POCT MOCTEIEHHO 3aMEISIETCA U K POXKICHHUIO COCTaBIISIET
5 MM B HEIEIIO.

OCHOBHOE pPEryJIMPYIOUIEE BIUSHUE HA MPEHATAJbHBIA POCT OKa3bl-
BalOT F'€HETHYECKUE (DAKTOPHI, OJTHAKO YKE B ITOT MEPUOJ BEJIUKO 3HAUE-
HUE€ SHJIOKPHUHHOM CHUCTEMBI IUIOJa U Marepu. Becomas poib OTBOIUTCS
IJIALEHTE, KOTOpasi, ¢ OJJHOW CTOPOHBI, OTBETCTBEHHA 3a JTOCTABKY ITUTa-
TEJIbHBIX BEIIECTB, JJIMMHAHALMIO TMPOAYKTOB >XU3HEIACATEIbHOCTH, a C
IPYTror — SIBJISIETCS] aKTUBHBIM SHJIOKPUHHBIM OPraHOM, CEKPETHPYIOIIUM
TOPMOHBI, POCTOBBIE (DAKTOPHI, ITUTOKUHBI U JIPyTHUe OHOJIOTMYECKHU aK-
TUBHBIC BELIECTBA, IOJI BO3JACWCTBUEM KOTOPBIX IPOUCXOAUT PaHHSIA
nuddepeHIMpoBKa SHIOKPUHHON CHUCTEMBI IIJI0Ja M BhIpabOTKa HEOOXO-
JUMBIX TOPMOHOB. OIHUMH M3 TOPMOHOB, CEKPETHUPYEMBIX ILJIAIICHTOM,
KOTOpPBbI€ CTPYKTYPHO O4Y€Hb OJIM3KU K TOPMOHY pocTa, 00J1aasi BhIpaXKeH-
HbIM aHa0oau4decKuM 3(PEKTOM, SIBISIOTCSA TUIAICHTAPHBIN JIAKTOTEH U
IUTIALEHTAPHBIN TOPMOH POCTA.
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2.1. BHyTpuyTpOoOHAasi rOpMOHAJIbHAS PEryJ/Jsiliisl POoCcTa MJI04A

Poct (yBenuueHue JTUHEHHBIX pa3MepoB Tella) — BaKHEUIINI OHOJI0-
TUYECKUN TIpolecc, OTpaxarmnui (uzndeckoe pa3BuTue. JJOMUHUPYIO-
masi pojb B MPOIECCE IHAOKPUHHON PETYJIAIUMU POCTa NPUHAICKUT CO-
mamomponnomy copmony (CTI') nepenueid gonu runoduza. CTT obnana-
€T Kak IpsMbIM, TaK U ONOCpeNoBaHHbIM aeictBueM. Penentoper k CTI
CYyLIECTBYIOT BO BCEX KIIeTKax opranusMa. lIpsamoe Bosneuncteue CTI Ha
KJIETKA CTUMYJIUPYET CUHTE3 Oenka (aHabonmudeckuit 3p¢ekT), B )KUPOBOI
TKaHW CTUMYJIMPYET JIMIIOJM3, TMOBBIIIAS YPOBEHb CBOOOJHBIX >KUPHBIX
kucioT (CXKK) kak cyOcTpaTa 118 TIl0OKOHeorene3a u 3Hepruu. Ha yrie-
BoaHbIN 0OMeH CTI BimsieT cieayronMM o0pa3oM: YBEIMYMBAET TIIFOKO-
HEOT'eHEe3 B MEUEHU, CHIDKACT AJTMMHUHAIIMIO TJTIOKO3bl B MBIIIEYHOW TKaHHU,
CHWXKas TepudepuuecKyr0 4yBCTBUTEIBHOCTh K HWHCYJIWHY, YKa3aHHbIC
WU3MEHEHUS MPUBOJST K TUIIEPTIUKEMHM.

CTI' saBnsiercss OCHOBHBIM TOPMOHOM, CTUMYJIMPYIOIIAM JIMHEHHBIN
pocT. OH CrOCOOCTBYeT POCTy KOCTEH B JUIMHY, PAa3BUTHIO MBIIICUYHOU
TkaHu. OcHoBHbIE (PpdekThl CTI' Ha ypoBHE KOCTHON TKaHU COCTOSIT B
cTUMYJSIIUU pocta Xxpsma. Ctumynupytomee poct Bosuaeiictue CTIT
OTIOCPEYIOTCS Uepe3 MHCYJIUHONOA00HbIe (DakTopsl pocTa. CTUMYIUPY-
fomre 3¢ dextsl Ha cexpenrio CTI' oka3bIBalOT TUPEOUIHBIE U TIOJIOBHIC
ropMoHsl, Bazonpeccu, AKTI', Men1aHOIIUTOCTUMYIUPYIOIIUHA TOPMOH.

OnocpenoBannoe aeiicteue CTI' ocymiecTBisieTcs: Oiarogapsi UHCY-
auHOno00HKIM (pakTopam pocta (MDP). UDOP, unu comatoMennHbl —
NENTUAHBIE (PAKTOPbI, KOTOpPbIE OOpa3ylOTCsi B MEUEHU MOJ KOHTPOJIEM
CTI' u mmanenrapaoro sakrorena. UOP-1 u UDOP-2 cunTe3mpyrorcsa Kak
IJIOJIOM W OIpPENENATCS BO BCEX OpraHax, Tak M IUlaleHTou. JlaHHbIE
(baKkTOphl OKA3bIBAIOT BIUSHUE HE TOJBKO SHJIOKPUHHO, HO U HA MECTHOM
ypoBHE (ayTo- U mapakpuHHo). Hanbonee nusydeHHbiMu (pakTopamu pocra
SBJISIIOTCS: MHCYJUHOMOI00HbIe (dakTophl pocta 1 u 2 tuma (UDP-1 u
NDP-2), a takxke snuaepMalbHbIN (pakTop pocTa, TpaHCHOPMUPYIOIIUN
dakTop pocta-a, pakrop pocta hubpobdIacTOB, TPOMOOIUTAPHBIN (PaKTOP
pocta. Kaxaplii u3 yKa3aHHBIX POCTOBBIX (PAKTOPOB XapaKTEepU3yeTCs
ONPEACICHHBIM KJIETOYHBIM CHEKTPOM, B OTHOIIEHUU KOTOPOTO OH OKa3bl-
BaeT CBOE MOTECHIIMAIbHOE BIUAHKUE. B OobIieit ctenenu cnenuduka Biu-
sSHUSL (AKTOPOB POCTa MPOSIBIISIETCS B OTHOIICHUH TPOIECCOB KJIETOUYHOU
nuddepeHIMPOBKHU, HEXEIN KileTouHoro aeneHus. Konnenrpauus MOP-1
u VOP-2 y yenmoBeyecKkoro miaoja Bo3pacTaeT M0 MEpPE YBEIWYECHUS CPO-
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KOB T'€CTalluM, IIPU STOM OIpeeisieMasl KOHIIEHTpalus 3TUX (PakTopoB B
KPOBH IUIOJIa KOPPEIUPYET CO 3HAUCHUAMHU MACCHI TEJIA IPU POXKICHUM.

Oddextsr UDP ocyliecTBIAIOTCSA MyTEM UX CBA3BIBAHUS C PELEITO-
pamu, kak cooctBeHHbIMU (IDP-1R, MDP-2R), Tak u penenropamMmu HUH-
CyJIMHA, TaK KaK 00JIaJlaloT K HUM CPOJICTBOM. B TO Bpemsi KaK MHCYJIUH B
KPOBOTOKE CYIIIECTBYET B CBOOOAHOM BHe, IDP HaxoasTCsa B CBSI3aHHOM
COCTOSIHUHM CO crieniupuueckumMu OesnkaMu (1ecTh TUoB). Tak kak (akTo-
pBI 00J1a1aI0T CPOJICTBOM K pelieNTopaM MHCYJIMHA, CBA3bIBAHUE UX C Oel-
KaMH 3alllMIIAaeT OpraHu3M OT THHoriukemMudeckoro 3¢gdexra. Bee Turbl
CBSI3BIBAIOIIMX OEJIKOB MMEIOT pa3HbIe CTPYKTYPHI, PETYJIUPYIOMINE MeXa-
HU3MBI U (PyHKIIMOHAIBHBIE cBoMcTBA. Hanmpumep, UDP-cBs3biBIONITNI O€-
ok 3 tuna (UDP-CB3) saaserca mnpeBanupyommm (80-95 % NDP-1
CBSI3aHBI C HUM) M CaMbIM KPYITHBIM KoMILIekcoM. O0nagaeT oAMHAKOBOM
adhdunnocteio Kk UDP-1 u UDP-2. Cunres UDOP-CB3 crumynupyercs B
neuenn noxa aevictBueM CTI, oOecrneuuBas OwbicTpoe cBsa3biBanue NOP,
co3nasas aemno B KpoBoToke. UDP-CB1 nmeer nHOM MEXaHU3M PETyISIINU
CUHTE3a. Tak, €ero 3KCIPECCHUs] CHUKAECTCA MOJ AECWCTBUEM HWHCYJIMHA M
CTUMYJIUpYyETCs TIIIOKOKopTUKOonaamu. OyHkunoHanbHas poias UOP-Ch1
3aKJII0YAETCA B CHUKEHUHM CKOPOCTH POCTa U Pa3BUTHUSA 32 CYET UHTHOUPO-
BaHusA akTuBHOCTH MOP. UDP-Cb1 yBennuuBaercs npu roJogaHuu U TU-
MOKCHH.

N®P-1 (comatomenun C) obnagaeT JBOMHOW aKTUBHOCThIO — POCT-
CTUMYJIUPYIOIIEH W HWHCYIWHOMOM00HOH. OH ycKopseT cuHTe3 Oelka,
MOJJICPKUBAS TOJOXKUTENbHBIM a30TUCTBIM OanaHC, 3aMeJJIsieT pa3pyliie-
HUE O€Jika, CTUMYJIMPYET MOTJIOIIEHUE TIIIOKO3bl KJIETKAMH, MOBBIIIAET
YyBCTBUTEIBHOCTh TKAHEHW K WHCYJMHY, MOJABJISAET JUINOIW3. bosbinoe
3HaueHue MOP-1 umeer B HHC, Tak kak oH obecneunBaeT mpoiudepa-
1 1 IupdEepeHIMPOBKY KIETOK TOJIOBHOTO MO3ra, MUCJIIMHU3AIUIO BO-
JIOKOH Y MPEIOTBPAIIAET aIllOITO3.

N®P-2 (comaroMenuH A) SIBISIETCS OCHOBHBIM PETYJIATOPOM pPOCTa
sMmOpuoHa. dpdext UDP-2 ocymiecTBiaseTcs 3a cueT cBa3biBaHus ¢ MOP-
IR u peuentopamMu MHCYJIMHA, B TO BPEMsI KaK Mpu cBsi3biBaHuU ¢ UOP-2R
MPOUCXOAUT €ro MHaKTuBaIusa. [loMUMO MpsIMOTO BIMSIHUS HA POCT ILUIO-
na, UOP-2 Takxe CrOCOOCTBYET YBEJIMYCHUIO pa3Mepa IUIAICHTHI, YTO
KOCBEHHO BIIMSET Ha pa3Mmep mioaa. Konnenrpanusa UOP-2 B mynoBuHHOU
KPOBHM HOBOPOXKJIEHHOTO pebeHKa Oosiee ueMm B 6 pa3 ImpeBbIlIaeT KOHIECH-
Tparuio NOP-1.

I'enst UDP-2 u ero peuentopa (MDP-2R) sgBIAOTCS MUMIPUHTUPO-
BAHHBIMM, T. €. HACIECAYIOTCS C IOMOIIBIO T€HOMHOIO0 MMHOpUTHHTA. ['e-

53



HOMHBII UMIIPUHTUHT ABJISIETCS 0COO0W (POpMOI HAcIEeIOBaHUS, KOTOPOE
xapakrepusyercs audpepeHIalIbHON dKCIIpeccueld reHa B 3aBUCHMOCTH
OT €ro POAUTENIBCKOr0 MPOUCXOXkAeHU. OOBIYHO PEeOCHOK HACeayeT OJl-
HY KONHUIO Ka)XJOM XPOMOCOMBI OT MaT€pyu M OJHY KONHUIO OT orua. Jlns
OOJBIIMHCTBA TE€HOB 3KCIPECCUPYIOTCA 00€ Komuu. OJHAKO JJisi HEKOTO-
PBIX TEHOB XapaKTEpHa 3KCIPECCUS TOJIbKO TOM KOMWHU, YTO YHACJIEIOBaHA
OT OTIIa WJIX K€ TOJIBKO OT MaTepu denoBeka. Tak, ren UDP-2 skcnpeccu-
pyeTcs TOJIbKO C OTHOBCKOTO ajiens, a reH peuenropa MOP-2 (MDP-2R),
HA000POT, PKCIPECCUPYETCA TOJBKO C MAaTEpPUHCKOro ajmiesns. Myrtamus
reHa, B pe3yjbTaTe OTIIOBCKOM NMCOMHH, BEIET K M30OBITOUHOU IKCIIpPEC-
cun UOP-2, runepaktuBanuy pocra KJIETOK U aCCOLIMMPOBAHA C CUHJIPO-
MoM bakBuaa — Bupemana, xapakTepus3yrOUIUMcS H30bITOUHBIM POCTOM
IJI0Ja, BUCIIEPOMETaliueil, MOPOKAMHU PA3BUTHUA, TUINOIVIMKEMUSIMH U
CKJIOHHOCTBIO K HOBOOOpa3zoBaHusiM. I Ha000pOT, MyTallu B pe3ysibTaTe
MaTEpPUHCKOW AUCOMHUH MPUBEIYT K 3aJepkKke pocta (cuHapom Paccena—
CuiibBepa), Tak Kak ¢ MaTepuHcKoro amiens reH UDP-2 He cuuTeiBaercs.

Ko BTOpOMYy TpuMeECTpy IUIalleHTa CTaHOBUTCS JOMUHUPYIOIIUM HC-
TOYHUKOM TOpMOHa pocta. [lmaneHTapHblii TOPMOH pOCTa, B OTJIMYUE OT
runo@u3apHoro, UMEET MOCTOSIHHBIN, a HE MyJIbLCUPYIONMINI XapaKTep CEeK-
pelru ¢ BHIOPOCOM B MaTEpPUHCKUN KpOBOTOK. KOHIIEHTparus miiaieH-
TapHOTO TOPMOHA pocTa 0OpaTHO MPOMOPLUUOHATIEHA YPOBHIO TJIFOKO3bI U
UHCyNIMHa MaTepu. Takum 00pa3oM, NOCTOSIHHBIM XapakTep CEKpeluu
IIAIIEHTAPHOTO TOPMOHA pocTa 00ecTeurBaeT HEOOXOIUMbIN CTaOUIbHBIN
YPOBEHB MEPEHOCA HYTPUEHTOB K IUIOAY. YPOBEHb JAHHOIO TOPMOHA IO-
JOKUTEIBHO KOPPEIUPYET C MACCOU IIOJIa U HOBOPOKIECHHOTO.

[Ipsimoe neiictBue CTIT mMmeeT MeHbIee BIMSHUE HA POCT ILIOAA U
pebeHKa B paHHEM IepUO/Ie 10 CPABHEHUIO C MHCYJIWHOIMOI00HBIMU (pak-
TOpaMH pocTa. Y OOJIBIIMHCTBA OUOJOTMYECKUX BUJIOB 3aBUCUMOCTb TEM-
OB POCTa OT YPOBHSI COMAaTOTPOMHOTO TOpMOHa (POPMHUPYETCS B MOCTHA-
TaJbHOM TIEPUOJE, U y YEJOBEKAa 3Ta CBA3b BBUIBISIETCS C 6-r0 Mecsna
BHEYTPOOHOU *W3HU. PaHHUI mepuo/i BHYTPUYTPOOHOTO Pa3BUTHUS MaK-
CUMalbHO ToABepkeH BiausHUO KMOP-2. [lo3xke Bo3pacTraeT BIMSHUE
N®P-1, CTI' u nHCy/IMHA, JOCTYIHOCTA HYTPUEHTOB. OQHAKO BPOKICH-
HBII 1e(pUINAT TOPMOHA POCTA WM NATOJIOTHUS €ro PEUENTOPHOrO anmapara
(cungpom JlapoHa) KIIMHUYECKU MOXKET MPOSBIATHCS HU3KUMU MOKa3aTe-
JSIMU aHTPOTIOMETPUM K MOMEHTY POKJICHUS.

[lopnep:xaHne aneKBaTHOIO YPOBHSI MHCYJIMHA B KPOBM IUIOJIA UMEET
00JbIIOE 3HAYEHUE JIJISI €r0 HOPMaJIbHOTO pocTa. Mucyaun cnocoOCTByeT
BHYTPUYTPOOHOMY POCTY IJIOJIa KAaK 3a CYET MPSAMOTO MUTOT€HHOIO 3(h-
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(deKTa, TaK U 3a CUET YCUJICHUS JIOCTYIMHOCTH NMUTATEIbHBIX BEIIECTB IS
pacTymux Ki1eToK. MHCYIMH yCUIMBAET YTUIIU3AIUIO TJI0OKO3bl U CHUYKAET
KaTaboau3M aMUHOKUCIOT. OH pearupyeTr Ha YPOBEHb HYTPUEHTOB U Bbl-
CTYyHaeT KaK CUTHAJI MX JOCTAaTOYHOCTH, Oiarojapsi 4eMy TEMIIbl pOCTa
IJI0JIa OKa3bIBAKOTCA COPAa3MEPHBIMU C OHUOJOCTYNMHOCTHIO HYTPUEHTOB.
[ToBbIIEHNE YYBCTBUTEIBLHOCTH K MHCYJIMHY Ha nepudepunt B 3 TpuMeCT-
pe o0ecrneunBaeT akTUBHOE OTJI0XKEHUE MOAKOXKHOTO kupa. MHCynuH 1o-
BBIIIAET KOJIUYECTBO penentopoB K CTI', 1OMOJIHUTENBHO B IPUCYTCTBUU
MHCYJIMHA HauOoJiee MOJHO MPOSBISIETCS aHA0OJIMYECKOE ACHCTBUE Top-
MOHa pocTa (YyCKOpsieTCA CUHTE3 OeKa).

HemanoBaxHasi poib B PEryJsiliid pOCTa B MPEHATAIBHBIA MEPUOA
OTBOIUTCS MPOAAKMUHY, KOTOPBIM TaK K€, KaK W IUIAIEHTAPHBIA JaKTO-
reH, no cBoemy crpoenuto 630k k CTI, obnagaet anaboinueckum 3¢-
(dbeKTOM U B ONpEACNICHHBIX CUTyaIrusax Moxet 3ameHuTb CTI. OcobeHHo
3Ha4YMMa €ro pojib BO BpeMsl TPEThEro TpUMecTpa OEPEMEHHOCTH U B Tie-
pHOJ TPYIHOTO BCKAPMIIMBAHUS.

Tupeouonvie 20pmonbt B (PU3NOJIOTHUSCKUX YCIOBUSIX BIUSIOT Ha
pruboCcOMaIbHYI0 aKTHUBHOCTB, ciocoOCTBYI0T cuHTe3y PHK, a 310, B cBOIO
ouepeib, CTUMYJIMPYET CUHTE3 O€JIKa U APYyrue OMOJIOrHYeCKre MpoLecChl.
[Ton nelicTBUEM THUPEOMIIHBIX TOPMOHOB MPOUCXOIAT Mpolecchl Audde-
PEHLIMPOBKH M CO3PEBAHUS KOCTHOM TKaHU (HEIOCTATOK 3THUX TOPMOHOB
BCErJa COMPOBOXKIAETCS OTCTABAaHWEM KOCTHOIO Bo3pacta). Kpome aHa-
OOJIMYECKOT0 ACHCTBHUSA, XOPOIIO M3BECTCH KaJOpHUTeHHBIN 3(PGdEeKT rop-
MOHOB IIIMTOBUAHOM KeJe3bl; TaK, Yepe3 00pa3oBaHUE YHEPTUU CTUMYJIU-
pyroTcd mnporecchkl pocta. He MeHee BaXKHO BIMSHUE TUPEOUIHBIX TOPMO-
HOB Ha JU( EPEeHIMPOBKY HEHTPATbHOW HEPBHOW CHUCTEMBI U, CIIe/I0Ba-
TEJIbHO, Ha ToAJepkaHue (PYHKIMOHATBLHON aKTUBHOCTH THIIOTAJIaMO-
runoduzapHoi cuctemsl, riae BeipadateiBaetcss CTI. 'opMOHBI IMTOBHU/I-
HOM KeJie3bl UTPAl0T BAXKHYIO pOJIb B MpoOLEccax KIETOYHOU nuddepen-
IIUPOBKHU X MOTYT UMETh 3HAUYCHHE B COMpPSIKEHUU (DEeTaTIbHOTO MOTpedIie-
HUS KUCJIOPOJAA U MOCTYIUIEHUS KUCIOPOAa K IJI0AY.

Ponb nonoswvix copmonoé — anapoOreHOB U 3CTPOT€HOB — CTAHOBUT-
Csl IEPBOCTENEHHOM MJI1 MPOLIECCOB pOCTa B MEPHOJ MyOeprara, OJHAKO
UX BIMSHHE HA POCT IUIOJA TaKKe€ MMEET MECTO. AHAPOre€Hbl UMEIOT Be-
Aylee 3HaueHue B 00eCleUeHUn JIMHEHHOTO pOocTa BHE 3aBUCUMOCTH OT
BO3pacTa U noJia peOeHka (3T0 00BbSICHSAET YCKOPEHHBIN POCT B MEPBBIE TO-
JIbl )KU3HU TPU BPOKJIECHHOW JUCPYHKIIMU KOPBI HAATOYEUHUKOB). PocTo-
BOI 3P deKT aHapOreHOoB OOYCIIOBIEH MX HEMOCPEICTBEHHBIM BIUSHUEM
Ha CHUHTE3 OEJIKOB. DCTPOTECHBI MAJIO BIUSAIOT HA POCT, HO 00JIe€ aKTUBHBI B
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OTHOIIICHUU BO3JICUCTBUS HAa KOCTHYIO TU(PhEpeHIIMPOBKY, CHHOCTO3UPO-
BaHHE, CO3PEBAHUE CKEJIETA, CIEAOBATEIbHO, HA MPEKpAICHUE pocTa. Y
YeJIOBEKa POCT IJIOJI0B MYXCKOTO Ioja UMEET OOJBIIYI0 CKOPOCTh, YEM
KEHCKHUX, UTO BBIABIISIETCS YK€ HAa PAHHUX ATarax 3MOPUOHAIBHOTO pa3-
Butus. [loaToMy Manbyuku B OOJBINEH CTENEHW YYBCTBUTENIBHBI K allv-
MEHTapHOMY JA€PUILIUTY, YEM JICBOUKH.

I'opmonwt napawjumoeuonvix sxcenez (NapaTropMoH) U UiUMOBUO-
HOIl Jicene3bl (TUPEOKAIBIIMTOHNH) BIMAIOT HA MTPOLIECCHI POCTA YEPE3 pe-
ryqsiuio hocopHO-KanbIMeBOTO oOMeHa. [lapaTropMoH SIBISIETCS MOIII-
HbIM ()apMaKoJIOTMYECKUM UHAYKTOPOM 00pa30BaHUs HOBOW KOCTH.

EAMHCTBEHHBIMH TOPMOHAMH, OOJAJAIONIUMK KaTa0OJIMYEeCKUM JeH-
CTBUEM, U, CJIEJIOBATEIIBHO, TOPMO3SIIUMU POCT, SIBIISIOTCS 21H0OKOKOPHIU-
Kouowl. I TIOKOKOPTUKOUABI 00JIAIaI0T IIMPOKUM CHEKTPOM 3(P(HEKTOB Ha
opranusMm 1mioaa. OHu cHUXarT MeTabonnueckyto aktuBHocTh CTI, 3a-
JEPKUBAIOT BKJIIOUYCHUE AMHUHOKHUCIOT B HOBOOOpPA3YyIOMIWMUCS O€NOK Hu
YCUJIMBAIOT pacmaj] TKaHEBBIX OCJIKOB, B TO K€ BPEMSI OHU MPUHUMAIOT aK-
TUBHOE Y4YacTHE B CO3PEBAaHUU OPraHOB. Tak, TIIFOKOKOPTHUKOWJIBI YBEIIHU-
YUBAIOT HKCIPECCUIO U AKTUBHOCTH (DEPMEHTOB MEYEHH, YUACTBYIOIIUX B
CUHTE3€ TJIMKOTEHA, TJIFOKOHEOT'€HE3€, OKUCIIEHNUU KUPHBIX KUCJIOT, B JIET-
KHX TOPMOHBI CTUMYJIUPYIOT CTPYKTYPHOE CO3PEBAHUE aIbBEOJI, BEIPAOOT-
Ky cypdakTaHTa, CIOCOOCTBYIOT CO3PEBAHUIO >KETYA0YHO-KUIIEYHOTO
TpaKTa, BEIPAOOTKE COJISTHOW KUCIIOTHI ¥ MUILEBAPUTEIbHBIX (DEPMEHTOB.

OTpunateabHOE BO3ACHCTBHE HA POCT IUIOJA OKAa3bIBaeT KaK U30BITOK
COOCTBEHHBIX TJIFOKOKOPTUKOUIHBIX TOPMOHOB, TaK U BBEJICHHE UX B BUJIE
JIEKapCTBEHHBIX MpemnapaToB. [1noa B 0TBET Ha nmoBpexaaromue (paKTopsbl
UCIIBITBIBAET CTPECC, MOBBIMIAsI BRIPAOOTKY KOpTH30Ja. B momosHeHUEe B
IUIAlIEHTE CHIXKAETCS AKCIpeccusi U akTUuBHOCTHL (hepmenTa 11-4-1'CJ1, uro
IPUBOAUT K YMEHBIIEHUIO KOHBEPCUM KOPTHU30JIa B HEAKTUBHBIM KOPTHU-
30H, YTO BBI3BIBAET YPE3MEPHOE BO3JCUCTBUE HA IUIOJ MATEPUHCKHUX KOP-
TUKOCTEPOUI0B. [1OBBIIIIEHHBIE YPOBHU SHJOT€HHBIX KOPTUKOCTEPOUIOB Y
IUJI0JIAa C 3aJEPKKOM POCTa CYUTAKOTCS OJHOU U3 MPUYUH, IO KOTOPOU aH-
TEHaTallbHAasl Teparnus KOPTUKOCTEPOUIaMU HE OKa3bIBAET CYIIECTBEHHOTO
MOJIOKUTEIBLHOTO BIUSIHUS HA TUJIOI.

[IpuHIIUIHMAIBHO BaXKHBIM SIBIISIETCS TOT (DaKT, YTO YCIOBHUS, B KOTO-
PBIX Pa3BUBACTCS YMOPHUOH WU IUIOM, OKa3bIBAIOT BAKHEHIIIEE BIUSHIE HA
ypOBEHb (PAKTOPOB pocTa B TKaHAX. [LnanieHTapHas HEIOCTaTOYHOCTb, Ia-
TOJIOTUYECKUE COCTOSHUS, NPUBOJAIINE K YMEHBIICHUIO MATOYHO-
IUTAIIEHTAPHOTO KPOBOTOKA, a TAKXKE JJIMUTEIIbHBIM aJTUMEHTApHBIN Aedu-
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IIUT, UCTILITBIBAEMBIM MaTEpPbIO, COMMPOBOXKIAOTCA CHUKEHUEM TKAaHEBOTO
YPOBHS BaXXHEUIIINX POCTOBBIX (PAKTOPOB.

Ha ¢one orpanuyeHusi HyTPUEHTOB, a TAKK€ THIOKCUU MPOUCXOIUT
NepepacipeiesiICHUe MUTATEIbHBIX BEIIECTB K JKU3HEHHO-BAKHBIM Opra-
HaM 110712 (TOJIOBHOM MO3T, CEep/ille, HAJMOYEYHUKN). JlaHHbIe U3MEHEHUS
OPUBOAAT K JCPUUUTY MUTATEIbHBIX U JHEPreTHUYECKUX CYOCTpaTOB B
JIPYTUX OpraHax U TKaHAX, B TOM YHUCJIE U MEUYECHH, YTO MPUBOIUT K CHU-
xennto cuateza UOP (puc. 4). B nononnenne cesa3piBanue UOP co crie-
nuduueckuMu OeIKaMu MpeTeprieBacT U3MEHEHUs, TaK, CHUYKAETCS KOJIU-
yectBO UDP-Cbh3 u noseimaercs UOP-CB1, uro npuBoauT K yBenuue-
HUIO KOJIMYECTBA HEAKTUBHOTO ODP.

Tak kak f-KIETKH TOHKETYJAOYHOU KeJe3bl SBISIOTCS BBICOKOUYB-
CTBUTEIBLHBIMU K O€JIKY, CHUJKEHUE MOCTYIUICHUS TIOCJIEAHETO IPUBOJIUT K
YMEHBIIICHUIO YHCIIa S-KIETOK M HAPYIICHUIO BaCKYJISPU3AIMH OCTPOBKO-
Boro amnmapara. [1inox, uMmeromuid npu3Haku 3aI€PKKU BHYTPUYTPOOHOTO
Pa3BUTHS, MOXKET XapaKTEPU30BATHCS CHUXKEHHBIM YHUCIOM [-KJIETOK
MOJ/KEITyJOYHOM KeJie3bl M1 YMEHBIIICHHEM CeKpeIuu UHCYrHA. Jlepuuut
WHCYJIMHA NPUBOAUT K CHUKECHHUIO TEMIIOB POCTa IUIOAA, TaK KaK TKAHU
IJI0Ja YMEHBIIAIOT CBOE IOIJIONMIEHHE W HCHOJIb30BAHUE MUTATEIbHBIX
BEILIECTB, B JOMOJHEHUE CHUXKAETCA YyBCTBUTEIBHOCTh K MHCYJIMHY B TI€-
pudepruyecKux TKaHsIX, T. €. BO3HUKAET nepudepuueckas UHCYJINHOPE3U-
CTEHTHOCTh. B 0TBeT Ha HEOJIAronpusATHOE OKpyX)eHHE (AeUIIUT HYTpHU-
€HTOB, TMIIOKCHS) IO PEArMPyET YBEIMUEHUEM KOHIIEHTPALIMU KOPTHU30-
Ja, 4TO TaKXKe€ MPUBOAUT K 3aJIEPKKE POCTa B BUIY €r0 KaTabOJIMUYECKOTO

a(pdexra.

rnoxoe NUTaHWe MaTepy, CHUMKEHHaA TpodrUecKas GYHKLMSA NNALEHTb
[eduunT HyTPMEHTOB, K1CAopoaa

y

/ HepocTaToyHoe NuTaHWe NAoAa, rTMNoKCUs \

1 yTMAU3aLMM aMUHOKUCNOT 1 KopTu3ona
> yTMAusaumm naktata
{ yTHAMsaUAm Miokosb CHuKeHune akTuBHoCcTM ocu CTT-UPP

(CTT, UOP-1, UDP-2)

/

CHuXeHue TPaHCNOPTa MMKKO3bl B MbilWLbl, NEYEHDb

J

3apepKKa pocTa

Puc. 4. Ilamozenes 3a0epscku pocma niooa
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[TocTHaTanbHO pPEeOCHOK HAYMHAET MOJIy4YaTh aJIEKBAaTHOE KOJIMYE-
CTBO HYTPHUEHTOB, UYTO CMOCOOCTBYET aKTUBAIMU BbipaOOTKU NDP, uncy-
JMHA, YTO CTUMYJHUPYET pocT pedeHka. OqHaKO HAIUYKME UHCYJIWHOPE3U-
CTEHTHOCTH Y HOBOPOXKIAECHHOT'O MPUBOAUT K YCUJICHUIO aJUIIOTEHE3A, YTO
CO3JAET MPEANOCHUIKA K META0OINYECKON MaTOIOTHH.

2.2. Kinaccuukauus BHYTPUYTPOOHOU 3aePKKH Pa3BUTHS

B HacTosimuii MOMEHT CYIIECTBYET HECKOJIbKO KiacCUu(pUKaIIUMA
3BYP. B otedecTBeHHON IuTeparype Haubojee YacTO MCHOJb3yeTCs
kinaccupukanus I''M. JlementbeBoit (1981), B KOTOpOH BBIICISIOTCS TH-
NOTPO(PUUECKUNA, TUIMOIUIACTUYECKUN W JUCIUIACTUYECKUN BapuaHThl. B
AHTJIOSI3BIYHOM JINTEPATYpPE MCIIOIB3YETCSI TEPMHUHBI aCHMMETpPHUYHAs,
CUMMETpPUYHAsE U CMEIIaHHasi (GOPMbI, KOTOPbIE MO 3HAYCHUIO SIBISIOTCS
aHAJIOTMYHBIMU OTEYECTBEHHOM KilacCU(PUKaIUU.

PocT mioma MOKHO yCIIOBHO pas3leiiuTh Ha TpU nepuona. B mepsom
nepuojie (MpeuMyIecTBEHHO NEPBbI TPUMECTP) POCT MII0Ja 0OecrieynBa-
€TCs 33 CUET TUIEPIUIa3uu, TO €CTh YCUIIEHHOTO 00pa30BaHusl HOBBIX KJie-
TOYHBIX 3JIEMEHTOB, MPOUCXOJAIIETO B Pe3yjbTare MUTO3a. Bo BTOpOU
nepuoa (B cpeaHeM ¢ 16-i 1o 28-10 HeeIN) CKOPOCTh JICJIEHUS KIIETOK
MOCTENEHHO CHIXKAETCA, YCTyNasi MECTO POCTY, PU KOTOPOM MPOUCXOTUT
yBEJIUYEHUE Pa3MeEPOB KIIETOK (rurneprpodust). Tpetuit stam (mocie 28-i
HEJIEM TeCTalli) XapaKTepu3yeTcs MPEUMYIIECTBEHHO THUnepTpoduye-
CKHM POCTOM.

[Ipu panHemM BO37EeHCTBUM MOBPEKIAOMINX (DAKTOPOB HA IIJI0] OTMe-
YaeTCsl YMEHBIIEHUE MPEXKAE BCEr0 YMCia KJIETOK, YTO MPUBOIUT K MPO-
MOPIIMOHATILHO HU3KUM 3HAYEHUSM pPOCTa U Beca (CUMMETPUYHBINA WU
TUIIOIIJIACTUYECKUM BAPUAHT).

[lo3nHee moBpexaromiee AEMCTBUE, KaK TPABUIIO, B PE3YJIbTATE IIA-
[EHTAPHOW HEJO0CTAaTOYHOCTH, HapyIIaeT poCcT KieTok. HemocTtarouHbIi
TPAHCIIOPT TJIIOKO3bI K IUIOAY CHUXKAET €€ YTUIIM3ALUIO IMEUYEHBIO, BCIIEI-
CTBUE YETO YMEHBIIIAETCS OKPYKHOCTh KMBOTA, KOTOpasi 0TOOpaXkaeT pas-
MEpHhI MEUYECHU, BO3HUKAET MEPEpaclpe/ieICHUE MUTATEIbHBIX BEIIECTB OT
BHYTPEHHUX OPraHOB K TOJIOBHOMY MO3TY (aCUMMETpPUYHAS WJIU THUIOTPO-
¢uueckas Gopma). ACUMMETPUYHBIA BAapUAHT XAPAKTEPUIYETCA HU3BKON
Maccoil 1 HOpMaJIbHBIMU MTOKA3aTEJISIMU JJIMHBI T€JIa U OKPY>KHOCTH T'0JIO-
BBI.

JlucriacTH4eCcKuil BapuaHT XapaKTepU3yeTCsl NUCITPOHOPIUSIMU Te-
JIOCJIOKE€HUS, YacTO CTUTMaMH JU33MOPUOTEHE3a U MOPOKaMU Pa3BUTHS
Ha (hOHE 3HAYUTEIHHOTO CHUKEHHUS MAaCChI Tea.
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HononuurensHo 3BYP knaccuguuupyercst o CTeneHsIM:

I crenenp (erkast) — macca Tena Hwke 10-ro mepueHTUIS Ipyu HOP-
MQJIBHOUW MJIM YMEPEHHO CHUKEHHOM JIJIMHE TEJIa.

2 creneHb (CpeaHssl) — CHIKEHUE KaK MacChl, TaK W JIJIMHBI TeJa, Mo-
Kazarenu B npeaenax ot 10-ro 1o 3-ro nepueHTrIIA.

3 creneHp (TsDKeNas) — YMEHBIIICHUE BCEX MapaMeTpoB (HU3UUECKOTO
Pa3BUTHS HUKE 3-TO MEPIICHTUIIS.

2.3. OcO00eHHOCTH KJIMHUKH, THATHOCTUKHU H JIeUeHHUs
BHYTPUYTPOOHOM 3aePKKH POCTa

Onenka (pU3UYECKOro pa3BUTHSI HOBOPOKIECHHOTO SBJISIETCS OJHUM U3
ATAINOB OLIEHKU OOLIEr0 COCTOSIHUSL M BKJIIOYAET B c€0s OmnpeieNIeHue JI1-
HBbl 1 MACCHI T€Ja, OKPY>KHOCTH T'OJIOBBI, TPYAH, MPONOPILUOHAIIBHOCTH TE-
JIOCJIOKEHUSI U COIOCTABJIEHUE MOJYYEHHBIX 3HAYEHUN C JIOJKEHCTBYIO-
IIMMH OKa3aTEISIMH, COOTBETCTBYIOIUMH T'€CTAIHOHHOMY BO3pacTy.

BHyTpruyTpoOHYIO 3a/Iep>KKy POCTa BO3MOXKHO JIUATHOCTUPOBATH EIIE
B aHTEHAaTaJIbHOM Iepuoje. Onpeaensonee 3Ha4eHUe B UHTEPIPETALIUU
napameTpoB (PETOMETPUM UMEET TOYHOE 3HAHHE CPOKa OEPEMEHHOCTH, KO-
TOPBIM PACCUUTBHIBAECTCA, KaK MIPABUIIO, IO IEPBOMY JHIO MOCIEIHEN MEH-
cTpyauuu. JJaHHBIN METOJI OCTAETCSA JIyYIIMM IIPU PACUETE TECTAMOHHOTO
BO3pAaCTa.

K KIMHWYECKMM NOPOSIBICHUAM 3aJEPKKU pOCTa IUIOAA OTHOCATCS
HU3Kasg nprubaBkKa B Bece OEPEMEHHOM, BHICOTA CTOSIHUS THA MAaTKU MEHb-
1€ XapaKTEPHBbIX 3HAYEHUW NJI TaHHOTO CPOKa, HU3KHE MOKaszaTenu ¢e-
TOMETpUH Mo JaHHbIM Y 3U moza.

VY3W nuarHocTuka BKJIIOYAET B ce0s M3MEpEHHE psifa MapaMeTpoB,
Takux Kak OumapuetanbHbiii pasmep (BIIP), nnuna Genpa (Ab), okpyx-
HOCTh TOJIOBBI (OI'), okpyxHOCTh #*uBOTa (OXK), U BEIYUCIECHHUE paCUET-
HOI Macchl Toja. MHTepnpeTaius 1aHHbIX (PETOMETPUN MPOU3BOIUTCS C
YYETOM MEPUEHTUIBHBIX KPUBBIX, CHH)KEHHUE TEX WJIM WUHBIX NApaMETPOB
meHee 10-ro nepuentuiia ykaspiaeT Ha 3BYP. Cummerpuunas gpopma xa-
paKkTepu3yeTcsl MPONOPIMOHANIBHBIM CHM)KEHHUEM BCEX MoKazareneu (e-
TOMETPUHU, & ACUMMETPUYHAS — CHUIKCHUEM, TMPEXKIE BCEr0, OKPYKHOCTHU
*uBoTa (Taou. 2.3.1).

[TocTHaTaIBHBIA JUArHO3 3aJEpPXKKM pOCTa BKIIKOYAET AHTPOIIOMET-
pUI0, KIMHUYECKOE OOCIEJOBAaHHE, PACUYET MACCO-POCTOBOrO HMHAECKCA
(MPH), xoTOpBII HOCUT BCIIOMOTaTENbHbIM XapakTep. [nuHy Tena uzme-
PSAIOT B CaHTUMETpaxX OT MAaKYIIKW JI0 MITOK B TOJIOKCHUU peOEHKa Ha
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CIIMHE C BBIIPSMIICHHBIMH, 110 BO3MOKHOCTH, B KOJICHHBIX CyCTaBax HOra-
MU U COTHYTBIMH IOJ MPSIMBIM YIJIOM CTOIIAMH HOT HA POCTOMEPE WIIH I1e-
JICHAJbHUKE C CAaHTUMETPOBOM JIEHTOW. Maccy Tena OomnmpenesisitoT IMyTeEM
B3BEIIMBAaHNS HOBOPOXKAEHHOTO ¢ TOYHOCThIO 10 10 1. [Ipn onpenenennn
OKPY>KHOCTH TOJIOBBI CAHTUMETPOBAS JIEHTA MPOXOJIUT Yepe3 HaAOpOBHbIE
IyTH Y BBICTYHAOIIYIO YaCTh 3aThUIKA, OKPYKHOCTH TPYIX — MOJ YIJIOM

JIONIATOK U HUKHEN TPETHU apEOJIbl TPYAHBIX KEIIE3.
Tabauuna 2.3.1
Jugppepenyuanvnan ouaznocmuxa gpopm 3adepircku pazeumus niooa
no 0anHvIM hemomempuu

[Tapametp Cummerpuunas popma | AcumMmmeTpudHas ¢popma
bunapueranpHblid pazmep CHUXXEH HOpMa
Jnuna 6enpa (1b) CHUKEH HOpMa
OxkpyxHocTb royioBsl (OI) CHIKEH HOpMa
OxkpyxHocTb xuBOoTa (OXK) CHIDKEH CHIKEH
OI'’OXK HOpMa CHIDKEH
Jb/OX HOpMa CHUXEH

B 3aBucrMoOcCTH OT 3HAaYCHMI Beca M JJIMHBI TeJa IIPU POKICHUU BO3-
MO’KHO BBIUYMCJIEHHE Macco-pocTtoBoro uniaekca (MPUW) (anrn. ponderal
index) o ¢opmyne:

BeC,T
MPU = =X 100
(MIHMHA Tena, cM)

MPU B npenenax 2,2-3,0 1y HOBOPOXKICHHBIX SIBIISIETCS HOPMallb-
HBIM JMANla30HOM HE3aBUCHUMO OT CpOKa recramuu, nosna pedenka. [Tapa-
METpP NIOMOTAET OLEHUTD, SIBISETCA I BHYTPUYTPOOHOE pa3BUTHE peOCHKA
CUMMETPUYHBIM (HOpManbHblE MPU) nnn acuMMeTpUYHBIM (KaK MpaBHU-
10, MPU mmxe 2,0).

3BYP — 310 cuHApOM, KOTOPBIN MOSBISETCS BO BHYTPUYTPOOHOM Tie-
PHOJIE U XapaKTEPU3YETCS 3aMEIJIEHUEM, OCTAHOBKOMW WIIM OTPULIATEIBHOU
JUHAMUKOW pa3MEPOB IUIOJIA U MPOSABISETCS Y HOBOPOKJICHHOTO CHUMKE-
HHEM Macchl TeJla (KaK MHTETpajIbHOIO MOoKa3aTessl pa3MepoB I104a) Ha 2
u 0OoJjiee CTaHIAPTHBIX OTKJIOHEHMS (WK HiKe 10-rOo MEepUeHTHIS) IO

CPaBHEHHUIO C JOJDKEHCTBYIOIIEH I recTallmoHHOro Bo3pacta (Bomoaun
H.H., 2007).
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PaHee oneHKa (pU3HUECKOTO Pa3BUTHUS HOBOPOXKIAEHHBIX JeTel B Poc-
CHUU IIpou3BojmiIack cornacHo Tadiuumam b.H. WMneunoit (1975) u I'.M.
HementreBoit (2000). K HacrosmemMy BpeMeHHU JaHHbBIC TaOJUIIBI yCTape-
U, TpeXAe BCEro, BBUAY YKa3aHHOTO MHHUMAJIBHOTO T'€CTAallMOHHOTO
BO3pacTa 28 HEJEeNIb, YTO HE COOTBETCTBYET TEKYIIUM KPUTEPHUSM >KUBO-
POXKIAECHHOCTH.

B nacrosiee Bpems HanboJsiee pacpoCTpaHEHHBIMU JJ1s1 OIIEHKHU (Pu-
3MYECKOTO Pa3BUTHUSI HOBOPOXKICHHBIX SBISAIOTCS Tabmuibl BO3, kpuBbie
®enrona (LR. Fenton, 2013) u Intergrowth 21°(2014) (cM. npuioxkeHue).
Tabnuubl 1 kpuBble BO3 1M0O3BOMISIOT OIEHUTHh (PU3NUECKOE PA3BUTUE J10-
HOIIIEHHBIX HOBOPOXJICHHBIX, OJIHAKO HA MPAKTUKE UCIOIB3YIOTCS PEAKO.
Kpussie ®denTona Obuiu BHeapeHbl ¢ 2006 . U ganee MpeTepriesiv mnepe-
cmoTp B 2013 r. KpuBbie @eHTOHA MO3BOJIAOT OLIEHUBATH KAK JOHOIICH-
HBIX, TAK ¥ HEJIOHOLICHHBIX JIE€TEH, HAUYMHASA C 22 HENENIH T'eCTallud U 10
50-i1 Hedenu TOCTKOHIENITYaJbHOTO Bo3pacTa. TaONuIilbl M KPUBBIC
Intergrowth 21 TaxxKe MO3BOJIAIOT OLEHUTH TTAPAMETPH HOBOPOKICHHOTO
CO CPOKOM rectainuu oT 24 HeAelnb ¢ TOYHOCTBIO 0 JTHS. AHTPOIOMETPH-
YecKHe MokKaszarenau (Macca, JJIMHa TeJa, OKPYKHOCTh TOJIOBbI) CUUTAIOTCS
COOTBETCTBYIOIIUMHU T'€CTAIIMOHHOMY BO3PacTy, €CJIM OHU HAXOHSITCS B
uatepBasie Mexay 10-m u 90-m nepueHTrieM. JIMarHOCTUYECKUM KpUTE-
pueMm 3BVYP, npexnae Bcero, cuntaeTcsi CHHXKEHUE Macchl Tena Menee 10-
ro nepreHTuIs (Win Ha 2 1 00Jiee CTaHAAPTHBIX OTKJIOHEHUS).

Heo6xoauMo OTMETUTh, YTO PEe3yJbTaThl OLICHKH (PU3UUECKOTO pas-
BUTHSI C MTOMOIIBIO PA3IMYHBIX TaOJIUI[ MOTYT BapbUpOBaThCs. B CBs3M ¢
3TUM MBI PEKOMEHJYEeM 00s53aTEIbHOE YKa3aHUE B MEJIUIIMHCKOUN JTOKY-
MEHTAllMM BUJa TaOJUII, COTJIACHO KOTOPHIM MPOBOAMIACH OlleHKa (hU3M-
YECKOIro pa3BUTHUSI peOCHKa.

Ilpumep 1

Mayibuuk poxaeH Ha cpoke 39 Heleslb COo CIASAYIONMMU MapamMmeTpa-
Mmu: Bec 2350 r, jymuHa Tena 45 cM, okpykHOCTh roJioBsl (OI) 32 cm.

BapuaHTbl OLICHKH:

1 BapuanT — kpuBbie @entona (2013)

CornacHo CBOJIHOM TaOJIMIE KPUBBIX, YKa3aHHBIE TApAMETPhI peOCHKA
BXOJST B CJIICNYIOIIUE JUAMA30HBbI:

BEC — HIXKE 3 MEPLECHTHIIA;

JUTMHA TEJa — HWXKE 3 NEPLUECHTUIISA,

OI' — Hmxe 3 nepueHTHIIS.

CHuxeHHne BceX MapamMeTpoB FOBOPUT O CUMMETPUYHOM WM THIIO-
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mnactuyeckoM tune 3BYP. B nannom kimmHnueckoMm ciyyae 3BYP 3 cre-
NIEHU, TaK KaK BCE apaMeTPhl HIKE 3 MEPLUEHTUIIA.

Takum o00pa3oM, 3akiaOueHHE OyAeT 3By4yaTh Kak: JIOHOIICHHBIM
39 menenb, 3BYP 3 creneHun no runoriacTH4ecKOMy THITY.

2 BapuaHT — kpuBbIe Intergrowth 21% (2014)

CornacHo cBOIHOM TaOJIUIE KPUBBIX, YKa3aHHbIE TapaMeTphl peOeHKa
BXOJST B CJIEAYIOIINE AUANa30HbI:

BEC — HUKE 3 MEPUECHTHIIS;

JUTMHA TeJla — HUXKE 3 TepLeHTUIIS;

OI' — amxe 10 nepueHTHIIA.

Tak Kak OCHOBHBIE NapaMeTpbl (BeC, JJIMHA) HWXKE 3 MEPUEHTHIIS,
3BYP Takxke Oyner 3 crenenu. Takum oOpa3om, 3aKJIIOYEHUE MO aHTPO-
MOMETpHH cornacHo Tabmuam Intergrowth 21% (2014) Gyner 3Byuats
uneHTn4Ho KpuBbiM Dentona (2013): monomenusii 39 Henens, 3BYP
3 CcTeneHu MO TUIOIJIACTUYECKOMY THITY.

3 BapuaHT — Tabaunsl BO3

CornacHO CBOJIHOM TaOJIUIE KPUBBIX, YKa3aHHbIE TapaMeTphl peOeHKa
BXOJISIT B CJICAYIOIINE AUANa30HbI:

BEC — HIKE 3 MEPLECHTHIISA;

JUTMHA TeJla — HUXKE 3 TEepLEeHTUIIS;

OI' — 3 nepueHTUIb.

B ciyyae oueHKH C MOMOLIBIO Z-MPeoOpa30BaHUS BCE IMAPaMETPhI
Huxke 2SD.

3aKII0YE€HUE UICHTUYHO JBYM MPEIAbIIYIIUM.

Ilpumep 2

JleBouka poxaeHa Ha cpoke 34 Heaenu 1 2 IHS CO CICAYIOIMMU Ta-
pametpamu: Bec 1615 r, nyiuna Ttena 41,5 cM, okpykHOCTH T0J10BHI (OI') 29
CM.

BapuaHTbI O11€HKH:

1 Bapuant — kpuBbie @entona (2013)

CornacHO CBOJTHOM TaOJIMIE KPUBBIX, YKa3aHHBIE ITapaMeTPphl peOCHKA
BXOJSIT B CJICAYIOIIUE UAMa30HbI:

BeC — BbIlIEe 10 mepueHTuIs;

JJIHA Teya — Bbime 10 nepueHTuIs;

OI" — Bobiie 10 nepueHTUIS.

VYka3aHHbIC aHTPOIIOMETPUUYECKHE MMOKA3aTeJIM B HOpMaJbHOM JIHaria-
30He. TakuM 00pa3oM, 3aKTIOUCHHE OyIeT 3ByUaTh Kak: HEJOHOIICHHOCTh
34 Henenn, COOTBETCTBYET CPOKY I€CTALUU.
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2 BapuaHT — kpuBsbIe Intergrowth 21% (2014)

CornacHo CBOJIHOM TaOJIMIE KPUBBIX, YKa3aHHBIE MApAMETPhl peOCHKA
BXOJSAT B CJIEAYIOIIUE JUAA30HBbI:

Bec — MeHee 10 nmepruenTus;

IMHA Tena — MeHee 10 rmepueHTus;

OI' — menee 10 niepreHTHIIA.

B 1aHHOM KJIMHUYECKOM Ciydyae BHJIHBI pa3iduus MPU OIECHKE JaH-
HBIX AHTPONMOMETPUU  pa3HbIMU  crocobamu. CoOrylacHO  KpHUBBIM
Intergrowth 21% (2014), y pebeHKa CHMMETPHYHBIH (TUIIOIIACTHYECKHUI)
tun 3BYP 2 crenenu.

3 BapuaHT — Tabnuiel BO3 HeoCTymHBI 171 UCTIOJIb30BAHUS, TaK KakK
peOEHOK HEJJOHOIICHHBIN

Kak yka3piBanoch BbIIllI€, B 3aBUCUMOCTH OT OTCTAaBaHMs TOJIBKO Beca
WIA OJHOBPEMEHHOT'O OTCTaBaHUA BECa U POCTA BBIACISIOT aCUMMETpUY-
HBII 1 CUMMETPUYHBII BapUaHTHI 3aJIEPKKH pa3BuTug (Tadmn. 2.3.2).

Taoauua 2.3.2
CpasrnumenbHan xXapakmepucmuka munoe 6HympuympooHoil 3a0eprcku
pazeumus y HOBOPOICOCHHBLX

[Tapamerp CummerpuyHas hopma AcummerpuyHas hopma

[lepuon Bo3nencTBus mo- | Pannuii Ilo3nnui

BPEXJIAIOIIETO (paKkTopa

Jlons oT BCex ciryyaeB 20-30 % 70-80 %

3BVYP

ITHOIOTHUA I'eneTnueckue anomManuu, deTroruianeHTapHas He-
uHbeKIuu JOCTaTOYHOCTh

[Tatodusunonorus CHixeHo konnuecTBO Kie- | CHMKEH pa3Mep KIIETOK,
TOK, UX pa3Mep HOPMaJbHbIN | KOJUYECTBO B HOPME

MPU Hopma CHumxeH

AHTponomeTpus [IponopurioHasibHO HU3KUE | TOJIBKO HU3KUN BEC
MOKa3aTeIun

[Ipu3HaKu HEAOCTATOYHO- | MEHEE BBIPAKEHBI 0oJee BBIPAKEHBI

CTHU NTUTAHUS

Cummetprunas 3BYP o0ycioBiaena mu00 CHIKEHHEM TOTEHIIMATBHBIX
BO3MOXHOCTEH IJI0/1a K POCTY (T€HETUYECKHE, TOPMOHAIIbHBIE HAPYILIEHUS
WIM BHYTpUYTpOOHbIE MH(pEKInH), MO0 ApyrumMu (akTopamu, JEHUCTBY-
IOIMMU B paHHHUE CPOKU OepemeHHOCTH. [Ipu cuMMeTpUyHOM BapuUaHTe
IPOUCXOJIUT MPOMOPIUOHAIBHOE CHUKEHUE BCEX (DU3MUECKUX MapaMeT-
poB MeHee 10-ro nmepueHTus.
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Y HOBOPOXIAEHHBIX C ACUMMETPUYHBIM BAPUAHTOM POCT COOTBETCTBYET
CpPOKY recTtanuu, a Bec MeHee 10-ro nepueHTuIsl, OKpY>KHOCTb T'OJIOBBI CO-
OTBETCTBYET CPOKY, IIPH 3TOM OKPY>KHOCTbH T'OJIOBBI OOJIbIIIE OKPYXHOCTH
KUBOTA. BaXXHBIMU KIMHUYECKUMM TPU3HAKAMU SBJISIOTCS CUMIITOMBI
MOHM>KEHHOTO TUTAHUS: UCTOHUYEHUE TOJIKOKHO-)KUPOBOTO CIIOS, YMEHbB-
[ICHUE TOJIIMHBI KOXKHOM CKIIAJIKH, OKPY>KHOCTU Oefipa, Iieda, CHUKEHUE
Typropa TKaHEW, YBEJIIMYEHUE KOJUYECTBA KOXKHBIX CKJIAJOK HA KOHEYHO-
CTSIX, IlI€€, OSIBIICHUE UX Ha JIUIE («CTApUECKOE» BBIPAKECHUE JIUIIA), ATO-
IUIAX, BOKPYT CYCTaBOB, YETKasi OUEPUYECHHOCTh pedep U JPYTUX KOCTHBIX
BBICTYIIOB, KOKa TOHKasi, npsdiasi, cyxas, C LIETyIIEHUEM, BO3MOXXHO
HaJIM4ue MPU3HAKOB MOPGO-GyHKIMOHATBHOW He3pelocTH. CUMIITOMBI
NOHWKEHHOTO TUTaHUS OOYCIABIMBAIOT OTYETIMBBIC AUCIPONOPIUU B
TEJIOCJIOKEHUH Y HOBOPOXKJICHHBIX: JAETHU BBITJSAISIT XYJIBIMH, C OTHOCH-
TEJIbHO OOJIBIION TOJ0BOM. J[JIT HOBOPOXKIEHHBIX C ACUMMETPUYHBIM Ba-
PUAHTOM 3aJEpPKKU Pa3BUTUS XAPAKTEPHBIMHU SIBISFOTCA W3MEHEHUS
dbyukiuonanbHoro cocrosHus [[HC: cunapom yrHeTeHusi, MblllICUHAs
JTUCTOHUSI WJIM HANpPOTHUB, MOBBIIICHHE HEPBHO-PEhIECKTOPHON BO30YIU-
MOCTU (OECITOKOMCTBO, TPEeMOp KOHEYHOCTEH, pa3apaKUTEJbHBIM ILIay),
HapylICHUE CHA.

[Ipuunny BHYTpUYTPOOHOU 3aJ€p>KKU Pa3BUTHs B TMOJOBUHE CIy4acB
YCTaHOBUTh HE ynaercs. HapymieHus pa3BuTHs IUIOJA CBS3aHBI C pac-
CTPOMCTBOM HEUPOTPOPUUECKUX U HEHPOIUPKYIATOPHBIX MEXAHU3MOB,
PETYIUPYIOIIUX MPOLECCHl CUHTE3A B €IMHOM CUCTEME MATh — IJIALIEHTA —
wioj. OTMeueHHbIe HEOJaronpusaTHbIE (DAKTOPHI BEAYT K XPOHUYECKOM
TUMIOKCUU, WU3MEHEHUIO  (PYHKIIMOHAJIBLHOIO  COCTOSIHUSI ~ MAaTOYHO-
IIalleHTapHOTO Oaphepa, MHTOKCUKAIIMHM, HEJOCTAaTOYHOMY CHAOKEHHIO
IJ10/1a TUIACTUYECKUMH M HEPTETUYECKUMU BellecTBamMu. Jluama3oH npu-
YUH, BBI3BABIIMX 33JIEPKKYy POCTa IUIOJA, JOCTATOYHO IITUPOK (TaOJl.
2.3.3).

CornacHo MexAyHapoaHON Kiaccudukaruu OosiesHerd 10-ro mepe-
cmotpa (MKbB-10), koaupoBanue auarHoza 3BYP B03M0XHO B COOTBET-
CTBHUU C UX BAPUAHTOM:

P05.0 — «ManoBecHbI» 1Sl TECTALIMOHHOTO BO3PacTa IUIOJ» COOTBET-
CTBYET aCUMMETPUYHOMY (TUMOTPO(YUUECKOMY) BapUAHTY.

P05.1 — «Maunbii1 pazMep 1wioga it TECTALIMOHHOTO BO3PAacTa» COOT-
BETCTBYET CUMMETPUYHOMY, WA THIOIJIACTUYECKOMY BapUaHTY.

BayTpuyTpoOHas 3aiepkKa pocTa MOKET ObITh COCTABISIONIENH OJTHOTO
W3 HACJIEACTBEHHBIX CHHAPOMOB M CAMOCTOSITENIbHBIM COCTOSIHHUEM. B 110-
CJIEHEM cllyuyae 3a00JIeBaHHE BOZHUKAET, KaK MPaBUIIO, CTIOPAIUUECKHU.
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Taoauna 2.3.3

Smuonozus 3adeprcku pocma naooa (adanmuposano no D.Sharma et al., 2016)

Marthb

IH1anenra

Mo

—Bo3pact (< 16 umm > 35
JIeT);

— HU3KHUU COIHO-
SKOHOMHWYECKHM CTaTYC;

— HEZI0CTaTOYHbBIN BEC
mianeHThl (< 350 T win
MeHee 8 % ot Beca pe-
OeHKa);

— 1oJ1 (Jare ACBOYKH);

— KOHCTUTYIIMOHAJIbHBIC
0COOEHHOCTH;

— MHOT'OIIOTHAsT OepEeMEH-

— QHOMAIHS IPHKPETT- | o .

JICHMS;

—O9THHUYCCKHUC, KOHCTUTYIIHUO-

HaJIbHBbIE OCOOCHHOCTH; — XPOMOCOMHBIE AHOMATHH

(tpucomun 13, 18, 21 xpo-
MocoMbl; 45X0);

— rpyOble aHOMAJIUU pa3-

— aHOMAaJIMM COCY/IOB
1aneHTsl (beccocyau-
CTBIE€ BOPCUHBI, OJIU-
HOYHAs MyTOYHAas ap-

— IIPOXKUBAHUE B BBICOKOIO-
pbe (Boie 3000 M Ha ypOB-
HEM MODs);

— MPUEM JIEKAPCTBEHHBIX Tepus U 1p.); BUTHS OPTaHOB U CHCTEM
*Jd

CPEACTB; (areHe3us MoJKETYA0YHON

— MHOXECTBEHHbBIE MH-
_ cpeuii U TIKENBIH QH3H- (apKIL: XKeJe3bl, OCTPOBKOB JlaH

5

4eCKHi TPYL; repraica, racTpOIIN3uC,

— IIpEeKeBpEMEHHas aHdHIEehamus u ap.);
— BEC U POCT A0 OEPEMEHHO- | greroiika:

b

— BHYTPUYTPOOHBIE UH-

ctu (MMT < 20, Bec < 45 unu
dexuu;

— WH(EKIMY TUTAICHTHI;

> 75kr);
— napurer (MepBble POJB I | MHOT'OIUIOHAS Oepe- | — TeHETHYCCKHE :I;{a6oneBa-
oonee 5); MCHHOCTB; Hus (cuHapomsel HyHan,

bnyma, Kopuenuu ne Jlan-
re, Paccens-CunbBepa,
Cexkkens, JIapona, [Ipagepa
— Buinu u ap.);

— MHTepBaT My bepemen- | ONYXOMH IUIALCHTERL,

HOCTBIO (< 6 unu > 120 me-
CAIICB);

— Y3JIBI ITYTIOBUHBL.

— Hpeablaymue 1eTu co — MeTaboaIn4ecKue 3a001e-

3BVYP; BaHUs (ralaKToO3eMHus,
— OEPEMEHHOCTD C ITOMOIIBIO BPOXKJICHHBIE JTUTIOIHC-
BPT; Tpoduu, runodocdaraszus,

b

TaHIIMO3uA03 1 THIa, JIen-
pevyayHu3M, PECHUITKETOHY-
pusi, TPaH3UTOPHBIN HEOHA-
TaJbHBIN JUaber).

— HU3KUW YPOBEHb MEIUIMH-
CKOM IMOMOIITY OEPEMEHHOM;

— IIJIOXOC ITMTAHHUC,

— HU3KHE IPpUOaBKH B Bece
pu OepEeMEHHOCTH;

— CONYTCTBYIOIIHE 3a00JICBa-
HUS,

— [aTOJIOTUs OEPEMEHHOCTH;
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— HH(EKIMOHHbIE 3a00J1eBa-
HUSL;

— BpCAHBIC IIPHUBLIYKH.

Ilpumeuanue: BPT — BcrioMorarenbHble penpoayKTUBHbIE TexHosoruu; UMT — unaekc mMaccsl
Tena

O6cnenoBanue aereit co 3BYP B HeoHaTalbHOM MEpUOAEC HANPABICHO
Ha BBISIBJICHUE 3a00JIEBAaHUM, CHMOITOMOM KOTOPBIX MOXET ObITh 33JIEpKKa
pocTa U pa3BuTHE Haubosee TUMUYHBIX ociioxkHeHuil. [letn co 3BYP co-
CTaBJISIIOT TPYIIy PUCKA IO PA3BUTHUIO PA3IMYHBIX MATOJOTHYECKUX CO-
CTOSTHUM B HEOHATAJIbHOM MEPHUOJIC, TAKUX KaK IMepuHaTalbHas achukcus,
runokcuuecku-umemuyeckas sumnedanonatus (I'MI), runorepmus, rumo-
[JIMKEMUST WIA TUNEPTIUKEMHUS, TUTOKAIBIUEMHUS, TOJIUIIUTEMUSI, TUTIEP-
KOAryJjsiusi, KoaryjaonaTus, TPOMOOIMTONIEHUS, HEUTPOTICHUS, UH(PEKIU-
OHHBIM TIPOLIECC, CEINCUC, TMEePCUCTUPYIOIIAsl JIErOYHas THUIEePTEH-
3Usl, IETOYHOE KPOBOTEUCHHUE, MEKOHHUAJIbHAs acrmpa-
1Ysl, HEKpOoTU3upytomuit s3HTepokoaut (HIK).

B cBs3u ¢ 3TUM HEOOXOAMMBI IMATHOCTUYECKUE MEPONPUSITHUS, 00bEM
KOTOPBIX MOKET BapbUPOBATHCS B 3aBUCMMOCTH OT KJIMHUYECKOW CHUTYya-
1107078

1) ananu3 TedyeHus: OEPEeMEHHOCTH, MAaTEPUHCKOTO aHaMmHe3a (COmyT-
CTBYIOIIME 3a00JI€BaHUs, IPUEM JICKAPCTBEHHBIX CPEJICTB, BPEAHBIC MPH-
BBIUKH U T. [1.);

2) KIMHUYECKUM aHaIu3 KPOBU (MCKIIOUUTH MOJMITUTEMHUIO U TPOMOO-
IIUTONICHUIO COOTBETCTBEHHO);

3) MOHUTOPHHT TIIMKEMHUH, YPOBHS SJECKTPOIUTOB U APYTUX OHOXUMHU-
YeCKHUX TMoKa3zareliei, KucioTHo-ocHOBHOE coctossaue (KOC);

4) xoaryyorpaMmma (To MOKa3aHUsIM);

5) ckpuHUHT Ha HauboJee pacpoCTpaHEHHBIE MTepHUHATAIbHbIC TH(DEK-
11Y;

6) KOHCYyJIbTalIUs MHOEKIIMOHUCTA (110 TTOKA3aHUSIM);

7) MHCTpyMEHTabHasl TUarHOCTHKA (C LEJbI0 BepU(DUKALUK TTOpaXkKe-
HUW BHYTPEHHUX OpraHoB) — Y3W BHYTpPEeHHUX OpPraHoB, HEHPOCOHO-
rpamMma (HCT'), Oxo0-KT" u 1p.;

8) TOpMOHAJILHOE HMCCIEAOBAHUE KPOBU: MHCYIUH, C-MenTu, coMaro-
tponuH, U®P-1, xoptuzoin, TTI' (B 3aBUCUMOCTH OT KJIMHUYECKOWU CHUTYya-
LUH);
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9) npu HaJIMYKMKM OOJIBIIIOTO KOJWYECTBA CTUTM JU3’IMOpHOreHe3a, Xa-
PaKTEPHBIX (PEHOTUNMMYECKUX YEPT — KapuOTUNHUpPOBaHUE (Tpucomuu 13,
18, 21 xpomocomsbl; 45X0), CKpUHUHT Ha Haubojee pachHpoCTPaHECHHbIE
HaCJIC/ICTBEHHbIC aHOMAJIMU 0OMEHA BEIIECTB;

10) koHCyIbTAIIMS TEHETUKA (TI0 TOKA3aHUSIM ).

JInarHoCTUKa MHOTMX PEAKHX CHHIPOMOB, CONMPOBOXKAAOIIMXCS 3a-
JIEPKKOU POCTa U XPOMOCOMHOM TATOJIOTUENW, OCHOBAHA HA XapPaKTEPHOM
dbeHoTuIIE.

Cunopom Tepuepa (Cunopom lllepewescxoco—Tepnepa, 45 XO)

Yacrora BcTpeuaemoctu cunapoma 1:2000-1:2500 HOBOPOKIEHHBIX
neBouek. Kapuorun takux namueHTok 45 XO, BO3MOXXHBI MO3aWYHBIE Ba-
puanTtsl. Hapymenne pocra Bctpevyaercs B 95-100 % cnydaeB cuHapoma.
[Ipu poxkaeHun oTcTtaBaHue B pocte oOblyHO B mpenenax 1-1,5 SD. He-
PEIKO JIEBOYKH POXKIAIOTCS ¢ ACPUIIMTOM POCTAa M HU3KON Maccoil Tena.
Huzkuit poct He 00yCIOBIEH MCTHHHBIM JAe(UIIMTOM TropMoHa pocrta. B
NaTOrEHE3€ 3aJEPKKU POCTa BEAYIIEE 3HAYEHHUE OTBOIAUTCS HEIOCPE.I-
CTBEHHOMY BIIMSIHUIO T€HETHMUECKUX HAPYIICHHM, OOYCIOBJICHHBIX JEjie-
nueit rea SHOX. OTcyTcTBUE OAHOM KOIMHU 3TOTO T'€HA MPUBOJAUT K HU3-
KOMY POCTY U CKEJIETHBIM HApYIICHUSIM.

B 3aBHUCMMOCTH OT BapHaHTa KapuUOTHWIIA KIMHUYECKUE MPOSIBICHUS
MOTYT OBITh Pa3JIUYHON CTEMEHU BBHIPAKCHHOCTH. JlaHHBIA CHUHAPOM Xa-
pakTepusyercsi psagoM (HEHOTUIMUYECKUX MPU3HAKOB: JUMQaTUUECKU
oTek (MuMdenema) KUCTEH W CTOM, KOTOPBIM ACPKUTCS OT HECKOJIBKUX
IHEW 10 2—3 JIET, MHOKECTBEHHBIE HEBYChI, BUTUJIUTO, TUIIEPTPUXO03, HU3-
KUl YpPOBEHb POCTa BOJIOC Ha Iee, Aedopmalius HOTTEBBIX IIACTUHOK
(Y3KH€ U KOPOTKHE, IITyOOKO CHISIT HAa HOTTEBOM JIOXKE), IIUPOKAsl TPy AHAS
KJIETKa C IIMPOKO PACCTaBICHHBIMH COCKaMU (THUIIEPTEIOpU3M), IIes KO-
poTkast U mupokas. KiiaccudyeckuM BHEITHMM MNPU3HAKOM JIAaHHOTO CHH-
JpOMa SBJISIFOTCS KPBUIOBUIHBIE CKJIaAKK Ha 1iee (Pterygium coli). Beipa-
KEHHOCTh KOXHBIX CKJIAJIOK CHJIBHO BapbupyeT. [Ipu pe3ko BBIpaKEHHBIX
KOKHBIX CKJIQJIKaxX IIE€U KOHTYpPHI €€ Mpu (PPOHTATLHOM OCMOTpPE MPUOO-
peTaroT HeonpeieeHHbIe ouepTanusl. YacTo Takoi BHEUTHUN BU 00pa3HO
Ha3zbIBaeTCsl CHUHKCONONO00HBIM. C pa3iMuHONW YacCTOTON BCTpPEUAIOTCA U
JIpyTrue CTUTMbI JU33MOpHUOTeHe3a (SMUKAHT, MUKPOTHATHUA, AedopMalius
CTON M KHUCTEH U T. 1.). HacTo y neBodek ¢ cuHApoMoM TepHepa mpucyr-
CTBYIOT pa3JIMUYHbI€ TOPOKHM BHYTPEHHHUX OpPraHoB (MOPOKH cepjla u
KPYIHBIX COCYJOB, TOYEK, TUCTCHE3UsI TOHAA U Jp.). B manbHeimeM Je-
BOYKH UMEIOT HU3KYK CKOPOCTh POCTA, 3aACPKKY WM MTOJTHOE OTCYTCTBUE
MOJIOBOTO PA3BUTHSI BBUJIY THIIOIOHAJAU3Ma, U KaK CJIEACTBHE OECILIOAME,
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MOJABEPKEHBl PUCKY PAa3BUTHS ayTOMMMYHHOI'O THUPEOUJIUTA, CaXapHOTO
nuabera. OU3NYECKOE PAa3BUTHUE JIEBOYEK OIEHUBAETCS MO CIEIHaTbHBIM
LHEHTWIBHBIM KPHUBBIM pOCTa. B JedeHur HCHOJIB3YyIOTCS WUHBEKIIMU TOP-
MOHA pOCTa M 3aMECTUTEJIbHAs TOPMOHaJIbHAsi Tepamusi (3CTpOreHaMH U
npenapaTaMu IPorecTepoHa) ¢ moJapocTkoBoro Bo3pacra (13,5—-14,5 ner).

Cunopom Cexkens

Cunapom Cekkensi («IITUIIETOJIOBBIC Kapiaukuy, Seckel Syndrome) — re-
TeporeHHas rpynmna peakux (dacrora menee 1:1000000) ayrocomMHO-
PELECCUBHBIX 3a00JIEBaHUN, XapaKTEPU3YIOLIUXCS 3aJEPKKOH BHYTPHU-
yTPOOHOTO pa3BUTHSI, KAPIUKOBOCTHIO, MUKpoOLEeDaIUel ¢ 3aePKKON yM-
CTBEHHOT'O Pa3BUTUSI M XAPAKTEPHBIM «IITHUYBUMY JIUIIOM (OOJBIION KITIO-
BOBUJHBIM HOC, HU3KO PACIIOJOKEHHBIC YIIIHBIE PAKOBUHBI, CKOIIIEHHBIN
noa00po10K). Pa3nuyaroT Tpu TUINA TaHHOTO CUHAPOMA B 3aBUCUMOCTH OT
JIOKaJIW3alMi TEHHOM MyTauuu B 3-1, 14-1 wim 18-i xpomocome. Jleuenue
CUMITOMATHYECKOE.

Jlenpeuaynuszm

JlenpeuaynusMm, unu cuHapoM JloHoxwero (Donohue syndrome) — pen-
koe (dactora mpumepHo 1:4000000) ayTocoMHO-peIiecCCUBHOE 3a00JIeBa-
HUE, B OCHOBE KOTOPOIO JICKWUT MyTallMsi B T€HE pelenTopa WHCYJIUHA
INSR, 4TO TpUBOAUT K MHCYJIHHOpPE3UCTeHTHOCTU. C neeKToM TaHHOTO
reHa CBSI3aHbl TaK)Ke€ MHCYJIMHOPE3UCTEHTHOCTh TUMa A U cuHJpom Paob-
coHa-MeH/IeHX0JIJIa, KOTOPhIE HMMEIOT Pa3HyI0 CTENEHb BBIPAKEHHOCTH
cumntomMaTuku. CuHIpoM J[OHOXBIO PErMCTPUPYETCS B JBA pa3a yaile y
neBoyek. CHUHIPOM HMMEET XapakTepHble (EHOTUIIUYECKUE MPU3HAKU:
3BVYP u rpy0as nocTHaTajibHasi 3aJ€p>KKa pOCTa U Pa3BUTHS, IIPU ITOM C
OTCYTCTBHEM WJIM HEIOPA3BUTHEM IOJAKOKHOW JKHUPOBOM KIIETUYATKH,
acantosis nigricans, TUIEPTPOPUS MOJOUYHBIX KEJIe3, MOJOBBIX I'y0, KIIU-
TOpa y JIEBOYEK U TMOJOBOTO WICHA Y MAJbUMKOB, TUIEPTPUXO3, MbIIICU-
Has TUMIOTPOQus, aHOMAJIMU JIMLIEBOTO Yeperna ¢ XapaKTepHbIM BHEIIHUM
BUJIOM (MUKPOTHATHS, YIUIOIIEHHAs MIEPEHOCUIIA, KPYITHBIE U HU3KO MOCa-
YKEHHBIC YIIIM), BO3MOKHA BUcCIlepoMeranusi. Bei3BaHHasi MyTalneil HHCY-
JUHOPE3UTHEHTHOCTh BEAET K TUINEPUHCYIMHEMHUHU, THUIECPIIIMKEMUU,
CKJIOHHOCTBIO K KeToaruao3y. JleueHue cumnromarndeckoe. JletanbHbIn
UCXO0J B OOJIBIIMHCTBE CIIy4aeB MpU CUHJpoMe JIOHOXbIO HACTYIAET K 2
rojiam.

Cunopom Cunveepa—Paccena

K cocrosiHusiM, XapakTepu3yOIUMCSl BHYTPUYTPOOHOU 3a/I€PKKOH po-
cTta, OTHOCUTCS Takke cuHApoM CunbBepa—Paccena (Russell-Silver
syndrome). Yactota ganHoro cuniapoma 1:30000—-1:100000. ITpuuunoi
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CUHJIpOMa SIBJISIFOTCS pa3IMYHbIE MyTallMM B I'€HaX, OTBEYAIOIIUX 3a HOP-
MaJIbHBIN MpoIiecc pocTa, Kak mpaBuio (10 60 %) onpenenstoTcs MyTaluu
B 7 mm 11 xpomocome. Okono TpeTr Bcex ciydaeB cuHapoma Paccena—
CuiibBepa BbI3BaHbl u3MeHEHUsIMU TeHOB MDP-2 nnu H19. Cunnpom nme-
€T CJIEeAYyIolNe MPU3HAKKU: MaJibli BeC HOBOpoxkaeHHOro (Huxe 2 500 r)
IIpU JTOHOIIICHHOW 0€peMEHHOCTH, KapJIUKOBBIA POCT, MAJIBINA JTUIIEBOM Ue-
per ¥ OTHOCUTEJILHO OOJIBIIION MO3rOBOM OT/IEN MPUAAIOT JIUILY TPEYTOJib-
HYy10 (hopMy, YIJIBI pTa OMYIIEHBI — «poT Kapmna». [Ipu manHoMm 3aboseBa-
HUU BBISIBIIAIOTCS CKEJIETHAsI aCUMMETPHUS, MSITHA HA KOXKE IO TUITY «Kode
C MOJIOKOMY; KJIMHOJAKTUIUA V Tajiblla PyK; MHOT/Ia OTMEYaeTCs pexkie-
BPEMEHHOE T0JIOBOE pa3BUTHE (0COOCHHO y eBOUYEK). B TeueHue mepBhIx
JIET *U3HHU TUIIUYHBI [1JI0Xasi TpuOaBKa B Bece M CHUKEHHBINA anmneTuT. [1o
HEU3BECTHBIM MPUUYMHAM OTMEYAETCS PE3KOE TOPMOKEHUE PA3BUTHS CKE-
neta. Y OOJIBIIMHCTBA OOJIbHBIX MHTEIIEKT COXpaHeH. /[uarpamma pocra
TaKuX JIETeH, KaKk MPaBUJIO, COOTBETCTBYET 3-1 MEPLEHTUIINA UIU HECKOJIb-
KO HIXe ee. K B3pociioMy BO3pacTy poCT HU3KUM U COCTABISIECT Y MYKUMH
okoiio 151 cm, a y xeHmmH 140 cMm. B HacTosmumid MOMEHT CYIIECTBYIOT
KpPHBBIE POCTa U Beca i AeTer ¢ cuHapoMom Paccena—CunbBepa, pa3pa-
OoranHble paznuuHbiMu eHTpamu CIIA, T'epmanun.

Hetu ¢ cunopomom Ilpadepa—Bunnu napsany c 3aIepXKOW pocTta
UMEIOT BBIPAKEHHOE 0)KUPEHUE, KPUNITOPXHU3M, TUIIOCHAIUI0, MUKPOIIEHUC
U 32JIEP>KKY YMCTBEHHOT'O Pa3BUTHSI.

3ajepKKa pocTa MOXKET BCTPEUAThCS U MPHU JAPYTUX HACIEACTBEHHBIX
CHUHJpOMax, TaKHX KakK TpUcOMHsI XpoMocombl 21 (cunapom [layHa), Tpu-
comus XpoMocoMbl 18 (cuHapoM 3jaBapca), TPUCOMHUS XPOMOCOMBI 13
(cunapom Ilaray), cunapom PyOuHmTelina—TelOu, KOTOpbie MOAPOOHO
OMHUCaHbl B YYEOHBIX MOCOOHIX IO JETCKUM OOJIe3HSM, HACJIEACTBEHHOMN
NAaTOJOTUU U TEPATOJOTUH.

Ilpumopouanvuotii nanuzm BKIIOYAET B ceOsl TeUIIUT pocTa U HU3-
KyI0 Maccy Tella MpU POXKJICHUM B ClIy4yae JOHOILICHHOW OEpPEeMEHHOCTH.
Yamie Bcero Takue JETU POXKIAIOTCA Y )KEHITUH cTapiie 35 JIeT, B aHaMHe-
3¢ — IMPOU3BOJICTBEHHbIC BPEIHOCTH U JPYTH€ HETAaTHUBHBIC HYK30T€HHBIE
bakTopsl (KypeHue, aaKoroJnu3M, HApKOMaHUs), XPOHUYECKHE COMaTHYe-
CKkHe 3a00JieBaHUs. DTOT CUMIITOMOKOMILIEKC MOXET CBUETEIbCTBOBATH
O HaJWYUU TEHETHMYECKH OOYCJIOBJICHHOTO CHIKCHHUS TOTEHIIMU pPOCTa
TKaHEeW, HeIOCTAaTOYHOCTH TUIAIICHTHI WM )K€ HapyIIeHUH pocTa BO BHYT-
PUYTPOOHOM TEPUOJE TOKCUYECKOTO MM BOCHIAIMTENBHOIO rene3a. Eciu
OTCYTCTBYET JOMOJHUTEIbHAS] CHMITOMATHKA U BMECTE C TEM HUMEIOIIYIO-
Cs KJIMHUYECKYIO KapTUHY HEJIb3S OTHECTU K KaKOMY-TO OMpPEACICHHOMY
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3a00JI€BaHHIO, TO TOBOPAT O MPUMOPANAIBLHON HU3KOPOCIOCTH. bepeMeH-
HOCTh OOBIYHO MPOTEKAET C IeCTO30M, yIrpo30il npepbiBaHusi. OyHKINU
SHAOKPUHHBIX OpPraHoB He HapylieHbl. [latodusnonornyeckue MexaHu3-
MBI, JIEXKAIINE B OCHOBE HEJOCTATOUYHBIX TEMIIOB POCTA, UCCIETOBAHbBI HE-
JOCTATOYHO. Y MHOTHMX JIETEM OTMEYECHbI HU3KAs CIOHTAHHAS CEKPEIUs
CTI" u camxennsie ypoBHH nupkynupyromux UOP-1, UOP-2 u UOPCh-
3. meroTcst cBeneHust 0 BO3MOXKHBIX HapyueHusax B kackaae CTI Ha pas-
JUYHBIX YPOBHSIX, BKIIIOYasi CHI>KeHUE yyBCTBUTENbHOCTH K CTI' u (unn)
N ®P-1, koTopbie MOTYT OBITH OTBETCTBEHHBIMH 32 HEJIOCTATOYHBIC TEMITbI
pocTa y 3TUX JAETEM.

B HeoHaTabHOM MEPUOAE TAKUE NETHU UMEIOT MOBBIICHHBIN PUCK pas3-
BUTHUSI runoriukeMud. [lokazaTrenu KOCTHOTO CO3peBaHMs BapruaOebHbl U
MOT'YT HE KOPPEJIMPOBATh CO CTEIECHBIO 3aJIEPKKU (PU3MIECKOTO PA3BUTHSL.
JlunaMuka pocta MOXKET ObITh pa3IMYHON. BONBIIMHCTBO JeTel yKe B Te-
YEHHUE TMEPBBIX JIET KU3HU JOCTUTAET HOPMAJbHBIX MTOKAa3aTelie pocra. Y
IPYTUX 3aiep’KKa pocTa COXpaHseTcs 0ojiee MPOJOJIKUTENBHO, HO B IO-
CIHEAYIOIIEM OHHM IIOCTENEHHO JOCTUTAalT HOPMAJIBHOIO POCTA, XOTS
ONpPEAEICHHAs YaCTh TAKUX JETEH TaK U OCTAIOTCS HU3KOPOCIBIMH.

JleyeHnue

Jleuenne MOMKHO OBITh WHIWBHUIYAJTU3UPOBAHO W HAIPaBICHO Ha
yCTpaHEHUE MPUYUH, KOTOPbIe 00YCIOBWIN pa3BUTHUE 3a0o0iieBaHusA. Bech
KOMIUIEKC JIEYEOHBIX MEPONPUSITUM CTPOUTCS C YUYETOM BBIPA)KEHHOCTHU
CHMIITOMATHKHU, HAJIMYUS OCJIOKHEHUN U WHAUBUIAYAITbHOW PEAKTUBHOCTHU
pebenka. Cnenuduieckoro Je4eHus He CYIIECTBYET.

C y4eToM CKIIOHHOCTH K TMIOTEPMHUU HEOOXOJUM TEIJIOBON PEKUM.
Kpome cobOmrofenns TeMnepaTypHOro pekrMa, pekruMa cHa U 00JpCTBO-
BaHMsI, HEOOXOAUMO pallMOHANIbHOE nmuTaHue. [Ipu cTabuiabHOM yHOBIIE-
TBOPUTEIIBHOM COCTOSIHUM PEOEHKa, HAJIMYMHU cocaTelabHOro pediiekca,
CKOOpPJIMHUPOBAHHBIX aKTOB COCAHUS U IIIOTaHUS TPYyAHOE BCKapMIIMBAHUE
ABJISIETCS. TIPUOPUTETHBIM CIOCOOOM KOPMJICHHUSA, HA4yalo KOPMJICHUS
HEeoOxoaumMo obecnieunTh B TeueHue mnepBbix 30—60 munyTt. KopmiieHue
yepes 30H] MOKa3aHo JETAM MeHee 32 Heneslb IeCTallui HE3aBUCHMO OT
MaccChl TeJla, a TaKXKe JIETSIM, POJIUBIIMMCS Ha cpoke Oosee 32 HeAenb Mpu
HaJMYMU JIBIXaTEJbHBIX PACCTPOUCTB, HEOOXOAUMOCTH PECHUPATOPHOMN
MOJJICPKKH, OTCYTCTBHHU cocaTelabHOTO pediekca. [Ipn HEBO3MOXKHOCTH
TPYAHOTO BCKApPMJIMBAHUS IUTAHWE HOBOPOXKJICHHOIO OCYIIECTBISETCS
aJaiTUPOBAHHBIMH MOJIOYHBIMU CcMecsIMHU. [lapeHTepalibHOE NUTaHUE
(HOJIHO€ WJIM YAaCTUYHOE) MOKAa3aHO IMPU HEBO3MOXHOCTHU WJIM HEHOCTa-
TOYHOM SHTEpaJbHOM muTaHuu. Pacuer nuranus y aereut co 3BYP pac-
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CUMTBIBAETCS 110 AHAJIOTUU C HEJIOHOIIEHHBIMU ACTbMU. bojee moapooHo
TaKTUKa KOPMJICHHSI HOBOPOKJICHHBIX ONKCAaHA B COOTBETCTBYIOIIUX KJIW-
HUYECKUX PEKOMEHIanusX (1o nmapeHTepaIbHOMY MUTAHUI0 HOBOPOXK/ICH-
HBIX, SQHTEPATHLHOMY BCKapMJIUBAHUIO HEJIOHOIIEHHBIX ).

JI1s1 HETOHOIIEHHBIX U TUMOTPOPUUHBIX JAETel pa3paboTaHbl 00OTaTH-
Tenu (hopTudukaTopsl) TPYIHOTO MOJIOKA U CIICIIMATIbLHBIC alallTUPOBAH-
HbIE€ CMECH C MOBBILICHHBIM COJiepKaHueM Oenka. OdoramieHrue 0eIKoMm, ¢
OJIHOW CTOPOHBI, HEOOXOAUMO /JI 0OECIIeUEHHUs JOTOHSIOIIEr0 pocTa pe-
OeHKa, 0JJHAKO, M30BITOK OEIKa CIIOCOOCTBYET M30BITOUHOMY aJUIIOTCHE-
3y, UTO SIBJISIETCS MPEANOCHIIKON K META0OJIUUECKUM HAPYIICHUSIM.

[IpubaBka B macce Tena 15-20 /KT B CYTKH SIBJISIETCSI KPUTEPUEM aJICK-
BaTHOCTH muTaHus. [IpubaBka MeHee 15 I/KT B CYTKHM CBsi3aHa ¢ HeOJIaro-
npusTHeIMU Tiocaenctusimu it [LTHC.

HeoOxoamMo moMHUTH, uTO AeTH co 3BYP sBnstoTcs rpymmoi BbICO-
KOI'0 pUCKa IO Pa3BUTHUIO rumnorinkeMud. CBOEBpeMEHHOE HA4YaJlo KOPM-
JICHUSI TIO3BOJISIET MPEIOTBPATUTh TUnoriukeMmuto. K mepam npodunaktu-
KU TUNIOTJIMKEMUH OTHOCAT: KOHTAKT C MAaTEPhIO «KOXKA K KOXKE» Cpazy IOo-
cie poxiaeHus (NMpodIakTUKa TUMOTEPMHUH), TEIUIO3alluTa, paHHEe
IpyJIHOE€ BCKapMJuMBaHuE (B TE€YEHHE MEPBOIrO Haca KU3HHU), KOPMIICHUS
KaxJible 2—3 Jaca 6€3 HOUYHOTO mnepephiBa (B nepBbie 3 nHs). [Ipu BhIsiBIIe-
HUW TUMNOTJIMKEMUU PEKOMEHJOBAH CYTOYHBII MOHHUTOPUHI TJUKEMUHU,
KOTOPBIN MOXKET MPOBOJUTHCS KaxKJble 1-3 yaca WiauM cUCTEeMaMu CyTOY-
HOTO MOHUTOpHUpOBaHUS. CTOWKHE THUMOTIMKEMHUU TPEOYIOT YTOUHECHUS
nuarsosa (cm. I'masa 6).

B03MOHOCTh BBIMMCKM M3 CTallMOHApA JOJHKHA ONPENENISIThCS WH]IH-
BUJIyaJIbHO U, TIPU HEOOXOJUMOCTH, NMPU COBMECTHOM OOCYKJIEHUH C PO-
JTUTENIIMU U MYJIbTUIMCIUIUTMHAPHON KoMaHaou. [Ipexae Bcero, pebeHOK
JOJKEH OBITh CTAOWIJIEH U OTHOCHUTENIBHO 3/I0POB, HEOOXOJMMO YUUTHIBAThH
yCTOMYMBBIM MPUPOCT Beca, Bec pebeHka (bojee 2 Kr), OTCYTCTBUE IPO-
onem B nutanuu. Ponurenn pebeHka MOMKHBI OBITH TPOMH(DOPMHUPOBAHBI
00 0COOEHHOCTSX yX0/a, KOpMJIEHHS peOeHKa, 00 0KHIa€MbIX TeMIIaX po-
CTa ¥ pa3BUTHS peOCHKA.

[Tpumepno y 10 % aeteid, poauBIIMXCS ¢ BHYTPUYTPOOHOU 3aIEPIKKOM,
OTMEUAIOTCA HEJIOCTAaTOYHBIE TEMIIbI pocTa. Takue JeTH OCTAITCS 4acTo
HU3KOPOCJIBIMU B IETCKOM U MOJAPOCTKOBOM BO3PACTE, X KOHEUHBIM POCT
Ha 1 SD u OGonee Huxe cpeaHero. KpurepueB nporHo3upoBaHus 3aMe]l-
JIEHHOT'O0 TEMIIa pOCTa y JIETeH, POJUBIIUXCSA C BHYTPUYTPOOHOU 3a/iepiK-
KO, B HacToslilee BpeMsa HeT. [[puunHa OTCyTCTBUSL JOTOHSIIONIETO POCTa
Hen3BecTHa. HemoHomeHHOCTh B couetanuun co 3BYP moxer yBennuu-
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BaTh CPOKH JOTOHSIONIETO pocTa. Tak, MOXKET MOTpeOOBaThCA YEThIPE MU
Oonee ner, 4ToObl JOCTUYh HOpMalbHOrO pocta. IIpu atoM mpexnaespe-
MEHHOE POXJEHHE HAa CPOKE MEHEE 32 HEJEb CBSI3aHO C IMOBBILIEHHBIM
PUCKOM OTCYTCTBHSI CKauKa pocTa y peOeHKa.

[TokazaHus IsI POCTOCTUMYJIMPYIOIIEA TEpPaMyd MOTYT BO3HHUKATh Y
TE€X JETEH, Y KOTOPBIX IMOCTHATAIBHO HE MPOUCXOAUT BOCCTAHOBJIICHUS
HOPMAaJIbHBIX TEMIIOB (hU3UUYECKOTO pa3BUTHsA. KOHCEHCYC METCKUX 3HJIO-
KPUHOJIOTOB TIO BEJCHHUIO HU3KOPOCHBIX JETel, poxkAeHHbIX co 3BYP
(2001 r.), onpenenuin, uyto pedbeHok co 3BYP crapiie 3 neT ¢ HU3KUM po-
CTOM (T. €. MUHUMYM Ha 2 SD HUXKE CpPEIHEro JUisi XpPOHOJIOTUYECKOTO
BO3pacTa) JOJKEH ObITh HAMpaBlIeH K JETCKOMY SHIOKPHUHOJIOTY, T. K.
TalbHEHIIUH CKAYOK pOCTa MaJIOBEpOSITEH 0€3 MEIUIIMHCKOIo BMellla-
TtenbcTBa. [Ipu 3ToM quarno3 3BYP He uckitogaer ne@uiut ropMoHa po-
CTa, U OLIEHKAa T'OPMOHA JOJKHA ITPOBOJUTHCS, €CIH €CTh KIMHUYECKOE
nojo3peHue. B Hayane HCCiaenoBaHUs, COIVIACHO KOHCEHCYCY, OJIKHBI
obITh onpenenenbl MOP-1, UOP-CB-3, ypoBHU MHCYIMHA HATOIIAK, TJIIO-
KO3bI U JINMUJO0B, & TAKXKE apTEPUAIBHOE JIABJICHHUE.

CoryacHO pa3aIu4HBIM 3apyOekKHBIM JaHHbIM, neTh co 3BYP B BO3-
pacte 2—4 JIeT, y KOTOPBIX HET MPU3HAKOB JOTOHSIOIIETO pOCTa, C POCTOM
MeHee 2,0-2,5 SD, nomKHbI pacCMOTPETh TEPANUIO IIPErnapaTaMu PEKOM-
OMHAHTHOTO rOpMOHA pocta. Llenblo Tepanuu TOPMOHOM POCTa SBJISIETCS
HOpMaJIM3alldsl pocTa peOEHKa B PAaHHEM BO3pACTE€ U MOJIEpKAHUE €€
HOPMAJIBHOM CKOPOCTH B AajbHeueM. [lokazaHo, yTo Tepanus npenapa-
TaMH pekoMOnHaHTHOTO ropmoHa pocrta (pI'P) (MHH: comaTtponun) siB-
asietcs 3¢ PpekTUBHON U Xopollo nepeHocumon. Jlo3sl pI'P, ucnonas3yemolie
P JICUCHUU JETel C BHYTPUYTPOOHOU 3a7Ep:KKOM pOCTa, 3HAUYUTEIHHO
BappupytoT. Cpennsisi no3a cocrabisier 30—70 Mkr/kr/cytku. PoctoBoit
apdext npsmo mponopioHaneH 03¢ pI'P u odpaTHO mpomoprHoOHaIeH
BO3pacTy peOeHKa, a TakKe 3aBUCHUT OT pocTa poauteneud. [lpu anurens-
HOM JIEYEHUHU OOJBIIMHCTBO JETEH NOCTUTAlOT POCTa, KOTOPHIA COOTBET-
CTBYET 340pOBOU momnyJisauu. Kpome toro, tepanust pl P ymyuimaer anme-
TUT, HOPMAJIU3YyEeT IUTAHUE, YBEIWYMBAECT MHIEKC MacChl Tena. PaHHee
MPEKpalICHUE TOPMOHOTEPAIIUU MOKET MPUBECTU K 3aMEJICHUI0 TEMIIOB
pocra.

B HacTosiuit MOMEHT CyIIECTBYET Npernapat pekomouHantHoro MOP-
l(MmexkacepMuH), ogHAKO OH He 3apeructpupoBaHn B Poccunu (2021 1.). Me-
KaCepMHUH IIOKa3aH Il 3aMECTUTEIIbHOW TEpaluU TSKEIO0M MEPBUYHOU
HenocratouyHocTr UDP-1. [Ipu 3TOM KpUTEPUAMU JAHHOTO COCTOSTHUS SIB-
astorest: poct < -3SD, 6a3aneublil ypoBeHb UDP-1 < -3SD, HOpManbHbIH
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WJIY TIOBBIIICHHBIM YpOBEHb TOpMOHaA pocTa. COOTBETCTBEHHO, INpenapar
HE MpeaHa3HauYeH JJIsl JICUeHUS Jeuiura TOpMOHa PocTa, HU3KOPOCIOCTH
B pE3yJIbTAaTE HEIOCTATOYHOIO MUTAHUSI, THIIOTUPEO3a U JIP.

IIporuo3s

JleTn, uMerone BHYTPUYTPOOHYIO 3aJE€PKKYy pOCTa U Pa3BUTHUS, CO-
CTaBJISIIOT TETEPOTEHHYIO TPYIY U TpeOYIOT Oojiee TIIATEILHOIO U UH/IU-
BUAYQJIBHOIO IMOJAXO0Ja IOCJE BBIMUCKU U3 poaaoma. B 3aBHCMMOCTH OT
XapakTepa NPOTEKaHHsl PAHHETO HEOHATAJIbHOTO NMEPUOAA, HATUYUS IaTO-
JOTUYECKUX COCTOSIHUM OCHOBHOTO JMArHO3a U OCJIOKHEHUM, BBI3BABIINX
3aJIEPKKY pocTa, OyJIeT CTPOUTHCS JaIbHEWIIUN TUTaH JUCTIaHCEepU3aluu
pebeHka ¢ pacuiMpeHueM oOOCIeNOBaHUS Yy PA3IUYHBIX CIEHHUAIHUCTOB.
He3aBucrumo oT nmpuyurH BO3HUKHOBEHHUS J1eTH co 3BYP umeror pucku He-
JOCTAaTOYHOI'0 TEMIIa POCTa, HEBPOJOTUUECKOTO AeuIlMTa, MeTaboInye-
CKHX HapylUICHUU.

Ouenka GU3NUECKOTO PA3BUTHS SIBISETCS HEOTHEMJIEMOU COCTaBJISIO-
el pyTUHHOTO ocMoTpa nenuarpa. [IporHos, cBa3aHHbIN ¢ QU3NYESCKUM
pa3BuUTHEM peOCHKA, MOXET 3aBUCETh OT HEMOCPEIACTBEHHO NMPUYMHBI U
BbIpaX€HHOCTH 3BYP, Hanuuus U cTeneHu nepuHaTaJibHOW MMATOJIOTUH, a
TaKK€ OT COLMAIbHO-)KOHOMHUYECKOTO TOJIOKEHUsI CEMbU pPeOCHKA.
OneHKa aHTPONOMETPUUYECKUX TMOKA3aTeNENH Y HEJOHOIIEHHBIX HOBOPOX-
neHHbix co 3BYP mpousBogutcs o kpuBbiMm DenToHa no 50-U Henenu
WiIu Ja"HHbIM Intergrowth 21" 10 64-it Hemenn IOCTKOHIENTYJILHOTO BO3-
pacta (recTalMOHHBIN BO3PACT IUIIOC MOCTHATAJIBHBIN), TIOCIE YEro Aaib-
HeWIas oleHKa MpoBOAUTCS 1o Tabmuiam BO3 ¢ ydyeToM cCKOpperupo-
BAHHOT'O BO3pacTa (ITOCTKOHUENTYJIbHBIN BO3pacT MuHyc 40 HEZEmnb).

AcCUMMETpUYHBIM BapuaHT Oosiece OJaronpusTHBIN. JIeTH B MEPBBIM Toj
XKU3HU OOBIYHO UMEIOT YCKOPEHHBIM TEMM POCTa («IOTOHSIOIIUN POCTY),
OCOOCHHO €CJIM OTpaHHYE€HHE POCTa ObLIO BBI3BAHO MATEPUHCKUMH (Pak-
Topamu. B pocTe u Bece OHM OOBIYHO JOTOHSIOT CBEPCTHUKOB K MOJYTO-
pa — JBYM ToJiaM, TaKUM 00pa3oM, JOTOHSIOIIUN POCT BO3HUKAET B MEp-
BbIE JIBa ro/ia *KU3HU. B HacTosIiee BpeMs HE CYIIECTBYET OOIIECTPUHSITO-
ro ONpPEAENEHUs JOTOHSIOMEro pocTta. JOroHSromund pocT MPEACTaBISET
co00lf (peHOMEH akcesepalru pocTa peOeHKa MOCje MPEKpaIeHUs BO3-
JICHCTBHS HA €ro OpraHu3M HeOJaronpusTHeIX coObITui. Kputepuem naH-
HOTO COCTOSIHUS SIBJISIETCSl YBEJIIMUCHHUE Z-SCOre JJIMHBI TeJla/pocTa WU
Macchl Tena 6osiee 1SD B TedeHHe KOpOTKOro nepuoja Bpemenu (1 ron).
Hanuuue OroHsONIEro pocta, HECMOTPS Ha OJaronpUATHBIA MPOTHO3
JUIs. BBDKMBAHMS, UMEET U TTOTCHIIMAIBHO OTPULIATEIbHBIC TTOCIEICTBUS B
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BUJIC PUCKA PA3BUTUS OKUPECHUS U CEPACUYHO-COCYAUCTHIX 3a00JICBaHUI B
JaJIbHEUIIEM.

Hetu ¢ cummerpuuHoit popmoit 3BYP, kak mpaBuio, 1eMOHCTPUPYIOT
YIUIOIICHHYIO KPUBYIO (PU3UYECKOTO pa3BUTHS. Takue ETH K B3POCIOMY
COCTOSIHUIO UMEIOT 00Jiee HU3KKHE (PUBMYECKHUE MapaMeTPhl MO0 CPABHEHUIO
CO CBEpPCTHUKAMH, POXKICHHBIMU C COOTBETCTBYIOIIEHM CPOKY TIe€CTalllHU
Maccoil. HeOomnbiiol mpupoCcT OKPY>KHOCTH T'OJIOBBI WJIM €0 OTCYTCTBHUE
CBSI3aH C KOTHUTUBHBIMU HApYIIEHUSIMH. Takue NI€TH MMEIOT IOBBIIIEH-
HBbI PUCK Pa3BUTHUSA 3aJCPKKUA HEPBHO-TICUXUYECKOTIO PA3BUTH, HApyLIe-
HUSI pEUEBBIX HABBIKOB, TPYJIHOCTH B OOYUCHUHU.

Llpumep 1

JleBouka poxaeHa Ha cpoke 38 Heaenb ¢ BecoMm 2370 T U JIMHOM Tena
48,5 cm, OI 34 cwm.

[Ipu ouenke, cormacHo kpuBbiM ®Dentona (2013), nqnuua tena m O
HaxoAATCS B HOPMaJbHBIX Ipejenax, Bec Hmke 10-ro nepueHTtwid. Y pe-
OeHKa acUMMETpUYHbIN (runoTpoduueckuii) Bapuant 3BYP 1 crenenu.

K Bo3pacty 6 MecsieB y J€BOYKH OBLIU CIEAYIOUINE MapaMeTPhl: BEC
6680 T, mmmHa Tema 65 cM, OI' 42 cm. CornacHo tadimiam BO3, Bce aH-
TPONOMETPUUYECKHE TTOKA3aTENIM COOTBETCTBYIOT HOPMAJIbHBIM 3HAUYCHUSIM.
B nanHoMm ciydyae peO€HOK TOTHAT CBOMX CBEPCTHUKOB.

IIpumep 2

Maubuuk poxnaeH Ha cpoke 31 Henensa ¢ Becom 1050 r, mmHOM Tema 36
cM, OI' 26 cm. IIpu onenke, cornacHo kpuBbiM DenTonHa (2013), npu pox-
neHuu nokaszarenu pocta u OI' Hmke 10 nepueHTwIsI, a Bec — 3 MepleH-
TWJIb, YTO YKa3bIBA€T HA CHUMMETPUYHBIN (TUNOIIACTUYECKU) BapHaHT
3BYP 2 crenenu. CornacHo Tabmumam Intergrowth 21%(2014), Bec u poct
pebeHka HIKe 3 MepLeHTHIs], 4To Takxke ykasbiBaeT Ha 3BYP, onnako 3
CTEIICHU.

B Bo3pacte 3 mecsaieB (13 Henens) ero mokasaTeian ObUIH CIEAYIOIIHE:
Bec 3600 r, nimuHa tena 53 cm, OI' 36 cM. 15 olieHKH (PU3HMYECKOTO pas-
BUTUSI HEOOXOJMM pacueT MNOocTKoHlentyaibHoro Bo3pacta (IIKB) u
ckopperupoBanHoro (CKB):

IIKB = 31 wenens + 13 uenens = 44 nenenu,

CKB = 44nenenu — 40uenens = 4 HEAEU.

[IKB HEoOX0oauM aJis OLIEHKH aHTPOTOMETPHUYSCKUX IOKa3aTesied 1o
tabnauiiam @entoHa u Intergrowth 21%, a CKB — st Tabsui BO3.

74



Cornacuo I1KB 44 negenu no tadnuiiam dentona (2013) u tabauiam
Intergrowth 21%(2014), Bec pebenka coxpaHsercs Hike 10-ro TepleHTH-
a1, a OI' u guna tena Beie 10-ro nepuenTuiss. COOTBETCTBEHHO Y pe-
oenka poct u OI' B HOpMaIbHBIX Mpeaeiax, HO COXPAHSIOTCS MPU3HAKU
runotpodpun. CoriacHo oneHouHbIM TaOnuiam BO3, Takue mapameTpsl,
Kak Bec (0T Bo3pacta), ;yinuHa Ttena, Ol Huke 3 mepueHTHIsl, 4TO COOTBET-
CTBYET 3aJIepKKe (PU3NYECKOTO Pa3BUTHSI.

3BYP, B COOTBETCTBUH C COBPEMEHHBIMH MPEICTABICHUSIMH, SBISETCS
COCTOSIHHEM, XapaKTEePU3YIOIIMMCSI PUCKOM PA3BHUTHS ITUPOKOTO CIICKTPa
METa00JIMYECKUX TOCIEACTBUIA BO B3pocioi xku3nu. [locnencreus 3BYP
MOTYT BKJIIOYATh B C€0S1 OKUPEHHE, apTePUATbHYIO0 TUIIEPTEH3UIO, TUIIEP-
XOJIECTEPUHEMHIO, UITEMHUYECKYI0 00JIE3Hb Cep/lla U caxapHbIM auadeT 2
tumna. CyliecTByeT MHOXKECTBO THUIIOTE3, OOBSICHSIONIMX JaHHBIE PHUCKU,
HUE IPUBEJICHBI ABE HanOoJiee MOMyJsipHbIC.

« DKOHOMHbBIU 2eHomuny (anen. «thrifty genotypey)

C TOYKHM 3peHHUs IBOJIIOIMH, YEIOBEK JI0JIT0€ BpeMsi HE UMEJI CTa0uIb-
HOTO MCTOYHMKA MUTAHUS U MUTAJCA MO MPUHLMUITY «TOJOJ-TIUP» C IJIHU-
TEJIbHBIMHU TEpEephIBAMH MEXKIy NMpUEeMaMH NMUIM. B cBs3u ¢ 3THM opra-
HU3MY OBUIM HY>XHBI MEXaHHU3MBbI aJalTalli K IMOJOOHBIM YCIOBHSIM.
Jlxerimcom Humnom (1962) O6bu1a BRIIBUHYTA TUIIOTE3a O HATMYHMH Y YEJIO-
BEKa T€HOB OEPEKIMBOCTH, KOTOPhIC 00ECTICUMBAIOT OBICTPHIA TEPEXO]T
SHEPTETHUUYECKUX PECYPCOB B KMPOBOE JEMO JJIS afanTallid K MpeacTos-
niemMy rojiony. B cOBpeMEHHBIX YCIOBUSIX C M30BITKOM MPOAYKTOB IMHTa-
HUS aJanTUBHBIE d(PPEKTh YIKOHOMHOTO TEHOTHUIIA SIBJSIOTCS MPUUUHON
Pa3BUTHS UHCYJIMHOPE3UCTEHTHOCTH U, KaK CJIEACTBUE, OKUPEHHUS, caxap-
HOTO nuabeTa 2 TUMa, CePACUYHO-COCYAUCTHIX 3a00ICBaHUIA.

« DKOHOMHBLU heHomuny (anan. «thrifty phenotypey)

D10 HamboJiee MOMyJIIpHAs TUIIOTe3a, OOBICHSIONIAS BHYTPUYTPOOHOE
IPOUCXOXKACHUS 3a00€BaHUi y B3pociblX. [Ipy BOZHMKHOBEHUHU HeOJia-
TOMPUSTHBIX BHYTPUYTPOOHBIX YCIOBHM (TUIIOKCHSI, TUTIOTJIMKEMUS ) TIII0]T
HAYMHAET PACCTaBIATh METAOOJUYECKUE MPUOPUTETHI, YMEHbINAS YYB-
CTBUTEJILHOCTh K MHCYJIMHY TKaHEW MBIIII, IEYCHHU U KUpa JJIS COXpaHe-
HUS Ha HEOOXOJMMOM ypOBHE MUTAHUS U POCTa MO3ra. B ycrmoBusx Hemo-
CTATOYHOTO THUTaHUs Tepudepuydeckass UHCYJIUHOPEZUCTEHTHOCTh MOMO-
raet ooecneyuTh (PYHKIIMOHUPOBAHUE KM3HCHHO Ba)KHBIX OPraHOB YHEP-
rueii. Ho mocinie poxkaeHust B yCJIOBHSX aJeKBAaTHOTO MUTaHUS (heTaTbHBIN
pexuM PYHKIIMOHUPOBAHUS OCTAETCS 3alIpOrPaMMHUPOBAHHBIM, YTO B UTO-
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re MPUBOJUT K caXapHOMY aHa0eTy 2 THUMa, OKUPEHUIO U aCCOLMUPOBAH-
HBIMU C HUMH 3a00JIEBaHUSIMH.

Konmponwsnusie sonpocwt u 3a0anus k 2naee 2

1. Kakve ropMOHBI ¥ TOPMOHOIIOI00HBIE BEIIECTBA OKA3bIBAIOT BIWSHUE
Ha BHYTPUYTPOOHBIN POCT 110Aa?

2. KakoBo BIMSIHME MHCYJIMHA HA POCT I1oaa’?

3. HazoBute ocHOBHbBIE (PAKTOPBI, CIOCOOCTBYIONINE HAPYIICHUIO BHYT-
pUYTPOOHOTO POCTa U pa3BUTHS IIOJA.

4. Ilpn kakom tune 3BYP ormeyaercss yMEHbIICHHE BCEX JMHEWHBIX
pa3MepoB Tena?

5. KakoB OCHOBHOW KpUTEpHil NOCTaHOBKU cuHApoMa 3BYP?

6. Ha3oBuTe HACIENCTBEHHBIE CHHAPOMBI, KOTOPBIE COMPOBOKIAKOTCS
MIPEHATATBHOM 3aJE€PKKOU pOCTa IUIOA.

7. Kakue reHetudeckue 3a0oJjieBaHUSI MOTYT comnpoBoxiaaThcs 3BYP
IpU POKICHUU?

8. OneHnure AByMs MeToAaMU (PU3MYECKOE Pa3BUTHE HOBOPOXKICHHOTO
MaJIbuMKa, POJMBIIETOCS Ha Cpoke 33 Hemelu U S5 JHEH C BECOM
1410, nnuHou tena 41 cM, OKPY>KHOCTBIO TOJIOBBI 29 cM.
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I'JIABA 3
HAPYHIEHUA ®YHKIUUA IIIUTOBUIHOM KEJIE3bI

B cTpykType SHIOKpUHHBIX TMATOJOTHUW y JIeTei 3a00JieBaHUS IIUTO-
BUJIHOM eJe3bl OTHOCITCS K 4Mclly HauOosiee yacthix. HecMoTpst Ha He-
OOJIbIIION 00BbEM, IIIUTOBU/IHAS KeJie3a 0yarojaps CBOUM rOPMOHAM SIBJISI-
€TCSA U3HEHHO BAXKHBIM OPraHOM, MOJ KOHTPOJIEM KOTOPOrO0 HAXOIATCS
MHOTHE (Pu3nonorunueckue QpyHkuuu opranusma (poct, passutue [HHC,
KOCTHOM CHCTEMbI, MHTEJIJIEKT, CKOPOCTh METa00IM3Ma, BCE OOMEHBI Be-
miecTB). ['OpMOHBI IUTOBUIHOW 3Kelie3bl B (DU3MOJOTHYECKUX KOJIMYE-
CTBax SIBJISIIOTCS aHAOOJIMYECKMMHU TOPMOHAMH, OKa3bIBAIOT CTUMYJIUPY-
IOLLIEE BIMSHUE HAa Ta3000MEH U, MPEXKIE BCETO, HA MOIJIOLIEHHE KUCIOPO-
Ja YW BBIICJICHUE YTJIIEKHUCIIOro rasza, CIIOCOOCTBYIOT MPOIECCY CHUHTE3a
oenka, pocty u AudPepeHIINPOBKE TKAHH.

[uToBUIHAS >Kejie3a MPOAYLUPYET TPU TOPMOHA: JBa HOACOJAEpkKa-
IUX — TPUUOATUPOHUH U TETPAUOATUPOHUH (TUPOKCHH ), TPETUH TOPMOH
— KaJIbIIUTOHUH. ECIIM TUPOKCUH U TPUMOATUPOHUH JEHUCTBYIOT ITPAKTH-
YECKHU Ha BCE TKAHW OpPraHu3Ma, TO KAIBIIMTOHUH B OCHOBHOM HUMEET TOY-
Ky TIPUJIOKEHHS B KOCTSIX U MOYKAX, PETYIUPYET META00IMU3M KaJbLUS U
docdopa, ABIAETCS TUHNOKATBUUEMUYECKUM (PAKTOPOM, CHHUXKAET COJEp-
YKaHUE KaJIbIIUs B KPOBH, CTUMYJIMPYET 00pa3oBaHue TUpeoOnacToB. CUH-
T€3 TOPMOHOB IIUTOBUIHOM >K€JI€3bl OCYIIECTBIISIETCA MOJ BO3JCHCTBUEM
tupeotpornHoro ropmona (TTI) runoduza u u3MeHsierca MojA BIUSTHUEM
M30BITOYHOTO WJIM HEJIOCTATOYHOIO y4dacTus Wojaa. Beck nmepuosa aMOpuo-
reHe3a KOHTPOJIUPYETCA MPUCYTCTBUEM TUPEOUTHBIX TOPMOHOB.

3.1. TupeouaHBIA TOMEOCTA3 B CUCTEME MaTh — ILIAllEHTAa — IUIOA B
YCJIOBUAX HOJHON HEIOCTATOYHOCTH

OT HOoJHON HEIOCTaTOYHOCTHU CTpajaroT Ooisiee 2,2 MIIPJ. YeIOBEK
(38 % mHacenenust mupa), Ipd 3TOM OHA OCTAETCS OCHOBHON NMPHUYUHOMN
MpeOTBPATUMON YMCTBEHHOM OTCTAJIOCTH BO BceM Mupe. BiusiHue nedu-
MTa Hoja Ha 3/I0pOBbE PEOEHKA BEJIMKO BO BCE BO3PACTHBIC MEPUOABI U

o0J1ajaeT NIMPOKUM CIIEKTPOM MPOSIBIICHUM corjacHo AaHHbIM BO3 (Tabu.
3.1.1).
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Taoauna 3.1.1
Cnexmp 3a601esanuil, ACCOUUUPOBAHHBIX C Ho00euyumom y oemeit (BO3, 2007)

[lepuon xu3HU ITarosiorus

BHyTpuyTpoOHBIi IEPHOT AGopTs1. MepTBOpOXKIEHUE. BpoxkaeHHbIe aHOMa-
nuu. [loBpIIEHNE TEPUHATAIBHOU U IETCKON
CMEpPTHOCTH.

HeonaranbHblii nepuon DHJIEMUYECKUM KPETUHN3M, BKJIKOYasl YMCTBEHHYIO

HCAO0CTAaTOYHOCTD C 3JICMCHTAMHU MYTHU3MaA, CIIaCTH-
YCCKas TUILICTHA, KOCOrjiasuc, raiioTupeo3 u H1U3-
KU POCT. MH&,HGHHeCKaH CMCPTHOCTDb

JleTh 1 MOAPOCTKU Hapymenue ncuxuueckux QyHKuui. 3aaepxka Gpu-
3MYECKOT0 Pa3BUTHs. M0I-HHIyIMPOBAHHBIH THIIEP-
THUPEO3

B3pocinsie Hapymenne neuxudecknx GpyHkuuit. Mog-
VMHIyUMPOBAHHBIN THIIEPTUPEO3

Bce Bozpactsl 300. 'unotupeos. IToBblIeHNE NOTIOEHUS PAANO-

aKTUBHOIO MOJa MPHU AJIEPHBIX KaTacTpodax

Henocrarok ilona y Marepu Haubosiee maryOHO CKa3bIBae€TCs Ha pa3BH-
BaroniemMcs Mosre mioga. duznonornyeckre 3OPEKTbl TUPEOUIHBIX TOP-
MOHOB MMEIOT OrpoMHO€ 3HaueHue Ha co3peBanue I[[HC mnoma. 3nmech
MOYKHO BBIJICTIUTH TPH ATana (puc. 5):

[ aTan — nepBbIi TpuMecTp OEPEMEHHOCTH — 3aKJIaJika MO3ra Iuioia
(IPOUCXOAUT NOJ BIUSHUEM TUPEOUIHBIX TOPMOHOB MaTepu);

Il »Tanm — BTOPOI TpUMECTp — aKTUBHOE (DOPMUPOBAHHUE HEUPOIUTOB,
3aKJIaJKa OCHOB MHTEJIEKTA, ABUTATEIbHON (DYHKIIMU MO3Ta, YIUTKH MO3-
ra;

[IT »Tan — koHel; OEpeMEHHOCTH — TIepBasi HeNems Ku3HU pedeHka. B
ATOT MEPUOJ UJIET aKTUBHOE CO3PEBAHUE KOPBI TOJIOBHOTO MO3ra, audde-
PEHUHUPOBKA HEUPOHOB, POCT AKCOHOB U JIEHIPUTOB, (HOPMUPOBAHUE aCCO-
[IUATUBHOTO U a0CTPAKTHOI'O MBIILICHUS.

@opMHUPOBAHUE KOPBI OOJBIIMX MOJYIIAPUN U, CIEIOBATEIbHO, CIIO-
COOHOCTh K a0CTPAaKTHOMY MBIIUICHUIO — KAaYECTBY, MPUCYILIEMY TOJIBKO
YEJIOBEKY, CTPOrO OTPAHUYEHO BO BPEMEHU (IIOCIEIHUE MECALBI BHYTPHU-
yTpOOHOI — MepBbI€ HENENU MOCTHATAIBLHOM KU3HM). Jedurut tupeon-
HBIX TOPMOHOB B 3TOT MEPUOJ MPUBOJUT K HAPYILIECHUIO MPOTPaMMbl AU(-
dbepeHIMalM HEUPOHOB, CHUXEHUIO KOJIMYECTBA MEXKHEHPOHAIBHBIX
CBSA3EH, OTCTABAaHUIO POCTa AKCOHOB, HAPYLIECHUIO MPOLECCOB MUEIMHU3A-
1105058
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) . Tpemid 1pumecip
| lepBbIit TPMMECTD Bropoit TpumacTp
DOpPMUPOBAHUE KOPbIMONOBHOMO NnddepeHumposka U MUrpauma
MOZ2ra, MO3DMCTOro Tena, HEHPOHOB KOPbI FON0BHOMO
NOAKOPKOBbLIX SAEP, mo3ra.Co3peBaHue Ha3anbHbIX
cyDapaxHOKMAANbHEIX NyTek raHrnues. JudpepeHUpoBKa Cozpeganue pe4esoro,

CTOVETYDBI VAMTI [ cnvse ZPUTENBHOID, CNYXOBOro
PYKTYPbI Y (cnyx) LeiTpos

MUenuH1UZauna HEPBHEIX
BonokoH. AuddepeHumpoexa
KNIETOK KOPbl F0NI0BHOTO MO3M3.

Puc. 5. Bauanue iiooa na pazeumue ueHmpaavbHol HEPEHOI cucmemsbl na00a

QOyHKIUS MIMTOBUIHOW KEJIE3bl Y MATEPH U IUIOJIA PETYIUPYETCA B OC-
HOBHOM aBTOHOMHO, OJTHAKO CYIIIECTBYET YACTUYHAS MTPOXOAUMOCTh Yepe3
MIAIEHTY TOPMOHOB IIMTOBUIHOM JKeJie3bl MaTepH, YTO HauboJjiee 3HaAYH-
MO Ha paHHUX cTtagusx. TTI He MpPOHUKAET depe3 IUIAlECHTY, HO MPOHU-
KaloT H0J, TUPEOCTATUKU (MEPKA30JIMII, TPONUITHOYpAIUI) U aHTUTENA
(Tabm. 3.1.2). Hampsimyto 4yepe3 IUIalieHTy MPOHUKAIOT JIMIIb OTpaHUYECH-
Hble KoauuecTBa T; u T4, a MpUHIMIHATIBHOE 3HAUYEHHE B OOMEHEe MOTH-
POHMHOB M HojJa MEX]y OpraHu3MaMH MaTepy U III0Ja UMEET (PYyHKIINO-
HUPOBAHUE TJIAIEHTAPHBIX PEPMEHTOB — JeroauHas (cM. paszaen 1.3).

Taoauna 3.1.2
Ilponuyaemocmo niayeHmosl u NAAUEHMAPHBLIL MEMAOOTUIM MUPEOUOHBLX

20pMOHOE
BemecrBo IIpoHUKHOBEHME Yepes IVIALECHTY K II0AY \
Won CBo0OoaHOE
Tupokcun YacTuuHO BO3MOXKHO, OCOOEHHO BBIpa-
’KEHO B IIEPBOM TPUMECTPE
TTT HeBo3moxHO
Tupeonndbepun CBobonHoe
Antutena k TIIO, TupeornoOynuny, CBobosHOE
anTurena K peuenropy TTI

[TIpumeuanue. TTI' — Tupeorponnsii ropmoH, TIIO — Tupeonepokcnasza

AKTUBHOCTb U pa3BUTHE (PETATBHON KEJI€3bl LIEIUKOM 3aBUCUT OT IMO-
CTYIUICHHsI MoJa W3 OpraHu3Ma Marepu. Y MIIAJICHLEB, POAMBIIUXCSA OT
MaTepei, He MOIy4YaBIIUX HOAHYI0 NIPO(PUIAKTUKY B YCIOBUSIX Hoaaedu-
UTa, YK€ C POXKACHUS OTMEYAETCS TUIIEPTPOPUS IMUTOBUIHON KEIE3bl B
10 % cnyuaeB. HampoTuB, y HOBOPOXKJIEHHBIX OT MaTepeu, MOTyYaBIINX
npenaparsl Hoja, HEOHATAIbHBIN 300 HE BBISIBISETCS.
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Wox sBisieTcs KU3HEHHO HEOOXOAUMBIM MHKPOAIEMEHTOM, KOTODBIIA
UCIIOJB3YETCS JJIsl CUHTE3a TUPEOUIHBIX TOpMOHOB. [IpsiMmo mim omnocpe-
JIOBAaHHO YPOBEHb €ro MOTPEOJICHUS OMpeaAe/sieT BO3MOXKHOCTh peOeHKa
peanr30BaTh T€HETUUECKYIO MPOrpamMMy HHTEUIEKTYaJIbHOTO W (pusnue-
ckoro pazputus. o 80 % ropMoHOB MaTepH HCMOJIB3YeTCs peOCHKOM 10
12-it Hemenu  BHYTpuyTpoOHOro paszButus. C 12-it Hegenu HaYMHAET
GyHKIIMOHMPOBATH (DeTaIbHAS MTUTOBUIHAS JKeJie3a, HO Iyl MAaTEPUHCKUX
TOPMOHOB MPOJ0JIKAET MCIOJIBb30BaThCS A0 POAOB. Bemyium cBsi3bIBaIo-
IITUM 3BEHOM MEXIy THUPCOWJIHBIMU HApYyIIECHUSIMU y MaTepu U peOeHKa
SIBJISICTCSI OTHOCUTEJIbHAS MOAHAsI HEIOCTATOUYHOCTH (puUc. 6).

o ]
—{ Deduyur Hoaa I
h h 4
| BE pEMEHHAR HEHLUMHA |—)| KOopmAWAR HeHWMHE
b
| OTHOCUTENBHER TMNOTHUPDKE MHEMUA | | L Hopa B rpyaHom monowke
h
| TUpEOWUOHAA NATOACIUA ¥ METEDKU: TMNOTHMPECS, 306 GepEMEHHOCTH | HOBOpO#AEHH bIH
Puck 3BYP
h Hapywerwue apantaummn
- - £
| CHUMHEHUE BAANTAUMOHH BN BO3MOMHOCTER GEPEMEHHON MEH LUMHE | - NosbiwenHan 3abonesaemocTs,
MHBANNAON3EUWMA, CMEPTHOCTD
Puck HECHaTaNbHOro 306a
h
—{ OcnoxHeHue Ge pEMEBHHOCTH
h 4
N
Peb B puoage
Mnoa,
o OTcTaBaHue B GMIMUYBCKOM DE3BUTAM
CHumeHre 06BCNBYBHHOCTA HOA0N, THPEOWAH BIMK FOPMOHAMK
3apepHKa HEPBHO-TICHAMYECKOrO Pass UTHA
VayALEHUE POCTa, Pa3BUTUA, COCTOAHMA . .
= HU3KMIA yPOBEHB KOTHHUTHUEHBIN (yHKLMIA,
CyxE, peur
3ape pKa NONOBOTO Pa3sBUTHA
%I OCNoMHEHWA POADE |— A8 ik P
NoBbiweHHER 33600283 BMDCTb, MHBANMANIE LMA,
CME PTHOCTE

Puc. 6. Bauanue oegpuyuma iiooa na 6epemeHHocms, poovl u 300posve pebeHKa

[Ipu nedpuunte TUPEOUTHBIX TOPMOHOB Yy TJI0/Ia HAOIIOIA€TCS YMEHb-
IEHWE MAacChl TOJIOBHOrO Mo3ra, coaepxkanus B HeM [IHK. Tupeonanbie
TOPMOHBI PETYJIUPYIOT SKCIPECCHUIO psiia HEUPOHAIBHBIX T€HOB, OOecIie-
yuBatomux pazsutrue [{HC u cunte3 cnennanbubix 0enkoB. [Tox Bo3aeii-
CTBUEM THUPEOUJHBIX TOPMOHOB BHYTPUYTPOOHO 3aKiiabIBatoTcs U (op-
MUPYIOTCS OCHOBHBIE (PYHKIIMM MO3ra, TO €CTh BIUSHHE HEIOCTaTKa TH-
PEOUTHBIX TOPMOHOB Ha HEPBHYIO CUCTEMY PEAIU3YETCAd B MPEHATAILHOM
IEPUOLE.

Hapymienue QpyHKIMN MUTOBUAHON KeJ€3bl y OEPEMEHHBIX OTHOCUTCS
K (pakTOpaM BBICOKOT'O PHUCKA Pa3BUTUS MEPUHATAIBHON MATOJOTUU U MO-
XKET WHAYIUPOBATH BO3HUKHOBEHHE SHIAOKPUHONATHN KAK Yy YKCHIIWHBI,
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Tak U y ee pedeHka. PacpocTpaHeHHOCTh 3a00J1€BaHU IITUTOBUIHOM Ke-
J€3bl CPEeAM KEHIIUH (HEPTUIHHOTO BO3pACTa UMEET YETKYIO TEHACHIIUIO K
pPOCTY, YTO HEOJArOnmpHUsiTHO MOKET OTPa3UThCA Ha 370pOBbe Oyaylen
MaMbl U HEOE3pa3IM4YHO JJIsl pa3BUTHUS IUI0JIa U HOBOPOXKJIEHHOTO. bepe-
MEHHOCTh cama 1o cebe siBiisieTcs (aKTOpoM, IIpeApacoiaratoiium K pas-
BUTHIO MATOJIOTUU IIUTOBUIHOM KeJe3bl, OCOOCHHO B YCIOBUSX HOJHOTO
nedunmra. J(ucOamanc TUPEOUIHBIX TOPMOHOB BO BpeMsi OEPEMEHHOCTHU
BJICYET 3a CO00M M3MEHEHUE OOMEHHBIX MPOIECCOB U ABJISETCS OAHOM M3
NPUYUH TUIAEHTAPHOW HEJOCTaTOYHOCTH, HEBBIHAIIMBAHMS, & TAKKE Ia-
TOJIOTUM PA3BUTHS TUIOJIA U TCUCHUS aJalTal[MOHHO-KOMIIEHCATOPHBIX pe-
aKIMi y peoeHKa.

bepeMeHHOCTh SIBIISIETCA HanbOoJiee MOIIHBIM (haKTOPOM, CIOCOOCTBY-
IOIIUM BIIUSIHUIO AedulnTa Hoda Ha OpraHu3M Kak MaTepH, TaK U IUIOJA.
[IIutoBuaHAs *Keje3a KEHIIUHBI CIIOCOOHA aIanTUPOBATHCS K U3MEHEHU-
AM BO BpeMsi OEpPEeMEHHOCTH, €CIM MPUCYTCTBYET JOCTATOYHOE KOJIM4Ye-
CTBO ioja. Bo BpeMsi OepeMEHHOCTH XapaKTepeH KOMIUIEKC creruduue-
CKHX (PaKTOpPOB, KOTOpPHIEC MPUBOJAT K 3HAUUTEIbHOW CTUMYJISALMU IIIUTO-
BUJTHOM JKeJIe3bl OEPEMEHHOI:

1) runepnpoayKiusi  XOPUOHUYECKOTO TOHAJOTPONMHA  YeJIOBEKa
(XTY);

2) BBICOKHE YPOBHH 3CTPOT€HOB;

3) noBkIlIeHUE TUPOKCUHCBsA3bIBato1Iero riooynuHa (TCI);

4) u3MeHeHne MeTaboJM3Ma TUPEOUTHBIX TOPMOHOB B CBSI3M C aKTHBa-
uen (peTormalneHTapHoro KOMIUIEKCa;

5) yBeInMueHHE MOYEYHOr 0 KIupeHca Hoa.

B nepBom TpuMecTpe OepeMEHHOCTH TIEPBLIM (PAKTOPOM, CTUMYIHUPY-
IOIKUM ITUTOBUAHYIO Kenesy, sBisercs XIU, xotopseiii momodben TTT.
[ToBbimienne ypoBHst XI'H mpuBOIUT K YBEJIUMYEHUIO YPOBHSA CBOOOJIHOTO
T,, HO TIpu 3TOM MoaBisgeT O0a3anbHbIN ypoBeHb TTT.

OCTpPOreHbl, YPOBEHb KOTOPBIX NPOTPECCUBHO YBEJIUYUBAETCS C MEPBO-
ro TpuMecTpa 0epeMeHHOCTH, CTUMYIUPYIOT cuHTe3 TCI (TpaHCOpPTHBIN
O€JIoK, KOTOpBhIN CBs3bIBACT A0 75 % CBOOOJHOrO THPOKCHHA), YPOBEHB
KoToporo kK 16—20-i1 Hefene OepeMeHHOCTH BbIlIE B 2—3 pa3a OT UCXOAHO-
ro. Kpome Toro, nmpoucxoaut cHuxenune kaupenca TCI nyuime o603Ha-
YUTh TEPMUHOM B CBSI3U C MOBBIMICHHBIM coaepxanueM B TCl' cuanusu-
poBaHHBIX NpoTerHOB. [loBeimenne ypoBHs TCI nmpuBOoauT K yBeIHnde-
HUo obmiero T, U cHMXKEHUIO cBOOOJHOTO T4, YTO CIIOCOOCTBYET yBEIH-
yeHuto ypoBHS TTI' U TOMOJHUTENRHON CTUMYJISIIAM IIIUTOBUIHOM XKeJie-
3bl. [Ipu oTcyTcTBUMM HonaepuIIUTa 3TH U3MEHEHHS JIETKO KOMIIEHCHUPY-
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I0TCS, @ ypOBEHb CBOOOAHOrO T, MOBBIMIAETCS B Mpenenax HOpMbL B
YCIOBUAX HOJIe(UIIMTa KOHIIEHTPpAIMs CBOOOJHOIO THPOKCHHA OCTaeTCs
camxeHHol Ha 10-15 % ot ero ypoBHs BHe OepeMeHHOCTH. OIHUM U3
KOMIIEHCATOPHBIX MEXaHW3MOB OTHOCUTEILHOU TUITOTUPOKCUHEMUHU SIBJISI-
€TCS YBEJIMYEHUE CHUHTE3a OMOJIOTUYECKH Oosee akTUBHOTO T3, B pe3yiib-
TaTe Yero IOoBbImaeTcs cooTHomenne T5/Tj.

deToraleHTapHbIi KOMILJIEKC JOMOJHUTENIBHO HCMOJb3YyEeT TUPEOU -
HbIE TOPMOHBI MaTEPH, YTO MPUBOAUT K YBEIHMUCHHUIO TOTPEOHOCTH B HUX
U K JOTOJHHUTEILHOW CTUMYJISIMM ITUTOBUIHOM Keae3bl OepeMEHHOM.
CHIKEHHOE TIOCTYIUIEHHE HoAa BO BpeMsi OEpEeMEHHOCTH MPUBOIUT K
XPOHUYECKOW CTUMYJISIIAM IIUTOBUIHOW JKEJNE3bl, OTHOCUTEIIBHON THIIO-
TUPOKCUHEMHH, (HOPMHUPOBAHUIO 300a KaK y MaTepH, Tak M y Iuioga. B
yCHOBUAX AedulmnTa Hoja I1eoIupoBaHUE TUPEOUIHBIX TOPMOHOB MaTe-
PH 3a CYET 3HAYUTEJIBLHOTO BO3PACTaHUSI AaKTUBHOCTH AcrhoauHa3bI-I11 mo-
KET CTaTh BAXKHBIM IOJICTIOPHEM B 00ECIIEUEHUHU HOOM TLIOJIA.

CnenyronmuM (pakTopoM, yCyryOJsioNuM HOAIePUIIUTHOE COCTOSTHUE
npu OEpEeMEHHOCTH, SBJISICTCS yBEIUYEHHUE 00beMa MOYEYHOTO KPOBOTOKA
U TJIOMEPYJISIPHON (PUIBTpALIMK, YTO MPUBOJUT K YBEIIMUECHHUIO MTOYEYHOTO
kiupenca ona 10 30-50 %. edburut tona Bo BpeMsi 0epeMEHHOCTH BbI-
3bIBACT U30BITOUHYIO CTUMYJISIIMIO IIUTOBUIHOM KEJIE3bI C MOCIEAYIOIINM
dbopmupoBanueM 300a. Bo BTOpoi MoJIOBHHE OEPEMEHHOCTH JIOIOJHU-
TEJIbHBIM (PAaKTOPOM TUNEPCTUMYJISIIIUM IIATOBUIHON KENE3bl SIBISICTCS
M3MEHEHHBIH MeTa00JIM3M TUPEOUIHBIX TOPMOHOB B pe3yJibTaTe (PyHKIIU-
OHUPOBaHUS (HETOIIAIEHTAPHOIO KOMILIEKCA.

buoxumuueckue Mapkepbl U30BITOUHOM CTUMYJISALIMHU IIIUTOBUTHOMN Ke-
7e3bl 'y OEpEeMEHHBIX KEHIIWH B YCJIOBHUAX HOAHOTO AehUIIUTA CIIETYIO-
ue:

1) oTHOCHUTENBHASA TUTIOTUPOKCUHEMUS (CHIDKEHUE T4);

2) noBeiieHUe T3 (CTUMYNSUMS UIMTOBHIAHON KeEJIE€3bl B YCIOBUSIX
HogHoTO MeduirMTa MpUBOAUT K MOBBIIICHHON MPOAYKIHNH T5);

3) ypoBeub TTI (B mepBOM TpUMECTpPE CHUKEH C MOCIECAYIOIUM
HapacTaHUEM K TPEThEMY TPUMECTPY U B poAax);

4) KOHLIEHTpAIUs TUPOTI00yJIMHA MOBBIIIEHA YKE B IEPBOM TPUMECTPE
C TIOCTETIEHHBIM HapacTaHUEM K MOMEHTY POJIOpPa3peIICHUS.

3a Bpemsi OepeMEHHOCTH 00bEM IMIUTOBUIHOMN JKENIe3bl YBEIUUNBACTCS
B cpenHeM Ha 15-20 % naxke mpu JOCTaTOYHOM HOJHOM oOecnieyeHuu. Ha
TEPPUTOPUSAX C WOJHBIM JepuuuToM o0beM Oosiee BeipaxkeH — 110 30 %.
VY 10-15 % GepeMeHHBIX KEHIIMH B YCIOBUIX OTPAHUYECHHOTO MOTpedIie-
HUS Mo/a pa3BUBAeTCs 300, KOTOPHIM B MOJIOBUHE CIy4aeB MOXKET COXpa-
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HSATBCS JJIUTENBbHO. [ MTOTUPOKCHHEMHS W BBI3BIBAEMBIN €10 JUCOAIaHC B
deromnaneHTapHOi CHUCTEME YBEIMYHMBAIOT YacTOTY aHEMHH, T'€CTO30B,
yrpo3y HeBbIHAIMBaHUA. Kpome TOro, ¢ WOAHBIM JAehUIIMTOM BO BpeMs
OEpEeMEHHOCTH CBS3aHbl Pa3BUTHE TUIIOTATAKTUHM, HHU3KOE COICPKAHHE
fioa B TPyTHOM MOJIOKE, YTO SIBJISCTCS BOKHEUIIIMM MEXaHU3MOM YXY/I-
[ICHUS1 3J0POBbsI HOBOPOXKIECHHOTO U peOeHKa MepBoro roja xku3Hu. Co-
riacHo pekomeHaanusiM BO3 (2007 r.), 6epeMeHHbIE U KOPMSIINUE KEH-
IIMHBI TOJDKHBI MOTYYaTh €KEIHEBHO JIOMOJHUTEIHHOE KOJIMYECTBO MO/a
B KonudectBe 250 MKT B CYTKH, YTO YMEHBIIACT YHCIO aKyIIEPCKHX
OCJIOKHEHUM, a TaKKe PUCK HAPYIICHUH POCTa, pa3BUTHS IIJI0/1a, CHUKAET
Y4aCTOTY TPAH3UTOPHOM TMNOPYHKIIMH IIIUTOBUAHOM kee3nl (Tad. 3.1.3).

Taoauna 3.1.3

QDu3zuonozuueckue ypoenu nompeodaenus iiooa (BO3, 2007)

Kareropust Hacenenus YpoBeHb, MKI/CYT
0-59 mecsueB 90
Hlern 612 ner 120
[Togpoctku (cTapiie 12 neT) u B3pocibie 150
bepemenHbIe U KOpMsLIHE 250

Touka 3peHus1, YTO OpraHU3My >KCHIIIMHBI Ha TIPOTSHKEHUHU Bcel Oepe-
MEHHOCTH, a TaKXe MOCJE POJIOB U OCOOEHHO B MEPHUO/I JJTAKTAIUH HEOOXO-
JMMO TIOBBIIIICHHOE MOTpeOJieHue Monaa, saBiseTcs Heocnopumon. Hopma-
JU3alMs SHIOKPUHHOIO cTaTyca MaTtepu obecreunBaeT (QyHKIIMOHAIbHYIO
aKTUBHOCTh (PeTajbHOM IIMTOBUIHOW keje3bl. [IpueM B TedueHue Oepe-
MEHHOCTH MOJCOAEpKAIINX MNPEenaparoB HOPMAIU3YET OOECIEYEHHOCTh
MAaTEPUHCKOr0 OpraHu3Ma M peOeHKa HOJO0M, YMEHBIIAETCS YUCIO aKy-
HIEPCKUX OCJIOXKHEHUMN, a TAK)KE HAPYUICHUN Pa3BUTHUSA IUIOJA U 3JI0POBbS
HOBOPOXJICHHBIX. BocnoiHeHue neduunTa Woja HauMHas C PAaHHUX CPO-
KOB OEpEMEHHOCTH BEJET K KOPPEKIUU BBIIICONMUCAHHBIX PACCTPOMUCTB U
MPaKTUYECKHU MOJIHOMY MpeaynpexacHnio GopMupoBaHus 300a Kak y Ma-
TEpHU, TaK U y IUIOJIA, KPOME TOrO, MOBBIMIAECTCA KOHUEHTpAUWs HOJA B
IPYJHOM MOJIOKE, YTO CO3JaeT BO3MOXKHOCTh MPO(UIAKTUKH HOTHOTO Jie-
dbunmTa y 1eTei mepBoro rojia JKu3Hu.

[Ipomomxkaroiyecs: MOCTHATAIIBHO TMpolecchl AU(PGHEepEeHIMPOBKU U
CO3peBaHUs HEPBHOW TKaHU TPeOYIOT MPOAOKEHHS HOAHON Tpoduiiak-
TUKH U NOCJE POXKJeHUs pedeHka. B cooTBercTBuu ¢ HarmonanbHoOM 1po-
IrpaMMoOil MO ONTHUMHU3AIMK OOECIEYEHHOCTH BUTAMMHAMU M MHUHEPAJb-
HbIMU BemecTBamu jieteit Poccuu (2017), moTpeOHOCTh B Hoje Y MiIaJeH-
neB cocrapiger 110 Mxr/cytku. B coOTBETCTBUM C peKOMEHIALUUSIMU
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ESPGHAN (European Society for Paediatric Gastroenterology Hepatology
and Nutrition) ot 2010, roga noTpeOHOCTh HEJIOHOUIEHHBIX JETEW B HO/E
coctaBisgeT 11-55 MKI/kr B cyTku. s moajaepkaHus MOJ0KUTEIBHOTO
HogHoro OayaHca JOHOIIEHHOMY HOBOPOXIEHHOMY HeoOxomumo 10-15
MKT/KT B CYTKU 1 0KOJI0 30 MKI/KI B CyTKH HEJOHOIIEHHOMY. [leTu Ha TO-
TaJbHOM MAPEHTEPAIHBHOM NMUTAHWH BXOIAT B IPYIITY PUCKA MO PA3BUTHIO
TUIIOTHPE03a BCIEACTBUE AeduIlnTa Hoaa, TaK KaK PacTBOPHI U d3MYJILCUU
IUISl TAPEHTEPAIBHOTO MMUTAHUS HE COJIEPKAT €TO.

XapakTep BCKapMJIMBAHUS C POXKICHUSI TPEOYEeT COCTABJICHUSI WH]IU-
BUJIyaJbHOTO TJIaHA HOAHOW mpoduiiakTUKU. ['py/IHOE MOJOKO COJIEPKUT
rox B konmdectBe oT 75 mo 180 Mkr/n. Ero comeprkadue B TPyJIHOM MOJIO-
KE€ 3aBUCUT OT XapaKTepa MUTaHUS MaTE€pU U JOMOJHUTEILHOM MOIHOU
noanepxku. Conepxanue Hoaa B cMecsx nepBoi ctynenu (0—6 Mmecsuen)
B CpeAHEM COCTaBJISIET 0KoJIO 12 mkr Ha 100 Mi1 TOTOBOM cMecH (CM. MpH-
noxenue 1). Cneruann3upoBaHHbIC CMECH JJ11 HEJOHOILIEHHBIX JETeN CO-
nepkat 0oJibiiiee kondecTBo oaa — 20-25mkr Ha 100 M, 4To 00yCOB-
JeHOo 0oJiee BBICOKOM MOTPEOHOCTHIO B MOJE U, B TO JK€ BPEMs, MEHBIITUM
00bEMOM TTUTAHUS.

CylecTByIOIMKE PEKOMEHAAIMU 0 HOAHOW MpOo(PUIaKTUKE MOXKHO
HarJISIIHO MPOAEMOHCTPUPOBATh HA MPUMEPE JBYX KIMHUYECKUX CUTYya-
105078

1. PebeHOK MoOy4aeT HCKIIUYUTEIbHO IPY/IHOE BCKAPMJINBAHME:

CornacHo pexkomenaanusMm, BO3 pedbeHok 10 6 MecAneB KU3HU JT0JI-
KEH IOJy4YaTh WOJ C TPYJIHBIM MOJIOKOM, JOMOJHHUTENbHBIN ITPUEM MaTe-
PBIO TO3UPOBAHHBIX MOAMCTBHIX MPENapaToB 00€CHEYUT JOCTATOYHBIM KO-
JMYECTBOM MOJIa U KEHIIUHY, U pedeHka. C 3Toil 1Iepl0 MaTepy J10CTa-
ToyHO npuHuMaTth 200-250 Mkr kanusa Woauaa exxeaneBHo. Ho ecim math
KOPMHUT TPYJIblO, a HOoJHAasd MPOPUIAKTHUKA M0 KAKUM-IUOO0 NpUYMHAM HE
OCYIIIECTBIIAETCS (HEMEPEHOCUMOCTh MPENapaToB HOJa WIIM MPOTHUBOMOKA-
3aHUS K TpUEMy TpenapaToB Kajlvsg Honauja, Hampumep, npu Oo0Jie3HU
I'peiiBca), To peOEHOK 0053aTEIBLHO HYKIAETCA B €KEJHEBHOM MpPHUEME HE
MeHee 90 MKT Mojia ¢ poXKACHHUS U 10 6 MecsIeB, a aajaee 10 3 JIET — He
MeHee 100 MKT, 4yTO peanm3yeTrcs MpuemMoM mpenapara kanus noguaa 100
MKT (mpenapaT pacTBOPAIOT B TEIUION BOJIE WA MOJIOKE (MOJIOYHOU CMe-
cH)).

2. PebeHOoK mojiy4aeT HCKYCCTBEHHOE BCKAPMJIMBAHHUE:!

B 3aBUCHMOCTH OT NMPUHAJICKHOCTH KOHKPETHOI'O 3aMEHUTENS MO-
JIOKa IO COAEPKAaHUIO HoJa K HU3KO- FUIM BBICOKOJI030BOM TpyIIe, HEOO-
XOJIMMO BBEJICHHE MOua Kaaus B (U3HUOJIOTHUECKUX KOJIMYECTBAX, a/ICK-
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BAaTHBIX BBICOKOW BO3pAaCTHOM MOTPEOHOCTH, JUOO C CaMOr0 POXKICHUS
(npu conepxanuu oga Mmenee 90 Mkr B 1 1 cMecu), 10O CO BTOPOTO TO-
JTyToaus (N1 OCTAJIbHBIX).

Jletsm B Bo3pacTe OT 6 MecsIeB cieayeT naaBaTh Jubo nobasky 100
MKT KaJldsl Hoauja, Ju00 JOMOJHUTEIBLHOE JIETCKOE MUTAaHUE, 00OTraleH-
Hoe HomoM (Tabm. 3.1.4).

Tabauna 3.1.4

Pexomenoyemvie BO3 (2007) esxceonesnvie domayuu iooa 01a oemeii 00 08yx iem

Bo3spacTt pebenka, XapakTep BCKapMJIMBAHUS
MeECSIIEB 'pynnoe HckyccTBeHHOE
0-6 HNonnas npodunaktuka JlononHuTenbHas 10Ta-
Matepu (250 MKr/CyTKH) 1Ml 1012 HE HY»KHA
724 OO6oraieHHOe HOI0M TUTaHue He MeHee 90MKI/CyTKH

Takum oOpaszom, mpoOiieMa HOJHON HEIOCTATOUYHOCTH y HACEJICHUS
Poccun cniennduyeckn u Hanbosiee OCTPO KacaeTcs caMOM He3alllUILEH-
HOW KaTErOpUU — HOBOPOXKIACHHBIX U JETEU IEPBOro roja )KU3HU. Y YacTHe
KQXJIOr0 MPaKTHYECKOTO Bpada (aKyllepa-rHHEKOJIOTa, HEOHAToJora u
neauaTpa) IOJKHO CBOJUTHCS K IIMPOKOW MpomnaraHae M3J05KEHHBIX CBE-
JICHUI U MPUHIUIIOB HE TOJBKO B JIECUEOHOU CeTH (Cpeau KOJUJIET U Meau-
[IMHCKOTrO  TEepcoHaja), HO W TMpU  MPOBEACHUU  CAHUTAPHO-
POCBETUTEIBCKOM PabOThI C LEJIEBBIMU T'PyNIIaMHU HaceJaeHus (Ha3Haue-
HUE HOAHOW MpO(UIAKTUKH MPU TMOCTAHOBKE OEpPEeMEHHON Ha Y4YeT BO
BpEMs MEPBOr0 BU3HUTA K aKyLIEPY-TMHEKOJIOTY, JEKIMHU B IIKOJIE Oymy-
X MaTepei, Oecellbl MpHU JTOPOJIOBOM MMEIUATPUUYECKOM IMATPOHAXKE Ha
J0My, paboTa B SICISX U IETCKUX cajax).

3.2. Bpo:kaeHHbIH THIIOTHPEO3

ITHOJIOTHS U PACTIPOCTPAHEHHOCTD

Bpoxaennsiii runotupeo3 (BI') — rereporenHoe mno stuosnoruu 3a0o-
JeBaHue, O0YCIOBIEHHOE AaHATOMUYECKUM IOBPEKICHUEM IIUTOBUIHON
xenes3nl (LK), runoramamo-runoduzapHoit cCUCTEeMbl WIM UX MOP(hO-
(GYHKIIMOHAILHOM HE3PEeJIOCThI0 BO BHYTpUYTpoOHOM mnepuojae (Jlemon
N.N. u coant.,1996).

B reorpadguueckux 30Hax ¢ BbIpaXKEHHBIM AeHUIMTOM HOJa MpU OT-
CYTCTBUM HOJHOW MNPOQPUIAKTUKH YBEJIUUYUBACTCS KOJUYECTBO JETEH C
BpOXKACHHBIM Tunotupeo3om. Yacrtora BI' konebmercs ot 1 ciydas Ha 4—
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5 ThIC. HOBOPOXAEHHBIX B EBpome 10 1 ciydast Ha 6—7 ThIC. HOBOPOXKICH-
Hbix B CeBepHoii Amepuke. C 2006 roga B Poccnu nmpoBOAUTCS CKPUHUHT
BCEX HOBOpOkJAeHHBIX Ha BI'. HacTora BeisiBIsiemocTy B Poccuun Bapwupy-
€TCA B 3aBUCHMOCTH OT TOJIa M PETHOHA U B CPEAHEM COCTABIIAET 1cimydan
Ha 3617 noBopoxaeHHbix (JlenoB N.U., besnenkuna O.b., Baguna T.A. u
np., 2018). JleBouku OOJICIOT B JiBa pasa yaiile, 4eM Maiabuuku. Kpome To-
ro, y nerei ¢ cuHapomom Jlayna puck paszsutus BI' 3HauWTENBHO BBILIE
M0 CPABHEHUIO C OOIIEH MOMyJAIUeii. DTHOJIOTHS U PACTIPOCTPAHEHHOCTh

ocHOBHBIX (hopMm BI' npencrasnena B Tadbmuie 3.2.1.
Tab0auna 3.2.1
Dmuonozus u pacnpoCcmMpaHeHHOCHb OCHOBHBIX (POPM 8POIHCOCHHO20
cunomupeo3sa

dopma runoTupeosa YacTora BCTpEeuaeMOCTH

llepsuunvlii 2unomupeos

Jlncrenes3rs MUTOBUIHOM JKEJIE3bl

Arenesus
['unonnazus 1:2000—1:4 000 (85-90 %)
Jucronus

JlucropmoHorenes 1:30 000-50 000
Hedunur (nedext) perentopos k TTI (5-10 %)

HedexT Tpancnopra HoIu10B
JedekT nepokcu1a3Hoi CUCTEMBbI
JledekT cuHTE3a TUPEOTIIO0YINHA

Llenmpanvuolil (6MOPUYHBLLL U MPEMUUHBLU) 2UNOMUPEO3

[TanrunonuTyurapusm
N3onupoBannsiii nedunut cunresa TTI 1:75000-1:100 000
AHOMaJIMU TUNOTaTaMO-TUIOPU3apHOI 001acTH (34 %)

TpanzumopHhwlii cunomupeos

MenukaMeHTO3HbIN THIIOTUPEO3

I'mnotupeos, HAYLUPOBAHHBIA MATEPUHCKUMU
TUPEOOJOKUPYIOIUMH AHTUTEIAMU

N nonatuyeckui runoTupeos3

YacToTa HEU3BECTHA

TpaH3uTOpHAsd HAMONIATUYECKAS] TUIIEPTUPOTPO- <1%
MAHEMUS

[Tepudepuueckast pe3auCTEHTHOCTh K TOPMOHAM IIIH-

o YacToTa HEU3BECTHA
TOBHUIHOM JKEJIE3EI

Jlo 90 % OOIBHBIX UMEIOT MEPBUUHBLI BPONHCOCHHBII 2UNOMUPEO3,
KOTOPBIM BO3HHMKAET B PE3yJbTATE MOPAXKEHUS 3a4aTKa IUTOBUIHOU XKe-
ne3bl (nucrenesusi) Ha 4-9-it Henene OepemeHHocTH. 75-90 % ciydaeB
nepBuuHoro BI' 00yclioBlIeHBI THIOIJIA3UEH WIIM areHe3uen skene3bl. B
1/3 cmydaeB mepBuuHoro BI' mmeercs amasusi MIUTOBUIHOMN KeEJIE3bl, Y
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OCTaJIbHBIX — TUIIOIJIA3UsI, HEPEJKO C IKTOMHUEN B KOPEHb sI3bIKa, TPAXEIO,
Ha TMEPEIHIOI MOBEPXHOCTH Iien. K HacToseMy MOMEHTY UACHTU(UIIN-
POBaHbI T€HBI, KOTOPHIE OTBETCTBEHHBI 3a pa3Butue BI' BcienactBue nuc-
renes3un xkenessl (TSHR, PAXS, FOXEI, NKX2-1 u ap).

[Topok pa3BUTHS MIMTOBUIHOW >KEJI€3bl MOKET BO3HUKATH MOJ BIHS-
HUEM MEJIMKaMEHTO3HBIX MpenaparoB (TMamaszoi, OOJIbIIKME J03bl HOJa,
OpOMM/IbI, COJTH JINTUS, TPAHKBUIIN3ATOPHI), KOTOPBhIE MPUHUMACT >KCHIIHU-
Ha BO BpeMsi OEPEMEHHOCTH, MO BIUSHUEM TOKCUUYECKUX, XUMHYECKUX
BEILIECTB, a TAK)KE B PE3yJIbTATE JCUCTBUS aHTUTUPEOUIHBIX AHTUTEI IIPU
ayTOUMMYHHOM THPEOUJUTE Y MAaTepH, HE HUCKIIOYACTCA POJIb BHYTPH-
yTpoOHo#t nHdekuu. B reneze BI' umeeT ocoboe 3HaUeHUE palMOAKTHUB-
HO€ WJIM PEHTT€HOBCKOE OOJIyYeHHE, TPUEM PAJIMOAKTUBHOIO HOja, B TOM
YUCJe NpU MPOBEACHUN AUArHOCTUYECKUX WUJIA TEPareBTUUYECKUX MPOIIe-
AYyPp.

o 10 % cnyuaeB BI" 00yciioBiieHO reHHBIMU JIe)eKTaMU CUHTE3a TH-
PEOUIHBIX TOPMOHOB (JIUCTOPMOHOIEHE3) WJIM TKAHEBBIX PEIENTOPOB K
HuM. [Ipu ¢pepmenTHOM nederTe CHHTE3a TOPMOHOB IITUTOBUIHOM KeEIE3bI
BBISIBJISIETCS] YBEJIMUEHUE TIOCIIEIHEN B OTBET HA U30BITOUYHYIO TTPOTYKIIHIO
TUPEOTPOITHOTO TOpMOHa TUNodu3a (BPOXKICHHBIA 300 C TUIIOTUPEO30M),
OJIHAKO JIOKaJIu3alus KeJe3bl, Kak MpaBwio, TunudHas. [locienoBarens-
HBI€ ATaIbl CHHTE3a TUPEOUIHBIX TOPMOHOB BKJIFOUAIOT 3aXBaT MoAa Na'/T
CUMIIOPTEPOM, OKHUCJIEHHWE U OpraHu(UKanuio Hoja, KOHJCHCAIUIO HOJI-
TUPO3UHOB € MoMoIbio THpeonepokcuaasel (TIIO) B mpucyTcTBum mnepe-
KucH Bogopoaa. 13 Bcex aedekToB Haubosiee pacpOCTPAHEHHBIM SIBIISICT-

csa gepunut TIIO. B HacTosIiee BpeMs ONMMCaHbl T€HbI, CBSI3aHHbBIC C JHUC-
ropmoHorenezoM (TPO, SLC26A4, DUOX2, DUOXI1, DOUXA2, NIS u
Jp.).

Cungpom Ilennpena xapakTepusyeTcs TpUAJIOW: ABYCTOPOHHEU
HEUPOCEHCOPHOU TYrOYXOCThIO, THIOTHPEO30M U 3000M. CHUHTIPOM BHI-
3BaH HapylI€HHWEeM OpraHu(UKalUU HoJa U3-3a UHAKTUBUPYIOIIUX MYyTa-
uuii B reHe SLC26A4. CHmxeHue ciayxa y aeten ¢ cuaapoMom llenapena
MOET OBITh YK€ MPHU POXKIACHUH, JIMOO BOSHUKACT HA TIEPBOM IOy KU3HU
C JaJbHEUIIIAM MTPOTPECCUPOBAHUEM.

Bmopuunwtii 6postcoennvlii 2unomupeo3 BCTPEUACTCS TOPA3I0 PEXKE,
yeM niepBuuHbIN (5—10 % ciryyaeB u meHee). [IpuunHoi ero sBisieTcs Je-
¢uuut cuntesa TTI, 4TO MOXKET OBITH PE3YyJIBTATOM POAOBON TpaBMBI,
undexkuu [THC, BpoxaeHHBIX 1ePEKTOB runotaiamo-runopuzapHoii 00-
JacTH, MAHTUMNONMUTYUTapu3Ma (aHad’HIEedanrs, TUMOIUIa3us W aria3us
runodusa, cenToonTuyeckas auciuiazus). B oCHOBE TPETUYHOTO TUIIOTH-
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peo3a Jexar HapylIeHUs: BBIpaOOTKU THUIIOTajIaMycoM Tuposinoepuna. Ilo-
Pa)KEHUS TUIIOTAIIAMYCA BBI3BAHBI TEMU K€ MMPUYUHAMU, YTO U MTOPAKECHUSA
runoduza. IlaToreHe3 OOJBIIMHCTBA 3TUX PACCTPOMCTB OCTAECTCS HEU3-
BECTHBIM, OJIHAKO K HACTOSIIEMY BPEMEHHU BBISABICH PAJI T€HETUYECKUX
nedeKToB, MPUBOASAIIMX K pa3BUTUIO BTopuyHOro BI', KOoTOpbI, Kak mpa-
BUJIO, COYETAETCS C AeDUIIMTOM IPYTUX TOPMOHOB runodusa u psaoM Ts-
KEJIBIX aHOMaui. Hampumep, NpUUYMHONM BTOPUYHOTO TMIIOTUPEO3a MO-
KeT ObITh AedekT Pit-1 rena — runoduzapHoro crenuuieckoro TpaH-
CKPHUIILIMOHHOTO (pakTopa-1, MyTalluu B KOTOPOM BBI3BIBAIOT KOMOUHHUPO-
BaHHBIN Je(UIIUT TOpMOHA pocTa, nposiaktuHa u TTT.

B nocnenHue roapl aKTUBHO M3Y4YaeTCsl peAKOe 3a00JE€BaHUE — CHH-
JIPOM PE3UCTEHTHOCTH K TUPEOUJIHBIM TOpMOHaM. JTO 3a00JieBaHUE B
OOJIBIIIMHCTBE ayTOCOMHO-JIOMHUHAHTHOTO HACJICIOBAaHUS M XapaKTepU3y-
€TCSI TOHWKEHHOW YYyBCTBUTEIBHOCTHI) TKAHEM-MHUILIEHEW K TOPMOHAM
HIMTOBUIHOM keJe3bl. PacnpocTpaHEHHOCTh CHHIPOMA COCTABIISIET 1 Ciry-
yai Ha 40 000-50 000 HOBOPOKAECHHBIX U BCTPEUAETCS C OJUHAKOBOM Ya-
CTOTOW Y MaJIbYUKOB U JIeBOYEK. D (PEKTHI THPECOUTHBIX TOPMOHOB peaju-
3yroTcs depes 2 tuna peuentopoB — TRa u TR, koaupyronmxcs aByms
pasmuuabiMu reHamu: THRA wm THRB. Myranmamu rena THRB mno-
pasHoMy (B 3aBUCHUMOCTH OT MYyTallUM) MEHSIOT (PYHKIHIO pelenTopa u
€ro J3KCIPECCUIO, T. €. CYLIECTBYET OIPEACIEHHAS 3aBUCUMOCTb MEXIY
reHotunoM u deHoturnoMm. Yto kacaercs mytanuil penentopa TRa, To B
HACTOSIIIEE BPEMS OIKMCAHbl €IMHWYHBIE Ciydau. B 3THUX ciydasx, He-
CMOTpPSI HA MPAKTUYECKH HOPMaJbHYI0 KOHUeHTpauuto TTI u tupeounn-
HBIX TOPMOHOB, Pa3BUBACTCS KIIMHUYECKAs KapTUHA TUITOTHPeo3a. OHAKO
W3MEHEHHUS B TUIIOTaIaMO-TUIIO(PU3apHON OCH SIBISIOTCS MUHUMAIbHBIMU,
YTO TO3BOJISIET TOBOPUTH O COXPAHHOW (PYHKIIMH LEHTPAIbHBIX PELENTO-
POB.

Tpanzumopnulii 8p0IHcOCHHBLI 2UNOMUPEO3 — COCTOSTHUE BPEMEHHOU
TUIIOTUPOKCUHEMHUH, COINpOBOXKaaromeecss nopsimenneM TTI. Bnepsbie
Takyto (GopMy HapylieHus QyHKIUM B CHUCTEME TMNO(U3 — NUTOBUIHAS
KeJe3a, KaKk TPaH3UTOPHBIM THHoTupeo3, onucan Delange (1978) y Hemo-
HOIICHHBIX JETEN C PECUPATOPHBIM JUCTPECC-CHHAPOMOM. PacmpocTpa-
HEHHOCTh Tpan3utopHoro BI' Bapeupyer ot 1 g0 15 npouentos. K dakro-
paM pHUCKa BOZHUKHOBEHHS TPAH3UTOPHOTO THUIOTHPEO3a y pedeHKa OTHO-
CAT:

— HoaaeuIIMTHOE COCTOSIHUE MaTEpH;

— HAJIM4HUE TUPEOUIOTOKUPYIOIIUX aHTUTEN Y MaTepH;
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— MpPUEM TUPEOCTATUKOB MATE€PhIO BO BpeMsI OEPEMEHHOCTU U IPYTUX
MpernaparoB, KOTOPbIE 00JaJal0T MOIABISIONIMM JACHCTBUEM HA IIIUTOBHU/I-
HYI0 XeJe3y (aMuIapoH, MPOTUBOACTMATUUECKUE CPEACTBA);

— HEKOHTPOJIUPYEMBI TUIIEPTUPEO3 MATEPH BO BpeMsi OEPEMEHHOCTH;

— M30BITOYHOE BIMSHHUE HOJ1a BHYTPUYTPOOHO;

— U30BITOYHOE BIIMAHME HOJa B HEOHATAIBHOM Iepuoie (Ipexe Bce-
ro, HoJIco/IepKallie aHTUCETITUKHA, KOHTPACTHBIC BEIIECTBA);

— HEJOHOIIEHHOCTD;

— 3aJIepKKa BHYTPUYTPOOHOTO pa3BUTHS;

— KPUTUYECKHUE COCTOSIHUS B HECOHATAIbHOM MEPUOJIE.

Takue npenaparsl, Kak JOMaMHUH U CTEPOUIBI, TAKKE MOTYT CHOCO0-
CTBOBaTh TMIIOTUPEO3yY. B nuTeparype onucad runoTupeos3 Ha (hoHe Tako-
ro COCTOSIHUSI, KaK T€MaHTMoMa MEeYEHU, TaK KaK OHA OOMJIBHO MPOYIIU-
pyet aeroaunasy-Ill (MHaKTUBUPYET TUPEOUTHBIE TOPMOHBI).

Ilo0 mpanzumopnoii cunepmupomponunemueii TOHAMAIOT BPEMEH-
Hoe noseiieHre ypoBHa TTI npu HOpMaibHOM ypoBHE T4, KOTOPOE BO3-
BpalaeTcs K HOpMeE MpHU MOBTOPHOM oOcienoBaHuu yepes 2 Henenu. [lo
CYTH, COCTOSIHUE SIBIISIETCSI CYOKJIMHUYECKUM Tunotupeo3oM. Kak dopma
HEOHATAJIbHOM MATOJOTUM IUTOBUIHON >KeJIe3bl OHAa MOYKET OBITh BhI3Ba-
Ha 3aJIePKKOH BHYTPUYTPOOHOTO pa3BUTHUS, HEIOHOIMIEHHOCTHIO, NePHUIIU-
TOM #0/1a, BHYTPUYTPOOHBIMU MH(EKUMUSIMHU, ayTOUMMYHHBIMH THPEOIIa-
THUSIMA MaTepH.

ITo MHEHHIO HEKOTOPBIX MCCIIENOBATENIECH, JIETH, IIEPEHECIIINE TPAH-
3UTOPHYIO TUIIEPTUPOTPONIMHEMUIO, B TAIBHEUIIIEM UMEIOT PUCK PA3BUTHS
CYOKJIIMHUYECKOI'0 TUIIOTUPEO3a.

IIaTorenes

[Tpu mo6oit hopme BI' nmeeT MecTo mosiHas Wy YacTUYHAsI HEI0CTa-
TOYHOCTh THUPEOUIHBIX TOPMOHOB, COMPOBOXKIAKOIIAACA CHUKECHUEM II0-
TPEOHOCTH B KHCJIOPOJE, CKOPOCTH OKHCIMTEIbHO-BOCCTAHOBUTEIHHBIX
npoiieccoB. [Ipu nedunrte ropMOHOB IUTOBUIHOM KeJE3bl 3aMEITISIOTCS
(dbepMeHTaTUBHBIE MPOLIECCHI B KIETKaX. [ MTOTUPOKCUHEMHS CTIOCOOCTBY-
€T Pa3BUTUIO TUCMETA00JIM3Ma, B CBS3U C OTUM HapyIlIaeTcss OMOCUHTE3 U
pacmaja Oenka, yBEJIWYMBAETCS YPOBEHb CHIBOPOTOUYHOrO O€jika, B Opra-
HUA3ME 33JICP>KUBAIOTCA a30TUCThIE NUIaKW. [lOBBIIAETCS CUHTE3 XKUpa U
YIJIEBOJIOB, YMEHBIIIAETCS PACIIAJl XKUAPA B IENO. B redyenn u Mplmax mno-
HWKAETCsl pacmaj] IIIMKOTreHa, a 3TO 00yCIaBIMBAET HU3KUM YPOBEHb TIIHO-
KO3bl B  KpoBU. B  pe3ynbrare  CHHXKEHHS  OKHUCIIUTEIBHO-
BOCCTAHOBUTEJIbHBIX MPOIIECCOB U OCHOBHOTO OOMEHa OTMEYaeTcs OTCTa-
BAHUWE B TMICUXOMOTOPHOM pa3BUTUHU. [IponcxomuT 3amepkka BOALI B
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AKCTPALEUTIONIIPHOM MPOCTpaHCTBE. CHUKEHUE YHEPIEeTUUECKUX 3aracoB
B KJICTKE BEJIET K M3BpallleHUIO TeriooOMeHa. Hapyienue oOMeHa MyKo-
MOJIMCAaXapUJI0B CIIOCOOCTBYET HAKOIUICHHIO B KOXE, B ITOJKOXKHO-
KHUPOBOU KJIETUYATKE, B COCIMHUTEILHON TKaHU, MBIIIIAX, HEPBHBIX CTBO-
JaX, BO BHYTPEHHUX OpraHax OOJIbIIIOTO KOJIMYECTBA TMalypOHOBOM, XOH-
JTPOUTHHCEPHOU KUCIJIOT, BBI3bIBAsl CIM3UCTHIN OTeK. JleduIuT Tupeou-
HbIX TOPMOHOB 3HAUMTENIBHO HApyLIAET MPOIECCHl pocTa, nuddepeHun-
poBku IITHC, koCTHOM CHUCTEMBI OpraHu3Ma.

B Tabaune 3.2.2 mpencrapieHa KiaaccUbUKAKUSA BPOXKICHHOTO THIIO-
THpeOo3a.

Taoauua 3.2.2
Knaccuguxkayus eporcoennozo cunomupeosa

[To ypoBHIO ®dopma [1o crenenu da3a
MOPAXKECHUS BBIPAKEHHOCTH
HApyLICHUHN
Pannss gpopma:
[lepMaHEeHTHBIN BPOXK/ICH-
HBI TUIIOTUPEO3
. TpaH3UTOPHBIN BPOXK/ICH-
[TepBuuHbIi pa P POHA
. HBIU TUIIOTHPEO3 .
Bropuunsii JlaTeHTHBIN Komnencanmn
N Ilo30mus4 ¢hopma:
TpeTuunbIii . (cyOxnmHUYe- CyOkomneHca-
Kitaccuueckuit BapuaHT .
Pe3ucrent- CKHI) 105051
Atunuyneie GopMbl (MOHO- .
HOCTh Manudectupiii | JlekomrieHca-
CHMIITOMHBIE): .
K TUPEOUTHBIM OCHOXXHEHHBIN | [IUU
MPONOPUHOHAIIbHAS 3a-
TOpPMOHAM
JIEpKKa POCTa;
MICEBJOAHEMUYECKAS,
IICEBJAOTUPIITNPYHT;
KapJIMONaTHYECKas

M3 Bcex BapuaHTOB TMIIOTUPEO3a HauOosee THKEIO MPOTEKAeT THUIIO-
TUPEO3 B PE3yJbTAaTe HAPYIICHUS OpraHoreHesa (THIOIUIa3us U aria3us
ITUTOBUTHOM KeJe3bl). Y ATHUX HOBOPOXKICHHBIX JIETCH BHYTPHYTPOOHO
yke ObLIT Ie(UIUT TUPEOUIHBIX TOPMOHOB. Korjia B ocHOBe JEKUT nedu-
IUT (PEPMEHTATUBHBIX CUCTEM, Yalle BCETO YBEJIMYMBACTCS IIMTOBUJIHAS
’&Keje3a, TO €CTh UMEeT MECTO 300 C TMIOTUPEO30M. YBEIUYEHUE IIUTO-
BUJHOM KEJI€3bl MOXKET ONPEACHATHCSA YK€ MPU POKICHUU, HO YaIlle pa3-
BUTHE 300a OTCcpoyeHo. B cuny aedunmra onpeaeaeHHbIX (PEepPMEHTHBIX
CHUCTEM HA OJIHOM M3 YPOBHEW HAPYyIIAETCS CUHTE3 TUPEOUIHBIX TOPMO-
HOB, B OTBET Ha 3TO MOBbIAETCS ypoBeHb TTI', KOTOpPBIN CIOCOOCTBYET
YBEJIIMYEHHIO IIIUTOBUIHOMN KEIIE3bI.

90



[To3naue GopMbl TUIOTHUPEO3a — 3TO YACTO BAPUAHT DKTOMHUM WM
JYMCTOMNUHU IIUTOBUIHOM Kelie3bl. B moapisitonieM OOJIbIIMHCTBE CIydacB
3TU COCTOSIHUSI TIPOSIBIISIIOTCSL B Bo3pacTe 2—6 yier. OCOOEHHO Ba)kHA paH-
Hssl TUAarHOCTUKA TUMOTHPEO3a MeauaTpaMu, MPOMEJICHUE BEIET K He-
0JIaronpUATHOMY MPOTHO3Y, OCOOEHHO B OTHOIIEHUH YMCTBEHHOI'O pa3BU-
Trss. C TOMOIIBI0 aHaMHE3a, KIMHUYECKOTO 00CIeIOBaHusI U JadopaTop-
HBIX JIaHHBIX JUArHO3 JIOJKEH OBITh MOCTABJICH B MEPBbIC HEJETU KU3HHU,
U TOJIbKO B 5 %—15 % cinyuaeB BI' MmoxkeT ObITH cpasy 3amofo3peH y HO-
BOPOXKJIEHHOT'O peOCHKA.

Kannuka

BpipaX€HHOCTh KIMHHAYECKUX NposiBiicHMA BI' 3aBUCUT OT MHOrmx
(baKkTOpOB, TAKMX KaK CTENEHb (YHKIIMOHAIBHOW HEAOCTATOYHOCTH IIUTO-
BUJIHOM JK€JIe3bl, XapaKTep BCKapMIIMBAHUS peOCHKa (€CTECTBEHHOE U HC-
KyCCTBEHHOE), TUPEOCTAT MaTepy BO BpeMsi OEpEMEHHOCTH U T. 1.

MBICHb 0 BPOXKI€HHOM THUIIOTHPEO3€ MIPHU POKICHUHN PEOCHKA T0KHA
BO3HUKHYTh B CIy4asix IMEPEHOIICHHONW OEpEeMEHHOCTH, HWU3KOW JBUTa-
TeJIbHOW aKTUBHOCTH IIJI0/1a, TIPH pOoXKAeHUH KpyrHOTro pedenka (3 500 r u
Oonee), oTeKax, BSUIOM COCAHUM, HAPYIICHUH OTXOXKICHUS MEKOHMS, HU3-
KOM ToJioce. B meprojs; HOBOPOKJIECHHOCTH clieyeT oOpailath BHUMAaHUE
Ha MO3/IHEE OTIAJICHUE IMYTNIOBUHBI, INIOXYIO0 PEr€HEPALUI0 MyTTOYHON paH-
KU, MYMOYHYIO TPBIKY, JJIUTEIBHO COXPAHSIOUIYIOCA XKEATYXYy (Ie@uuut
MEYCHOYHOW TIIOKYPOHWITpaHC(hEpas3bl), pe3Kyl0 TMIIOTOHUIO, HAPYIIEH-
HOE TJIOTAHUE, B3yTUE )KUBOTA, YIOPHBIE 3alIOPhI, PACXOXKICHUE TPSIMBIX
MBI )KUBOTA. J[pIXaHHE YepEe3 HOC YaCTO 3aTPYIHEHO, MOKET OTMEYATh-
Cs IYMHOE CTPUIOPO3HOE JIBIXaHHE, [TMAHO3 HOCOTYOHOT'O TPEYrOJIbHUKA.

Knuanueckue npusHaku BI' y HOBOPOXXIEHHOTO MOTYT OBITH COOTHE-
CEHBI CO MIKAJIOW Amrap, MOMOTaloeld B paHHEM KIMHUYECKOM CKPHUHUH-
re 3a0boneBanus (tadm. 3.2.3).

OnHUM 13 BEAYIIUX KJIMHUYECKUX CUMIITOMOB SIBJISIETCS OPTaHUYECKOE
NOpakKeHHEe MOo3ra, GOPMUPYIOIIEECS B CBSI3M C HEJOCTATOYHOCTHIO TH-
PEOUIHBIX TOPMOHOB B TUPOKCHUH3aBUCUMON (ha3e pocta u audepeHun-
poBke [JTHC mona u pebeHka B MOCIEAHUE MECAIbl BHYyTPUYTPOOHOTO U B
nepBbie 3 Mecsla MOCTHATAILHOIO Pa3BUTHSL.
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Taoauna 3.2.3

HIxana Anzap 014 KIUHUYECKO20 CKDUHUH2A 6POIHCOCHHO20 2UNOMUPEO3A

Y HOBOPOIHCOCHHBIX

Kinnnnueckunii npu3Hak KonuuectBo 6amios

\®}

Ilymounas rpsika

Oteunoe Iu1o

3amnopsl

Kenckuii noi

biienHoCTb, TUIIOTEPMUS KOXKHU
Makpornoccust

MpriieyHast TMIIOTOHUS
Kentyxa 6omnee 3 Henelb
[lenymenue u CyXoCTh KOXHU
OTKpPBITHIN 3aIHUN POAHUYOK
bepemennocts 60see 40 Henelnb
Macca Tena npu poxaeHuu 6osee
3500r

Ilpumeuanue: nipu cymme 6auioB 6ojiee 5 cirydail Mog03pUTEICH Ha BPOXK/ICH-
HBI TUIIOTUPEO3.

[N I U O T O T )

Y HOBOPOXKIEHHBIX U TPYAHBIX AETEH MOXKET OTMEYAThCA BSUIOCTb,
ciabasi peakiysi Ha BHEIIHUE PA3PaXUTEJIU, TOPU3OHTAIbHBIM HHUCTArM,
KOCOTJIa3ue, COHJIMBOCTh, NMEPUOAUYCCKU CMEHSIOMIAsACS OOImmMM OecIo-
KOWCTBOM M KPAaTKOBPEMEHHBIMU H CYJIOPOXHBIMU I0JIEPTUBAHUSIMMU.
OcCo0EHHO paHMMO YMCTBEHHOE Pa3BUTHUE MPHU TO3JHO JUATHOCTHUPOBAH-
HOM BPOXKJICHHOM THUIIOTHpeo3e. PEOCHOK yIUBHUTEIBHO CIIOKOCH M COH-
JUB, PEIKO KPUYUT, HE HHTEPECYETCS OKPYNKAIMMH U HUTPYLIKaMHU.
ITo3aHO U ¢ TpyJOM y3HAEeT MaTh, C OOJBIIMM OMO3/IAHUEM Pa3BUBACTCS
peub. Y HEKOTOPBIX JETEM MMEET MECTO TYroyxoctb. [Ipm oTcyrcTBHH
CBOEBPEMEHHOTO JICUEHHUSI MOPAKEHUE MO3Tra HOCUT HEOOpAaTUMBIN Xapak-
TEp BIUIOTH JI0 pa3BuTus oJuroppenuun. OTcro/1a NOHATHA HEOOXOIUMOCTh
KaK MOKHO PaHbIII€ HA4YaTh MPOBEJCHUE 3aMECTUTEIIBHON Tepanuu, KOTO-
pas MOJIOKHUTEIBHO BIUSET HA COXPAHEHUE NHTEIUICKTA.

Kitaccuueckasi KIMHUYECKasi KapTHUHA TUIIOTUPEO3a MPOSIBIISIETCS MPU
nepeBojic peOeHKa Ha UCKYCCTBEHHOE BCKapMIIMBAHUE, TaK KaK B TPYJIHOM
MOJIOKE COJICP)KAaTCsi TUPEOUJHBIE TOPMOHBI. BBICTpO (PopMupyroTCs TH-
MUYHBIC TPU3HAKKM MHUKCEJEMBbI, IS KOTOPOM XapaKTEpHbI W3MEHEHUS
BHEIIIHETO 00JIMKa, KOXH, BHYTPEHHUX OPTraHOB M IpyOasi 3aJeprkKa ICHU-
XOMOTOPHOTO Pa3BUTHS. Y TaKUX OOJIbHBIX TPYyObI€ YEPTHI JIUIIA, MIUPOKas
MEPEHOCUIIA, AAJEKO PACCTABICHHBIE IJ1a3a, IVIa3HBIE IIEIH Y3KHUE, SI3bIK
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OOJBIION, YaCTO HE yMENIAeTCs BO PTY, POT MOJYOTKpBIT. OTMedaeTcs
OTEK HAJKJIIOYMUYHBIX, APEMHOM SIMOK, ThUIbHBIX IMOBEPXHOCTEN KUCTEU U
cron. Koxa xononnas, Oneanasi, cyxasi, ¢ MpaMOPHBbIM PUCYHKOM, KCaH-
TOXPOMHOE€ MPOKpAIINBAHUE JIAJIOHEN U CTOM. BOJOCH TOMKHE, TYCKIIbIE,
penkue, cedopes Ha ToJioBe. 3yObl MOSBISIOTCS MO3/IHO, A€(DEKTHI B dIMAJIU
3y00B. bobHBIE CKIIOHHBI K PECITUPATOPHBIM UH(DEKITHSIM.

Co CTOpOHBI CeplIeUHO-COCyAuCTON cucteMbl Wit Bl xapakTtepHo:
YBEJIIMYEHHUE TPAHUL] CEPALA, NPUTIYLIEHUE TOHOB, CUCTOJIMYECKUAN IIyM,
TEeHJeHIUs K Opamukapauu (y JeTei MepBOro MOJIYroAusl >KU3HU MOMKET
OBITHh HOpPMaJIbHAsl YaCTOTa CEPJICUHBIX COKpAICHU), CHUKEHUE apTepH-
aJIBHOTO U ITYJIbCOBOT'O AABIICHUA.

[IpakTyecku Bcerga MMEKOT MECTO CHUMIITOMBI CO CTOPOHBI JKENy-
JOYHO-KUIIEYHOT'O TPAaKTa: YIOPHBIE 3aMOPHI, B3AYTHE )KUBOTA, FemaToMe-
rajus.

[Tocne monyroga HapacTarOT CUMIITOMBI OTCTaBaHUSI (PU3UYECKOTO U
MICUXUYECKOTO pa3BUTHSA. J[€TH MI0X0 pacTyT, MNO3/THO HAYUHAIOT JIEPKATh
TOJIOBKY, CHUJZIEThb, X0aAUTh. C 3TOro BpeMeHU (POPMUPYIOTCS XOHIPOJIMC-
TpouyeCcKkre MPOMOPIUU Tejia, OTCTAET Pa3BUTHE JIMIIEBOTO CKeJeTa
(cemIOBUIHBIN HOC, 3alaBIliasi MEPEHOCHIIa), TTO3AHO 3aKPBIBAIOTCS POJI-
HUYKHU.

B cnydae poxnenus peOeHka B HOAAeDUITMTHON MECTHOCTH OT Mate-
PU C TUIIOTUPEO30M PA3BUBACTCS TAK HA3BIBAEMBIN YHIACMUYECKUN KPETH-
HU3M, KOTOPBI MOXET MPOTEKATh KaK HEBPOJIOTUMUECCKAM WM KaK MUKCE-
JIeMaTO3HBIN.

[Ipr HEBPOJIOTHYECKOM BapUAHTE HA NEPBBIM IUIAH BBICTYNACT SpKast
HEBPOJIOTHUYECKAsA CUMIITOMATUKA, MPU MHUKCEIEMATO3HOM — KJlacCUye-
CKasg KIMHUKA TUNOTHUpEeo3a. JlelneHne 3TO YCIOBHOE, TaK KaK YHUCThIE
dbopMBbI BcTpedaroTes peiko. HeBposioruueckuii BapuaHT XapaKTepU3yeTcs
3aE€PKKOUN IMCUXUYECKOTO PA3BUTHSA, TIIYXOHEMOTOU, CIACTUYECKON MPOK-
CHMAaJbHOU PUTHAHOCTBIO KOHEYHOCTEU, CUMIITOMATUKA TUIIOTUPEO3A HE-
BbIpakeHHasl. [IpuunHON COCTOSIHUS SIBIIAETCSI BBIPAXKEHHBIN JePUIUAT TH-
PEOUAHBIX TOPMOHOB Ha PaHHUX 3Tamax OEPEMEHHOCTH, KOTOpBIH 00y-
CJIOBJICH KOMOWHAIIMEN TUIOTHpPEOo3a y MaTtepu, Aeduiura oma u 3a-
NepKKOU (PYHKIIMOHUPOBAHUS (eTabHOU keie3bl. OTCYTCTBUE CUMIITO-
MATUKHU THINOTHUPEO3a Y JETEU C HEBPOJIOTUYECKMM KPETHUHU3MOM CBUJIC-
TEJILCTBYET O TOM, YTO HIMTOBHUIHAS *Kejie3a B JaJbHEHIeM ObLla aleK-
BaTHO c(hOpMHUPOBAHA.

MukceneMaTo3HbI BapUaHT XapaKTEPU3YETCs HAIMYUEM KIMHUYE-
CKUX CUMIITOMOB TMHIIOTUPE03a, XapaKTEPHBIX JIJIsI HEBPOJIOTHUYECKOTO Kpe-
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TuHU3MA. [Ipu3Haku, Kak nmpaBwWiio, OTCYTCTBYIOT. [Ipu manHOM BapuaHTe
KpPETUHU3Ma UMEET MeCTO JACPUIUT (PETaTbHBIX TOPMOHOB C 3 TPUMECTPA,
YTO W SIBJSIETCA NMPUYMHOM PA3BUTHSA TUIIOTHPEO3a. B manpHEHieM 3Tu
MAIMEHThl NOMOJHAKOT TPYIITY JETEH C HAPYUICHUSIMU PEYH, CIIyXa, OT-
CTAIOIINX B MCUXUYECKOM PA3BUTHUU U UMEIOIIUX TPYAHOCTH OOYUECHUS B
HIKOJIE.

JInarHocruka

[Ipu Tunuuno#t dopme 3abosieBanus nuarHo3 BI' He BbI3bIBaET TPy/I-
HocTel. OJIHAKO 3amoJI03pUTh BPOXKACHHBIM THIOTUPEO3 HA OCHOBAHUU
KJIIMHUYECKUX MPU3HAKOB yJaeTca He Oosiee ueM y 5—15 % HOBOPOXKIEH-
HBIX JETEH.

B nuarnoctuke (GopM rumotupeosa moMoraeT HCCIeIOBAHUE THPEO-
UIHBIX TOPMOHOB B KpoBH. Omnpenenenue TTIT BO3MOKHO METOAOM HUM-
myHodepmenTHoro aHanuza (MPA), a TakkedIro0peCeHTHBIM WIH UM-
MYHO(IIOOPECIEHTHBIMMETO/IOM B «CYXOM IIATHE» KPOBU HOBOPOXK]ICH-
HBIX IPU BBINOJIHEHUN HEOHATAILHOTO CKPUHUHTA. B 3aBHCUMOCTH OT Me-
toauku omnpeneneHuss TTI Bapbupytorcs pedepeHcHbie 3HaueHus. Omnpe-
JIeJICHUE aHTUTEN 11eJIeco00pa3HO ONpeNesaTh y peOeHKa NpU HAIUYUU Y
MaTepu ayTOMMMYHHOro 3a0osieBaHus. [Ipu NEpBUYHOM THUIOTHPEO3E
cHkeHbl T3 1 T4 1 oBeiieH yposenb TTT. [Ipyu BTOpUYHOM rHIIOTUPEO-
3¢ OazabHBIN ypoBeHb TTI CHMI)KEHHBIM WM HOPMaJbHBIM, T4 0OmM U
CBOOOHBIN OOBIYHO CHUKEHBI.

B amarHocTHYECKUX IENISIX BBHICOKOMH(DOPMATUBHBIM METOJIOM SIBJISI-
eTCsl ONpEACJICHUE THUPEOTJIO0YJMHA B CHIBOPOTKE KPOBH KaK MapkKepa
HaJW4us TKaHU IIUTOBUHOMW KEJe3bl. Y POBEHb TUPEOTJIO0YyJIMHA 3HAYM-
TEJIbHO CHHMKEH TPH aIlJIa3Uuu JKEIJIE3bL.

VY Bcex aeTed MPOBOJAUTCS YJIbTPA3BYKOBOE HCCIIEIOBAHUE IIUTOBUI-
HOM jKeje3bl. Y JIOHOIIEHHBIX 3JI0POBBIX HOBOPOXKICHHBIX OOBEM IIUTO-
BUJIHOM >kene3bl coctapiseTr oT 0,6 1o 1,6 M. Y HEIOHOIIECHHBIX HOBO-
POXKIAEHHBIX pa3Mep KeJIe3bl BAPbUPYETCA B 3aBUCHMOCTH OT CPOKa recra-
IIUM ¥ Beca MPU POXKJICHUHU (CM. TIPUIIOKEHUE 2).

PaHOM30TOMHOE CKAaHMPOBAHHME KeIe3bl y mereit (¢~ "Tc wmn ')
MPOBOJIUTCS TOJBKO ISl UCKITFOYEHHSI SKTONMMPOBAHHOW IMUTOBUIHOM KeE-
1e3bI(pa3pelieHo ¢ Meprojia HOBOPOXKJAEHHOCTH). [Ipu oTCyTCTBUY BU3ya-
JV3a0UU IIATOBUIHOW KEJE3bl NPU MPOBEACHUM PATUOU3OTOIHOTO CKa-
HUPOBAHUS JUATHO3 BPOXKIECHHOTO TUIIOTUPEO3a HE BHI3BIBAET COMHEHUM.
DTOT MeTOJ (B OTIMYKE OT YJIbTPa3BYKOBOUM 3Xorpaduu) Mo3BOISIET BbI-
ABUTh JHUCTONMYECKH PACIIOJOKEHHYI) TKAaHb IIUTOBUIHOU KEJE3BI.
Y CTaHOBJIEHO, YTO pyJIUMEHTAapHas TKaHb JUCTONMUPOBAHHOW IIMUTOBUI-
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HOM KeJe3bl CoCcOOHa JOCTATOYHO JJIUTENIHHO MPOAYLMPOBATh TUPEOU/I-
HbIE TOPMOHBI, €€ (PYHKIIMOHAIbHASI AKTUBHOCTh 3HAYUTEIIBHO CHUMXKAETCS
NOCJE AECATUIETHETO BO3paACTa.

B nutepaType ommcaHbl pa3iMuHbIE BAPUAHTHI JTUCTONMHUHU HIATOBUJ-
HOM JKeJie3bl — B KOPHE sA3bIKa (JIMHTBAJIbHAS JIOKAIU3AIUS ), O IbSI3bIYHOMN
o0jacT, SPEMHOM SIMKE WM MO XOAYy THUPEOINIOCCATIBLHOIO MPOTOKA
(ductus thyreoglossus), npu 3ToM MOXET HaOJIIOAATBCA pa3IMYHasi CTe-
neHb TsokecTd BIT OT Jerkux 10 04eHb TSAXKEIbIX CIydaeB 3a00JI€BaHNUA.

B kadecTBe OMOJHUTENBHBIX METOJOB JUATHOCTUKU MOTYT OBITH UC-
MOJIb30BaHbl: OOIIMM aHAIW3 KPOBU, OMOXMMHUYECKUN aHalIu3 KPOBH,
OKI', peHTreHOIOrnYeCKOEe UCCIEAOBAHUE KUCTEN PYK C JIy4e3ansiCTHBIMU
CyCTaBaMH.

B kpoBu oTMeuaeTcs kene3oaehuIIMTHAS aHEMUs, KOTOpas pPeE3u-
CTEHTHA K JICYEHUIO CTUMYJISITOPAMU KPACHOTO POCTKAa KPOBETBOPEHUS U
npenapatamu sxene3a. CKOpOCTh OCEIaHUsl IPUTPOLUTOB MOXKET OBITh
YCKOpEHA.

XapakTepHa JJIsi 3TOro 3a00JIeBaHUS THUIIEPXOJECTEPUHEMHUS, YBEIIU-
YEHUE TPUTIULEPUIOB, B-munonporennoB. OHAKO y AETEl paHHETO BO3-
pacta cojepkaHue XOJIeCTepHMHa OOBIYHO ObIBaeT HOpMasibHBIM. IIlenou-
Has pocdaTaza cHIKEHA.

Ha OKI" ormedaeTcs cHIKeHHE BOJIbTa)ka 3yOIIOB, 3aMe/IJICHHE BHYT-
pHUCEp/IEUHON TPOBOAUMOCTH, YJIJIMHEHUE JICKTPUUECKON CUCTOJIbI, CUHY-
coBasi OpauKapIs.

[Ipn BBIpaXXKEHHOM HEAOCTATOYHOCTH THUPEOUJIHBIX TOPMOHOB YK€ Y
HOBOPOXXJICHHBIX UMEET MECTO 3aJI€pKKa TMOSIBJICHUS SIAEP OKOCTECHEHMS,
X aCUMMETpHUsI, HAPYIIAETCs MOCIEAOBATEIbHOCTh UX IOSIBJICHUS, DIIU-
dbu3apHble JIMHUM JOJITO OCTAIOTCS OTKPBITHIMU. XapaKTepPHBIM IMpH3HA-
KOM THUIOTHPEO3a SBISIETCS SNU(U3APHBIA JUCTEeHEe3 — OCCUpUKALNS
HAYMHAETCA U3 MHOTOUYUCIIEHHBIX (JOKYCOB.

Heonamanvnviii ckpunune

B nHacrosiiee BpeMsi y HOBOPOX/ICHHBIX MPOBOJIUTCA HEOHATAJIbHBIN
CKPUHUHT — TECT JJI BBIABICHUS BPOXKICHHOTO TMIOTUPEOo3a. CKPUHUHT
MO3BOJISET MOCTABUTh JUArHO3 B MEPBbIC JHU KU3HU PEOCHKA, 10 IOsBJIC-
HUS Pa3BEPHYTOM KIMHUYCCKOW KapTHUHBI 3a00JieBaHUs, U W30EkKaTbh, Ta-
KUM 00pa3oM, TSDKEJbIX TMOCIEACTBUN OO0JI€3HU, OCHOBHBIM M3 KOTOPBIX
SIBJISIETCS 3aJIep>KKa YMCTBEHHOI'O M (PU3MYECKOI0 pa3BUTHS.
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DKOHOMUYECKU CTOMMOCTb CKPUHMHTA U CTOMMOCTD JICUCHUsI peOCH-
Ka-MHBAIMJA B MO3JHO JUArHOCTUPYEMBIX CIydasXx UMEET COOTHOUICHUE
1:4.

OcHoBHas 1enb CKpuHHHTa Ha BI' — Kak MOXXHO paHbIIE BBISBUTH
BCEX HOBOPOXKJICHHBIX JIeTei ¢ moBbIIeHHBIM ypoBHEM TTI' B kpoBu. O0-
CIeOBaHME M JaJlIbHEHIIee HAOII0ICHUE JCTEH OCYIIECTBIACTCS B TPHU
stamna (puc. 7).

Ilepewtit sman — pooutbHwLiL 0OM

VY Bcex JOHOIIEHHBIX HOBOPOKJICHHBIX B Bo3pacTe 24—48 4acoB Ku3-
HU, & Y HEJIOHOIIEHHBIX JI€TEW — HA /-1 JIEHb KU3HU NIPOU3BOJIUTCS B3ATHE
KaWJJIAPHOM KPOBH (Yallle U3 MATKH) U B BUJIE Kanejab HAHOCUTCS Ha CIie-
IIMAJIbHYIO TTOPUCTYIO QHIBTPOBAIbHYIO Oymary. Bce mosyueHHBIE U BbI-
CyIIEHHBIE 00pa3Ilbl KPOBU OTCHUIAIOTCS B CHICIUATIU3UPOBAHHYIO MEIUKO-
TCHETHYECKYIO JJabOpaTopHio, I1Ie MpoBoauTcs onpeacneane TTT

I aTan B=ATHE KanMNNAPHOA KPOEW Y HOBOPOMOEHHOMO Ha 1A OeHb MMIHK

{poanneHei gam) {7 oeHE ANA HEOOHOLWEHHEIX OSTER)

11 =/Tan OnpegeneHKe KOHUEHTpauwMy TTT B CyXOM NATHE
[nafopaTopus) - T N
[ 9 MKED /MA W Belwe
e Jr
[MEHEE ‘Br-w:E.u.-"r-mle_ lf PeTecTMpoBaHWe ofpasua

| Wl
('I‘IT fonee 40 MKE.EL-"MJ'I]

[‘I‘IT g, 0-40MKEL MN ] v
CpodYHOE YEEAOMAEHWE
l Hoprma I ~J.-| NOAWMENWMHWERW, OnpegengdHne TTT
- W ofbwero T4 B ChIBOPOTKE KPOBM,
[ YBeAOMNEHWE NOAWEAMHWMEK I HE JOMMAanACE PE3YNETATOE -
[ HaYano 3aMecTHTENbLHOH
'—l ]\,_Tepannu
II1 aTan [ COnpeaeneHue TIT W ofwera T4 B ChIBOpOTKE KpOBKW peleHKa |
(nonnknnHnea)

ceT4 HopMa

T4 cHU#EH
Al o T4 HopMa
HDpME rHHEMHHEEKI}E HEE‘..'IID,EI.E-HHE. ] [3EMEL_|'HTE.'IE|HEF| TepankA MeB0THPOKCHHDIM. ]
K

W pn W
['I'IT.-'J.D BMKEA/MA, ] TTr68-20 ”KE-”-"r””I—.L [TFF Bblwe 20 MKE.u.fmn]

OHTPONE THPEOCTATE 4Epes Ouramuieckoe HabnoaeHMe.
1-2 vegenu.

Puc. 7 9manwt 06credosanun oemeit 6 pamkax HeOHAMAIbHO20 CKPUHUHZA

Bmopoit s man — nabopamopusn
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Heo0xoauMo MOBTOPUTH, YTO B 3aBUCUMOCTH OT METOJUKHU OIpejie-
nenust TTI" Bappupytorcs peepeHcHble 3HaueHUsl. B 3aBUCMMOCTH OT MO-
JYYEHHBIX PE3YJIbTATOB AHAJIW30B IIPEAINOJIATAIOTCSA CIEAYIOIME MEpPO-
MPUSTHUA:

1. VYposensb TTT 1o 9 MxE]l/Mn — 3T0 BapraHT HOPMBI.

Bce o6pasisl ¢ konnentparuend TTI 6onee 9 MxE/l/mMi ipoBepsroTes
MTOBTOPHO.

2. Konuerarpamus TTIT ot 9 mo 40 mxEJI/mn

1. IToBTOpHO ompexaensiercss ypoBeHb TTI' u3 Toro xe oopasma KpoBU
(mpuciaHHOM U3 poJJ0Ma) B TyOJIMKATe ¢ MIECThI0 cTaHaapTamu. [Ipu mo-
BTOPHOM BBISIBJIEHMM AQHAJIIOTMYHO BBICOKOrO ypoBHs TTI' mpoBomurcs
YBEJOMJICHUE TOJIMKIMHUKHU IO MECTY KUTEIbCTBA peOeHKa O HEOOXOIU-
MOCTH B3SITHsI KPOBU U3 BEHBI 11 onpeaenieHust Konuentpauuu TTI u Ty
B CBIBOPOTKE KPOBH.

2. ITpu monmydenun ypoHer TTI' B ceiBopoTke cBhimie 20 MkEJl/Ma u
CHUKEHHOTO ypoBHA obmero T, (Hmxke 120 HMONB/T) MOKa3aHO HEME-
JIEHHOE€ HA3HAYCHUE 3aMECTUTEIBHOU TEpanuu TUPEOUIHBIMU IIpernapara-
MH.

3. Ilpu monydenun ypoBHeil TTI' B auamazone 20-40 mxEJl/mMa u
HOpMaJIbHOTO YpOoBHs 0011ero T4 (Boime 120 HMOJIB/T) TPOBOAUTCS alTb-
Helee HaboAeHue 3a peOeHKOM, JJeueHue He Ha3HavaeTcs. [loBTopHbIe
OCMOTpHI ¢ omnpenesieHueM ypoBaen TTI, T, nmpoBoastes yepes | Henento,
I mecsu. B Tom ciyuae, ecnu ypoenb TTI' HapacTaer, Ha3HadaeTcsa 3ame-
CTUTEJIbHAS TEPAIIUSL.

3. Konuenrpamust TTI ot 40 1o 100 mxE /M

1. ITpoBogutcss moBTOpHOE onpenencHue ypoBHern TTIT u3 toro xe
o0Opa3siia KpoBH (MPHUCIAHHOW M3 POJJ0Ma) B AyOJIMKATE C MIECThIO CTaH-
napramu. [Ipy NMOBTOPHOM BBIABJICHUM AHAJIOTHYHO BBICOKOTO YPOBHS
TTI' npoBoguTCs YBEOAOMIICHUE MOJUKIMHUKU IO MECTY JKUTEIBCTBA PE-
OeHKa 0 HEOOXOJIMMOCTU B3SITUS KPOBHU W3 BEHBI ISl OMpPEACICHUS KOH-
uentpauu TTI u T4 B CBIBOPOTKE KPOBH.

2. Cpazy e nocie B35THsI KPOBU U3 BEHBI, HE JIOKUIASICh PE3YJIbTATA,
peOEHKY Ha3HA4YaeTCs 3aMeCTUTEIbHas Tepanusi L-TUPOKCMHOM C MOBTOP-
HBIM OCMOTPOM Bpaua yepe3 7—10 gueii. Ecnu B3sThIC 0 HA3HAYECHUSA Jie-
yeHus pe3yaptarel TTI n T4 OKa3bIBarOTCS B IpEleIax HOPMBI, JICUCHUE
cinenyet npekpatutb. B ciyuae eciin TTI npeBbiiiaet HOpMalibHbBIE TTOKa-
3aTeu, JICUCHHUE CIIelyeT MPOJAOJIKATh IOJ| PETyIspHBIM HaOII0JICHUEM
nearaTpa v SHAO0KPHUHOJIOTA.
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B cnyuyae konumentpamum TTI' Bbime 100 mxE/l/mu BepossTHOCTB
BI' kpaline Bennka, U CIEAyeT, HE HOXKUIASACH PE3YJbTATOB MOBTOPHBIX
aHAJIN30B, Cpa3y HAYMHATh JICYCHUE JIEBOTUPOKCUHOM. TaKTHKa BEIACHUS
JeTel ¢ moJ0OHBIMU BBICOKMMH 3HaueHUsIMU TTI' mpu CKpuHUHIE UJICH-
TUYHA IPEABIAYILIEH.

Tpemuit sman — 0emckasa NOJAUKTUHUKA

Ha sToM »Tamne npoBOAUTCS TUHAMHYECKOE AMCIAHCEPHOE HaOI0/e-
HUE 3a 1eTbMU ¢ BI', BBISIBICHHBIM O pe3yJIbTaTaM HEOHATAIIBHOTO CKPH-
HUHTA, MPOBOAATCS KOHTPOJBHBIE MCCIENOBAHUA KOHLUECHTPALUU TOPMO-
HoB (TTI', T3, T4) B CBIBOPOTKE KPOBH B CJIEAYIOIINE CPOKU: KOHTPOJIbHBIE
3a00pbl KPOBHU MPOBOJATCS yepe3 2 U 4 HeJenu Mocje Hadalla 3aMeCTH-
TeabHOM Tepanuu. Jlo3upoBka L-THpoKCHHA MTOA0UPAETCS MHIUBUAYJIbHO
C YY€TOM KIIMHUYECKHUX U JJa0OpaTOPHBIX TAHHBIX.

VY nereil mepBOro roja *U3HU HEOOXOJUMO MPEUMYLIECTBEHHO OpHU-
E€HTUPOBATHCS HA YPOBEHb 1,4, TAK KaK y AETEU C BPOKJICHHBIM THIIOTUPEO-
30M (OCOOEHHO B MEPBBIE MECSILI dKU3HU) BO3MOKHO HAPYIICHUE PEryJis-
nuu cexkpeuuu TTI mo nmpuHuumy oOpaTHO# cBsi3U. OLIEHKA TOJIBKO YPOB-
Ha TTI MoXeT mpuBEeCTH K HA3HAYCHUIO H3IUIIHE OONbIIUX 103 L-
TUPOKCUHA. B ciiydyasgx OTHOCUTENBHO BBICOKUX YpoBHEN TTI' u HOpmaib-
HbIX ypoBHsix oo6miero T4 (130—-150 umons/in) unu cBTy (25-28 nMons/n)
no03a L-TUpOKCHMHA MOXKET CUMTATHCSA AJACKBATHOM.

OtoOpannas rpynna jaereil ¢ anoMmanbHO BbicokuM TTI TpeOyeT B
JanbHEHIIEM yTIIyOJIEHHOrO 00CIEeIOBaHUS C LIEIbI0 YTOUHEHUS JUAarHo3a.
Anroput™ nuddepeHiranbHON TUarHOCTUKY MPECTABIICH Ha puC. 8.

JleueHnue

ba30BbIM JIEUEHMEM TUINIOTUPEO3A SABIISICTCS 3aMECTUTENIbHAS TEpaIus
TUPEOUAHBIMU TOPMOHAMU. JleueHne HOBOPOXKIAECHHBIX U JETEN TPYIAHOTO
Bo3pacta ¢ BI' menecoobpasno mnpoBoauTh L-TupoxcruHoM. OCHOBHBIM
JNEUCTBYIOIIAM BEHIECTBOM L-THPOKCHHA ABISAECTCSA JICBOTUPOKCHH HATPUS,
KOTOpPBIM AHAJOTUYEH E€CTECTBEHHOMY TOPMOHY 4YEJIOBEKA TUPOKCHUHY.
['OpMOHOM, KOTOPBIN OKa3bIBAET HEMOCPEACTBEHHOE BO3JICMCTBHUE HA CO-
3peBaHHE TOJIOBHOro Mo3ra, saBisiercss T3, 70 % koToporo oOpasyercs
HEMOCPEACTBEHHO B KOPE TOJIOBHOTO MO3ra 3a CYET JIOKAJbHOTO MOHO-
nevonupoBanus Ty.

Bcro cyTounyro 103y HE0OXOAMMO J1aBaTh YTpoM 3a 30 MUHYT JI0 3aBTpa-
ka. HauanbHas no3upoBka L-tupokcuna coctapisieT 10—15 MKI/KT B CyTKU
JUISl IOHOIIEHHBIX HOBOPOXKICHHBIX M 8—10 MKI/KT B CyTKM ISl HEIOHO-
MIEHHBIX. MOXHO pacCUUTHIBATH 03y Ha IUIOMIA/b MOBEPXHOCTH TEIA.
HoBopoxaeHHbIM peKOMeHAyeTCa Ha3Hadarh L-tupokcwH B mo3e 150-

98



200 mkr Ha 1 M noBepxHoctu Tena (IIIT) (cm. mpunoxenue 4). OpueH-
TUPOBOYHBIE JIO3bI MIPEICTABICHBI B Tabmule 3.2.4.

MonomKuTeNEHEIA CKEHMHKMHN
-MoeToproe wocneaoeanme(TTT, ceTy):

-AHAMHES MATEepM}
-DarHeie duzukansrore obcnesoeanma.
Mo + TTT » | Ty | | M ceT, |
JanHble "
NpMMEHEHBe Hoa3
arampaza: E SHEMHEZE WK 3
[oTcyTcTERE 5 = MNoETopHODE WCOCNEAOEaHWE,
fioanpodunakTik HankHKue soba MoeTop Heonpeaennemeii TTT
Wy MaTepH) THpeoCTaTa, A 1 cBTy v Ty
YMEepeHHD N TIT 1 ceT,
noBbIWeHHLIE TTT HopMa
i ET T T TR T Hoga e Mcenegoeatie MPT runoTanamyca u
LM TR MOS0 oA THUPOKCHH- rHI‘II}EbVBE
CEAZhLIE2KLLErD
racbynural TCM) ..
> Wcocnegoeanwe Ha
HEAOCTETO4HOCTE
APy FTOpMOHOE
L ) — 1 runcduza
| | TCr | | N TCr 1 ceT, |
[
™ L ¥ \F r
Woa- AHoManu: Hopmanekas WzEmiTok EposaeHHbIA AHOMAENKK BTopHHHBIA WK
AeduunThos | arewesus, LuTosnasan Hona Aeduagur TCO TCr TRPeTHYHLIH
COCTOAHKE IKTOMMA, ene=a FNOTHDEOE
AMCropMOHOre | | |
Has? I W J, '11 l
| Nevexnue TpaxzuTopHDE Tepanua ke TpebyeTca TepanuA
Tpak=uTopHDE AN
A - NeB0THPOKCHHOM nedyeHue MoHuTopHHr iy HKLMI NeBEOTHPOKCHHOM |
. MosmnzHe HHDe no NEBOTHPOKCHHOM WENEThI ZAMECTUTENLHEA
NeEoTHPOKCK-
oM neveHue EOCCTEHOENEHWA TEpanuA
n Dé-Eﬂ.EHME NeBoTHPOKCH- dyrkumn UDE 8 HEACCTAaTOUYHOCTH
ﬁEﬂ.HDﬁ HOM TREHZMTOPHEIX ApYrHx ropMokoe [ npu
CayHanx reobxoamMocTh)
npodunaKTHKH

Puc. 8. Anzcopumm ougpgepenyuanvnoit ouacnocmuku namono2uu wumo-
6UOHOIL Jicele3bl NPU NOJI0HCUMETbHOM HEOHAMATbHOM CKPUHUHZE

Tabauuna 3.2.4
Pekomenoyemuie 003vt L-mupoxcuna 014 1euenusn oemeil
C 8P0HCOCHHBIM 2UNOMUDPEO30M

\ Bospact Jloza \
| MKI/CYT MKI/KT B CYTKH |
0-3 mecsues 15-50 10—15(10HOIIIEHHBIM)

8—10 (HeIOHOIIEHHBIM)
3—6 MecsI1eB 25-50 8-10

6—12 MmecsieB 50-75 6—8

1-3 rona 75-100 4-6

3-10 et 100-150 3
10—15 nmet 100-150 2
Crape 15 ser 100-200 2

4
4

-3

O} heKTUBHOCTD JICUCHHS MPOSBISICTCS B UCUE3HOBEHUU OTEKa, OJe-
HOCTH U CYXOCTH KOXKH, 3aIIOPOB, B YBEJTUYCHHUH YACTOTHI CEPJICUYHBIX CO-
KpalleHui U YCKOPEHUU TICUXOMOTOPHOTO pa3BUTHs. JledeHue TUpeou-
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HBIMU MpenapaTamMu JTOJKHO COMPOBOXKIATHCS KOHTPOJIEM OOIIEro COCTO-
SHUSL peOCHKA, B3BCIIIMBAHUEM €r0, U3BMEPEHUEM ITYJIbCA, YIETOM YaCTOThI
CTyJia, TAPEOCTATOM.

[Ipu mepeno3upoOBKE THUPEOUAHBIX MPENAPATOB MOTYT MOSBUTHCS
CUMITOMBI TUPEOTOKCHKO3a (OECIOKOMCTBO, MOTINBOCTh, YUAIlICHUE CTY-
7a, cepaneOueHue, HapylieHue cHa). B atom cimywae ciegyeT nm0o
YMEHBIIIUTh 703y MIpernapara, Ju0o0 cleliaTh MEPEPhIB B JICUCHUU Ha 2—3
nHs. [Ipu BI' ropmoHanbHas Tepanus NpOBOIUTCS B TEUEHUE BCEU KU3HU,
YTO COOTBETCTBEHHO TpeOyeT AUCIAHCEPHOTO yYeTa.

Kpurepun aneksarHoctu jieueHust BI' Ha nepBoM roay >KU3HMU:

— ypoBeHb T4 (HopMmanuzyeTcs yepe3 1-2 Henenu nocie Havasa Jieye-
HUS);

—ypoBenb TTI' (Hopmanuzyercsa yepe3 3—4 Heaenu Mocie Havana Jie-
YEeHUs);

— HOpMaJIbHasi IpubaBKa pocTa U Macchl Tea;

— OTCYTCTBHE 3aM0pOB;

— HOPMAJIbHOE HEPBHO-TIICUXUYECKOE PA3BUTHE.

['unoTupeos, npoTeKaruii ¢ 3000M OOJBIINX Pa3MEpPOB, HATUIUEM
y3JIOB B HEM WJIM C CUMIITOMaMH CHABJICHUS PAJOM HaXOISAIIMXCS Opra-
HOB, TPeOyeT XUPYPruIeCKON KOPPEKIIUH.

Jletr ¢ TpaH3UTOPHBIM THUIIOTUPEO30M JIOJKHBI, TAK K€, KaK U JETH C
KJIACCUYECKUM BPOKJICHHBIM THUIIOTUPEO30M, HAXOJUTHCA MOJ HAOJIOJIe-
HUEM SHJIOKPUHOJIOTa ¢ 0053aTeIbHBIM KOHTPOJIEM TOPMOHAIBHOTO (hOHA
He pexe | pa3a B kBapTan. Bompoc 0 Ha3HaYeHUN 3aMECTUTEIBLHON Tepa-
AW TIPU TPAH3UTOPHOM TUIIOTHPEO3€ JOJKEH PEIAThCA WHAUBUAYAIBHO.
B comHuTENBHBIX Cly4asx B BO3pacte | roma mpoBOAUTCS YTOUHEHHUE JIH-
arHos3a: Ha «4ucTtoM ¢oHe» (mocne 3—4 Heaelb OTMEHBI JICBOTUPOKCHHA)
onpeaessitoT ypoBeHb TTIN u cBoboanoro Ty. IIpu momydeHun HOpmasb-
HbIX Tokazareneit TTI, T; u T, nedeHrne He BO30OHOBIISIETCS, a KOHTPOJIb-
HBIE OCMOTPBI C ONPEACICHUEM YPOBHS TOPMOHOB B CBIBOPOTKE KPOBH
MPOBOJISTCA Yepe3 2 HeAenu, | u 6 MecsueB nocie NpeKpaieHus JCUYCHUs
L-tupokcunom. Ilpu mnoxarBepxkaenun nuarsoza Bl neuenme L-
TUPOKCHUHOM TPOAOJLKAIOT C MOCTOSSHHBIM KOHTPOJIEM aJ€KBATHOCTH TO-
JTy4daeMou peOEHKOM JI03bl ITpenapara.

B ycioBusx amOynaToOpHO-MOJUKJIMHUYECKOTOo 3BeHa aetu ¢ BI
JOJDKHBI HAXOAUTHCS Ha aucnadHcepHoM yuere. C 1enbio 3¢ deKTuBHON
JTUCIIaHCEepU3alluid HE0OXO0IUMO B T€YEHUE MEPBOrO rojia KU3HU KaxK]Ible
3 Mecs1a yTOUHATh POCT peOeHKa, CKOPOCTh POCTa, HEPBHO-TICUXUUECKOE
pa3zButue. OCMOTp 3HIOKPUHOJIOTA C U3MEPEHUEM THpPEOcTaTa peOeHKa Ha
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MEPBOM TOAY >KU3HU HEOOXOAUM 10 3 MECSIIEB — KaXKJible 2 HEJCIHU U Jla-
nee 1 pa3 B 2-3 mecsua 10 qocTrxkeHus Bo3pacra 1 roga. MccnenoBanue
KOCTHOI'O BO3pacTa MPOBOAUTCS €xerogHo. O0s3aTeabHO HAOIIOACHUE Y
HEBPOJIOTa, OLICHKA MHTEJUIEKTYaJIbHOTO Pa3BUTHSL.
IIporuo3s

Jetn ¢ BI', KOTOppIM paHO BBICTABIEH JWAarHOo3 M CBOEBPEMEHHO
HA4yaTo aJ€KBAaTHOE JICYEHHE, UMEIOT XOPOIIUMA MPOTHO3 M0 (HU3NUECKOMY
U HEPBHO-TICUXMYECKOMY pa3BUTHIO. Hanmydmmmii pe3ynbrat HabmoaaeTcs
Ipy Hayaje 3aMECTUTEIbHOW Tepanuu K ABYXHEIEIbHOMY BoO3pacTy. B
HEKOTOPBIX CIIydasix, HECMOTPA Ha PAHHEE HAYAJIO JICUCHUS, BOSHUKAIOT
HapyIICHUs], IPUBOAIINE K MOBEACHYSCKUM MPOoOIeMaM U HapYIICHUSIM
peuur, MEIKOW MOTOPUKHU M 3pUTEIBHOr0 BocmpuAtus. Kak mpaBuiio, ot-
KJIOHCHMSI CBSI3aHbl C BpeMeHeM Havaja jieueHus (rocie 30 IHS KU3HH),
70301 JIEBOTUPOKCUHA (HMXKE PEKOMEHIYEMOM), U3HAYAIbHOU TSKECThIO
TUIIOTUPE03a, COMYTCTBYIOIIEN MATOJIOTHEN. bosiee mo3gHee Havaio rop-
MOHOTEpAlUM TPUBOJAUT K HHTECIUICKTYaJbHOMY AC(UIIUTY, BKJIIOYAS
HapylleHne apudMETHYECKUX CIOCOOHOCTEH, peyu, MEJIKOW MOTOPHUKHU B
OoJiee Mo3JHEM BO3pacTe.

Jnst cHrkenust yactotel BI' y gerelt u ero TpaH3UTOPHON (POpMBI
HEOOXOMMO CTPOTOE COOJIIOJIeHHE MprueMa MPO(MIAKTUYECKUX J103 TIpe-
napaToB Mo/1a JKEHIIIMHON BO BpeMsi OEpEMEHHOCTH, IIeproia JaKTaI|H.

3.3. HeoHaTaJIbHBIA THPEOTOKCUKO3

HeonaTtambHbIl TUPEOTOKCUKO3 MPAKTUYECKHA BCETAA HOCHUT TPaH3HU-
TOPHBIA XapakTep U OOYCJIOBJIEH TPAHCIUIALIGHTAPHBIM MEPEHOCOM aHTHU-
Ten, ctumynupyronmx peuentopsl TTT, oT maTepu, 0onbHON MU Y3HBIM
TOKCHUYECKUM 3000M, 3HAYUTEIHHO PEXKE — ayTOUMMYHHBIM THPEOUIUTOM.
Tsxects quddy3noro Tokcuueckoro 306a (T3) y matepu He Bcerga co-
OTBETCTBYET CTEIECHU HAPYIIECHUU (PYHKIIMU NIUTOBUIHOM KEJIE3bl y IIIO-
J1a, HO HAJIMYWE AHTUTEN B CBIBOPOTKE MATEPU CBUIAECTEIBCTBYET O BBICO-
KOM PHUCKE THPEOTOKCHUKO3a Y HOBOPOXKJIECHHOTO. AHTUTENIAa MOTYT MPO-
NOJDKATh HAPKYJIUPOBATh B MATEPUHCKOM KPOBOTOKE JAXKE MOCIE XUPYP-
TUYECKOT0 YAANEHUS IUTOBUIHON JKENE3bI MU TTOCIIE PAIUONOATEPAIINH.

B penkux ciydasx CTOMKUN (IEPMAaHEHTHBIN) TUPEOTOKCUKO3 MOXKET
ObITh OOYCJIOBJIEH HACJICICTBEHHBIMU aKTUBUPYIOIIUMU MYTAIUIMHU B pe-
nentope TTI. beuiu onucansl ABe KIMHUYECKUE (HOPMBI: CEMEHHBIN He-
ayTOMMMYHHBI ayTOCOMHO-JOMUHAHTHBIM THUIEPTUPEO3 U CHOpAgUuye-
CKHI NIEPMAHEHTHBINA BPOXKIACHHBIA HEAYTOUMMYHHBIN TUIIEPTUPEO3. BTO-
POl BapuaHT xapakTepusyeTcsi paHHUM ((peTaJbHBIM) HA4aJiOM WJIU B Te-
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yeHue nepBbiX 11 mMecsieB )ku3Hu U 00jiee TSHKEJIbIM TeUCHUEM, TPEOyro-
UM arpecCUBHOM Tepanuu. PazBUTHE TUPEOTOKCUKO3a BO3MOXKHO TaKKE
npu cungapome Mak-Kerona—OnOpaiita. TUpEOTOKCUKO3 Y HOBOPOK/ICH-
HBIX Pa3BUBACTCA, MO Pa3IUyHbIM cBejeHusIM, y 0,2—-12.5 % nereu, pox-
neHHbix ot matepei ¢ T3, npu sTom okomno 3 % nereit OyayT UMETh T'v-
NePTUPEO3 TOJIBKO MO JAHHBIM JIabopaTopHOro HccienoBanus. Oba mona
CTpajaroT OAMHAKOBO.

Crumynupyromye aHTiuTena OT MaTepy MEePEeHOCATCS K MO0y, a MpH-
MepHO ¢ 20-i1 Hepenu peuentopsl TTI 11012 aKTUBHO HAYWHAIOT pPearv-
poBaTh Ha HUX. KapTtuHa eTasbHOro THPEOTOKCHUKO3a OOBIYHO CTAaHOBUT-
csl 3aMeTHOM Ha 26—28-i1 Hexaene rectanuu. [IpusHakamu gpeTaibHOTO TH-
PEOTOKCHKO3a MOTYT OBITh MOBBIIIEHHAS MOJBUKHOCTh IUIOAA, TaXUKap-
must (> 160yn/mMun), aputMuu, 300, HEMMMYHHAsI BOJIIHKA TI0J1a, BHYTPHU-
yTpoOHas 3a7epKKa pocTa, YCKOPEHHOE CO3pEeBaHNE KOCTEH, KPaHMOCUHO-
cTO3 (MPEKIECBPEMEHHOE CpallleHUuEe OJTHOrO WM 00Jiee YepEermHBIX IIBOB,
BbI3bIBaONIEE AehOpMALMI0O U OFPAHUYEHUE POCTa Yepena), MpekIeBpe-
MEHHOE POKJIeHHE, BHYTpUYyTpOOHAasi THOeNb 1012,

Kiinanuyeckue nmposiBjieHUus

KiHu4yeckue CUMNTOMBI HEOHATaJIbHOIO THUPEOTOKCHUKO3a MOTYT
UMETh MECTO Cpa3y IMOCJe POXKIEHHUS, OCOOEHHO €ClTM MaTh HE MOojyyasa
AHTUTUPEOUIHYIO TEPAMNUIO, UM OBITh HECKOJIBKO OTCPOUYCHHBIMH. Takoe
MPOUCXOUT HM3-32 AHTUTHUPEOUJIHBIX MPENapaToB, KOTOPbIE MPUHUMATA
Mathb. Kak TOJpKO mpenapaThl 3IUMHHUPYIOTCS U3 OpraHu3Ma HOBOPOK-
JIEHHOTO (HEeCKOJIBbKO JHEH), ero IMMTOBHUAHAS JKejie3a 0oJblie He OJI0KHU-
pyeTCs, a aHTUTENA, KOTOPhIE UMEIOT O0Jiee JIIUTENIbHBIA NEPHUO]T TOTYBbI-
BEJICHUSI, IPUBOJIAT K YBEJIUMUYECHUIO BHIPAOOTKH TUPEOUIHBIX TOPMOHOB H,
CJIEIOBATENIbHO, K KIMHUYEeCKOoW MaHnudectauuu. [Ipn Hanuuuu B KpoBU y
HOBOPOXJICHHOT'O TUPEOUIOJOKUPYIOUIUX AHTUTEN KIMHUYECKAs] CUMIITO-
MaTHKa MOET ObITH emie Oosee mo3aHeld. CUMIITOMaTHKa BOZHUKAET Ya-
e Ha 5—7 neun.

YacTo eTH poKAar0TCsl HENOHOIICHHBIMU W/UJIU C BHYTPUYTPOOHOM
3aiepKKoM pa3Butus. KimHuueckass KapTUHA HE BCEr/ia MOXKET OBITh OT-
yeTnBoil. HoBOpoOkJIeHHbIE BO30yaHMMble, OECHOKOIHBIE, YCUIECHBI pe-
(bJeKChbI, BO3SMOXKEH CYJOPOKHBIA CUHIPOM, BbIpa)k€Ha MOTIUBOCTh, BO3-
MO>KHA JIUXOpaJiKa, HHOT/Ia OTMeYaeTcsi MUKpoliedanus, KpaHHOCHHOCTO3,
ycKopeHHas:s audepeHupoBKa KOCTHOM TKaHU. MoryT HaOII0aThCs
IJIa3HbIE CUMIITOMBI: 3K30()TajIbM, PETPAKIIUS BEK (HEMOJIHOE CMBIKAHUE),
MOKpPAaCHEHHUE, MEPUOPOUTAIBHBIN OTEK. YIMBICHHBIM B3TJST U IK30(-
TajJbM MOTYT OBITh TMEPBBIMU KIMHUYECKUMH MPU3HAKAMH, Ha KOTOPHIE
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cienyer oOpaTUTh BHMMaHuE. BO3MOKHA renaToMeraius W/Win CIUIEHO-
Meranusi, 1uapesi, ppoTa, MeTexuaabHas Chlllb, TPOMOOLIMTOIECHUS, TUIIEP-
OunpyOorHeMus, Me4eHOYHbIN XonecTtas. [I{uToBuHas xene3a yBeanuyeHa
npuMepHo B 50 % ciydaeB, OJIHAKO pa3Mmep 300a PelIKO BBI3BIBAECT CUMII-
TOMAaTHKY CHABJIEHUS AbIXaTEIbHBIX ITyTed. OTMedaeTcs HEAOCTATOYHAas
npubaBKa MaccChl, HECMOTPS Ha TOBBIINICHHBIM aNMeTUT U aJeKBaTHYIO
HYTPUTUBHYIO MOJJIEPKKY. [IpakTdyecku Bcerga BBIPAKEHBI HAPYUICHUS
CO CTOPOHBI CEPICYHO-COCYAUCTON CUCTEMBI (TaXHKapAus, TaXUapUTMUH,
pacuiupeHue TpaHull cepAlla, LMAHO3, ObIIIKA), WHOT/A Pa3BUBAIOTCSA
CUMITOMBI OCTPOU CEPACYHOM HENOCTATOYHOCTH, JIETOYHOM U CUCTEMHOMN
runepren3un. CepaedyHas HEJOCTaTOYHOCTh — OJIMH U3 IVIaBHBIX PUCKOB
HEOJAronpusTHOrO MPOrHO3a I HOBOPOKJIEHHOT'0, CMEPTHOCTh OT HEO-
HAaTAJIBHOTO TUPEOTOKCHUKO3a MOKET JOXOJIUTH 10 16-25 %.
JAnarnocruka

Eme Ha »sTanme BHYTpUYTPOOHOTO pa3BUTHUS THUPEOTOKCHUKO3 ILIOAA
MOXET ObITh AUArHOCTUpoBaH. DeTabHBIA TUPEOTOKCHUKO3 MOXKET OBbITh
3a1oI03peH Ha OCHOBaHMM Taxukapauu (> 160 yn/mMuH), mosiBaeHus 300a,
ONEPEKEHUSI KOCTHOT'O BO3pacTa, KpaHHOCHHOCTO3a, MUKpOILIehaInu.

BeposTHOCTh pa3BUTHS TUNEPTUPEO3A BO3PACTAET B CICAYIOIIUX CH-
Tyalusx: TaxukKapausi, 300 WIK yIUBJICHHBIN B3TJIS Y HOBOPOXKIECHHOTO,
NETEeXUH, TUMIEPOMITMPYOUHEMHUSI UJTU TENAaTOCIIIICHOMETJIHs; CTOMKHUE BbI-
cokue TUTphI anTuTen K peuentopy TTIN y matepu Bo BpeMsi OepeMeHHO-
CTH, BBICOKasi MOTPEOHOCTh MaTepH B AHTUTUPEOUIHBIX MpemapaTax BO
BpeMs OEpPEMEHHOCTH, YJaJIeHUE IUTOBUIHOM JKeJIe3bl TIPU TUIIEPTUPEO3E
y Marepu B aHaMHE3€, CIy4Yau HEOHATAIBHOTO THUIEPTHUPEO3a pAHEE ¥y
CUOJIMHTOB.

bonee 3HaunMoO B TU1aHe MPOrHO3a OOHAPYKEHUE Y KEHIIUH BBICOKO-
ro tutpa anturen k penenrtopy TTD (AT-pTTI). Onpenenenune ypoBHs
AT-pTTI B TpeTbeM TpuUMECTpe OEPEMEHHOCTH MOKA3aHO JKEHIIMHAM, KO-
TOpPbIE BO BpeMsi OEPEMEHHOCTH HE HAXOIUIUCH B DYTUPEOUTHOM COCTOS-
HUH WIK KOTOPBIE C LEJIBIO MMOJECPHKAHNS DyTUPEO3a HA ITPOTSHKEHUHN BCEN
OEpEMEHHOCTH TMOJy4Yald THUPEOCTATUYECKYIO TEpalnio, a TaKXKe TeM
KEHIIMHAM, KOTOPbIE B MPOULIOM ObUIM ONEPUPOBAHBI MO MOBOJY THUPEO-
TOKCUKO03a WY [OJIYYaJIu TEPAITUIO Bl

Y HOBOPOXXJIEHHBIX, UMEIOIINX MPU3HAKHU TUIIEPTUPEO3a, HEOOXOAUMO
onpenenenue yposueu Ty, Tz u TTI'. Jlaxke ecnu OHU HOPMaJIbHBIL, UX CJIe-
IyET MOBTOPUTH Yepe3 3—7 ITHEU M3-32 BO3MOKHOCTH OTCPOUYEHHOTO MOSIB-
JeHus runeprupeosa. 1Ipu HopMaabHOM TOBTOPHOM THPEOCTATE ITPOAOJI-
&KaeTcsa aMmOyJIaTOpHOE HAOJII0IeHUE 32 peOCHKOM B T€UEHHUE 2—3 MECSIIEB.
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HeoHaTanbHBIA TUIIEPTUPEO3 MOATBEPKAACTCA IMOBBIICHUEM YPOBHA Ty
T5; u cHmxennbiM TTT.

B xauectBe MeToAa BU3yaIU3allK IIUTOBUIHOMN KeEJI€3bl UCTIOIB3YIOT

Y 3U kak Hanbosee mpocToil 1 MHPOPMATHUBHBIN METO/I.
Jleyenue

OCHOBHBIM METOJIOM JIEYEHUSI HEOHATAJIBHOTO TUPEOTOKCUKO3A SIBIISA-
€TCsA Ha3HAYEHHUE TUPEOCTATUUECKOM Tepanmuu. B ciiydae Tosibko J1abopa-
TOPHO TOATBEPKICHHOTO THUIIEPTUPEO3a BO3MOKHO HA3HAUYEHUE THUPEO-
CTaTUKa B Ka4y€CTBE MOHOTEpAIMU, OJHAKO, HEKOTOPHIMU CIIEIMAIUCTAMU
PEKOMEHIyeTCsl TOJAbKO aKTUBHOE HaOmtojeHue. [Ipu Hanuuuum KivHU4e-
CKOM CHMIITOMATHKU TPEOYETCsl HE TOJIBKO HA3HAUYCHHS TUPEOCTATHUYECKOMN
Tepanuu, HO U aJipeHo0okaTopoB. [Ipu TsHKenoM BPOKIEHHOM THPEOTOK-
CHKO3€ C MPU3HAKAMH CEPACYHON HEOCTAaTOYHOCTU BO3MOKHO JIOTIOJTHU-
TEJIbHOE HA3HAUYECHUE MPEMapaToB HoAa, TIIFOKOKOPTUKOUIOB.

B kauyecTBe THPEOCTATUKOB HCIOJIL3YIOT THOHAMUbI, MPEICTaBUTE-
JSIMM KOTOPBIX SIBJISIFOTCS THamasojl (METHMa30), kapoumasoi (He 3ape-
ructpupoBad B P®) u nponunrtuoypanui. JlaHHble TpenapaTbl HapyIIatoT
CUHTE3 TUPEOUJIHBIX TOPMOHOB ITyTeM OJIOKUpOBaHUs (pepMeHTa TUpeoTe-
pokcuaasbl. [Ipenaparom BeIOOpa SIBJISIETCS THAaMa3ojl (TUPO30J1, MEPKaA30-
awn) B no3e 0,3-0,5 Mr/kr (BO3MOXKHO yBeJIn4YeHue A0 1—2 MI/KT) B CyTKU
70 €Ibl, pa3ieNnB Ha Tpu mpueMa (Kaxiaple 8 dacoB). CyIIecTBYIOIIUE
JAHHBIC O PUCKE NeMaTOTOKCUYHOCTH MPOMWITHOYPAIIWIa OTHOCAT €r0 KO
BTOPOM IUHUM Tepanuu. [Iponuntuoyparin HazHayaoT B go3e 5—10 mr/kr
B CYTKH, pa3fieiauB 103y Ha 3 npuema. Cpenu noOo4HbIX 3()PEKTOB TUPEO-
CTaTUKOB MOTYT HaOJIIOJaThCs aJUIEPTUYECKUE PEAKI[UU, apTparus, Io-
JIUAPTPUT, TUXOPAAKA, TEMATOTOKCUYHOCTh (JIEUKONEHHUS, arpaHyI0IUTO3,
TPOMOOLIUTOIICHHUS, ATUTACTUYECKAs aHEMUS).

Hoconepxaliye cpeicTBa HA3HAYAIOTCS B BUJE PACTBOPOB (PacTBOP
JIroronst) mo 1 xamme 3 pa3a B JeHb (Kaxabsie 8 yacoB). M30bITOK Hiona B
OpraHu3Me TOJABIISICT CUHTE3 TOPMOHOB IMUTOBUIHON >kene3bl (3ddekT
Bonsda — Yaiikora). OgHako HojacoAepkKallue CpecTBa HE CIeIyeT HcC-
MOJIb30BaTh B TEUCHUE JIJIUTEIBHOTO BPEMEHH U3-3a SIBJICHUS YCKOJIb3aHUS
fona, korga OJIOKUpYIOIIKE IeCTBUE M30bITKA Ho/a yracaer.

[-anpeHo00KaTOPhI, IPEXkKJIe BCEro, TAaKOMW IpernapaT Kak IpOoIpaHo-
7071 (aHATIPWIJIMH), IPUMEHSIOT B J103€¢ 2 MI/KT B CyTKH. [Ipenapat momo-
HUTEJIBHO TOPMO3UT mepudepuyeckyto kousepcuto T, B Ts;. Bo3moxkHO
Ha3HAYEHHE aTE€HOJI0JIa, OUCOMPOoIoIa.

[TomaBinstoniee eMCTBUE HACTynaeT uepe3 1—2 Hemenu. Y HETOHO-
IIEHHBIX JIETeW CHUKEHUE YPOBHS TOPMOHOB MOXKET MPOUCXOJUTH OBICT-
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pee u3-3a BBICOKOW YYBCTBUTEIBHOCTU K JICKAPCTBAM M HEIOCTATOYHOIO
nerno. O0byHO yepe3 7—10 cyTOK COCTOsSIHUE peOEHKa yJIydllaeTcs, a ye-
pe3 1-2 mecsia noJIHOCTHI0 HOPMATU3YETCH.

['pynHoe BckapmilMBaHWe peOCHKY HE MPOTHUBOMOKA3aHO, OJHAKO Ma-
TEpU CIETyET OTPAHUYUTH MPUEM IIPENnapaToB Moja.

IIporuo3s

CMepTHOCTh OT HEOHATAILHOI'O TUPEOTOKCUKO3a MOKET JTIOXOAUTH J0
16-25 % 06e3 neyenus. TUPEOTOKCHKO3 MMEET TCHICHITMIO K pa3peIIeHUI0
B TeueHue 3—12 Hemenb B pe3yabTaTe UCUE3HOBEHUS MATEPUHCKHUX AHTH-
TeJ U3 KPOBOTOKA peOeHka. PU3NYECKOE U HEPBHO-TICUXUYECKOE PA3BUTHE
y TaKUX JIETEH, KaK MPaBUiio, HE OTIUYAETCS OT CBEPCTHUKOB. TeM HE Me-
HEe, BO3MOXXHBI HApYUIEHUS HEBPOJIOTMYECKOIO XapaKTepa — BO30Y.IHU-
MOCTb, TUIIEPAKTUBHOCTb, HEOOJBIIIOE CHIKEHUE HHTEIUIeKTa. Kpanuocu-
HOCTO3 PETUCTPUPYETCS PEIKO, OJTHAKO MOKET MOTpeOOBaTHhCS XUPYPTHU-
YyecKasi KOppeKIus.

o 10 % cnyyaeB nociie KynupoBaHUsI TUPEOTOKCHKO3a Pa3BUBACTCS
TPAH3UTOPHBIN LEHTPAIBHBIA THUIOTHPEO3. (CuuTaercs, 4TO NPUYUHOU
Pa3BUTUSA COCTOSHHS CIYKUT TIOJaBJICHUE TUIMOTaIaMO-TUIIO(HU3apHO-
TUPEOUTHOM OCHU BBICOKUMH KOHIICHTPALMSIMU THUPEOUIHBIX TOPMOHOB
BHYTpUYTpoOHO. BoccraHoBienne HopMmanbHOM cekpeunu TTI y geteit
nocjie JeyeHus: 3aHuMaeT 3—19 MecsieB, HO MOXET MPOJOIKATHCA 10 3
JET.

3.4. Oco0eHHOCTH (PYHKUMOHMPOBAHMUS INUTOBHUIAHON KeJe3bl
HEJIOHOIIIEHHOI0 pedeHKa

HoBOpOX/IeHHBIN B MEPBBIE YaChl BHEYTPOOHOU >KU3HU UCHBITHIBAET
COCTOSIHAE THUIEPTUPE03a. Y HEIOHOUIEHHBIX HOBOPOXKICHHBIX I10IBEM
TTI' u noBBIlIEHHE YPOBHEW TUPEOUIHBIX TOPMOHOB IIOCIIE TEPEPE3AHUS
IyIIOBUHBI UMEIOT HECKOJIBKO OTCPOYECHHBIN XAPAKTEP W MEHBIINE 3HAYe-
HUs IIMKOBBIX KOHLEHTpanui. boiee HU3Kue ypoBHU FOPMOHOB, IO CPaB-
HEHHIO C JIOHOLIECHHBIMU CBEPCTHHKAMM, Y HEJOHOIIEHHBIX JIETEH MOTYT
COXPAHATHCS B TEUECHHE HECKOJIBKUX HEIENb M JaXke Mmecsaues. JlaHHbII
(dakT sBISETCS MPEANOChUIKOW pa3pabOTKU JOMOJHEHUHN MPOTOKOIAa HEO-
HATaJIbHOTO CKPUHUHTA B OTHOILIEHUH ITyOOKOHEIOHOIIEHHBIX neTel. s
HEJIOHOIIEHHBIX HOBOPOXICHHBIX XapaKTEPHbI TPAH3UTOPHBIM THIOTH-
peo3, TPaH3UTOpHAs THUIEPTUPEOTPONUHEMUS, a Takxke creuuduueckue
BapUaHThI AUCHYHKIIUU IIUTOBUIHOM JKEJIE3bI:

— TpaH3UTOpPHAs rUNoTUpokcuHemus: HepoHoueHHbIX (TI'H) (Hu3kuit
T, nmpu HOpMmansHOM TTT);
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— CUHJIPOM HU3KOro Tj.

Hapymenuro (YHKIIMOHUPOBAHUS TUIIOTaJIaMO-TUTIO(pU3apHO-
TUPEOUJHOM OCHU Yy HEAOHOILIEHHOTO HOBOPOXKIEHHOIO CIIOCOOCTBYIOT
cieayrouuye GakTopsl:

1) He3penocTh runoTagaMo-runou3apHO-TUPEOUTHON OCH C HU3-
KO BBIPAOOTKOM THUPEOTPONUH-PUIIMZUHT-TOpMOHA. OTpuUliaTesbHas
oOpaTHasi CBsI3b HAUMHAET aJIEKBAaTHO (PYHKIIMOHUPOBATH MPUMEPHO C
30 Henenn;

2) He3peNbIi OTBET MMTOBUIHOM KeJe3bl Ha cTUuMyJisamuio TTT;

3) HegoCTaTOYHAsl ClIOCOOHOCTD JKEJIe3hl 3aXBaThIBaTh MO,

4) HenocraroyHasi opranudukamnus ona (ocobenHo no 34 Hene-
),

5) HEBBICOKUN ypOBEHb LIUPKYJIUPYIOMUX B KpoBU Kak TTI', Tak u
T4, T5, 1 pu 5TOM OOJIEE BBICOKHE KOHLEHTPAlUM HEAKTHBHBIX T, 1
peBepcuBHOrO Tj.

6) cHiwkeHHasi kouBepcusi T4 B T3 Ha mepudepun BBUIY HEJAOCTa-
TOYHOTI'O KOJIMYeCcTBa JAcHOAMHA3HI I;

7) pe3kasi OTMEHA MOCTYIUICHUS 10/1a, TOPMOHOB OT MaTepH U Tuia-
LEHTBHI;

8) HeIOCTAaTOK MOCTYIUICHHS HOJa WM HAaoOOpOT €ro H30BITOK.
Honconepxaliye aHTHCEITUKY, KOHTPACTHBIE BEIECTBA SBISIOTCS OI-
HOM M3 MPUYUH TPAH3UTOPHOTO HEOHATAJILHOT'O TUIIOTHUPE03a (0COOEH-
HO 710 32 HeJeNN);

9)noBebIllIeHHAS TOTPEOHOCTh B TOPMOHAX IIUTOBUIHOW >KEJIE3bI
ISl TEPMOT€HE3A;

10) 3anepxka BHyTpHUYTPOOHOTO pa3BUTHS;

11) Tsxenble COCTOSHUSL B HEOHATAIbHOM MEPHUO/IE;

12) mpueM JeKapCTBEHHBIX CPENCTB, YTHETAIOMMX (PYHKIUIO TH-
MOTaIaMO-TUNO(DU3APHO-TUPEOUTHON OcU (I0daMHH, TIHOKOKOPTHUKO-
WJIbl).

T'unomupoxcunemusa HeEOOHOUWIEHHBIX ONUPENCIACTCA KAK HU3KHHU
ypoBeHb o011ero u ceodoanoro Ty, HO mpu 3TOM ypoBeHb TTI" HOpMab-
HbIW. | ITOTHUPOKCUHEMHS HEJOHOIEHHBIX BeTpeuaercs y S0-85 % nmeren,
poxaeHHbIX A0 30 Hemeln, COXpPaHIETCA B NIEPBBIC HEAEIH )KU3HU U, Kak
paBUWIIO, Hcue3aeT K cpoky 37 Henenb [IKB. Dtrnonorus ganuoro cocrosi-
HUSL OCTAETCs HE BIOJIHE U3YYCHHOU. BEPOATHO, NPUUYUHON COCTOSIHUS SIB-
JS€TCST  HE3PENOCTh O0O0paTHOW OTPHUIIATEILHON CBSI3M  THUIIOTajJaMO-
runoduzapHo-TupeouiHon ocu. OmnpezeneH psia HakTOpoB pHUCKa pa3BH-
TUSI TUTIOTUPOKCUHEMUHU. COTJIACHO Pa3JIMYHBIM JIUTEPATYPHBIM JaHHBIM,
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TaKOBBIMU SIBJISFOTCSI HU3KHUM T'€CTAIMOHHBIM BO3PACT, MPEIKIIAMIICUS Ma-
T€pU C TUIALEHTAPHOW HEIOCTAaTOYHOCTBHIO, 3aJ€pPKKa pocTa U Pa3BUTHS
ioja, TNepuHaTandbHas ac(UKCHS, PECHUPATOPHBIA AUCTPECC-CUHAPOM,
TSKEJIbIE PECIUpaTOpHbIC 3a00JI€BaHUSI, HU3KOE apTepUAIbHOE JaBICHUE
u uHdy3un godpamuna. OOMIETPUHATOE TOPOTrOBOE 3HAUCHUE TUPOKCUHA Y
HEJIOHOIIEHHBIX HOBOPOKAEHHBIX JJISI YCTAHOBIICHUSI TUIIOTUPOKCUHEMUU
otcyTcTBYeT (cM. IIpunoxenue 3). HeoOXoAMMOCTD JICUeHUsI TPAH3UTOP-
HOU THUINOTUPOKCHMHEMHUHM CIIOPHA, CYUIECTBYIOT JAHHBIE KAaK O IOJOXKU-
TEJILHOM BIIMSIHUU 3aMECTUTEIBHON Tepamnuu, Tak U 00 OTCYTCTBUHU 3(-
dexra. TeM He MeHee, TpaH3UTOPHASI TUIIOTUPOKCUHEMUSI aCCOIMUPOBAaHA
C TOBBIIICHHBIM PUCKOM Pa3BUTHSI HEBPOJIOTMYECKOTO Je(uIuTa, CHUKE-
HUEM MHJEKCAa YMCTBEHHOT'O PA3BUTHSI.

Cunopom nuzkozo T; (CHHOHUMBI: CUHAPOM 3YTHPEOUTHOM IMATOJIO-
U, CHHIPOM TICEBIOAUCHYHKITUN NTUTOBUTHOMN KEJIE3bl) XapaKTePU3yeT-
Cs1 U30JIMPOBAHHBIM HU3KUM YPOBHEM 0011ero u ceodogHoro T3. B Hacto-
s11ee BpeMs B KaueCTBE MPUUUHBI COCTOSIHUS PacCMaTPUBAIOT COXPAHEHUE
deTanpHON aKTUBHOCTH (DEPMEHTATUBHBIX CUCTEM.

buosiornyeckass akTHUBHOCTbh THPEOUJIHBIX TOPMOHOB PETYJIHUPYETCA
nerioguHazamu. B nepudepudeckux tkansx T4 npespamaercs B T; ¢ mo-
Motibio aeroauHassl [ Ob6a ropMoHa MHAKTUBUPYIOTCS Aeonunazoit 111,
oOpasyst HeakTHBHBIN peBepcuBHbId T3 (r'T;) u 3,3’-muitoaTupoHuH. Y
m1o4a ypoBHU T3 HU3KHKE, a ypOBHU 'T3 BBICOKHE M CHHXKAIOTCS TOJIBKO Ha
MO3JTHUX CPOKax OEPEMEHHOCTH U B HEOHATAJILHOM Iepuoje. Bricokas ak-
TUBHOCTb aevoauHasbl 11l B miamneHTe, a Takke B MNEeUYCHM ILIOJIAa U HEAO-
HOIIIEHHOT'O HOBOPOXJIEHHOT'0, CIIOCOOCTBYET BBICOKOMY YPOBHIO r'T3, Ipu
ATOM OOJbIIas 4acTh HMUPKyIupyromiero Ts; moctymaeT oT »kenesbl. [Ipo-
noJDKeHue (YyHKIIMOHUPOBAaHUS (EeTAIbHOTO METa0oIM3Ma THPEOUIHBIX
TOPMOHOB TIOCJIE POKIEHHUS MPEAPACIOaracT K JaHHOMY COCTOSIHHIO.
Kpome Toro, gaHHOE COCTOSTHHE MOKET OBITh aJanTallMOHHON peakiuen B
OTBET Ha KaTabOJIMYECKOE COCTOSIHUE, TAKOE KaK TSAXKEJI0€ OCHOBHOE 3a00-
JI€BaHHUE, OINEPATUBHOE BMEIIATEIBCTBO, CENCUC, HenoeaaHue. CreneHb
TOPMOHAJILHBIX U3MEHEHUHN MPSIMO MPOIOPIIMOHATbHA TSKECTH 3a00s1eBa-
Hus. Borpoc o ToM, TpeOyeT Jiu CUHAPOM HU3KOro T3 JedeHus, ocTaeTcs
o0cyxnaembiM. 3amecturenbHasa Tepanus T; (MHH: nuotuponun) He mo-
Ka3zaja yoeIUTeIbHOIO MOJ0KUTEIHHOTO BIUSHUSI.
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10.
11.

12.
13.
14.
15.
16.
17.
18.
19.

20.

21.

Konmponvnule 6onpocwt u 3a0anus K 2naee 3

[lepeuncnute 3Tamnbl BAUSHUS TUPEOUIHBIX TOPMOHOB Ha (POpMUPO-
BAHUE MO3TA.

[lepeuncnute 3a00J€BaHUs, ACCOLMUPOBAHHBIE C HOAJIEPUIIUTOM Y
JETEN.

KakoBa npoduinaktuyeckas 103a oaa B CyTKH BO BpeMsi OepeMeHHO-
cTu?

KakoBbl nocieAcTBUs BIUSAHUS HoaaeduinuTa OepeMeHHON KEHIITUHbI
Ha COCTOSIHUE HOBOPOXKJAEHHOTO?

KakoBsl ¢u3nonsornueckrue HOpMbI MOTpeOIeHus Hoja B CYyTKH B 3a-
BUCHMOCTH OT BO3pacra?

HazoBuTe npu4rHbI NIEPBUYHOTO THIIOTUPEO3A.

Ha3zoBuTe npuymHbI BTOPUYHOTO TUITOTUPEO3a.

KakoBbl (akTopbl pucka TPAaH3UTOPHOTO TUIOTUPEO3a Y HOBOPOXK-
JIEHHOTO?

YKaxuTe KIMHUYECKUE ITpu3Haku BI' B HEOHaTaIbHOM TIEPUOJIE.
KaxoB man o6ciietoBanus nanyMenTa npu nogao3peHuu Ha BI'?
KakoBa naboparopHasi KapTHHA TPAH3UTOPHOW THUIEPTUPEOTPOIUHE-
MU ?

B kakoe BpeMs MpoBOAUTCS CKpUHUHT HAa BI' y NOHOWIEHHBIX U HENO-
HOIIEHHBIX HOBOPOXKJIECHHBIX?

Kakum 006pa3oM mpOUCXOIUT B3SATHE KPOBU HAa HEOHATAJIBbHBIN CKpH-
HUHT?

KakoBa /103a 3aMeCTUTENIbHOM Tepanuu npu jgeueHuu BI™?
[Tepeuncnure npu3HaKu NEPENO3UPOBKU L-TUpOKCHHA.

Kak 1oaro npoBoauTcs 3amecTuTeNbHas Tepanus y aerei ¢ BI™?

Yem 00yCI0BIEH TPAH3UTOPHBIN TUIIEPTUPEO3 HOBOPOKICHHBIX ?
KakoBbI KIMHUYECKUE TTPOSBICHUS TUIIEPTUPE03a HOBOPOKICHHOTO?
Kakue mpemapaTbel UCHOIB3YIOT B TEPANMU TPAH3UTOPHOTO THIEPTH-
peosa?

KakoBa  0COOGHHOCTHh  ajanTallid  TUNoTajdaMoO-TUHo(HU3apHO-
TUPEOUTHON OCHU TOCTE POXKICHUS Y HEIOHOIICHHOTO peOeHKa Mo
CPaBHEHHUIO C JIOHOIIICHHBIM?

Kakue ¢gakTopbl COCOOCTBYIOT HAPYIICHUIO (PYHKIIMOHUPOBAHUS TH-
MOTaJIAMO-TUTIO()U3APHO-TUPEOUTHON OCH Y HEIOHOIIEHHOTO HOBO-
POXKIECHHOTO?
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I'JIABA 4

HAPYHIEHUA ®YHKIHNHU ITAPAIIIUTOBUIHBIX KEJIE3

Hapymienust cTpykTypsl U GyHKIMI OpraHoB, YYacCTBYIOIIHUX B PETy-
asuun GocOopHO-KaIBIIUEBOTO OOMEHA, MHOTOYMCIICHHBI UM COIPOBOXK-
JAI0T pa3inyHble 3a00JIE€BaHUS U CHHJIPOMBI, KOTOPbIE BO3HUKAIOT B pa3-
JVUYHBIC TIEPUOIBI )KU3HU peOeHKa. OCHOBHOE (DYHKIIMOHATBLHOE 3HAUCHUE
napamutoBuAHbIX kene3 (ITHK) cocTouT B BbIpaOOTKE M CEKpEIUU B
KpOBb IIapaTropMoHa.

Hapamupeouonwiii copmon, napamzopmon (IITI') — onyuH U3 OCHOB-
HBIX TOPMOHOB, PETYJIUPYIOIINX TOMEOCTA3 KalblUs B opranusMe. B oko-
JOIIUTOBU/IHBIX JKeJle3aX Pa3JIMuyaroT HECKOJbKO BHUAOB MapaTHUPOILMTOBR:
TJIaBHBIC KJIETKH, aiuao(puiIbHbIe U BoasSHUCTO-cBeTibIe. IITIT cuaTe3mpy-
€TCs B TJIABHBIX alluI0(QWIBHBIX KJIeTKaX. ['eH, kogupyromuii cunate3 I1TT,
nokanusyerca Ha 11-it xpomocome (11p15). B perynsauuu skcnpeccuu re-
Ha [ITT" npunumaer yuactue Butamun D (1,25(OH)2D3) u kanpumii, Ko-
TOpPbIE MOTYT JEHMCTBOBaTh HAa AKCIPECCHI0 HE3aBUCHUMO JPYr OT ApYyra.
IITT" cocrout n3 84 aMHMHOKHMCIOT, aMUHOKHMCIIOTHBIE OCTaTku 2848 OT-
BETCTBEHHBI 32 TPAHCIIOPT KaIbIusg U pocdopa uepes MmialeHTy.

[TIIIDK 3aknagsiBatOTCs Y 3apobliiia Ha 5-i HeAeIe BHYTPUYTPOOHOTO
pazButus u3 3—4 nap:kaOEpHBIX KapMaHOB TJIOTOYHOM KHUIKU. B nainb-
HEHIIIEM ATH BBICTYIBI OTITHYPOBBIBAIOTCA ¢ 00pa3oBaHUEM 4 OTACIBbHBIX
OKOJIOIIUMTOBUIHBIX *keiie3. Jlonomnurenbabie [TIK BcTpeuarorcsa B Tka-
HU IIUTOBUIHON M BUJIOYKOBOM XKE€JIE3, B MEPEIHEM U 3aJHEM CPEIOCTE-
HUW, B TEpHKapje, M03aJW MHINEBOJA, B 00sacTu Oudypkamuu oOImei
COHHOM apTEpUU.

Kpome IITT', B oprann3aMe CUHTE3UPYETCS MAPATTOPMOH-TIOTI00HBIN Oe-
JIOK, KOTOpBIXA B3auMoJerucTByeT ¢ perentopamu LITI. B Hactosmee Bpems
U3BECTHBI 4eThIpe (OPMbI MHUPKYIUPYIOIIETO MapaTrOpMOH-TI0JOOHOTO
Oenka. CuMTaeTcs, 4YTO COJAECpP)KAHUE MAPATTOPMOH-TIOO0HOTO OeJika Io-
BBIIIAETCS MO BIUSIHUEM XPOHUYECKOW TMITOKATBIIMEMUN U HEOCTATOYHO-
CcTU BUTaMuHa /1.

I'en, komupytomuii OHOCHUHTE3 MapaTrOPMOH-TIOJIO0HOTO OenKa,
HaxoauTcs Ha XxpoMmocome 12. OH a3kcnpeccupyeTcs B IUIalleHTe, U 00pa-
3YIOIIMICA B HEH MapaTrOpMOH-NIOAOOHBIA OEJIOK KOHTPOIMPYET TPaHC-
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NOPT HE TOJIBKO Kanblus U ¢ochopa K M0y Yepes3 IIIALECHTY, HO U KaJlb-
1USI U3 KPOBU B TPYHOE MOJIOKO B IEPUOJ] JTAKTAIIHH.

Perynsuusa cexkpenuu IITIT mpoucxoauT ¢ TOMOUIBIO  KaJbIUK-
qyBCTBUTEIBHBIX perienTopoB (CaSR) Ha MOBEPXHOCTH MapaTUPEOUTHBIX
KJIETOK ¥ HOCHUT MYJIbCUPYIOLINUNA XapaKTep: B TEUEHUE KOPOTKOTO BpEMe-
HU 4Yepe3 MOHM3UpOBaHHBIM Ca®** , a Ipu JIMTENbHOM CTUMYJIALIMU COB-
MecTtHO ¢ BuTaMuHOM D. I'en CaSR nokammusyercs Ha xpomocome 3.
WMHakTuBanus JaHHOTO I'€éHa MOXKET ObITh NMPUYMHOMN THUIEepIapaTUpeo3a
HOBOPOXJIEHHBIX. Jl0Ka3aHO, 4TO CEKpelHs MaparroOpMOHA UMEET IBOW-
HOU XapakTep: Oa3aJibHbIM M MYJIbCOBBIM, KOTOPBIA BEACNSIETCS KaXKIble
20MuHyT U cocTtaBigeT 25 % oT oOUIero KOJIWYECTBA BBIIEISEMOTO Top-
moHa. Cexpenust [ITT" noaBepkeHa KojeOaHUSAM Ha MPOTSIKEHUU CYTOK.

[Ipu poxxnenun IIIDK xopomo pa3Butsl, PyHKIMOHATBLHO aKTUBHBI,
HO IPU JOCTATOYHOM TPAHCIUIAHIIETAPHOM TPAHCIIOPTE KAIBLHUS CEKPELUS
[ITT" monmxkeHa. YpenuueHnue kKoHueHtpauuu IITI' B cbIBOpoTKE KpOBU
HOBOPOKJICHHOTO B PaHHHUM aAalTAIMOHHBIN NEPUOJ, MPOUCXOIUT OJHO-
BPEMEHHO CO CHMX’EeHHEM KoHleHTpauuu Ca* . HopmanbHbIN UM NOBBI-
meHHbId ypoBeHb [ITI y 3M0pOBBIX HOBOPOXKICHHBIX YCTAHABIWBACTCA
yepes 2—3 nHS.

Ocnosnas @yuxyusa [ITI 3akirovaeTcss B MOAAEP)KaHUU HOPMAJILHOTO
YPOBHSI HOHU3UPOBAHHOI'O Kajibliugd B KpoBU. B xocTtHOM TkKauu IITI cno-
coOCTByeT npoaudepanv NpeAIIeCTBEHHUKOB OCTEOKIACTOB U 0CTe00Ia-
ctoB. Bausanue IITI Ha kocTHyt0 TKaHb 3aBucHUT OT ypoBHsA CTI' u UDP-
1. BoznerictBue IITI" Ha KOCTHYIO TKaHb MPOUCXOJUT YEPE3 AKTUBUPOBA-
Hue TAM®D-3aBUCHMBIX NPOTEMHKHHA3. B KOCTHOM TKaHW peuenTopsl K
IITI" pacnonararoTcsi TOIBKO Ha OCTEOIUTaX U octeobnactax. [Ipu cBs3bI-
Banuu IITT" cocreobOnactamMu OHM HAUYMHAIOT YCHJICHHO CHHTE3UPOBATh
MHCYJIMHOIO00HBIH (akTop pocta 1 (MDP1) u paznuyHbie MUTOKUHBI.
OTH BelIecTBa BIUAIOT HA OCTEOKJIACTHI, CTUMYJIHPYS HUX MeTaboyinye-
CKYI0 aKTHBHOCTb. OCTEOKJIACTBl CHHTE3UPYIOT MPOTEHUHA3bl, TAKHE KaK
menodyHas pocdaraza U KoJlareHaza, KOTOpble BIMSIOT Ha pacmnaj, KOCT-
HOro Matpukca. B pesynbpraTte MmoOumusyroTcs Ca** u docdarsl BO BHe-
KJIETOYHYIO JKHAKOCTb. C 3TUM €ro JEHWCTBHUEM CBS3aHO NOBBILIEHHUE CO-
nepxkaHus Kaibuusa B KpoBu. Bosneunctsue IITIT Ha KOCTHYXO TKaHb mpo-
UCXOJIUT TOJIbKO B MPUCYTCTBUM BUTaMuHa D3 (xonekanbitudepona).

Hetictue [ITI" Ha KOCTHYIO TKaHb OCYLIECTBIIAETCS B ABE (Pa3bl: paH-
HSISl — YCUJIMBAETCS aKTUBHOCTh OCTEOKJIACTOB W MOOWMJIM3ALMS KaJbIIMs
U3 KOCTM M HOPMAJIM3alUs €Tr0 YPOBHS BO BHEKJIETOYHOW KHUIKOCTH;
no3aHsAs (aza — Hapsay C CUHTE30M Oefka, pe30opOuueil KocTH HalJIko-
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JAIOTCS TIPOIECChl 00pa30BaHUs €€ HOBBIX KJIETOK W MOBBIIICHUE CUHTE3a
(hepMEeHTOB, YUYACTBYIOIIUX B MpoIleccax pe3opoiuu Koctu. B pesynbrare
TUIIEPIIPOAYKIIMH MMAPATTOPMOHA OTMEUAETCS JIEMUHEpan3alns KOCTHON
TKaHH, IECTPYKIMS MaTpUKCa.

B noukax IITT", kak u Butamun D, ycunupaetr peadcopoiuio Ca** B
TUCTAIBHBIX OTJENAaX KAaHAJIbLEB, TEM CAMBIM CHHXKAsl €r0 BBIBEIICHUE C
MOYOHM M IIOBBILIAsA €ro ypoBeHb B KpoBU. Mexanusm aeucrsus IITI Ha
docdatel B MOYEHYHBIX KaHAIbI[AX MPSIMO MPOTUBOIOIOKEH BJIUSIHUIO BU-
tamuHa D. IlepBwiii momaBisier peabcopOuuio ¢ochara B HedpoHax,
HaAIMpoTUB, BUTaMUH D ycunuBaer ero peadcopoimio. docharypruueckuit
¢ dexT mapaTropMoHa MPEMATCTBYET OTIOXKEHUIO (ocdaTta Kamblus B
MATKUX TKaHSX.

AxtuBupyst Mmerabonutsl Butamuna I, IITI" ycunuBaer BcachiBaHue
Ca®>" B XKenyJOYHO-KUIIEYHOM TPAKTE.

Hapsny ¢ IITI" B mognepxannu hocpopHO-KaIbIIMEBOIO TOMEOCTa3a
npuHuMaroT yyactue kaiabiuutonuH (KT), Butamun /[ u apyrue ropMOHBI:
TJIIOKOKOPTUKOUBI, TOPMOH POCTA, TUPEOUIHBIE TOPMOHBI, TJIFOKAroH,
MOJIOBBIE TOPMOHBI.

Benymumu Bceit MHOTOKOMIIOHEHTHOM CUCTEMBI perysiuu Gocdop-
HO-KaJbLMEBOTO TOMEOCTA3a SBJISIOTCS IMAapaTrOpMOH, BUTaMHH J[ 1 Kaib-
uutoHuH. [Ipu Hapymenun romeocraza Ca** u P nelicTBHe mepedyucieH-
HBIX BEIIECTB HA KJICTKU-MUIICHHU PA3JIUYHBIX OPraHoB (KOCTH, XKEITyA0U-
HO-KUIIIEYHBIN TPaKT, MOYKHU, MEYEHB) CIIOCOOCTBYET OBICTPOMY BOCCTa-
HOBJICHHIO ONITUMAIIBHOTO ypoBHs Ca®>* BHE M BHYTPH KIIETOK OpPraHU3MA.
['unokanbimeMuss HEMEIICHHO AaKTUBUPYET CHHTE3 MAPATUPECOUTHOTO
rOpMOHA, KOTOpBIM ycuiuBaeT BbiacieHue Ca** M3 KOCTHOM TKaHU B
KpPOBb, a TAKXE 3KCKpeUro P moukamMu B pe3yiabTaTe YMEHBIICHUS €T0 pe-
abcopOIIMM B IMOYEUYHBIX KaHaJIbIaX. TakuM 00pa3oM, COXpaHSETCS HOP-
MaJIbHOE€ COOTHoIIeHHEe Mexay Ca* u P.

['omeocTaruueckoe naelicTBHE BHUTaMuHA J[ M €ro akTUBHBIX MeTabo-
JUTOB Kak perysisitopoB Ca®>* HampaBJIEHO HA BOCCTAHOBIICHUE CHUXKCH-
HOro ypoBHs Ca®** B KPOBU M PEUIM3YETCS MEIJIEHHEE 10 CPABHEHHIO C
IITT. B opranuzme nyTeM CHOKHBIX IIPEBPALLCHUM B IIEYEHU U TIOUYKAX BU-
tamMuH J[ mpeoOpa3yercs B 0oJjiee aKTUBHBIE META0OJIUTHI, CIIOCOOHBIE pe-
I'yJIMpoBaTh BcackiBaHue cojied Ca** u P B TOHKOM KHUIlIEYHUKE, pead-
cOpOIMIO B MOYKAX W OTJIOKEHHE MX B KOCTSIX. BaKHbIM romeocTaTuye-
ckuM 3(pdextom Metadonura Butamuna I3 — 1,25(0OH),/1; — sBisieTcs ax-
TUBU3alMsA TpaHcopTa Ca®** B MEKKIECTOYHYIO KUAKOCTh U3 JKEIYIOYHO-
KUIIEYHOTO TPAKTa IyTeM HWHAYKIUU CUHTe3a 3HTepouuToM Ca** -
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CBSI3BIBAOIIETO MPOTEHHA. B yCIIOBUSX TMIOKAIBLIMEMUN BUTAMUH [ neu-
CTBYET Ha KOCTh aHAJIOTUYHO MApPaTrOPMOHY: BPEMEHHO YBEIMYUBAET Pe-
30pOIMI0 KOCTHOM TKaHU, OJJHOBPEMEHHO ycWinBas BcachiBaHue Ca** wu3
kumeyHuka. [locne BoccranoBienuss Ca** B KpOBHM JO HOPMbI BUTaMHH []
yJIy4lllaeT Ka4YeCTBO KOCTHOM TKaHU: CIIOCOOCTBYET YBEIWUYEHUIO KOJUYE-
CTBa 0CTE€00JIaCTOB, YMEHBINAET KOPTUKAIBHYIO IOPO3HOCTh U PE30POIIHIO
KOCTH.

TperbM OCHOBHBIM peryisTopoM (HochopHO-KaIbIMEBOTO OOMEHa
saBisgeTcss KT — ropMOH IIUTOBUIIHOW KeJE€3bl, KOTOPBIM CHUXKAET AKTHUB-
HOCTh U KOJIMYECTBO OCTEOKJIACTOB. KaablIUTOHWH YCWJIMBAET OTJIOXEHUE
Ca** B KOCTHOM TKaHH, JINKBUAUPYS BCE BUJIBI OCTEONIOPO3a.

4.1. 'mnonaparupeos

PazButne runonapatupeos3a CBS3aHO C HENOCTATOYHOCTBIO CEKpPELUU
I[ITT, cHmwxeHnueM peabcopOIMM KaldblUsl B TIOYEYHBIX KaHAIbIAX,
yMEHBIIIEHUEM a0COPOIMU KAl B KUIICYHUKE, YTO MPUBOIUT K THUIIO-
KaJIbLIUEMUHU.

ITHOJIOTHS U MATOreHE3

['unomapatupeos y HOBOPOKIECHHBIX I€TEH MOKET OBITh:

a) TCHETUYECKU M30JMPOBAHHBIA TUIIONAPATUPEO3, COIMPOBOXKIAIO-
nMiics naroJjiorndeckou cexkperuen I1TT:

v' AyTOCOMHO-JIOMHMHAHTHAsl THUIOKAJIBLUEMHS C THIEPKAIbIH-
ypueit 1 Tuna (HYPOCI-ADHI1)/cunapom baptrepa 5 Tuma.
v' AyTOCOMHO-JIOMHMHAHTHAsl THUIOKAJIBLHUEMHS C THIEPKAIbIH-
ypuein 2 tunia (HYPOCI1-ADH?2).
v' CeMelHBI H30JIMPOBAHHBIA THMITONApPaTUPeo3 (ayTOCOMHO-
pelLIECCUBHBIN, X-CLIETIIICHHBIN).

0) 00yCJIOBJICHHBIN HapyIIEHUEM Pa3BUTHS OKOJIOUTUTOBHUIHBIX KEJe3
(areHe3oM, JTUCTeHE30M OKOJIONIMTOBHIHBIX KEJie3) WM 3aTparuBaroliui
npoaykumto [1TT:

v BcrencTBre HACIIEACTBEHHOTO IIOPAXKEHUS B paMKax T'eHETHYE-
CKMX CHHJPOMOB, aCCOLIMMPOBAHHBIX C THUIIONAPATUPEO30M (TaKue
kak [u Jxopmxu 1 u 2 tuna, CHARGE, Kennn—Kaddu 1 u 2 tuna,
Canban—Cakatu, HDR wu np.) [TBXI, NEBL, GATA3, TBSE,
FAMI114, CHD7, SEMA3E].

v BcnencTBre HapynIeHHH MUTOXOHAPHAILHOIO TEHOMA.

v' BcChencTBre HM30JMPOBAHHOIO IOBPEKIECHHS T'€HOB, OTBET-

ctBeHHbIX 3a pazsutue OUDK [PTH, GCM2, SOX3].
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B) KaK ayTOMMMYHHOE MOpPaKEHUE, H30JUPOBAHHOE WJIM B COCTAaBE
ayTOMMMYHHOTO TTOJIM3HAOKPUHHOTO CUHIPOMA;

I') TPAaH3UTOPHBIE (POPMBI.

AymocomHo-0oMuHaHmMHAA ZUNOKATTbUUEMUA

AyTocoMHO-oMuHaHTHas runokaibimemust (AJIl') 1 Tuna xapakrepu-
3yerca aktuBupytomend mytanued B rene CASR. CaSR craHoBdaTcst cBepx-
YYBCTBUTEIBHBIMUA K CHIBOPOTOYHBIM KOHIICHTPAIUSAM KaJblMs, a CHHTE3 U
cexperust [ITI" monaBmsitoTcst, HECMOTPS HA HOPMOKAJIBIIMEMHUIO. Takum 00-
pa3oM, BO3HUKAET (PYHKIIMOHAILHBIN runonapatupeos. A" 2 tuma Bo3HH-
KaeT NpU HAIMYUM aKTUBUpYome myrtanuu B reHe GNAII (guanine
nucleotide-binding protein alpha 11). GNAII xogupyer anbda-
cyobenunuily G-6enka G11, KOTOpBIN SIBISIETCSI KITFOUEBBIM MEIUATOPOM
CaSR-onocperoBaHHOTO cUrHaNbHOrO mytu. MyTtanms B GNAI 1 ipuBoguT
K M30bITOUHOMY NoAaBieHuto cexkperuu [T qaxke npu runokajIbliueMUH.
VY nanuenroB ¢ AJ/Il' pa3BuBaeTcs yMepeHHas TMIOKAJIbLUUEMHUS, TKENIas
TUTIOKAIBIIMEMHUS] MOKET BOSHUKHYTh B YCJIOBUSIX cTpecca. [Todueunas pead-
copOrus kanbims pu Al 1 Tuna camxena Beneacteue myTarun CaSR B
MOYKaX; y TAKMX MAlMEHTOB Pa3BUBAETCS rurepkaiblnypust. [loueunas pe-
abcopO1us kanbims npu AJII" 2 Tuma He cTpagaer.

OpauM U3 peakux BapuaHToB Manudectaruu A/l sBiseTcs cuHAPOM
baprrepa ¢ runokaneuuemueil. OH XapakTepU3yeTcs THUIOKAIbILIUEMUEH,
TUIIOMarHUEMUEN U TUIONAPATUPEO30M, a TAKXKE NPU3HAKAMU TUCPYHKIIUU
nemu ['ensie (monuypuen, TMMOKaTMEMAYECKUM aIKaI030M, OBBIIICHUEM
KOHLEHTPAllMd PEHWHA W AJIbJIOCTEPOHA B IUIa3Mme, HU3kUM AJl U pe3u-
CTEHTHOCTBIO cOCyZ0B K aHruoteH3uHy II).IlpuunHoi pa3BuTus cuHapoma
aBsieTcst MyTaius B jJokyce 3gq21.1, orBeuaromem 3a CaSR.

Cemeninnlii.  U301UPOBAHHBII  2unonapamupeo3 TPU AyTOCOMHO-
PELIECCUBHOM THII€ HACJICIOBAHUS OMMCAH Y HOBOPOXKICHHBIX, POJIUTEIIH
KOTOPBIX HAXOJIWJINCh B KPOBHOM pOJCTBE. B imTeparype ommcaHo He-
CKOJIBKO penkux Myrtanui B rene PTH, Hapymarommx ero CMHTE3 U CEKpe-
uuro. Hanprumep, ayToCOMHO-AOMUHAHTHAS. MyTalKsl B CUTHAJIBHOW TOCIIE-
noBaresibHOCTH TipenpolITI Hapymaer HOpManbHBIA NPOLIECCUHT MOJIEKY-
b1 U, chnenoBaTenbHo, oopazoBanue IITI. Takxe onucaHbl CEMbU C U30JIU-
POBAaHHBIM THUIIONAPATUPEO30M, OOYCIOBIEHHBIM ayTOCOMHO-PEIECCUBHOM
myTtarueit B reHe PTH.Jloka3zaHo, 4To cemeiinbie opMBI THIIOMapaTHpeo3a
CBSI3aHBI HE TOJBKO C MyTaIllMEN T€HA MpenponapaTropMOHa, HO U MyTalld-
smMa reHa Ca** -4yyBCTBUTENBHOrO pernentopa. Myrtamuu rena Ca* -
YyBCTBUTEIBHOTO PELIENTOPA, KOTOPHIE MPUBOAAT K CHUKEHHOMY OTBETY Ha
HOPMAaJIbHBIA U HU3KUN YPOBEHb MOHW3UPOBAHHOIO KAJIBIUS KPOBHU, SIBIIS-
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I0OTCSI  AKTMBHUPYIOIIMMH. AKTHBUpyrOmme wmyrtanmumu reHa (Ca®’ -
YyBCTBUTEIBLHOIO pEIEeNTOpa MOTYT OBITh NMPUYMHOW CEMEWHOUN Turep-
KJIbLIUYPUUYECKOU TUITOKATBLIMEMUH.

BpoxneHHas qucreHe3us napammrTOBUIHBIX KEJIE3 Yalle BCEro UMEET
MECTO nipu cunopome qu /rcoporxcu. Annasus WK JUCIIIA3Ws TTapaniy-
TOBUJIHBIX >K€JIe3, TUCIUIa3usl TUMyca MPpU JaHHOM CHUHIPOME O0YyCIOBIIE-
HbI HAPYLICHUSIMU SMOpHUOTreHe3a TPEThEro U YETBEPTOro IIIOTOUYHBIX Kap-
MaHOB. Y CTaHOBJICHO, YTO JAHHBIA CUHJIPOM OTHOCHUTCS K 3a00JI€BaHUIM
ayTOCOMHO-JOMUHAHTHOTO THUIIa HACJEAOBaHUSA U OOYCJIOBJIEH HecOasaH-
CUPOBAHHOW TPAaHCIOKALMEN, eJIELUEeN WM MUKPOJEIELUEN XPOMOCOMBI
22. bonbHBIE OOBIYHO MOTHOAIOT B PaHHEM JIETCTBE. TeTaHWs y HOBOPOXK-
JICHHBIX YaCTO COYETACTCS C TSKEIBIMU HH(PEKITMOHHBIMU 3a00JI€BaHUSIM B
CBSI3U C BBIPAKCHHBIMM HAPYIICHUSIMUA KJIETOYHOTO UMMYHUTETA BCIE-
CTBUE OTCYTCTBHS TUMYyca. lIpr TaHHOM CHHApPOME 4acTO UMEKOT MECTO
BPOXKJICHHBIE YPOJCTBA: HApyLICHUS Pa3BUTUA PTA, HOCA, YIIEH, BPOXK-
JICHHBIC MOPOKHU aopThl, cepAua. bojibHBIE paHO yMHUpPArOT OT MHQEKIUH
WJI CEPACYHOM HENOCTATOYHOCTH.

Cunopom Canvao—Caxkamu u cunopom Kennu—Kaghgpu 1 muna

Cunapom Canpsan—CakaTtu (cunapoM HRD, hypopara
thyroidism/retarda tion/dysmorphism) u3BecTeH Takxke Kak akpouedano-
nonucuHaaaktuius Il tuna. 3ToT cuHapOM BhI3BaH AedekToM reHa 1q.42-
q.43. CuHapoM xapakTepu3yeTcsi BHYTPUYTPOOHOH 3aJIep’KKOM pocTa,
Mukpouedanueit. JIno BHITAHYTOE, y3KO€, TJla3a TIIyOOKO MOCaXKEHbI, HOC
KJIFOBOBU/IHBIN, yIIM OOJBIIME U BHUCAILINUE, T'yObl TOHKHE, MEPEHOCHUIIA
MJIOCKAsi, MUKPOTHATHS, JUIMHHBIA (PUiIbTp. 3aepKKka YMCTBEHHOIO pa3-
BUTHUS JIETKAsl WJIK YMEPEHHO BhIpaxkeHa. Kpome Toro, npu cunapome Ca-
Hbsaa—CakaTu HapyllaeTcsi pa3BUTUE KOCTHOM CHUCTEMBI: aedopmaliiuu
PYK M HOT, KOPOTKHE MaJbllbl (OpaxuIaKTUIWs), NOJIUIAKTUIUS, CIA00-
Pa3BUTOCTh KOCTEH TOJEHU M aHOMAJIUM OCAPEHHBIX KocTeh. JleTu pox-
TAKOTCS C BPOKACHHBIMHA OPOKAMHU CEPJLIA U IJ1a3. Y HEKOTOPBIX BBISBIIS-
a1 gedekTbl GOPMHUPOBAHUS COCYJIOB (M3BUJIIMCTOCTh COCYJIOB CETYATKH,
BEepXHEH OpBDKEEUHON apTepuu), MIOMYTHEHHE POTOBHUIIBI. XOTS CUHIPOM
Canpsina — CakaTu WMEET OJMH M TOT XE€ JIOKYC C ayTOCOMHO-
peueccuBHOM Qopmoit cunapoma Kennn—Kaddu, nanuents npu nocnen-
HEM OTJIMYAIOTCS HOPMAJbHBIM HHTEIIJIEKTOM U HE UMEIOT OCOOCHHOCTEH B
ctpoeHnu ckenera. Cuaapom Canbsg—CakaTy 4allle BCErO BCTPEUYAETCS Y
aoAeid ¢ apaOCKUMHU KOpHAMHU. Y TalMeHTOB C CHHApoMoM KeHHH—
Kapdbu mnomMumo oOmucaHHBIX HAPYIICHHM Takke  HaOII0Jal0TCs
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OCTEOCKJIEpO3 U UMMYHoiepuuuT. O0a 3a00aeBaHus ABIISIIOTCS CIICICTBU-
eM MyTaluu B re’e TyoynmnH-cnenuduunoro mamnepona E (TBCE) B mo-
Kyce, KOTOPBI KOJAUPYET OEJIOK, OTBEUAIOIINI 32 CBSI3bIBAHUE TyOyIMHA.

Cunopom Kennu—Kaghgpu 2 muna

Cunnpom Kennn—Kaddu 2 tuna — renernueckoe 3a0oyeBaHue, Mo-
paxaroliee NpPEeUMYIIECTBEHHO CKEJIET, IJIa3a, 4acTO BCTPEHAKOTCA pas-
JMYHBIE MATOJOTUN OPraHOB rOJIOBHI U mien. OAHUM M3 YaCThIX MPOSIBIeE-
Hul 3a0oneBanud (Bcrpevaercs y 30—79 % nanneHToB) SBISIETCS TUIONA-
paTupeos. 3a00JeBaHNE MPOSBISETCA YaCTHIMU THIOKAIBLIMEMHUSIMU, & €r0
HENOCPEJCTBEHHON NPUYMHON SBISIOTCS pa3jiMyHble MYTallUd B TIEHE
FAMI111A (family with sequence similarity 111 member A). Hacnenosa-
HUE CUHJpOMa ayTOCOMHO-JOMUHAHTHOE.

Mumoxondpuanvhsie 3a001€6anu

['unonapatupeo3 SBIAETCS KOMIOHEHTOM MHOTMX MHWTOXOHJPHUAIIb-
HBIX 3a00JIeBaHWM, BO3HUKAIOIIUX BCJIEICTBUE JI€JICLIMA B MHTOXOHJIPH-
anpHOU JIHK. Huke mpuBOIHMTCA KpaTKOE ONHUCAHUE HEKOTOPBIX MHUTO-
XOHJIpUAJIbHBIX 3200JIEBaHUM, COMIPOBOKAIOIIMXCS TUIIONAPATUPEO30M.

IIpu cunopome Kupnca—Ceitpa runonapaTupeo3 COUYETACTCS C IMUT-
MEHTHBIM PETHHUTOM, O(TAIBMOIIETHEH, aTaKCHeH, MHUOTIATHEH, aTpHUO-
BEHTPUKYJISIPHON OJI0KaI0M.

MELAS cunopom — codyeTaHrne MUTOXOHAPUAIBHON MHOTATHH, DH-
nedanonaTvy, JaKkTaT-alu103a U UHCYJIBTOMOAO0HBIX 3MK130/10B. Bo3HuU-
KaeT BCJECICTBUE TOYECUYHOM MyTauuu B MUTOXOHIApuanbHOM TPHK wun
HaceyeTcsl 0 MaTEPUHCKOM TuHuM. Yaiie Bcero MaHu(peCcTUpyer B JET-
CTBE TOCJIE OTHOCUTENBHO 0JIArOMoJIy4yHOTO Meproa paHHETO Pa3BUTHSI.

Jepuuyum mumoxonopuaibHoco mpu@yHKUUOHAIbHO20 0enKa
(MTPDS) — HapyluieHHE OKUCIICHUS KUPHBIX KUCIOT, MaHU(PECTUPYIO-
€€ HEKETOTUYECKOW TUITOTIIMKEMHUN U COMPOBOXKIAOIIECECS KAPIHUOMUO-
natueu, TMCHyHKIIUEH MeYeHU, CKEJIeTHOM MHUOMaTHEeW W 3aJep>KKaMH B
pazButuu. B HekoTOphIX ciaydasx y marepei nereid ¢ MTPDS B xone Oe-
PEMEHHOCTH OTMEYAJICSA 3MU30]] OCTPOTO MEYEHOYHOTO TTOBPEXKACHHUS.

T'unonapamupeo3 aymoummyHHozo 2eHe3a OOBIYHO COUYETACTCSA C
Pa3IMYHBIMU AYTOUMMYHHBIMH 3a00JieBaHUSIMU. I3 MHOTMX ayTOMMMYH-
HBIX TTOJMAHAOKPUHHBIX CHUHAPOMOB (AIIC) ayTOMMMYHHBIN THUITONIApATH-
PE€03 Yy HOBOPOXJICHHBIX M JIETEM PAHHETO BO3PAcTa Pa3BUBACTCS TOJIBKO B
coctaBe AIIC tuna 1 u gBiseTcs OOHUM U3 OCHOBHBEIX €r0 KOMIIOHCHTOB
(rumomnapaTupeo3, HEIOCTaTOYHOCTh KOPBI HAJMOYEYHUKOB, KOMXKHO-
CIIM3UCTBHIN KaHIUJIOMHUKO3). CHHAPOM HMEET ayTOCOMHO-PELECCUBHBIN
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TUI HacaeaoBaHus. ['eH kapTupoBaH Ha Xxpomocome 21, epBbIMU MPU3HA-
KaMU SIBIISIFOTCS KaHAW03, TUMOKaJIbleMusi, runepdocdaremMusi, MOryT
IPOSIBISATHCS C TIEPUO/Ia HOBOPOXKJICHHOCTH, APYTHUE CUMIITOMBI — B TIE€p-
BbIe rofbl xKu3HU. Aytoanturena k [ITI" oonapykuBatorcs B 30 % ciydaes.

Ilceéoocunonapamupeo3 muna I-a (HacjaeACTBEHHAsi OCTEOMMC-
Tpodusi ObdpariTa) — ayTOCOMHO-JIOMUHAHTHBIM THI HAcCJEIOBaHUS,
MyTanus reHa Ha xpomocome 20. B matorenesze mmeeT 3HaueHUE ACHEKT
oenka Gsa nmocpeanuka Mexay peuentopamu K IITT u tAM®, B pe3yib-
TaTe yMEHbIIAETCs peakus KiueTtok-muineHer Ha [ITI. Yacro coueraercs
C APYTMMH BPOXJCHHBIMH AHOMAIUSMHU (KOPOTKHUE TMSICTHBIE KOCTH M
KOCTHBIE HApOCThl B BHUJE IIINOP, JIYHOOOPa3HOE JIMIO0, KPBUIOMOI00HbIE
CKJIaJIKU Ha 1ee). iMeeT MecTo TUNOKAJIBIUEMHUS C POXKIACHUS, & TAKKE
MOBBIIIEHHOE cojepkanue Gochopa B KPOBU BCIEJACTBUE YCUICHHOU pe-
abcopO1mu hocdaToB MOUCUHBIMU KaHAIBIIAMH U3-3a UX apEaKTUBHOCTH K
NapaTUPEOUTHOMY FTOPMOHY.

Tpanzumophulii 2unonapamupeo3 BCTPEUACTCA B NEPHUOAE HOBO-
POXJIEHHOCTH Yy HEIOHOUIECHHBIX, Yalle Yy JETEeW C MOCTTUIOKCHUYECKOU
sHiedanonaTuei, y eTeid OT Marepedl ¢ rMumornapaTupeo3oM, ¢ caxap-
HBIM 1Ha0eToOM, y JeTel ¢ BpOKJACHHON runomMariuemueit. B nmocinennem
Cly4yae UMEET MECTO U30JIMPOBAHHAsA HENOCTATOYHOCTH BCACHIBAHUS CO-
Jeld MarHusi, HEOOXOAUMBIX JIJIsi HOPMAJIbHOM CEKpEelHru MapaTropMoOHa,
YTO MPUBOAUT K TUMOKaJIbIIueMuu. Mimeercs: cBA3b C Ie(PUIIMTOM BUTA-
muHa JI y Marepeil Ha moclenHUX cpokax OepeMeHHOCTH. [IpuunnHOit
TPaH3UTOPHOTO runonaparupeosa spisercs aepuuut IITT u BEIOpOCH! B
kpoBb KT u kopTH301a, KOTOPBIE TTOJABISIOT PE30POIIHIO KOCTHON TKaHU
U IPENATCTBYIOT MOCTYIUIEHUIO KaJbLUs B KpOBb. HeoHaTanbHas rurmo-
KaJIbIUEMUSI MOXKET YCYTYOUTHCSI UCKYCCTBEHHOW BEHTWJISIIIUEH JIETKUX,
nepearMBaHueM KOMIIOHEHTOB KPOBH C LIUTpaToM, HH(py3uel oukapooHa-
Ta HATPU.

YacTo y KEHIIMH TrunepnapaTupeo3 He ObUT JUarHOCTHUPOBAaH, TakK
KaK, BEpOATHEE BCETO, MPOTEKAJ B JIETKOW WJIM CKPBITON (popMe, B TOJIBKO
HaJM4YMe TETaHUU Y HOBOPOXKJICHHOTO BbI3bIBajia HEOOXOIUMOCTh 0OCIIe-
JI0BaTh MaTh. ¥ HOBOPOXKJACHHOI'O B OTBET HA MOBBIIICHHBIA ypOBEeHb [ITT
u Ca B CHIBOPOTKE KPOBU MaTepH yrHeTaeTcs (PYHKIMS OKOJIOIIUTOBH/I-
HBIX KEJe3.

KimmHanyeckne CMMITOMBI TPAH3UTOPHOTO THUIIOMAPATUPE03a: TUTIEPBO-
30y IUMOCTh, MBILIICYHBIC TIOIEPTUBAHUS, TUTIEppedIIeKCHsl, TPOH3UTEIIbHBIN
KPHUK, MOXKET OBITh JJAPUHTOCIIa3M, HAKJIOHHOCTh K pBOTE. [lonokuTenpHbIe
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CUMIITOMBI XBocTeka, Tpycco. Knunudyeckue nposBieHUs 0ObIYHO BO3HU-
KaIOT TIPU CHUYKEHUU MOHU3MPOBAHHOTO KAJbIUS B KPOBU Y JIOHOIIIEHHBIX
HOBOPOXKIEHHBIX HIke 0,75 MMOJB/T, Yy HEJOHOIICHHBIX — HUXKE
0,62 MMOJIB/J1. DJIEKTpOKapAruorpadUIecKuil MpU3HAK THIOKAIBIIUEMUHN —
cootHomenne QT/VRR menbmie 0,4. YV HEIOHOIICHHBIX U OOJbHBIX HOBO-
POXKAEHHBIX TOCIEPOAOBAs] TUIIOKATBLIUEMUS MOXET YCUIMBATHCA W3-3a
HEJOCTATOYHOI'O UJIM HEaJIeKBAaTHOTO MUTAHUSL.
Kiaunuka

B KkIMHHMYECKOW MPAaKTUKE THUIIONApPAaTHPEO03a TIIABHBIMH SIBIISFOTCS
CUMIITOMBI THUTOKAJIBIIUEMHH: TOBBIIICHUE HEPBHO-MBIIIEYHONH BO30YyIH-
MOCTH, MPUBOJAIICH K TETaHUU. Y HOBOPOXKIEHHBIX HanOoJiee YacThIM
NPOSIBJICHUEM TETAaHUM SIBIAIOTCS KapHONEIAIbHBIA CIa3M, JIAPUHIOC-
nasM. Y HOBOPOXJEHHBIX THUIIOKAIBIIUEMHUSI MOXKET UMETh CKPBITOE Teue-
Hue. [Ipu TmareabHOM OOBEKTUBHOM OCMOTPE MOXKHO OOpaTHTh BHUMAa-
HUE Ha CYXYIO KOXY, 3K3€MOIOJ00HBIE BBICHIMAHUS, JJOMKOCTH BOJIOC,
TpeMOp NoA00POJIKa, TOJACPTUBAHUE BEK, MBILIEYHBIE MTOACPTUBAHUS, KIIO-
Hyc cton. Cy1OpOTry MBIIIIL JIUIa MOTYT COITPOBOXKIAATHCS TpU3MOM. JleTn
OOBIYHO KaIlpu3HbI, BO30YAUMBI, OTMeUaeTcsa Taxukapaus. CyXoKUiIbHbIE
pediekchl TOBBIIIEHBI, BO3MOKHA WHCIUPATOPHAsl OJBIIIKA, MBIIICYHAS
TUTIOTOHMS, TPUCTYTBI altHO?, OPOHXOCMAa3M, MOXKET OBITh JAPUHTOCIIa3M
(KOTOPBIM SBJISIETCS CEPbE3HOM Yrpo30M IS KWU3HHU), THUIIEPECTE3HS.
CKpBITY10, WJIM JJATEHTHYI0, TETAHUIO MO3BOJISIOT BBISIBUTH TAKHE CHUMIITO-
MBI, Kak cumnmom Tpycco (Cyaopora MbIIIL KUCTH B BUJIE CUMIITOMA «PY-
KM aKyllepa» 4depe3 2—3 MUHYTHI IOCJE MEepeXaTus Mieda XIyTOM WU
MaH>KETKOW TOHOMETpA), cumnmom Xeocmeka (Cy10pora JIMIEBbIX MbIIII]
IpU MOCTYKMBAHUU B MECTE BBIXOJA JIMIEBOTO HEpBa MEPEH HapyKHBIM
CIIyXOBBIM ITpoX0A0M). Pa3znuyator Tpu cTeneHu oTBeTa:

1-s1 cTenieHp — COKpAILlEHUE MBIIIII YIJIa PTa,

2-5s1 CTENEHb — COKPAIIEHUE MBIIII] yTJIa pTa U KPbUIbEB HOCA,

3-51 CTENEHb — COKPAIIEHUE BCEX MBI MOJIOBUHBI JIMLIA, UHHEPBUPY-
€MBIX JIMIIEBHIM HEPBOM.

Cumnmom Opba — yCUIUBAETCA PEaKlUs Ha pa3pakeHHe rajibBaHU-
4ecKUM TOKOM. Cunopom Betica — cOKpallieHre KpyroBOi MBIIILbI OPOUTHI
¥ JJOOHOUM MBIIIIBI IPU MOKOJIAYMBAHUM IO HAPYKHOMY Kparo TJIa3HUIIBL.
['unokanbIueMusi MOKET BbI3BaTh YCHIICHHYIO HEPBHO-MBIIICUYHYIO BO3-
OyJIUMOCTh KHWIIIEUHUKA, YTO TMPOSBISAETCS >KUJIKHAM CTYJIOM, B3IYyTHEM
KHUIIICYHUKA.

Ha OKI' npu3sHaku runokanbIMEeMUN XapaKTEPU3YIOTCS YIJIMHEHUEM
untepBasia QT u Hecneumduueckum msmenennem 3yoma T. Co cTOpoHbI
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IJ1a3 XapaKTepHO Pa3BUTHE KaTapaKThl, OTI0KCHUE KaJIbIUS B TIEPETHEM U
3aJIHEM OT/IeJIax TJIa3HOTro s10J10ka. MoKeT ObITh OTEK AMCKOB 3PUTEIBHBIX
HEPBOB.

Jlns rumornapatupeo3a xapakTepHa TpUaja: TUIOKAIBIIUEMHUs, THIIeP-
dbocharemuss u runokansunypus. [Ipoda CynkoBruua OyneT OTpHUIIATENb-
HOU (OTCYTCTBHE KAJIBIUYPHUH).

JIunarHocruka

B nuarnoctrke Hapsy ¢ OOBEKTHBHBIM CTaTyCOM HEOOXOJUM aHAMHE3
(HaIMYre MPUCTYIIOB CYJIOPOr Yy POJCTBEHHHUKOB, OCOOCHHO y MaTepu).
O0s13aTesIbHO OompeiesieHne O0Iero 1 MOHU3UPOBAHHOTO KaJIbIUs B ChIBO-
poTke KpoBH (Tadu. 4.1.1). buonornyecku akTUBHBIM SBJISIETCS HOHU3UPO-
BaHHBIN Kalnblui. B cioydae anumosa (moueyHas HEAJOCTAaTOYHOCTh) (dhpak-
ITUs] MOHU3UPOBAHHOTO KAJIBITUS OCTACTCS HOPMAJILHOM M CHUYKAETCS TOJIBLKO
Ipu KOppeKIuM anuao3a uHdysuei OukapOoHata HaTpus. HeoOxoaumbl
CIEAYIOIIUEe MEpPONpUATHs: omnpeaercHue P B CbBIBOPOTKE KPOBH, HCCIE-
noBanue ypoBHs Ca** u P B Moue; OMOXMMHUUYECKHM aHAIN3 KPOBH C
ompenaeneHreM obdmiero Oenka, Na, K, Mg, Ti1roko3bl, KpeaTHHHUHA, ITIEI0Y-
Ho#l (ocdaraszel, pH kpoBu, IKI', uccinenoanue yposueit I1TI, meTabo-
JTUTOB BUTaMuHA J[; peHTreHorpadus U ISHCUTOMETPUS KOCTEH; HEBPOJIO-
TMYECKUM CTaTyC (MHTEHCHUBHOCTH CYXOXXHWJIBHBIX pe(IeKCOB, MOSBICHUE
natojorudeckux pediexcon); ucciaeaoanue GyHkiuu nouek u KKT.

Taoanua 4.1.1
Ypoesenwv kanvyusn 6 coieopomke kposu, mmonv/n

HoBopo:xneHHbie O0mmii KaabIu HNonun3upoBaHHBIN KAJIbUMH
JloHOIIIEHHBIE 2,00-2,85 0,78-0,87
HenonomenHnslie 1,75 0,62-0,75

Ecnmr BO3MOXKHOCTH ONPEAETUTh MOHU3UPOBAHHBIA KA OTCYT-
CTBYET, TO Ucmoyb3yerca popmyna Mak-JIuna u I'actunrca B Mmoauduka-
muu lleiina ¢ coaBT.:

Ca* =Ca-(0,025*A) + 1,

rac Ca*® — WOHW3MPOBAHHBIM KajablMi, MMOJL/IT; Ca — oOmmii
KaJIBITUNA, MMOJIB/JT; A — KOHIICHTpaIus aibOyMuHa, T/11.

Ha OKI" — yanunenue untepBana QT u ¢parmenta ST. 3yben T B
Bujie nuka i naBepcuu QT/VRR mensbie 0,4.

ConocraBnenue ypoBHen kanbius u [ITI uMeet BaxxHOE THUarHOCTHYE-
ckoe 3HaueHne. CHmxenue [T 1 kanplus B CBIBOPOTKE KPOBU CBUIETEIb-
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CTBYET O HapyIIeHUH (HYHKIIMU OKOJIOITUTOBUAHBIX *Kefe3. Ha Rg-rpammax
OCTEONICHUIO MOHO JMAarHoCTUpoBaTh TOJbKO mpu notepe 30-50 %
KOCTHOM Macchl. [lapakinuHuyeckue JaHHbIE UMEIOT OOJIBbIIOE 3HAYCHUE B
mudpepeHmanbHON AMarHOCTHKE.

[Ipu BpOXJI€HHOM THUIIONAPATUPEO3E CHUKEHUE coaepxkanusa Ca** B
CBIBOPOTKE KpOBU 00Ji€€ BBIPAXKEHO, YeM MPU TPAH3UTOPHBIX HEOHATAIb-
HBIX (popMax, KpoMe TOro, MpU TPAH3UTOPHBIX HEOHATAIBHBIX BapHUAHTAX
ypoBeHb P HOpManbHbIN, ypoBeHb [ITI" MOXET OBITh TOHUKEHHBIM, HO MO-
KET ObITh U HOpMaJIbHBIM. [Ipu runoBuTamMuHo3e J| runokagbIueMust cove-
TAeTCs HE TOJILKO C MOBBIIICHHBIM YPOBHEM MapaTropMoHa, HO U TUOdocC-
daTreMueit U yBeIMYEHUEM COACpPKaHUS IIEN0YHOM (ocdarasbl B CHIBO-
POTKE KPOBH.

[IpyurHON TUMOKATBIIMEMUU MOXKET OBITh HE TOJIBKO J€(PUIIUT BUTA-
MuHa J[, HO ¥ BpOXJICHHBIC HAPYUIEHUS €ro MeTaboju3Ma: HapyIIeHUe
TUJPOKCUIIMPOBAHUS B TMEYEHU (HEAOCTATOK 25-TUAPOKCUIA3bI) WIM B
noukax (l-o-ruapokcunassl). [Ipu Tsixenom aeduiure Burtamuna [ gaxe
NMOBBINICHHBIA ypOBeHb [ITI" HE MOXET yCTpaHUTh TMIOKAIBIUEMHULO, PA3-
BUBAETCsl OcTeoMassiius, runodocdareMus MIIOC TUNOKATbIUEMUs, CUH-
JpOM TeTaHUU Npu oprannyeckux 3adoneBanusx [{HC u neiipoundekim-
X HE COMPOBOXKIACTCS HapymeHUsIMU (HocHOpHO-KaIBIIMEBOr0 OOMEHa U
HIEJI0YHO-KUCIOTHOTO PABHOBECHS.

Jleyenue

B neueHnun uMCnonb3yrOTCA Mpenaparsbl Kaublysg, BUTaMUH [| u ero
aHajordu. B ciaydasx TeraHuu npenaparhl Kb BBOISITCS BHYTPUBEHHO
cTpyrHo memiieHHo u3 pacueta 0,1 ma 10 % pacTBopa KalblMs XJI0pHUIa
Ha 1 xr maccel Tena umm 0,3 M1 10 % riarokoHaTa Kaabys Ha 1 KT Macchl
TeJa MOJl KOHTPOJIEM IyJjbca (MOSBICHUE OpaauKapIuu CIY>KUT KPUTEPHU-
€M MpeKpalleHus BBeJIeHUs). BBeieHue rioKoHaTa KaJbI[Us HE BhI3bIBACT
pa3ApakeHus COCYJAUCTON CTEHKH W HEKPO3a MPHU CIYyYailHOM €ro Mnormajaa-
HUM B OKosiococyauctbie TkaHu. B 1 mut 10 % ritokoHaTa Kanbiys coaep-
xKutcsa 9 mr kanbiuys, a B 1 Mt 10 % kaneuusa xiaopuga — 36 Mr KajabIys.
[Ipenaparsl Ca BBOASATCS B ©30TOHUYECKOM pacTBOpe HATpus win 5% pac-
TBOpE TJIFOKO3bl. EClM 11711 BBEJAEHUSI MCIOJIb3YETCSl KAaT€TepHU3alus 1EH-
TpaJbHBIX BE€H, BBEJACHHWE BHYTPUBEHHO MOXHO MOBTOPSTH KaXible S—
6 4acoB MOJI KOHTPOJIEM COJIEpKaHUSI KalbLUsl B CHIBOPOTKE KpoBU. [Ipu
KIIMHAYECKOW cuMnToMaTtuke ucnonbdyerca 10 % pacTBOp TIiItoKoHaTa
KaJbIus B 103€ 1-2 M1 Ha 1 kr macchl Tena (T. €. 9—-18 mr Ha 1 Kr macchl
Tena). B manpHelieM npenapaThl KaJIbLUs HA3HAYalOT BHYTPb B CYTOYHOM
7103€ ISl HOBOPOKACHHBIX — 75 Mr Ha 1 kr maccel Tena (1,5 9. 1. 10 % riro-
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KOHAaTa KaJblKs), Ha IEPBOM roay ku3Hu — 50—55 mr Ha 1 Kr mMacchl Tena.
Cuuntaercs, 4TO MAKCUMAJIbHOE MOCTYIUICHUE KabIUs B KPOBb OTMEYEHO
npu npueme 10 % xmopuaa Kaublugd U TJIIOKOHATa KaJbIMsS B BUJE pac-
TBOpA.

[Ipu rumnomnapatvpeo3e OJHOBPEMEHHO Ha3HAYalOT MpenapaThl BUTA-
muHa J{. Hamnydmmm nipenaparoM cuuTaercsi KaabUUTPHOJ — AHAJIOT aK-
TUBHOTO MeTabosuta ButamuHa I — 1,25(OH),/1;. OddexT nacrymaer ye-
pe3 1-2 cyrok m npopoipkaerca 2—3 cyTok. KaapnuTpros Ha3HA4arT B
no3e 0,25-0,5—-1 mxr/cyt B 2-3 mpuema J10 TeX IMop, MOKa YPOBEHb Kajlb-
IIMsI B CBIBOPOTKE KPOBU HE JIOCTUTHET HUIKHEH T'paHUIIBI HOPMBI, a ypO-
BeHb (pocopa — BepxHel rpaHullbl HOPMBI. B 1oManiHuX yClIOBUSX MOXK-
HO OPUEHTHUPOBATHCS Ha MpoOy CyaKkoBHYA, KOTOPYIO MOBTOPSIOT HE PEXkKe
1 paza B Henemo. [Ipu oTpuniarenbHoi npode 103y BuTaMuHa J[ moBbliiia-
10T, a B cirydae ++ win +++ (runepkanbuuypusi) 103a BuTaMuHa I cHuka-
ercs. Ilocne HOCTWKEHHsST HOPMAJIbHOIO YPOBHS KallbIIUSl B CBIBOPOTKE
KPOBHM Ji03a IPENapaToB KaJbIUs JJIsl NpuUeMa BHYTpb CHUkaercs. Jloza
MpernaparoB Kaliblus U BuTamuHa /[ koppektupyercs ypoHem Ca** u P B
KpPOBH.

B rpynny pucka no cunonapamupeo3y OTHOCATCS CIEIYIOLIUE IETHU:

a) HEJJOHOIIIEHHBIE, MAJIOBECHBIE JIETH;

0) ¢ mpuzHakamMu MOPGhODYHKIIMOHAIBHON HE3PEJIOCTH;

B) C CYJIOPOKHBIM CUHJIPOMOM;

') CO CHUKEHHOM JBUTATEIHLHON aKTUBHOCTBIO (JIJTUTEIbHAS UMMOOU-
Jan3aIys);

1) C OTSTOLIEHHON HACIEJICTBEHHOCTHIO IO HapyIlIeHHIO (pocdopHo-
KaJbIHEBOI'0 OOMEHA;

€) NOJYYAIOUIUE C POXKACHUS HEAAANTUPOBAHHBIE MOJIOUYHBIE CMECH.

4.2. 'unepnaparupeo3 (BPOKIeHHbI, TPAH3UTOPHBIN)

['mnepnapatupeo3 — 3abojieBaHUE, PA3BUTHE KOTOPOTO 0OYCIOBICHO
M30BITOYHON CEKpEIMel MapaTropMoHa, B pPe3yJibTaTe Yero IMOBBIIIACTCS
COZIepKaHuEe KajbllMs B CHIBOPOTKE KpOBHU. ['umepkanbliiemMus y JeTei
BCTPEUYACTCS PEIKO.

['unepkanblueMus: JIUATHOCTUPYETCS TMPU CTOMKOM TMOBBIIICHUU
yPOBHS KaJibIysl BhIIIe 3,0 MMOJIB/JT Y JOHOIIIEHHBIX HOBOPOKJICHHBIX U Y
HEJIOHOIIIEHHBIX Oojiee 2,5 MMonb/1. KiIWHMYECKH BBIpaKCHHAs THIIEP-
KQJIBIIUEMHSI MOKET COMPOBOXKAATHCA H3MEHEHUsIMU cO CcTopoHbl JKKT
(ToIIHOTA, PBOTA, 3alOPhI, BAJIOE COCAHHE, OOJICBOM CHUHIPOM, MaHKpea-
TUT, sI3BeHHBIE JePekThI), co cropoHsl IITHC (BstocTh, COHIMBOCTD, KOMA,
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CHUKEHUE TOHYCa MBIIII), CO CTOPOHBI CEPACYHO-COCYAUCTON CUCTEMBI
(moBeiieHue AJl, nenpeccuss QT, aputmun) u nouyexk (HedpoauTuas, Io-
mnypust, OIIII, runepHatpuemus).

IlepBuuHBbIi rUnepnapaTupeo3 oOyCIOBIECH aJ€HOMOW WM TUIIEp-
IUIA3UEN BCEX OKOJIOMIMTOBUIHBIX KEJI€3. Y B3POCHBIX NPUYMHOM Yallle
ABJIAETCA aJ€HOMa WJIA KapLMHOMa, y JIeTel — runeprniasus. [ unepnapa-
TUPEO3 OUYCHb YACTO COUYETAETCS C HACJIEACTBEHHBIMU cuHApoMamu: MOH-I,
CUHIPOMOM THIIEPHAPATUPEO3a C OIYXOJIbKD HUKHEW YEINIOCTH, & TAKKE C
CUHJIPOMOM CEMEWHOTO W30JHUPOBAHHOIO THUIMEPIAPATUPEO3a U CEMEWHOMU
TUIIOKAJIBIIUYPUUYECKON TUIlepKabluemMuenl. IlepBuuHbIA TuIiepnaparTu-
peo3 MokeT ObITh KommoHeHToM MOH tumna Il-a. 3aboneBanue Haciaedy-
€TCSl TI0 ayTOCOMHO-JIOMHHAHTHOMY THITY, MOTYT OBITh CHOpPaIUYECKUE
CIIy4au.

Ilamozene3 — HapylieHHE MEXaHU3Ma NOJABIICHUS CEKPELMU Iapart-
rOpMOHa B OTBET Ha runepkaibiimeMuro. M30wirok IITIT akTuBHUpYyeET OCcTe0-
KJactel U ctumysupyet cuate3 1,25(0OH),/1; B moukax. B pesynbrare ycu-
JUBaeTCs pe30pOLns KOCTHOM TKaHU U BcackiBanue Ca B kumieunuke. [Ipu
POXKJICHUN OTMEYAETCS PE3KO MOBBIIICHHBIA YPOBEHb KalblMs (0OJIbIIe
3,7 mmoub/n), ypoBeHb P cHwken (0,6 mmomnb/n). Ypouu IITIT u
1,25(OH),/1; noBeIiieHbl. BHENHE 1eTH 310pOBBI. XapaKTEpHbI MPU3HAKU
cyomnepuocTaabHON pe30pOluu U JeMUHEepaTU3allui KOCTEeM, MOTYT OBITh
nepesioMbl. XapakTepeH HeppoKanblHHO3. OTMEYar0OTCI MHOXKECTBEHHBIC
CTUTMBI TU33MOpHOTreHe3a, BRIpakeH Kudo3, y3Kas 3anaBiiias rpyiuHa.

Tsxeablii runepnapaTupeo3 HOBOPOXKAEHHBIX (CHHOHUM — TOMO-
3UTOTHAsl TUIOKAJIbIUYpUUYECKas TUNEPKAIBIMEMUS) HACIEAYyeTCs I10
ayTOCOMHO-PEIIECCUBHOMY THMy. Yale BCero mopaykaroTcsi eTu, 00Jb-
HbIE CEeMEHHOM JO0OpPOKAYECTBEHHOM THUIIepKaIbliueMuen. TsoKenmbIiid Tru-
neprapaTupeo3 HOBOPOXKACHHBIX MPOSBISICTCS YTPOKAIOMIECH KU3ZHHU TH-
nepKajblueMuei U TpeOyeT HEOTIOKHBIX MEPONpUATUA. B KIMHUYeCKOH
KapTUHE HAOJNIOAAIOTCs aHOMaIuu ckenerta (Aedopmanus udepena, rpy-
HOM KJIETKH), BBIHY>KJICHHOE MOJIOKEHHUE B MOCTEJIM, MBIIICUYHAS] TUIIOTO-
HUS, CHIDKEHHE CYXOXXWIbHBIX pe(dIeKCOB, CKJIOHHOCTh K OpaauKapauu,
Ha OKI" — ykopouenue untepBana ST, oTMeuaeTcs 3aaepxka (pU3nyecko-
r0 ¥ YMCTBEHHOTO Pa3BUTHSA. DHOXMMHYECKHE MPU3HAKHU: 3HAYUTEIHHOE
CHM>KEHHUE DKCKPELUHM KaJbLUS, BBIPAXKCHHAS TUIECPKAIBIUEMUS, 3HAUYU-
TeabHoe noBbilieHue ypoBHs IITT. IIporHo3 oO0bIMHO HEOIATONPUATHBIM.
JleyeHne XuUpypruyeckoe: napaTupeoOUuIdKTOMHUS C IMOCICAYIOMUM JIeUue-
HUEM IpenapaTaMy BUTaMuHa [l ¥ KanbLus.
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TpaH3UTOPHBIN HEOHATAJNBHBIN I'MIEPHaApPaTUPEO3 Pa3BUBACTCA Y
HOBOPOJKJICHHBIX OT MAaTE€peu C THIONapatupeo3oM. [ 'ummomapatupeos y
MaTepH C XAPAKTEPHOW THUIOKAIBIUEMUEN SIBISIETCA CTUMYJIOM K THIIEp-
MPOAYKIIMHA JTAaHHOTO TOpMOHA y muioAa. [lapamuToBuHbIe XKENe3bl MPHU
ATOM OBIBAIOT YBEJMYEHHI B padMepax. JleTu, kak mpaBUiio, UMEIOT HU3-
KYI0 MaccCy Teja, THIEPKAIBIIUEMHS] HOCUT TPAH3UTOPHBIA XapakTep, BbI-
pakxeHa MEHbIIIe, YeM MpH MEePBUYHOM Tunepnapatupeose. I'unodocdare-
MU, CHIDKCHHE KOHIICHTpAIMHU IIeJ0YHOM (docdaTtazbl U TMOBBIIICHUE
YPOBHS MaparropMoHa BEpUPUUUPYIOT AaHHBIN nuarHo3. CrneruaibHOTO
JedyeHusl faHHas opma rurnepriapaTupeos3a He Tpeoyer.

Cunapom BuibsiMca (CHHOHUM — WJIMONATUYECKAsl TUTIEPKaIbIIHAE-
MHSI HOBOPOKJICHHBIX ).

Imuonozusa u namozene3. Yaie Bcero cunapoMm BunbsiMca pa3BuBa-
€TCA IPU MyTallMh T'€HA 3JacTMHA Ha /ql1.23. DTH MyTauuu SBISIIOTCS
MPUYUHON COCYJIMCTHIX aHOMAIMM W JNePEKTOB COCIUHMUTEIILHOW TKaHHU.
[Tatorenes runepkaablIMEMUN TPU JAHHOM CHUHIPOME OOYCJIOBJIEH BBICO-
KO 4yBCTBUTEJILHOCTHIO TKaHeW-mMuleHen k 1,25(0OH), /1.

Knunuueckas kapTuHa: JUIO 3b(]a, HaIKIanaHHbII CTEHO3 a0pThl U
CTEHO3 NnepudepruuecKux BETBEH JIETOUHOW apTepuH, 3a/epKKa MCUXuye-
CKOTrO pa3BuTHusl. [ unepkambuemMus ucUe3aeT Mocie NEPBOro roja KU3HMU.
YcunuBaercs mpu  goOaBieHurM K nuile ButamuHa J[.  YpoBeHb
1,25(0OH),/1; B chiBOpOTKE TIOBBILIEH, YpoBeHb 25(OH)/l; HOpMasibHBIA.

Jleuenue. Orpannyenue noTpeOIeHUs KalbIusi, OTMEHa BUTaMuHa /1.
[Ipu TSKETOU TMIIEPKAIBIMEMUN HA3HAYAKOT TIIFOKOKOPTUKOUIBL. [lepro-
JAYECKH OMPENEIA0T YPOBECHb KaJblMS B CHIBOPOTKE KPOBU C IEJIBIO
KOPPEKIUU TEPANEBTUUECKUX MEPOIIPUATHUH.

CemeiiHasi 100poKavYecTBEHHAs] TUNEPKAJIbIUEMHS (CUHOHUM —
rE€TEPO3UTOTHASI TUIOKAJIBIIUYPUYECKAS TUTIEPKATBIIUEMMUSI ).

Amuonozua u namozenes. Penkoe cemeiliHoe 3abosneBaHue. Tum
HACJICIOBAHUSI ayTOCOMHO-JOMUHAHTHBIN. B OCHOBE Jie:kaT MyTanuu reHa
peuerrropa Ca®’ Ha mapaTHponuTax M KIETKAX [MOYCYHBIX KaHAIBIEB. My-
TaHTHBIC PELEIITOPHI CBA3bBAIOT Ca’ XykKe, 4eM HOPMAIbHBIC, IIOITOMY
KJICTKU-HOCUTEIN MYTAHTHBIX PEIIENITOPOB pEarupyroT Ha UX CUTHAI TaK,
KaK OyJITO KOHIEHTPAIIUS KaJbIUsl B CBIBOPOTKE MOHMXKEHA. B pesynbraTe
B MAPAIIMTOBUIHBIX JKEJI€3aX BBIACISIETCS MOBbIIEHHOE KonuecTBO 11T,
a B IOYKaX YCHJIUBAETCS peadCcopOLus KaabIuA.

KimHuyecku ety BBITISAIAT 3J0POBBIMU, U 3a00JIEBaHUE BEpUPHUIIN-
pyeTcs mpu ciaydailHOM o0clienoBaHuu. B ciydae, eciau y poJCTBEHHUKOB
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pebeHka oOHapyX)eHa OECCUMNTOMHAsI THUIEPKaIbIIUEMUs, MPOBOJAUTCS
LeJIeHapaBIeHHOE 00CIeIOBaHNUE.

JlaGoparopHasi THAarHOCTUKA: THUNEPKAIBIIMEMUs, CYTOYHasi SKCKpe-
nusa Ca®>* wmenblie 1,5 MMOJIB/JT U HE COOTBETCTBYET ypoBHIO Ca** B ChI-
BOpPOTKE. YPpOBEeHb Mg B CHIBOPOTKE MOBBIIICH. YPOBEHb P MOXET OBITh
HOPMAJIBHBIM, TIOHW>KEHHBIM WJIM NOBBIIECHHBIM. YpoBeHb [ITI" HOpmas-
HBIN WK cierka noBelieH (Tadn. 4.2.1). [Iporuos 0garonpusTHBIN.

Taoauua 4.2.1
Jlabopamopnasa ouaznocmuka 2unepkanvyuemuu y HOBOPOIHCOECHHBIX Oemell

JlabopaTopHble mapamMeTpbl
Knvnuueckuii dochop B .
Kanouui
BapuaHT CbIBOPOTKE 1,25(0H)2ﬂ3 HTF1_84
B MOYe
KPOBH
[lepBUYHBIN runepnapaTu- B HOpME B HOpM™ME
p [ToBbimien |IloBbimieH P
pco3 WJIU ITOHUXXEH WJIU IMOBBIIIECH
[ 'unepTupeo3 HOBOPOX- B Hopwme, [ToBbIIEH
AECHHBIX TIOBBIIICH B HOpM™me WIIN [TonwxkeH
WJIA TOHW>KEH B HOpME
N nuonarnyeckas rumnep-
KaJIbILIMEMUS HOBOPOKJICH- B HOpME
B Hopme B Hopme IToBbiIEH
HbBIX WA TOBBILICH
(cunapom Bumnbsamca)
Cewmeitnas 1o06pokaue- B Hopwme, B nopme
CTBCHHAS THIIEPKaJIbLIHEC- ITOHIKEH B Hopme unn [Tonmxen
MHA MJIN TTOBBILICH IIOBBIIICH
[ urepBUTAMUHO3 B HOpM™ME .
p A — PME  Mommxen Brrcokun
TTOBBIIICH

Jleuenue He TpeOyerca. [Ipu nepBUYHOM runepnapaTupeose, Tak xe,

KaK ¥ TPH TSHKEIOM THIIepIIapaTHPE03e¢ HOBOPOXKICHHBIX, TTOKA3aHO XH-
PypryuvecKoe JeueHue.

B kaxaom ciiydae THIEPKaJbIIMEMHUH, BBI3BAaHHOHN THIIEPIApaTHPEO-
30M, HEOOXOJMMO HCKIIOYUTH THIEPKAIbIIMEMHUI0, OO0YCIIOBICHHYIO TH-
nepputamuHo3oM /[[. B opranusme nHakammuBaetrcs 25(OH)/;, ycuneHo
BCACBIBAHUE KaJIbIIMS, UMEET MECTO Kajblinypus. [lomoraer B TMarHoCTH-
K€ aHaMHe3 (yrnoTpebsieHue u30bITOYHOTO KoindecTBa BuTamuHa J[). I1o-
MUMO TPaH3UTOPHOM THUNEPKAIBIIMEMUU OTMEUYAIOTCS OCTEOCKIEPO3, Je-
THIpaTaIys, I0IbeM TeMIIepaTyphl, JKaXxaa, aHOPEKCHSI, YBEIUUCHUE TTeUe-
HU, MOTYT OBITh HAPYIIEHUS B TIOYKaX, OCTEONATHH.
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nali

PN

10.
11.
12.
13.

14.
15.

16.
17.
18.
19.
20.

21.

Konmponavnusie 6onpocel u 3a0anus k 2naee 4
KakoBbsl ocobennoctu BiausHusi IITI" Ha docdopHO-KanblreBbIN
oOMeH?
KakoBo BiausiHue ButamuHa /| Ha remoctas Ca?
B dem 3akirodaeTcst poib KaJIbIIMTOHWHA B MUHEPAJILHOM OOMEHE?
Kakue ¢hopmbl runonapaTupeo3a MOTyT UMETh MECTO B MEPUOJ HO-
BOPOXKJAECHHOCTH?
HazoBure ocHoBHble cocTapisitomue AIIC tuma 1.
KakoBa kiuHHYecKas XapakTepucTuka cuaapomMa Ju Jxopmxu?
Kakne cuMnTomMbl CKpBITOM TETAHUU BbI 3HAETE?
KakoB mian o6cienoBaHus HOBOPOKJACHHOTO C BBIPaKEHHOM TUIIO-
KaJIb[IUEMUE?
Ha3zoBute npyrue npu4yuHbI THNOKAIBIIMEMUN, KPOME THIIONApATH-
peosa.
HazoBurte kpurepun rHOKAIBIIMEMHUH Y HOBOPOKICHHBIX.
KakoBbI MapakIMHUYECKNE XAPAKTEPUCTUKHA THIIONIApATUPE03a?
Ha3zoBuTe npu4mHbBI TPaH3UTOPHOTO TUNONAPATUPEO3A.
KakoBa nieueOHasi TakTUKa MPU TETAaHUU B pe3yJIbTaTe TUIIONapaTH-
peoza?
Hazosure ocodernnoctu OKI" mpu rumomnapatupeose.
['OpMOHBI KakuxX 3HAOKPUHHBIX >Kejie3 00ecrneurBal0T roMeocTas
KaJbLus?
Kakue ropmonsl (momumo IITT, kaapliuTOHMHA U METaOOJIUTOB BU-
TaMHHa J|) MPUHUMAIOT y4acTHE B PETyJISIMA OOMEHa KabI[us?
Kakue 3HaueHHS ypOBHS KaJbI[Us Y HOBOPOXKJICHHBIX JIETEHA CUUTA-
I0TCSI TUTIEpKaTbIIUEMUEH?
KakoBa 3Tnonorus runepKkagibliUEMUN Y HOBOPOKICHHBIX ?
HazoBute OMOXMMHUYECKHE TPU3HAKU TIEPBUYHOIO TUIIEpIIapaTUPEO3a.
Ha3oBuTe KIMHUYECKHE CHMIITOMBI TSDKEJIOTO THUIIEpIIapaTUpeO3a
HOBOPOXK/ICHHBIX.
Ha3oBuTe npu4YmHbBI TUNIEPKATBIIAEMUH.
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I'JIABA S
HAPYIIEHUA ®YHKIUU HAJAITOYEYHUKOB

5.1. BpoxaenHast fucpyHKUMA KOPbI HAANOYECYHUKOB

ITHOJIOTHUSA

Bpoxnennas auchyHkuus kopsl HaamoueunnkoB (BJIKH) — rpymma
3a00J1€BaHN, OCHOBOM KOTOPBIX SIBJIAETCS ACPEKT OJHOTO U3 (PEPMEHTOB
WM TPAHCIIOPTHBIX OEJIKOB, MPUHUMAIOIIUX y4acTHE B OMOCHHTE3E KOp-
Th30J1a B Kope HaamnouyeyHnkoB. BJIKH umeer ayrocomHO-peniecCUBHBIN
TUII Haclie[oBaHKsI. B OCHOBe (hepMEHTATHBHBIX HApYIICHUU JIeKAT Jie-
(GEKThl TEHOB, KOJUPYIOMIMX TOT WA UHOW (PEPMEHT CTEPOUITHOTO OHO-
cunTe3za. O6mmM B naroreHese kinHudeckux Gopm BJIKH sBnsiercsa cHu-
KEHUE CHHTE3a KOPTHU30J1a, B Pe3yJbTaTe Yero BO3HUKAET TUNEPHPOIYK-
s AKTI u, kak criencTBue, pa3BUBACTCS TUIMEPIIA3US KOPBI HAIIOYEU-
HUKOB, HAKOIUICHUE METAa00JIMTOB, MPEAIIECTBYIOMUX AHEKTHOMY dTaIly
CTEPOUJIOTeHE3A.

Knuanueckue Qopmbl 3a007€BaHUS TETEPOT€HHBI W 0O0YCIIOBIICHBI
nByMs (DaKTOpaMu:

1) nebuTOM CTEPOUIOB, CEKPETUPYEMBIX MOCIE (PEPMEHTATUBHOIO
OnoKa;

2) ouosorudeckuM 3(HPEKTOM MOBBIIIIEHHOTO KOJIUYECTBA CTEPOUJIOB,
CHUHTE3 KOTOPHIX HE HApPYIIICH.

B Hacrosimee BpeMst BBIIEISIOT ceMb BapuanTtoB BJIKH:

1) nedexT CcTepoUOreHHOTO OCTPOro peryisTopHoro oOenka (StAR-
OpOTEHHA);

2) nedurut 20,22-necmonaszpl(CYP11A1);

3) nedunur 17-a-ruapoxcunassi/17,20-muazsl (CYP17A1);

4) nepurut 3-f- runpokcucrepouaeruaporetassl (3-4-1'CH);

5) nedunur 21-runpoxcunazpi(CYP21A2) — 6omnee 90 % ciyyaes;

6) nedurut 11-p-ruapoxkcunazpi(CYP11B1), BTOopoe mecTo 1o yacro-
T€ BCTPEUAEMOCTH;

7) nedunut uroxpomaP450 okcunopeaykrassl (POR).

BonpmmHCTBO (hepMEHTOB, YyYacTBYIOUIMX B CTEPOUIOTEHE3E, SIBJIS-
I0TCS WieHaMu uToxXpoMm P450-3aBucumont rpynmsl okcujaas. CoriiacHO
COBpPEMEHHOM HOMEHKJIAType, (epMEeHThl 0003HaualoTcsi abOpeaBuaTypoi
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CYP, 3arem cnenyer mudpa, ykasbiBaroiias HOpsiAKOBbIM HOMEp yriepojaa
B CTPYKTYyp€ CTepouia, IAe UACT JaHHAs dH3UMHAs peakius (1o CYyTH ce-
MEUCTBO), Aajiee ciaeayeT OykBa, KoTopas 00O3HayaeT MOJICEMENCTBO W,
HaKOHeIl, u30opma, KOTopasi Takke 0003HaYaeTcsi apabCKUMu Iudpamu.
I'ensl, kogupyromye Bce PepMeEHTHI, CBA3aHHBIE ¢ TUTOXpoMoM P450, 060-
3HaYalTCA KypcuBHOU a00peBuarypoit CYP.

Cmepouoozenes

Jnsa monumanus naroreHe3a BJIKH Heo0X0auMO BCIIOMHHMTBL ATaIlbl
OMOCHHTE3a CTEPOUIHBIX TOPMOHOB. OOIIUM CyOCcTpaToOM Jjisi OMOCHUHTE3a
BCEX CTEPOUJIHBIX TOPMOHOB SIBIISIETCS XOJIECTEPUH. TpaHCHOPTUPOBKA XO-
JeCTeprHa Ha BHYTPECHHIOI MEMOpaHy KIJIETOYHOM MHUTOXOHIPHUHU OCY-
HIECTBJISIETCSA CTEPOUJOTCHHBIM OCTPBIM PETYJIATOPHBIM MPOTEMHOM (StAR-
npoTeuHoM). MIMEHHO 3TOT O€JIOK OCYIIECTBIISIET BKJIIOYEHHE IPOIIECCOB
crepougorene3a. Kak TOIbKO XOJECTEpUH AOCTUTAET MHUTOXOHIPUATBLHOU
MeMOpanbl, StAR- mpoTenH peryimpyer ero J0CTaBKy K BHYTPEHHEH CTO-
pPOHE, TJIe OH CTaHOBHUTCS cyOcTpaToM il (hepMEHTa paciieruieHusi OOKo-
BOH 1enu xosiectepuna (20, 22-necmonaza). Takum oOpazoM, 1edeKT mpo-
TE€WHA BEJIET K MOJIHOMY HapyILICHUIO CUHTE3a BCEX CTEPOUJIHBIX TOPMOHOB
HE TOJIBKO B HAJIIOYEUYHHUKAX, HO M B TOHaJIax. B HacTosmee Bpems: U3BECT-
HBI ¥ APYTUE MENTU/IbI, YYaCTBYIOIIME B TPAHCIIOPTE XOJIECTEPUHA, OJTHAKO
OHHU, B omiimune OoT StAR-mporenna, He nmeroT 3aBucumoctd oT AKTI -
CTUMYJISIIIUHU, TIO3TOMY, MO-BUAMMOMY, HE MPUBOIAT K OBICTPOM aKTHUBa-
MU TIPOIECCOB cTepoujioreHesa. [noxo HaumHaTh npeaoxene ¢ uudp,
HY>KHO TIEPECTPOUTh, BCTABUTH Jt000e cioBo. depment 20,22-necMornasza
OCYILECTBIISIET MPEBPALIEHUE XOJECTEPUHA B PETHEHOIOH, KOTOPBIN SIBJISA-
€TCsl PE/IIIECTBEHHUKOM BCEX CTEPOUJIHBIX TOPMOHOB.

JI1s cMHTe3a MUHEPAJIOKOPTUKOMIOB B KITyOOYKOBOW 30HE HAAMO-
YEYHUKOB MPETHEHOJIOH MPEBPAIAETCs B IPOTeCTEPOH MO BIUSIHUEM 3-[3-
rugpokcucrepougaeruaporenaspi(3-4-'"C/1). Ilporectepon mnoxa Bo3jei-
cTtBUeM (depMeHTa 2 1-TUAPOKCHIIa3bl IEPEXOIUT B JIE30KCUKOPTUKOCTEPOH,
UMEIOIIETO YMEPEHHYI0 MUHEPAIOKOPTUKOUIHYIO aKTUBHOCTb. CHHTE3 OC-
HOBHOT'O MHUHEPAIOKOPTHKOUJIA — AJIBJIOCTEPOHA — OCYILECTBIISIETCA ITyTEM
NPEBpaIlleHUs]  JIE30KCUKOPTUKOCTEpOHAa  MOJ  BozjaeWctBueM  11-f-
TUAPOKCHUIIa3bl B KOPTUKOCTEPOH. [locnennuii moasepraercsi npyu mOMOIIU
aJIbJIOCTEPOHCUHTA3bI | 8-TUAPOKCUIIUPOBAHUIO U |8-OKCUIMPOBAHUIO C 00-
Pa30BaHKUEM aJIbJIOCTEPOHA.

JI1s cMHTE3a IIIOKOKOPTUKOMUIOB B MTyYKOBOW 30HE HAJAIOYCUHUKOB
MPETHEHOJIOH TIOJ JEUCTBUEM | 7-0-THAPOKCHIIA3BINIOABEPracTCs MPEeBpa-
masAch B 17-TUIPOKCUIIPETHEHOIOH. 3aTE€M NO3TANHO IIOJ BO3ACHCTBUEM
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psaaga pepmentoB(3-4-I'C/, 21-ruapokcunassl, 11-A-rugpokcunassl) oOpa-
3yerca koptuzoi. depmentsl 21-rugpokcunasza, 11-f-ruapokcunasa, ajib-
JOCTEPOHCUHTA3a SKCIIPECCUPYIOTCS TOJIBKO B HAIMOYECYHHUKAX.

®epment 17-f-ruapokcucrepounaeruaporenasa(l7-p-I'CH), neobdbxo-
JUMBIN I KOHEYHOrO 3Tara OMOCHUHTE3a MOJIOBBIX TOPMOHOB, JKCIIPEC-
cupyercs B roHagax. @epMeHTHl S-o-pellyKTa3a U apoMaras3a OCYIIECTB-
JSIIOT CBOE JIEUCTBUE B TOHANAX M NEpUEpUUECKUX TKAHIX, CUHTE3UPYS
AKTUBHBIA META0OJIUT TECTOCTEPOHA — JAETUIPOTECTOCTEPOH — M 3CTPO-

T'CHBEI.

Ha puc. 9 npencraBneHa cxema OMOCUHTE3 CTEPOUIHBIX TOPMOHOB.

KOpa Hagno4ye4yHUKoOB A

Xonectepon

[ 20,22-pecmonasa

]

MperHeHoONOH ——— > 17-OH nperHeHoONOH

17a rmppokcnnasa

| Nepudepnueckme
TKaHU

17,20 nunas:
_4 p,eru,qpoanuau,qpoaepou

[ 3-p-rca

]

MporectepoH

17a rnppokcmnasa

——— > 17-OH nporectepoH

17,20 nnasa

[ 21-rmapoKcmnasa

11-Ae30KCUKOPTUKOCTEPOH

11-pe3oKcuKopTU3ON

[ 11-B-rngpokcmnasa

KopTukocrepoH
1

: ANIbAOCTEPOHCUHTA3a

3
AnbpocTepoH

MwuHepankopTukomabl

KopTtuson

IntoKkoko pTUKONAbI

apomaTtasa

> AHOPOCTEHAUOH

L 3cTpoH
17B-rch,
ScTtpaguon

apomaTtasa

17B-rcq,
TecTtocTtepoH
5a-peaykTasa
Oernapo-
TecTocTepoH
AHApOreHbl

Puc. 9. Cxema ouocunmesza cmepouonvix 20pmoHos

JlJis cHMHTe3a MOJIOBBIX CTEPOMIOB, B YaCTHOCTU AaHJPOTCHOB, B
HA/MOYEYHUKAX M B FOHA/IaX MPETHEHOJOH M MPOTreCTEPOH IMOJIBEPraroTCs
Bo3aeicTBUIO 17-0-ruapokcunaspl/17,20-mua3el. C nomMonisio gpepmeHTa
TpaHC(HOPMUPYIOTCA MPETHEHOJOH B JIETUIPO3NHAHAPOCTEPOH, a MpOre-
CTEpPOH B aHAPOCTEHAMOH, T. €. MPEBpAIIAACH Mo3TanHO U3 C21-cTepongoB
B C19-creponnpl, KOTOppIE B TOHaAAX MPEBPALAIOTCA B TECTOCTEPOH. B
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OBapHaJIbHON TKAHW aHJPOTEHBI MOABEPTarOTCS BO3JSHCTBHUIO (epMeHTa

apomarasbl, IIPeBpallasCh B 3CTPOreHbI (3CTPAANOI, SCTPOH).
B3aumoselicTBue B cHCTEME THIIOTaIaMyC — THIToGU3 — HAAIMIOYCUHUKH

OCYIIECTBIISIFOTCS 1O KJIIACCHYECKOMY TPHHITUITY OOpaTHOM CBS3H.

IHaTorenes kiIMHUYECKUX (GOPM BPOKICHHON TUCPYHKUUHN KOPBI

HaAIIOYC€IYHUKOB
BpODfC()eHHCl}l JUNOUOHAS cunepnjiasus HAONOYECYHUKO8
.HI/IHOI/II[HaH TuncpIiliasusa HaAIIOYCUYHHUKOB — PpCAKasa, HO HanOoiee

Tsokenas popma BJIKH. 3a0oneBanue numeeT 04eHb BBICOKYIO JIETATLHOCTD,
HECMOTpPA Ha MPOBOAUMYIO 3aMECTUTEIBHYIO TEPANUi0 KOPTUKOCTEPOU/I-
HBIMU TIpenapatamMu. B HacTosiiee BpeMs oKa3aHo, YTO B OCHOBE 3a00J1e-
BaHUS JICKUT TCHETUYECKUM AEPEKT CTEPOUJIOTEHHOTO OCTPOTO PEryJis-
TopHOro mnporenHa (StAR-nporeun). Onucano Oonee 80 Myrauuii rexa,
NaTOJIOTHS Yalle BCTpedaeTcs: B cTpaHax Bocrounoit A3uu u y apa0oB.

StAR-IIpOTENH OCYILECTBISET NEPEHOC XOJIIECTEPUHA C HAPYKHOU Ha
BHYTPECHHIOIO MEMOpaHy MUTOXOHJPHUHU, UYTO SIBJISIETCS MEPBBIM 3TAlOM
OMOCUHTE3a CTEPOUJI0B. XOJECTEPUH, MOCTyNasi B HAAMOYCYHUKHU, HE MO-
KET MPEBPAIATHCS B MPETHEHOJIOH. B pe3ynbprare Bce KIETKH KOPKOBOM
30HBI 3aMOJHEHBI XOJECTEPUHOM U €ro 3dupamu, GOPMUPYETCS JTUTIOU/I-
Has Tunepruiazus Haano4eyHukoB. Jledekt StAR-nmpoTrenHa mpuBOIUT K
TOTaJbHOMY HAPYILICHHIO CHHTE3a BCEX KJIACCOB CTEPOMJIOB KaK B HAJIIO-
YEYHHKAX, TaK U B TOHA/1aX. [ [0OCKONBKY TIalleHTapHBIN CTEPOUJIOTECHES HE
3aBUCUT OT StAR, mpoAyKIHs MPOrecTepoHa MIAIEHTONW CIOCOOHA MO/I-
JepKUBATh OEPEMEHHOCTH 10 HEOOXOIUMOTO CPOKa.

CornacHoO ABYXCTYNEHYaTOM MOJIENIHA TATOrE€HEe3a JIMHOWIHOW THUIIep-
I1a3ud HAJMOYEUHUKOB, JePekT StAR-mpoTerHa Ha MEpBBIX ATarax Cro-
COOCTBYET BBIPAKEHHOMY, HO HE TOTaJIbHOMY MOPAXEHUIO CTEPOUIHON
cekperuu. CHIKEHHBIM YPOBEHb CTEPOUJIOB IPUBOJUT K YBEIWYCHHIO
ypoBHs TponHbIX ropMoHOB: AKTI', aHrnoTeH3MHa-2, TIOTEUHU3UPYIOIIETO
ropmona (JII'), 4To BI3bIBAET MOBBIIIEHHBIN 3aXBaT XOJECTEpUHA KIIETKaMHU
HAJIITOYEYHUKOB Y TOHAJ. XOJECTEPUH Pa3PYIIACT OCTATOYHbIN, HE3ABUCH-
MbIl OT StAR-npoTenHa cTepouHblil cUHTE3 (BTOpAasi CTYNEHb MATOrEHE-
3a). Y manueHToB ¢ gaHHou gopmoit BJIKH B mepuo HOBOpOXXAEHHOCTH
ONPENEIIIETCS HE3HAUUTENIbHAS CEKPEIUs CTEPOUI0B B HAANOYCYHUKAX,
OJHAKO BCKOpPE CEKpeUHs MaAacT N0 HYJEBBIX 3HAYCHUW U MPOUCXOAUT
MOCTENEHHOE YBEJIWYEHUE HAANOYEYHHUKOB. DTHUM OOYCIOBIEHO OTCPO-
YEHHOE TMOSIBJICHUE KJIMHUKHU HAJAMOYEYHUKOBON HemocTtatouyHocTH (¢ 3—4
HEJIENN KU3HU W MO3XKE).
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Hapyienue roHagHOTO CTEPOUI0TeHe3a Y OOJbHBIX C JTUTIOUIHON TH-
NepIuia3uii HaJANMOYEYHUKOB HMMEET II0JIOBbIE OTIWYHS. Y MajJbUUKOB C
MEePBBIX HEJeNb SMOPUOHAIBHOTO PA3BUTHS TECTUKYJIbI HAUMHAIOT aKTHB-
HO CHUHTE3UPOBATH TECTOCTEPOH, HEOOXOAUMBIN 1JIs1 HOpMabHOU qudde-
PEHIIMPOBKU TE€HUTAIMH MO MY»KCKOMY TUITy. CHHTE3 XOJIECTepUHA aKTH-
BU3UPYETCS IO BIMSHUEM IIAIIEHTAPHOTO XOPHOHUYECKOTO TOHAAOTPO-
nuHa ¥ 3MOopuoHansHoro JII'. [Toatomy nedekt StAR-nporerHa B roHaaax
AMOpHOHA MaJTbYMKa MPUBOAUT K OBICTPOMY HAKOIUICHHIO XOJECTEpUHA B
KJIeTkax Jlelaura TeCTUKYJOB U UX pa3pyuieHnio. CUHTE3 TECTOCTEPOHA
CTAHOBUTCSI HEBO3MOXKHBIM, JIETH POXIAOTCSI € (PEMUHHBIM THIIOM
HapY>KHBIX TCHUTAJINN. Y MaJIbUMKOB CEKPELIMs TECTOCTEPOHA B TOHAJIaX HE
OTIpEJICISETCS yKE C MEePBBIX THEH KU3HHU.

VY neBoyek sMOpHOHaNIbHAsI aKTUBHOCTh IMYHUKA OTCYTCTBYET, U CTe-
POUICEKPETUPYIOIINE KIECTKH OCTAIOTCS COXpPAaHHBIMH. Y J€BOYCK Ha (hOHE
MOCTOSIHHOM 3aMECTUTENIbHON Tepanuu KOPTUKOUIHBIMU MpernapaTaMHu B
myOepTaTHBIA TEPUOJT CAMOCTOSTEIBHO PA3BUBAIOTCS BTOPUYHBIE T0JIO-
BbIC MPHU3HAKA M MOTYT UMETh MECTO MEHCTpyaruu. B myOepTaTHbBIN Tie-
pHOJ TOJT BO3JICMCTBUEM TOHAIOTPONMMHOB B (POJUIMKYJISIPHOM armiapare
MOKET peanu3oBaTbca StAR-HE3aBUCHUMBIN CTEPOUIOTECHES, T0CTATOYHBIN
JUI1 YMEPEHHOM MPOAYKIIMHU SCTPOrCHOB.

Jeduyum 20,22-0ecmonazvi

MyTanuu B reHe naHHOTO pepMeHTa — eiie Oojiee pekas U OTHOCH-
TEJIbHO HOBAas IATOJIOTHUA [0 CPABHEHUIO C JIMIIOUAHOW TruIepruiazueu. B
auTepaType BiepBble matosiorus Owuia omucana B 2001 romy Tajima T.,
Fujieda K., Kouda N. et al. OnuceiBasics ciyyaid 1€BOYKH C IpU3HAKaMU
JUTIOUTHOW TUNEPIJIa3UU HAAIOYEYHUKOB, HO C MO3JAHENH MaHU(ecTauen
u 0e3 yBenuueHus HaamoueyHWkoB. CekBeHUpoBaHUE reHa StAR HE BbI-
SIBUJIO M3MEHEHUM, Iocjie yero ucciaegoBanue rena CYPIIAI, orBeudaro-
IIEro 3a CUHTE3 (PEpMEHTA paCHICTUISIONIETO OOKOBYIO 1I€Mb XO0JEeCTepUHA
(20,22-necmomnasbl), BBISIBUIO MYTAIUIO.

Hedurur 20,22-necMomia3sl MPUBOAUT K OJIOKY CHHTE3a BCEX TpeEX
JUHUN CTEPOUJIOB (MUHEpAII-, TTIFOKOKOPTUKOUIOB, aHJPOT€HOB) B HAJINO-
YEYHUKaX U roHajax. [lmaneHTapHblil CTEPOUAOTreHE3 TAKKE HAPYIIAETCA,
TaK Kak IUIalleHTa MNpeacTaBisieT co00M TkaHb Iuiona. M3-3a neduuumra
POrecTEPOHA U ACTPOHA, CUHTE3UPYEMBIX IJIALIEHTOM, 0EPEMEHHOCTh, KaK
NPaBWIO, 3aKAHYMBAETCA MNPEXAEBpEMEHHO. M3-3a HapylleHus CUHTE3a
MUHEpaj- U TIIOKOKOPTUKOMIOB moBbimaercs ypoBeHb AKTI (cmoco0-
CTBYET TMIIEPIIUTMEHTAIINHN) U AKTUBHOCTh PEHUHA.
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Hapyiienne roHagHOro CTEpOMIOreHe3a Yy MalbUYUKOB MPUBOJHUT K
(GOpPMHUPOBAHUIO HAPYKHBIX TEHUTAIMN MO JKEHCKOMY THIIY, OJIHAKO
POU3BOJHBIE MIOJUIEPOBA MPOTOKA (MaTOYHbIE TPYyObI, MaTKa, BEPXHsS
YacTh BJIaTaJIMIIA) OTCYTCTBYIOT. Y JIEBOUEK HAPYKHBIE MOJOBBIE OpraHbl
c(hopMUPOBaAHBI NPABUIIBHO.

Takum 00pa3oM, KIMHUYECKH JUMOWAHAS TUIMEPIUIA3Us U JeDUIUT
20,22-necMonasbpl MACHTUYHBL. OTIMYUTEIbHAsT OCOOCHHOCTH AchUIUTA
20,22-mecMona3pl MO JAHHBIM BU3YAJIM3AIMA COCTOMT B TOM, 4YTO
HAJMIOYEUYHUKN HE OBIBAIOT YBEJIMYECHHBIMU. OKOHYATEIBHBIM METOJ0M
mudpepeHmanbHON JUAarHOCTUKK BYX BhIIeynoMsaHyThix ¢opm BJIKH
ABJIIETCA TEHETUYECKOE TECTUPOBAHUE.

HHeguyum 3-p-euopoxcucmepoudoecuopozenasvl

Hedunut 3-B-rugpokcucrepounaneruaporenaspi(3-4-1'CJ1) — penkas
MaToJIOTUs C MpeAnosaaracéMou yactoro Becrpeyaemocty menee 1:1000000
xuBopoxkaenuit. Mudopmanus He umraerca.  Depment3-f-1'CJ
AKCIIPECCUPYETCSl BO BCEX OpraHax, oOJaJarolUuX CTePOUIOTeHHON
AKTUBHOCTBIO: KOPE HAJMOYEYHUKOB, TECTUKYJIAX U SIMYHUKAX, [JIAIICHTE.
depMeHT criocoOCTBYET 00pa30BaHUIO MPOTECTEPOHA W3 MPETHEHOJOHA U
npeBpaiieHuto 17-o-mporectepoHa U3 17-0-MPErHEHOJIOHA, TO €CTh
y4acTByeT B OMOCHHTE3€ CTEpPOHMJOB, HECOOXOJMMBIX JIsi O0Opa3oBaHMS
MUHEPATOKOPTUKOHUJIOB, TIIOKOKOPTHUKOWJOB M IIOJIOBBIX CTEPOHJIOB.
CymectBytor uzodopmbl 3--I'CH 1 u 2 Tuma, KOAUPYIOLIUECS
pazmuuHbiMu  TeHamu HSD3BlI w HSD3B2. l'en HSD3B2 akTUBHO
SKCOPECCUPYETCS B HAJAMOYECYHHUKAX M TOHamax, Torma kak HSD3BI
AKCIIPECCUpPYETCS B IUIAlleHTe M Tepudepudeckux TKaHsax. HapyuieHnue
(YHKIMOHAIBHOCT (PEpMEHTA MNPUBOJIUT K CHUKEHUIO KOHIIEHTpaIui
aJIbJIOCTEPOHA, KOPTU30Ja M aHAPOCTEHJIMOHA, MPU STOM HAOIIOJaeTCs
yBeJIMUCHHE  KOHILEHTparuid  AS-ctepousioB  (IperHeHosioHa, 17-
THJPOKCUIIPETHEHOJIOHA M ACTHUIAPOAIUAHIPOCTEpoHAa) (cM. puc. 5S.1).
Herunposnuanapoctepon (II'9A) MoxkeT npeBpaniaTbCsi B TECTOCTEPOH C
nomouisto nepudepuueckoit 3-4-I'CJI 1 Tuna B HEOONBIINX KOJUYECTBAX.
XapakTepHO YBEJIIMYECHUE YPOBHS AKTT, TUNEPKAIUEMUS,
TUIIOHATPUEMUS, TIOBBIIIEHUE PEHUHOBON aKTUBHOCTH IIA3MBI.

Knunnuecku paepuiur 3-4-1'CJ1 OyaeT nposBisTbCA HAIOYECUHUKO-
BOW HEJOCTATOYHOCTHIO, HEJOPA3BUTUEM T€HUTAINNA Y MAIBYUKOB, y JI€-
BOYEK, KaK MPaBUJIO, YMEPEHHAs KJIUTOpOMEraius. Y Maab4uKoB (popMu-
pOBaHWE TEHUTAINN MPOUCXOAUT 3a cueT JII'DA, HO ero aHaporeHHas ak-
TUBHOCTh HEIOCTATOYHA JIJI MOJHOW aHJIPOr€HU3AllUM HApY>KHBIX T'€HU-
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TaJIuii, MO3TOMY KaBEpPHO3HBIE TeJjla MOJOBOTO UJIeHa HEJOPA3BUThI, MOKET
OBITH THUITOCTIA NS,

Jns nuarnoctuku aedpunuta 3--1'CJ] He0oOX0auMO omnpeeeHue co-
otHoueHust A4- u AS-crepounioB Ha ¢pone ctumyssitu AKTT. Tlpu nedu-
uure 3-4-I'CJl Oyner npeobnaganue AS-cTepoujioB (IIperHeHoaoHa, 17-
ruapokcunperueroniona u JI'9A) nag A4-crepounamu (mporectepoH, 17-
TUPOKCUTIPOTECTEPOH U aHAPOCTECHIUOH).

Heduyum 17-o-euopokcunazot/17-, 20-mazer (CYP17A41)

Hactora BcTpeuaeMmoctu Aedunuta (HepMeHTa COCTABISAET OKOJIO
1:1000000 genoBek B MUpe, HO B HEKOTOPBIX cTpaHax (bpazunus, Hunep-
nauael, Typius U ap.) yactoTa BcrpeyaeMocTu Bble. Cpeau Beex popm
BJIKH wumeer nomto okoiio 1 %. ®DepMEHT SKCHPECCUPYETCS T€HOM
CYP17A1, pacioI0O)KEHHBIM Ha ITTMHHOM IIIe4e XpOMOCOMEI 10.

®epMmeHT 17-0-rHapoKcuiIa3a y4aCTBYET B CHHTE3€ TIIFOKOKOPTHKO-
CTEPOUAOB U MOJIOBBIX CTEPOHAOB. DEPMEHT MPUCYTCTBYET B KIIETKAX
Jletinura, Goinukynax sSIMYHUKOB, IMMyYKOBOM M CETYATOM 30HE HAANOYECU-
HUKOB. 17-0-TUIPOKCUIMPOBAHUE MPETHEHOJIOHA U Tporectepona ao 17-
TUAPOOKCUTIPETHEHOJIOHA U | 7-TUAPOOKCUIIPOTECTEPOHA, COOTBETCTBEHHO,
a TaKKe MOCJIEAYIoIIee NpeBpalieHne 3Tux crepouaoB B JAI'DA u annapo-
CTeHJHOH (cM. puc. 9) katanuzupyroTcs ogHuM ¢pepmentom CYP17Al, B
CBSI3U C UEM OH UMEET JIBOMTHOE Ha3BaHUE.

PesynbratoM pnedunura 17-0-TUApoKCHUIIas3bl SIBISIETCS HapYIICHUE
CHUHTE3a KOPTHU30Jia, 4TO NpuBOAUT K runepnpoaykuuun AKTI u akTuBa-
M CUHTE3a MPEIIECTBEHHUKOB AJIbJIOCTEPOHA. AJIbJIOCTEPOH MIPU ITOM,
KaK MpPaBUJIO, HE MOBBIIIEH, TAK KAK IMOBBIIICHHAS CEKPELHUS T1E30KCUKOP-
TUKOCTEPOHA BBI3bIBACT MOJABJICHUE PEHUH-AHTMOTEH3MHOBOW CHUCTEMBbI
— OCHOBHOTO PEryJaTopa KiIyOOouKOBOM 30HBI KOPbl HAAMOYEYHUKOB. [1o-
BBIIICHHBI CUHTE3 MPEIIIECTBEHHUKOB MUHEPATIOKOPTUKOUIOB MPUBOIUT
K 3aJICpKKE HATPHs, YBEIUYECHUIO 00bEMa IJIa3Mbl, TUTIEPTOHUM, THUIIOKA-
JMEMHH U CHI)KCHUIO YPOBHEN PEHUHA U aJIbJOCTEPOHA.

SIBHBIX CUMIITOMOB HaANOYEYHHUKOBON HEIOCTATOYHOCTH TpHU Aedu-
IUTE JAHHOTO (pepMEeHTa OOBIYHO HE OTMEUAETCSs, YTO OOBSICHAETCS WU3-
OBITKOM KOPTHUKOCTEPOHA.

Cawmxenue aktuBHocTd CYP17A1 Beaer k HapylIEHHIO CUHTE3A TO-
JIOBBIX CTEPOMJOB B HAJMNOUYECUHHMKAX M TOHaAax. B pe3ynpTare 3TOro y
mwioga ¢ kapuotunom 46XY mpoUCXOAUT HENOPA3BUTHE HAPYKHBIX T€HU-
Taquid pa3HOW CTEMEHM BBIPAXKEHHOCTH — HapylieHue (hopMUpPOBAHUS
noJsia (CTapblii TEPMUH — JIOKHBIN MY>KCKOU repMadpoauTusm). Y 1mioja
C TEHETUYECKH KEHCKUM TI0JIOM (POpMHUpPOBaHKME BHYTPEHHUX U HAPYKHBIX
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MOJIOBBIX OPraHOB HE HAPYIICHO. Y HOBOPOXKIEHHBIX JEBOYEK, B OCHOB-
HOM, MPABUJIBLHO CPOPMUPOBAHBI KaK HAPY>KHBIE, TAK U BHYTPEHHUE MOJIO-
Bble OpraHbl. ['MNOQYyHKIMS SMYHUKOB MPOSIBISIETCS TOJBKO K MyOeprart-
HOMY Bo3pacTy. CienoBaresbHO, JEBOYKU-TIOAPOCTKH OOpaIaloTCs C Ka-
no0aMH Ha 3aJIepKKy MOJOBOTO co3peBaHus. B Tom uucne B pesynbprare
nedulMTa aHIPOTEHOB HE MPOUCXOJUT OBOJIOCEHHUE TMOJAMBIIICYHBIX BIIa-
JIUH U JIOOKA.

[Ipr TOpMOHATIBHOM HCCIENOBAHWN BBIABISAIOTCS HU3KHE MTOKA3aTEN
TE€X CTEPOMUJOB, JJIsi MIPOU3BOJICTBA KOTOPBIX TPeOyeTCsl aKkTUBHOCTH 17-a-
ruapokcuiasbl  (17-ruipokcunporecTepoH U 17-ruIpOKCUTIPOTECTEPOH,
11-ne3okcukopTr3on, Koptuzon, JAI'DA, aHAPOCTEHAMOH, TECTOCTEPOH,
ACTPOTECHBI).

KonuieHTpanum nmperaeHosiona U nmporecTepoHa MoBbIIEHBI. /J(narnos
MOATBEPXKIACTCS 3aMETHO TOBBIIICHHBIM YPOBHEM CTEPOHUIIOB, 00JIagaro-
IUX MAHEPAIKOPTUKOUIHON aKTUBHOCTBIO, — | 1 -1€30KCUKOPTUKOCTEPOHA
Y KOPTUKOCTEPOHA.

Ypoeenb AKTI 3HaUnTENBHO NMOBBIIIEH, AKTUBHOCTh PEHUHA TUIA3MBbI
CHUKEHA. Y POBHM rOHaJIO0TpOonuHOB, Takux kak ®CI'n JII', moBeimatorcs
BCJICJICTBUE HEJOCTATOYHOTO MPOU3BOACTBA IMOJOBBIX CTEPOUIOB TOHAA-
MH.

Ha3HaueHne rIHOKOKOPTUKOUAHBIX MPENapaToB MPUBOIUT K HOpMa-
JV3alUU CEKPEIMH MUHEPATIOKOPTUKOUIOB U CHIKECHUIO apTEPUAIBHOU
TUNEpPTeH3UH. [ CTUMYISIIMU TTOJOBOTO CO3pEBaHUsI HEOOXOAUMBI Mpe-
napaTthbl aHIPOTEHOB U 3CTPOTEHOB.

Heguyum 11-f-eudpoxcunasvl

Btopas no pacnpoctpanennoctu popma BJIKH ¢ wacroroit BcTpeua-
emoctu 1:100 000200 000 HOBOpOXAECHHBIX. 11-A-rUapokcuiasa Mpu-
CYTCTBYET TOJBKO B HaJIOYEYHUKAX U Koaupyercs renom CYPIIBI, pac-
noJiararoluMcsl Ha JJIMHHOM ILUIede XpOMOCOMBI §. DEepMEHT HEOO0XO0IUM
1S peBpaiieHus 1 1-me3okcukopTukocTepona u 11-ne3okcukoprrsona B
KOPTUKOCTEPOH M KOPTU30JI COOTBETCTBEHHO (CM. pHC. 9).

Henocrarok 11-f-rugpokcunnpoBaHusi IPUBOJIUT K AEHUIIUTY KOPTH-
KOCTEpOHA U KOPTHU30Jia, uTo cTumyipyet cexkpenuto AKTI'. [Tapannens-
HO TIPOMCXOJUT U30BITOYHAS MPOAYKIMS MpeAliecTBeHHuka — 11-
J€30KCUKOPTUKOCTEPOHA, KOTOPBI 001afaeT c1adoil MUHEPATIOKOPTUKO-
UHON aKTUBHOCTHIO. M30BITOK NE30KCUKOPTUKOCTEPOHA BEAET K IMOJaB-
JICHUIO0 PEHUH-aHTMOTEH3WH-JIbIOCTEPOHOBOM CHUCTEMBI, MPOUCXOIUT 3a-
JEepKKa HaTpusi, TOBBIIICHUE APTEPUAIBHOTO JaBIEHUSA. B HEKOTOpPBIX
CIy4dasiX MOTYT OIpPEIENATbCA TUIOKATUEMHUs, ajkaio3. B pesynbrare
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MO3/IHEN JTMATHOCTUKHU TUIIEPTEH3UU BO3MOYKHBI KIIMHUYECKUE MPOSIBIIEC-
HUS IOPAKEHUS OPraHOB-MUIIEHEN.

[IoBBILIIEHHOE HAKOIUIEHUE aHJIPOT€HOB M MX MPEAIIECTBEHHUKOB SIB-
AsieTCA MPUYMHON pa3BUTUS BUPUIIM3AIMU U TceBAorepMadpoauTuzma y
neBouek. HeszaBUCMMO OT moja XapakTepHO NPEXIECBPEMEHHOE IOJOBOE
pa3BUTHE HAAIIOYEYHUKOBOTO T'€HE3A.

Y HOBOPOXAEHHBIX JIETEN M3-3a PE3UCTEHTHOCTU IOYEK K MHUHEpa-
KOPTHUKOUJAM, KOTOpasi MPUCYTCTBYET B MEPBbIE HECKOJIBKO MECSLIEB KU3-
HU, MOXET OTCYTCTBOBATh TMIEPTEH3USI (IPUMEPHO B OJHOM TPETH CIyya-
eB). Kiunnueckn mnposiBnenust aepuuurta 11-S-rugpokcunasbl CXOXH C
nedunutom 21-ruapokcmwiasel. OgHAKO B NIEPBOM ciiydae Oojiee xapak-
TEpHA apTepuaibHasi TUNEPTEH3Us, YeM conbTepsaromas (Gopma. YpoBEeHb
AKTT, 11-nge3oxkcukopTukoctepona, |1-ae30kCHUKOpTH30Ja, aHIPOCTEH-
nvoHa, JII'DA moBbIIEHBI, @ PEHUH ILJIa3Mbl, KOPTHU30J, aJIbJOCTEPOH,
KOPTUKOCTEPOH CHUKEHBI.

Jeduyum oxcudopedyxma3sni

Bnepsrie aedunmt oxcunopeaykrassl (POR) Obl1 onucan rpynmoi
yueHbix B 2004 r. y 4 mammentoB (Flick C.E., Tajima T., Pandey A.V.
etal., 2004). POR sBnsieTcs JOHOPOM 3JEKTPOHOB JJIA TPEX CICAYIOIIUX
CTEpOUJIOTeHHBIX  QepMeHToB: 17a-ruapokcunaspl/17,20-nmuazer, 21-
ruApokcmiassl U apomarasbl. OTkpeiTie Aedunutra POR nano oO0bsacHeHue
TOPMOHAJILHOMY Je(PUIIUTY, TIEPBOHAYAIBHO H3BECTHOMY KaK KOMOWHU-
poBaHHBIN Jgeduuut 170a-rugpokcunasbl u 21-runpokcunassl. Jletu ¢ ne-
¢unurom POR uMeroT AepUIUT TIIIOKOKOPTUKOUIOB, HApyIICHUE TOJIO-
BOT'O Pa3BUTHUS U Psil TOPOKOB pa3BuUTHs ckenera (~ 84 %). Jedurur POR
3aTparuBaeT CTEPOUJIOTEHE3 KaK B HAJIIOYEYHUKAX, TOHAJIAX, TAK U B IJIa-
1eHTe. BhIpakeHHOCTh KIIMHUYECKOW CUMIITOMATUKN OUYE€Hb BApUATUBHA.

HannoueyHnkoBasi HEJOCTATOYHOCTh, KaK MPABWIO, HE OYEHb TSKE-
Jasi, TTIOCKOJIbKY aKTUBHOCTH 2 1-TUAPOKCUIIa3bl MOJHOCTHIO HE TEPSIETCA U
CHUHTE3 KOPTH30Jla BOBMOKEH, HO U3MEHEHHS CIIOCOOCTBYIOT MOBBIIIEHUIO
ypoBHs AKTI'. AKTI" ctumynupyer ctepouoreHes, OJHAKO MPOUCXOIUT
HAKOIUIEHUE MPOMEKYTOUHBIX CTEPOUJIOB, KOTOPHIE CHUHTE3UPYIOTCS 10
osmoka. HakoruieHus: KOPTUKOCTEpOHA, OOJAJAIONIETO TIIOKOKOPTHUKOW/I-
HOM aKTMBHOCTBIO, B KOMOMHAIIMU C HEIOCTATOYHOW BBIPAOOTKOW KOPTHU-
30J1a, KaK MPABUIIO, JOCTATOYHO Ui NPEAOTBPALIEHHUS KU3ZHEYIPOKAIO-
el HaAIMOYSYHNKOBOM HETOCTATOUYHOCTH.

Conbrepstomnii Bapuant BJIKH nHe xapakrepen s nedunura POR.
Kak mpaBwiio, manueHThl HE UMEIOT BBIPAXKEHHOIO Je(uiuTa MUHEPAIO-
KOPTUKOUJOB, TaK KaK HapylI€HWE aKTUBHOCTU |7d-ruapokcunasbl CIO-
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COOCTBYET HaKOIUIEHUIO |1-1€30KCUMKOPTUKOCTEpOHA, KOTOPBIN 00JagaeT
c1a00¥ MUHEPAIKOPTUKOUTHOW aKTUBHOCTBHIO.

Hapyiienue cuHTe3a MOJOBBIX CTEPOUIOB €lIe BHTYPUYTPOOHO MpH-
BOJUT K HAPYIICHUIO TMOJOBOIO Pa3BUTHUS y OOJIBIIMHCTBA HOBOPOXKICH-
HBIX HE3aBUCUMO OT moJia. HemocraTtounas apomaTtuzanus iaieHTon ¢e-
TaJbHBIX aHAPOTEHOB MOXET CIIOCOOCTBOBATH BUPUIIU3AIIMU MATEpH, BbI-
HamuBaronieit pedenkac aedururom POR. Apomaraza mpeBpalaer aH-
JIPOTEHBI B 3CTPOTEHBI, YTO Takke TpeOyeT nmpucytcTBus POR, uro npuBo-
TUT K JeDUITUTY SCTPOTECHOB.

POR Taxxe neHCTBYET Kak JOHOP 3JEKTPOHOB ISl IPYyTrux GpepmeH-
TOB nutoxpoma P450, uTo 0OBSICHSET U3MEHEHHS B METa0OJIMU3ME JieKap-
CTBEHHBIX MPEMAPATOB U AHOMAJIUM CKeJieTa (10 TUITY CUHApOMa AHTIN —
bukcnepa), kotopast yacto HabmogaeTcs y nanueHToB. [lopoku pa3BuTus
MMOPAYXKAT BCE OTIEJIBL: TUMOIIA3USA CPEAHETO OTAENA JULEBOIO CKEJETA,
KPaHUOCUHOCTO3, TIOPOKU Pa3BUTHUSI KUCTEN M CTOI, CUHOCTO3 KPYITHBIX
CyCTaBOB, UCKPHUBJICHUE O€IpeHHON KOCTU U Jp. OKOHYATEIbHbBIN TUarHO3
nedurura POR ycTaHaBIMBAaEeTCS ¢ TOMOIIBIO TEHETHYECKOTO TECTHPOBA-
HUSL.

Jeduyum 2 1-2udpokcunasni

Hedbuuut 21-ruapokcunasbl SBISIETCA CaMbIM PACIPOCTPAHEHHBIM Ba-
puantoMm BJIKH (6omee 90 % caydaeB). HacroTa BcTpedyaemocTu B Poccun
konebnercs ot 1:5000 mo 1:14000 HoBopoxaeHHbX. DepmeHT 21-
TUJIPOKCHUIIa3a y4acTBYET B OMOCHUHTE3€E IIIIOKO- U MUHEPAJIOKOPTUKOUIOB B
HAJIIOYeYHUKaX, TpaHchopmupyst 17-o-rugpokcunporectepoH B 11-
J€30KCUKOPTHU30JI U IIPOTECTEPOH B JIE€30KCUKOPTUKOCTEPOH.

Hedext 21-ruapokcunassl o0ycioBiieH myTtanusimMu reHa CYP21A42,
KOJIUPYIOIIETO 3TOT (DEPMEHT, KOTOPHIM pacroaraeTcsi Ha KOPOTKOM ILJie-
ye 6 xpomocoMbl. Okono 90 % cnyuaeB B/IKH BbI3bIBaeTcs reHernye-
ckumu abeppamusiMu B reHe CYP21A2. Ha ceromdsimHuii A€Hb B MHPE
onucanbl 233 myTtanuu (Concolino P., Costella A., 2018).

MonekyssgpHasi AMarHOCTUKA, OCHOBAHHASI HA ONPECICHUN MYyTallUi
B reie CYP2IA2, no3BOJISIET MOATBEPANTh WA OTBEPTHYTH JUATHO3 IPU
COMHUTEIIBbHBIX pe3yIbTaTaX rOPMOHAIBHBIX TECTOB. OCOOCHHO 3TO UMEET
3HAUYCHHE TPU NPOBEACHUHU IOCTHATAIBLHOIO CKpUHUHTa nedurmra 21-
TUAPOKCHIIA3hl, TaK Kak TopMoHanbHbIN Mapkep 17-OHII y HoBopoxaeH-
HBIX JIET€ MOXKET ObITh 3HAYUTEIHHO MOBBINICH. CyIlIeCTBYET YeTKas B3a-
MMOCBSI3b TEHOTUIA W KIMHUYeckux mpossieHuit (penorun) BJAKH. Ta-
KM 00pa3oM, Ha OCHOBaHWU MEHETUYECKOM TUArHOCTUKM KakK IUI0J1a, TaK
U peOeHKa, MOKHO YCTaHOBUTH IMarHo3 koHkpeTHo gopmbl BJIKH. B3a-
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UMOCBSI3b T€HOTHUIT — (DEHOTHII TTOJIE3HA JJIsI AMAarHOCTUKHU HEKJIACCUUECKUX
dbopm BJIKH.

Henocrarok 21-rugpokcunasbl MPUBOJUT K CHHXKEHUIO MPOAYKIHH
KOpPTHU30J1a, 4TO BhI3bIBacT noBeieHue cekpenuun AKTI ¢ mocnenyromen
TUIIEPIIa3ueld KOPbI HAJIMOYECUYHUKOB. [IporcXoauT M30BITOUHAS MPOIYK-
Yl TOPMOHOB, JUIsl CUHTE3a KOTOPBIX HE HYKHO 2 1-TUAPOKCUIIMPOBAHUE.
K HuM otHOcaTcs, npexnae Bcero, 17-ruapokcunporectepon (17-OHII),
KOTOPBIA MCIOJIB3YETCS B KadeCTBE JIAOOPATOPHOTO JAMArHOCTHUYECKOTO
Mapkepa aedurura 2 1-rugpokcuiiasel, 1 aHAPOreHbl (cM. puc. 9). 130bI-
TOK aHJPOr€HOB BHYTPUYTPOOHO MPHUBOJUT K BUPWIM3ALMUM HAPYKHBIX
MOJIOBBIX OPTaHOB PA3JUYHON CTEIEHU BBIPAKEHHOCTH Y JIEBOYEK, YBEIH-
YEHUIO TOJIOBOTO 4ieHa y MalbuuKOB. [locTHaTanbHBIM M30BITOK aHIPO-
T€HOB MPUBOJUT K MPEKIECBPEMEHHOMY OBOJIOCEHHIO Ha JIOOKE M YCKO-
PEHHOMY pOCTY.

MuHEpanoOKOPTUKOUIHAS HEAOCTATOYHOCTh PA3JIMYHOW  CTEICHU
onpenensercs y OONbIIMHCTBA JeTel ¢ 2 1-TUApOKCUIa3HBIM 1€PUIUTOM.
CHMXEHHE JTIe30KCUKOPTUKOCTEPOHA M aJIbJOCTEPOHA MPUBOJUT K CHUXKE-
HUIO peadcopOLUK HATPHUS B TIOYKAX, KOHIICHTPAIMSI HATPUSI B CHIBOPOTKE
KpPOBHM TIaJIa€T U TOBBIIIAETCS TTOYeUHasi peadcopOIs Kausl, B pe3yJibTaTe
YEro BBISIBISECTCS THIIOHATPUEMHS], TUIEPKATTUEMUS, AllU]103, IOTEPS KUI-
KOCTH (CHHIPOM TIOTEPH COJICH).

KimHuyecku BBIJEISIOT KIacCHUYECKHE (OPMBI (CONMBTEPSIONIYIO U
BUPWJIbHYIO) U HEKJIACCUYECKYI0. BhipaskeHHOCTh (DepMEHTAaTUBHON HENO-
CTATOYHOCTU OMNpPENENsAeT KIMHUYECKYI0 (OpMY: COJNbTEpSIOas Mpu aK-
TuBHOCTU (epmenTa < 1 %, BupunbHas — npu 1-2 % aKTUBHOCTU U HE-
knaccuueckuit — menee 60 %.Coxpanenue (pepMeHTATUBHONW aKTUBHOCTHU
21-rugpokcunasbl 0osee 1 % obecrnedynBaeT JOCTATOYHYIO CEKPEIUIO aJlb-
JIOCTEPOHA U HE MPUBOJUT K KIMHUYECKUM MPOSIBJICHUSIM CUHAPOMA TOTE-
pH conu.

Kinunuka 21-ruipoKcuIa3sHod HeIOCTATOYHOCTH

Bbiieni0oT KJIacCUYeCKue BapUaHThl: BUPWIBHYIO U COJBTEPSAIOUIYIO
dbopmy 3aboJsieBaHMS, a TaKKe HEKJIacCHMYeckuil BapuaHT. Kiaccuyeckue
BapUaHThl UMECIOT SPKYIO0 KIMHUYECKYIO KapTUHY. B mepByro ouepenp uz-3a
BHYTPUYTPOOHOU THUNEPAHAPOrCHUN CTPAJAIOT JEBOYKU (BUPWIBHBIN CHUH-
apom). K MOMEHTy poXkAeHUsS y JEBOYEK HAPYKHbIE T€HUTAIUH MOTYT
UMETh OMCEKCyaIbHOE CTPOCHUE: TUTIEPTPOGUPOBAHHBIN KIUTOP, pa3iny-
HOM CTENEHU BBIPAXKEHHOCTHU CpallleHUE MOIIIOHOYHOTO 11Ba. B OTJaenbHbBIX
CllydasXx BHYTPUYTpOOHasi aHIPOTEHU3AIMsS HACTOJIBKO BBIpAKEHA, UYTO
Hapy>KHbIE TEHUTAIUN Y HOBOPOKJACHHON JEBOYKH MPAKTUUECKHA COOTBET-
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CTBYIOT MY>KCKHUM, U JIEBOUKY MOT'YT OIIMOOYHO PErUCTPUPOBATH U BOCIIH-
ThIBaTh Kak Malibunka. HeoOXoauMo onpenenuTs roHaabl B 00J1aCTH MO-
IIOHKH JIMOO B TOJIIE OOJBIINX MOJOBBIX I'y0 WMJIM MO XOAy MaxOBOTO Ka-
Haja. Eciau roHaasl MaibIUPYyIOTCS, OHU PACIEHUBAIOTCSA KaK TECTUKYJIBI.
OTcyTcTBUE NATBIUPYEMBIX TOHAJ] Y HOBOPOXKIEHHOIO C OUCEKCYAIbHBIM
CTPOCHHEM HAPY>KHBIX T'€HUTAIUI 3HAUYUTENBHO IMOBBIIIAET BEPOSTHOCTH
21-rugpokcwinazHoro AeduiuTa, 4To TPEOYeT HE3aMEeIIUTEIBHOTO TOop-
MOHAJIBHOTO OO0cCJeoBaHUsA. BHyTpeHHHE MOJIOBBIE OpraHbl y JACBOYEK
chopMupOBaHbl MPaBUIBLHO, HE3aBUCHUMO OT CTENEHUW MACKYJIMHU3AIUU
Hapy KHBIX TCHUTAJIUM, U TIPU JICUCHUHU B OyayllleM MalMeHTKa UMEET CII0-
COOHOCTD K ACTOPOKACHUIO, OAHAKO (DePTUITLHOCTh HU3KASL.

VY Manb4MKOB CTPOCHHME IOJIOBBIX OPraHOB MPABHIHHOE, BO3MOKHO
yBEJIIUUYCHHE TTOJIOBOTO YJICHA.

BbiIenI0T MATh CTENEHEW BUPUIN3AIMU HAPYKHBIX T€HUTAIUN (pHUC.
10):

1-s1 cTeneHb BUPUIIM3AIUUA — TUIIEPTPOGUPOBAH KIUTOP, HOPMATbHBIN
BXO/JI BO BJIArajuIIe, XOpoIllee Pa3BUTHE MAJIBIX U OOJIBIIHNX MOJIOBBIX T'y0;

2-51 CTeNeHb — TUIEepTpOodUs KIUTOpa U YaCTUYHOE CpalleHue OOJib-
IIUX TIOJIOBBIX T'yO (BBICOKAsi 3aJHssl CIaiika), Majible IOJOBBIE TYObI
HEJIOPa3BUTHI, BXOJ BO BIArajiulle CykKeH;

3-4 CTeNeHb BUPWIN3ALUU — KIIUTOP TUNEPTPOPUPOBAH U CPOPMUPO-
BaHa €ro roJIoOBKa, CpalleHue MOJOBBIX TYO, (OPMUPOBAHUE YPOTCHUTAIIb-
HOT'O CHHYCa — €JIMHOE MOYEIOJIOBOE OTBEPCTHE Y OCHOBAHUS KIUTOPA;

4-51 m 5-9 CTENEHW BUPWIM3ALUU — TUNEPTPOOUPOBAHHBIA KIUTOP
HAIIOMUHAET HOPMAaJbHbBIA MOJOBOM YJIEH, HO UMEETCS €ro MCKPUBIICHUE
(pukcarust K MPOMEKHOCTH), OOJIBIIIKE MOJIOBBIE TYObI HE OTIUYAIOTCS OT
MOIIIOHKH, YPOT€HUTAJIbHBIM CHUHYC OTKPBIBAETCS Ha CTBOJIE MJIU TOJOBKE
MOJIOBOT'O YJIEHA.

Normal F Vv Normal M
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Puc. 10. Cmenens eupunuzayuu HapyscHvlx noaoevlix opzarnos no wikaie Ilpaoepa
(no Prader A., Gurtner H.P., 1955)

136



CreneHb BBIPAXKEHHOCTU BUPWIM3ALNUN Y JIeTer ¢ 2 1-THIpoKCHIa3HbIM
neUIIMTOM 3HAYUTEIBHO BapbUPYETCSd U OOYCJIOBJIEHA CTENEHBIO (ep-
MEHTATUBHOW HEIOCTATOYHOCTH M XapakTepoMm Myrtanuu reHa CYP2].
Moxer umMeTb MECTO MHAMBHIyaJIbHAsl TUIIEPYYBCTBUTEIIBHOCTh HAPYK-
HBIX TEHUTAIIMN K aHAPOTEHAM.

[Tociie poxenus y AeTer HapacTatoT CUMIITOMBI aHAporeHu3amnuu. [le-
TH OOBIYHO OMEPEKAIOT CBOMX CBEPCTHHUKOB B (PM3UUECKOM pa3BUTHH (aHa-
oonmuyeckuit 3pPEeKT aHIPOreHOB), B MEPBHIC TOJbI )KU3HU YCKOPEH JTUHEH-
HBIM POCT, paHO TOSIBJISIIOTCSL acne vulgaris, TpydeeT rojoc. XapakTepHa
MY’KCKasi apXUTEKTOHHKA Tena, K 1,5-2 romgam y neredt o0oero mnoia uMeer
MECTO I0JIOBOE OBOJIOCEHHE, OJIMKE K MyOepTaTHOMY BO3PACTY MOSIBIISIFOTCS
TUNEPTPUX03 U TupcyTu3M. CreneHb KOCTHON nuddepeHIInpoBKH OOBIYHO
YCKOpEHA, a 30HbI pocTa 3aKphIBalOTCA K 9—10 rogam (aetu npeBpamiaroTcs
B MaJICHbKUX B3pOCIHbIX). AHA0OJUYECKOE BIUSHHUE AHAPOTCHOB HAa MbI-
IIEYHYIO TKaHb BBI3bIBACT €€ YCWJIEHHOE pa3BUTHE. [lanmbpHelliee pa3BUTHE
BTOPUYHBIX ITOJIOBBIX MTPU3HAKOB MOATBEPKIAAET U30CEKCYATbHBINA XapaKTep
MIOJIOBOT'O PA3BUTHS Y MAJIBUUKOB M T€TEPOCEKCYATIbHBIN — Y JIEBOYEK.

JebuuT MUHEPATKOPTUKOUIOB MPOSBIISETCS MPU3HAKAMU CHHAPOMA
notepu coisie. M30bITouHast MmoTepss HaTpus ¢ MOUYOM (THUIIEpHATPUYPHUH)
NPUBOAUT K TUIIOHATPUEMUH U Tunepkanuemun. Habmrogaercss 00€3BOKHU-
BaHUE, nmageHue AJl, pBoTa u pa3KMKECHHBIN CTYJl, HAPYLIIEHUE CEPACUYHOTO
pUTMa (TaxuKapaus, TaXHAPUTMHH), METAa0OJIMUECKHUI alu103, oK. Maib-
YUKHU TOJBEPraroTcsa 00Jiee BHICOKOMY PUCKY COJBTEPSAIONIETO0 KpU3a, TaK
KaK OTCYTCTBYET HACTOPOKEHHOCTh HM3-3a HOPMAJIbHOTO CTPOEHHUS UX Te-
HUTAJIAM.

Jebumr riroKOKOPTUKOUI0OB TPUBOAUT K PA3BUTHUIO TUIIOTIIMKEMHUH, a
B cuiny nosbiieHus AKTI nosiBiasieTcss runepourMeHTanus, Tunepuia3us
HAJIIOYE€YHUKOB.

[Ipu BupunbHON (popMe B pa3HOM CTENEHU TOKE MOXKET ObITh HAPYIIICH
OMOCHHTE3 aJIbJIOCTEPOHA, YTO BJICYET MOTEPIO0 HATPHUS MOYKAMU, KUIIICUHH-
KOM, TOTOBBIMU »keJie3amu. Uepe3 3—4 nmHs 1Ocie POXKIEHUS HapacTaroT
CUMIITOMBI MUHEPAJIOKOPTUKOUAHOM HEJOCTATOYHOCTH B BHJI€ TMIIEPKAIIN-
€MUU, TUIIOHATPUEMUH, TuniepHaTpuypuu. [loteps conu npuBOIUT K pa3Bu-
THIO 00E3BOKUBAHUS, HOBOPOXKJICHHBIE TEPSIOT MACCy Tela.

[Ipu conprepstoieit popme yxe ¢ MepBBIX THEH KU3HU, pexe Ha 4—5-
Il HEeJiene, Y HOBOPOXKJICHHOTO BO3HHMKAeT OOWJIbHAs IOBTOpPHAs pPBOTA
dboHTaHOM, BCKOpPE MPUCOCIUHSICTCS KUJIKUM CTYJI, YTO MPUBOIUT K 00€3-
BOKMBAHHIO, OBICTPOM MOTEPE MACChI T€Ia. IKCUKO3 CTPEMUTEIHLHO Hapac-
taeT. Koxka mprnoOperaeTr 3eMJIMCTBIM OTTEHOK, CTAaHOBUTCS CyXou. boiib-

137



IIOM POJHUYOK 3amajacT, Iiaza BBAIMBAIOTCA. ['yObl, CIM3UCTHIE CyXUE.
[Ipu MeHee BBIpAXKEHHOW MUHEPATIOKOPTUKOUIAHON HEIOCTATOYHOCTH JIUC-
NENCUYECKUE SBJICHUS Y AETEM MOTYyT OTCYTCTBOBaTh. EJIMHCTBEHHBIMU
mpu3HaKaMu 3a00JI€BaHUS SIBJISIOTCS OTCYTCTBHE IMPUOABKM MAacChl TeJa,
o0111as cnabocTh, BUIOCTh pedeHka. JIto0oe MHTEpKYyppEeHTHOE 3a00JIeBaHUE,
Jaxe B JIETKOM (hopme, MOXKET CIIPOBOLMPOBATH OOOCTPEHUE HAATOYEHHHU-
KOBOM HEJIOCTATOYHOCTH BILJIOThH JI0 pa3BUTHS KpPH3a.

Kpome kitaccuyeckux BapHaHTOB (BUPUIIBHOW U COJBTEPSIOIICH) Cy-
HIeCTBYET Heknaccudeckas hopma. Berpeuaercs nanneiii Bapuast B 0,3 %
Cly4aeB B OOIlEW MOMyJSAINHU, CYIIECTBYIOT STHUYECKHUE TPYMIbI, e
JaHHasg KJIWHU4Yeckas ¢opma nuarHoctupyercs yamie — ot 1,9 % (B Mcna-
Hun) u 10 3,7 % (y eBpeeB 3amanHoii EBpomsi). Ilpu Hekmaccuueckux
dbopmax 3a00s1eBaHUs MPOSIBICHUSI TUIIEPAHIPOTCHUN MOTYT OBITH BbIpa-
YKEHBI B PA3JIMYHOMN cTeneHu. Kak mpaBuio, y J€Te OTCYTCTBYKOT CUMII-
TOMBI TTOCTHATAIBHON BUPWIIA3ALUK WJIM OHU BBIPAXKEHBI HE3HAYUTEIBHO.
OnHako, KaKk y MaJbUMKOB, TaK U y JIEBOUECK UMEET MECTO PaHHEE IMOsBJIC-
HUE JIOOKOBOTO M aKCHJIISIPHOTO OBOJIOCEHHMSI, ATH JIETH ONEPEKAIOT POBEC-
HUKOB B POCTE, YCKOPEHO KOCTHOE CO3peBaHue. B crapiiem Bo3pacte y Jie-
BOYEK C JIETKUM AeHUIIUTOM 21-rUIpOKCHIIa3bl OTMEYAETCS TUPCYTHU3M,
HapYILICHUS] MEHCTPYAJIbHOTO LIUKJIA, TOJIMKHACTO3 SUMYHUKOB.

JAnarnocTtuka 21-ruAPOKCUIIA3HON HEJOCTATOYHOCTH
JlnarHocTuKa CTPOUTCS HE TOJIbKO Ha KIIMHUYECKUX, HO U JJabopartop-
HbIX TaHHBIX. C 2006 roga B Poccuu BceM HOBOPOXXACHHBIM TPOBOAUTCS
CKPUHMHT Ha JeuiuT 2 1-ruipoKcuiasspl.

Heonamanonwiii cxpunune 2 1-eudpoxcunaznozo oegpuyuma

B O0CHOBE CKpUHUMHTra JICKHUT OMNpeaeseHne |7-ruipoKCUNpPOrecTepoHa
(17-OHIT) B cyxoMm mnisatHe kpoBu. 17-OHII siBasieTcst ropMoOHaIbHBIM Map-
kepoM aedunmrta 2 1-rugpokcuiiazbl. O0pasibl KAMWUIIPHON KPOBU U3 TIAT-
KU HOBOPOXKIEHHOTO OepyTcsi B Bo3pacTe 24—48 4acoB KU3HU y JOHOIIICH-
HBIX HOBOPOXJEHHBIX U Ha 7-€ CYTKH — Y HEJOHOIIEHHBIX HOBOPOXIECH-
HbIX. KpoBb HaHOCUTCSI HA (QUIBTPOBAIBHYIO OyMary U OTCHLIAETCS B CIie-
[IUATM3UPOBAHHYIO MEIUKO-TEHETHYECKYI0 Jlaboparoputo. B mabGopaTopuu
JOJKHBI OBITH CBOM HOpMaTuBbI ypoBHs 17-OHII niia nereid, poskI€HHBIX €
Pa3IUYHBIM BECOM, ITPU PA3JIUYHBIX CPOKAX TECTAIUU.

B ciyyae mosydeHHs MOJOXHUTEIBHOTO pe3yjbTaTa pPeOCHOK He3a-
MEJUTUTENBHO 00CIeyeTCsl SHIOKPUHOIOTOM, MOBTOPSIETCS UCCIEAOBAHUE
17-OHIT B xpoBu. MuHEpPanOKOPTUKOUAHAS HEAOCTATOYHOCTh YCTAHAB-
JMBAeTCsl TPU TOBBINICHUH AaKTUBHOCTH pPEHHMHA Iuta3Mbl. HeoOxoaumo
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IPOBOJIUTHh UCCIEAOBAHUS JIEKTPOJIUTOB KpOBU (Kanuii, Hatpuii). I1oBbI-
INICHUE YPOBHS KAJIMS U CHUKCHUE HATPHS, 4 TAKKE KIMHUYECKUE MPOSB-
JICHUSI COJIBTEPSIONIEr0 CUHIpOMA MPU OMCEKCYaTbHOM CTPOCHHH I€HUTA-
avuid aaet npaso 3anono3puth BJIKH u HemeieHHO Ha3HAYUTH TEpANUIo,
HE JOXKHUAASCh PE3YJbTAaTOB FOPMOHAIBHOTO aHaln3a. BceM HOBOPOXKIECH-
HbIM MaJIbUHKaM C KJIMHUYECKHUMH MPOSBICHUSIMU NMOTEPU KUIKOCTHU, TH-
NnepKaJueMuel U TurnoHaTpuemMuend Heooxoaumo wuccienosatrh 17-OHIL.
UccnenoBanue 17-OHII mokazaHo BceM HOBOPOXIAECHHBIM, HMEIOIIUM
aHOMAJIbHOE CTPOCHUE TEHUTAIINN NPHU OTCYTCTBUH NATIBIIUPYEMBIX TOHA.

[TapamniensHo uccnenyroT kapuotun. Hamnume kapuotnna 46 XX y
HOBOPOXKJEHHOTO C OHMCEKCYalbHBIM CTPOEHHUEM HapY>KHBIX TCHUTATUN
Yanie BCEro CBUAETENbCTBYET O 2 1-ruApOKCHIIA3HON HETOCTATOYHOCTH.

VY31 HaAnoOYeYHUKOB BBISBISIET, KaK MPABUIIO, UX TUIEPIUIA3UIO (CM.
npwioxkenue 5). Ilpu OMCEKCyaIbHOM CTPOCHHHM HApY>KHBIX TeHUTAIUN
HeoOxoaumo nposeaeHue Y3U OMT, ronan.

[IpoBoautcs omnpenenenue myranuii reHa CYP21 mMeToioM MOJEKY-
JSIPHOTO aHAJIU3A.

JlnarHocTuka HekJ1accuyeckoi (hopMbl 3aTpyIHEHA, TaK KaKk HE UMEET
KJIMHUKA BUPWIM3ALNU W HAANOYCYHUKOBOW HENOCTATOYHOCTH. KimHuue-
CKUM JIeOIOT y JCBOUYEK BO3HUKAET B ITyOepTaTe M COMPOBOXKIAETCS MPU3HA-
KaMH TMIIEPaHIPOTE€HNH, 4 Y MAJIbYMKOB YaCTO HE JUATHOCTUPYETCS BOBCE.

['eHeTyeckrue HapylIeHUs MPU HEKJIACCUYECKUX (Popmax xapakre-
PHU3YIOTCS TOYEYHBIMU MyTausimMu CYP21 ¢ 3aMEeHOW OJTHOW aMUHOKHC-
aotel  (V28IL, P30L). Heknaccuueckue BapuaHThl jAedurura 21-
TUPOKCUIIA3BI TPUHITO CYUTATH TOMO3UTOTHBIMU COCTOSTHUSIMU.

VY HoBOpOkAeHHBIX cO 3BYP, y HEJOHOIIEHHBIX, Y HOBOPOXXJAEHHBIX,
NEpPEHECHINX POJOBYIO TpaBMy, ypoBeHb 17-OHII moxxeT ObITh MOBBIIIIEH
npu orcyrctBuu BJIKH. B »Tux ciyyasx Heodbxoaumo omnpexaeneHue 17-
OHII B nuHamMuke, Opy OTCYTCTBUU AAHHOW NaTojoruu ypoBens 17-OHII
OyJIeT CHUKAThCS.

lIpenamanvhas ouaznocmuxa

Juarnoctuka 2 1 -ruipOKCUIa3HOTO Ae(pUITa MOXKET OBITh TPOBEACHA
B niepBoM Tpumectpe (¢ 8—9 negenn) ¢ nomounpto ananmza JJHK u3 knetok
BOPCUH XOPHOHA, & TAK)KE ONpPEAEIICHUs |7-TuIpOKCUIIPOrecTepoHa U aH -
POCTEHJMOHA B MPOo0ax OKOJIOIUIOJNHBIX BoJA. Bo BTOpoM TpumecTpe aua-
THOCTHKA OCYILECTBIISIETCSI TIO JTAHHBIM OIPEACIICHUS] TOPMOHOB B OKOJIO-
IJIOJIHBIX BoAaX, HLA-TeHOTUIIUPOBAHUS U MOJICKYJISIPHO-TEHETUYECKOTO
ananu3a JIHK-kneTok n3 okoaomioaHsix BoA. HLA-TunupoBaHue MIMUPOKO
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MpUMEHSIETCS JUIsl UICHTU(DUKAITMN TeTePO3UTOTHOTO HOCUTEILCTBA B Ce-
MBbSIX, UMEIOIIUX OOJIbHBIX JETEH.

CymiecTByeT HEMHBA3UBHBIM MPEHATAIBLHBIN TECT — aHAIU3 CBOOOJHO
nupkyaupytomeit gperansHoit [IHK B BeHO3HOIT kpoBU Matepu. OTKpbITHE
NPUCYTCTBUSL KJIIETOK IIoAa (KJIETKH KPOBH) B KPOBOTOKE MaTepu NaJio
BO3MOKHOCTb ONPEAECIEHUS] MyTalMid y IUIOJIa HAa paHHHX JTamax. De-
tanpHasg JIHK onpenensercs ¢ 32 aHs recranum, HO HE0OXoauMas KOH-
LECHTpaUus JJs TECTUPOBAHUS MPUCYTCTBYET ¢ S—7 Henenu. JJaHHbIA Me-
TOJ aKTyaJleH HE TOJBbKO JJis onpenenaeHus 2 1-rugpokcunazHoro aeuin-
Ta, HO U JyIs Aeduiuta 11-f-rugpokcunassbl.

[IpeHatanpHBIN AUATHO3 HEAOCTATOYHOCTH 11-f-THApOKCHIIA3BI MO-
KET TaKXK€ OCYLIECTBIATHCS IO  ONpEIeSieHUuI0  TeTparuapo-11-
J€30KCUKOPTU30JIa B MOY€ MAaTEPH WU B OKOJIOIIJIOAHBIX BOJIAX.

[IpenaTanpHass AUAarHOCTUKA IMO3BOJISIET pelIaTh BOIMPOC O COXPaHe-
HUU OEPEMEHHOCTH, TPOBEACHUU BHYTPUYTPOOHOU TEpaNMM TIIFOKOKOPTHU-
KougaMu. B HacTosiee BpeMsi CyIIECTBYIOT CXEMBI ITPEHATAJIBHOTO JIeUe-
HUs (HOCST OOJBIIE KCIIEPUMEHTAIBHBIM XapakTep) AeKCaMeTa30HOM Oe-
PEMEHHBIX KEHIIHWH, BHIHAIIMBAIOIIMX IUIOJ C YCTAHOBICHHON MYyTaluen
CYP21, HaunHasi ¢ IEPBOro TpuMecTpa OepeMeHHOCTH. Llenbto eueHus sB-
nsiercs nojasienue cexkpeunu AKTI u, kak cieacrtBue, caepKUBaHUE TH-
NEPaHAPOreHUH U NPEIOTBPALICHUE MACKYIMHU3AIUHA TEHUTAIAN Y TUIOJIOB
YKEHCKOTO T0J1a.

Eciu ponurenn coriacHbl COXpaHUTh PEOCHKA C MpPEArnojaracMbIM
nedexrom 21-ruapokcunazbl, 0epeMeHHON JKEHIIMHE Ha3HAYaeTCsl JeKca-
MeTa3oH B J103¢ 20 MKr Ha 1 Kr maccel Tejla B CyTKM, HauWHas ¢ 5—6-
u Henemu. B 9—11 venens nposoaar JIHK-ananu3z CYP21-kieTtok Bopcu-
HOK XOPUOHA U ONPEJEISIOT TEHETUYECKAN MOJI IUTOA.

[Ipu oOHapykeHUU MyTalluid, XapaKTepHBIX JJIsI KJIacCUUecKoil ¢op-
MBI 21-TUAPOKCUIA3HOM HENOCTATOYHOCTH, M JKEHCKOTO T€HETHYECKOTO
nosa mioaa (46 XX) neyeHue JeKcaMeTa30HOM IMPOAO0JDKaoT. B Tom city-
yae, €CJIM IeHETHYeCKUM 1o 1mioaa Mykckoi (46 XY), medeHue npekpa-
AT Jaxe npu Hamuuuu Mytauuil. [Ipu orcyrctBum myrtauuit CYP2]
WY HAJIMYWU MYTalMM, XapaKTEPHBIX JJI1 HEKJIACCUYECKOrO0 BapuaHTa 3a-
OoJieBaHUsI, JICUCHUE MPEKpalaloT y TU10/1a JIto0oro noja. s KOHTposis
3 PEeKTUBHOCTH JIeUEHUs POBOIAT uccieaoBanue ypoBHsa 17-OHII B am-
HUOTHYECKOU KuAKocTh B 11 u 15 Henenp recrarmm.

JAuddepeHuuanbHbIA JUATHO3
B nmuarnoctuke u nud@epeHIUaTbHON IUarHOCTUKE UMEET 3HAYEHUE
NOJpOOHBIN aHaMHE3 (HapyLIEHHE MOJIOBOTO Pa3BUTHUSl Y POJCTBEHHHUKOB,
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BBIKUJIBIIITN, PAHO YMEPIIKE JIE€TU C HETPABWIbHBIM CTPOCHUEM HAPYKHBIX
TCHUTATUN).

bucekcyanpHOe CTpOE€HHE HAPYKHBIX T€HUTAIUM HE0O0Xoaumo aud-
dbepeHIupoBaTh C HapylieHUsIMU moJjioBo auddepentiupoku (puc.ll,
oJIpoOHEE CM. TJ1aBy 7).

Conprepstomyto Gopmy auddepeHIupyoT ¢ TUIOPOCHa3MOM U TH-
nepTpodruuecKuM MUI0pocTeHo30M. Kak mpu mepBoM, Tak U MpU BTOPOM
3a00JI€eBaHUM UMEET MECTO PKCHKO3, YacTasl pBoTa, MOTEPs B Macce Tela,
TSKECTh OOILEro COCTOsIHUSA. Eciii mpu muopocTeHo03€e pBOTa BCETa CBS-
3aHa ¢ MPUEMOM MUIIU, TO MPU CONBTEPSIONIEH popMe Takas B3aUMOCBSI3hb
He XapakTepHa. [Ipu nunopocnasme nmociie KOpMIIeHHs B 00J1aCTH JKeTyIKa
NOSIBIISIETCS IEPUCTAIBTUKA B (DOPME MECOUYHBIX YacoB. J{Jis MUIOPOCTEHO-
3a U TMUJI0pOocHa3Ma XapaKTEpPHBI 3allOphbl, CKYAHBIM CTYJ, TOrAa Kak IMpu
conprepsoniedt Bapuante BJIKH wame nmeror mecto moHochl. dudde-
PEHIUPOBATh MOMOTAIOT JaHHBIE SJIEKTPOJIUTHOTO oOMeHa. Ilns coisbTte-
psatonieid GopMbl XapaKTEpHbI TUIEPKATUEMUs, TUTIOHATPUEMHUSI, TUIIOXJIO0-
pemus. [Ipu Y3U xenyaka MOXKHO YBUIIETh YTOJIIEHUE MUIOPUYECKOTO
OTZEJIa, YTO XAPAKTEPHO ISl MUAJIOPOCTEHO3a. B TpymHBIX ciaydasx aua-
THOCTHKHU UCIOJI3YETCSI PEHTTCHOCKOIHUS KEeTyAKa C KOHTPACTHBIM Bellle-
CTBOM.

Hepenko npuxoautcs auddepeHIpoBaTh CONbTEPSAIONTYI0 GOpMy ¢
OCTPBIM MH(PEKIIMOHHBIM TaCTPOAHTEPUTOM. [IpaBUIIBHO MOCTAaBUTH JUa-
rHO3 TIOMOTAET TIIATEIbHO COOpaHHBIM aHAMHE3, XapakTep TemIepaTyp-
HOW KpHWBOM, OTCYTCTBHE BHPIJIM3AIMHU, JAaHHBIC COJieBoro ooOMeHa. Kak
MPaBWIO, MPU KUIIEYHBIX UHPEKIUAX UMEIOT MECTO HOPMaJIbHbIC WU T0-
HUKEHHBIE YPOBHU 3JIEKTPOIUTOB.

®opmel BJIKH Heobxoaumo auddepennnpoBaTs Mexay coboit. [lpu
11-f-rugpokcunasznoit HepocrarouHoctu ypoeHb 17-OHII Takke moBbI-
IIEH, MO3TOMY YacTO y 3THUX JETEHM IHArHOCTUPYETCS HW3HA4YalIbHO 21-
TUAPOKCHIIa3HAsT HEJOCTATOYHOCTh M JUArHO3 YTOYHSETCS MPU BO3MOK-
HOoCTH onpeneneHus 1 1-ae3okcukoptrzona u 1 1-m1e30KkCuKOPTUKOCTEPOHA.
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Puc. 11. Anzopumm ouaznocmuku paziuuHslX HaApyuieHUi Gopmupoeanus noaa
Y HOBOPOIHCOEHHO20 C DUCEKCYATbHBIM CHIPOCHUEM HAPYIHCHBIX 2EHUMAUTL

Ilpumeuanue. HOII — napymenue popmupoBanue nosna. Hopmaruser 17-OHII yka-
3aHbI JJIS 3JOPOBBIX JOHOIMICHHBIX JICTCH.
JleueHnue

OO0miel 1eNbIo JICUCHUS SIBISICTCS 3aMECTUTEIbHAsI Tepanusi, Clioco0-
Hasl:

— 3aMECTUTh AC(UIIUT CTEPOUIOB, CEKPELIHSI KOTOPBIX CHUKEHA;

— YMEHBIINTh YPOBEHb CTEPOUIOB, CEKPEIMA KOTOPHIX IOBBIIICHA B
pesyabsTare pepMeHTaTUBHOTO Je(PeKTa;

— MOJIaBUTh M30bITOUHYIO cekperuio AKTT;

— HOPMAaJIM30BaTh (PU3NYECKOE PA3BUTUE OOJIbHBIX;

— NPUOCTAHOBUTH BUPWIIN3ALHIO;

— o0ecneunTh aIeKBaTHOE MOJOBOE CO3PEBAHNUE U (PEPTUIIHLHOCTb.

OCHOBHBIM METOJOM JieueHHs 21-TuapoKcuiia3Horo AeduiuTa siBis-
€TCSl UCTI0JIb30BAHUE TJIFOKOKOPTUKOUIOB, CLIOCOOCTBYIOIIMX TOIaBICHHUIO
cekperun AKTIT u HOpManu3anum CeKpelnuu aHAPOTCHOB HAANOYECYHHUKA-
MA. [I[pUMEHAIOT Takue TIIIOKOKOPTUKOWIBI, KaK MPEIHU30J0H, KOPTU3OH,
TUAPOKOPTU30H, JIEKCaMeTa30H. M3BECTHO, YTO CHMHTETUYECKHUE TIIFOKOKOP-
TUKOUJIbI (TIPETHU30JIOH, JEKCAMETa30H) OKa3bIBAIOT OTPUIATEIIBHOE BIIH-
SHUE HA MPOILECCHI POCTA U COMPSIKEHBI C BBICOKOM YaCTOTOW CUMIITOMOB
nepeIo3uPOBKH (MeAUKaMEHTO3HbIN cuHIpoM Uiienko—Kymunra).

Hawnbosnee onTuMaibHBIMU MpenapaTaMu JJisl IETeH ¢ OTKPBITHIMU 30-
HAMM pOCTa SIBIISIIOTCS TaOJIETUPOBAHHBIC AHAJIOTH TUJIPOKOPTU30HA
(«Kopmegp»). Cpennsiss cyTouHas a03a THAPOKOPTHU30HA cocTaBisieT 10—
15mr Ha 1 M MOBEPXHOCTHU TeJa (CM. TprioKeHue 4), HO MOXKET JIOCTUTaTh
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u 20 mr/m° B cytku. [Ipemapar gaeTcsi B paBHBIX J103aX 3 pasa B J€Hb (B
07.00, 15.00, 22.00).

Hetu ¢ conpTepsroniei GopMoi HYKIArOTCS TOMOJHUTEIHHO B 3aMe-
CTUTEJIbHOW Tepamuu TmpenaparoM ¢QayapokopTtu3oH («Kopmurneghy).
Jlo3a ero He 3aBucHT OT Beca M cocranisieT 0,05-0,3 mr B cytku. Takas
7032 JAeT BO3MOKHOCTh KOMIIEHCUPOBATh HEIOCTATOK MHUHEPAJIOKOPTHU-
kouao0B, nmoaaButh cexkperuto AKTI. IlepBonauanbHO mipenapar cliieayer
HA4YMHATH C 0OJIee HU3KOM J03bl U TUTPOBATH B COOTBETCTBUHU C DJICKTPOJIH-
TaMU CHIBOPOTKU U apTepUalbHBIM AaBiieHueM. bosee Bbicokas no3a (hiy-
JPOKOPTHU30HA CBsI3aHA C PUCKOM TUIIEPTOHUHU, OTEKAMHU U THUIIOKAJTUEMUHU.
MakcuManbHasi MOTPEOHOCTh B MUHEPAJIOKOPTUKOUIAX OOBIUHO Yy JeTel
nepBoro roja xxu3Hu u coctapisieT 0,1-0,3 Mr/cyT, ¢ Bo3pacToM MoOTpeO-
HOCTb CHUKaeTCsl. DIy IpOKOPTU30H UMEET JIJTUTEIbHBIN MTEPUO/T TIOJTYBbI-
BEJICHUSI, YTO MO3BOJISIET IPUMEHSTH €ro 1—2 pas3a B CyTKH. JOMOTHUTEID-
HO B MUIIEBOM PalMOH BBOJAT MOBAapEHHYIO coib 10 1-2 T B cyTku. CyTou-
Hasl MOTPEOHOCTh B HATPUHU Y JOHOIIEHHBIX HOBOPOJXKJICHHBIX COCTABIISIET 2—
3 MMOJIB/KT, Y HEIOHOIIIEHHBIX HOBOPOKICHHBIX MOTPEOHOCTH BBIIIE U CO-
CTaBJIsIET 3—5 MMOJIB/KT U OoJIee.

VY nereit ¢ 11-f-runpokcunazHoll HEAOCTATOYHOCTHIO JJIsI HOpMau-
3aiu AJl MOTYT HMCIOIB30BaThCsA 00JIe€ BHICOKHE JT03bI TIFOKOKOPTUKOU-
TIOB.

B ciyyae uHTepKyppeHTHON MH(EKINH, IPU PBOTE, TpaBMax, XUPyp-
TMYECKUX BMEIIATENbCTBAX /103a THAPOKOPTU30HA YBEIWYMBAETCA B 2—3
paza. Ponurenu noipkHBI OBITH HH(GOPMUPOBAHBI 00 M3MEHEHHH MEIUKa-
MEHTO3HOM TEpanuu B HEOTJIOXKHBIX M CTPECCOBBIX cuUTyanusax. Jlydie
JTaHHYI0 UH(OPMAIIMIO BBIJIATh B BUJEC MAMSITKH B MUCHbMEHHOM BUJIE, aHa-
JIOTUYHBIE PEKOMEHIALIUU JIOJ>KHBI ObITh BHECEHBI B aMOYJIaTOPHYIO KapTy
NalueHTa.

[Ipu TsOKENbIX MHTEPKYPPEHTHBIX 3a00JICBAaHUAX, OMEPATUBHBIX BME-
IaTEIbCTBAX MCIOJB3YIOT THIPOKOPTU30HA TEMHUCYKUWHAT BHYTPHUMBbI-
mreqro B o3¢ 100 mr Ha 1 M° moBepxHOCTH Tena (cm. [Ipunoxenue 4) B 4
npuema.

Convmepsiiowutt Kpu3s

OCHOBHBIMH MEPONPUATUAMHU 1O OOpHOE C KpPU30M SIBIIAIOTCA BOC-
NOJIHEHUE HEJIOCTaTKa MIFOKOKOPTUKOUAOB U MH(Y3UOHHAS TEpanus C Le-
JBI0 PETUIpATAld M KOPPEKTHUPOBKHU SJIEKTPOIUTHBIX HApyIUIEHHUW (Xa-
paKTEepHbI TUNIEPKATUEMHUS], TUTIOHATPUEMHUS], TUTIOXJIOPEMUS ).

B pamkax cTanimOHapHOW OMOILIK:
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— rugpokoptuson («Couny-Kopmeghy) G6omocto B/B 100 mr Ha MTIIIT
(cM. ipritoxkenue 4), nanee ruapokoptrson 100200 mr/v” IIIIT B cyTky,
B/B KamneJIbHO B TeUeHUE 1—2 CYyTOK;

— HadaTh uHQY3HOHHYO Tepammio 450 /M IIIIT B Teuenue 1 4aca
0,9% NaCl + rmoko3a (5 % unu 10 %) B cootHomenuu 1:1, nanee 2-3
1/M* I T B CyTKHU.

Heo0xoauM KOHTPOJIb 3JIEKTPOJIMTOB KPOBH, TJIFOKO3bI, BUTAIBHBIX
dbynkuuii. [lpu HOpMaTU3alMK COCTOSHUS U DJIEKTPOJIUTOB KPOBU Tepe-
X0/l Ha BHYTPUMBIIIEYHOE BBEIACHUE TUJPOKOPTHU30HA C MOCTEIEHHBIM
CHIKEHHEM J03bl U MEPEX0JI0M Ha NEepOpaIbHBIN npueM. MHbeKIuu npo-
JIOJKAKOTCSL 10 BOCCTAHOBJICHUS BO3MOKHOCTU NMPUHUMATH TJIFOKOKOPTHU-
KOU/JIbI IEPOPATBHO.

Ecnu BHYTpHUBEHHBIN THAPOKOPTHU30H HEJOCTYIICH, MOKHO HA3HAYHTh
SKBUBAJICHTHYIO 1103y MpeaHu30yioHa: 20 Mr THAPOKOPTHU30HA SKBUBA-
JIEHTHO 5 MT IIPEIHU30JI0HA.

Tepanuss Munepankoptukongamu («Kopmunegg») Ha3zHAYAIOT TpU
J103€ TUIPOKOPTU30HA MeHee SO MI B CYTKH.

KoHnTposb Tepanun

KoHTponb aaexkBaTHOCTH Tepanuu 21-rujipokcuiazHoro aeduiura
OCHOBaH Ha MoKazaTesix (U3UUYECKOTO Pa3BUTHS M JTAHHBIX TOPMOHAJIb-
HOTO TIpoduis. JleTH NepBbIX JET KU3HU JTOKHBI OCMATPUBATHCS HE PEXKe
OJIHOTO pa3a B 3 Mecsla IETCKUM 3HIOKPUHOJOTOM. JleTu mocie rojaa o0-
CIeayI0TCs Kaxple 3—6 MecsieB. OOpaiaeTcss BHUMaHUE Ha MOKa3aTeln
Beca, pocta, uccienayercs yposensb 17-OHII, koTopslii HEOOXOAUMO TOJI-
JICPKUBATh HA BEPXHEW TPAHUIIE HOPMBI, YPOBEHb AJIEKTPOJIMTOB, PEHUHO-
BOW aKTMBHOCTH IIa3Mbl KpOBU. [[OBBIIIIEHNE aKTUBHOCTH PEHUHA TIJIA3MBbI
IPU OTCYTCTBUM BJIEKTPOIUTHBIX CABUTOB TPeOyeT YBEIUUECHUS 03Bl MHU-
HEpaJOKOPTUKOMAOB. OIMH pa3 B IOJ HCCIEAYyETCS KOCTHBIM BO3pPacT,
YPOBEHb TECTOCTEPOHA.

IIporuo3s

Kaxnaplii ManueHT ¢ CUHAPOMOM BHYTPUYTPOOHOW BUpHUIIU3AIUU
JIOJKEH OBITh MAaKCUMAJIBHO aanTUpOBaH B oOmiecTBe. OT TOro, HACKOJIb-
KO MPaBUJILHO BBIOPAH IMOJI HOBOPOXKJIEHHOTO ¢ repMadpOAUTHBIMU T€HU-
TaJusIMH, 3aBUCUT BCS JajbHEWIIas *u3Hb O0JBLHOIO, €ro cynbba. Perie-
HUE€ BOMNPOCA O TMOJIOBOM MNPUHAJIEKHOCTH (0 ABYXJIETHETO BO3pacTa)
MO3BOJISIET CBOEBPEMEHHO MPOBECTH XUPYPrUUECKYH0 KOPPEKIHIO B COOT-
BETCTBUM C BBIOPAHHBIM MOJIOM. DTO HEOOXOIUMO JUIsl MPABUIBHOTO IO-
JIOBOTO BOCIIUTAHUS U (POPMHUPOBAHUS MOJOBOTO CaMOCOo3HaHus1. Peabuiin-
tanus nanueHToB ¢ BJIKH nipegycmarpruBaeT CBOEBPEMEHHOE TIPOBEICHUE
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XUPYPIrUYECKOM KOPPEKLUHUU HApYyKHbIX TECHUTAJIUU U 3aMECTUTEIIbHOU
TOPMOHAJIbHOM TEPAIIUU.

Xupyprudeckass KOPpEeKLUsl HAPYKHbIX T€HUTAIUN ITPOBOJMUTCA JiE-
BOYKaM C CHUMIOTOMaMu BHYTPUYTpOOHOH Bupuiamzanuu. OnepaTUBHOE
BMEIIATEJIBCTBO JIOJXKHO OBITh BBINOJIHEHO B TEUEHHE MEPBBIX ABYX JIET
KU3HU peOeHka. OnepaTuBHOE BMEIIATEILCTBO MPOBOJUTCA B CIICLIMAIIN-
3UpOBaHHbIX KIWHUKAX. [Ipn mo3muenn muarnoctuke B/IKH y neBouek ¢
BBIPAKCHHOW BUPWJIM3ALMEH HAPYKHBIX F€HUTAINN (4—5- CTENEHb) BO-
IPOC O BBIOOPE MOJIa PEIIAETCS TOJBKO MOCIE MCUXOJIOTHYECKOro oociie-
JOBAaHUS U TICUXOJOTHYECKOr0 KOHCYJIbTUPOBAHUS CeMbU. DEMHUHU3HPY-
IOIIAs IUIACTUKA HAPYXKHBIX TEHUTAJIUM IPOBOAUTCA TOJBKO IOCHE 3—
6 MecAILEeB MNIIOKOKOPTUKOUIHON TEPAIIHH.

WHTeekTyaabHOe pa3BUTHE JIETEH ¢ BUPUIIBHOU opmoiil 3a00seBa-
HUS, KaK IpaBuWiio, He HapymeHo. CyIecTBYIOT JaHHBIE O CHH)XCHUU
YPOBHSI UHTEJUIEKTA B PE3YJIbTATE YACTHIX COJBTEPSIOIIUX KPU30B.

[Ipu Hammuuu ycraHoBiieHHOro nauarHosza BJIKH u npusHakoB coJib-
TEPSIIOUIEr0 KpU3a POAUTEISIMUA CaMOCTOATENIbHO MOKET ObITh BBEJIEH pe-
OCHKY BHYTPUMBIIIIEYHO THAPOKOPTU30H 25—50 Mmr (1-2mu).

WctunHblii myOepTaT y nAeTed, HE MOJyYaBIIMX JICYEHUE WU MpPU
IIJIOXOM MEIMKAMEHTO3HOM KOMIIEHCAIIMU HE3aBUCHUMO OT I10JIa, HACTYIIA-
€T paHbllie. Y JAEBOYEK MOT'YT PAa3BUBATHCA MOJIOYHBIE KEIE3bI U MOSBIATH-
Cd MEHCTPYaJIbHBbIE BBIJACICHUS. PeryisipHblii MEHCTPYaJIbHBIA LUK BO3-
MOKEH TOJBKO Ha (JOHE aJIeKBATHOM TIFOKOKOPTUKOWIHOW Tepanuu. SAud-
HUKHU y JIEBOYEK, KaK IIPABUJIO, YMEHBIIEHBI, YACTO C SIBJICHUSIMU MOJIMKHU-
cro3a. [IpyunHbl HapylIEeHUsT MEHCTPYaabHOW (DYHKIHMHU OOYCIIOBJIEHBI W3-
OBITOYHON KOHUEHTpAlUel HaJAMOYEYHUKOBBIX aHAPOTE€HOB, KOTOPbHIE CHH-
AT UUKIMYECKYH0 CEKPELHI0 TOHAAOTPOIMHOB U MOJABIISIOT Pa3BUTHE
(hOJIITMKYIIA, BBI3BIBAIOT €r0 MPEKIEBPEMEHHYIO aTPE3HIO.

B caydae mo3mHeNd IMArHOCTUKM M JICUCHUS BO3MOXKHA IIPEXKICBpPE-
MEHHasl aKTUBallMg TUIOTATaMO-TUNO(DU3apHON CHUCTEMbl — HMCTHUHHOE
IIPEXKAECBPEMEHHOE IIOJIOBOE PA3BUTHE.

[TomoBoe paszBurue manpunkoB ¢ B/IKH nacrymaer panemie, yem y
310pOBBIX JeTei. Pasmep Tectukys mo panHbiM Y 3M 10CTOBEPHO CHHMXKEH
110 CPaBHEHHIO C HOPMOM, OCOOCHHO TpHU COJIbTepsrolIe popme 3ado0ie-
BAHUS.

Koneunsiit poct y s ¢ BJIKH, kak npaBuino, 4yTh HMKE LEJIEBBIX
3HayeHnid. OQHAKO, BO3MOYKHA HU3KOPOCJIOCTh B CIIy4asx ITO3JHEN Iua-
THOCTHKH M3-3a PAHHETO 3aKPBITHS 30H POCTA.
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V¥ B3pocabix nanueHToB ¢ BJIKH octpo cTout Bonpoc o gpepTriibHO-
CTU. Y EHIIMH C KJIacCCUYECKou (opMOH, Kak MpaBuio, PEepTUILHOCTD
CHUXEHA U 00YyCIIOBJIEHA U30BITKOM aHAPOr€HOB, BTOPUYHBIM CUHIPOMOM
MOJIMKUCTO3HBIX SMYHUKOB, THIIEPCEKPEMEN MPOreCTEPOHA, MOCIEICTBU-
MM IUIACTUKHU TIOJIOBBIX OPTaHoOB. B ciiyyae HacTymieHus: OEpEMEHHOCTH,
OHa, 0OBIYHO, TPOTEKAET HOPMAJIHHO.

VY MyX4MH TaKX€ MOXET ObIThb CHIKEHa (PepTHiIbHOCTh. [IpuunHoi
ATOTO MOXXET ObITh (POPMUPOBAHME TUIIOTOHATOTPOITHOTO TUIIOTOHAIU3MA
(U3-32  BBICOKMX YPOBHEH CTEpPOMAOB, TMOJABIAIONIUX TUIOTAIaMO-
runopu3apHO-roHaIHy10 cuctemy). Kpome Toro, s Ml My>KCKOTO 1MoJia
c BJIKH xapakrepno passutue TART-omyxomneit (testicular adrenal rest
tumours) — 10OPOKauYeCTBEHHBIX 00pa30BaHUN U3 SKTONMUPOBAHHOU TKaHU
KOpbl HAAMOYEYHUKOB B TECTHKYJaX, KaK MPaBUJIO, ABYCTOPOHHUX. OT-
CYTCTBHUE FOPMOHAJIBHOIO KOHTPOJS (HEIOCTaTOYHOE IMOJABJIEHUE CEKpe-
muun AKTI) saBasercs moMuHupyromuMmu (gaktopoMm pazButus TART-
OITyXOJIEH.

TART-onyxonu MOTYT onpenensaThed y aereit no 77 % ciyqaes (M.C.
UyryHoB u coaBt., 2015). Tak kak 3Ta OmyxoJyib HE SIBJISETCS 3JI0Kaye-
CTBEHHOUW M B MOAABJISIONIEM OOJIBIIMHCTBE HE NMEET aBTOHOMHOM CEeKpe-
MY, €€ He yAaIIoT npu HeOombmux pasmepax. Opnako TART-
OMYXOJIM MOTYT TPUBOAUTH K OECIUIOAUIO MOCPEACTBOM CHABICHUS CO-
CEHUX CEMEHHBIX KaHAJbLEB U KJIETOK MaPEHXUMBI TECTUKYJL.

Kpome toro, B3pocabie manuentsl ¢ BJIKH umeror pucku cepuedno-
COCYIMCTON M METa0OJIMYECKON TAaTOJIOTHI, MPEXKJIe BCETO TaKuX, KakK ap-
TE€pUaabHas TUIIEPTEH3US U UHCYJIUHOPE3UCTEHTHOCTb.

5.2. OcTpast HEAOCTATOYHOCTh HAANOYCYHUKOB Y HOBOPOKIACHHBIX M
JAeTeH rPyAHOro Bo3pacra
ITHOJIOT U

Y HOBOPOXKIEHHBIX, AETEW I'PYAHOTO M MIIAJAIIETO BO3pacTa OCTpas
HEAOCTaTOYHOCTh HaanoueuHnkoB (OHH) wame Bcero sBisercs
pE3YJABTaTOM KPOBOM3JIWSHMS B  HAANOYEHUHUKH. VI3MeHeHusM B
HAJIIOYEUHHUKAX CIIOCOOCTBYET OJKJIaMIICUd Yy MaTepud M aKTUBHbBIC
PEaHMMALMOHHBIE MEPONPUATHS HOBOPOXKICHHBIM. bonblioe 3HadueHue
UMEET HECOBEPLICHCTBO PETYIATOPHBIX MEXAHW3MOB B HAAINOYECUYHHUKAX.
[Ipuunnoit OHH wmoxer ObITh TpOMOO3 COCYIOB HAJNOYECHHUKOB,
BPOXK/ICHHAsl TUIEPIUIa3Usl W BpPOXKACHHAsA  JUCPYHKLIHMS  KOPBI
HaanoyeyHukoB.  CBoeoOpa3ue  KpOBOCHAOKEHHSA  HAANOYECYHUKOB
CIIOCOOCTBYET Pa3BUTHIO COCYAUCTHIX KartacTpod B Hux. Bnepseie OHH
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OblJla ONMCaHa TMPU THUIEPTOKCHUYECKON ¢GopMe MEHUMHTOKOKKOBOIO
cercuca (MEHMHTOKOKKIIEMMH) U HW3BECTHA BCEM IeauaTpam IOJ
Ha3BaHUEM cuHApoma Yorepxay3za—Dpuaepukcena.

IIaTorenes

[Tatorenernueckot  ocHoBort OHH wame Bcero  sBusieTcs
MH(DEKIUOHHBIA WIOK, BEAyHIMA K OCTPOMY COCYAMCTOMY CHa3My,
KPOBOMBJIMSIHUSIM M HEKPO3Y KOPHI M MO3TOBOTO CJIOSI HAJAMOYCYHUKOB.
OCHOBHBIMM  TNPUYMHAMU  KPOBOMBIUSHUA B  HAJAIOYEYHUKH Yy
HOBOPOXJEHHOTO peOeHKa MOTryT OBbITh BarMHallbHOE POJIOpa3pelleHuE,
TPaBMAaTUYHBIC POJbI, IUTEIBHBIC POJIbI, THUIIOKCHUS BO BpPEMS POJIOB,
KPYITHBIN 101, CEIICHUC, KOaryJionaTus, HEJIOHOLIEHHOCTb.
KpoBousznusHue B HaAMOUYEUHUKU — pejnikoe siBiienue (1,7-2,1 caydas Ha
1000 pomoB (Mangurten H.H., 2006)), 4damie HOCUT NpPaBOCTOPOHHUI
Xapakrep.

B pe3ynprare OTCYTCTBHS CHHTE3A TIIFOKO- H MUHEPAIOKOPTHUKOHU]IOB
HAJIMOYCYHUKAMU MPUBOJIUT K HAPYIICHHUIO aJaTallHOHHBIX MEXAHU3MOB.
[IponcxoauT moTeEpss MOHOB HATPUS U XJIOPUIAOB ¢ MOYOM. Bcenencrue
3TOTO TEPSIETCS BHEKJIETOYHAs >KUAKOCTh, HACTyNaeT 00€3BOKUBAHUE
OpraHu3Ma, YMEHBIIIAETCS 00bEM UPKYJIUPYIOIIEH KPOBHU, YTO MPUBOIUT
K najgeHuo AJl 1 pa3BUTHIO IIOKA.

B oTcyTcTBMM MHUHEPAIKOPTUKOHIOB MOBBIIIAETCA YPOBEHb Kalus B
CBIBOPOTKE KPOBHU, MEXKKJIETOYHON KUJKOCTH U KiIeTKax. M30BITOK Kaius
B CEpJICUHON MBIIIIIE BEJCT K HAPYIICHUIO COKPATUTEIBLHON CIIOCOOHOCTH
MUOKAp/ia, CHUXKAIOTCSL €ro (PyHKIHOHAJIbHbIE pe3epBbl. M30BITOK Kamus
OPUBOJUT K U3MEHEHUIO TOTEHIMana TMOKOS (CTAaHOBUTCS MEHEE
OTPULATENbHBIM), 3aMEJICHUIO CKOPOCTH HapacTaHWsl MOTEHIMaja
nedcTBUs (Aenmoyisipu3alliid) M YCKOPEHUIo penojisipuszanuu. Bce atu
U3MEHEHUs Haxonar oTpaxkeHue Ha OKI': yrmomeHue/ Mcue3HOBEHUE
3yoma P, pacmupenne kommiekca QRS, Bbicokue 3aocTpeHHbie 3yOmsl T,
HapyIIEHUs NPOBOJAUMOCTH, ACUCTOJIHUS.

Hapymienue yrieBogHOro oOMeHa BeIEeT K CHIDKCHUIO YPOBHS
IVIMKEMUW W YMEHBIICHUIO 3alacoB TJIMKON€HA B IEYEHH, CKEJIETHBIX
MBIIIIAX.

3a cuer HapyumieHus OEJIKOBOro OOMEHA HAaKaIlJIUBAIOTCS MPOIYKTHI
azoTucToro obmeHa. CHMKAETCsI CKOPOCTh KIIyOOUKOBOUM (uiIbTpaluu,
HapyIIaeTcsi CHOCOOHOCTh KaHAIBIIEB BCACKIBATH BOAY U DJICKTPOJIUTHI.

Kiaunuka

Kinnnunueckass kaptuHa OHH y HOBOpOXIEHHBIX W JETE€W pPaHHETO

BO3pacTa OMNPEICIIETCS BEIMYMHOW KPOBOMZJIMSHHS B HAANOYECYHUKHU.
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HeOonbiire KpoBOU3NIHUSHUSA MOTYT MPOTEKaTh 0€CCUMITOMHO, HO OoJiee
KpYIHbIE MOTYT CcTarb nOpuunHOM cMmeptu. Cumnromarnka OHH
HEOJIHOPOJHA M TECHO CBsi3aHA C XapaKTEpPOM OCHOBHOIO 3a00JI€BaHUs, Ha
¢boHEe KOTOpOro OoHa pa3Bwiach. Y JeTed B IEpPUO]I HOBOPOKJICHHOCTHU
BBIJICTISIFOT HECKOJIBKO KJIMHUYECKUX BapUAaHTOB B 3aBUCMMOCTH OT
BBIPAJKEHHOCTH U3MEHEHHUM CO CTOPOHBI OTAEIBbHBIX OPTraHOB.

Knunnueckue GopMbl OCTpOi HEAOCTATOUHOCTH HAIIOYEUHUKOB:

— MEHUHTO3HIIe(aTUTUIECKas,

— KapAUOBaCKYJIsIpHAas,

— IICEBJOITHEBMOHNYECKAS,

— raCTPOUHTECTUHAJIbHAS,

— CMEIIaHHas.

B knuaunke OHH Bbigendior Tpu nepuoga: MpoapOMalIbHBIN, pa3rap
TOKCUKO3a W Mepuoja oOpaTHoro pasButus. [IpoapomanbHblil nepuon
OY€Hb KOPOTKHUM (OT HECKOJIbKUX 4acoB /10 1 CyTOK) M Yalie BCero mpore-
KaeT MO TUIy OCTpOro pecnuparopHoro 3adonesanus. [Ipy OHH B pe-
3yJIbTaTE CENTULEMUN KIMHUYECKAas KapTWHA pa3BUBAETCS BHe3amHO. Ha
dboHe yxXyAleHus oOIIero COCTOSHMUS ObICTPO HapacTaeT Temiieparypa (B
TeyeHue 1—2 4acoB), yCHUIIMBAETCS Pa3IpaKUTEIbHOCTh U OECIOKONHCTBO
pedenka. OOpariaetr Ha ce0s BHUMAHHUE LBET KOXKHBIX MOKPOBOB: MOSIBIISI-
€TCsl IMaHO3, MPAMOPHBIN PUCYHOK KOXHU C CHHEBATO-0arpoBbIM OTTEHKOM
1 4epe3 3—5 4acoB Ha KOXKE TYJIOBUIIA U CIM3UCTBIX BUJIHBI MHOYKECTBEH-
HBIC IISITHA C 3JIEMEHTAMU TEMOPPArnUE€CKON ChINIM U TEHACHUUEN K CIIUS-
HU0. CUMIITOMaTUKa OCTPOM HAJIMOYEYHUKOBOW HEAOCTATOYHOCTH HEO/I-
HOPOJIHA U TECHO CBA3aHA C XapaKT€pOM OCHOBHOT'O 3a00JI€BaHHUs.

CocTosiHre peOeHKa MPOrpecCUBHO YXYAIIAETCA U B pa3rap TOKCHUKO-
3a XapaKTepU3yeTCs AUHAMUKOM TPEX OCHOBHBIX CHHAPOMOB: HENOCTA-
TOYHOCTBIO KPOBOOOpAILIEHUSI, HEBPOJOTMUYECKUMH PACCTPONCTBAMU U I'e-
MOPPAaru4ecKuM CUHIAPOMOM. lIOSBISAIOTCA  CUMITOMBI  CEPIEYHO-
COCYAMCTOTO KOJUIAIICA: TIIyXHUE CEPACYHBIE TOHBI, TaXUKApPAUs, MOXOJIO-
JAHWE KOHEYHOCTEN, aKPOLIMAHO3, PE3KOE IAJICHUE APTEPUAIBHOTO JaBJIec-
Husi. PedpuiibHasg TemIreparypa HEPEIKO COMPOBOXKIAETCS CYyAOpPOTaMu,
PUTHAHOCTBIO 3aThUJIOYHBIX MBI, BecrokoWcTBO pedeHKa CMEHseTCs
BBIPAYKEHHOW BSUIOCTBIO, JUHAMUEN, OTCYTCTBUEM WIIA PE3KUM CHHUKCHU-
eM (pusnonorunueckux pediekcoB. boabHON BHagaeT B COMOPO3HOE COCTO-
sgHUE, nepexoasaniee B koMy. CTeneHb HEBPOJIOTHYECKUX PACCTPOUCTB CO-
OTBETCTBYET HEJOCTATOYHOCTU KpoBooOpaiieHus. [lepeuncieHHbie cuMIi-
TOMBI CO CTOPOHBI HEPBHOU CUCTEMBbI 0COOCHHO XapakTepHbl, eciu OHH
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Pa3BUBAETCS] Y HOBOPOXKACHHBIX Ha (pOHE THOMHO-CENTUUYECKOro 3a0oJie-
BaHMUSI.

Haubomnee sipkuM NpU3HAKOM pasrapa TOKCHUKO3a SIBISIETCS KOXKHO-
rEMOPParu4ecKuii CUHAPOM. DKXUMO3bI TIPU BBIPAKEHHON OJIETHOCTH KO-
xu xapaktepssl s kinHukM OHH. V psana OonpHbIX mpeoOiiaiaeT re-
MOPPArn4ecKO-HEKPOTUUYECKAS CHIITb.

K koHIly nmepBoro yaca apTepuajibHOM TUIOTEH3UU TOSIBIISIIOTCS APYTHE
npusHaku J[BC-cunapoma: pBota «kodelHOM Tyliei», MakporeMaTypus,
KPOBOTOYMBOCTh U3 MECT MHBEKIIHM, HEKPO3 OTAECIbHBIX YYaCTKOB Tena. B
MOCJICIYIOIIEM MPUCOCAUHSAIOTCS CUMIITOMBI IOYEYHO-TIEUCHOYHON U JIbI-
XaTeJIbHOM HENOCTATOYHOCTU. MCXO0 KpOBOM3IWSHUM B HAAIIOYCYHUKH
PA3JIUYHBIN.

JInarHocruka

OHH ochHoBbIBaeTCS, NpeKAe BCETO, HA XAPAKTEPHBIX KIMHUYECKUX
NPOSIBJICHUSX, UX BHE3AIMHOCTH, & TAKXKE JIA0OPATOPHBIX JAHHBIX.

OtMeuaeTcss TOHM)XEHUE YPOBHS HATPUSl M XJOPHUIOB, TOBBIIICHUE
KOHIIEHTpauuu Kanus. [{oBblllIeHNE Kallisl B CBIBOPOTKE KPOBH JI0 YPOBHS
6,5 MMOJIB/T paccMaTpUBAIOT Kak KpuTuueckoe. M3mensercs koaduiiu-
enT Na:K (mopma 30:1) go 20, noBbIIIaeTcsi FTEMaTOKPUT, YBEINUYMUBACTCS
CoJIepKaHHWe OCTATOYHOIO a30Ta U MOYEBMHBI. HalOirogatoTcst rumoriuke-
MUS U METAaOOJTMYECKUI allu03 Pa3IndHON CTENIEHU BhIPaKEHHOCTH.

['opMOHaNbHBIE U3MEHEHHSI XapaKTEPU3YIOTCA CHUKECHUEM B KPOBU
KOPTH30J1a, CHH)KEHUEM CEKpElHnHU |7-KEeTOCTEpOUI0B C MOYOM, TTOBBIIIE-
HueMm ypoBHs AKTI. OmpHako pyTMHHO HE MPENCTABISAETCS BO3MOXKHBIM
OmnpeAeIeHe TOPMOHAJIBHBIX M3MEHEHHUI BBUJy HEOOXOJUMOCTH OKa3a-
HUSI SKCTPEHHOU MEIUIUHCKOU TTOMOIIIH.

JleueHnue

Mepbl 10 JICUEHUIO OCTPOTO HAAMOYEYHUKOBOTO KpU3a JOJKHBI ObITh
HEMEJIJICHHBIMU. 3aJI0rOM ycIiexa B 00pb0e ¢ ITUM COCTOSIHUEM SIBJISICTCS
paHHASI JUAarHOCTUKA W CBOEBPEMEHHAs KBaNU(PUIIMpPOBaHHAS MOMOIIb.
Bpau, BeiBoasuil 6ospHOr0 13 OHH, pemaer cieayromue 3aaayu:

1. IlpoBeaeHre 3aMECTUTEIBLHOW TEpANUU TOPMOHAMHU HAJNOYEYHH-
KOB (TJIFOKOMHHEPATOKOPTUKOUIAMHU ).

2. bopn0a ¢ KoJIIarncoM U AeTuapaTaiuen.

3. Koppekuusi 31€KTpOIUTHBIX HApyLIEHUW (TUMEpKATUEMHUH, THIIO-
HATPUEMUH, TUIIOTJIMKEMUN ).

4. bopp0a ¢ aa030M.

5. Jleuenue OCHOBHOTO 3a00j€BaHUs, HA (POHE KOTOPOrO BO3HHUKIIA
OHH.

149



Kinnanko-nadbopaTopHbIit KOHTPOJIb IIPOBOJIUMOM TEepaInu:
ompenensitor Kaxaele 3 yaca ypoBeHb K, Na, KIIC, remarokpwur,
INIMKEMUI0, YPOBEHb  KETOHOBBIX  T€J, MPOBOJAT  MOHUTOPUHT
aprepuanbHoro nasieHus, JKI' kaxapie 8 yacos.

Pebenok ¢ OHH TpeOyeT cpouHOil rocnuTaiu3aluu, €Cii peOeHOK
yKE€ HaXOJIUTCS B CTAIMOHAPE, €T0 MOMEMAIOT B MMAJIATY UHTEHCUBHOM Te-
parnuu.

3amMecTuTeNbHAA Tepanus TOPMOHAMHU HAINOYEYHUKOB

BBeneHne TIIOKOKOPTUKOUIOB MpH BhIBeAeHUU OosbHOro M3 OHH
SABJISICTCS] TIepBOOYEpeHON 3aaaueii: ruapokopTusoH (Coay-Kopmegh) 60-
nmocHo B/B 100 mr Ha M° TTIIT (cM. IIpunoxkenue 4), nanee ruAPOKOPTU30H
100 mr/m> B CyTKH, pa3JieuB Ha 4—6 BBEJCHUM, B/B KalleJIbHO B TCUCHHE
1-2 cyTok.

Ecnu BHyTpUBEHHBIN T'HIPOKOPTU30H HEAOCTYNEH, MOKHO HAa3HAYUTH
SKBUBAJICHTHYIO 103y MpeaHu3oioHa: 20 Mr TUAPOKOPTU30HA SKBHBA-
JIECHTHO 5 MT IIPEIHU30JI0HA.

[Ipemapar BBoumaT B 5—10 %-M pactBOpe rmoko3bl. [Ipu orcyTcTBHM
abdexra uepe3 20-30 MUHYT THAPOKOPTHU30H BBOISAT BHYTPUBEHHO B TOM
xe no3e ¢ gobdasnenueM 15—-10 ma 10 %-ro pactBopa xiopuja HaTpus
LEJIbI0 TTOBBIIIEHHS] YyBCTBUTEIBHOCTH COCYIUCTOM CTEHKH.

[ TrOKOKOPTUKOUABI BBOAAT 4epe3 |—24yaca BHYTPUBEHHO JI0
CTAOMIM3allMd apTEPUATIBHOTO JABJICHUS W YJIYUIICHUS COCTOSIHHS
oonpHoro. Ilo wMepe craOunu3amuu MoKaszaTtele TreMOAMHAMUKHU
YTOUHSIFOT /103y TIJIIOKOKOPTUKOWUJIOB Ha TNEepBble CyTKU. st 3TOro
PaCCUUTHIBAIOT MOYACOBYIO MOTPEOHOCTH B Mpemapare: 03y, BBOJAUMYIO
70 CTAOMIM3alMKM TeMOJANHAMUKH, JEJIAT Ha BpeMs B yacax, MpOIIealiee
OT Hauyajla Tepanmud 10 MoMeHTa crabwim3auuu. [loyacoByro 103y
TIIOKOKOPTUKOUJOB YMHOXAKT Ha 24 W MOJYydYaroT J103y TOPMOHOB Ha
nepBbie CyTku Tepanuu. Co BTOPBIX CYTOK, €CJIIM COCTOsSIHME peOeHKa
CTAaOMIM3UPOBATIOCH, CYTOUYHYIO 703y YMEHbIIAIOT 1o 1/4, mepexons Ha
BHYTPUMBIIIIEUHOE BBEJICHUE Tpernapara yepe3 6 yacoB. Eciu cocrosiHue
pebeHKa  yaydiaeTrcs, TO TIOCTENEHHO J03y TJIFOKOKOPTHUKOUJIOB
YMEHBIIAIOT.

Hawnbonee onTtumanbHBIMU MpenapaTaMu JJisi MOJJAEPKUBAIOIIECH Te-
pamnuu y JE€Te ¢ OTKPBITBIMU 30HAMU POCTa SIBJISIOTCS TaOJIETUPOBAHHBIC
aHajoru ruapokoptuzoHa («Kopmegy). Cpeausisi CyTouHasl a03a THAPO-
KopTH30HA cocTapisier 10—15 mr Ha 1 m” ITIIT (cm. Ipunoxenue 4). B ciy-
4ae OTCYTCTBHS TUAPOKOPTU3OHA UCTIOJIB3YIOT NPEAHU30I0H 45 Mr Ha | M
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[IIIT. ITpenapat maerca B paBHbIX J03ax 3 pa3a B aeHb (B 07.00, 15.00,
22.00).

Hetu ¢ conpTepsroniei GopMoi HYKIArOTCS TOMOJHUTEIHLHO B 3aMe-
CTUTEJIbHOW Tepamuu TmpenaparoM ¢QayapokopTtu3oH («Kopmurneghy).
Jloza ero He 3aBucHuT OT Beca M cocranisier 0,05-0,3 mr B cytku. Takas
7032 JA€T BO3MOKHOCTh KOMIIEHCUPOBATh HEIOCTATOK MHUHEPAJIOKOPTHU-
kou10B, mogaButh cexkpennto AKTI. IIpenapar ciemyer HaunHaTh ¢ OoJee
HU3KOM J103bl M1 TUTPOBATh B COOTBETCTBUU C BJIEKTPOJIMTAMU CHIBOPOTKU U
apTepualIbHBIM JaBiieHHeM. bosee Bhicokas 103a Gy poKOpPTHU30HA CBsI3a-
Ha C PUCKOM TMIIEPTOHUM, OTEKaMU U runokairemueii. [IorpeOHOCTh B MU-
HEPAJIOKOPTUKOUJAX y NETEH MepBoro roja xu3uu cocrasisier 0,1-0,3
MTI/CYT, ¢ BO3pacTOM CHUXaeTca. DIyIpOoKOPTU30H MUMEET IJIUTEIbHbIN
MEepUO/I TTOTYBBIBEICHUS, YTO TIO3BOJISIET IPUMEHSTh €ro 1—2 pasza B CYTKH.
JIONOJIHUTENBHO B MUIIEBOM PAIMOH BBOJAT IMOBAPEHHYIO COJIb 10 1-2T B
cyTku. CyTo4Hasi MOTpeOHOCTh B HATPUHU Y JOHOIIEHHBIX HOBOPOKJIECHHBIX
COCTaBJIIET 2—3 MMOJB/KI, Y HEJOHOIICHHBIX HOBOPOXKIECHHBIX MOTPED-
HOCTbD BBIIIIE U COCTABJISIET 3—5 MMOJIB/KT U O0JI€ee.

OOHOBPEMEHHO C BBEACHHEM TIIIOKOKOPTHUKOMJOB O€30TiaraTeiabHO
Ha3HavaeTcsl MHPY3MOHHAs Tepanus sl 00pbObI ¢ KOJUIAICOM U JAETHpa-
tanei. Pacuer o0beMa MH(GY3MOHHON Teparnuu MPOBOIUTCS TPAIUIIMOH-
HO C y4YETOM Beca peOeHKa, CYTOK JKM3HH, (PU3HOJOTHYECKUX MOTPEOHO-
CTE€ W MATOJIOTUYECKUX MOTEPh, a TAKKE JJICKTPOIUTHBIX HAPYILICHUM.
CraptoBO pekomeHayeTcs pacTBop HaTpus xmopuaa 0,9 % B oowseme 20
MIV/KT (rm 450 Mi1/M”) B HepBbIii 4ac. B cliydae MHMOrIHKEMAN BO3MOKHO
BBeJIcHUE pacTBopa HaTpus xyopuaa 0,9 % c¢ pactBopoM TitOKO3bI S %
win 10 % B cootHomenuu 1:1. Jlanee o6beM nH(DPY3UU MOKET COCTABIATH
2-3 11/M” B CYTKHN.

5.3. DYyHKIHUOHAJBbHbIE OCO0EHHOCTH OCH THIOTAJIAMYC-THIIO(U3-
HAJANMOYEYHUKH Y HeIOHOIIEHHBIX HOBOPOK/IEHHBIX

HenoHolieHHBI PEOECHOK HAXOAUTCA B TPYyIIE PHUCKA Pa3BUTHUS
HAJMIOYEUHUKOBON HemocTtaTouHocTu. Hambomnee xapakTepHO pa3BUTHE
TPaH3UTOPHON HaanouyeyHukoBoul HenoctatouHoctu (THH) y nmereit, po-
TUBIINXCA HA cpoke MeHee 30 Henenb. PazBuTue yka3aHHOTO COCTOSIHUSA
TECHO CBA3aHO ¢ (GOpPMHUpPOBAaHHUEM OCH THIOTaIaMyC-THITO(U3-
HAJIIOYEUHUKN PEOCHKA U MOXKET OBITh OOYCIOBJICHO:

— HECMOCOOHOCTBIO CAMOCTOSITENIBHOIO CHUHTE3a KOpTU30jda de novo
110 23-11 Hegelu I'eCTalluu;
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— OTPAaHUYEHHOW CIOCOOHOCTBIO (PEPMEHTHBIX CHCTEM HAJAIOYECUHU-
KOB peOeHKa MOJJAEPKUBATh HEOOXOAMMYIO KOHIICHTPAIMIO KOPTH30Ja B
YCJIOBUSIX CTpeEcCCa;

— HEAO0CTAaTOYHON OapbepHO (QyHKuMel mnaunentapuou 115-I'CI2,
YTO CIIOCOOCTBYET MPOHUKHOBEHUIO MATEPUHCKOTO KOPTH30JIa K IIOAY;

— cna0bIM  BIMSHUEM XOPHUOHMYECKOTO KOPTUKOTPOIUH-PUIU3UHT-
rOpMOHa (CTUMYJIHUPYIOIIETO CUHTE3 KOPTU30Ja MIOJA), TAK KaK €ro ypo-
BEHb YBEJIMYMBAETCS K KOHILY CpOKa O€pEeMEHHOCTH.

Kak roopusioch panee (cMm. rnaBy 1), mo 23-i1 Hemenu TecTallUM
HAJIMOYEYHUKHU TUI0JIa HE CIIOCOOHBI CHMHTE3UPOBATh KOPTU30J de novo,
Tak Kak orcyTcTByeT epmeHT 3 4-I'Cl, Heobxomumeblii st oOpa3oBaHus
IJIAaBHOTO TIPEIIIECTBEHHUKA KOPTUKOCTEPOUI0B (TIporectepoHna), a a0 30-
i Hezlenmu cnoCOOHOCTh K CUHTE3Y KOpTH30Jia orpaHndeHa. CoOOTBETCTBEH-
HO, B Cllydae MpPEeKIEBPEMEHHOTO POXKJEHHUS OKuJaeMa aOCONIOTHAs He-
J0CTaTOYHasl ceKkpelus koptuzoia. Cpeau NpUyrH, MPOBOLUUPYIOLIUX WU
yCYTyOJISIIOIIMX HAANOYEYHUKOBYIO HEJOCTATOYHOCTh y HEIOHOIIEHHOTO
pebeHKa, MOTYT OBITh POJABI YEPE3 €CTECTBEHHbIE POJIOBbIE MYTH, HU3KHE
Oamnpl Mo IKane Amnrap, pecnupaTOpHbIA TUCTPECC-CUHIPOM, HCKYC-
CTBEHHAs BEHTWISIUS JIETKUX, TUITOTJIUKEMUSI, THOEKIINHU, XUPYPTrUUECKOE
BMENIATEIbCTBO, BHYTPUKETYIOUYKOBBIE KPOBOMBJIUSHHUS, IPUEM MATEPbIO
[IIOKOKOPTUKOUIOB. B TO ke Bpemsi HaJlMuMe XOPUOAMHUOHUTA MOXKET
CrIocoOCTBOBATh 00JIe€ BHICOKMM KOHLEHTPALUSIM KOPTU30Ja y IUI0AA.

B nepByro monoBuHy OepemeHHOCTH akTuBHOCTH 1 1B-I'CJI2
HE3HAUMTENIbHA, YTO TMO3BOJISIET MAaTEPUHCKOMY KOPTH301Yy MPOHUKAThH
yepe3 IUIAlEHTy, IMOJABIAS OCh TUIIOTalamMyC-TUNO(U3-HAMOYECUHHUKN
wioga. C yBeIMYEHHEM Cpoka OEepeMEHHOCTH aKTHBHOCTbh (hepMeHTa
yBEIUYUBAETCs, OCBOOOXasi OCh IJI0AA OT MOJiaBlieHus. BmecTe ¢ 3TuM,
XOPUOHUYECKUI KOPTUKOTPONUH-PUITU3UHT-TOPMOH, KOTOPBII
CTUMYJIMPYET OCh IUIO/A M0 MPUHIIMITY MOJIOKUTEIBHON 00OpaTHOU CBSI3H,
aKTUBHO  BbIpa0aThIBaeTCsI K OKOHYAHUIO CpOKa OEpEeMEHHOCTH.
VYKka3zaHHbIE MEXaHU3Mbl CHOCOOCTBYIOT IOCTEIEHHOMY CO3PEBAHUIO
rUnoTagamMyc-runopu3-Hao4eyHuKoBOM ocu pedenka. Hapymenue aTux
MEXaHU3MOB TOCJE MPEKIECBPEMEHHOTO POXJACHHUS  CIIOCOOCTBYET
IPOSIBJIEHUIO HE3PEJIOCTU PETYJISITOPHBIX MEXaHHW3MOB W J€3aJanTaluu
rUNoTagaMyCc-runopu3-HaoueYHUKOBOM OCH.

Touynasa wyacrora Bcrpeyaemocty THH HensBecTHa, NOCKOJIBKY
HOPMAJIBHBIM JMAana3oH CBhIBOPOTOYHOIO KOPTH30Ja y HEJOHOIICHHBIX
HOBOPOXKIEHHBIX OCTaeTCA MPEAMETOM CIIOPOB. DTO CBSI3aHO C TEM, YTO
nposiBieHuss THH moryT ObITh 00YCIIOBIIEHBI HE TOJIBKO aOCOJIIOTHOM, HO
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U OTHOCUTEIHLHOW HEJIOCTaTOYHOCTHhIO KopThzosia (cM. Ilpunoxenue 6).
THH 4amie BcTpeuaeTcs y nereu, poxKICHHBIX Ha cpoke meHee 30 Heaemnbp,
U TIPOSABJISIETCA B MEpBbIe 2 Heaenu xku3Hu. Beimenstor Bapuant THH ¢
MO3JHMM Ha4daJIoM, Kak MpaBwWiIo, Mocie 2 Heaenu ku3Hu. KnuHuyecku
THH mnposBiseTrcss Kak TIJIIOKOKOPTUKOWI-3aBUCUMAsl TUIIOTEH3US. Y
HEJIOHOIIEHHBIX JIE€T€W HEJOCTATOYHOCTh HAJIIOYEYHUKOB TECHO CBSI3aHA C
pa3BUTHEM  OPOHXOJErOYHOM  JMCIUIA3UMM, TakKk  Kak  MMEHHO
TIFOKOKOPTUKOUIBI CITOCOOCTBYIOT BHIPAOOTKE Cyp(aKTaHTa.

10.
11.

Koumponwvusie éonpocwl u 3a0anus K 2naee 5

YTO JI€KUT B OCHOBE BPOXKJICHHON MUCHYHKIIUM KOPHI HAJIIO-
YEYHHUKOB?

HazoBurte Tin HaciaegoBaHus BceX (DEPMEHTATHBHBIX JIE(EKTOB
CTEpOUJIOTECHE3A.

Kakas ¢opma depmenTaTuBHOro paedekra CTepouaoreHesa
BCTpEYaAETCs Yalle Ipyrux’?

HazoBure knunuueckue Gopmsl BJIKH, Bo3HuKaromnue Bceie-
CTBUE HEJOCTATOYHOCTH 2 | -THAPOKCHUIIA3HI.

[Inman oOcienoBaHUsT HOBOPOXKACHHOTO C IMOJO3PCHUEM Ha aJi-
PECHOTCHUTAJIBHBIN CUHAPOM.

KakoBo cTpoeHue Hapy>XKHbIX T€HUTAIUN Yy JIEBOYEK U MalbUH-
KOB BCJIEACTBUE HEAOCTATOYHOCTH 2 | -ruApOKCHIIa3bI?

KakoBbl OCHOBHBIE KIMHUYECKHE CHMIITOMBI COJBTEPSIONICH
dbopmer BJIKH?

CylecTByeT JIM NpeHaTalbHasg JUarHOCTUKA HEJOCTAaTOYHOCTH
2 1-ruapokcunasbi?

Komy n kakuMm 00pa3oM IPOBOJUTCS HEOHATAJbHBIN CKPUHUHT
21-ruapokcuinazHoro aeduiura?
Hazosure npunnuns ieuenus B/ IKH.
HazoBute OCHOBHBIE IPUYHUHBI OCTPOM HAANIOYECUHUKOBOU HEJO-
CTAaTOYHOCTH Y HOBOPOXK/ICHHBIX.
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I'JIABA 6

HAPYIIEHUA YIVIEBOJIHOI'O OBMEHA
Y HOBOPOXKJIAEHHBIX

Hapymienus: yrieBogHoro ooMeHa y HOBOPOXKIACHHBIX BCTPEUAIOTCH,
HECOMHEHHO, Yallle, YeM JUArHOCTUPYIOTCS. AHaau3 OmyOJUKOBaHHBIX B
JuTepaType MaHHBIX U COOCTBEHHBIX HAOMIOACHUN yOEKIaeT B TOM, UTO
OTH HAPYUIEHUS HEOJHOPOIHBI TI0 MPOUCXOXKJICHHUIO, Pa3IMYarOTCs
TEYECHUEM U UMEIOT Pa3HbIC UCXOJBI.

6.1. 'unoriMKkeMHuu HOBOPOKIACHHBIX

PacnipocTpaHEHHOCTh THUITOTIMKEMUYECKOTO CHUHIAPOMA COCTABJISIET
5-10 % y 310pOBBIX HOBOPOXKJICHHBIX; B TPYIIIAX BBICOKOIO PHUCKa pac-
IPOCTPAHEHHOCTh BO MHOIO pa3 Bbilie. [Ipexoasmias rUNOrIMKEMHsT OT-
Medaercs y 2 U3 3 HEJOHOIIEHHBIX, MAaJIOBECHBIX HOBOPOXKIECHHBIX.

CoriacHo pOCCHUMCKUM KIMHHUYECKUM PEKOMEHJALHUSIM, KPUTEPUEM
HEOHATaJIbHOM THUIOTIIMKEMHUH CJIEAYET CUYMTAaTh CHUKECHHE YPOBHS IJIIO-
KO3bl B KPOBU HUXeE 2,6 MMOJIb/JI HE3aBUCHUMO OT Beca M CpOKa TecTaluu
IPU POXKIACHUU. YKa3aHHOE 3HAUEHUE HE SIBJIAETCS OOLIEIPU3HAHHBIM, TEM
HE MeHee, NoAJep)KaHUEe TJTUKEMHH BhIlie 2,6 MMOJIb/J JOCTOBEPHO CHHU-
KaeT PUCKU HEBPOJIOTHUYECKUX NOCHEACTBHU. [ MImornmkemus — onHa W3
CaMbIX YacThIX META0O0JUYECKUX MPUYUH CMEPTH HOBOPOXKICHHBIX U TS-
xenbix Hapymenut [{THC y nereit. 9To HEOTIOKHOE COCTOSIHUE, TpeOyIo-
I€€ CBOEBPEMEHHOM AUATHOCTUKHU U AKTUBHOTO JICYEHUS.

OTUOJIOTUYECKHU THUIIOTJIMKEMUSI MOXKET SIBJISITbCSI CIIEICTBUEM H30bI-
TOYHOW MPOIYKIMM HHCYJIWHA U ACPUIMTAa KOHTPUHCYJSPHBIX (PAKTOPOB
WJIM HEJIOCTAaTOYHOI'O NOCTYIUIEHUS TI0OKO3bI B KPOBSIHOE PYCIIO.

Cpenu SHIOKPUHHBIX MIPUYUH Yalle BCETO peyb UJIET O TUIIEPUHCYIIU-
HEMHUHU. | UIIEpUHCYITMHEMHS UMEET MECTO Y HOBOPOKICHHBIX, POJIUBIIMX-
csl OT KeHIIUH, 3a0oseBmux CJ[ 1 Tuma Bo BpeMs OEpEeMEHHOCTH, WK OT
xeHuuH, crpanaromux CJ[ 1 thma, y KOTOpPBIX €CTh MPOTHUBOMHCYJIHHO-
Bble aHTUTeNa. [Ipumepno 20—25 % HOBOPOXKIEHHBIX OT MaTeper C aua-
O€TOM HWMEIOT HEOHATAJIbHYIO THUIOTJIMKEMHUIO B TEYEHUE MEPBBIX 4—
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6 4acoB KU3HU (CO/IEp)KAHUE TIFOKO3bI MEHEe 2,2 MMOJIB/M). Y AeTeil oTMe-
YarOT TUTIEPIUIA3UI0 WK TUMIEPGYHKIUIO OCTPOBKOB TMOKEITYIOUHOMN Ke-
J1€3bl, BTOPUYHYIO TUNEPIUIA3UI0 — BCIAEACTBUE BHYTPUYTPOOHOTO U30OBITKA
TIFOKO3BI 1 aMUHOKHCIIOT WJIM B PE3yJIbTaTe ObICTPOW OTBETHOM peaKIuu
MHCYJIMHA Ha TIII0KO3Y.

VY 310pOBBIX HOBOPOXKACHHBIX HAOMIOMACTCS paHHUN BBIOPOC TIIIOKA-
rOHa W KaTeXOJIAMHUHOB C OTHOCUTEIHLHO HHM3KOM CEKpelueill WHCYJIWHA,
KOTOpasi COJCUCTBYET SHJOTCHHOM MPOAYKIIUU TIIOKO3bI JJIS MOAepKa-
HUS HOPMOIJIMKEMHH. [MMNOTJIMKEeMUU alMMEHTapHOro TeHe3a (rosoja-
HHUE), a TAaK)KE Y HOBOPOXKIACHHBIX U MAJIOBECHBIX JICTCH T'€HETUYCCKH HE
JIETEPMUHUPOBAHBI U B OOJIBIIMHCTBE CBOEM SIBJISIIOTCS 3aKOHOMEPHBIM
buznonoruueckuM eHOMEHOM.

CylecTByeT HECKOJIbKO KJIacCU(UKAIIMN HEOHATAbHBIX THUIIOTJINKE-
MU, B TOM YUCJIE KIMHAYECKas U MaTOreHETHYEeCKasl.

Kaunuyeckasi knaccupukanus (P. [lsam, M. Kopubnat, 1993)

1. Panussa neonamanvuasn eunoenuxemus (nepBble 6—12 4acoB KU3HM).
['pynmna pucka: netu ¢ 3BYP, netu ot Marepeit ¢ caxapHbiM A1abeToM, IETH
C Tsokenor (GopMOM TeMOJMTHYECKON OO0JEe3HH HOBOPOXKICHHBIX WU
POJMBIIMECS C MPU3HAKAMU KUCIOPOIHOTO TOJI0IaHHUS.

2. Knaccuueckas mpanzumopuas eunoz2iuxkemuss (B uHTEpBaie 12—
48 yacoB). I'pynmna pucka: HeJJoOHOILIIEHHbIE AeTH, 1eTH ¢ 3BYP, ¢ moboi
NEepUHATAIILHON MATOJI0TUEN, OJIM3HELBI, IETH C MOJIUIIUTEMUCH.

3. Bmopuunasa cunoenuxemusi (57 % Bcex cilydaeB HEOHATaJbHOM T'H-
noryimkemMun). Bo3HMKAaeT HE3aBUCUMO OT BO3pacTa Y HOBOPOXKICHHBIX C
nepuHataibHbiMU nopaxkeHusimu [{HC, cencucom, HapylIeHUsIMH JbIXa-
HUS, TUIIOKCUEN W alKJ030M, TUIIO- U TUIIEPTEPMUEN, KPOBOUIIUSHUIMU
B HQJMOYCUYHUKH, BHE3AMHBIM MPEKPALICHUEM BHYTPUBECHHBIX HUHGY3UI
TJIFOKO3bI, & TAKXKE Y JIETei, MaTepu KOTOPBIX MEPE] POJiaMu MPUHUMAIIN
aHTUIUA0CTUYECKUE MPETapaThl, TIIOKOKOPTUKOUIBI, CATUITUIATHI.

4. Ilepcucmupyrowasn eunoeaukemusi (mocie 7-ro aHsa xku3HH). [Ipu-
YUHOMW SIBJIAETCS SHJAOKPUHHAS MATOJOTUSl WJIM HACJEICTBEHHbIC aHOMAa-
AU OOMEHa BEIIECTB: THUIEPUHCYJIMHU3M (HE3UAM00JacTO3, ajeHoOMa
MOHKETYIOYHON KeJie3bl, TUIIEepIUIa3us [-KIETOK OCTPOBKOBOIO arrapa-
Ta, cuHJapoMm bekBura — Bujemana), HepocTaTouHasi TOPMOHANIbHAS aK-
TUBHOCTh THUIO(HU3a, HAAMOUYCUHHKOB, IIUTOBUIHON KEJIE3bl, HACIIECI-
CTBEHHBIE aHOMaJIMU OOMEHa (TJIMKOTE€HO3bI, JePUIIUT TJIMKOTC€HCUHTETA-
3bl, TAJJAKTO3eMUsl, PPYKTO3EMUS, JICHIIMHO3, TUPOZUHEMUS, METUIMAJIO-
HOBasiallMAEMUs U 1. ).
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Cnenyer otMeTuth, uTo y 80 % neTel paHHssI HEOHATAJIbHAS THUIIO-
[JIMKEMUSI TPOTEKAeT OECCUMIITOMHO, & BTOPUYHAs YaCTO COUYETAETCSA C
TMNoKajJbliueMHue, THIOMarHueMueH.

IlaTorenernyeckas kjaaccupukamusi MOAPA3ACIACT TUINOTITMKEMUU
Ha JIBE€ MPUHIIUITHAIBHO PA3IMYHBIEC TPYIIIIHI.

1. Heonamanvnas mpan3umopHas 2unociuKemMusi:

. CHwkeHue NOpPOAYKIMU TJIIOKO3bI B PpE3yJbTaT€ HEXBATKU
cyOCTpaToOB WM HE3peNocTH (EPMEHTHOM CHUCTEMBbI (HEIOHOIICHHBIC
neTy, HoBopoxaeHHbIe ¢ 3BYP, 310poBbie HOBOPOKICHHBIE).

2. IToBblllIEHHAS yTUIU3AIMA — TUIIEPUHCYJIMHU3M (JE€TU OT MaTepen
C CaxapHbIM IuUabETOM, MPHU OBICTPOM MPEKPAIICHUHU BHYTPUBEHHOTO
BJIMBAHUS TJIFOKO3HI).

3. CHWwKeHHas NPOAYKUMS W TOBBIINICHHAs YTUIW3AIUS TIIHOKO3bI
(mpu achUKCUM, TOKCEMHH, THUIOTEPMHUH, IIOKE, MPU BPOXKIACHHBIX
MOPOKax cep/illa CUHETO THUIIA).

Il. Cmouxue (ynopHvie) cunociukemuu HOBOPOXKICHHBIX W JI€TEH
IPYJIHOTO BO3pAacTa MPECTABICHBI PA3IMYHBIMU MO 3TUOJOTUHM TPUUMHA-
MU:

1. HapyuieHus ritoKoHeoreHes3a 1 riIMKOreHOn3a.

['unornukemMuss  BO3HUKAET  M3-3a  CHWKEHUA  MIPOTYKIIMH/
BBICBOOOK/ICHUS TJIFOKO3bI TIeUeHbI0. [[pUunHbI:

— nepuuMT IIr0K030-6-pocdarassl (raukoreHos la tumna);

— nedunuT riaoko30-6-hocharrpanciokassl (raukoreHos IB Tuma);

— nedurut GpykTo30-1,6-mudocdarasspr;

— ne(HUIUT IUPYBATKAPOOKCHUIIA3HI;

— nedurut amuno-1,6-rmuko3umassl (raukorenos 11 tuma);

— neduuuT neyeHoyHou gpocdopunasel (rmukoreHo3 VI tumna);

— nedunut kuHa3el pocdopuinassl (raukorenos I[X tuma);

— neUIUT MITMKOT€HCUHTETa3bl (MuKoreHo3 turna 0);

— HEMEPHOCUMOCTh (DPYKTO3bI;

— TajaKTO3EMHS.

2. CHWKEHHE TPOAYKUUH aIbTEPHATHUBHBIX HCTOYHUKOB HSHEPIHUH
(’KUpHBIX KUCJIOT):

— neunuThl (MIEpBUYHBIE U BTOPUYHBIE) KAPHUTHHA;

— aedunur anetwi-KoA-neruaporenassl O4eHb JUIMHHO-, JUIMHHO-,
CpeaHe- U KOPOTKOIIEMOYEYHBIX JKUPHBIX KUCIIOT;

— ne(EeKThl OKUCIIEHUS KUPHBIX KUCIIOT;

— nedeKThl KeToTeHe3a.
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3. 'opmoHanbHbIE HAPYILLICHUS:

a) ' unepuHCYIMHU3M:

— 3HJOTEHHBIA TUNEPUHCYIMHU3M (HE3UIAU00IacTO3, THUMEPILIA3Us
WU aJieHoMa [3-KJIETOK OCTPOBKOBOIO allapara MojKeay0UHON KeNe3Hhl,
cuHipoM bekButa — Bujnemana);

— DK30TC€HHBIA TUMEPUHCYIUHNU3M (M30BITOYHOE Ha3HAUYCHHE PEOCHKY
WHCYJIMHA WM TIEPOPATIbHBIX TUTIOTIMKEMUYECKUX CPEICTB).

0) deuruT KOHTPUHCYISIPHBIX TOPMOHOB:

— TUIIONUTYHUTAPU3M;

— U30JIMPOBAHHBIN Ie(PUITUT TOPMOHA POCTA;

— MIEpBUYHAS HAIMOYEUYHUKOBAsI HEJIOCTATOYHOCTb;

— neUIUT aapeHarHa;

— neurut AKTT.

Kpome TOro, rumoriukeMud MOTYT ObITh BBI3BaHBI NMPUEMOM JIEKap-
CTBEHHBIX CPEJICTB WJIM OTPABJICHUSAMH (MPOIMPAHOJION, CATUIUIATHI, UH-
JIOMETAINH, IEHTaMUJIMH, XUHUH, aJIKOT'0JIb, HAPKOTUYECKHE BEIIECTBA).

Kiannuka

KinnHuka TUIOTIMKEMUYECKUX COCTOSHHM TMoauMopdHa, Hepeako
aCMMITOMHA, OJHAKO B YAaCTU CIy4acB YPE3BBIUYANHO TsKEIa U MOXKET
SBUTHCA HETOCPECTBEHHON MpUYMHOU cMmepTu OonbHBIX. Hanbomee cy-
[IECTBEHHbIC CUMIITOMBI TUIIOTJIMKEMUHU CBSI3aHbI C HAPYIICHUSIMU (PyHK-
nuu [THC, Kk HUM OTHOCSTCS: HEPBHO-IICUXUYECKOE BO30YKICHUE, MHOT I
— CyJAOporu, nepexoisumue (Mpu AAIbHEWIEM HAapaCTaHUU THUIIOTJINKE-
MHH) B YTHETEHHE BILUIOTH J0 KOMBI. [IposiBI€HMEM TUNOTIIMKEMUU SBJIS-
IOTCS U BEr€TOCOCY/IUCThIE HAPYIIEHUS: OJ€HOCTh, MOTIMBOCTD, JAPOIKa-
HUE, TaXUKaAPIUS.

Y HOBOPOXIEHHBIX KJIWHUKA TUIIOTTUKEMUANA HECKOJIBKO MHAs, YEM y
JIETEN CTApILIETO BO3pacTa:

— MIEPBBIMU Yallle MOSBIAIOTCS TJIa3HbIE CHUMIOTOMBI (IUIABAOIIUE,
KpPYTOBBIE€ JIBHXKCHUS TJIa3HBIX sI0JIOK, HUCTarM, CHM)KEHHE TOHYCa IJja3-
HBIX MBIIII] ¥ HCUYE€3HOBEHUE OKYJIoIIe(albHOTO pediekca);

— c1aOblii HEOMOIIMOHAIIBHBIN KPUK;

— CpBITUBAHUS;

— OJI€THOCTH, IPUCTYIIBI IIMAHO03A;

— TaxUKapAusl U TAXUITHOD, 3aTEM IPUCTYIIBI HEPETYISIPHOTO JIbIXaHUS
U aItHO?;

— TPEMOP, CYJA0POTH;

— MOTJUBOCTb, BSJIOCTh, AHOPEKCHSI;
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— CHIDKEHHUE MBIIICYHOTO TOHYCca (MU BhIpaKEHHAsI MBIIIIEYHAs TUIIO-
TOHUS);

— HECTaOMJIBHOCTh TEMIEpaTyphl Telld CO CKIOHHOCTBIO K THIOTEp-
MUH.

[TpumepHo y 50 % HOBOPOXAECHHBIX C BBISIBICHHOU JIaDOPATOPHO TH-
MOTJIMKEMUEH OTCYTCTBYIOT KaKUe-IHM00 KIMHUYECKUE €€ MPOSBICHUS WU
UMEETCSI MOHOCUMIITOMHOCTb, aTUITUYHOCTh KJIIMHUKH. [[puunHy 3TOr0 BU-
ISIT B TOM, YTO MO3T HOBOPOXAEHHOTO B 40 pa3 akTUBHEE, 10 CPABHEHUIO C
MO3TOM B3POCJIOr0, YTUIU3UPYET KETOHOBBIC TeJa, 3a CYET KOTOPHIX OH
MOXeT BOCTIONHATE 10 15-30 % moTtpedHOoCTel B sHepruu. CUUTAIOT, YTO
y JeTed ¢ OECCUMIITOMHOW THUIOTJIMKEMHEH MMeeTcsi 0ojiee BhIpakeHHas
du3nosornyeckas runepkeroHeMus. BBUay MalloCHMITOMHOCTH TPOSIB-
JEHUM cleayeT MOMHUTh O (aKTopax pHUCKA Pa3BUTHS THIOTIMKEMHUU

YHOBOPOXIEHHBIX (CM. Tabmd. 6.1.1).
Tao6auna 6.1.1
Dakmopsl pucka 2unoiuKemuu H080pPOIHCOEHHO20
(no P.S. Thornton et al.,2015)

MarepuHckue pakTopbl pucKa DakTOopbI pUCKa pedeHKa
e Hapymenus yrieBoaHoro oomena; | e JleTu ¢ cuMnToMamMu TUNOTJIMKEMUH;
o (Caxapublii nuaber, ocoOeHHO Impu |® KpynHbIA JUisl TeCTallMOHHOTO BO3pac-
IJIOXOM KOHTPOJIE; TQ;
o [lpesxmammcus/ sKkinamrcus uiu ru- | e llepuHaTanbHBIN CTpecC:
NEPTEH3US; a) PomoBast achukcus/ umemus; pox-
e Poxnenue KpymHOro TIuioja B JEHHE IIyTEM KecapeBa CEYECHHUs IpHU
aHamHe3e (B KayecTBE ITOKazaTess AACTPECCC 1JI0AA,
HEJIMarHOCTUPOBAHHOTO JMadeTa BO 0) 3amep)kka BHYTpUYTPOOHOTO pa3BH-
BpeMsi O€peMEHHOCTH ); THS;
e 30ymoTpeOieHne ankoroaeM WM B) CuHIPOM acmupanuu MEKOHUS,
HAPKOTHKAMM; pPUTPOOIACTO3 IUIOAA, MOJIUIIUTEMUSI,
o Jleuenne TokKoNMTHKAMHU  (Oera- TAIIOTECPMUL,
ArOHHUCTBHI); e HenoHOmEHHOCTh WM NEPEHOIIEHHBIE
e [lpuem mnepoOpabHBIX THUIIOTJIMKE- ACTH,
MHUYCCKHUX CPCJICTB; L I[eTI/I oT MaTepeﬁ C CaxapHbIM nrade-
e [lo3gHee AOPOIOBOE WM HHTpPAaHa- TOM;
TalbHOE BBEJEHUE TIIIOKO3bl BHYT- | ® OTATOLICHHBI CEMEHHBI aHaMHE3 110
PHMBEHHO reHeTH4eckuM (hopMam TUIorIMKeMUH;
e BpoxaeHHble CUHIAPOMBI (HAIpuMep,
bexButa — Bunemana), anoManuu pas-
BUTHS (CPEIUHHBIE TMOPOKH Pa3BUTHUS
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JUA, MUKPOIIEHUC U JIp.).

e Tlono3penue Ha MHGEKIIHIO;

e PecrimparopHslii IUCTPECC-CUHAPOM;

e VYCTaHOBJICHHBIE WM IOJ03PEBAEMBIE
BpPOKJICHHbIE HapylleHUsi oOMEHa Be-
LIECTB WJIA SHIOKPUHHAS NATOJIOTHUS;

e J[t000l HOBOPOXKIAECHHBIM, MOCTYIHUB-
AN B OTAEJIEHUE WHTEHCUBHOW Tepa-
1005051

Crolikue TrunoriukeMu TpeOyroT yriyOsieHus oOcieoBaHus, T. K.,
CKOpEE BCEro, BbI3BAHBI YHJAOKPUHHON WJIK BPOXKACHHON OOMEHHOMW MaTo-
noruen. Huke Mbl IPUBOIMM KPAaTKOE ONMMCAHUE MPUYUH CTOMKUX THIIO-
TJIUKEMUM.

Bposwcoennstii cunepuncyiunuzm — 3T0 HACIEJICTBEHHOE 3a00J1eBa-
HUE, XapaKTepU3YIOIIeecs: TUNepceKkpenreil nucynuHa B-kiaetkamu. Mop-
dboreHe3 maHKpeaTHYECKUX OCTPOBKOB HauWHaeTcss Ha 12—18-if Hexene
BHYTPUYTPOOHOTO Pa3BUTUS M MPOJOKAETCS NepBbie 2 roja xu3Hu. Co-
YETaHUE TUIIEPILUIA3UU U aICHOMAT03a OCTPOBKOBOM TKAaHU MOIXKETYHO0Y-
HOM >KeJie3bl MOJIy4usIo0 Ha3zBaHue HesuauooOsacro3a. B 1997 r. Stanley
MPEUIOKWIT TEPMUH «BPOKIACHHBIN TUIICPUHCYJIMHU3M», BKIIOYAIOIIUN
BCE BAPUAHTHI TMIIEPUHCYJIMHEMUYECKON TUIIOTIIMKEMUHN Y JeTer. Bpox-
JICHHBIN TUNIEPUHCYJIMHU3M — IFeTepOTeHHas Mo MaToreHe3y rpymnmna 3ado-
neBaHuil. B Hacrosee Bpemsi U3BECTHO OKOJIO 12 TE€HOB, OTBEYAKOIIUX 32
PETYJISAINIO CEKPEIIMN MHCYJIMHA [B-KIETKAMHU.

Knuanyeckne cuMNTOMBI XapaKTEPU3YIOTCS TXKEIIOW CTOMKOW THIIO-
TJIMKEMUEHN, TPOSIBIISIFOIIEHCS B IMIEPBBIC Yachl )KU3HU MBIIIEYHBIMU MOJIEP-
TUBaHUSIMH, CyJOPOTaMu, MOTEPEN CO3HAHUSA, BBIPAXKEHHBIM HUCTATMOM,
MBIIIIEYHOW TUIIOTOHUEH, Taxukapaueu. [Ipu BpOXKIECHHOM THIEPUHCYJIN-
HU3ME YPOBEHb TJIIOKO3bl 00BIMHO HUXKE 2,0 MMOJIB/J, UHCYJIMH, KaK MPaBHU-
710, TIOBBIIICH, HaOII01aeTcs anua03. KeToHOBbIe Tela B MOYE OTCYTCTBY-
10T. YpoBeHb CTI', kopTrzona B HopMe. Kak peakiusi Ha BBEICHUE TITIOKa-
rOHa KOHIIEHTpalusl TIJIOKO3bl B IUIa3ME BO3pacraeT Oosee dYeMm Ha
2,2 mmonb/a. OnucaHbl Clly4ad, KOTja TUMepIriazus B-KIETOK MOKeTy-
JOYHOM JKEJIEe3bl W WHCYJIMHOMAa BCTPEYAIMCh OJHOBpPEMEHHO. B muiane
YTOUYHEHUS JOKAJINU3ALUU MATOJOTMYECKOT0 MPOLECCa UCIONB3YIOT 3HJIO-
CKOIMMYECKYIO YIbTPa3BYKOBYIO 3XOTrpaduio, KOMIBIOTEPHOE TOMOTrpadu-
YECKOE CKaHUPOBAHUE OPIOUTHOM MOJIOCTH.

Ecnu runornvkeMuss BO3HUKAET Y HOBOPOXKJICHHBIX MOCJE KOpMIIE-
HUSA, TO TPUYUHON MOXKET ObITh M30BITOYHAS CEKpEIUsi MHCYJIMHA, BbI-
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3BaHHAss aMHHOKHUCJIOTaMH, COJCPKAIIMMHUCS B MOJIOKE, IMPEKIE BCETO,
JEUUHOM. JIEHNUHH, SBIISISICH OJJHUM U3 CTUMYJIITOPOB MHCYJIMHA, AKTUBH-
pyeT TiyTaMaTAeruiporeHasy, KOTopasi YBEIMYHUBAET CKOPOCTh OOMEHa
rIyTamara.

CvHIPOM rHNIEPUHCYJIUHEMHHU-TUIIEPAMMOHUEMHUHU BbI3bIBAH AKTH-
BUpyromen myrauueit B GLUDI, xoIupyoomeM TIIyTaMmaTAEruaporeHasy
(AN). AxtuBamust '/ yckopsieT Ae3aMHUHUpPOBAHUE TiIyTamarta, MpeBpa-
I1asi €ro B -KETOrIyTapar ¢ 00pa3oBaHreM aMMHaka. B cBoro ouepenb, B 3-
KJIETKaxX HM30BITOK O-KETOriayTapaTa yTuiusupyercs yepes mukia Kpebca c
yBennueHueM AT® B knetke, 3akpbiBasi ATd-4yBCTBUTENIbHBIE KAIHEBBIE
(K'-AT®) kaHabI ¥ BBI3BIBAS CEKPEIMIO MHCYIIMHA.

[Ipy 1aHHOM COCTOSIHMM THIOTJIMKEMHUS BO3HHUKAET Kak Ha (JOHE ToJjio-
JaHus, TaK U MocJe nMprueMa OeJIKOBOM MUK, XapaKTepHa TUIOTIUKEMUS C
TUIIEpaMMOHUEMHEN. TSHKECTh M 4aCTOTa TMIOTJIMKEMHAYECKUX COCTOSIHUU
ObIBaET pa3HOW CTENEHU BHIPAXKEHHOCTU. BO3ZMOXHO BOSHHUKHOBEHHUE I€HE-
PaIM30BaHHBIX CYJOPOTr, a0CaHCOB, 3aJIepKKU pa3BuTus. llepBbie BhIpa-
YKECHHbIE KIIMHUYECKUE CUMITOMBI TUIIOTJIMKEMUU TTOSABISIOTCS HA BTOPHIE
— TPETbU CYTKH KWU3HU. [IpOrHO3 3aBHUCHUT OT YaCTOThI U TSKECTU THIIO-
[NIMKEMUYECKUX MPUCTYNOB. EcTh naHHble 00 3P(HEKTUBHOCTH MPUMEHE-
HUS AUA30KCUJA IPU CUHIPOME TUIIEPUHCYIUHEMUAN-TUIIEPAMMOHUEMHUH.

Hucynunoma B 1iepuojiec HOBOPOXKIAEHHOCTH BCTPEYAETCA KpailHE
penKo.

['unepuHCynIMHEMUS U THIOTIMKEMHS OTMEYaroTCs mpuMepHo y 50 %
nereir ¢ cuaapomoM bexkButa—Buaemana. 3a0oneBaHre UMEET MYJIbTH-
T€HHbIE MPUYMHBI, KAK T€HETHUYECKUE, TAK U 3MUreHeThdeckue. Yacrora
BcTpeuaemMocTu cuuapoma: 1 Ha 13700 He3zaBMcHMMO OT mojia, OObIIas
4acTh Ciiy4yaeB crnopagudeckas (1o 85 %). B pe3ynbTaTe myTtamuii nmpouc-
XOAUT HAPYUICHUE CUUTHIBAHUS T€HOB PETYISALMU pocTa. [ MOCTaHOBKHU
KJIIMHUYECKOTO JMarHo3a BBIACIAIOT OOJbIINE M Mayible KPUTEPUU CHH-
npoma bekBurta—Buaemana.

borvuwue kpumepuu Manvie kpumepuu

v JledexTsl nepeaHei v BepeMEeHHOCTh. MHOIO-
OpIOIIHOM CTEHKHU: oMdaJolese BOJiME, OoJbllas IUIaleHTa u/
WJIU TTyTIOYHAs TPhDKa,; WIW TOJICTas ITYIIOBHHA, MPEXK-

v Makporioccus; JICBPEMEHHBIC POJIBI;

v' Pacmenuna HeOa; v' HeonartanpHasg  THIIO-

v’ Tlepennue CKJIaJIKA TITMKEMUS;
MOYKH yXa U / WIN 3aHUE CITH- v' TlnamMeHeromuil HEBYC;
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pajbHble SIMKH (JIBYCTOPOHHHE
WU OJJTHOCTOPOHHUE);

v' Bucuepomeranus;  Iie-
YEHU, TOYCK, CEJIE3CHKH, MOj-
YKEIIYJOYHOM KEeJIE3bl U HAMIIO0-
YEYHUKOB;

v Kapnuomeranus/
CTPYKTYPHEIE aHOMAJIHK CEPLa
/ KapAMOMHUOIIATHS;

v XapakTepHoe JIHIIO;

v’ JInacrta3 npsIMBIX MBILLI]
HKUBOTA,

v' DMOpHOHAIBHOE  OIIy- v OmnepexeHne KOCTHOIO
XOIIH; BO3pacTa

v T'eMurumepIuiasus;

v' Kiletounas THIEPTPO-

¢busg KOpbl HAMOYECYHUKOB, KaK
npaBwio, 1uddy3Has u IByCTO-
POHHSIS;

v’ AHOMaluu IIOYEK, B
TOM 4YHUCJIE MEIyJUIApHasl AHC-
1a3usl ¢ TIOCIICTYIONIUM pa3BHU-
THEM MEIYJUIApHON TryOuaron
MOYKHU;

v" OTSArOIIEHHOCTh CEMbH
no cuHapomy bexkBura —
Bunemana

HpuMeanue: JJIA ITIOCTAHOBKH KIIMHUYCCKOI'O JHAarHo3a Tpe6y€TCSI HaJIN4uc TpéX
«OONBIINX) IMPU3HAKOB HUJIX ABYX «OONBIINXY H OJHOT'O «MAJIOT'O» IIPHU3HAKA

['unornukemusi pa3BUBaeTCA B MEPBbIE THU Tociie poxkaeHus. [laro-
MOP(OJIOTHIECKHA TPH JAHHOM CHHIPOME MMEET MECTO HE3MIM00JIacTo3
(runepruiazus B-KJIETOK). ITU OOJIbHBIE MPEAPACIIONOKEHBI K (POPMUPO-
BaHUIO 3JIOKAYECTBEHHBIX HOBOOOpa3oBaHuii (HedpoOmIacTome, paxky
HAJIMOYEYHUKOB, TenarodjgacTtoMe U petuHobsactome). JleTanbHOCTD Jie-
Tell B HEOHATAIBLHOM IIEPUOJIE OYEHb BBHICOKA. B 1a00paToOpHBIX YCIOBUIX
OTIpEIETSAETCS MOBBIICHHBIA YPOBEHb MHCYJIMHA, TUIOTIMKEMUS, Xapak-
TEepHA THUIEPXOJICCTEPUHEMUS, TUTICPIUITUAECMHUS, TUTTOKATBITUEMUSL.

TF'unonumyumapuszm. Tsxenasi TUTIOTTIMKEMUSI B TIEPBBIC YaChl )KU3HU
HaOMIogaeTca Ipyu runonutyutapusMe. [[puduHbl BpOKACHHOTO TUIOIHU-
TyUTapu3Ma: THIOIUIA3Us WM aria3usl ajgeHorunodursa, aHaTOMHUYECKOE
pazo0IeHre runoTanamyca u aaeHorunodusa (pa3pbiB HOKKH TUIOPHU3A),
GyHKIIMOHAIBHOE Pa300IeHre TUIoTajaMmyca u aaeHorunoduza (medu-
IIUT WM HApyIIEHHUEe TPaHCIOpTa JUOSPUHOB). [ HITOMUTYUTAPU3M MPHUBO-
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T Kk pedumuty CTI, AKTI u kopTtH3051a, TOHAAOTPONHBIX TOPMOHOB,
BpPOXJICHHAS TUMEPIUIa3Uusl HAATIOYECUHUKOB TAKKE COMPOBOKIACTCS THUIIO-
rIMKeMUen. B KIIMHUYECKON KapTUHE HA MEPBBIM IJIaH BBICTYNAKOT CUMII-
TOMBI OCHOBHOTO 3a0oneBaHus. KpoMe TOro, y HEKOTOpbIX OOJBHBIX OT-
MeUarTca Ae(EKThI JIUIAa M0 CPeAHEN JUHUU (BOIYbSl MACTh WU 3asd4bs
ry0a). Hecmotps na nedpunut CTT', HU3KOPOCIOCTh NMPU POKACHUU HE Xa-
pakTepHa.

[Ipu nmaGopaTopHON NMATHOCTUKE CIEAYET YYUTHIBATH, YTO B KPOBH,
B35ITOM BO BPEMs MPHUCTYNA TUIOTIMKEMUU, BBIABISETCS HU3KHU YPOBEHB
uHcynuHa, koptusona, T4, TTT m CTI. Hago yuuTeiBaTh, 4TO YpOBEHB
CTI' y 3010pOBBIX HOBOPOXKJICHHBIX B IIEPBBIE JHU KU3HU IOBBIIIEH U CO-
craBnser 20—40 ur/mn. CoxaepkaHue KETOHOBBIX T€l B KPOBH M MOYE,
CBOOOHBIX KUPHBIX KUCJIOT U MOYEBOU KUCJIOTHI B KPOBU — B Mpejieiax
HOPMBI. B oT/iMure OT HOBOPOKJICHHBIX C TUIIEPUHCYJIUMHEMUEH, Y HOBO-
POXKJICHHBIX C TUIOMUTYUTApPU3MOM TIOCJI€ BBEACHUS TJIIOKaroHa HaOJIO-
JAeTCsl YBEJIIMUCHUE KOHIICHTPAIIUU TJIOKO3bl B KPOBU, IIPU ITOM, TJIUKE-
MUs OyJeT HAXOIUTCS B MpeAesiaX HOPMbI WJIM Ha HUKHEH TpaHHIE HOP-
MBI.. 3aMECTUTEbHAS TEpaIus MIIOKOKOPTUKOUAAMH U COMATOTPOIIMHOM
JaeT MPEKpACHbIE pe3yybTaThl. Takoe JieueHne MOXKET MOTPeOOBaThCS s
OpEAOTBPALCHHUS] TMIOTJIMKEMHUM HAa MPOTSHKEHUU TMEPBOTO roja >KU3HU
pebeHka. 3aMEeCTUTENbHYIO TEpanui0 TUIAPOKOPTU30HOM MPOBOAAT TIO-
KU3HEHHO.

Hzonuposannwtit oepuyum CTI v uzonupoeanmuwvlii oehpuyum
AKTI HaOnogaroTcs B PEAKUX CIydasix, KOTOpbIe 00YCJIOBJICHBI HACJIE-
CTBeHHbIMU cuHApoMmaMu. M3omupoBanusiii nepunut CTIT 00bIUHO coue-
TAeTCA C XOJIECTATUYECKOM KEITYXOW M remarocruieHomeranuen. [ns
yrounenus nuarnosa onpeaenstor CTI, AKTI' u koptuzon. SddexTrBHa
3aMEeCTUTEIbHAsi TOPMOHOTEpaIus (TIFOKOKOPTUKOUIAMHU ).

['unoraukemMusi MOXKET HaOII0IaThCsl Y HOBOPOXKIEHHBIX C AeeKTaMu
TIFOKOHEOTEHE3a U TJIMKOT€HOIN3A.

I'nukozeno3wt. Jlannas rpyimna 3a00J€BaHUN HOCUT HACJEIACTBEHHbBIN
xapakTep. B ocHOBe jexkuT HapylieHne oOMeHa IIIMKOreHa — CHUYKEHHBIN
[NIMKOTE€HOJIN3, PE3yJIbTATOM KOTOPOTO SIBJISIETCA YBEJIMYEHHOE KOJIMYe-
CTBO TJIMKOTEHA.

I'nuxoceno3z muna I — ayTOCOMHO-pELIECCUBHAs HEOCTATOYHOCTh (ep-
MEHTa TIII0K030-6-hocdaTasbl (mun la) UM TPAHCHOPTHOIO O€JIKA TIIIO-
K030-6-hochar-TpaHciaokasbl (muna I6) — MOMKET MPOSIBUTHCS TsIKEION
TUIIOTJIMKEMUEN YK€ B MEPBBIC Yachl WIH JHU KU3HU HOBOPOXKIACHHOTO,
HO Yaille HaOJroJaeTcs y rpyaHbix Aeten. ['moko30-6-gocdaraza kaTanu-
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3UPYET KOHEUHYIO PEaKIUI0 KaK TJIFOKOHEOTE€HE3a, TaK U THUIPOJIN3a TJIv-
KOT€Ha, pacHIeIlIss TI0K030-6-hocdar Ha TIIIOKO3Y M HEOpPraHUYeCKui
dochar. HecrmocoOHOCTH, OpraHm3Ma MpeBpaTUTh TIIOK030-6-docdaTr B
IJIFOKO3Y BEJET K TUIOTJIMKEMHH JIaXKe MIPU KPATKOBPEMEHHOM T'OJI0IaHUU
n3-3a 0JIOKaJIbl TJIMKOTEHOIM3a U TIIIOKOHEOTeHE3a U HAKOIJICHUIO TJIIMKO-
reHa B MEYECHU, MOYKAX M CIM3UCTOM KHIlIeUHHUKA. PacmosioxkeHne akTUB-
HOTO LEHTpa TIOK030-6-Pocdara3bl B MPOCBETE 3HIOIIA3MATHYECKOTO
pETUKYJITyMa 00yCJIaBIMBaeT HEOOXOAMMOCTh TPAHCIIOPTUPOBKHU BCEX CYO-
CTPaTOB U MPOAYKTOB PEAKIINU, KAaTAIU3UPYyEMOU (hepMEHTOM, Yyepe3 MeM-
OpaHy SHJIOIIJIA3MAaTUYECKOTro peTuKkyiayma. HegqocTaTouHOCTh TpaHCIIOPT-
HOTO O€JIKa COMPOBOXIACTCA HAPYIICHUEM YKAa3aHHBIX BBIIIE PEAKIUM.
KivHuueckue mpu3HaKku: HU3KOPOCIOCTh, BHICTYIAIOIININ KUBOT, T€MaTo-
Merainus (3a cueT HaKOIUICHUS TJIMKOI€HAa W CTeaTo3a), BO3MOXHBI 3PYII-
THUBHBIC KCAHTOMBI, KDOBOTOUYMBOCTD, MOPAXKEHNE MBIIII] (MeTaboIMuecKas
muonatus). HekoTopbie aBTOpbl OTMEYAIOT OCOOCHHOCTH BHEIIIHETO BU[A
TaKuX JeTeW: YIJIMHEHHOE TYJIOBUIIE, YKOPOUEHHbBIC HIXKHUE KOHEYHOCTH,
ruaponedanus, «KKyKoJIbHOE» JHUIIO.

buoxuMuueckue Npu3HaKU: TUIOTJIMKEMUsI Ha (DOHE CTOMKOIro MeTa-
OoJMUecKOro anuao3a (JakTaTtaugo3), TUNepPIUIOnpPOTENHEMUs. Y POB-
HU CBOOOJIHBIX XHUPHBIX KHUCJIOT, TPUTIMIEPUIOB, JaKTaTa, MOUYEBOU
KHCJIOTHI TOBBIIICHBI, YPOBEHb HWHCYJHUHA CHUXKEH. KpOBOTOUMBOCTH
0o0ycJioBJIeHa HapylieHueM (QYHKIHH TPOMOOUMTOB (HO KOJHUYECTBO
TPpOMOOIIMTOB HOpMaibHOE). [lociae BBeIEeHUs TIOKaroHa MOBBIIIAETCS
KOHIICHTpALIMs JIaKTaTa, HO HE TJII0KO3bL. [ MOATBEpKICHUS JUarHo3a
HEeoOXo/uMa OUOICHUS NMEYEHH C TMCTOXMMHUYECKUM HCCIEIOBAHUEM U
ompeAeICHUEM aKTUBHOCTU (DEPMEHTOB in Vitro.

OcHOBHOU cmoco0 JieueHUs1 — WHTEHCHMBHasA auerorepanus. Llenb
J€YEeHUsI — 00ECNEeYUTh MOCTOSHHOE MOCTYIJICHUE TII0KO03bl. Takoe Je-
YeHUEe OBICTPO HOPMAJIU3YET KOHILICHTPAIIMIO TJII0OKO3bI U JIpyrue Jiabopa-
TOPHBIE MMOKA3aTEIU, CKOPOCTh POCTA U pa3Mephl MEUYCHU. Y HEJICUECHHBIX
JIETEeN C TIIMKOreHO30M Tuma I ¢ BO3pacTOM BBICTYIIAET HA IEPBbIM IJIAH
NOpPaXCHUE MOYEK, MOJArPUYECKUN apTPUT, BBIPAKECHHAS THUIIEPIIUIIO-
MPOTEUHEMHUSI MOXKET MPOBOIMPOBATh Pa3BUTUE MaHKpeaTuTa. JonoaHu-
TEJIbHBIM XapaKTEPHBbIM MPU3HAKOM TJIMKOreHO3a [B SIBIAIOTCS TSKEJbIe
PELUIMBUPYIOMINE UHPEKIIMU U BOCHAIUTEIbHbIE OOJE3HU KHUIICYHUKA,
YTO CBS3aHO C HAIMYUEM HEUTPOTICHUU U JUCPYHKIIMU HEUTPOPHUIIOB.

[lpu  enuxocenoze  muna lll  (HEAOCTATOYHOCTH  aMuiio-1,6-
TJIIOKO3UAA3bl) U enuxoceno3e muna VI (HemocTtaTouHOCTh (pocdopuiasbl
MEYCHH ) KIIMHUYECKUE TTPU3HAKHU CXOXKH C TJIMKOT€HO30M | Tuma, HO CUMII-

163



TOMBI TUTIOTJIMKEMUH MPU TOJOJAHUU U T€NaTOMETalIUs BBIPAYKEHbBI 3HAYH-
TeabHO ciiabee. JIakTatanmo3 U yBEIUYEHUE MOUYEBOM KUCIOTHI B KPOBH,
KaK MpaBUJIO, HE XapakTepHbl. B 000MX ciydasx Il yCTAaHOBJICHUS JHa-
rHO3a HEOOXOJAMMBI OUOICHSI TEYEHU U OINpe/eSICHUE aKTUBHOCTU (ep-
MEHTOB in Vvitro. 9(pPEKTUBHO YaCTOE KOPMJICHUE MHUIIECH, OOraToil yriie-
BOJIaMH; HHOTAa TIpH IiukoreHose tuma I Tpedyercs mocTostHHOEe HOYHOE
30H]I0BO€ KOPMJICHUE.

I'anakmo3zemun — rpynna pelkux ayTOCOMHO-PELECCUBHBIX 3a0oJie-
BaHUH, 0OYCIIOBJICHHBIX Je(peKTOM (HEPMEHTOB YTHUJIM3AIMM TaJIaKTO3bI.
depMeHTaTUBHBIEC Je(DEKTHI B KaCKaJie MPEeBPaICHHs rajJaKTO3bl B IITIOKO-
3y MPUBOJST K HAKOILJICHUIO MTPOMEKYTOUYHBIX META00JIMTOB, KOTOPHIE MO-
paxarot paznuunble opranbl (mpexae Bcero [IHC u xpycranuk rinasza). B
HACTOSAIIEE BPEMS BBIICIISIIOT TPU THUIIA TAJTAaKTO3EMUM B 3aBUCUMOCTH OT
nedextHoro gepmenta. Tum I (camblil 4acThIil) — AEUIMT TaIaKTO30-1-
dbocharypuamnrpancdepassl, Tun Il — nepunurt ranakrokunassl, tum 11 —
neuuuT ypuanH-audocdar-ranakto3o-4-snuMmepasnl. ['anakrosa coaep-
KUTCSA B TPYJHOM MOJIOKE. Y HOBOPOXKJICHHBIX C TajaKTO3eMHuEeH HaOJIIo-
JAeTCsl TUIOTJIMKEMHUS PA3JIMYHON CTENEHH BBIPAKEHHOCTH B IIEPBBIC YaChI
WIM JTHU TIocie poxkaeHus. KinuHuyeckue nposiBiieHHs rajJakTO3eMUU: He-
MEPEHOCUMOCTh TPYJIHOTO MOJIOKA U MUTATEJIbHBIX CMECE Ha OCHOBE KO-
POBBETO MOJIOKA, PBOTA, AMApes, KEJITyXa, IenaTOMEralvs, CHHXXEHUE
Macchel Tena win ee npudbaBku. C 2006 rona B Poccun mpoBOaUTCS CKpU-
HUHT Ha TJIAKTO3EMHUIO (OIMpeesieTCs YPOBEHb O0IIEH TrajakTo3bl B KPO-
BU), YTO MO3BOJISICT MTOCTABUTH JIMATHO3 HA paHHEM 3Tane. JleueHue — mo-
KU3HEHHas auerorepanus. Jlaxxe B cllydae MOJO3PEHHS PEKOMEHIOBaH
nepeBoJi peOeHKa Ha cMecu 0e3 TrajlakTo3bl M JaKTO3bl (Ha OCHOBE COH,
TUAPOIN3aTa Ka3eMHa WM JJIEMEHTapHasi CMECh), HE JOXKHUAAsCh TMOJI-
TBEPKJICHUS IUArHO3A.

AnbTepHAaTUBHBIE UCTOUHUKU (KUPHBIE KUCIIOTHI) KpaltHe HEOO0X011-
MBI JIJI1 00€CIICUeHHS YPHEPTUEH OpraHOB U TKaHEH (MUOKap/ia, CKEJIETHOM
MYCKYJaTypbl), @ TAKXKE B YCIOBUAX CTpecca, TOJOJaHHUS.

KapHutrH HeoO0X0auM Jig TPaHCIOPTa CBOOOJHBIX KUPHBIX KUCIOT
U3 IIUTO30JIs1 B MUTOXOHJIPUU, TJE€ MPOUCXOJIUT UX OKUCIECHUE U 00pa3o-
BaHHE KETOHOBBIX TeJ. B 1iuTo3051€ CBOOOIHBIE )KUPHBIE KUCIOTHI MPHUCO-
SAUHSIOTCS K KOQEpMEHTY A M B TaKOM BHJI€ TPAHCIIOPTHUPYIOTCS depes
HapyXHYI0O MeMOpaHy MUTOXOHJApuil. Ha BHeIIHEW MOBEPXHOCTH BHYT-
pPEHHEN MeMOpaHbl MUTOXOHAPHI KUPHBIE KUCIOTHI OTHICIUISIIOTCS OT KO-
dbepmeHTa A, TPUCOCAUHSIOTCS K KAPHUTUHY U MTPOHUKAIOT BHYTPbh MUTO-
xoHpuid. Ha BHYTpeHHE!l MOBEPXHOCTH BHYTPEHHEN MEMOpaHbI KUPHBIC
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KHUCJIOTHI OTIIEIUISIOTCS] OT KAPHUTHHA M TTOCTYIAIOT B MUTOXOHAPUATHHBIN
MaTpuKc. Peakiiuu npucoeIuHEHUs] U OTIIEIICHUS )KUPHBIX KUCIOT KaTa-
JTU3UPYIOTCS KapHUTHHIAIbMUuTOUATpanchepazamu | u 1I. B mutoxonapu-
aIbHOM MAaTPHUKCE >KUPHBIE KUCIOTHI MOJBEpraroTcs f-okucieHuto. B pe-
3yJIbTaTe 00pa3yeTcs aleTHiI-KohepMEeHT A, KOTOPBIA BKIIFOYAETCS B ITUKII
Kpebca. B remaronurax dacte kodepMeHTa A pacxoyercs Ha oOpa3oBa-
HUE KeTOHOBBIX Tei. Ilpu neduuute KapHUTHMHA W/WIA BBINICYKA3aHHBIX
(dbepMEeHTOB CBOOOHBIC YKUPHBIE KUCIOTHl HE MOTYT OBITh MCIIOJIb30BAHbI B
KayecTBE UCTOYHMKA 3HEepruu. [losTomy moTtpediaeHue ritoKo3bl TKaHIMU
PE3KO YCUJIMBAETCS, YTO MPUBOJUT K runorivukeMuu. Kpome Toro, Hemo-
CTaTOYHOE O0pa30BaHHE KETOHOBBIX TEN YCYTYOJSET THUIMOTJIUKEMHUIO. Y
OOJIbHBIX C ACHUIIMTOM KapHUTHHA WJIM C HAPYIICHUSIMU oOMEeHa CBOOO/I-
HBIX JKUPHBIX KUCJOT TOJIOAAaHWE WM HEJAOCTAaTOYHOE MOTPeOJICHUE yTJie-
BOJIOB MMPOBOLIMPYET TUIIOTIUKEMUIO.

Ilepeuunviii  depuyum Kapnumuna HACIEAYETCS AayTOCOMHO-
peueccuBHO U 00ycnoBjeH JedexkTaMu (EpMEHTOB CHUHTE3a KapHUTHHA.
[lepBuuHbIf HePUIIUT KAPHUTHHA — PEAKas MPUYMHA TUMIOTIMKeMHH. Pa3-
JAUYaroT ABe (OpMbI MEPBUYHOTO JePUIIMTa KAPHUTHUHA: T€HEPATU30BAH-
HYIO 1 MUOIIATUYECKYIO.

l'enepanuzosannas ¢opma XapakTepHU3yeTCs HU3KUM COJIEpKAHUEM
KAPHUTHUHA B KPOBH, MBIIIIAX, [TIEYECHH, CEPALIE U APYTUX TKAHIX U Opra-
Hax. 3a0oJeBaHuEe MPOSIBISETCS Y HOBOPOXKICHHBIX, TPYJIHBIX JIETEH U y
nere miaaumero Bo3pacta. KnuHudeckass KapTUHA: TOINIHOTA, pBOTA, Ie-
YeHOuYHas sHIledanonaTusi, HapacTarolas cladocTh, KOMa, rernaroMera-
Ui, UTIEPAMMOHUEMHUS, TUMIOTIIUKEMUS, K€T03 OTCYCTBYeT. [IporHo3 He-
OJIarOMPUATHBIN, T. K. TPUCOCAUHSIIOTCS MPU3HAKK MHOMATHH, B TOM YHC-
ne kapauomuonaruu, nopaxenus: [{THC, orcraBanue B pazputuun. Jleuenue
JIEBOKAPHUTUHOM U TJOKOKOPTUKOUJAaMU 3P(PEKTUBHO HE Yy BceX OO0JIb-
HBIX.

Muonamuueckass ¢opma XapakTepU3yeTCs HHU3KUM COJEpKaHUuEM
KApPHUTUHA B MBIIIIAX U HOPMAIbHBIM COAECPKaHUEM KapHUTHHA B KPOBU
U JIPYruX TKaHsIX W opraHax. KnnmHuyeckas kapTWHA: HapacTarollas MbI-
meyHas ciabocCTh, TsDKENIas KapauoMuonaTus. Muomatudeckyw Gopmy
NEPBUYHOrO Ae(UIIMTa KAPHUTUHA MOXKHO CIYyTaTh C MOJMMHUO3UTOM WU
muoauctpodueit. [lokazano eueHre JTEBOKAPHUTUHOM M TIHOKOKOPTUKO-
uaaMu. MosxeT MaHu(peCTUpOBaTh BO B3pOCIOM BO3pAaCTE.

HacnenctBenubie aedektsl (HEPMEHTOB MHUTOXOHJPUATIBLHOTO TpaHC-
MOpTa U OKUCIIEHUS CBOOOJHBIX JKUPHBIX KHUCIOT WJIM 00Opa30BaHUsS KETO-
HOBBIX TEJ TaKXKe MPUBOJAT K BTOPUUYHOMY AeDUIIUTY KapHUTUHA. [ 'UIO-
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IMKeMUs Ha (JOHE HU3KOTO COJIEp’KaHUSI KApHUTHHA OTMEUYAeTCs MPH He-
AOCTATOYHOCTH anwiI-KoA-gernaporeHaspl cpeaHeleno4YeYHbIX KUP-
HbIX KHCJI0T, anuia-KoA-aermaporeHassl JJIMHHOUENOYEYHBIX KUP-
HbIX KHCJIOT, OKCUMETWIrIayTapwi-KoA-nmna3pl, KapHUTHHNIAJIbMH-
TowintTpancdepas I u Il. Otu cuHIPOMEBI B MTOCIIEAHEE BPEMS BCTPEUAIOT-
csi Bce 4amle. Bce OHM HacIenyrTCs ayTOCOMHO-PELECCUBHO U COIPO-
BOXKJAKOTCSl apTEPUAIIbHOM TUIIOTOHUEW, MBIIIEYHOU TUIIOTOHUEH, Tela-
TOMETaJiMel U KapauoMuonatueil. i rumoriukeMuu, 00yCIOBICHHOU
neUIIMTOM KapHUTHHA WM HApYIICHUSIMH OOMEHa CBOOOJHBIX >KHPHBIX
KHUCJIOT, XapAKTEPHBI HUZKUL YPOBEHb UIU OMCYMCIMEUE KEMOHOBbIX mell B
m1a3Me, Hu3kue ypoBHM MHCynuHa U CTI, HOpMalbHBIM YPOBEHb KOPTH-
30J1a, BO3MOXKEH JIaKTarT-anua03. KoHueHTpauus Iir0KO3bl IOCIE BBEJE-
HUS TJIFOKaroHa HE MOBBIIIAETCS WM MOBBIIACTCS HE3HAYUTEIbHO. [ HIo-
TJIMKEMUIO, OOYCJIOBJICHHYIO ACGUIIMTOM KapHUTHUHA WA HapYyIICHUSMU
oOMeHa CBOOOJHBIX UPHBIX KHUCIOT, CIEAYET OTJIMYATh OT TUIOTIHKE-
MUH, OOYCIOBJICHHOW THNEPUHCYIMHEMHUEN (TTOCKOJIbKY YPOBEHb KETOHO-
BBIX TEJ MPU TMIIEPUHCYJIMHEMHUM TOXKE HU3KUM). [lepBuuHas KapHUTHUHO-
Bas HEJOCTAaTOYHOCTh, JeduuuT anetuia-KoA-neruaporeHasbl OYEHb
JUIMHHO-, JUIMHHO-, CPEIHEIECIIOUYECUYHBIX KUPHBIX KUCIOT, KAPHUTUHIAIb-
muTownTpancdepazamu tum I 1 Tun Il BXoaaT B paciivpeHHbI HEOHATAIb-
HbIA CKPUHUHT.

bone3nv knenosozo cupona (BaMHOJNEHIMHYPUS) BBI3bIBACTCS HEJO-
CTaTOYHOCTBIO JETUAPOTEHA3bl (l-KETOKHUCJIOT C PAa3BETBICHHOW LIETIBIO U
npuBOAUT K TsikenbiM nopaxkenusm [HHC. Ykazanuelii epMeHT Kataiu-
3UpYET PacUICIVIEHUE KETOKUCIIOT C Pa3BETBICHHON LIENbIO, KOTOPBIE 00-
pa3yroTCs B PE3YJIbTAaTE PACLICIUIEHUS] AMUHOKHUCIIOT C PA3BETBICHHOU 11€-
neto (BCAA): neitiiuna, nzoneinuna u BanuHa (puc. 12).

NeinumH N3onerlumH BanwuH

v v v

2-keTou3okanpoat 2-keTo-3-meTuneanepuar 2-keToBanepuar

degpexm epmenma

el s B R et R [

Puc. 12. Cxema napywenuii oomena npu 601e31u K1€H08020 CUPONA
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Kak crnencrBre, KETOKHCIOTHI M aMUHOKHCIIOTHI HAKAIUIUBAKOTCS B
KPOBH, ABJISISICH TOKCHYHBIMU MPOTYKTAMMU.

BbIpa)k€HHOCTh CHUMIITOMATUKH BapyWaTHBHAS. B TskenbIX ciydasx
MPOSIBIISIETCS C 1—2 HEeAENM MOcie POXKIACHUS, CHMIITOMBI BKJIIOUAIOT: Oec-
MMOKOMCTBO, HAPYIIEHUE CO3HAHUSA, CYJOPOTH, MBIIIEYHBIA THUIIO- U TUIIEP-
TOHYC, CPBITUBAHUS, PBOTY, OTKAa3 OT €lIbl; MOYa UMEET XaPAKTEPHBIA 3a-
nax. B panpHeimeM MNPOUCXOAUT 3aAepkKKa (U3UYECKOTO U HEPBHO-
MICUXUYECKOTO Pa3BUTHUSA. bBHOXMMHUYECKUE MPU3HAKU: TUIIOTJIIMKEMHUS, Ke-
TOHYpUSI U KETOHEMHUS, META0OJIMYECKUN alu03, YBEIUYCHUE KOHIICH-
Tpallu¥ aMUHOKHUCIIOT (JIeHIIMHA, W30JICHIIMHA U BajiuHA). [ MmorinkeMus
oOycJoBI€HAa HApYNICHUSIMHU TJIFOKOHEOTeHE3a W TIOBBIIMICHUEM YpPOBHS
JeHMHa B KPOBU M OOBIYHO MPOSIBISETCA y HOBOPOXKIACHHBIX IMPHU 3a-
NepKKe KopMiieHHs. PaciimpeHHbIii HeoHaTanbHbIH CKpUHUHT (¢ 2023 1.)
BKJIFOYAET IUarHOCTUKY OOJIE3HU KJICHOBOTO CHPOIa METOJIOM TaHIAEMHOMN
Macc-CEKTpoMeTpuu. JIleueHue 3aKkiroyaeTcs B JUETOTEPAIIHH.

JInarHocruka

KpurepreM HEOHATAIBHOW THNOTJIMKEMHUM CIIEAYET CUUTATh CHUMKE-
HUE YPOBHS TJIIOKO3bl B KPOBU HUKE 2,6 MMOJIB/JI HE3aBUCUMO OT Beca U
CpOKa recraiuu mpu poxjacHuu. [lepBoe onpeaeneHue ypoBHS TIIFOKO3bI B
KpPOBHU 11€JI€CO00PA3HO BBITIONHATh y JeTel U3 TPYIIbl prcKka (cM. TabIl.
6.1.1.) gyepe3 30 MUHYT TIOCJE POXKACHHUA, a Jajee B TEUECHHUE IEPBBIX
JIBYX CYTOK YPOBEHb INIMKEMUH CIEIYET ONPEACHATh Kaxaple 3—6 4acoB, B
nocuenyrmue 3 qHs — Kaxaple 6 4acoB. B ciydae BBISBICHUS THUIIOTIIU-
KEMHUHU KOHTpPOJb yuaiairoT. B HacTosiee Bpemsi MpUOOpeTaeT MIUPOKOE
MPAKTUYECKOE MPUMEHECHUE HENPEPHIBHBIN MOHUTOPUHI TJIMKEMHHU, OCO-
OCHHO aKTyaJIbHBIA Yy TJIyOOKO HEJOHOIIECHHBIX JIECTEH.

[Ipy mepcucCTUpPYIOIIEeH TUIIOTIUKEMUHN OOCTIETOBAHNE MOXKET BKJIIO-
yaTh KII[C, ypoBeHb CBOOOJHBIX >KUPHBIX KHUCIOT, JIaKTaTa, aMMHAKa,
ypOBEHb MHCYJIMHA, C-nenTuaa, KOpTU30Jia, TOPMOHA POCTAB KPOBH, ypO-
BEHb KETOHOBBIX TEJI B KDOBH WJIM B MOYE U T. 1.

JleyeHue

[{enbro JIEUEHUS] TUTIOTIIMKEMHUU SIBJISIETCS MPENOTBPALLICHUE WIIH CBE-
neHue Kk MunnmMymy nospexaeHus [IHC nyteM nogaepxkaHusi KOHIIEHTpA-
[AY TJFOKO3bI BBIIIEC KPUTUUYECKOTO nopora. Eciu pokeHune BBOAAT TIIHO-
KO3y BHYTPUBEHHO, TO KOHIIEHTPAIMA TIJIFOKO3bl B €€ KPOBU HE JOJDKHA
npeBbiiath 11 Mmoib/n. M30BITOK TIIFOKO3bI TTOCTYIIAE€T B KPOBb ILJI0/Aa U
CTUMYJIMPYET CEKpenut0 MHCyJHHA. [[03TOMy BHE3almHOE MpeKpaleHue
MOCTYIUIEHUS TJIIOKO3bI MOCIIE OTIACICHUS ITYIIOBUHBI MOXET BbI3BAThH TS-
KEJIYIO TUTIOTJIMKEMUIO Y HOBOPOXKIECHHOTO.
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Heo0xoauMO MOMHUTH O TOM, YTO WHIUKATOPHBIE TECT-TIOJIOCKHA Ha
[JIFOKO3Y HETOYHBI MPU HU3KUX KOHIICHTPAIUSIX TJIFOKO3bI, U, TAKUM 00pa-
30M, BCE 3HAYEHHSI C OTKJIOHEHHUEM OT HOPMBI TPEOYIOT J1abOpaTOPHOIO
NOATBEPKJCHUA. KOHTpOJb TIMKEMUM OCYIIECTBIIIOT 4epe3 30 MUHYT
nocjie Havajga Tepamnuu, 3aTeM exedacHo. Ha BTopble CyTKM MpH MOJ0XKU-
TEJIbHON JUHAMUKE B OOBEKTMBHOW KapTHUHE M JIaOOpaTOPHOM CTaTyce
KOHTPOJIb OCYIIECTBIISIETCS Kaxaple 3—4 yaca.

BaxxHenmmMu npaBuiaaMu JICYEHUS THUIIOTJIUKEMUAN SBIISIIOTCS CIIECIY-
110)110% (K

1. HoBopoxieHHBI peOCHOK JIOJKEH IMoJy4aTh MUTaHue. beccumii-

TOMHYIO THUTIOTJIMKEMUIO JIeUaT IMyTeM OOBIYHOTO MpHeMa MHIIIH.

2.Hdy3uto rII0KO3bl HAYMHAKOT MPU 3HAYEHUAX TJIIMKEMUHM MEHEe

2,6 MMOJIB/JT U KIIMHUYECKUX MPOSIBICHUSIX TUIOTITUKEMUU, JTU0O0 MpH

OTCYTCTBUH OTBETa MOCIE KOPMJICHUS Ja)xe Mpu 0€CCUMITOMHOM T'H-

MOTJINKEMUHU.

3.OcHoBHOM pactBOp — 10 % rit0KO3a, BBEJICHUE B JIBA 3TAla:

1 sman (munubontoc) — oovemom 4—8 mi/kr (0,4—0,8 r/kr) 3a 5-15

MUHYT (MaKCHUMajbHasi CKOPOCTh 1MJI/MUH);

2 sman — NOCTOSIHHAsA UHPY3Us cO CKOpoCcThiO 2,4—4,8 Mi/kr-yac (48

MT/KT*MHH).

4.BBoauTh B nepudepuuecKkyo BeHYy pacTBOPHI ITIOKO3bI ¢ KOHIICH-

Tpanuyen Boiie 12,5 % HexenaTenbHO W3-3a MOBBIIMICHUSI PUCKA BO3-

HUKHOBEHHUS CKJIEpO3a BEHbI (HEOOXOJMMa YCTaHOBKA IIEHTPAIHHOTO

BEHO3HOI'O KaTeTepa).

5. Kopmiienue Bo BpeMsi MHPY3UU HE TPEPHIBACTCS.

6.1lpu HEOOXOAMMOCTH TPYIHOE MOJIOKO (CMECh) BBOAMUTCS uepes

30H/I.

7.Pe3koe mpekpalieHue MH(PY3UH MOXKET BBI3BATh THIOTJIUKEMMUIO,

MOA3TOMY 03y TJIIOKO3bl YMEHBIIAIOT MocTeneHHo. OCoOEHHO BbIpa-

KEHO y TAMEHTOB C TUIIEPUHCYJIIMHEMHUEH, TaK KaK pE3KOE yBEIUYE-

HUE TJIMKEMUH BJeYeT 3a cOO0M BRIOPOC MHCYJIMHA.

8.1leneBble moka3aTenaud TJIMKEMHU — JaMana3oH or 2,6 mo 5,0-5,5

MMOJIb/J. TIpyn mepcucTupyromeil runorjiuKeMU HIDKHSS TpaHUla

TMKEMHUH BHIIIE U JOJDKHA COCTaBIATH 3,3—4,0 MMOJIB/ 1.

9.Ecnu nuarHo3 THNEPUHCYJIMHEMUU YCTAHOBJIEH W TUIOTJIMKEMUS

COXPAaHSIETCSI HECMOTPsI Ha BHYTPUBEHHOE BBEJICHHUE TJTFOKO3bI CO CKO-

pocThio OoJiee 12 MI/Kr-MHH, pEKOMEHAYETCSl BBEJACHHUE KOHTPHUHCY-

JSIPHBIX TOPMOHOB:
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a) TUIPOKOPTU30H 5—10 MI/KT B CyTKH WM MPEAHU30J0H 1-3 Mr B
CYTKH BHYTPHUMBIIIICUHO WU BHYTPb;

0) rmokaron 20—30 MKI/KI BHYTPUMBIIIEYHO WM MOAKOXHO. Cleny-
€T OTMETHUTb, YTO d(PEKT TIIIOKaroHa pasBuBaercs uepe3 5—20 MUHYT U
npoaosnkaercs 10 1 gaca. /lo3a MoxkeT ObITh BhIle — 70 100 MKI/Kr, 110-
BBIIIICHUE /03Bl A(OPEKTUBHO CKA3BIBAETCS HA TIMKEMHUHU, OJIHAKO YBEJIHU-
YUBAET PUCK MOOOUYHBIX PEAKIMNA Ha KETyIOYHO-KUIIICYHBIN TPaKT (TOII-
HOTAa, PBOTA).

[Ipu HEerhPEeKTUBHOCTH MPOBOJUMOIO JICYEHUSI BOSMOKHO HCIIOIb30-
BAHUE JUA30KCHUJIA U OKTPEOTHUA. J[Ma30KCHI U OKTPEOTHUT TIPU TUIICPUH-
CYJIMHU3ME HCHOJIb3YIOT B TEUEHHE JUIUTEILHOrO BpemeHu. [Ipu mossie-
HUU TIOOOYHBIX SIBIGHWM, CJIA00TO OTBETa MOKa3aHa CyOTOTaJbHAas TaH-
KpEaTOTOMMUSL.

Ecnu runornmkemMusi COXpaHsieTcss WM PEUUIUBUPYET HECMOTPS Ha
yBEIIMUCHUE CKOPOCTH MH(Y3UHU TII0K03bl Oonee 10mr/kr-mMuH, ee Hanbo-
Jee BEPOATHBIC MPUYUHBI — TUNEPUHCYIUHEMUS WU JePUIUT KOHTPHUH-
CYJISIpHBIX TOpMOHOB (KopTu3ona, CTI', riatokarona) nub0 BPOXKIECHHBIE
HapyIICHUs] TJIIOKOHEOreHe3a WJIM CHUHTEe3a TJIMKOTeHa. Takum o0pazom,
JICYEHNE TUIOTIMKEMUAHN MOXET 3aKJII0YAThCA B 3aMECTUTEIIBHOM TOPMO-
HaJIBHOM Tepanuu, Ha3HAYCHUH CIEIU(DUUECKOTO JeYeOHOr0 MUTaHuU.

IIporuo3s

Bknan B noBpexaenue [[HC y koHKpeTHOro pedbeHka u3-3a TUIOTIIH-
KEMHUU TPYIHO OIICHUTH, TaK KaK OOBIYHO B TaKOM CJIy4yae B MEpUHATAIIb-
HOM TEpHOJIe MPUCYTCTBYET M npyras mnatojorus (3BYP, nemoHoieH-
HOCTb, acpuKcusi, UHPEKIUU U JIp.), HO BCE K€ CUUTAETCS YCTAHOBJICH-
HBIM, YTO HEOHATaJbHAsI TUIIOTJIMKEMHUSI MOXKET MIPUBECTH K OJMDKANIINM U
OTIAJICHHBIM TICUXOHEBPOJOTMYECKUM PACCTPOMCTBAM (UE€M TMO3KE OHa
BBISIBJICHA, TEM 00JI€€ BEPOSITHBI ATU OCI0XKHEHUs). MIMeeT 3HaueHue npo-
TOJKUTEIBHOCTh M TIOBTOPHBIE AMU30/bl TUIOTIUKEMUH, KOTOPBIE, CO-
IJIACHO JINTEPATYPHBIM JTAHHBIM, CONPSIKEHBI C PUCKOM HEBPOJIOTHYECKHUX
IIOCJIEICTBU.

Hpopunakruka

[TpoduyiakTUKa TUMIOTJIMKEMUN Y HOBOPOXKJICHHBIX (B TOM YHCIE U3
IPYII PUCKA) BKJIKOYAET: KOHTAKT C MaTEPhIO «KOKaA K KOXKE» cpasy Mocie
POXKAEHUS, TEIUIO3allMUTa, PAHHEE HAyajao TPYyJHOTO BCKapMIIMBaHUS (B
NEPBBIN Yac KWU3HU), KOPMIIEHUSI Kaxble 2—2,5 yaca 0€3 HOYHOTO Tepe-
pbIBa (B MepBbI€ 3 JHA), IPU OTCYTCTBUM COCATEIIBHOTO peduiekca — KOpM-
JIeHUE Yepe3 Ha3zoracTpalibHbId 30HA. [IpodumakTrueckue MeponmpusTUs
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10 MPCAOTBPAIICHHUIO ITOBTOPHBIX 31TM30/J0B T'MIIOTJIMKCMHUHU 3aKJIIOYAIOTCs
B MOHHUTOPHHI'C I'NITMKCMHH, A ICKBATHOM KOPMJICHHUH U YXOAC 3a pC6€HKOM.

6.2. ImabeTnueckasi IMOpHMO- U (peTONATHS Y HOBOPOKAEHHBIX JIeTel

DOMOpuonaTuy MPeaCTaBIAIOT coO0M 3a00JIeBaHUs 3apO/bliiia, BO3HHU-
Karolue ¢ MoMeHTa JUu(PGEepeHIIupOBKU U JI0 MEepUOJia 3aBEPIICHUSI OC-
HOBHOT'O Tpoliecca OpraHoreHesa, To €cTb A0 12 Heaenb BHYTPUYyTPOOHOM
XKU3HU. B pe3ynbTaTe BpeHbIX BO3JACHCTBUN 3MOPHOH HE CIIOCOOEH OTBE-
TUTh PEAKTUBHBIMU BOCTIAIIUTEIbHBIMU 3a00JieBaHusIMU. [laTomornueckue
BO3JICUCTBUSL BBI3BIBAIOT B €r0 TKaHAX JUCTPOPUUYECKUE H3MEHEHUS
BIUIOTH J10 TOenu. [loaTomy mpu 3mMOpronaTHsIX yalle BO3HUKAIOT MOPO-
KU pa3BUTUS. DMOpHONATHU MOTYT Pa3BUBATHCS IO/ BO3JCHCTBHEM BU-
pYCHBIX HMH(EKIMH, HapylIeHUH NUTaHUs, OOMEHa BEUIECTB, BHYTPHU-
yTPOOHOM THUIIOKCUU, TOJ BIUSHUEM HEKOTOPBIX MEAUKAMEHTOB, MOHU3U-
PYIOLIETO U3IIyYEHUSI, UIMMYHHBIX IPOIECCOB.

detonatun — 510 3a0ojeBaHMsA IUIOAA, BO3HHUKAIOIIME mocie 12
HEJleb BHYTpUYTpoOHOro paszputus. deromatun MOryT OBITH Haciel-
CTBEHHBIMU U BBI3bIBATHCS IK30T€HHBIMU (PaKTOpamu.

Hapymienus: pyHKIMY SHIOKPUHHBIX KeJe3 Yy OepeMEeHHOM OTHOCSTCS
K (hakTOpaM BBICOKOTO PUCKA MEPUHATAIBHON MATOJOTHH, TaK KaK MOTYT
ObITb ~ MPUYMHOM  BO3HMKHOBEHUM y  IUIOAAa  BHYTPUYTPOOHBIX
SHJIOKPUHOIATUN. M3BECTHO, UTO MPU HEAOCTATOYHOCTH TOPMOHAIBHOU
AKTUBHOCTH KaKOU-HUOY/b KeJe3bl Y MaTEPU MPOUCXOAUT TUnepTpodus u
TUIEPIUIA3Usl AHAJIOTUYHOIO JHJOKPUHHOIO OpraHa y IUioAa, 4YTo
COMPOBOXIACTCS TMOBBIICHUEM (DYHKIMU JAHHOM Keje3bl, HUBEIUPYS
UMEIOLIUICS Ae(DUITUT Y MaTEpHU.

3apobIlil U TIJI0/T, PA3BUBAIOIIUNCS Y KEHIIMH C CaXapHbIM JuabeToM
(CH), noaBepraeTcsi KOMILIEKCY OTPUILIATENbHBIX BO3JICUCTBUM, 00YCIIOB-
JICHHBIX TSXKECThEO OCHOBHOTO 3200JICBAHMUSI.

dakTopsl pucka 1y mwiona npu CJ1 y marepu:

1. Beicokas nepuHaTaibHast CMEPTHOCTb.

2. BpoxJ1IeHHbIC aHOMAJIWH.

3. HeoHaranpHbIE OCIIOKHEHHS.

4. IIpexx1eBpEMEHHOE POKJICHUE.

Bo BpeMsi OepeMEHHOCTH y KCHIIMHBI MOXET BO3HHKATH T'€CTAI[MOH-
HBIM caxapHbiil Auadet. ['ectannonnbiit caxapupiii auadet (I'CI]) — 3a60-
JIEBAHUE, XapPaKTEPU3YIOLIEECs TUIEPTIIMKEMUEN, BIEPBBIE BBIABICHHOU
BO BpeMsi OEpEMEHHOCTHU, HO HE COOTBETCTBYIOIIEH KPUTEPUSIM «MaHU-
dbectrOrO» CJI.
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dakTOphI pUCKa Pa3BUTUS TE€CTAIMOHHOTO aAuadera:
1. OrtsiroumeHHbIN aKyIIEPCKUN aHAMHES.

2. W30BITOYHBIN BEC WU OKUPEHUE.

3. HacnencrBeHHas oTsaroieHHOCTh mo CI.

4. HapymieHus yriaeBoJJHOro oOMeHa B aHaMHE3e.

5. CepaeuHo-cocyucThie 3a001€BaHMUs.

6. AprepuanbHas TUIIEPTCH3US.

7. JlucaunuaemMmus.

8. Hwuskas ¢uzmyeckas akTHBHOCTh

9. Ilpusnaku WHCYJMHOPE3UCTEHTHOCTHU (acanthosis

nigricans, CAHAPOM MOJUKUCTO3HBIX SUYHUKOB).

[Ipy Hamuuum (HaKTOPOB PUCKA MPU TUIAHUPOBAHUM OEPEMEHHOCTH
WJIM TIPM €€ HACTYIICHUH HEOO0XO0IUMO MPOBOIUTE TECT HAa TOJEPAHTHOCTH
K TJTIOKO3€.

Teuenue caxapHoro nuabera 1 Tuma Bo Bpemsi 0€peMEHHOCTH MMEET
OoJiee JTaOWIIbHBIN XapakTep OOMEHHBIX MPOIECCOB, CKIIOHHOCTh K TaKUM
OCJIOKHEHHUSAM, KaK KeToalua03, THIOTJIUKEMUYECKHEe COCTOsiHUA. B
nepBbie 16 Henenb OEpPEMEHHOCTH CHUXKAETCA MOTPEOHOCTh B WMHCYJIMHE
(o 30%), 4UYTro OOBACHSETCS CIOCOOHOCTHIO  XOPHOHUYECKOTO
TOHAJIOTPONIMHA KA4YE€CTBEHHO IMOBBIIIATh AKTUBHOCTh TIIMKOJIUTHYECKHUX
’JIEMEHTOB Ha miepudepun. Bo BTOpom mepuone — ¢ 16-it mo 28-it Hex
OEpeMEHHOCTH — TE€UEHHE CaxapHOro AuadeTa IO BIUSHUEM aKTHUBAIUU
runor3apHO-HATOYCUHUKOBBIX U TIalleHTapHBIX TOPMOHOB
CTAaOMIM3UPYETCS Ha YPOBHE, XapakKTepHOM [Jia 0OoJjiee BBICOKOM
NOTpeOHOCTH OpraHu3Ma B MHCYJIMHE, YXY/IIaeTCsa TeUeHUe 3a001eBaHus,
yBEIUYUBACTCS TOTPEOHOCTh B HWHCYJMHE, BO3MOXXHA CKJIOHHOCTH K
aruao3y. Tpetuit mepuoj HauMHaeTcs rmocie 28-i Hexene O0epeMEeHHOCTH.
CBoiicTBeHHass OE€pEMEHHOCTU WHCYJUHOPE3UCTEHTHOCTh OO0YCIIOBIICHA
BO3PACTAIOLIEN CEKPELMEN IUIAEHTAPHOTO JIAKTOTEHHOTO TOPMOHA. JTO
OPUBOAUT K YBEJIUYECHUIO MHCYJIHUHOMOTPEOHOCTH ¢ MakKCUMyMoM Ha 31-
i Henene. Kpome Toro, HaOmojgaeTcss TMOBBIIICHHAsT CKJIOHHOCTh K
aruao3y. OpHako K KOHIy OEpeMEHHOCTH OTMEYaeTCsl CHIDKEHHE
NOTpeOHOCTH OpraHM3Ma B MHCYJIMHE, YTO TIPU CTAOMJIBHOW J03e
BBOJIUMOT'O WHCYJMHA MOXET IPUBECTH K IMOSBJICHUIO THIIOTJIUKEMUH,
KOTOpasi 3HAYUTEIBHO YyXYIIIAET COCTOSHUE IUIOJA. 3HAYUTEIbHOE
CHUKEHHE MOTPEOHOCTH OpPraHM3Ma B MHCYJIMHE CIIEyeT paccMaTpuBaTh
KaK IMIPOTHOCTUYECKHU HEOJIAarOmPUsATHBIN CUMITTOM.

B pomax Bo3pacraeT MpoAyKIUs KOHTPUHCYJISIPHBIX TOPMOHOB, OCO-
OCHHO B MOMEHT POJIOBOI'O CTPECCa, YTO CIIOCOOCTBYET YXY/IILICHUIO TeUe-
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HUs auabeTa, B CBSA3W C YeM Y psija POKCHHI] IMOBBIIIEH caxap, BOZHUKAET
OMAaCHOCTh pa3BUTHS anu03a. OTHAKO MBIIIEYHOE HANPSKEHUE, OTKA3 OT
MUY MOTYT OBITh MPUUUHON PA3BUTHUS TUIIOTIIMKEMUMU.

B mnocneponoBoil mepuoa, cpa3y IMOCIE POJOB, TOJIEPAHTHOCTb
OopranM3Ma K YIJIEBOJIaM PE3KO YBEIMYUBACTCSA, B CBSI3U C UYEM
HEOOXOJMMO YMEHBIIUTH JI03bl BBOJAMMOIO HHCYJIWHA. B mepuon
JaKTalid TMOTPEeOHOCTh B MHCYJIMHE HIXKE, 4YeM BHE OEpEeMEHHOCTH.
Oco0eHHO 3HAYMUTENHHO TAJAET COJEpPKAHUE caxapa B KpPOBH IOCHE
KecapeBa CEUCHHUSI.

Bce KeHIMHBI AETOPOJHOrO Bo3pacta, 0oibHble CJI mnm umeroue
(bakTOpbl pUCKAa K PA3BUTHUIO ATOTO 3a00JIeBaHUS, TOJDKHBI OBITH B3ATHI Ha
0COOBIN TUCTAaHCEPHBINA yUET.

Ncxon 6epemennocty npu CJI B 3HAUUTENHHON CTENIEHU 3aBUCUT OT
CpoOKa M METOJI0B pojopa3zpernieHus. [Ipu HeocI0)KHEHHOM TeueHUH Oepe-
MEHHOCTH, Jierkoi popme CJI, 6;1aronosry4yHoM COCTOSHMM IUIOAA OITHU-
MaJbHBIM BapHaHTOM SIBJISIIOTCS CIIOHTAHHBIE CPOYHBIE POJIbI B 38 HEeb.
[Ipu HemocraTouHO KOMIIeHcHupoBaHHOM CJI, HapacTaHuy recro3a, MHOTO-
BOAMS HEOOXOIUMMO TMO3BOJUTH pojaopaspelieHue B 37 Henenb. Panblie
36 Henenb pephIBaHNE OEPEMEHHOCTH MOKA3aHO MPHU SIBHOW yrpo3e MaTe-
pHU WM TUIONY, a paHblie 35 HeAelb TOJIbKO IO KU3HEHHBIM MOKa3aHUSIM
CO CTOPOHBI MAaTEPH.

C BBeJeHHMEM HHCYJWHOTEpANMd MAaTEPUHCKAs CMEPTHOCTb KpaifHe
penka. OgHako nepuHaTadbHas THOEb MJI0/I0B 1 HOBOPOXKICHHBIX B KIIH-
HUKax 0e3 CHelUaTu3UpOBAHHOTO HAOIIONCHUS U JICUCHUS] HEPEAKO HO-
cturaetr 20-30 %. HeOnaronpusarHeie ycloBHUs BHYTPUYTPOOHOTO pa3BH-
THS CKa3bIBAIOTCA HA Macce TeJa MIoja, 0COOEHHOCTSAX €ro pa3BUTHA.

IaTorenes

Coctosinne ®DIIK y OepeMeHHBIX ¢ CaxapHbIM JHA0ETOM 3aBUCUT OT
MHOTUX TMPUYUH, TJIABHBIMH U3 KOTOPBIX sBIStOTCS TUIT CJI, ero KoMmneH-
caiusi, HaJIM4ue OCJIOKHEHUN OEpeMEHHOCTH, OCOOCHHOCTH T'€CT03a U MHO-
roBojiusg. Mopdosiornueckue nsmenenus rmianeHtsl npu CJI xapakrepuzy-
I0TCSI HAPYLIEHUEM CO3PEBaHUs (3aMEJICHHBIM WIN MPEXKIECBPEMEHHBIM) C
YBEJIMYCHUEM WJIM YMEHBIICHUEM MAacChl IJIALICHThI. XapaKTEepPHbI HM3Me-
HEHHUS YJIbTPACTPYKTYPHI IUIAIIEHTAPHOTO Oapbepa.

VY xenmud ¢ CII 1 tuma B 100 % cimyyaeB UMeeT MECTO Ta WJIW UHAas
creneHb QeroruianieHTapHoil HepocrtarouHocTu (PITH). Yrto eir cocob-
cTByeT? Makpo- 1 MUKpPOAHTHUOIIATUHN Yy MaTEPH, JUCIUNUAEMUS, TUIIEPT-
JUKEMUSI, TUIIEPOCMOJISIPHOCTh, TO €CTh MOXHO CKa3aTbh, YTO IEPBBIM U
CYIIECTBEHHBIM (PAKTOPOM Pa3BUTHS THUAOCTUUYECKON (heTomaTuu sIBISETCS
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®ITH, nmporpeccupyromas Mo Mepe YBEIMYEHHUS CpOKa OEpeMEHHOCTH.
BropeiMm mexann3zmom pazsutusa JD gBisieTcs ropMOHaAJIbHAS TUIALICHTAp-
Hasg gauchyHKuus. HM3BECTHO O 3HAYUTENBHOM  YBEJIMYEHUH  O-
¢deronporenna y 6epemennbix ¢ CJI, ocodenno nocne 33—34-ii Henenb Oe-
PEMEHHOCTH, 4YTO CBHJIETEIILCTBYET O HAPYLIEHUU CO3pEBaHMs Iuiofa. Tpe-
TUH (akTop B reHe3e nuadbeTHYecKor (eTomaTuu — HapyIIEHHE TOPMO-
HaJIbHO-PELIENTOPHOTO B3aUMOJICUCTBUSI HA YPOBHE KJIETOUYHBIX MEMOpaH.
[Tpu Hammuum AedunnuTa MHCYJIUHA HAOIIOAACTCSl HAPYIIICHUE BCEX ATAINOB
o0pa3zoBaHus TOPMOHAIBHO-PELIENTOPHOTO KOMILIEKca. HemocpeacTBeH-
HBIMU WHJIYKTOpaMHU JIHA0ETHYECKON (eTonaTuu SBISIOTCS pa3IuyHbIC
MeTabonuueckue cuHAPoMbl. Oco00e 3HaUeHHE UMEIOT UX BBIPAKEHHOCTb,
COoueTaHue, JUIUTENbHOCTh. Halmio1aoTcs TUnepriukeMus, KeToanuaos,
HEaJIeKBaTHAasA MHCYyIUHOTEpamnus, cuHapom Comomxku. [ uneprimkemus y
MaTepy MPUBOJUT K TMIEPUHCYIMHEMUU TUI0Ja (MHCYJIMH MAaTEPU HE MPO-
HUKaeT uepe3 IUIalleHTapHbIM Oaphep): MOBBIIIACTCS aHa0OINYECKOE BIIH-
aane CTI, napymaer ap(puHUTET TOPMOHAIIBHBIX PELENTOPOB, YTO COB-
MECTHO C 3K30T€HHOW TMIIEPUHCYJIMHU3AIMEN TPUBOAUT K MTOPOKaM U 3a-
JEp’KKEe pa3BUTUS IJI0/1a. BHYTpUyTpOoOHasi TUMOKCUS — LUPKYJSITOPHBIC
HapylIeHUs, CHIKEHHE cuHTe3a cypdakranta — BbizbiBaeT PJICH. I'uno-
KCUSl IUIOAA CIOCOOCTBYET HApyUIEHUIO MO3TOBOTO KpPOBOOOpAILIEHHUS,
TUCMETa00IN3MY, YTO MPUBOJUT K TUMOTIMKEMHUH TUlofa. TsKenble pe-
CHUPATOPHBIE PACCTPOMCTBA, HE3PEIOCTh 11014, MHPEKIIMU MOTYT BbI3bI-
BaTh rHOEPrIMKEeMUI0. OCIOKHEHUS B POJax, Majblil T€CTAlMOHHBIN BO3-
pacT, TPaH3UTOPHASI HEIOCTATOYHOCTh NMAaPAIIUTOBUAHBIX KEIE3 TPUBOISAT
K TUMOKAJIbIIUEMUN, TUTIOMATHUEMHUH, KOTOPBIE CIIOCOOCTBYIOT PAa3BUTHIO
cynopor. ['eMogunaMuueckue HapyieHus, acuKCus, Jeruaparaius npu-
BOJIAT K allAJI03Yy.

[Ipy neKOMIEHCUPOBAHHOM CaxapHOM AMA0ETE CTPaJar0T KOMIIEHCa-
TOPHO-IPUCTIOCOOUTENbHBIE PeaKlUU TUIalleHThl. BHYyTpuyTpoOHOE cocTo-
aaue wiona npu CJI maTepu onpenensieTcss KOMIIEKCOM (PaKTOPOB: THUIIOM
u TsoxecThio C/I, ero komneHcanuen, Haau4ueM, XapakTepoM, JITUTEIbHO-
CTBIO OCJIO)KHCHHMM U WX JICYEHHWEM, TAaKTHUKON BeJeHUS OEpEeMEHHOCTH U
POJIOB, OCOOEHHOCTAMM MPUMEHSIEMBIX CPEACTB U METOJOB JIeUEHHUs Oepe-
MEHHOM.

AHTeHaTabHas THOENb TUIOJA Yalle HacTynaeT Ha 29-32-it wim 35—
36-ii Henene OepemeHHOCTH. JJIsl aHTEHAaTaJlbHOW THMOEIW IUI0Ja MOTYT
MMETh 3HAYCHHUE OTSATOLICHHBIM aKyLIEPCKUM aHAMHE3, YPOTCHUTaJbHAs
UHGEKIMs, JOMOIHUTENbHbIE CONMYTCTBYIOIIME 3a0o0JieBaHMs TpU Oepe-
MEHHOCTH.
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WNuTpaHatanbHasi THOEINb J10/1a Yallle BCETO BO3MOXHA U3-3a BHYTPH-
yTpoOHOU rumnokcuu. K mocienneil npuBoaaT METa0OJIMYECKUE HapyIIe-
HUs, 00ycioBieHHbIe AekomneHcamnuel CJI, dheTomnanenTapHoi HeI0CTa-
TOYHOCTBIO.

Pa3HooOpa3Hbie KIMHUYECKUE MPOSIBICHUS MOTYT ObITh OOBSICHEHBI
JUIIb COBOKYMHOCTBIO CJIOXKHBIX (DU3UOJIOTHYECKUX M OMOXMMHUYECKHUX
npoiieccoB. ['unepriaukemusi OepeMeHHOW OOYyCIaBIMBAET THUIIEPIIIUKE-
MHIO y IUIOJA, KOTOPAsi NIPUBOJUT K THIEPUHCYJIMHEMUH I1oAa. B cBOrO
ouepelb, THUNEPIrIUKEMUsS U TUIEPUHCYIMHEMHUS TUIOJA CIOCOOCTBYIOT
YCUJICHUIO MOTPEOIEHUS MEUYEHBIO TIIOKO3bl U CUHTE3a IIIMKOT€Ha, YCKO-
PEHHIO 00pa30BaHUsI KUPOB U YBEIUUYCHHUIO CHUHTE3a OEJKOB, MTOATOMY Xa-
paKTepHa MAKPOCOMMSI.

[Ipu oTneneHuu mwioga OT MaTEPU PE3KO MPEKPALIAETCA NOCTYIIIEHNE
TJIFOKO3BI K TJIOAY, OJHAKO THUIIEPUHCYJIMHEMUS MPU 3TOM HE CHUKAETCH,
BCJIEZICTBUE YEr0 B TEUEHUE NEPBBIX YACOB MOCJE POXKICHUS PA3BUBACTCS
TUTIOTJIMKEMUS U 3aMEJJIICTCA CKOPOCTh PACHIEIUICHUS KUPOB.

Kiaunuka

CaMbIM  XapakTEpHbIM MPU3HAKOM HEOJArONPUATHOTO  BIIUSHHUS
caxapHoro auadera Marepu sBIseTcs (POpMUPOBAHHE MaKpOCOMUU (Bec
oonee 4000 r). HoBopoxaeHHBIE HAIIOMHHAIOT OOJIBHBIX C CHHIPOMOM
Nuenko — KymmHra: muaHoOTHYHBIE, OTEYHBIE, C YPE3MEPHO Pa3BUTOU
MOJKOKHO-)KUPOBOW KJIETUATKOW, KPYTJIBIM, JIYHOOOpa3HBIM JIAIIOM, C
OOJBIIUM KOJUYECTBOM TMETEXUW U KPOBOMBIUAHHI Ha KOXKE JUla U
KOHEYHOCTEM, BBIPAXKEH TMIEPTPUXO03, AUCIIPOINIOPUUS MEKAY TOJIOBOU U
TYJOBHIIIEM — OKPY>KHOCTh T'OJIOBBI 3HAYHUTEIBHO MEHBIIE OKPYKHOCTHU
IJIeYeBOTO nosica. HecMoTpst Ha KpynHY0 Maccy, HOBOPOKIECHHBIE MOTYT
UMETh TPHU3HAKKW HE3PEIOCTH, YTO MOXET CIIOCOOCTBOBATH PA3BUTHIO
NaTOJOTUUYECKUX COCTOSIHUM B MEPUOJI aJallTallui K BHEYTPOOHOU KU3ZHHU.
KpynHbeld IUIO B MHTPAHATAIBHOM IEPUOAE HWMEET BBIIIE PUCKHU
MIOJIYYUTh POJOBYIO TPABMY.

B T0 ke Bpems mpu HenOCTaTouyHO KommeHcrupoBaHHOM CJI BO Bpewms
OepeMEeHHOCTH, Macca Tejna peOeHKa MOXKET OTCTaBaTh OT CPOKa TecTallvu.
Maublii Bec eTeil CB3aH ¢ HAIMYUEM Yy OEpPEMEHHBIX TUa0ETUUECKUX MUK-
POAHTMONATHI, KOTOPBIE COUYETAKOTCS C TKEIIBIM FECTO30M U BEAYT K XPO-
HUYECKOW THMOKCHHU U TUnoTpoduu miuona. Bo3aMoxHbI MpU3HAKK aHOMA-
JUA pa3BUTHA. TUIIMYHAS TPOMKA JIUJIEPOB 110 MOPOKAM Pa3BUTHSA — IIOPO-
KU CEpIEYHO-COCYIUCTOM CHUCTEMBbI, LEHTPAIIBHOM HEPBHOW CHUCTEMBI U
ONOPHO-JIBUTATENIBHOTO anmnapara. Bo3MOXHbBI 1 MaJIble aHOMAaJIuU Pa3BU-
TUA. BONBIIMHCTBO HCCIIEIOBATENICH CUMTAIOT TJIABHOW MPUYMHOMN (PopMu-
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POBaHUSI TOPOKOB PA3BUTHSI TUIOTJIUKEMUIO U TUNEPUHCYJIUHEMHUIO B
paHHHUE CPOKU OEPEMEHHOCTH, JOMOJHUTEIbHBIMU (DAKTOpAMU SBISFOTCS
TUIIOKCHUSI, COCYAUCTBIE pacCTPONCTBA, HAPYIICHUS JTUITUIHOTO OOMEHA.

HapyiieHre HOpMalibHBIX B3aMMOOTHOIIEHUNH B CHUCTEME MaTh —
IUTALIEHTa — U101, PACCTPOUCTBA MUKPOLIMPKYJIALMNA MPUBOIAT K TKAHEBOU
rUNoKcuu. Jlet poXxaaroTcest ¢ mpu3HakamMu acUKCHM WM JK€ pa3BUBACTCA
pecnupaTopHbIi AucTpecc-cuuapom. Jleduur cypdakranra y aTux gereu
OOBSCHSETCA THUNEPUHCYJIUHU3MOM, MOJABJISIONINM JIEUCTBHE KOPTHU30-
na.

Tak kak mocsue poXXAeHUs TITMKEMUs] ObICTO CHUYKAETCS, TUITUYHBIM SIB-
JSI€TCSL Pa3BUTUE MPU3HAKOB TMITOTIMKEMUM.

Jlnarnocruka

JlnarHoctuka nuadbeTuyeckoit sMOpruodeTonaTi OCHOBaHA Ha Xapak-
TEPHON KIMHUYECKOW KapTHHE W JAaHHBIX aHamMHe3a. B OuoxumudeckoMm
aHaJM3€ KPOBU ONPENEIACTCS TUIOTIIMKEMUS, TUIIEPUHCYIMHEMHS], THUIIO-
KJIbITUEMHUSI, TUTTOMAarHUEeMUsl, TUIIEPOUSTUPYOUHEMMUSL.

Y tpetu gererr ot Marepeit ¢ CJI UMEIOT MECTO KapJAHMOMUONATHH
wiu kapauomeranus. Ha Dxo-KI' BO3MOXHO BbIsIBIIeHHE TUNEpTpOoduun
MEXOKETYJOYKOBOM  MEpEeropojiki. AYCKYyJIbTaTUBHO TOHBI  cepjilia
MIPUTIIYIIEHBI, MOXKET ONpeNeNsaThCa puTMm ranona. Ha OKI' — naBepcus
3ybma T, cmemenue uaTepBana ST BbIIIe U30JTUHUM.

N3 remMaTonoruuyecKkux HapylIeHUW MPAKTUUECKH y BCEX HOBOPOXK-
neHHbIXx oT matepeit ¢ CJ/| BbISBIsSETCA MOTUIUTEMHS, OOYCIOBJICHHAs
BHYTPUYTPOOHOUN TMIOKCUEN U BBICOKMM YPOBHEM SPUTPOMNOITUHOB, B TO
K€ BpEMSI MOXKET ObITh TPOMOOIIUTOINIECHUS.

BaxxHoe 3HaueHHe UMEET paHHsA (MpeHaTallbHas) AUarHocTuka (op-
MUpOBaHUs auadeTndeckor smOpruodeTonatuu. PerynspHoe HaOm0neHNE
3a 6epeMeHHO# xeHimuHou ¢ CJ] mo3BoisieT CBOEBPEMEHHO BBISIBUTH pe-
oenka ¢ sMmOpmoderonarueii. Ilpm Haguuuyu MOKa3aHWUW IS OIICHKHU
(YHKIIMOHAJIBHOTO COCTOSIHUSA TUI0JIa M PEIIEHUsI BOIIPOCa O HEOOXOUMO-
CTU W BpeMEHHU pojiopaspenieHus: Y3 npoBoauTcs €KeIHEBHO. JXorpa-
¢dbuyeckre npu3Haku AuabeTHYeCcKol (heTonaTuu:

— MaKpOCOMUSI;

— JUCHponopiusa Teia (HamOoJiee 3HAYUMO OTHOILIEHUE CPEHETrO
IuaMeTpa KMBOTa K OUIapueTaIbHOMY pa3Mepy TOJIOBKH), YTO OCOOEHHO
noka3zaresbHo ¢ 30-i 10 35-i Henenn OEpeMEHHOCTH;

— IBOMHOW KOHTYpP IUIOJIa BCJEACTBHE OTEUHOCTH WU YBEIWYCHUS
MOAKOYKHOT'O >KUPOBOTO CIIOS;

— yBeIM4YEeHUE OYKKaJIbHOTO HHAeKca Ooiee 0,9;
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— TOJIIIMHA MTOJKOKHO-)KUPOBOM KileTyaTkH 1eu o6osee 0,32 cM;

— TOJIIMHA TMOJIKOKHO-)KUPOBOM KJIETUATKUA TPYAU U KUBOTa OoJiee
0,5 cMm;

— IBOMHOM KOHTYp TOJIOBKM (TOJIILIMHA MSATKUX TKaHEH TEMEHHOU
00JIaCTH B TPEThEM TPUMECTPE YBEIMUYUBAETCSA Oojiee 3 MM, B HOpME — 2
MM);

— HAJIMYME SXOHEraTHBHOM 30HBI MEXJY KOCTSAMH ueperna U KoKei
IJI0/1a, YTO YKA3bIBAET HA OTEK;

— MHOTOBOJIME (JOCTOBEPHBIM 3XOTPaPUUECKUM MPU3HAKOM SIBIISETCS
pa3HUIla MEXKIY MEepPEeAHE3aJHUM PA3MEPOM MOJOCTA MATKH W CPEIHUM
TMaMeTPOM >KuBOTa m1oaa 20 MM u 6osee);

— BBISBJICHUS BUCHEPAIbHBIX MPU3HAKOB AHMA0ETHYECKON (eTonaTuu
(remaTomeranus, KapJAuoMeraaus).

JleueHnue

HoBopoxxaennoMmy pebdenky ot matepu ¢ CJ] BaxXHO oka3zath 0a30BYIO
noMoIp B pojzaine. s nereit ¢ amabeTruueckod smOpuoderonarueit
HanboJiee BaXKHBIMU KOMITIOHEHTAMH SIBIIAIOTCA MPO(HIIAKTHKA THUIOTEP-
MUH, 60pb0a C TUMTOKCUEH U AbIXAaTEIbHBIMU HAPYIICHUSIMH, TTPOPUTAKTH-
Ka (B T. 4. MOHUTOPUHT) METaOOJNYECKUX PaCCTpOMCTB. PaHHee mpukiia-
IbIBAaHUE K TPYAH, KOPMIICHHUE TI0 TPEOOBAHHUIO, KOPMJICHHE KaXK]IbIe 2 ya-
ca, 6e3 HOYHOTrO TIepephIBa SIBJISAIOTCA HamOosiee hU3NOTOTUUHBIMU MEpO-
OPUATUSIMU IO MPOPUIIAKTUKE TUTIOTJIMKEMUU. B ciiyyae pa3BUTHUS TUIIO-
NIMKeMUH (MeHee 2,6MMOJIb/JI) HEOOXOIMMO aKTUBHOE BMEIIATEIhCTBO
(cm. pazzen 6.1).

T'unokanvyuemus.: KOPPUTHPYETCS BHYTPUBCHHBIM BBeAcHHEM 10
[VIIOKOHATa Kaiblusi U3 pacdyeta 1-2 mu/kr. Ilpemapat BBOIUTCS OYEHB
MEIJICHHO TMOJi KOHTPOJIEM YacCTOThI CE€pACYHBbIX cokpameHud u IKI
(BO3MOKHO MOSIBJICHUE SKCTPACUCTONMU). BTOpas 103a BBOJUTCSI BHYTPU-
BEHHO KameJabHO B TOM K€ JO3UPOBKE. YPOBEHBb KAIBIUS B KPOBU OIpPE/IEC-
JITIOT KaXKIble 12 Jyacos.

T'unomacnuemus: Marauii 0ObIYHO JOOABJISIOT B PACTBOPHI ISl BHYT-
PUBEHHOTO BBeeHUs B Bue 25 % pacTBopa cynbdaTta maraus B go3ze 0,2—
0,4 MJI/KT B CYTKH.

IIporuo3s

HeonartanmpHass CMEPTHOCTh CpPEIM ATHUX AETEW IMPEBBIIACT CPEOHUU
YPOBEHb MIIAICHUYECKOW CMEPTHOCTU. OQHAKO C YJyYIIEHHEM PaHHEW Jna-
THOCTHUKHM TE€CTallMOHHOr0 caxapHoro auadera, kommeHcamuu CJI[ y Oepe-
MEHHOM, CBOEBpEMEHHBIE MPOPUIAKTUUECKUE U JICUEOHBIE MEPOIIPUITHS B
MOCJIEAHEE BPEMS 3HAUUTEIIbHO CHU3WIN JICTAIbHOCTh. B paHHeM Bo3pacte
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4acTO PErUCTPUPYIOTCA nepuHataibHbie nopaxkenus [[HC paznmuunon cre-
NeHU BhIpaXeHHOCTHU. [1o pasHeim ganHbM 25-50 % nerter B nalbHENIIEM
UMEIOT IiepeOpanbHble JUCOYHKIMH, ACTCKUM IepeOpaibHbIN Tapaind,
snusienicuio. I'pynmna gereld Takxke UMEET BBIIIE PUCKHU JAPYTUX cOMaTHYe-
CKMX W SHJIOKPUHHBIX MATOJIOTUH (MPEXKIAEe BCErOo PUCK OxXupeHus). Jluc-
naHcepHoe HaOJIOJCHHUE 3a JIETbMHU OCYIIECTBISETCSA, TIPEXIE BCETO, Ie-
JMAaTPOM, SHJIOKPUHOJIOTOM U HEBPOJIOTOM.
Hpopunakruka

OcHOBOW MPOPUIAKTUKYA Pa3BUTUS HAOETHUECKOW (PeTonaTuu sBisi-
I0TCSI: TUIAaHUPOBAHUE OEPEMEHHOCTHU MPU KIMHUKO-META00TNYECKON KOM-
nencauuu CJ] 1o u B nepuon 6epemeHHocTy. [loHas caHaiusi ouaroB Xpo-
HUYECKOW MH(EKIMU, CBOCBPEMEHHAs MAaTOT€HETUYECKass KOPPEKIUs JaHa-
OETHUYECKUX OCIIOKHEHUM, MOHUTOPUHT COCTOSIHUS 3J0POBbS IJI0Aa U Ma-
TEpHU.

6.3. HeonaTaJibHbIM caXapHBIA 1UA0ET

HeonaranbHblil caxapHblil 1uabeT — peakas matosorus (1 coydait Ha
90000—-125000 >xuMBOpOXKJIEHUI) W BKJIKOYAET B CEO0s TE€TEPOrCHHBIC
rpynibl 3a00JIeBaHUM, B KOTOPBIX BBIJICJISIOT TPAH3UTOPHBIA U IMepma-
HEHTHBIN HEOHATaJIbHBINA CaxapHbIN TUA0ET, a TAKKE CUMITOMAaTHYECKUE
(BTOpuuHbIe) popmbl. ManudecTannss HEOHATAILHOTO CaXapHOTo aAuaode-
Ta MPUXOJUTCA Ha MEpBbIE 6 MeCsSLEB *XU3HU. TpaH3UTOPHBIM HEOHA-
TanbHbI caxapublii quadetr (THC/I) — naubGonee yacTto BcTpeuaemas mna-
tonorus (o 60 % cinyuaeB). Hacrora BeisiBieHus THCJ B nmonynsinuu He
npebimaet 1 cimyyas Ha 100-200 TbIc. HOBOPOXKAECHHBIX.

[lepmMaHEHTHBIM HEOHATAIBHBIN (BPOXKICHHBIN) CaXapHBI IHa0ET —
JIOCTaTOYHO peJiKasi TeHeTUUYeCKasi MaToJIOTUs, 4YacTOoTa BCTPEUYAEMOCTHU
npumepHo 1 Ha 300 000400 000 cirydaeB )KUBOPOKICHHBIX.

ITHOJIOTHS

DTHoNOTUYECKUMU (haKTOpaMu MEPMAHEHTHOTO HEOHATAJIBHOI'O Ca-
xapHoro nuadera (IIHC]) sBisitoTca reneTuueckue myTtanuu. Hanbosee
gacThle MyTamun cBszaHbl ¢ ATd-uyBcrBuTensHbIME KanueBbimMu (K-
AT®) xananamu, pacroyiOKEHHBIMH B S-KJIETKaX MOKEITYI0YHOMN Kele-
3b1 (Teasl KCNJI1 n ABCCS). CiocoOHOCTh IpenapaToB CyJIb(GhOHUIMO-
YEBHUHBI CBA3BIBATHCS C CYyOBEAUHUIIAMU K -AT® kaHaja JIEXKHUT B OCHOBE
(dapMakoTepanuu caxapHoro guadera 2 tuna. YKa3aHHbIA MEXaHU3M Ipe-
napaToB CyJb(POHMIMOUYEBHUHBI (TIPEXKIEC BCETO TIIMOCHKIAMUIA) UCTIOIb-
syercss u npu I[THC/, oOycnoBinennom pedpekramu reHoB KCNJII u
ABCCS. Cpenu NpUYMH TaKKe MOTYT OBITh APYrue MyTaluu, TPUBOAS-
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mue K IUCHYHKIUMU [-KIETOK, HAlpUMep, MyTalluM B T€HE HWHCYJIMHA
(INS), rmoxokunassl (GCK) u np. OnpeneneH psij KIMHUYECKUX CUHJIPO-
MoB, cBszaHHbIX ¢ [THCJ] (IPEX-cunapom, DEND-cuaapom, Cunapom
Yonkorra — Pasumucona (Wolcott — Rallison syndrome), a Takke 6oJie3Hu,
CBsi3aHHbIEC ¢ MyTanusiMu reHoB [PF-1 u np. MyTannm B HEKOTOPBIX r€Hax
(RFX6, PTF1A4, PDX]I) cBs3aHbl C aHOMQJIbHOM MOJIKEITYI0OYHOM JKee30i
U Takxke coueTtaroTces ¢ kaptunou [THC/I.

CyliecTByeT CUMIITOMAaTHYECKU BapuaHT HEOHATaJIbHOrO auadera,
BO3HUKAIOIINI KaK OJHO M3 MPOSIBIICHUN OCHOBHOTO 3abosieBanus. K ta-
KUM MOXHO OTHECTH LMTOMETAJIOBUPYCHYIO MHQEKIHIo, cuduiauc, Ty-
OepKyie3, MyKOBUCIIUA03 U Apyrue 3abosieBanus. B psge ciaydaeB pac-
CTPOMCTBA YIJIEBOJHOTO OOMEHA MPEJACTABISIOT COOOM TOJIBKO YaCTHOE
MPOSIBIICHUE YEPEMHO-MO3TOBOM POJIOBOM TPaBMBbI, IMATOJIOTUU MOYEK,
reHepalu30BaHHON IUTOMETalnuu, TeMOJUTUYECKOU OOJIE3HU HOBOPOK-
JNEHHBIX, BPOKJIEHHOIO TOKCOIIJIa3MO03a.

THC/] BcTpeuaercs yame, 4eM NepMaHeHTHbIN. [I[puunHy BO3HUKHO-
BEHMs HE BCET/ia YJIAeTCs BBIACHUTH, MPEANOJaracTcsl BIUIHUE aCHUKCUU
B poAax, HIUPKYIUPYIOIIUX MATEPUHCKUX ayTOAHTUTEN (y IETEN OT mMaTe-
peit ¢ CH). CymectByeT MHeHUE, 4uTo TpaH3UTOpHbIKM CJ BO3HUKaeT
BCJICICTBUE 3aJIePKKU (YHKIIMOHAIBHOTO CO3PEBAHUS KJIETOK IMOJIKEIy-
JOYHOM JKEJE3bl, a TAKIKE B PE3yJbTaTe HAPYLUICHUN B OPraHU3ME MaTe-
p4, B yacTHOCTH, B mianeHTe. THCJ] MoxkeT ObITh pe3yabTaTOM CBEpPX-
AKCIIPECCUHU WMIPUHTUPOBAHHBIX TeHOB B 624 nokyce. THC/] takxe
MOYKET Pa3BUBATHCS Y HEJOHOLIEHHBIX HOBPOKIEHHBIX C T€CTAIMOHHBIM
CPOKOM MeHee 32 Helleb WK Y HOBOPOKIEHHBIX co 3BVYP.

Kannuka

Jletn poxxkmaroTcsi ¢ MaJ€HbKUM BeCOM (M3-3a CHWIKEHUS JICHMCTBUSA
(deTalbHOTO HMHCYJIMHA), OTMEUYAIOTCSI CUMITOMBI JErujpaTaluu, MOIU-
ypUH, MOJUIUIICUH, BSIJIOE COCAHHE, YMEHBIIIEHUE Macchl Tena. B ciyuae
I[THC/, cBs3zanHoro ¢ mytanuert B reHe KCNJII, MoryT HaOJIIOIaThCs
HapyIIEHUs CHA, 3aJICPKKU PA3BUTUSI U CyJOpOrH (U3-3a HaIU4us Ae(eKT-
HpIX K -AT® KaHaJIOB B TOJIOBHOM MO3re).

KinHuyeckas kKapTiHA aHAJOTHUYHA HAOJII01aeMOM MPU KJIACCUUYECKOM
caxapHOM Jual0eTe, HO MOXKET OBITh CTEPTOM, MaJOCUMIITOMHOM, YTO
3aTPYJHSET PAHHIOK JUArHOCTUKY W TOBBIIIAET PUCKU BO3ZHUKHOBEHHS
IUAa0ETUYECKOr0 KeToalmuao3a B Je0rore 3a0osieBaHusA. Bo3MOXHEBI
KOKHBIE TIPOSIBJICHUS B BU/JIC YIOPHBIX OMPEIIOCTEM, BYJIBBUTOB y JIEBOUEK
1 OaIaHUTOB/ OAJIAHOTIOCTUTOB Y MaJIbYUKOB.
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JIluarHocruka

Kputepuu caxapHoro nuadera y HOBOPOXKICHHBIX HE 3aBUCIT OT
CpOKa recTaly W Beca MPU POKIAECHUH U COBIAJAKT C KIACCHUYECKUMU
kputepusimu BO3 (1999-2013), ISPAD2018 (cMm. mpunoxxenue 7). Beerna
HaOJII0IAI0TCS] TUNIEPTIIMKEMUST U TIIIOKO3YpHsl, KETO3 BBIPaXKEH HE BCETa
(3aBucUT OT (OPMBI), KOMATO3HBIE COCTOSIHUS Y HOBOPOXKJICHHBIX
pa3BuBaroTCs KkpaiiHe penko. Ilociaennee oOBsAcCHseTCS peabcopOIUei
KETOHOBBIX TE€J1 Yy HOBOPOXXJECHHBIX B MOYEUHBIX KAHAIBIAX C HATPHUEM,
KpOME TOTO, BBICOKas THUNEPIIIMKEMUSI SIBISETCS AHTUKETOT€HHBIM
daxkropom. Konuenrparuu nacyiuHa u C-nentuaa CHUXKEHbI, IPU ITOM
Ipy MEepMaHEHTHBIX ¢dopmax OoJjiee HU3KHME 3HAUCHMS IO CPaBHEHHUIO C
TpaH3UTOPHBIMU  (popMamu. OmnpenesieHHe YPOBHS TJIHUKUPOBAHHOTO
reMorjioOnHa y Jetei Miajiie 6 MecaieB MOXET ObITh HEJOCTOBEPHO H3-
3a  OOJBIION JOJAM (PEeTadbHOTO TeMOrJoOMHA TI0 CpPaBHEHUIO C
reMOTJIOONHOM A.

Bo3MoOKHa HEIOCTaTOYHOCTh BHEITHECEKPETOPHON (PYyHKIIUU MOJKE-
nynouHoit xenessl npu [THC/. JlabopaTopHO miposiBIsieTcsl cTeaTopeei u
cHkeHueM anacrtasbl-1 B kane. [THC]I kak nposiBieHue CUHIPOMHOM T1a-
TOJIOTUM MOKET COYETaThCsl C areHe3ueil/ amiazuen Mo pKeTyI04HON Ke-
JI€3bl, CKEJIETHBIMUA aHOMAJIMSIMU, TTIOpakeHueM nedenu, natosnorueit [JTHC
U T. 1.

JleOroT caxapHoro guadera 1ociie 6 MecsleB >KU3HM, KaK IpaBuUIIo,
HOCUT ayTOMMMYHHBIN XapakTep.

Hetu, nepenecme THC/I, Haxonarcs B rpynmne pucka mo maHude-
CTallMM caxapHoro auadera 1 Thna B JambHEHIIEM.

Knunuko-memabonuueckue 0co0eHHOCIMU MPAH3UMOPHO20 U NEPMAHEHMHO20
caxapnozo ouadema y Ho6opOoIHcOECHHbHIX
HeonaTtanbHblii caxapHblii JuadeT

Hpmsnax TpaH3uTOPHBIN [lepmaHeHTHBIN
PacnpocTpaneHHOCTD 1 : 100-200 TsIC. 1 : 300400 TsIC
Bec nipu poxnenun OO6b1yHO Menee 2 500 T
Bo3spact manudecraruu | O6pI4HO B IEpBBIE 6 HEEIb B nepBeie 1M,
KU3HU C TUKOM MECSIIBI
Ha 2—-3-1 Henene

Knunnueckne nposiBiieHus becrokoicTBo, MOJUAUNICHS, TOJIUYPUS, CAMIITOM
«KpaxMaJbHBIX» MEJIEHOK, IeTUApaTallUsl, OTCYyTCTBUE
puOaBKU B Macce Tena

['ukemust 13—100 mmoutb/i
Keto3 YMmepennblii wim orcyTctByer|  Keros B 80 % ciyuaes
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[Tomkenynounas xeines3a be3 ocobennocteit Bo3mokHa runomniasus,

(mpu Y3U uiu KT) arcHe3us
OK30KpUHHas QyHKIUSA CoxpaneHa Mosxet ObITh HapylIeHa
MIOJKEITYJOYHOM KETE3bI
YpoBeHb uHcynHa, C- CHmxeH 3HAYUTEIBHO CHUKEH
NenTuaa
AyToaHTHTEIA He xapakrepnsl
HLA-tunupoBanue Annenu, Tunuunsie Juist CII 1 Tuna, He XapakTepHBI
MonexkynspHo- Hanuuue myTtanuii He 06s13a-| nedexrsl renos K'-AT®
FEHETUYECKUE HAPYIICHUSA TEJIbHO; XapaKTEPHbI ka"ana (KCNJI11 n
aHoMainu 6q24 nokyca xpo- ABCCS), nucynuna
MOCOMBI (INS),FHIOKOKI/IH33LI (GCK)
U Jp.
Oco0EeHHOCTH TEUYECHHUS B Bo3pacte 10 1,5 roga — [PeMuccuu HET; MOCTOSTHHAS
CIIOHTaHHAsI PEMHUCCUs CPO- HOTPEOHOCTH
KOM Ha 4-25 ner; B (hapMakoTepanuu
MoskeT ObITh peuIuB;
3a0oseBaHue NIPOTEKAET
C MOTPEOHOCTHIO B MHCYJIMHE

Jleyenue

NucynuHoTepanusi TpeOyercss Bcem  mamueHtaMm. OjHako B
HACTOSAIMK MOMEHT HET OJIHO3HAYHOI'O IoaxXoda K BBIOOPY BHIA
WHCYJIMHOTEpANU, TaK KakK Tpylna JETel C HEOHATaJbHBIM CaXapHBIM
IMa0eTOM TeTEepOreHHA B JTHOJIOTUM W BBIPAXXEHHOCTH KIMHUYECKUX
IPOSIBIICHUU M.

BHyTprBeHHOE BBEJICHHE KOPOTKOIO HMHCYJIMHA BO3MOXKHO B OoJjiee
Hu3kux go3ax (0,01-0,05 Epn/kr/d) mo cpaBHEHHIO C TpaaullMOHHBIMHU
(0,1-0,2 En/kr/u).

[logkoxxHOE€ BBEJEHHWE HWHCYJMHA MOXET IOTpedoBaThCcs (IO
pe3yJibTaTaM MOHUTOPUHIA TJIMKEMHUM) HE TMPU KaXKJIOM KOPMIICHUH.
B03M0XHO HCIIOIB30BaHUE KAaK MHCYJHWHOB KOPOTKOTO JICMCTBHUA, TaK M
MPOJIOHTUPOBAHHBIX. Omnucanbl cilydau WHCYJIMHOTEpAuu
HOBOPOKJEHHBIX C MOMOUIBI0O MHCYJMHOBOW TMOMIIBI. B mro0om ciyuae
TaKTHKa WHCYJIMHOTEPANUHd B KOHEYHOM cYeTe OyJIeT OCHOBBIBATHCSA Ha
KIMHUYECKOM OTBeTe pedeHka. OnNTUManbHBIA AWAIa30H TJIUKEMHUHU
cocTaBisIeT 3,5-9,0 MMOIB/II.
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Ecnu knuHMYeckass KapThUHa pa3BUBaeTCs Ha (POHE TOKCHKO3a U
riaukeMust Bbiie 10 MMoOJIb/I, TO HeoOxoauma WH(Y3UOHHAs Tepamus ¢
KOPPEKLUEH 3JEKTPOIUTHOTO 0OMEHA, KUCIOTHO-OCHOBHOT'O PaBHOBECHAI.

[Ipy nUArHOCTHKE TUMOTJIMKEMHYECKMX COCTOSIHUW J103a WHCYJIMHA
cHmkaercsi. HeoOXo MM MOHUTOPUHT TJIMKEMUH, JIEKTPOJIUTOB, KUCIOT-
HO-OCHOBHOI'O COCTOSIHUSI.

[Tammenter ¢ [THC/I, cBa3anabiM ¢ MyTtauued B reHax KCNJII wu
ABCCS, MOryT NoJy4aTh albTEPHATUBHYIO TEPANUIO MpenapaTaMu Cyiib-
dboHUT MOUYEBHHBI (TIMOCHKIAMU, TIUKIa3ua). B cpegHeM mo juTepa-
TYpHBIM JaHHBIM 7032 rinoeHkinamMmuaa cocrasisier 0,5—1,0 Mr/kr B CyTKH.
CnenyeT OTMETUTh, YTO B JAaHHOM Cily4yae MOJOOHBIA BapHaHT Teparuu
OTHOCHUTCS K Ha3HauCHMIO Tpernapara BHe MHCTpykuuu (off-label) u Tpe-
OyeT opopmIIeHUS COOTBETCTBYIOIIEH TOKYMEHTAIINH.

IIporuos

[Tpu THC/I netu pacTyT 1 pa3BUBarOTCS HOpMaibHO. OQHAKO B OT/AA-
JIEHHBIE CPOKH TOBBIIIEH PUCK Pa3BUTHS caxapHOro auadera.

Hetu ¢ [THC]] umerot 6omee HebmaronpusTHLIN ncxoa. YacTh ciayda-
€B MIPOTEKAET C HEKOHTPOJIUPYEMBIMHA YPOBHSMU IIMKEMUHU, YTO MOBBIIIA-
€T PUCKH JIETAJbHOI'O UCXO0/1a, PAHHEr0 Pa3BUTHUS OCIOKHEHUN CaxapHOTO
nuadeta. Hexoropsie cunapomsl, Biimtovatomue [THC], npuBoasT k Je-
TaJbHOMY MCXOJy B MepBbie MecsIlbl xku3Hu (IPEX-cunapom).

6.4. Oc00eHHOCTH YIJICeBOAHOT0 OOMEHA Y HEJOHOIICHHBIX
HOBOPOK/IE€HHBIX

HenoHouieHHble €TU BXOJAT B TPYNIy PUCKA MO HAPYIICHUSIM yTJie-
BOJHOTO OOMEHa (KaK THIO-, TaK W TUIIEPIIIMKeMUN). YeM HUXKe CPOK re-
CTallMd TpPHU POXKICHUU, TEM 0o0yiee BEPOSITHO BO3SHUKHOBEHHE OTKIIOHE-
HUW. B 1aHHOM paszene He pacCMaTpUBAIOTCS BAPUAHTBI ATOJIOTUH YTJIE-
BOJHOTO 0OMEHA HEJIOHOIIEHHBIX JI€TeH, POAUBIINXCS OT MaTepen ¢ IHA0-
KPUHHOW NaTOJIOTUEN.

[TaTomorudyeckue COCTOSIHWS, TaKM€ KaK PECIHUPATOPHBIA IUCTpPECC-
CHUHJIPOM, CEIICHUC, XUPYPrHUYECKOE BMEIIATEIILCTBO, a4 TaKXE BBEICHUE
TJTIIOKOKOPTUKOCTEPOUJIOB M JIPYTHUX JIEKAPCTBEHHBIX MPENAapaToB, MOTYT
BBI3BIBATb MPAH3UMOPHYIO 2UNep2iukemuro y HEIOHOIIEHHBIX HOBOPOXK-
neHHbIX. Kak mpaBuio, TUIEPIVIMKEMUS Yalle BCTPEYAeTCs y JETe ¢
MEHBIIIUM BECOM IIpU pokjaeHuu. B mepBbie 14 nHel Ku3HU y TIIyOOKO
HEJIOHOILIEHHBIX JETEU, NETEU C SKCTPEMAIIbHO HU3KOM MAacCOM Teja TH-
neprimkemMusi perucrpupyercss A0 85 % ciydaeB. HenoHolieHHble A€TH,
TpeOyIOIUe MapEeHTEPAIIbHOTO MUTAHUS, HAXOJATCS B TPYIIIE PUCKA IO
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BO3HUKHOBECHUIO THIIEPTIMKEMHUU. STPOr€HHAs] THUNEPIIIMKEMHUS — BEIY-
mas NpU4YrHa TPAH3UTOPHOW THUIEPTIMKEMHUM, HO BaXKHBIM 3BEHOM SIBJIS-
€TCSl HECTIOCOOHOCTh peOeHKa K aJeKBATHOM MPOAYKIMU U YTUIU3ALMU
[II0KO3bl. TakuM 00pa3oM, MPUYMHON TUIEPIIIMKEMHHM CPEAH HEIOHO-
IIEHHBIX HOBOPOXKJCHHBIX SIBJIICTCS HAPYILICHUE AaNTAllld K BHYTPUBEH-
HO BBOJIUMOW TJIFOKO3€ M3-3a HE3PEJIOCTH MEXAHU3MOB €€ YTUIN3ALUU.
CBs13aHO 3TO ¢ IpeolIaJaHuEM CEKPELIMM MEHEE aKTUBHOTO MPOUHCYJIMHA
HaJl UHCYJIMHOM, YBEJIIMYCHUEM KOHIIEHTPALMU KOHTPUHCYJISAPHBIX TOPMO-
HOB B CITy4ae MaToJOTHYECKOr0 COCTOSIHUS U cTpecca. Y TIyOOKO HeHo-
HOIIEHHBIX JETEH MPUCYTCTBYIOT MPU3HAKUM WHCYJIWHOPE3UCTEHTHOCTH,
KOTOPBIE CBSI3aHbl C HE3PEIOCTHI0 TPAHCIIOPTHBIX CUCTEM, CHUKEHHBIM
KOJIMYECTBOM PELEHTOPHOIO anmnapara, OTYaCTH C HU3KHM KOJUYECTBOM
MHCYJIMH3aBUCUMBIX TKaHEeW (GKUpoBas W MbllieyHas). ['11y0oko HEZOHO-
IICHHbIE HOBOPOXKICHHbIE HE CIIOCOOHBI MHTMOMPOBATH TIIOKOHEOTCHE3 B
YCHOBUSAX TUIEPTINKEMHUH.

['uneprivikemMusi BbI3BIBAET YBEIMYEHUE OCMOJISIPHOCTH KPOBH, YCH-
JeHUe AUype3a, YTO MOXKET CHOCOOCTBOBATh PAa3BUTHUIO AETHUIpAaTAIUH.
Yem MeHbIIIe CPOK TecTalluu, TEM XYK€ III0Ko3a peabcopOoupyercs B 1o-
YEYHBbIX KaHAJbLAX, a 3HAYMUT, TJIOKO3YpHs Yalle perucTpupyercs. Tak
KaK yBEJIMYEHHE OCMOJISIPHOCTU KPOBH BIIEYET 32 COOOM BBIXOJI KUJIKOCTH
U3 KJIETOK (B TOM YHUCJI€ HEUPOHOB I'OJIOBHOI'O MO3Tra), U3BMEHEHHUE OCMO-
JSIPHOCTU KPOBH CBSI3BIBAIOT C YBEIIMYEHUEM YACTOTHI BOSHUKHOBEHHS I10-
Bpexaenust [{THC, BHYyTpr>Xeny10YKOBBIX KPOBOUBJIMSHUAN MPHU TUNEPTIIN-
KEMUHU.

C npyrom CTOpPOHBI, HEIOHOLICHHBIE JETHU CKJIOHHBI K BO3HHUKHOBE-
HUIO MPAH3UMOPHOU SUNO2TUKEMUU, YEMY TAKKE CIIOCOOCTBYET pAJl OCO-
OoeHHocTeil ux opranu3ma. Korjga mocTymieHne ritoKo3bl OT MaTepu Ipe-
KpAIllaeTCs, YPOBEHB IIIIOKO3BI B IJIa3M€ HOBOPOXKAECHHOIO JOCTUTAET MU-
HUMYMa B IIEPBBIE 2 4Yaca MOCIJIE POXKACHUSA, CTUMYJUPYETCS TITUKOTE€HO-
u3, HaOJIOIAEeTCsl BCIUIECK KAaTEXOJAMHUHOB, TJIFOKAroHa, TIIFOKOKOPTHUKO-
CTEPOUJIOB, KOTOPBIE UTPAIOT PEIIAIOLIYIO POJIb B aIalTalliy K BHEYTPOO-
HOM >ku3HU. JleTH, poKIeHHbIE MyTeM KecapeBa CE4YeHHs, UMEIOT Oosee
HU3KUW YPOBEHb YKa3aHHBIX TOPMOHOB, U IO3TOMY 00Ji€€ CKIIOHHBI K pa3-
BUTHUIO TUNOTJIMKEMUU. [IyOOKO HEIOHOIIEHHBIE HOBOPOXKIEHHBIE POK-
JAal0TCA C HU3KUMH 3amacaMy TJMKOreHa B IEUYEHH, YTO CIOCOOCTBYET
Pa3BUTHIO TUNOTJIMKEMUHU. B HOpME 4yepe3 HECKOJIBKO 4acOB MOCIE POXK-
JICHUSI aKTUBUPYETCS TIIIOKOHeoreHe3. HenoHOmEeHHbI peOeHOK OTiInYa-
€TCA MaJIBIM KOJINYECTBOM >KUPOBOM TKAHU, U JIOINOJIHUTEIBHO CKOPOCTH
[NIIOKOHEOT€HEe3a OrpaHu4eHa, MOCKOJIbKY (EPMEHTHI, Y4YacTBYIOIIME B

182



rrokoHeoreHese  (docdoeHonnmupyBaTKapOOKCUKHMHA3a,  TIIHOK030-0-
docdaraza, ¢pykroso-1,6-qudocdaraza u nupyBaTKapOOKCHIA3a) DKC-
IPECCUPYIOTCA Ha HU3KOM YpPOBHE. Y HEJOHOIICHHBIX HOBOPOXKJICHHBIX
MOXXET BO3HHKAaTh TPAH3UTOPHAS HAAMOUYCYHHUKOBAS HEIOCTATOYHOCTD,
YTO TAKXXE CIMIOCOOCTBYET Pa3BUTUIO THIOTIUKEMUNU. OTCPOUCHHOE HAYAIIO
KOpMJIEHUSI peOCHKa M3-3a TSHKECTH COCTOSTHUS TaKxkKe SBIsieTCs (aKTOpoOM
pHUCKa THUIOTJIUKEMHUH, NP 3TOM COUYCTAHHE THMIOKCHU C THIOTJIUKEMHUEH
ABJISIETCSL HanboJiee TyOUTENIbHBIM JIJIsl TKAHU TOJIOBHOT'O MO3Ta HOBOPOK-
JIEHHOTO.

Konmponwvusie éonpocwt u 3a0anus Kk 2iaee 6

1. Kakue 3HaueHus comep:KaHusl TIIOKO3bl B CHIBOPOTKE KPOBH Y JO-
HOIIICHHBIX U Y HEJOHOIIIEHHBIX HOBOPOKICHHBIX OMPEACIISIIOTCS KakK
TUTIOTJIUKEMUS?

2. Ilepeuncnure BUABI TUIIOTJIMKEMUN BCIEACTBUE TUIIEPUHCYITUHEMUU
y HOBOPOXKJICHHBIX.

3. [lpu nedunute Kakux KOHTPUHCYJSIPHBIX TOPMOHOB BO3HUKAIOT T'H-
HNOTJINKEMUYECKUE COCTOSTHUS ?

4. Kakne mokaszaTesid MOMOTalT B MOCTAHOBKE JWArHO3a THIIOTJIMKE-

MHH HATOIIAK?

. Yto Takoe He3znuanooiacTos?

6. Kakue 3HI0KpUHHBIE COCTOSIHUS MOTYT ObITh CBSI3aHbI C TUIOTJIUKE-
MHEN Y HOBOPOKICHHBIX?

7. Kakue comaTHyecKrWe COCTOSHHS HIIM 3a00JICBAaHHS Y HOBOPOXKICH-
HBIX MOTYT SIBJIATHCA MpepacroiaraoimmnumMu GakropaMu JJisi pa3By-
THSI TUIOTJIMKEMHU ?

8. HazoBuTe KIIMHUYECKUE MPOSABIEHUS TUIIOTJIMKEMUU B TIEPUO]T HOBO-
POXKICHHOCTH.

9. IlepBas moMo1IIb ITPU TUHOTIIMKEMUH.

10. HazoBuTe BaKHEUIIINE TTPABUIIA JICUCHUS TUIOTJIMKEMUN.

11. KakoBbl moOKa3aHusg K HAa3HAYCHUIO TIIIOKOKOPTUKOUIOB B JICUCHUH
TUITOTJIMKEMUI?

12. KakoBbI MOKa3aHUsl K HA3HAYECHUIO TJIIOKAroHa?

13. HazoBute BUJbI MATOT€HETUYECKON TEpanmuu THIOTJIUKEMUYECKUX
COCTOSIHUU.

14. KakoBbI MOKa3aHUS K Ha3HAUEHUIO JUa3okcuaa’?

15. HazoBure daktopsl pucka s moga npu CJ[ 1 tuna y matepu.

16. HazoBuTte 3xorpadgudeckre KpuTepuu AMabeTHIecKoi (heTonaTuu.

17. Ha30BUTE KIMHUYECKUE TPU3HAKU JUAOETUUYECKON (peTomaTuu.

)
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I'JIABA 7
HAPYHIEHUA ®OPMHUPOBAHMUA I10JIA

Hapymenus: popmuposanus nona (HOII) — Gonbiias rpynna 3adome-
BAHUM PaA3IMYHON 3TUONOTUHU. [locTaHOBKA TOYHOrO JIHAr€Ho3a BakKHa JJIs
O0OBSICHEHUSI IPUYMH PA3BUTHUS ONPEIETICHHOr0 (PEHOTHUIIA, BBISIBIICHUS ac-
COLMHUPOBAHHBIX CHUMIITOMOB, OLIEHKHA 3HJIOKPHUHHOTO CTAaTyCca M OHKOJIO-
THYECKUX PUCKOB, KOHCYJIBTUPOBAHUSA CEMEU O MPUHUMUITAX HACICIOBAHUS
0one3Hu. B HEKOTOPBIX Cllyyasix AMArHO3 MOKET MOBIUATH HA BHIOOD MO-
JIOBOM TIPUHAIJIEAKHOCTH.

H®II npeacraBisitor coO0M MIMPOKUN CIEKTP COCTOSHUH, MPOSBIIS-
IOIIMXCS B PA3JIMYHbIE BO3PACTHbIC mepuoinl, mmodromy ¢ HODIT moryr
CTaJIKUBAThCA MEAMIIMHCKHE paOOTHUKHU PA3IUYHBIX ClelHaTIbHOCTEH. B
HeoHaTtalibHOM Tiepuojie 1 u3 4500 HOBOPOKICHHBIX OyJET UMETh HElpa-
BUJIbHOE (OMCEKCyaIbHOE WJIM MHTEPCEKCYAIbHOE) CTPOEHUE MOJIOBBIX Op-
raHOB M HE MOXET ObITh OJIHO3HAYHO OTHECEH K MY>KCKOMY WJIM KEHCKO-
My moiy 0e3 JajnpHeWero HaOIIOICHHs CIEHHAINCTOB U CHEIUaIbHOTO
o0cJie1oBaHMs.

H®II MoryT nposBISITECS U MO-APYTOMY: B BUIE HECOOTBETCTBUS Ka-
puoTuna u (eHoTUIa B IepUHATAILHOM MIEPUOJIC; ABYCTOPOHHEH IPHIKU U
aCCOIIMUPOBAHHBIX CHUHJPOMAIbHBIX COCTOSIHMHM (Hampumep, MaTOJIOTHU
MOYEK); BUPWIM3ALUH, OTCYTCTBUS MOJIOBOI'O CO3PEBAHUS WM NIEPBUYHOMN
aMEHOpEH B MOJAPOCTKOBOM MEPUO/IE; OECILTIOAMS BO B3POCION KU3HHU.

B nocnennue roapl NpOU30LUIM CYIIECTBEHHBIE U3MEHEHUS B TEPMU-
HOJIOTUM U OTHOIIeHUH K mpodseme HDII (Tada. 7.1).

Tabmamuna 7.1
H3menenua mepmunonozuu napyuwienuii popmuposanus noaa (H®II)
Ipeapiaymnii TepMUH IIpensaraemslii TEPMHUH
I'epmadpoanTzm H®II
MyXCcKoM rceBaorepMadgppoIuTu3M
Henocrarounas Bupunumsanus y My>XK4uHbl XY H®II, 46 XY

Henocrarounas MacKyJMHu3auus y My>K4uHbl XY

XKenckuil nceBgorepmadpouTU3M

Bupunusanus y ;xkeHmuHbl XX H®II, 46XX
MackynuHu3anus y KeHIMHbL XX

WctuaHbIN repMadpoiuTsm OBotectukynsipnoe HOIT
XX-MyxurHa uir XX-IMPOTUBONOJI0KHBINA MOJI Tectukynsapusie HOII, 46, XX

XY -npOTUBONOJIOKHBINA MOJI ITonnasg nucrenesus ronan, 46, XY
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Pa3BuTHe penpoayKTUBHOM CHCTEMBI B SMOPHOHAJILHOM NepHo/ie

DOopMUPOBAHUE MOJIOBOM CUCTEMBI YEJIOBEKA — CIIOKHBIM, MHOTOCTY-
MeHYaThId, TCHETUUECKU ACTEPMUHUPOBAHHBIN MPOIECC, B PE3yIbTATE KO-
TOPOTO OPraHW3M JOCTUTaeT OMOJOTHYECKON 3PENIOCTH, CIOCOOHOCTH K
penpoaykuuu. OCHOBHBIC 3BEHBSI ATOH CIIO)KHOM CHCTEMbl HAYHWHAIOT
(GYHKIIMOHUPOBATH €IIe B aHTEHATAJIbHBIN NIEPHUOJ] OHTOTCHE3A.

[TonmoBoe paszBuTHE — TIpoliecc, TPeOyIOMINNA MOCIeA0BATEILHOTO B3a-
UMOJICUCTBUSI MHOTHX T€HOB, OCJIKOB, CUTHAJIBHBIX MOJEKYJI, IMapaKpHH-
HBIX ()aKTOPOB M IHAOKPHUHHBIX CUTHAJIOB.

JleTepMuHanus mojia — mpoIriecc, B pe3yiabTaTe KOTOPOro OMIMOTEHTHAS
roHaJa Pa3BUBACTCA B TECTUKYIY WiIH SUYHUK. [ mosoBout auddepeH-
IIUPOBKH HEOOXOMMO, UTOOBI pa3BUBAIOIIASCS TOHaAa (PYHKIIMOHUPOBAJA
MIOJIHOLICHHO, CHHTE3UPYS COOTBETCTBYIOIIHME MENTHUIHBIC M CTECPOUJIHBIC
TOPMOHBI, OKa3bIBAIOIINE HETOCPEICTBEHHOE BO3CHCTBHE HA Pa3BUBAIO-
Mecss BHyTPUYTPOOHO MOJIOBBIE OpPTaHbI.

Y reHeTHueckoro MyXYHHBI TIPOIeCC TMOJIOBOM auddhepeHIMPOBKU
BKJIIOUAET: PErpecc MIOJJICPOBBIX CTPYKTYp (MaTKa, MaTOYHBIC TPYOHI,
BEpXHSS TPETh BJIarajuiia), CTaOWIM3aIlUI0 MPOU3BOJAHBIX BOJIB(HOBBIX
IIPOTOKOB (CEMEHHBIC MY3BIPbKH, CEMSBBIHOCSIINE KAHAIBIIBI M MPUIATKH
SIMYKa), aHAPOTeHU3AINI0 HAPYKHBIX IMMOJOBBIX OPTaHOB (YICH U MOIIOH-
Ka) ¥ ONYIIIEHHE SIMYEK OT MeCcTa UX 00pa30BaHUs B 00JIACTH MOUYETIOJIOBO-

ro rpeOHs K UX KOHEYHOMY MOJIOKEHUIO B MOIIOHKe (puc.13).

A MHouddbepeHTHAA cTaana
SRY ren

Bonedos npoTok TeCTHC-ETE PMAHMPYIOLYHIA

+ A
pakTop (TDF)

Mionnepoe npotok

TECTHRYTIE

CeKpalma TECTOCTEPOHA K1

CEMABEIHOCALLMA NpoToRE
AHTHMIDAN2POEA MpMOHA

ModEBO My3bIpE

C CEIJOpMi'!pOBaHHaH MYCKaA NonoBaA cucTeMa
MOY2ROIA Ny2bIph
CEMABLIHOCALLMA MPOTOK
oA s CEMEHHBIE MY2BPLEN
ypeTpa ?‘ naHnc
MPHMEATOR AMYEa L : TeCTHEYRBI

Puc.13 TlosoBasi nuddpepeHIUPOBKA Yy MJI0A0B MYKCKOI0 moJia (aanTupoBa-
Ho o Casey Henley, 2021)
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VY reHeTuuecKkom JKEHITUHBI SSIMYHUK HE BBIJICIISICT CTEPOUIbI 10 TIEpH-
0/1a TIOJIOBOT'O CO3PEBAHUSI, KOTJla HAYMHAETCSI CUHTE3 3CTPOrE€HOB, CTUMY -
JUPYIOMIMX POCT MOJIOYHBIX KEJIE3 U Pa3BUTHE MATKH, a pa3BUTHUE (OILIIU-
KYJIOB TIPUBOJIUT K TOSIBJIEHUIO MEHCTpyaJibHOro mukia. Kak ciencraue,
pazButve U JUPQGEepeHIIuPOBKY SUYHUKOB U TOJOBBIX OPraHOB paccMart-
pUBAJIM paHEe KaK MacCUBHBIM MPOLIECC, B OTCYTCTBHE Y XPOMOCOMBI U
CBSI3aHHBIX C HEM T€HOB, OTBETCTBEHHBIX 3a MOJIOBYIO0 IU(PHEpEHIIUPOBKY
o My>CKoMmy Tumy. OJIHaKo B MOCJEAHUE TOAbl ATOT BOMPOC OBbLIT 3HAYUU-
TEJIBHO NepecMoTpeH. McciienoBanus SKCIPECCUU I€HOB IEMOHCTPUPYIOT,
YTO B Pa3BUTHE U MOJJICpKAHUE (PYHKIIMOHUPYIOUIUX SIMYHUKOB BOBJICUEH
LEJIbI KOMIUIEKT T€HOB, HEKOTOPBIE U3 KOTOPBIX JaXK€ aKTUBHO MPOTUBO-
NEeHCTBYIOT TU(HEPEHITUPOBKE TECTUKYI.

Kiaccuueckn AeTepMUHALIMIO T0JIa U TMOJOBYIO AU (EpEeHIIMPOBKY
MOYHO Pa3JeIUTh HA 3 TJIABHBIX KOMIIOHEHTA: XPOMOCOMHBIN MOJI (Hau-
yue X/Y XpoMocoM), TOHaAHBIHN 10 (HaTu4Yue TECTUKYJ WIH SIMYHUKOB) U
beHOTUNMYECKUN, WM aHATOMHYECKHUM, TOJ (HAaJu4yue MYKCKUX WIH
KEHCKUX BHEIIHUX U BHYTPEHHUX MOJIOBBIX OPTaHOB).

XpOMOCOMHBIH 10JI

XPOMOCOMHBIM TIOJT OTpaKaeT KOMILJIEKT IMOJOBBIX XPOMOCOM, IpH-
CYTCTBYIOIIMX y 4enoBeka, — 46, XX wumn 46, XY. XpOMOCOMHBIM MOJI
OOBIYHO OMpeaEesieTcs BO BpeMsl OIUIOJIOTBOPEHUS, KOTJa JBE TaIlIOH]I-
HBIX FaMeThl (SIUIEKIETKa U CIIEPMATO30H/, C 23 XpOMOCOMaMH KaxIbIi)
COCIMHSIOTCS, YTOOBI 00pa30BaTh MUIUIOMIHYIO 3UTOTY (46 XpoMOCOoM).
MelioTnueckoe HEpACXOKACHUE XPOMATH BO BPEMsI TAMETOT€HE3a MOKET
MPUBECTU K TMOSIBIICHUIO SULEKIETKU WJIM CIIEPMATO30U]1a C U30BITOYHBIM
VI HEJOCTAaTOYHBIM KOJIMYECTBOM IOJIOBBIX XPOMOCOM M TPHUBOJUT K
aHEYIUIOUINU MOJOBBIX XpoMocoM. Hanpumep, cunnpom TepHepa (3urota
C €AMHCTBEHHOM MOJI0BOM X-xpomocomoii (45, X), cunnpom Knaitndens-
Tepa ¢ ToNmoaHUTENbHOU X-xpomocomoit (47, XXY) u T. 1. Mutotuueckoe
HEPaCXOXKJECHUE MOXKET MPOU30UTH YK€ B 3UroTe (Mocie OII0A0TBOpE-
HUSI), YTO MPUBOAUT K AUCOATAHCY KOJUYECTBA MOJIOBBIX XPOMOCOM B Ya-
CTH KJIETOK — 3TO Ha3bIBAETCA MO3AMI[M3MOM I10 MOJOBBIM XpPOMOCOMAaM
(45, X / 46, XX). B Takux cinydasx aBe (MHOTIa U 0oJiee) KIETOUHbIC JIH-
HUU TMPOUCXOJIAT U3 €TUHCTBEHHOU 3UTOTHI.

TI'onaanbiid moJ

["'oHaaHBIN MOJT OTpaXkaeT pa3BUTUE FOHAJBI JIMOO B HANpPaBICHUM Te-
CTUKYJIa, JINOO B CTOPOHY sinyHUKA. [[puMuUTHBHAS TOHaAa MOABISETCS Y
YeJIOBeKa B pPe3ysibTaTe YIUIOTHEHUS] MEAMOBEHTPUKYIISIPHOM 00JIaCTH MO-
YEIoJI0BOT0 TpeOHs NPUOIM3UTENIHLHO Yepe3 4—5 Heaenb IMOcie OIJI0I0-
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TBOPEHUS. 3aTEM OHA OTHAENSAETCS OT MPEAINICCTBEHHHUKAa HAANOYECYHHKA
NpUOJU3UTENBLHO Ha CPOKE 5 HEeAeb, HO ocTaeTcss MHAudGepeHTHoH (Ou-
MOTEHTHOW) 110 42 NHEH ¢ MOMEHTa OIJIOJOTBOPECHUS. TEeCTUKYIIbI U SUY-
HUKHU MOP(OJIOTUYECKH HEPA3IMUYUMBI 10 6- HEJEIN ¢ MOMEHTA OILIOAO-
TBOpeHus (ctaaus 13 mMm).

JleTepMHUHUPOBAHUE Pa3BUTHS TECTUKYJ — AKTHUBHBIM MPOLECC, KOTO-
pBIii HAYMHAETCS MPUOIU3UTEIBLHO Yepe3 6 Helelb Mocie OIJI0A0TBOpE-
HUS M COCTOUT U3 HECKOJIbKUX PA3JIMYHBIX T€HETUYECKUX U MOP(dOJIOTHU-
yeckux coobiTuil. [lepBoe — 310 BonHA skcnpeccuu reHa SRY no Heaud-
dbepeHIupoBaHHOM ToOHajae. Okcrpeccuss SRY naeT TOMYOK KIETKaM-
peAlecTBEHHUKaM, 4ToObl OHU cTayu KieTkamu Cepronu. Hauyamo skc-
npeccun SRY compoBOXKIaeTCs 3HAYUTENbHON KJIETOUHOW mpoiudeparu-
el 1 Murpanueil Me3oHeppaIbHbIX KIETOK B Pa3BUBAIOIIYIOCS TECTUKYJTY.
Ot Me3oHedpanbHble KIETKH (GOPMHUPYIOT SHIOTEIHATBHBIE KIETKH CO-
CYIIUCTOU CETH, TOT/1a KaK TOYHOE MTPOUCXOXKICHUE KIIETOK Jlenaura u me-
PUTYOYJISIPHBIXMUOUHBIX KJIETOK OCTaeTCsl HEM3BECTHBIM. ['eH SRY siBiis-
€TCS OCHOBHBIM, HO HE €JUHCTBEHHBIM T'€HOM, JETEPMUHUPYIOLIUM Pa3BU-
THE TECTHKYJ, O €r0 PEryisiiuK W3BECTHO HEMHOTO. Mumenn SRY Taxxe
HE MOJIHOCTHIO U3YUYECHBI, YCTAHOBJICHO, YTO OCHOBHOW MUILICHBIO SBJISCTCS
red SOX9 — OH HENOCPEICTBEHHO HAYMHAET JKCIIPECCUPOBATHCS Cpasy
MOCJIE TIEPBOM BOJIHBI IKCIIPpECCUM TeHa SRY, SKCIpPEeCcCUpPyeTCsl UCKITKOYH-
TEJIbHO B Pa3BUBAIOIINXCS IMOJIOBBIX 3a4aTKaX, a B JAJbHEUIIIEM JKCIIPEC-
cupyercsi B kietkax Cepronu. C ogHOM cTOpoHBI, TeH SOX9 saBiseTcs
IJIaBHOW MUIIEHBIO SRY, ¢ IpyTroi, — MOKET CaMOCTOSITEILHO IE€TEPMUHU-
pOBaTh Pa3BUTUE TECTUKYJ, YTO MOATBEPKICHO CIydassMU YPE3MEPHOU
skcnpeccun SOX9 uz-3a nyonupoBanus yuyactka 17 xpomocomsl (17q24.3-
g25.1) y mroneit ¢ HopMalIbHBIM KapuoTurioM 46, XX (¢ OTCYyTCTBHEM T'eHa
SRY, 6e3 TpaHciokanuu reHa SRY Ha COMaTUYECKUE XPOMOCOMBI) C WH-
TE€PCEKCYaJIbHBIM CTPOEHUEM IOJIOBBIX OPTraHOB MJIM OBOTECTUKYJISIPHBIMU
H®II. B nepuoa sxcnpeccuu SRY u SOX9 (u ux snepHON JIOKATU3AINH)
PAa3BUBAIOIIASCS TECTUKYJIA U MPETEPIIEBACT CEPUI0 PAIUYHBIX KIIETOY-
HBIX U MOP(OJIOTHIECKUX U3MEHEHUN, OJTHAKO JIJIsl TTOJTHOLIEHHOTO pa3BHU-
THE MY>KCKOT'O MOJIOBOM KeJIe3bl TPEOYyeTCs psill APYrux (pakTopos.

Pa3BuTue ssMuYHUKA B COBPEMEHHOM BHUJECHUM — ITO TAKOU K€ aKTHB-
HBI TpoIlecC, KaK W pa3BUTHE TeCTUKYJI. Heckonbko reHoB (DAZI,
Bmp8b, Smad5, Gja4, FoxI2, cemeiictBo POF T€HOB) y4acTBYIOT B OBapH-
aJbHOM U (POJUTUKYJISIPHOM Pa3BUTHH.
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DEeHOTUIMTHYECCKUH 0T

Pa3BuBaromascs roHasa MpoOMU3BOJIUT HECKOJIBKO CTEPOUIHBIX U TIEII-
THUJIHBIX TOPMOHOB, pPeaM3YyIOIIUX MOJIOBYIO Iu(hepeHITupoBKY U (pop-
MUpOBaHUE (DEHOTUMUYECKOTO (aHATOMUYECKOIr0) I0Jia, OMPEAEIISIEMOrO
IIPU POKJICHUMU.

Knemxu Cepmonu u pecpecc mionneposvlx npomoxos

Knerkn CepTonu UrparoT KIKOYEBYIO POJIb B MOJJICP>KAaHUU BbIKUBA-
HUSI TEPMUHATUBHOW KIIETKA U CUHTE3UPYIOT ABa BAKHBIX MENTHUIA — aH-
TuMioJiiepoB TopMoH (AMI') u marubun B. AMI' BwI3bIBaeT perpecc
MIOJIJIEPOBBIX MPOTOKOB (MAaTOYHBIX TPYO, MATKM BEPXHUX 72 BIarajiviia)
BCJIEJICTBUE €T0 MapaKpUHHOrO Bo3aercTBUA Ha peuentop AMI™ 2-ro tuna
(AMHR?2). MrosniaepoBbl MPOTOKKM MaKCHUMaJbHO YYBCTBUTEIBHBI K AMI
Mexay 9 u 12 HepgensiMu rectalny, B TO BpEMsI KaK pa3BUBAIOLIMECS Te-
CTHUKYJIbl CEKPETHUPYIOT MaKCUMalbHble KOHIEHTpauuu AMI', HO 32700
70 Hayajga akTUBHOrO cuHTe3a AMI' BHyTpuyTpoOHBIM stmdHUKOM. Ciie-
JOBaTEIIbHO, MaJIbYUMKU C MyTauussmMu B reHax AMH wn AMHR2 wmoryt
UMETh CUHJPOM MEPCUCTUPYIOMMX MIOJIEpoBbiX MpoTokoB (CIIMII) u
HEOIYIIEHHBIE SIMYKH, HO HOPMAJIbHBIE HAPYXKHBIC MOJIOBBIE OpraHbl. A
TspKeJble (POPMBI TUCTEHE3UHU TOHaJl ¢ KapuoTurnom 46, XY TakKe IpPUBO-
JAT K IEPCUCTEHIIMU MIOJUIEPOBBIX TPOTOKOB, HO U3-3a HAPYIIECHUS PA3BU-
tusa U nuddepenunpoBku kinetok Cepronu u cunteza AMI™ OyaeT nposis-
JATbCA HAPYUICHUEM aHJIPOT€HU3AIMA HAPYXKHBIX TMOJIOBBIX OPraHOB M
WHTEPCEKCYaAIbHBIM CTPOECHHUEM TEeHUTAIMN Tpu poxaeHuu. Jledekrsl,
OTPaHUYECHHBIE HAPYLICHUSIMU CTEpOUJIOreHe3a KieTok Jleknura npu
H®II npu kapuotune 46, XY, HE aCCOUUUPOBAHBI C MEPCUCTUPYIOIIUMU
MIOJIJIEPOBBIMU MPOTOKAMHU, Tak Kak oopa3zoBanre AMI" kinetkamu Cepto-
JIY HE CTPAJIacT.

@deTtanbHble KIETKU Jleiaura pa3BUBAIOTCS B UHTEPCTULIHUM (HOPMHU-
PYIOIIMXCA TECTUKYJ U K 8—9 Henene ¢ MOMEHTA IMOJIOJOTBOPEHUS HA4dHU-
HAIOT CEKPETUPOBATH AHAPOTEHBI. Y BEIMUYEHUE KOJIMYECTBA KIIETOK Jleu-
JIATa MPOUCXOINUT Mexay 14-1 u 18-i1 HeneIsIMH recTaluu, YTO TPUBOJIAT
K 3aMETHOMY POCTY CEKPEIMH TECTOCTEpOHA MPUOJM3UTEIBHO Ha CPOKE
16 Henenb. CTepougoreHes B dMOPUOHATIBHBIX KJIETKAX JICHIUra CTUMY-
JVPYyETCs TUIACHTAPHBIM XOPUOHUYECKUM TOHAJIOTPOIIMHOM YEIOBEKA
(XT'Y) B TeueHME MEPBHIX 2 TPUMECTPOB OEPEMEHHOCTH, HO Pa3BUBAIOIIA-
ACSl TUINOTAIAMO-TOHAJOTPOITHAS CUCTEMAa CHHTE3UPYET CYILIECTBEHHOE
kosmmuecTBO JII' HaunHas ¢ 20-1 Hegenu rectaunu. JIOKaabHbBI CUHTE3 TE-
CTOCTEpOHA (MapakKpUHHO) CTAOMIM3UPYET BOJIB(GOBBI CTPYKTYPHI, TaKUE
KaK NPUIATKHA TECTUKYJ, CEMSIBBIHOCSIIINE MPOTOKA U CEMEHHBIC ITYy3bIPh-
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K. MOIIHBIA METa00IUT TECTOCTEPOHA — TUTUAPOTECTOCTEPOH — BhI3bIBA-
€T aHJAPOTCHU3ALNI0 BHEIIHUX IOJIOBBIX OPTaHOB U yPOT€HUTAIBHOTO CH-
Hyca. ¥ My>X4YMH yPOTr€HUTAIbHBIA CUHYC TpaHCHOPMUPYETCS B IPOCTATY
U MIPEACTATEIbHYIO YaCTh MOUYEHCITYCKATEIbHOIO KaHalla, MOJ0BOM y3€JI0K
Pa3BUBAETCS B FOJIOBKY IOJIOBOTO YJIEHA, YPOr€HUTAIbHBIE CKIAJKU Cpac-
TaloTCs, GOPMUPYS CTBOJI [IEHKUCA, & YPOTCHUTAJIbHBIE BAIMKU (DOPMUPYIOT
MOIIOHKY. Paznnuus Mexay KJIUTOPOM M IIEHUCOM Ha 3TOM 3Tare onpejie-
JSIFOTCS TIPEXKJIE BCETO Pa3MEPOM, a TAKXKE CPAIEHUEM MAJIbIX MOJIOBBIX
ry0 s JanpHennero popMUpoBaHUsl KaBEPHO3HBIX Tel. TecTocTepoH u
neruaporectoctepon (AI'T) ocymectBisitor cBou 3¢ dextsr uepe3 AR
(AR; Xql1-ql2), KOTOpPBIH CIIyKUT TPAHCKPUIIIIMOHHBIM (PAKTOPOM.

OnymieHue TECTUKY — ABYXATAMHBIN Mpo1ecc, KOTOPbId HAYMHAETCS
Ha 8- Hejene recrauuu W 3aBepmaercs B cepenude III Tpumectpa.
Hauanbras abpoMuHanmbHAs CTaaus OIMYIICHHS TeCTHKYN (8—15 Hemenn)
BKJIFOYAET COKPAILCHUE U YTOJIICHUE HAMIPABIISIONICH CBSI3KU U JIeTeHEepa-
U0 SMOPHOHAJIBHOW KPAHUOCYCIIEH30PHOM CBSI3KU. DTa CTaAusl peryJiv-
pyeTcsi camoi TecTukyjiou, Onmaromaps ¢akropam INSL3 u ero G-
nporeuHoBoro penenrtopa (GREAT). [TaxoBas (maxoBo-moiioHo4Has1) ¢ha-
3a OMYIICHUs TECTUKYJbI (25-35 Hemenu) peryiaupyercsi, Mpexae BCEro,
aHJPOTrCHAMU.

B tedenue 2 u 3 TpUMECTPOB TECTUKYJIBI MPETEPIEBAIOT HECKOJIBKO
MOP(OJIOTUYECKUX W3MEHEHHM, BKJIIOYAsl yYMEHbIIEHHE 3MOpPHUOHAIBHOMN
Macchl KieTok Jleiiaura, yJJIMHEHUE U U3BUTOCTh CEMEHHBIX KaHaJbIIEB.
Ha nanHOM 3Tame Ha TECTUKYJIY MOTYT BO3JCHCTBOBATH I'pyObI€ MOBpE-
xAaromye (akTopbl, HAPUMEpP, MPU CUHAPOME MCYE3AKOUIEH TECTUKYJIbI
— MPUCYTCTBYET aJ€KBAaTHAS! aH/IPOT€HU3AINS U HET MIOJUIEPOBBIX CTPYK-
Typ, YTO MOJTBEP>KIAET BIUSHUE MOBPEXAArONIEro (pakropa UMEHHO Ha
MO3/IHUX CTaAUSIX BHYTPUYTPOOHOTO Pa3BUTHSL.

llonosas ougppepenyuposxa no H#reHcKkomy muny

[Iporecchl monoBoN AUBPEPEHIIMPOBKA Y JKEHITUH MEHEE 3HAYM-
TEJIbHBI, HEXKEIIU Y MY>KUYHUH, U HE TPEOYIOT CYIIECTBEHHBIX IPEe0Opa3oBa-
HUW Hapy>KHBIX MOJOBBIX OpraHoB. MIOJIEPOBBI CTPYKTYPHI COXPAHSIIOT-
csi, popMupysi MaTouHble TPYObl, MAaTKy M BEPXHIOIO YacTh BJarajiuiia.
OTCyTCTBHE JIOKAIBHOTO CUHTE3a TECTOCTEPOHA MPUBOAUT K JAETeHEPAIIUU
BOJIB(OBBIX CTPYKTYp. M3 yporeHnTaspHOro CUHyca pa3BUBAIOTCS ypeTpa
Y HWKHASI 4acTh BJArajivila, U3 MOJIOBOr0 Oyropka — KJIUTOp, YPOTEHU-
aJIbHBIE CKJIAJKU (DOPMUPYIOT MaJible MOJIOBBIE T'yObl, 3 YPOr€HUTAIbHBIE
BaJIMKM — OOJIbIIIME TOJIOBbIE TyObl. B OTIMYME OT TECTUKYJIbI, BHYTPHU-
yTpoOHO ssMYHUK He 3KcnpeccupyeT peuentopsl k OCIM u JII/XTY no 3a-
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BepiieHus 16-i Henenu recrauuu. Ha 20-it Henene konnentpamua OCIT B
IJIa3Me JIOCTUraeT nuka, popmupyst nepsuunbie (hommukyibl. K 25-i1 He-
7ieie recTallui SUYHUK UMEET YEeTKHE MOP(OJIOTHYECKUE XapaKTEepPUCTU-
k. DOJITUKYJIOreHe3 MOXKET MPOJ0JKAThCS, TpaadoBbl My3bIPEKU Pa3BU-
BaIOTCS K 3 TpUMECTpPY. SAMUYHUKOBBIM CUHTE3 3CTPOTCHOB MPUCYTCTBYET,
HO OH HUYTOXEH B CPABHEHUU C IUIALIEHTAPHBIM CUHTE30M 3CTPOreHa, U
SMYHUK OCTAETCSl MTACCUBHBIM J0 aKTHBAILIMHU THUIIOTaaMO-TUIIO(PU3apHBIX
OTZEJIOB B IIEPUOJ ITOJIOBOTO CO3PEBAHUS.

Ps1 coCTOAHMIT MOXKET BIUSTH Ha BHYTPUYTPOOHOE KEHCKOE MOJOBOE
pa3ButHhe. Bo3nencTBre aHAPOr€HOB Ha IUIOJ AKEHCKOTO MoJjia IMPUBEAET K
aHJPOTreHU3aMU (BUPWIN3AIMK) HAPYKHBIX IOJOBBIX OpraHoB. Matka
NPUCYTCTBYET, HO MECTHAas KOHIIEHTpalUs TECTOCTEPOHA HENOCTATOYHA,
YTOOBI CTAOMIIU3UPOBATH BOJIB(OBBI CTPYKTYPHI, TaK KaK aHAPOTCHbI UME-
€T HaAMOYECYHUKOBOE MpoucxoxaeHne. Hanbonee yacTo aHaporeHu3anus
mioga ¢ kapuoturnom 46, XX NpoucXoauT W3-3a HApPYIICHUN HaAIIOYed-
Hukoro crepougorenesa (mpu BJIKH), pexe npu nedunure apomaras, pe-
3UCTEHTHOCTH K TIIFOKOKOPTHKOWAAM, OBOTECTUKYJISpHbIM H®DII n mare-
PUHCKUX BUPWIM3UPYIOIIUX OMyXOJIsAX (Hampumep, JiroTeoMa OepeMeHHO-
CTH), a TAaK)KE TIPU BO3JICHUCTBUHU ONPEACICHHBIX XUMUUYECKUX BEIIIECTB.

Pa3BurTHe runorajamMo-runopu3apHo-roHalHOM 0CH y IJI0J1a

OMOpHOHATBHOE TUINOTAIAMO-TOHAIOTPOIIHOE Pa3BUTUE MPOUCXOAUT
c 6-i1 HeAenu OIUIOJIOTBOPEHUS MApaJUIENIbHO C MPOLECCAMH JE€TEPMHUHA-
Uy nosia v 1udhepeHIupOBKH.

3akiajKka OCHOBHBIX SIZIEp TUNOTaiaMyca (CynpaonTHUYECKOro U napa-
BEHTPUKYJISIPHOT0) MPOUCXOJUT Y 8-HEAEIbHOro 3MOpHoHa 4enoBeka. K
Cpoky 16 Henenb BHYTpUYTPOOHOTO Pa3BUTHS sApa HAYMHAIOT MPUOOpe-
TaTh Takue ke (OpMy U PaCIONOKEHHE, KaK U Y B3pOCJIOro YeJIOBEKa, MO-
ABIISIIOTCS TIPU3HAKU HelpocekpeTa. [lo-BuaumoMy, yke B 3TOM BO3pacTte
TOHAIOJIUOEPHUH MOCTyNaeT B TUNO(U3 U y4acTBYET B KOHTposie (popMu-
poBaHus PpyHkuuid ronanotpodon. K 28-ii Henene BHyTpUyTpOOHOTO pas-
BUTUS Torniorpaduueckast AudepeHunanus siaep runoralaMmyca B OCHOB-
HOM 3aKaHYMBAETCS, OJTHAKO BBICIIME LEHTPHI PETYJSLHMU IUIOJa €le He
OKa3bIBalOT 3aMETHOI0 BJIMSIHUS Ha IMOJOBYIO CUCTEMY Ha PAHHHUX ATarax
€€ pa3BUTHsA, B TO BpeMsl Kak (yHKIMOHAJIbHAsI aKTUBHOCTh MOJIOBBIX JKeE-
J€3 ¥ HAAMOYEYHUKOB YPE3BbIYAHHO BakHA NIl (POPMUPOBAHUS TUIIOTA-
namyca. HezaBucumo OT MOJIOBOM MPUHAUICKHOCTH IJI0JIa TUIOTAIAMYC
CHOCOOEH CTUMYJIMPOBATh KaK TOHUYECKOE, TaK M LUKIMYECKOE BbIJETIE-
HU€ TOHAJOTPONMUHOB. TeM HE MEHEE, CUMTAETCS, YTO UMITYJIbCHAS CEKpe-
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uusg JII' 1 @CI' oTCyTCTBYET, U OHM HE OKAa3bIBAIOT BIWSHUS HA TOHAJIbI
wioja npuonau3uTesnbHo 10 20-d HEAenu C MOMEHTA OIUIOJOTBOPEHUS.
['nmaBHBIE 3P dEKTH TOHATOTPONUHOB 3aKIIOYAIOTCS B MOAACPKAHUM TO-
CIIEIHUX CTaJAWil TECTUKYJISIPHOTO CTEPOMJIOreHe3a, O00eCHeurBaIOIIETo
YJIMHEHHE TTOJ0OBOTO YWICHA, & TAK)KE MTAXOBYIO CTAIUIO OMYIIEHUS TECTHU-
KyJ. Ciie1oBaTenbHO, MaIbYUKH C BPOKJICHHON HEAOCTATOYHOCTHIO TOHA-
JOTPOIMHOB UMEIOT PUCK HEJIOPA3BUTHS MOJIOBOTO WiIeHA (MUKPOIIEHUC) U
JIBYCTOPOHHETO KpUnTopxuzMa. OIHAKO y HUX HET TMIIOCIANH, IOCKOJIb-
Ky CIHSIHUE YPETPaJbHBIX CKJIAAOK MpPOoUCXomuT 10 20-i Heaenau recra-
105128

B sMOpuroHanbHBIN TEPUOMA BBICIIME LIEHTPHI PEMPOIYKTHUBHON CH-
CTEMbl MHTEHCUBHO pa3BUBAIOTCA. LleHTpaspbHOE MECTO B JHIOKPUHHOMN
CUCTEME IUTIOAA 3aHUMAET Tuno¢u3, KOTOPHIN BBIJIETSAETCS KaK aHaTOMUYe-
CKoe o0pa3oBaHMe yke Ha 5-i Henene sMOpruoHaIbHOTO pasButus. Ha 8-i
Hejiene B rumnoduse 1ioja ONnpelessiioTcs TOHAIO0TPONUHbL. B TeueHue
19-24-i1 nenenp xkonudectBo OCI" u JII' B runoduze nporpeccuBHO yBe-
nuuuBaeTcs. OueBUAHO, Ha pPaHHUX 3Tamax SMOpPHUOHATIBLHOTO Pa3BUTHUSA
runopu3 Tak K€, KaKk U IMOJIOBBIC KeJe3bl, HAAMOYCUHUKH, MIUTOBUIHAS
KeJe3a, HaXOAUTCS O[] BIUSHUEM IUIALICHTAPHBIX TOPMOHOB. CyIIECTBY-
€T BBICOKAs CTETEHb COTVIACOBAaHHOCTH (DYHKIIMOHUPOBAHUS YHIOKPUHHOMN
CHUCTEMBI IJ10/1a C SK30T€HHBIM TOPMOHAIBHBIM (MAaTEPUHCKUM) PUTMOM.

[Tocne 27-i1 HEeaenu BHYTPUYTPOOHOTO pa3BUTHS, Korja chopmMupo-
BaHa TUNoQu3apHas BOPOTHAsI CUCTEMa, HAUMHAIOT YCTAaHABIUBATHCS KOP-
pPESTUBHBIC B3aMMOOTHOIIEHUS B CHUCTEME THUHOTalaMyC—THUIO(PU3—
HAJIOYCUHUKU—INYHUKY/ SUMYKA. OJHAKO O HACTOSLIErO BPEMEHH BO-
IPOC O CYLIECTBOBAHWM CBSI3M MEXIy Pa3BUTHEM IIOJOBBIX XKE€JIE3 U
dbyHkuMei runodusa B aHTEHATAbHBIA NIEPUOJI OKOHYATEIBLHO HE PEIICH.
He BbIICHEHO, KakoBa PoOJIb B 3TOM IPOLECCE BIUSHUSA TOHAJOTPOIIMHOB
IJI0/1a U KAKOBO y4aCTHUE XOPUOHUYECKOT0 TOHAJOTPOIIMHA.

I'mnoranaMo-runo(pu3apHoO-roHaHas 0Cb B HEOHATAJIbLHOM
nepuoje

[Tpu poxxneHun MiaazeHel 0OCBOOOKIAETCSl OT BIMUSHUSI MAaTEPUHCKHUX
Y IUIALEHTAPHBIX TOPMOHOB U 3a 3TUM CIIEAYET PsiJ 3HAYUTENIbHBIX JHJIO-
KPUHHBIX U3MEHCHUN.

Y MaJIb4YUKOB

[Ipu poxaeHUN y MaJbUYUKOB MOXHO OOHApYKUTh HU3KYIO KOHIICH-
TPaALUIO TECTOCTEPOHA, HO B JAJIbHEUIIIEM OHA IPOAOJDKAET CHUXKAThCA. B
6 Helenb MPOMCXOAUT MOBTOPHAS aKTUBALMS TMIIOTAIAMO-THIO(U3apHO-
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TOHAJIHOW OCH, YTO B BO3pacTe 2—3 MECSIEB NPUBOJAUT K ITUKAM TECTOCTE-
pOHA, COOTBETCTBYIOIIMX CpeaHenyOepTaHbiM 3HaueHusM. K miectume-
CIYHOMY BO3pPACTy THIOTalIaMO-TUNIO(U3apHO-TOHAHAS OCh MEPECTacT
(GYHKIIMOHUPOBATH U OCTAETCA MACCUBHOM /10 Havayia MyOepTaTHOTO MEpH-
0/1a B ITIO3/IHEM JETCTBE.

[Ipu poxaenun MHrUOMH B HaxoauTCs Ha BBICOKOM YPOBHE CEKpe-
A, KOTOpasi CTPEMUTEIBLHO CHUXKAETCS B TCUEHUE MEPBBIX 2 JIET )KU3HU,
a TIOTOM ITOBBIIIAETCS B IEPUO]T TTOJIOBOTO co3peBanus B 11-15 mer. Kon-
ueHTpanusi AMI' ocTaé€rcst BBICOKOUM ¢ POXKACHUS Ha MPOTSIKECHUU JIETCTBA
M YMEHBIIAETCA JO0 HU3KUX 3HAYEHUM C HA4YajaoOM ITOJIOBOTO CO3PEBaHMS,
CHHXPOHHO C YBEJIMUYECHHUEM MPOIYKIHH TecTocTepoHa. AMI™ u unrubux B
MOTYT CIIy)KWTh MapKepamMu aKTUBHOW TECTUKYJSPHOW TKAHW y MaJbyu-
KOB C KpUIITOpXu30M, aHopxuzmMom u HOII ¢ kapuotunom 46, XY. Taxxe

MOJIE3HBIM MAPKEPOM MOKET CTaTh UCCIEIOBAHUE YPOBHS SKCIIPECCUU T'e-
Ha INSL3.

Y neBouyek

[InanenTapHas ceKpeuusi 3CTPOreHa MOXKET NPUBOAUTH K MOSBICHUIO
Teaapxe 0 POXKIACHUS, U B CBSI3U C BELIOPOCOM 3CTPOTE€HOB U MPOTeCTepOHa
Yyepe3 HECKOJIbKO JHEW MOCie POXKIACHUSI BO3MOXKHO MOSIBIICHHUE MEHCTPY-
aIbHOMIOIOOHOM peakuuu. B rpyHOM Bo3pacTe MPOUCXOIUT TUCKPETHAsS
aKTUBAIMs THUIOTAJIaMO-Tunodu3apHO-rOHaAHON ocu. B mepBbie mMecsibl
KU3HM BO3MOXHO oImpejaeneHue scrpaauona (5-20 nr/ma = 20-80
nMoub/n) u uaruouHa B (50-200 nr/mir), a Takke JOCTaTOYHO BBICOKHE
ypoBuu ®OCI' (3,8 mEn/n, nuamazon 1,2—-18,8 MEn/m). Marubun A Obu1
NpEUI0KEH KaK MapKep OBapUajbHOW TKAHU B MEPUOJE HOBOPOKIECHHO-
CTU y JI€TEN C BO3MOXXHBIMU OBOTeCTHKYJsipHbIMU H®II (mpaBna, nHorna
TOJBKO TTociie ctuMyJisiuu OCL).

HccaenoBanne HAPYKHBIX MOJOBBIX OPTraHOB

OcMOTp U OLIEHKA HAPY KHBIX MOJIOBBIX OPraHOB Y HOBOPOKJIEHHOTO C
nojo3penuem Ha HOII sBisieTcs BaHbIM 3TAllOM B JUArHOCTUKE. B kave-
CTBE METOJIMK BO3MOXHO MCIIOJIb30BaHUE IIKAJIBI OLICHKU CTEIEHU BUPH-
muzanuu 1o Ilpanepy (1954) (puc.14), mikansl OLIEHKH CTENEHU HEIOCTa-
TOYHON Bepuiuzanuu no 3uHHekep (Sinnecker et al.(1996)) (puc.15),
OIICHKHU BHElIIHeW mackynuHuzanuu no mkaie EMS (External Masculini-
zation Score, 2000) y manpuukoB (Tabiu. 7.2), uccieqoBaHUE pa3MepOB
KJIIUTOpA U pacyeT kiutopaibHoro uHaekca (IIpunoxenue 8§), ucciegona-
HHUE pa3MEpOB IIEHHCA, IMOJIOKEHUS U pa3mepa suuek (IIpunoxenue 8),
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BBISIBJICHUE aHOMAaJIUU MOMIIOHKH, HAJIMYMUA TUIIOCTIAAVHN W €C BApPHAHTA,
pacucT aHOTCHUTAJIbHOI'O PACCTOSAHUAA.

Normal F v

.7 \,@/y \%% ‘;{@ /@@

~ /‘xﬁ/ \,9\/ ~aY - J \,ﬁ
1) @ u u Q
@ L8
— A AN A A - A H_.A__.a
Puc. 14. llIkana ouenku Bupuiansanuu no Ilpaxepy
IIpumeuanue: 0 OaymioB — HApY’>KHbIE MOJOBBIE OPTaHbl MO XEHCKOMY TUIy; 1
6amn — runeprpodus kiIuTopa; 2 6amia — runepTpodus KIUTOpa, CpacTaHue MOJIo-
BBIX T'y0, (JOpMUPOBaHNE YPOTEHUTAIBHOIO CHHYCa; 3 Oasljia — MUKPOTIEHHUC, MOIIIOH-
Ka, IPOMEXHOCTHAs runocnaaus; 4 0amia — MUKPOTICHHC, MOIIIOHKA, CTBOJIOBAs MU
rojioBuUaTasi TUIoCHaans; 5 6auIoB — HapYyKHBIE MOJOBHIE OPTaHbI IO MY>KCKOMY TH-

my.

Puc.15. IlIkajia HeA0CTATOYHON BUPUIM3AIMH HAPYKHBIX IOJOBbIX OPraHOB

(peHOTHIIBI HAPYKHBIX MOJOBBIX OPraHOB MPH MYKCKOM ImceBaorepmadgpoau-
TH3Me) o Sinneckeretal (1996)
Ilpumeuanue: Tun 1 — mysxckoit penotun; Tum 2 — IpeUuMyIIECTBEHHO MYKCKOH (C
W30JIMPOBAHHOW TUMOCHAANEH, TUO0 C MUKPONEHHUCOM, Pa3BOCHHOW MOIIIOHKOM);
Tun 3 —uHTEpCEKCyalbHBIN THIT (MUKpPOQAIIOC, pa3BOCHHAs MOIIOHKA, HAPYKHOE
OTBEPCTUE MOUYECUCIYCKATEIbHOIO0 KaHaJla HaXOJUTCS JUOO B MPOMEKHOCTH, JTHUOO
3aKaHYMBAETCA MOYEIMOJIOBBIM CHHYCOM C KOPOTKHM CJIENbIM BiaranumieMm; Tun 4 —
MPEUMYIIECTBEHHO XEHCKUHN (C HE3HAYUTEIbHBIMU MPU3HAKAMHU H30BITOYHOTO BO3-
JNEUCTBUST aHJPOTEHOB: KIMTOPOMETausl, YaCTUYHOE CIUSIHUE TOJIOBBIX TY0 WIJIM OT-
YETJIMBBIE OTBEPCTUSI MOYEHCITYCKATEILHOTO KaHala U Biaranuia), Tunm 5 — aHaro-
MUYECKH KEHCKUM.
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Tabmuma 7.2
IlIkana ouenku enewineni mackyaunuszayuu EMS (2000)

baaabi: | Cpamenue | Mukponenuc | Jlokanuzanus JleBoe IIpaBoe | baibl:
MOIIOHKH Meartyca SAMYKO AMYKO
3 na HET HOpMa
2 roJioB4aTas
B momonke | B Momonke 1,5
1 CTBOJIOBAsI B naxoBom | B maxoBom 1
KaHale KaHaje
B Opromnoii | B OpromHoi 0,5
MOJIOCTH MOJIOCTH
0 HET na MIPOMEKHOCTHAS | OTCYTCTBYET | OTCYTCTBYET 0

Ilpumeuanue. O6muN Oan sIBISETCS pe3yJNbTaTOM CYMMbl 3HaY€HMH MSATH NPU3HAKOB (B
HopMme 12 GamsioB).

Coscem HenaBHo (2020 r.) EBponeiickuM cOTpyIHHUYECTBOM B 00Ja-
ctu Hayku M TexHonoruid (COST) Obuta pa3paboTaHa IIKana OLEHKH
HapyxHbIx reHutanii — EGS (external genitalia score). [{annas mikana
yTBEP)KJI€HA KaK HAJEKHBI WHCTPYMEHT, IO3BOJISIONIMK OOBEKTHUBHO
OMHUCHIBATh KAaK TUIWYHBIC T€HUTAJIWH, TaK W WHTEPCEKCYaJbHBIA THII
CTPOEHUSI TEHUTAINN Y HOBOPOXKJACHHBIX HE3aBHCHUMO OT CPOKa recTaluu
npu poxxaeHuu (Tadma. 7.3).

Taoauna 7.3
Hlkana ouenku napyxcuvix cenumanuit EGS (2020)
baa- Jlabuockpo- I'enutann- Jloxkanmu3a- | Jlokaam3zanusa | Jloxkajau3anus
JbI: TaJIbHOE HbI 0yro- s JIeBOM Ir'OHA/IbI npaBou
cpaieHue POK, MM Meartyca TOHA/ADBI
3 na >31 TUITUYHO
MY>KCKas
2,5 26-30 rojoByarasi,
BEHEYHast
2 CTBOJIOBAs
1.5 3anHee 21-25 MEHOCKPO- 1abUOCKpO- 1a0UOCKpPO-
cpalieHue TaJbHas TaJIbHOE TaJIbHOE
1 10-20 MOIIIOHOYHAas IMaXxoBO- IMaxoBO-
MOIIIOHOYHAs MOIIIOHOYHAs
0,5 MIPOMEKHOCT- rmaxoBast rmaxoBas
Has
0 HET <10 Tunnyano HENAJIbIUpye- | HeNalbnupye-
JKEHCKas Mas Mas

Ipumeuanue. O61MIA 6ant ABISETCA PE3yIHTATOM CYMMBI 3HAUCHUH MATH MPU3HAKOB.
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Pa3Mepsbl KITUTOpa Y JEBOUYEK U3MEPSIIOTCS C MOMOIIbIO JIMHEHKH, TPU
ATOM MOJIOKEHUE JICBOYKHU HA CIIMHE B M03€ «JIATYIIKW», OOJBIINUE TOJIO-
BbIe TYOBI pa3BeJIeHbI, KpalHsis TJI0Th KIUTOpa oTBeAeHa. KiauTopanbHbIi
WHJIEKC PACCUUTHIBACTCS MyTEM YMHOXEHUS 3HaUYCHUI (MM) MOMEPEYHOTO
pasmepa (IUpUHA) U CaITUTAIBLHOTO pa3Mmepa (rMHa) KiuTopa. O KIUTO-
pOMEraJiii MO>KHO TOBOPUTH B Cilyuae JUIMHBI Kiutopa 0osee 10 mMm. Ec-
JIU KJIUTOP TMPUKPHIT OOJBIIMMH MOJOBBIMU TYOaMu, BbICOKA BEPOSITHOCTb,
YTO KIUTOpoMmerainu HeT. O MUKPOKIMTOPE MOKHO FOBOPUTH B Cllyyae
JUTUHBI KIIATOPa MEHEE 3 NEPUEHTHIIS.

Pa3Mepsbl nieHnca U3MeEpSIoT MO0 JOPCATbHON MOBEPXHOCTH OT CUMDU-
32 JI0 OKOHYAHMS TOJIOBKH IOJOBOTO ujeHa 0e3 ydera KpaWHeW IUIOTH.
MHuKponeHrcoM clieIyeT CUUTaTh JIMHy nenuca menee -2,5 SD. Tak, mo-
pPOTOBOE 3HAYEHUE ISl JIOHOIIEHHBIX HOBOPOXKJICHHBIX MaJbUUKOB CO-
CTaBJAET 2,5 CM, IS HOBOPOKJICHHBIX C TE€CTAllMOHHBIM BO3pacTtom 34
Henenn — 2,0 cM, a 11 HeJOHOIIEeHHBIX B Bo3pacte 30 Hemenb — 1,5 cm.
Crnenyer OTMETUTbh, YTO W JIJIMHA TEHHUCA, W JUIMHA KJIUTOpa UMEIOT OCO-
OCHHOCTH B 3aBUCHMOCTHU OT dTHUYECKON MPUHAICKHOCTH.

AHOTeHTaJIbHOE PAcCTOSIHHE 0003HAYAET PACCTOSIHUE MEXKIY aHyCOM
U HapyXHBIMU MOJIOBBIMH OpraHamu. Y JE€BOUYEK HU3MEPSACTCS PACCTOSTHUE
KaJmnepom oT anyca 1o knuropa (AI'P,) 1 oT aHyca 10 y31€4KHU MOJIOBBIX
ry0 (AI'P,y). Y ManpuuKoB U3MEPSAETCSA PACCTOSTHUE OT aHyCa JI0 MOLUIOHKH
(AI'P,,) u ot anyca no nojoBoro uieHa (AI'P,,). Ilonoxenue nereid npu
oueHkU Al'P MOxeT BapbupOBATHCS B 3aBUCUMOCTH OT METOJUKU:

1) Meton «TIDES» (The Infant Development and the Environment
Study) — peObeHOK Ha CIIMHE B I103€ JIATYIIKWA U ¢ TIOAHATBIMA HOTaMHU (1101
yrioM 60-90° mexay TyJlOBUILIEMH OEApOM), KOJICHH MOATSIHYTHI K TLIE-
yaMm.

2) KeMOpukckuid MeToJT — peOCHOK B TOJIOKEHHUM JIeKa Ha CIIHHE,
COTHYB HOTH B Ta300€pEHHOM U KOJICHHBIX CYCTaBaX, IOCTaBUB CTYITHU
Ha MOBEPXHOCTh M CJIErKa OKa3bIBas JaBjieHUE Ha Oenpa (Tadm. 7.4).

Taoaunna 7.4
Anozenumanvrnoe paccmoanue (Me(Q1-Q3)) y oemeii 0o 1 2ooa
(no Fischer M.B. etal., 2020)

Meton AHOreHHUTaJILHOE 3nauenne AI'P, mm

U3MEPEHUs paccTosiHue HoBopoxaennbie 6 Mmecs1eB I ron
(AT'P)

«TIDES» AT P, MATbunKH 25,5 (23,0-28,1) 35,9 (33,6-41,2) | 35,8 (31,2-40,2)
ATP,,1eBouKH 15,0 (13,5-16,6) 18,3 (16,0-20,2) | 18,8 (16,8-21,0)
ATP,, MaTbIHKH 54,0 (50,9-57,3) 75,6 (70,6-79.2) | 76,2 (70,9-79.5)
ATP,JIeBOUKH 36,8 (35,0-39,6) 42,6 (39,7-47,4) | 41,7 (37,5-44,8)
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«CAMBRIDGE

AI'P,,, MaTpunkmu

22,7 (20,6-24.,9)

30,8 (26,7-32,5)

31,5 (28,0-34,7)

» AT'P,yieBouKH

14,1 (12,7-15,7)

16,5 (15,4-18,2)

19,0 (15,4-19,8)

IIpumeuanue. AI'P,,— AI'P anyc-momonka; AI'P,, — AI'P anyc-y3nedka mojaoBbIx ryo0;

AI'P,—AI'P anyc-nenunc; AI'P,—AI'P anyc-knurtop.

[Ipy HegOCTaTOYHOM BHYTPUYTPOOHOM BO3JEHCTBUU AHJIPOTEHOB
3HaueHusi AI'P y MaJlbuMKOB YMEHBIIAIOTCS. Y JIEBOUYEK MPU U30BITOUHOM
BO3JICUCTBUM aHJIPOTCHOB, HANPOTUB, 3HaueHUd AI'P yBennunBaroTcs.

Homenknoamypa u knraccugurkayusa napyuieHuii oopmuposanus noia

Haunbonee yacteie npuuunbl HOII MOXHO yclIOBHO pa3nenuTh Ha 3
rpynisl: xpomocoMubeie HOII, HOII npu kapuotune 46, XY nu HOII mpu
kapuotune 46, XX (tabn. 7.5). KapuotunupoBanue, BBIMOJIHEHHOE B KO-
POTKHE CpPOKH, CTAHOBUTCS CTAPTOBOM IUIOIAAKOW ISl ONPENEIICHUS

HaIlpaBJICHUA HCCHCI{OB&HI/Iﬁ.

Taoauma 7.5

Ilpumep knaccugpurkayuu napywienuii popmuposanus noia

(Hughesetal., 2006)

Xpomocomubie HOII

H®II npu xapuorumne 46,
XY

H®II npu xapuorumne 46,

XX

A. 47, XXY (cungpom
Knaiindenbrepa u Bapu-
AHTBHI)

A. Hapymenus pa3Butus
roHaj (TECTUKYJ)
1. ITonnas nim yactTuyHas

nucrenesus ronaq (SRY, 2. OBOTECTUKYJISIPHBIE
SOX9, SF1, WT1, DHH, HO®II
nyrkanuss WNT4, ny- 3. Tectuxynsipasie HOII

kauusg DAX1 u ap.)
2. OBotectukysipasie HOII
3. Perpecc TecTuKya

1

A. HapyllleHuE pa3BUTHS
roHaji (SSMYHUKOB)

(SRY+, nynnukanus
SOX9, RSPOI1, WNTH4)

. Jlucrenesust ronazg

B. 45, X (Cunnpom Tep-

HEpa U BapUaHThI) JNEUCTBUS aHIPOTE€HOB 1. ®eranbHbIi:

C.45,X /46, XY (cme- | 1. Hapymenns cuntesa an- | e  3B-I'CJ] 2-ro Tuma;
IIaHHasg JWCT€HE3U I'0- JAPOTCHOB: ° 21—1‘I/II[pOKCI/IJ'[a3a;

HaJ) e wmyrauuu peuenropa JII'; | e  P4500kcumopenykrasa;
D. 46, XX /46, XY o cunapom Cmura — JleM- | e 11B-rugpokcunasa;
(Xumepusm) 1 — OnuTua; o

B. Hapymienus cunTe3a wim

e Myramuu StAR-
MPOTEUHA,

e OTHIETUICHNE OOKOBBIX
LIETIEW XOJIECTEPUHA;

e 3B-I'CJ 2-ro Tuma;

TTyKTa3bl;
o 170- 3. MaTEpUHCKHU;
ruapokcunasa/l7.20- ® BUPWIM3HPYIOILHUE

JIha3a;

2

B. 130bITOK aHIpOTeHOB

MyTallUH TJTIOKOKOPTH-
KOHJTHOT'O peLenTopa.

. deTorutaneHTapHbIN:
neduuuT apoMaras;
nedUIUT OKCUI0pe-

OIYXOJIU Y MaTepu
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e P4500kcunopenykrasa;

e [luroxpom BS;

® aJbJI0-KETOPEAYKTA3a
1C2;

o 17B-I'CL;

e So-peaykrasza 2.

2. Hapymienus nencTBust

aAHJPOTEHOB:

® CHHIPOM HEYYBCTBU-
TEJIbHOCTHU K aHJIpOoTre-
HaM;

® JIGKapCTBEHHBIEC Mpena-
paThl U (haKTOPhI OKPY-
YKAKOIIEH CpelIbl

(JrroTeoma);
e TIperapaThl aHIpOTe-
HOB

C. Hpyroe
1. CunapomaiibHble acco-

nyanuyu (aHOMaJuu KJIo-

aKH)

2. AreHesus/TUIONIA3UI
MIOJUIEPOBBIX  MPOTOKOB
(cunapom PokuTaHckoro —
Maiiepa — Krocrepa —
Xay3sepa)

3. AHomanun MaTKH
(MODY5)

4. ATtpe3us Biaraiuiia

(cungpom MakKbrocuka —
Kaydmana)
5. Cpanienue noJioBbIx ry0o

C. Opyroe
1. CunpomanbHbIE acCOlU-

alliy C Pa3BUTHEM MY>KCKUX
MOJIOBBIX OpPraHoB (aHoMa-
JUU KJI0aKu, CUHAPOMBI Po-
OuHOBa, Aapckora, pyka-
HOT'a-TI0JIOBbIE OpraHsl,
NOJAKOJIEHHBIN NTEPUTHYM )
2. Cunapom perpeccuu Te-
CTHUKYJIbI

3. CIIMII

4. HW3zomupoBaHHas rumo-
criaaus

S. BpOXIEHHBIN TUIIOrOHA-
JOTPOIHBINA TUTIOTOHAIU3M
6. Kpunropxuzm (INSL3,
GREAT)

7. BosneiictBue (HakTopoB
BHEIIHEN CPEJIbI

Br100p 110/10BO# MPUHANIEKHOCTH
PoxzaeHnue pedeHKa ¢ MHTEPCEKCYaJbHBIM CTPOEHHUEM HApYKHBIX Ie-
HUTAJTUN SBJISETCA KPUTHYECKOW CHUTyalrued, TpeOyromeld T0CTaTOYHO
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ObICTpOil BpaueOHOM peakiuu B onpeaenenun Bapuanta HOII u yctanos-
neHuu nosa pedeHka. OCHOBHBIMU 3TallaMy B JUATHOCTHUKE SIBJISIFOTCA:

1) TIHAaTeNnbHBIN OCMOTP HAPYKHBIX T€HUTAIUMN, MAIbIALNS TOHA TS
yCTaHOBJICHUSI ()akTa aHOMAJILHOTO CTPOCHMSI HapY’>KHBIX MOJIOBBIX Opra-
HOB;

2) Y31 opraHoB Majoro Tas3a u MaxoBbIX KaHAJIOB;

3) HEMeJIEHHOE KapUOTUITMPOBAHHUE;

4) onpenenenue 17-OHII;

5) uccnegoBaHre TOPMOHATBLHOTO MPOQUIIS;

6) KOHCYJIbTallMsl HAOKPUHOJIOTa, T€HETHKA, ypojora Ui 00cieno-
BaHHWE B CIEIUAIM3UPOBAHHOM OTIEJIEHUH MHOTONPOQPUIHLHON HETCKOMN
OOJILHULIEL.

OxkonuarenbHas quarHoctuka HOIT Bo3aMOkHA TOABKO MOCHE PE3yib-
TaTOB JIATAPOCKONMYECKOW JUATHOCTUKU M THCTOJOTHYECKOTO HCCIIENO-
BaHMs TOHaJl. B ocHOBe BbIOOpa mosia peOeHKa JEKUT HE TOJIBKO MaTore-
HETUYECKUI XapakTep 3a00J€eBaHMs], HO U BO3MOXKHOCTb MPOBEACHUS 3(-
(eKTUBHON TOPMOHATIBLHOMN Tepanuu, a Takke (PU3NOIOTMUECKON U TICUXO0-
JIOTUYECKOM aanTaliy MalueHTa B BHIOPaHHOM TI0JIE.

JleyeHnue

JleyeHue malMeHTOB 3aKJII0YAETCS B pa3pabOTKe IulaHa C Ompejelie-
HHUEM BPEMEHHU U MOCIEA0BATEIBHOCTU ONEPATUBHBIX BMEIIATENILCTB IS
KOPPEKIIMM BHYTPEHHUX W HAPYXHBIX TCHUTAINM, BPEMEHU WHHUIUALIUU
3aMECTUTEJIbHOM TOPMOHAIBHOW TEPANUHU, IICUXOJIOTUYECKOTO KOHCYJIBTH-
POBaHHUS CEMbH U HAOJIOJEHUA 32 PEOCHKOM, OINpE/EICHUE PENPOTYKTHB-
HOTO IOTEHIMAJIA B TAIIbHEUILIEM.

3a peOEHKOM Ha BCEX ATamnax JiedeHUs HaOII0aeT MYJIbTHAUCIUTLIN-
HapHas KOMaHJa CIICUAIINCTOB, C BKIIFOYCHUEM I'€HETHUKA, SHIOKPHUHOJIO-
ra, yposjora, 1eTCKOro rHHEKOJI0Ta, penpoyKTOoJIOra, IICUXO0JIOra.

[Ipu HEOOXOAUMOCTH BKIIFOYAIOTCS U CHEIUATUCTHI MHOTO PO —
Ipy HAIMYUM aCCOUMMPOBAHHOW mMartojoruu (Hedposor, KapauoJyior u T.

1.).

Konmponvnule 6onpocwt u 3a0anus k 2naee 7
1. HazoButre cpok Hayana NpOAYIMPOBAHUSI TOHAIOTPONUHOB TUIIO(HU-
30M B [IEPUO]I BHYTPUYTPOOHOTO PA3BUTHHL.
2. Ha3zoBurte roHaoOTpONUHbI, 0OCOOCHHOCTH CEKPELIUHA TOHAJOTPOIIMHOB
y MaJIbYMKOB U JIEBOYEK BHYTPUYTPOOHO.
3. Uro Takoe roHagHbIN MOJI?
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N

10.
11.
12.

13.

HazoBute OCHOBHBIEC CTEPOUIHBIE U MENTUIHBIC TOPMOHBI, CEKPETUPY-
€MbI€ BHYTPUYTPOOHO.

[TosicHuTe, 4eEM NIETEPMUHUPOBAH T€HETUYECKUM TTOJ.

HazoBure stanel npoiiecca auddepeHIMpOBKH MoJjia B MEPUOJ dM-
Opuorexesa.

KakoB mnporiecc BHyTpuyTpoOHOTO (HOPMHUPOBAHUS MY>KCKOTO ToJIa —
AKTUBHBIN WJIN TTACCUBHBIN ?

HazoBure O0COOCHHOCTHU (GyHKIIMOHUPOBAHUS TUIIOTaJIaMO-
rUNo(pU3apHO-TOHAHONW OCH B MEPUOJIC HOBOPOKJICHHOCTU B 3aBUCH-
MOCTH OT T0J1a.

KakoB ypoBeHb TECTOCTEPOHA Y HOBOPOKICHHOIO MaJlb4YMKa — BBICO-
KU WU HA3KUI?

OrnieHUTE aKTUBHOCTH SIMYHUKOB HOBOPOKJICHHOM JI€BOYKH.
[IpuBeauTe MpUMeEpbl XPOMOCOMHBIX HApYIICHUN (POopMUpOBaHUs TOJIA.
SBnsieTcst U KapUOTUIT HOBOPOXKJACHHOTO OINPEESIONIUM B BBIOOpE
nosa?

HazoBute Mapkepbl GyHKITMOHUPYIOIICH TKaHu simuka pu HOII.
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OTBETBI HA KOHTPOJIBHBIE BOITPOCHI U 3AJIAHUSA

I'maBa 1
1.

(OS]

D

© %0

11.
12.

I'maBa 2
1.

2.

()

W

@opMHUpPOBAaHUE IJIALIEHTH KaK COCTABJIAIOIIEN YAaCTH CHUCTEMBI
MaTh — IUIALEHTA — IUIOJI HAYMHAETCSA C 3-U HEJEHIU U 3aKaHYu-
Baetcs Kk 20-i Henene 0epeMEHHOCTH.

XOpUOHUYECKHUM TOHAIOTPOIIMNH, IUIALEHTAPHBIN JAKTOT€H, [PO-
IeCTEPOH, ICTPUOI.

[Ipu cmioHTaHHOM a0OopTE, HEIOHAITMBAHUH, TUTIOTPOQPUU TIII01A.
Yrpo3oii npepbiBaHus OEPEMEHHOCTH, XPOHUYECKOW IUIAICH-
TapHOU HEIOCTATOYHOCTbIO, THOENbIO M0/,

IIpernaninoJ, aJuIONpEerHalAnoII, IIPETHAHOIOH.
CnocoOCTBYIOT CTUMYJISIIUM  MPOAYKIMU TPOCTarjaHIuHOB,
YYacTBYIOT B BBICBOOOXK/IEHUHU Psifia TOPMOHOB.

Ha 8-t nenene naumnaercs auddepeniiuponka xpomMahPuHHBIX
KJIETOK U CUHTE3 KaT€XOJIAMUHOB.

Ha 12-i1 Henene BHYTpUyTPOOHOM KU3HH.
TTT.

. OKa3pIBaIOT BIMSHUE HA (DOPMUPOBAHHUE U CO3PEBAHHE I'OJIOBHO-

ro mosra Oyayiiero pebeHka, Ha pocT U IuddepeHIIUpPOBKY
KOCTHOM TKaHW, Ha aOCTpPaKTHOE MBIIIJIEHUE, CIOCOOCTBYIOT
CUHTE3y OeJKa, BIUSIOT Ha CKOPOCTh METa00IU3Ma.

OnHa Hepens.

duznonaoruyeckas mMacTonaTusi, JeCKBaMaTUBHBIN BYJIbBOBAru-
HUT, METPOpPparuu, MujIua.

NHCynuH, MHCYJIMHONIOA00HbBIE (haKTOpPHl pocTa, TOPMOH POCTa,
TUPEOUJIHBIE TOPMOHBI, ITIOKOKOPTUKOWU/IBI.

NHcynuH, ciocoOCTBYET BHYTPUYTPOOHOMY POCTY TUIOJIA.
['eneruueckue (HakTOpbl, XPOMOCOMHBIE OOJIE3HU, BPOXKJICHHBIC
MIOPOKU PA3BUTHS, BPOXKIACHHBIE TOPOKU CEPACYHO-COCYAUCTOMN
CUCTEMBbI, BHYTpUYTpPOOHbIE MH(EKIIUU, BPOKICHHBIE HapyIlie-
HUS METa00IM3Ma, CollMaabHbIe (DAKTOPHI PHCKA.
CUMMETpUYHBIN, UM TUTOTPODUUECKUN THII.

CHIKeHre Macchl Tella MeHee 4yeM Ha 2 U 0osiee CTaHJapTHBIX
OTKJIOHEHUST (Wi Huxke 10-ro mepreHTWIs) MO CPaBHEHUIO C
JOJKEHCTBYIOIIEH JJIs1 TECTAllMOHHOTO BO3pacTa.

Cunnpombr Tepuepa, Cekkens, nenpedayHusMm, CuibBepa —
Paccena, JlIoypenca — bapnue — buns.
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I'maBa 3

(U]

Tpucomus xpomocom 13, 18, 21.

[To kpuBbiM @entoHa (2013): Bec — MeHee 10-ro mepreHTuIs,
IHa Tena — HopMa, O'— Hopma, 4TO COOTBETCTBYET THIIO-
Tpoduueckomy tury 3BVYP. ITo kpussim Intergrowth 21%(2014):
BEC —MEHEE 5-Ir0 NMEPLUEHTUIIS, JJIMHA TeJla — MEHEeE 5-ro nep-
neHtuisa, OI' — menee 10-ro mepueHTWIs, YTO COOTBETCTBYET
CUMMETPUYHOMY BapuaHTy 3BYP.

[lepBblii 3Tal — NEPBBIA TPUMECTP — 3aKIaJKa MO3Tra mioja (moa
BIMSIHUEM THUPEOUIHBIX TOPMOHOB MATEPH); BTOPOM 3Tam — BTO-
poOil TpUMECTp — aKTUBHOE (POPMHUPOBAHHE HEHPOIIUTOB, OCHOB
WHTEJJIEKTa, JBUTaTEIbHON (DPYHKIIMKM MoO3ra; TpEeTUW 3Tam — KO-
Hel 0EpeMEHHOCTH — TMepBasi HeJIEs KU3HU — aKTUBHOE CO3PEBa-
HUE KOPBI FOJIOBHOTO MO3Tra, pOCT aKCOHOB, (hOpMHUpOBAHUE ac-
COIIMAaTUBHOI'O ¥ a0CTPAKTHOTO MBIIIJICHUSI.

B HeoHaTabHOM MEPUOAE: IHAECMUYECKUN KPETUHU3M, BKIIFOYAs
YMCTBEHHYIO HEIOCTATOYHOCTh C 3JIEMEHTAMH MYTH3Ma, CIla-
CTUYECKasl JUIUICTHS, KOCOTJIa3ue, TUIIOTUPEO3 U HU3KUM POCT.
MutaneH4eckasi CMEPTHOCTb.

200 MKT o1a B CYTKH.

OtcraBanne B (U3MUECKOM PA3BUTUU. 3aJEpKKa HEPBHO-
MICUXUYECKOr0 pa3BuTus. Hu3kuii ypoBeHb KOTHUTUBHBIX (DYHK-
[, MOBBILLICHHAS 3a00J1€BAEMOCTh. 3aJ€pKKa MOJIOBOTO CO3pe-
BAHUA.

Hetn 0-5 ner — 90 mkr noxa, 6-12 ner — 120 Mkr Mojaa, moa-
poctku ctapiie 12 ner — 150 MKr ona, OepeMeHHbIe U KOPMSI-
e — 200 MKT Bona.

JlucreHe3usi IIMTOBUIHOW JKeNe3bl (areHe3wsi, THIOTECHE3HS,
JUCTOIIHS ), TUCTOPMOHOTEHE3.

AHOManuu TUNOTATIAMO-TUNO(PU3apPHON 00JIACTH, MAHTUIONU-
TyUTapU3M, U30JIMPOBaHHBIN Hedurut cuateza TTT.
[lepeHoiieHHass O€peMEHHOCTh, HU3Kasl JBUraTelibHAs AKTUB-
HOCTb IJIOJA, KPYIHAs Macca Py POKJICHUMU.

[lmoxast pereHepaiusi Myrno4yHOW paHKH, 3aTsaHyBIIascs (Oosee
1 mecsma) xxenryxa, quurenbHoe (0osee 24 4acoB) OTXOXKICHHE
MEKOHMUS, YIIOPHBIC 3aII0Pbl, B3AyTHE KUBOTA, MBIIICYHAS THUIIO-
TOHMS, BSUIOE COCAHUE, TMOJYOTKPBITBIM POT, OTEYHBIW, yBEIIH-
YCHHBIN A3bIK.
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10.

11.

12.

13.

14.

15.

16.

17.

18.

19.
20.

21.

OO6muii aHanu3 KpoBH, OMOXMMHUYECKHN aHAJIN3 KpOBHU (caxap,
xonectepud, Ca, P, menounas ¢ocdaraza), TTI, FT, OKI,
KOCTHBIN BO3pacT, Y3 MUTOBUIHOMN JKEJIE3bI.

TpanszuropHoe noseiieHne TTIT B X0e HEOHATAIBLHOTO CKpHU-
HUHTa IPU HOpMaAJIbHOM Tj.

YV poHomreHHBIX nered Ha 2448 4 xu3HU. Y HEIOHOIICHHBIX
HOBOPOX/ICHHBIX — Ha /-1 JICHb )KU3HU.

KanunnspHast kpoBb, yailie U3 MATKH, Ha QUIBTPOBAIBHYIO OY-
Mmary.

HavansHas nmosza L-tupokcuHa coctaBisier 8—12 Mkr Ha 1 kr
MACCHI T€JIa B CYTKH.

[ToTauBOCTh, OECIIOKOMCTBO, yYaIlleHUe CTyJia, OTCYTCTBUE CHA,
TaxXuKapausi.

B TeueHnue Bcen KU3HM.

TpaHcIUTalleHTapHBIM MEPEHOCOM aHTHUTEN, CTUMYJIHPYIOIINX
peuentopsl TTI', or marepu, 60apHON AMPPY3HBIM TOKCHYE-
CKHMM 3000M WJIM @y TOUMMYHHBIM THUPEOUIUTOM.
HoBopoxneHHble B0O30yIUMBbIC, OECIOKOWHBIE, YCHJICHBI pe-
(beKchl, BOBMOXXEH CYJOPOXKHBIA CUHIPOM, BbIpa)K€Ha MOTJIH-
BOCTb, BO3MOXXHa JHMXOpagka. MoryT HaONOaThCA TJIa3HbIC
cUMITOMBI. Bo3MOXHa remaroMmeranus W/Wiad CIUICHOMETalus,
nuapes, pBoTa, MeTeXuajabHas ChIllb, TPOMOOIMTONCHUS, TUTIEP-
OunupyOuHeMus, MEUYSHOUYHBIN XoJectas. [IpakTuuecku Bceraa
BBIPAXKEHBI HAPYUIEHUSI CO CTOPOHBI CEPAEYHO-COCYIUCTON CH-
CTEMbI (TaXUKap/usi, TAXUAPUTMHUU, PACITUPEHUE TPaHUILl CEP-
11a, [IMAHO3, OJBIIIKA).

Tuamazos (MeTUMa301) U NPONUITHOYPALIUIL.

ITogsem TTI' u moBBIIIEHHE YPOBHEW TUPEOUIHBIX TOPMOHOB
TMIOCJIE TIEpEepPE3aHusl MyITOBUHBI UMEIOT HECKOJIBKO OTCPOUYCHHBIN
XapakTep U MEHBIINE 3HAYCHUS MMKOBBIX KOHIIEHTPALIHA.
HespenocTs rumnoranaMmo-runo(@u3apHO-TUPEOUTHOM OCH C HU3-
KO BBIPAOOTKOW TUPEOTPONMUH-PHIM3UHT-TOPMOHA; HE3PEIbIi
OTBET LWIUTOBUIAHOM Keje3bl Ha ctumylisinuto TTI; Hegocrarou-
Hasl CIIOCOOHOCTbD KeJIe3bl 3aXBaThIBATh HOJ; HEJOCTATOUHAS Op-
ranudukarusa Hoja (ocobeHHo 10 34 Hemenn); HEBBICOKHM ypo-
BEHb LMUPKyJIupyrommx B kpoBu kak TTI, tak u T4, T; u npu
ATOM 0o0Jiee BBICOKHE KOHIICHTpallMd HEaKTUBHBIX T, U peBep-
cuBHoro Tj; cHmkeHHas kouBepcus T4 B Ts Ha nepudepun BBU-
Iy HEIOCTaTOYHOTO KOJUYECTBA ACUOAMHA3bI [; HEJOCTaTOK MO-
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I'nasa 4
1.

CTYIUICHUS 0/1a WM Ha00OpPOT €ro U30bITOK; MOBBIIICHHAS TO-
TPEOHOCTHh B TOPMOHAX IIMTOBUAHOM JKEJIE3bI JJIs1 TEPMOTECHE3A.

B ¢uznonornueckux ycnoBusix ocHoBHas ¢yukuus [ITT 3akiro-
4aeTcs B MOAAEPKaHUH HOPMAJIBHOTO YPOBHSI HOHU3UPOBAHHOTO
KajaplUs B KpoBU. ['mnokambruemus akrusupyer cuHres IITI,
KOTOPBIN yCUIMBAET BbiAeneHue Ca U3 KOCTHOM TKaHU B KPOBb.
B noueunsix kananbiax [ITT ycunuaet peadbcopOLMIO KaabIus
B JIUCTAJBHBIX OTJAENaX WM TOJABISIET OOpaTHOE BCACHIBAHUE
docdopa.

['omeocTaTtnueckoe neirictBue ButamuHa J| kak perynsropa Ca
OCYIIIECTBIIACTCSL B PE3YJbTATE CIOXKHBIX OMOXHMHYECKUX IPO-
IIECCOB B MIEYCHU U TMOYKAX, B X0JI€ KOTOPHIX METAOOIUTHI BUTa-
MuHa Jl peryaupyioT BcachlBaHHE coJied Kanblus u ¢ocdopa B
TOHKOM KHUILIEYHUKE, peadcopOuuio Ca B MOYKAX U OTIOKEHUE
MOCJIEJHUX B KOCTSIX.

KanbuuTOHHH — rOPMOH IIMTOBHUIHOW KEJI€3bl — YCUIIUBAET OT-
JI0’KEHUE KaJIblIMs B KOCTHOM TKaHU, CHUXKAsi OCTEOIOPO3.

B HeoHaTalbHBIN MEpUOJ] TUIIONAPATUPEO3 UMEET (POPMBI:

a) UIUOMATUYCCKHM;

0) 00yCJIOBJICHHBIN areHe30M WM JUCI€HE30M OKOJOIIUTOBH/I-
HBIX JKEJIE3;

B) ayTOUMMYHHBIH;

') KaK COCTaBJISIIOILAs] PEIKUX HACIICICTBEHHBIX CUHAPOMOB,;

1) TPAH3UTOPHBINA TUMIONAPATUPEO3S.

Cocrapisironue AIIC tuna 1: rumnomapaTupeos, HEAOCTATOY-
HOCTb KOPbI HAJAMIOYEYHUKOB, KaHAUI03.

BpoxenHass AucreHe3us MapallUTOBUIHBIX Kee3 (arasus
win aucruiazus). Jucnnasust Tumyca, Mo3TOMY TETaHUsS 4acTo
COYETAETCS C TKEJIBIMU UH(PEKIIMOHHBIMU 3a001eBaHusIMU. Ya-
CTO UMEIOT MECTO BPOKJICHHBIE YPOJICTBA.

CumnTom Tpycco, XBocTeka, Ipba, cunapom Beiica, Macnosa.
Onpenenenne obmero Ca, nonnsuporanHoro Ca, ypousa Ca B
Moue; ¢ochopa B CHIBOPOTKE KPOBH, B MOYE, IIEIOYHOU (oc-
darazpl, IITI, riroko3b1, Maruusi, OMOXUMUYECKUN aHAIU3 KPO-
BU c onpesenenueM oodmero oenka, K, Na; OKI', pH kposu.
Hedwuut Butamuna [, matomornu XKT m medenu, cuuHapom
HapyIIEHHOI0 BCAaChIBaHUsI, TeHeTHYeCKue (HaKTopsl (TyOynona-
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10.

THU, HECOBEPIICHHBIM OCTEOTreHe3), APYrue SHAOKPUHOINATUU
(rumoTUpeo3, caxapHbIil JUa0ET, MATOJOTUSI HA/IMOYCUYHUKOB).
YpoBeHb Kaibllusi B CHIBOPOTKE KpPOBHM MeHee 2,0 MMOJB/T Y
JIOHOIIIEHHBIX ¥ MeHee 1,75 MMOJIb/1T y HETOHOIIIEHHBIX;;

YPOBCHb HOHU3HUPOBAHHOI'O KaJbIHA B CBbIBOPOTKC KPOBH MCHCC

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

0,75-0,8 MMoOJIB/1 y TOHOIIEHHBIX U MeHee 0,62 MMOB/T y He-
JIOHOIIICHHBIX.

['unokanpimemusi, runepdocdareMusi, THIOKAIBIUYpHs (Mpoda
CynkoBuya OoTpULATENIbHASA).

HenoHoleHHble ¢ MOCTTUIOKCUYECKON 3HIlehanonaTuei, 1eTu
OT Mareped ¢ THunepnapaTUpeo3oM, C CaxapHbIM JHAOETOM.
Nmeetcs cBs3b ¢ neduuuroMm BuTamMuHa [l y Matepeit Ha 1mo-
CJIEHUX CpOoKax OEpEeMEHHOCTH, C UCIOJIb30BaHUEM? HealanTH-
POBAaHHBIX CMECEW B TUTAHUMU.

BryTtpuBenHo BBeneHue npenapaTtoB Ca moja KOHTPOJEM COJEp-
xaHns Ca B ChIBOPOTKE KpoBU. OJHOBPEMEHHO HA3HAYAIOT
KaJIbIUATPUOI.

VY nunenue unrepana QT Gosee 0,3 cexkyna u ¢parmenrta ST,
3yOen; T B BUJI€ MUKa WJIM MHBEPCUH.

[TapatupeonaHbIN TOPMOH MAPAIIUTOBUIHBIX KEJE3; KAIBIUTO-
HUH — TOPMOH IIIATOBUIHOMN JKeJIe3Hl, 1,25-
JTMOKCUXoJeKanbiudepost, 25-okcuxoaekanbiudepos — mera-
OonuTel BUTamMuHa J1.

Tupeouaubie ropmonsl, UOP-1, UOP-2, IITT-nogobHbIe men-
TU/JIbI, TTIOJIOBBIE TOPMOHBI, UHTEPJICHKUHBI, TPAHCHOPMUPYIOIITUE
(dakTOophI pocTa.

VY HOHOIIEHHBIX HOBOPOXIEHHBIX — OoJbine 3,0 MMOMIB/JI, Y
HEJIOHOIICHHBIX — OobIIe 2,5 MMIIB/I.

IlepBrUuHBIN TUIIEpIIAPATAPEO3, CHUHAPOM Buibamca, TsKeIbId
runepnapaTupeo3 HOBOPOXKICHHBIX, ceMelHas J1o0pokaye-
CTBEHHAsI TUMIEPKAJIbITUEMUS.

['mnepkanbiyemus, BeICOKMKA ypoBeHb ITI, moBeIIEH YPOBEHD
1,25(0OH), /13, runodocharemus.

3aiepkka (PU3MYECKOT0 W YMCTBEHHOTO Pa3BUTHS, aHOMAJIUU
ckenera, cuMmntombl nopaxeHus [HHC (BsmocTe, yrHereHwue
I[HHC), anopekcus, pBOTa, MOJUYPHS, KaXK/1a, 3al10PkI, OJIbIIIKA.
VYBenuueHue BCAChbIBaHUSI KAJIbIUMSA B KHUIIEYHHUKE (THUIIEpPBUTA-
MUHO3 [l), TOBBIIICEHHAS PE30POLMsS KalbIusi U3 KocTeu (mep-
BUYHBIA THUIIEpIapaTUpe03, TUnepBUTaMuHo3 JI, uauomnaTude-
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CKasl TUMEPKAJIbIIMEMHUs], MATOJOTUsI TMOYEK (OCTpasi MoyeyHas
HEJIOCTAaTOYHOCTh), JIPyrUe MPUUYMHBI (HEIOCTATOYHOCTh HAIIO-
YEYHHUKOB, THPEOTOKCHUKO3).

I'naBa s

1.

2.

(U]

10.

I'naBa 6
1.

B ocnose BJIKH nexat ¢pepmenTaTuBHBIE Je(PEKTHI apeHalO-
BOT'0 CTEPOUIOTE€HE3A HACICACTBEHHOTO XapaKTepa.

Tun HacnemoBaHUsA — ayTOCOMHO-PELECCUBHBIN. Hate npyrux
BCTPEYAETCS HEOCTATOYHOCTh 2 | -THAPOKCHIIA3HI.

Bupunbnas, conbTepsomas, HEKJI1aCCHY€CKUE BAPUAHTHI.
HccnenoBanue KapuoTHUIIA, MOJOBOTO XPOMATHHA, SJICKTPOJIHU-
Tbl KpoBH, DKI', Y3U opranoB manoro taza, KOCTHOTO BO3pac-
Ta, skckpenuu 17-KC, 6azanbroro 17-OHII.

Y IIeBOYEK CTPOEHHUE HAPYKHBIX TCHUTAJINKA HHTEPCEKCYallb-
HOE, Y MaJIbYMKOB — IPABUIIBHOE U30CEKCYaJIbHOE YCKOPEHHOE.
CpbIruBanusi, ppoTa, HE BCErJa CBSI3aHHAS C MPUEMOM IIHIIIH,
CYXOCTh KOYKHBIX MOKPOBOB, CUMIITOMBI 3KCHKO03a, IPOTrPECCH-
pytolas morepss Maccel Tena, auapesi, naaeaue AJl, rmyxocrts
CEpJICYHBIX TOHOB.

Ha. IlpenarampHass AUarHOCTHKAa MOXET OBITh IPOBEJCHA B
NEpPBOM TpumecTpe ¢ nomoubro ananusa JHK u3 knerok Bop-
CMHOK XOpHOHAa W OmpenaeseHus |7-TuapOoKCUITPOrecTepoHa B
OKOJIOIUIOAHBIX BOJAX, MOJIEKYJIIPHO-TEHETUUYECKUN aHaIU3
JHK.

HoBOpoXJeHHBIM € OUCEKCyalbHBIM CTPOCHUEM HAPYKHBIX
TEHUTAIAN, MAJIbUMKAM C KIIMHUYECKUMU MPOSIBICHUSIMH COJIb-
TEPSIIONIEro CUHApoMa. B ocHOBe ckpuHUHTa onpeaeacHue 17-
OHII B cyxom nisATHE KpoBH Ha (UIBTPOBAIBLHOM Oymare.
Benymeld MmaToreHETUYECKOM TEpanuen SBISETCA 3aMECTH-
TeJIbHAasi TOPMOHAJIbHAS TE€PAIHs — UCIOJIb30BAHUE TITIOKOKOP-
TUKOUJIOB, TIpu combTepstomei popme BJIKH nonomuutensHo
HA3HAYAIOTCS MUHEPATOKOPTUKOU/IBI.

KpoBousnusaHue B HaJAMOYECUHUKHU BCICIACTBUM 3aTSIKHBIX PO-
JIOB, CETICHCA, TUTIOKCHH U T. 1.

Y HIOHOIIEHHBIX HOBOPOXKJICHHBIX yYPOBEHB TJIIOKO3BI B KPOBH
HIDKE 2,2 MMOJIB/JI, Y HEJIOHOIIIEHHBIX — 1,9 MMOJIB/I.
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(U]

10.

v

He3unnobnacto3, WHCYJIWHOMA, HEMEPEHOCUMOCTh JIEHIIMHA,
rurepruiazust  B-KJIETOK IMOJKEITYJOYHOM JKEIe3bl, CHHIPOM
bexsuta — Bunemana.

Heduuut CTI', AKTT, koptu3zona.

OnpeneneHne KOHIEHTPAIMUA TJFOKO3bl HATOLIAK uepe3 1, 2,
3 4Jaca niociie ebl, HHCYIuH, C-IenTu/I.

He3uano0bi1acTo3 — 3TO MeTaruiaszusi KJIETOK SMUTEIUs MPOTO-
KOB MOKEITYIOYHOM KEJIE3bl M TUIIEPCEKPEIMSI MHCYJIMHA.
['unepuncynuuemus, BpoxaeHHbld AI'C, ocTpas Haanmo4ye4yHU-
KOBasi HEJJOCTATOYHOCTbh, TUIIOMUTYUTAPU3M, TIEPBUYHBIA THIIO-
THPEO3.

ITepunaransubie nopaxenust [{THC, cencuc, runokcusi, anumgos,
reMojuThueckas OoJie3Hb HOBOPOXJECHHBIX, 3BYP, Hemono-
IICHHOCTb, JBOMHS.

biegHOCTh KOXXHBIX MOKPOBOB, IUIABAIOIIMN B3IJISIJI, HUCTArM,
CPBITMBAHUS, IPUCTYIIBI [[MAHO3a, TAXUKAPJHUs, TPEMOP, aHOPEK-
CHsl, MBIIIEYHAsA TUMOTOHMS, HEPETYJSIPHOE MbIXaHUE, AITHO?,
CYJOpPOTH.

Bryrtpusenno BBenenue 10 %-ro pactBopa Tiroko3bl 4 Mr Ha
1 kr maccel Tena B MUHYTY (2,4-2,8 M1 Ha | Kr Maccel Tena B
4ac) ¢ KOHTPOJIEM INIMKEMHUHU KaXKIbIi Yac.

BaxHenmmMu mnpaBuiiaMHi JICYCHUS THUIOTJIUKEMUHN SIBJISFOTCSA
CJICIYIOIIHE:

HoBopoxnaeHHblli peOCHOK IOJDKEH IodydaTh NuTaHue. bec-
CHUMIITOMHYIO THIIOIJIMKEMHIO JiedaT MyTeM OOBIYHOTO IpHema
1802000078

NHby3uro riaroKo36l HAYMHAIOT MPU 3HAYCHUAX TJIUKEMUHN MEHEe
2,6 MMOJIb/J1 ¥ KIMHUYECKUX MPOSBICHUSAX THIIOTJIUKEMHUH, THOO
P OTCYTCTBHHU OTBETA MOCIIC KOPMJICHHS Ja)ke MpH OCCCHUMII-
TOMHOUW TMITOTJINKEMUM.

OcnoBHo pactBOp — 10 % riIr0K03a, BBEACHUE B JIBa dTaIla:

1 stan (MuHHOOMIOC) — 00BEeMOM 4—8 mur/kr (0,4-0,8 1/KkT) 32 5-15

MUHYT (MakCUMajbHas CKOPOCTh 1MJI/MUH);

2 3Tan — NOCTOsSIHHAsI UH(Y3Us CO CKOpOCThio 2,4—4,8 mi/kr-uac (4—8

v

MT/KT*MHH).

BBoauth B nepudepuuecKkyto BEHY PacTBOPHI TJIFOKO3bI C KOH-
neHTpanuen Beime 12,5 % HexenaTenbHO H3-3a IMOBBIICHUS
pUCKa BO3ZHMKHOBEHHMS CKJIEpO3a BEHBI (HEOOXOJMMa yCTaHOBKA
LHEHTPAJIbHOTO BEHO3HOTO KaTeTeEPA).
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v

Kopmnenue Bo Bpemst H(Y3UH HE NPEPHIBACTCS.

v TIpu HEOOXOAMMOCTHU TPYAHOE MOJIOKO (CMECH) BBOIAMTCS YEPE3
30H]I.
v' Peskoe mpekpaiieHre HHQY3MH MOKET BBI3BATh TMIIOIIIUKE-

MUIO, TIOATOMY 103y TJIFOKO3bl YMEHBIIAIOT MocTeneHHo. Oco0eHHO
BBIPOKEHO y TAIMEHTOB C TUINEPUHCYJIMHEMHUEH, TaK KakK pPEe3Koe
yYBEJIMUCHHUE TJIMKEMHUH BJICUET 3a COO0I BEIOPOC MHCYIIMHA.

v

[{emeBpic TMOKA3aTEIN TIIUKEMHUH BBIIIE 2,6 MMOJIB/I (TIpU TIep-

cucTupytomiei runoriaukemMuu Boime 3,3—4,0 mmons/n) go 5,0-5,5
MMOJIB/J1.

11.

12.

13.
14.

15.

16.

17.

I'nmaBa 7
1.
2.
3.

N

[Ipu OTCYyTCTBHM CTaOWUIBLHOTO TMOJIOKUTEIBbHOTO 3¢ @dexra ot
BBEJICHUSI PACTBOPOB TIJIIOKO3bI B TMEPBbIE CYTKU JOOABISIOT
[JIFOKOKOPTUKOUABI (TUIPOKOPTU30H, MPETHU30JIOH ).

[Ipu TSDKENBIX TUMOTIUKEMUSAX, 00YCIOBICHHBIX TUIIEPUHCYIIH-
HEMUEN.

3amMecTUTENbHAS U CUMIITOMaTUYECKasl Teparusi.

Ecnu runornvukemus oOycioBjieHa HE3WIU00JIACTO30M, aJeHO-
MAaTO30M, HHCYJIMHOMOM.

dakTopamMu IS TUI0AA SIBISIOTCS BBICOKAas IepUHATaIbHAS
CMEpPTHOCTb, BPOXKJCHHbIE aHOMAJINH, HEOHATAJIBHBIE OCJIOKHE-
HUS, IPEKIEBPEMEHHOE POKJICHUE.

Oxorpaduueckue KpUTepUM auadeTHdecko ¢eromaTuu: a)
MakpocoMusi; 0) TUCTIPONOPIUS Tea; B) TBOWHOW KOHTYp ILIO-
7a; T) ABOMHOW KOHTYP TOJOBKH; /1) HATUIME dXOHETAaTUBHOM 30-
HBI MEXKy KOCTSAMHM Ueperna 1 KoxeH 110/a; €) MHOTOBOJUE U JIp.
OTeYyHOCTh HOBOPOXKJICHHOTO, KpyTJioe, JyHOOOpa3HOe JIUIIO C
OOJBIIUM KOJIMYECTBOM METEXH U KPOBOMBIUSHUMN, BBIPA’KEH-
HBI TUINEPTPUXO03, OKPYKHOCTH TOJOBBI 3HAYUTEIHHO MEHBIIE
IeyeBoro nosica. Makporinoccusi. BpoxaeHHbIE TOPOKHU pa3BU-
THS (KOCTHO-MBIIIIEYHOM, ModeBoi cucteM, [THC).

Ha 8-i1 genene.

OCT, JIT', XTY.

['oHamHBIN TIOJT OTpa’kaeT pa3BUTHE TOHAJBI JTUOO B Hampaiie-
HUM TECTUKYJI, TUOO B CTOPOHY SIMYHHUKA.

AHIPOTEHBI, 3CTPOTrEHBL.

Kapuorunom 46 XX unu 46 XY.
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10.
11.

12.
13.

Tpu srtama:1-7-g Henenst smOpuoreHesa — (GopMUpoBaHUE He-
muddepeHIIMPOBaHHBIX TEPBUYHBIX ToHad; 7—10-1 Hepens —
(dbopMupoOBaHUE U3 MEPBUYHON TOHAJBI TECTUKYJIA I SUYHUKA;
9—14-g Henena — GpopMUpOBaHUE BHYTPEHHUX U HAPYKHBIX Te-
HUTAJIAM.

AKTHBHBIHN.

VY MajabyuKOB MPU POXKIACHUU MOKHO OOHAPYKUTh HU3KYIO KOH-
LHEHTPAIMIO TECTOCTEPOHA, HO B JNATHEHIIEM OHA MPOJOJKAET
cHmkatbesl. Konuentpanuss AMIT ocTa€rcst BBICOKOH € POXKIE-
HUS. Y JE€BYOCK IUIAIICHTApHAsT CEKPELHs 3CTPOreHa MOXKET
MIPUBOJIUTh K TOSIBIICHUIO TENapXe 0 POXKICHHUS, U B CBSI3U C
BBIOPOCOM 3CTPOT€HOB M MPOTreCTepOHA Yepe3 HECKOJIbKO JTHEU
MOCJIE POXKACHUS BO3MOXKHO TOSIBJIEHHE MEHCTPYaJbHOIO100-
HOU PEaKIIUHU.

JIocTaTOYHO BBICOKMW, HHWXHSSA TPaHUIA HOPMBI B3POCIIOrO
MY>KYUHBI.

He3HnauurtenbHas akTUBHOCT.

Cunnpom TepHepa (3urora ¢ €IUHCTBEHHOM TmonoBOM X-
xpomocomoit (45, X), cunapom KiaitHdenbrepa ¢ J0MOIHU-
TenbHOM X-XpoMmocomoi (47, XXY) u T. 1.

Her.

TecTtocTepoH, IUTUIPOTECTOCTEPOH, AHTUMIOJLIEPOB TOPMOH.
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[MTPUJIOXXEHN A

Ipunooicenue 1

Copep:xanue i1o1a B IETCKHUX CMeCAX

Ha3zBanue cmecu Conepxanue ona (Mkr) va 100
MJI CMECHU
AnanTupoBaHHbIE cMeCH | CTyIIeHH
NAN" 1 OPTIPRO” 12
NAN" 1 TunoamnepresHblit 9,2
NESTOGEN" 1 14
NESTOGEN" T'nroasuiepreHHbiii 1 12
Mamotka | 12
Nutrilon® 1 Premium 12
Similac 1 classic 7
Nutrilak 1 12
HAHHU “ 1 ¢ npe6uoTHKaMu 8,9
Kabrita 1 GOLD 9,2
MAMAKO"1 Premium 14,2
Semper Baby Nutradefense 1 10
Ppucosax 1 10
Cwmecu 1J1s1 HEAOHOIIICHHBIX JAeTel
PreNAN®™ (70kkas/100mr) 23,6
Nutrilon npe 0 25
Nutrilon npe 1 20
Similac Heolllyp 11,2
Friso ®pucomnpe 26
Humana 0 26
Nutrilak Premium npe 20
Infantrini 18
OG6oraruTenu rpyIHOTO MOJIOKA

PreNAN“FM85 7,73*
Nutrilon 5,5%*

Ilpumeuanue.
*6¢ 1 2 hopmughuxamopa na 25 ma epyono2o monoxa,
**g 2,2 2 hopmughuxamopa na 50 mn 2pyoHoco mMoaoka.
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Ipunoowcenue 2

YabTpa3ByKoOBble HOPMATHUBBI 00beMa IMTOBUAHOM Keie3bI(-2SD-+2SD)
Y HOBOPOKJAEHHBIX B 3aBUCHMOCTH OT MacChl TeJia
(1aBbinoBa T.B., Kpasen E.b., 2008)

Macca tena, r

TupeouHbIi 00bEM, MII

I'pynna 1,n =204

I'pynna 2, n =132

1600-1699 0,11-0,87 0,13-0,78
1700-1799 0,16-0,61 0,17-0,56
1800-1899 0,18-0,66 0,19-0,43
1900-1999 0,19-0,72 0,19-0,76
2000-2099 0,22-0,74 0,26-0,76
2100-2199 0,25-0,65 0,28-0,58
2200-2299 0,28-0,81 0,32-0,75
2300-2399 0,30-0,95 0,34-1,02
2400-2499 0,32-0,96 0,35-0,93
2500-2599 0,34-0,87 0,37-0,81
2600-2699 0,36-1,03 0,40-1,13
2700-2799 0,40-1,08 0,42-0,96
2800-2899 0,44-1,21 0,46—1,02
2900-2999 0,46-1,08 0,48-1,01
3000-3099 0,48-1,21 0,50-1,22
3100-3199 0,50-1,08 0,52-1,08
3200-3299 0,52-1,22 0,54-1,24
3300-3399 0,54-1,19 0,54-1,23
3400-3499 0,54-1,24 0,56-1,24
3500-3599 0,56-1,27 0,58-1,29
3600-3699 0,58-1,26 0,58-1,29
3700-3799 0,66—1,22 0,67-1,22
38004000 0,71-1,26 0,75-1,28

Ipumeuanue: epynna 1 — demu, mamepu KOMOPLIX NOLYYALU LUOOHYIO NPOPDULAKMU-
Ky, epynna 2 — oemu, Mamepu KOMopwvlx He NOAYYanU UoOHYI0 npogunakmuxy. Peau-
oH uccnedosanusi — Tomckas odracmo
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YabsTpasBykoBbie napamMetrpsbl (M £ SD) muToBHIHOM KeJ1e3bI 310POBBIX
JTOHOLIEHHBIX HOBOPOkAeHHBIX (Perry R.Y.et al.,2002)

Manp4uku, JleBouKH, OOmue maHHbBIC
n =49 n=>51

JnuHa, cM [IpaBas 1,99 (0,22) 1,88 (0,26) 1,94 (0,24)

JleBas 1,96 (0,21) 1,92 (0,27) 1,94 (0,24)
[[Tupuna, cm IIpaBas 0,87 (0,17) 0,86 (0,13) 0,87 (0,15)

JleBas 0,89 (0,14) 0,88 (0,17) 0,89 (0,16)
['nyOuHa, cm [IpaBas 0,96 (0,12) 0,97 (0,20) 0,97 (0,16)

JleBas 0,91 (0,13) 0,99 (0,20) 0,95 (0,17)
O6bem pnonei, | IlpaBas 0,84 (0,24) 0,78 (0,22) 0,81 (0,23)
MJIT

JleBas 0,79 (0,19) 0,84 (0,29) 0,82 (0,24)
O0muii 00BeM, 1,63 (0,37) 1,61 (0,44) 1,62 (0,41)
MIT

llpumeuanue: pecuon ucciedosanus — lllomnanous (. I'naszeo)

HopmaTtusbl 00beMa IIUTOBUAHOM Kejie3bl (-2SD-+2SD) y HOBOPOKIAeHHbIX
(n=384) B 3aBucuMocTH OT Macchl Teqaa (Jlorauyesa T.C., 2004)

Macca Tena | Tupeoun- Macca Tena | Tupeoun- Macca Ttena | Tupeoun-
(r) HbIH  00B- | (T) HBII  00B- | (T) HbI ~ 00b-
emM(Mi) emM(Mi) emM(M)
2000 0,36-0,78 3000 0,45-0,87 4000 0,53-0,95
2100 0,37-0,79 3100 0,46-0,88 4100 0,54-0,96
2200 0,38-0,80 3200 0,46-0,88 4200 0,55-0,97
2300 0,38-0,80 3300 0,47-0,89 4300 0,56-0,98
2400 0,39-0,81 3400 0,48-0,90 4400 0,57-0,99
2500 0,40-0,82 3500 0,49-0,91 4500 0,58-1,00
2600 0,41-0,83 3600 0,50-0,92 4600 0,59-1,01
2700 0,42-0,84 3700 0,51-0,93 4700 0,60-1,02
2800 0,43-0,85 3800 0,52-0,94 4800 0,60-1,02
2900 0,44-0,86 3900 0,53-0,95 4900 0,61-1,03

Ilpumeuanue. Pecuon uccnedosarnus — 2. Mockea.
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Ipunooiwcenue 3

Konuenrpauuu csodoanoro Ty, oomero T, u T;, TTT y nereii nmpu po:knennu

(mynoBUHHAsi KPOBb), HA 7, 14 u 28 cyTku xu3Hm (M £ SD)

(Williams F.L. et al., 2004)

I'ectammon- Bo3zpacr T4 cBO- T, oOmmii | Ts oOmmiA TTT
HBIN BO3pacT Oooaneiii | (HMonb/n) | (HMonbw/n) | (ME/m)
, HeJleun (TMOmIB/1T)

ITynoBunHast kpoBb | 16,5+5,3 70426 0,30+0,23 | 6,8+£2,9

23-27 7 NeHb 18,9+7,2 52423 0,50+0,31 | 3,5+£2,6

14 nenp 18,6+6,5 61+33 0,63+0,38 | 3,9+2,7

28 neHn 19,3+£5,5 79+30 0,97+0,42 | 3,8+4,7

[TynoBunHas kpoBb | 18,6£5,5 81+£26 0,44+0,32 | 7,0+3,7

28-30 7 neHp 23,4+8,5 814+27 0,86+0,37 | 3,6£2,5
14 newp 21,2+5,6 85+29 1,11£0,43 | 49+11,2

28 neHn 22,0+5,5 96+30 1,34+0,48 | 3,6+2.,5

ITynoBunHas kpoBb | 19,2443 98+29 0,54+0,36 | 7,9+5,2

31-34 7 neHb 27,6 £7.4 121+44 | 1,41+0,55 | 3,6+4,8

14 neun 25,2+5,5 117446 | 1,68+0,63 | 3,849,3

28 neHb 24,2+5.9 115£38 | 1,84+£0,62 | 3,5+3,4

ITynoBunHast kpoBb | 18,1£5,0 11825 | 0,92+0,53 | 6,7+4.,8

> 37 7 neHb 34,7+£7,3 163+37 | 2,27+0,77 | 2,6+1,8

14 nenp 26,1+3.6 138+18 | 2,57+0,48 | 2,5+2.0

28 neHb 21,2+4,4 125428 | 2,70+0,49 | 1,8+0,9

3navenusi cB000aHOro T4(HI/AJ1) Yy HOBOPOKAEHHBIX, COOTBETCTBYIOIIUX CPOKY
recrtanuu B nepyio Henenro xku3Hu (E.Y. Imamoguli et al., 2014)

Henens recranun
ITepueHTnIb
2,5-n 10-i1 50-1 90-i 97,5-i1
24 0,12 0,43 1,01 1,59 1,90
25 0,22 0,52 1,08 1,64 1,94
26 0,30 0,59 1,14 1,69 1,98
27 0,39 0,67 1,20 1,73 2,01
28 0,47 0,74 1,25 1,77 2,04
29 0,55 0,81 1,30 1,80 2,06
30 0,62 0,87 1,35 1,83 2,08
31 0,69 0,93 1,39 1,86 2,10
32 0,75 0,99 1,43 1,88 2,12
33 0,81 1,04 1,47 1,90 2,13
34 0,87 1,09 1,50 1,91 2,13
35 0,92 1,13 1,53 1,92 2,13
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36 0,97 1,17 1,55 1,93 2,13
37 1,02 1,21 1,57 1,94 2,13
38 1,06 1,25 1,59 1,94 2,12
39 1,10 1,27 1,60 1,93 2,11
40 1,13 1,30 1,61 1,92 2,09
41 1,17 1,32 1,62 1,91 2,07
42 1,19 1,34 1,62 1,90 2,04

IIpumeuanue: nepepacuem nHe/0n 8 nmoav/n: He/on * 12,87
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Ipunoocenue 4

Homorpamma niomaau noBepxHoctu Teaa (IIIT) (E. Boyd, C.D. West. Nelson
textbook of pediatrics (16th ed.). Philadelphia: W.B. Saunders, 2000)

| |

PocTt nnr Bec

cml M2 l l Kr
80
70
2.0
240 — 19 60
] } .g
220 — 1: g 50
200 —| . 40
190 1.4
180 } g
170 s 30
160 '
1.0
150 25
0.9
140 20
130 0.8
120 0.7 15
110 0.6
100
05 10
90 9.0
8.0
80 0.4 7.0
6.0
70
0.3 5.0
4.0
60
3.0
0.2
50 2.5
2.0
40
15
0.1 .
30

Omnpenesienue NJI0MAAM MOBEPXHOCTH TeJa: MPOBEIUTE MPSAMYIO JIUHUIO OT POCTa
(B 1eBOM cTOJIOIIE) /10 Beca (B mpaBoM cToiiore). Touka, B KOTOpO# JTUHUS TepeceKa-
et cronbern miomaau nosepxuoctu (I1IIT), sBasercs miomaasio MOBEPXHOCTH Tela

(Mz).
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Ilpunoscenue 5

YiabTpa3ByKoBasi OLIEHKA HAIMOYEYHUKOB Y 310POBbIX HOBOPOKICHHBIX JeTel
(ML.I. IIsikoB, B.I'. MakymeBa u coasnt., 2010)

Cpoxu uccie- | Henonomennsie (33—37 Henenn) JloHOIIEHHBIE
JTIOBaHUSI (n=19) (n=60)

Tonmmuaa, MM

IIpaBas cropo- JleBas cropona Ilpasas ctopo- JleBas cropona

Ha Ha
1 Henens 39 3.4 4,2 3,6
(3,34,1) (2,7-3,9) (3,4-5.4) (2,9-4,6)
2 Hedens 2,9 3,0 3,2 3,1
(2,7-3.4) (2,7-3,4) (2,8-3,6) (2,6-3,7)
3 Hexens 34 3,2 2,9 2,9
(3,1-3,6) (2,9-3,5) (2,5-3.5) (2,6-3,3)
1 mecsr 3,5 33 3,2 3,2
(3,0-4.,0) (3,0-3,9) (2,9-3,4) (2,9-3,5)
BricoTta, MM
1 Henens 12,2 11,9 12,9 14,2
(8,6-13,4) (10,3-13,4) (9,8-17,0) (10,3-17,9)
2 Heaes 13,0 11,0 11,5 11,9
(10,2—-14,8) (10,2—-13,6) (10,2—-13,4) (10,3-14,8)
3 Henems 10,6 11,4 10,7 13,2
(9,3-11,4) (11,0-11,9) (9,9-15,5) (10,1-14,4)
1 Mmecsix 12,0 11,7 13,5 12,9
(11,0-14,8) (9,2-13,3) (10,2—-15,1) (8,6-15,2)
[[Tupuna, Mm
1 Henens 9,1 10,8 10,7 8,8
(7,2-10,2) (9,5-12,8) (7,3-13,9) (7,1-15,0)
2 Henels 8,4 10,6 8,4 10,1
(8,1-10,7) (7,3-11,2) (7,1-10,6) (7,3-11,0)
3 Heaens 8,8 9,0 9,6 10,0
(7,8-9,6) (7,2-10,6) (6,4-12,5) (7,6-13,3)
1 mecs1n 9,5 10,8 10,0 9.4
(9,2-11,0) (6,8-11,8) (9,0-13,2) (7,8-12,1)

llpumeuanue: napamempwt npedcmasienvt 6 gude meouanvl (J0-iu npoyeHmuv) u
npoyeHmuibHo20 pazmaxa (3—95-u npoyenmunu)
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YJII)TPEBBYKOBZIH OLICHKA HAAIMOYCYHHUKOB Y HOBOPOKICHHBIX aeren

(M.M. IIbikoB, B.I'. MakymieBa u coasnT., 2010)

Cpoxku uccie- | Henonomennsie (25-28 nenens) | Henonomenusie (29—-32 Henenb)
JIOBAHUS (n=9) (n=17)

TonmuHa, MM

[IpaBas cropo- JleBasa cropona IlpaBas cropo- JleBas ctopoHa

Ha Ha
1 Henens - - 3,0 3,0
(2,8-3,5) (2,6-3,5)
2 Henens - - 2,5 2,9
(2,2-3,1) (2,4-3,0)
3 Henens 3,5 3.4 3,1 3,1
(2,4-3,8) (2,8-3,9) (2,6-3,6) (2,5-3,3)
1 mecsig 2,8 3,2 2,7 2,8
(2,3-3,4) (2,6-3,8) (2,2-3.,4) (2,3-3,4)
BricoTa, MM
1 Henens - - 13,6 12,1
(10,9-15,5) (10,0-14,9)
2 Henens - - 9,0 8,7
(7,6-9,9) (6,2-10,0)
3 Henens 7,3 8,8 11,6 11,9
(5,8-9,0) (7,0-12,1) (9,8-12,9) (9,2-13,7)
1 mecsn 8,7 7,3 12,5 10,2
(7,4-9,7) (5,8-9,0) (9,1-12,9) (9,1-13,0)
[IInpunra, MM
1 Henens - - 10,2 10,7
(9,1-13,2) (9,4-12,6)
2 Henens - - 8,7 8,2
(7,2-9,2) (6,7-8,9)
3 Hexens 8,8 8,4 11,8 10,0
(6,9-12,1) (5,9-11,1) (9,1-12,5) (8,9-12,0)
1 mecsi 9,6 7,7 10,7 10,2
(9,2-11,0) (7,4-9,7) (8,3-12,3) (8,8-12,4)

Ilpumeuanue: napamempor npeocmasienvt 68 gude meouanvl (S0-iu npoyeHmuv) u
NPoOYeHMUIbHO20 pasmaxa (5—95-u npoyenmuiu)
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YiabTpa3ByKoOBbIe pasMepbl HAANOYEYHHUKOB (MM) Y TOHOIIEHHbIX

HOBOPOK/JIE€HHBIX B nepBbie CYyTKH ku3HM (IIbikoB M.U. u coast., 2007)

[IpaBpIil HAAIIOYECYHHUK

BBICOTA IMpPUHA TOJIIIMHA
[TepBas rpymma, 16,00+0,02 14,77+0,08 5,00+0,01
n=42
Bropas rpynna, 15,89+0,01 13,90+0,09 5,38+0,01
n=23

JIeBBIN HAAIMOUYEUHUK

BBICOTA HIMpPUHA TOJIIIMHA
[TepBas rpymma, 14,69+0,06 15,58+0,04 5,04+0,03
n=42
Bropas rpynna, 14,37+0,02 15,26+0,01 4,80+0,03

n=23

Ilpumeuanue: nepeas epynna — oemu 6e3 NAMONOSUYECKUX COCMOAHUU 8 PAHHEM
HeoOHamanbHOM nepuooe, 8mopas cpynna — O0emu ¢ pecnupamopHbiMU paccmpoli-

cmeamu 6 paAHHeEM HeoOHAmalbHOM nepuode
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Ipunooicernue 6

YpoBeHb KOPTH30J1a B CBIBOPOTKE KPOBH (HMOJIb/JI) Y HEIOHOILIEHHBIX JIeTell co
cpoxoM recrauumn Menee 32 nenean (mo P.C.Ng, C.H.Lee, et al., 2004)

| rpynna 2 rpynna
7cyTKHA l4cyTkn 7 CyTKH 14 cyTku
(n=54) (n=151) (n=171) (n=50)
3-i 99 77 43 88
IIEPLIECHTHIIb
10-1 142 102 70 120
IIEPLUEHTHIIb
25-i 206 146 115 178
NIEPLUEHTUIIb
50-i 311 219 198 279
HEPLEHTUIb
75-1 470 329 343 435
IIEPLEHTHIIb
90-11 680 473 560 649
IIEPLECHTHIIb
97-n 979 677 909 964
IIEPLUEHTHIIb

Ilpumeuanue: epynna I— oemu ¢ HOpMATLHBIM APMEPUATLHBIM OA8IeHUeM, epynna 2
— demu ¢ eunomeHsueu, mpeodyowue UHOMPONHYIO NO000epiucKy. Meoduana cpoka
eecmayuu npu poodicoenuu 6 cpynne 1 — 29,4 nedenv, 6 epynne 2 —27,9 neoeno.
Meouana seca npupoocoenuu 6 cpynne 1 — 1235 2, 6 epynne 2 — 1035 2.
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Yposens koptu3osa u AKTI B CHIBOPOTKE KPOBH

Y HCIOHOIICHHBIX HOBOPOKIACHHLIX B 1u7 CYTKH KMU3HH

(A. Mori, G. Tuli, R. Magaldi et al., 2019)

ropmoH | cyt | 24— | 28-32 | 33-37 | Ouenb | Oxcrtpe- | CootBer | Marnblii
27 | "Heden | HeAeNb | HH3- MaJIbHO BET- K CPOKY
HeJe b Kast HU3Kas CTBYIO- | TecTa-
b Macca | Macca Te- 1111207 1002071
Tena na CPOKY
recra-
1002071
Kopru- 1 | 89+ | 6,3 | 5,58+ | 6,20+ 6,18+ 6,61+ 6,18+
3071, 19,17 | 16,73 | 12,23 5,37 5,58 17,53 15,37
MKT/ T 7 111,39 495+ | 4,19+ | 7,19+ 8,88+ 7,06+ 6,2+
+ 8,28 11,81 5,16 6,03 13,7 13,8
17,81
AKTT, 1 43,91 | 36,82 | 38,13+ | 36,36 44,29+ 37,45+ | 45,71+
I/ MJI + + 39,92 + 55,72 46,43 57,77
51,43 | 50,75 44,86
7 125,48 | 22,64 | 25,38+ | 23,99 24,07+ 22,53+ | 29,02+
+ + 22,85 + 17,31 28,58 29,87
21,66 | 34,13 34,32

llpumeuanue: dannvle npedcmasienvl 8 ude cpedHezo sHavenuss m=SD.

Koaghdhuyuenm nepepacuema xopmuszona uz mxe/on 6 Hmoav/n pasen 27,59.
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Ilpunoocernue 7

Kputepuu ycranojenusi caxapaoro auadera (ISPAD, 2018)

[. Knaccuueckne cumnromsl C/ Wi TMIEPIIIMKEMAYECKOTO KETOAUIOTHYECKO-
0 COCTOSIHHMSI B COUYETAHWU C KOHILICHTPAUHMEN TJIIOKO3bl B IJIa3ME KPOBU
> 11,1 mmonb/it (= 200 Mr/amn) win

II. YpoBeHb IIIOKO3bl B IJIa3M€ KPOBM HaTowak > 7,0 mmons/n (=126 mr/mn).
(CocrosiHue HATOIAK OMPENEIeTCS KaK OTCYTCTBUE MOTPEOJICHUSI Kayo-
puii B TeUEHHE, 110 KpaiiHei Mepe, 8 yacoB)” wiu

III.  VYposeHs riaroko3bl yepe3 2 vaca mocie Harpy3ku > 11,1 mmomaw/a (=200
MI/[J1) TOpU TPOBEACHUHM TEPOPATHHOIO TIIFOKO30TOJIEPAHTHOTO TECTa
(OI'TT)*

Tect cnenayeT MpOBOAUTH C UCIIOJIB30BAHUEM HATPY3KH AEKCTPO30M, COJIEpKALIECH

DKBUBAJICHT 75 T 0€3BOJHON TJIIOKO3bI, pACTBOPEHHOM B BOJe, WM B g03e 1,75

I/KI MacChl Te€jIa 0 MaKCUMAJILHON H036I 75 T Win

IV.  YpoBeHb MIHKHPOBAHHOIO reMOrIo6mHa > 6,5 %" .

a — IIpU OTCYTCTBUM ABHOM runeprivkeMuu nuarto3 C/I, mocraBiieHHbIM Ha OC-
HOBAaHHUM ITUX KPUTEPHUEB, HEOOXOIUMO MOATBEPKIATH TOBTOPHBIMU TECTAMH.

b — ypoBeHb meHee 6,5 % He uckiIO4aeT BO3MOXKHOCTU AuarHoctuku CJI 1o
ypoBHIO I1t0k03bl. Posib camoro no cedbe HbAlc B nuarnoctuxke CJI y nereit 1mo
KOHIIA HEsICHA

JluarHocTuyeckne KpUTEPUM CaXapHOro nuadera M Apyrux HapyueHui
raukemuu (Bcemupnas Opranusanus 3apaBooxpanenusi, 1999-2013)

Bpems onpenesienust KoHueHTpauus riiloK03bl, MMOJIb/JI
Heabnas kanuispHas | Beno3nas miasma
KPOBb
Hopma
Hatomak <5,6 <6,1
Uepes 2 yaca nocue [II'TT | <7,8 <78
Caxapublii 1nadet
Haromax 6,1 7,0
Uepes 2 vacanocne [II'TT | > 11,1 >11,1
CayuaitHoe onpenenenue | > 11,1 >11,1
HapyuieHHasi TOJIEPAHTHOCTD K IJTIIOKO03€
Haromak (eciu onpenens- | < 6,1 <7,0
eTcs)
Uepes 2 vacanocne III'TT | >7,8, no< 11,1 >7,8,H0<11,1
HapyumieHHasi riimkeMusi HATOIIAK
Hatomak >5,6 H0 < 6,1 >6,1,50<7,0
Uepes 2 yvaca nocne [II'TT | < 7,8 <78
(ecym onipeensieTcs)
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Ipunoowcenue 8

Pa3mepbl HAPYKHBIX MOJOBbIX OPTraHOB Y MAJIbYMKOB
(eBpomneiickoi momyasinuu) (M £SD)

Bo3spacr,roast Jnmuna OxkpyxHocth | O0BeM O6beMm
IIEHUCA, CM MIEHUCA, CM IpaBoro JIEBOTO SIMYKA,
AMYKa, MJI MJT
HoBopoxennsie:
30 Hexenpb 2,5 - - -
37-42 nenenu 3,504 4,4+0,5 1,0+0,2 1,0+0,1
1 3,8+0,5 4,5+0,5 1,0+0,2 1,0+0,2
2 3,940,6 4,540,5 1,1+0,3 1,1+0,3
3 4,0+0,6 4,610,6 1,1+0,3 1,1+0,3
4 4,3+0,7 4,840,6 1,1+0,8 1,1+0.4
5 4,4+0,6 4,940,6 1,240,8 1,1+0,4
6 4,540,6 5,0+0,6 1,2+0,4 1,2+0.4
7 4,7+0,7 5,240,6 1,240,5 1,2+0,4
8 4,7+0,7 5,340,6 1,3+0,5 1,3+0,5
9 4,7+0,7 5,3+0,7 1,4+0,6 1,4+0,6
10 4,94+0,8 5,540,7 1,8+1,4 1,8+1,3
11 5,1£0,9 5,840,8 3,242,1 3,1+2,1
12 5,8+1,4 6,6+1,3 5,343,5 5,1£3,4
13 7,1+1,7 7,7£1,5 8,4+4.4 8,0+4,2
14 8,0£1,9 8,7+1,2 11,0+3,9 10,4439
15 8,7x1,7 9,1+1,1 13,044,1 12,4+3.9
16 9,0+1,9 9,3+1,0 14,1+4,0 13,343,6
17 9,2+1,1 9,5+1,0 14,614,2 14,0+4,2
18 9,2+1,1 9,5+1,0 15,3444 14,5+4,0
19 9,5+1,1 9,7+1,0 16,5+4.4 16,0+4,5
>19 13,3+1,6 = 16,5-18,2 16,5-18,2

KanTopajabHblii HHAEKC B 3aBHCHMOCTH OT BO3pacTa
(eBponeiickas nomyasinusi) (M£SD) (no Sane K., Pescovitz O.H., 1992)

Bospact, roael

2
3HaueHue KIIMTOPAJIbHOTO MHJACKCA, MM

0-1 15,1£1,4
1-8 15,1+£0,9
8-13 16,7£0,9
13-18 20,7£1,6
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Pa3mepsl KAMTOpPa B 3aBUCHMOCTH OT BO3pacTa (eBpomneiickasi MOMmyJIsuus)

(M+SD)

(mo Sane K., Pescovitz O.H.,1992)
Bo3zpacr JlnuHa kauropa, MM [[lupuHa KIUTOpa, MM
3842 Hengenu 4,0+1,2 3,340,1
0-3 rona <12,6 <5,0
4-8 ner <18,8 <6,0
9-12 ner <242 <35,0
13—16 net <274 <8.,0
Crapuie 18 ner 19,1£8,7 5,5%1,7
Min-max 5,0-35.0 3,0-10,0
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Fenton preterm growth chart - boys

60 I | | | - _—
- | | —1 1 1 M LT |
! 7 < .
59 ' | = e
| e - e
AN P o P I
50 ] . vgf‘ i = P s M
. - o --‘
o =
L . S — L Lae”] A= el B -
45 e et
l Tl P 1 ral
o P il =1 ] ]
e _‘.' T -1 B =
‘__v' P ‘b' P e
| # A el PO N P
Sl - | : 2oL = 90" ~
ey __- eor )
L —=
35 e e
T 7
r
30 #
2 [ P
T y; yd
© m Le ]
E o5 oA /
E - : - = - -
8 /|
| 0"
| ’0 /
20 | - v; =z
; i 7 Ead
| s 4 -
| P pd i
1 f 5
5 f’ ’w ‘i'
yd L# -
7 ’,' g
4 —~
P e
/| 1o
3.5 e
B B -
¢ =
3 e I = =
25
w0
£
o
(=]
8 2
T = .
=
e _—
=
£15 -
%’ = ;:2013:
1 Curves equal the WHO Growth Standard
= at 50 weeks.
o ] | Sources: Intrauterine section - Germany (Voight 2010,
s il T L T TR | United States (Qlsen 2010). Australia (Roberts 1988),
0 .5 .-'.,.,:E"‘ Canada (Kramer 2001), Scofland (Bonellie 2008), and
. I Italy (Berting 2010). Post term section - the Workd Health
L | <o Organization Growth Standard, 2006
; www.ucalgary.ca/fenton

0 | [

Date:

230

1
22 24 26 28 30 32 34 36 38 40 42 44 46 48 90

Gestational age (weeks)

iy s w (&) (o)}
o o o (8] o

Centimeters

o
o

5.5

4.5

&9
(3
Weight (kilograms)

w

et
o

1.5

0.5

0



60

Fenton preterm growth chart - girls
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International Newborn Size Reference da
Charts for Very Preterm Infants (Boys) Y
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