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B neKunn aHann3upyoTcsi COBpEMEHHbIE [JaHHble 06 3TUOJIOMMK, OCHOBHbLIX 3BEHbLAX natoreHe3a v MnpuHUyMnax 1e4eHus
CUHAPOMOB MepBUYHON U BTOPUYHON HEAOCTAaTOYHOCTM MEXaHU3MOB BPOXAEHHOIO MMYHUTETA, ABJISIIOLMXCA Pe3y/IbTaTOM
HapyLlueHui B ABYX cuctemax: ¢paroyntupyolmnx KNeToK 1 KOMIieMeHTa.

KnroyeBble cnoBa: He0CTaTOYHOCTL CUCTEMbI UMMYHOOMOJIOMTMYECKOIO Haj30pa, He3aBepLUIeHHbIN Garoymtos, garoum-
TapHas HeA0CTato4YHOCTb, HEAOCTAaTOYHOCTb CUCTEMbI KOMITJIEMEHTA.

1. ®arounTo3 Kak KOMMNOHEHT CUCTEMbI
HecneuudUuiecKon pe3aMCTeHTHOCTU OpraHuama

W NaToNoOru4yecKue CUHAPOMbI, pa3BUBaloLuecs

NPy ero paccrTpomcraax

darounTo3 — aKTUBHbIM BUONOMMYECKMI NpoLecc, 3aKto-
Yyaloumics B 06HapYKEHUK, NMOTOLLEHNUN U BHYTPUKIIETOM-
HOM YHWYTOXEHUU Ccneunann3mpoBaHHbIMK KieTKaMu
(dparoumnTamm) YyrKEpPOAHbIX areHTOB.

daroumTo3 OCyLLECTBASIOT CNeLManM3MpoBaHHble KNETKU —
darountbl. Ewe U.N. MeyHnKkoB pasgenun darouuTbl Ha
MuUKpodarn u makpodarun. K Mmkpodaram oTHOCATCS Ma-
Nble Mo AnamMeTpy MNonMMopdHOAAEPHbIE TPAHYIOLMTI
(6—8 MKM). 370, B NepByto oyepenb, HENTPODUNbI, a TaKKe
303MHOGUNBI M 6Ga3odubI.

Makpodaramu HasblBatOT MOHOLMUTbLI KPOBKU U NMPOUCXOAS-
LMe U3 HUX MaKpodaru TKaHen n opraHoB. [AnameTp 3Tnx
KnetoKk gocturaet 20 MKM. MOHOUMTBI KPOBM, nonagas B
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TKaHb, 06pas3yloT NonynauuMio TKaHeBblX Makpodaros
(rMcTMoumMTbIl, NeYeHOYHble KNeTKM Kyndepa, ocTeoknacThl,
KNETKU MUKPOIINK, anbBeonsipHe, naespasbHble, NepuTo-
HeanbHble Makpodaru u ap.).

MoHOUMTBLI U TKaHeBble MaKkpodaru paccMatpuBaloT Kak
€AMHYI0 CUCTEMY MOHOHYKNEapHbIX GaroLmToB.
JTnmbounTbI, aCTPOLMUTBI U KNETKU MUKPOIIMK MO3ra TaKKe
OTHOCAT K daroumTam, Tak Kak OHM CNOoCOGHbI mornouwaTtb
naTtoreHbl 1 aKcnpeccupoBaTb Moniekynbl MHC Il kKnacca.

1.1. Cragum darouyurtosa

OCHOBHbIe 3Tanbl paroLMTo3a CXOAHbI 418 Bcex GdarounTu-
PYIOLLMX KNETOK.

B npouecce ¢arounTtosa ycnoBHO BbIAENSIOT HECKO/IbKO OC-
HOBHbIX CTagui: 1) Takcuc K 06beKTy darouutosa, 2) pac-
no3HaBaHWe ero GaroumMToM 1 aare3us K Hemy, 3) nornotule-
HWe ob6beKTa darountTosa U obpasoBaHMe GaroIM30CoMbl,

Innate immunity: mechanisms of realization and pathological

syndromes. Part Il

The lecture analyzes a modern data on etiology, pathogenesis, and principles of treatment of primary and secondary insufficiency of innate
immune mechanisms, which are the result of disorders in two systems: phagocyte cells and complement.
Key words: immunobiological response system surveillance, incomplete phagocytosis, phagocytal insufficiency, complement system

insufficiency.



4) paspyweHve obbeKkTa (NepeBapvBaHWe, MPOLLECCUHT),
5) BbIBEAEHME NPOAYKTOB €ro gerpagauvn ns garouymra.
AKTMBMPOBAHHbIE NMPU KOHTaKTE C NAaTOreHoOM 3HAoTeNManb-
Hble KNeTKM M Makpodaru BbipabaTbiBalOT KOJNOHUECTUMY-
nupytowne bakTopbl rpaHynounToB u makpodaros (TM-KCP,
[-KC®, M-KC®). 3TV LUMTOKMHbI CNOCOGCTBYIOT 06pa30BaHMIO
rpaHynoLMTOB, MOHOLMTOB U MakpodaroB B KOCTHOM MO3re
N CTUMYIMPYIOT MX aKTMBHOCTb, 4YTO MPUBOAWUT K PasBUTUIO
HENTPOPUIBHOIO NENKOLMTO3a, KOTOPbIA ABASETCA OAHUM
M3 BaXKHEWLWMNX CUCTEMHbIX NPOSIBAEHWUA BOCNaNEHMs.
Takcuc — HanpaB/eHHOe ABMKeHWe paroynToB, onpeaense-
MO€e rpaMeHTOM XMMHUYECKUX U APYTMX GAKTOPOB (XeMOTaKCH-
HOB WM XeMOATTPAKTaHTOB, 3NIEKTPOTAaKCUMHOB). CBOMCTBaMM
aKTMBaLMKW TaKcuca o6nagatdT MUKPOOHbIE KOMMOHEHTHI,
aKTMBUPOBaHHbIE GAKTOPbl KOMMAEMEHTA, LIUTOKMHbI.
Takcuc GaroumnTUpPYOLWMX KIETOK MOXEeT OblTb HapylueH
NEeNCTBMEM peENeNIEHTOB (BELLECTB, BbI3bIiBAIOLIMX OTPULA-
TeNbHbIM XEMOTaAKCHC) U TOKCMHOB, NPENSATCTBYIOLWMX HanpaB-
JIEHHOMY [IBUXKEHUIO daroumTa. 31 BellecTBa BbipabaTbiBa-
0T MUKPOOPraHn3mbl 41 3allmTbl cebs oT paroumtosa.
Pacno3HaBaHMe 06beKTa paroLuTo3a U agre3mst K Hemy.
Mpn darounTose MMKPOBOB, rPMBOB, NApPa3nUTOB, a TaKKe
OnyXoNneBbIX, BUPYCUHPULMPOBAHHbLIX U COBCTBEHHbIX W3-
MEHEHHbIX K/IETOK pacno3HaBaHWe OCyLLecTBAseTcs € Mno-
MOLLbIO peLenTopoB (Tabs. 1), pacrnosoXeHHbIX Ha MeMbpa-
Hax ¢aroumTos.

& JlekTnHOnogo6Hble peLenTopbl COOTBETCTBYIOWEN che-
UMPUYHOCTU Ha MOBEPXHOCTU GaroumtoB MAEHTUGULMPYIOT
W CBfI3bIBAIOT CaxapuiHble rpynnbl rOKO3bl, ranakTo3bl,
GPYKTO3bl, MaHHO3bl parounTupyemMoro obbeKkra. Mx B3au-
MOZENCTBME aKTUBMPYET U BOBNIEKAET B Npouecc T xennepbl.
¢ TREM-1 (the triggering receptor expressed in myeloid
cells-1, unun TpurrepHele peLenTopsl MUEIOUAHbIX KIETOK-1)
obpa3syloTca daroumtamm B MPUCYTCTBUU WUHPEKLMOHHOMO
areHTa (6aktepum unu rpubos). CoeanHEHUE X C IMraHgaMm
Ha NOBEPXHOCTM BaKTEPUMN aKTUBUPYET Garoumtos, CTUMYU-
pyeT reHepaLmtio akTUBHbIX GOPM KUCOPOAa U MUENTOMNEPOK-
cvMaasbl, a TaKXKe NPOAYKUMIO MPOBOCMANUTENbHOMO LIUTO-
KnHa WUJ1 8. BocnanuTenbHasa peaKkuus MOXET 6biTb ycuneHa
npucyrcteBuem TREM-1 Ha NOBEPXHOCTU MUENOWUAOHbIX Kie-
TOK. 3TO MPOMUCXOAMUT MPU MUKPOBHOM cencuce, Korga Ha
NOBEPXHOCTU MEPUTOHEaNbHbIX HEUTPOPUNOB IKCNPECCHpy-
0T mosiekynbl TREM-1. B Takux cnydasx TepaneBTUHECKUM
NoAX0A0M K YCTPaHEHMIO NaTONOrMKN MOXKET CYXWUTb BO3AEN-
CTBME Ha YKa3aHHbIM peLenTop.

¢ Toll-peuenTtopbl paroynToB, COEAMHSACH NUNononancaxa-
PUAHBIMU W APYTMMU UraHAamMu natoreHa, MHAYUMPYOT Bbl-
paboTKY LIUTOKMHOB M YCTPaHEHWE CamMOoro HocuTens.

¢ TpaHcmembpaHHble 6esku Thna l, I, MARCO makpogaros
M 3HAoTEeNnasbHbIX KIETOK 06najatoT GyHKUMEN «MYCOPLLN-
KoB». OHM yCTpaHsAOT 6aKTEPUN U U3MEHEHHbIE KNEeTKU U3
LMPKYNSLMK.

¢  darounTtbl UMEIOT TaKMe peLIenTopbl KaK MHTerpuHbl LFA-1,
Mac-1, B,-uHTEerpuHsl rpynnsl VLA, pacrno3Harolme 6esKn
MEKAETOYHOro MaTpuKkca (pnbpPOHEKTHH, KonareH, 1aMmm-
HUH W Apyrue), a TakKe peLenTopbl 4151 UUTOKMHOB, rOPMO-
HOB M MeanaTopoB.

& Peuentopsbl A15 KOMNoOHeHTOB KomraemeHTa CR1, CR2,
CR3, CR4 cnoco6CTBYOT NOMOWEHNIO KNETKU-MULLIEHW.

& Peuentopsi ansi aHtuten (Fc-dparmMeHToB MMMYHOI106Y-
JINHOB) BbINOMHSAOT NPU GaroumnTo3e pPosb ONCOHUHOB.

B psige cnyvaes, 4na pacno3HaBaHus 06beKToB dparoymTosa
N 3ODEKTUBHON X afire3nn, 0COBGEHHO KancynoobpasyoLwmnx

Ta6nuua 1. OCHOBHbIE NPOAYKTbI CEKPeELnn dparoynToB

CeKpeTupyembie BeujecTea

AdPeKTbl

depMeHTbI:

® HelTpasnbHble NPOTenHasbl —
KosinareHasa, anactasa

® ruaponasbl — JM304nUM

® pas3pyLlwaloT TKaHeBOW AeTpUT

® rMAPONU3NpYyoT
nenTUAOIIMKaHbl CTEHOK
BGaKTepuu

KOMMOHEHTbI KOMMIeMeHTa:
e C1,C3a, C4, Cha

* C3b

® y4acTBYIOT B Pa3BUTUM
BOCManeHUs U annepru-
YEeCKUX peaKkumnmn
OMCOHU3UPYIOT 06bEKTbI
daroumnToza

MeTtabonuTbl Kncnopoga:
CYNePOKCHAHbINA aHNUOH,
nepekuch Bogoposa

peanu3aytoT LLUTOTOKCUYECKUI
3bdeKT B OTHOWEHME
MUKPOGOB U1 OMYyXONEBbIX
KIEeTOK

MpoayKTbl MeTabonnama asora:
® OKcuj asoTa
e pagmkan NO~

L]

obecneynBatoT
6aKTepuLUmnIHOE AenCTBUE,
0Cc06€EHHO B OTHOLWEHME
MWKOBaKTepui

MnasMeHHble NPOTENHDbI:
® (pUOBPOHEKTHH

OMCOHU3UPYET 06bEKTbI
daroumnToza

y4yacTByeT B GOPMUPOBaHUMU
MEXK/IETOYHOro MaTpuKca
obneryaer MexKneto4yHoe
B3aumonencTene

MeTtabonuTbl apaxmaoHOBOWM
KUCNOTbI:

e PgE2

e TpomboKcaH A2

® JIeHKOTPUEHBI

® y4acTBYIOT B BOCMNaneHUn
(o6nagatoT XeMOTaKCUYECKUM
[lecTBMEM, NOBbILWAIOT
NPOHMLLAEMOCTb CTEHOK
COCyA0B)

® y4acTBYIOT B peaKkLusax

UMMYHHOI0 oTBeTa

OMNCOHU3UPYET 0GHEKTDI

daroymnTosa

LINTOKUHBI:
o N1
e NJ16
e 118

e PHO «

® y4acTBYIOT B
BOCMNanuUTENbHOM peaKkLmm
(yBENMYMBAIOT IKCMPECCUIO
MONEKYN afaresuu,
CTUMYSIUPYIOT dbaroymTos)

® yCUNIMBAIOT CUHTE3a 6eNKoB

ocTpow dpasbl

MHAYLMPYIOT IMXOPaAKY

o6ecneymBatoT

NPOTUBOBUPYCHYIO 3aLUUTY

perynupytoT UMMYHHbI

oTBeT

CTUMYNUPYIOT MUENOoMNo33

L]

L]

L]

L]

MWKPOOPraHnM3mosB,

HEOOXOAMMbl OMCOHUHbI — GENKMY,

noteHuupyowme daroymtos. B npouecce oncoHu3aunu
NPOMCXOAUT 06BOSTAKMBAHWNE KNETKU-MULLIEHU UM KOPMYCKY-
NAPHBIX @aHTUFEHOB MOJIEKYNamMu, K KOTOPbIM MMeEoTCs pe-
uentopbl Ha ¢arouutax. OMNCOHM3UPYIOLMMU CBOMCTBAMM
o6nafatoT TakKe uMMyHornobynutbl (IgG1, 1gG3), YacTM4HO
IgA, KOMNOHeHTbI KoMmniemeHTa (C3b, C4b), 6enkn ocTpown
da3sbl (C-peakTnBHbIN 6enoK, pUOPUHOreH, MaHHO30CBSA3bI-
BalOLLMN TIEKTUH, al-aHTUTPUNCKUH, ranTornobuH 1 ap.).
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JleKuus

Aaresunsa ocyulectsngetrca 6narogaps B3auUMOLENCTBUIO
Fc-dparmeHTa uMmMyHornobynMHos ¢ Fc-peuentopom Ha
meMbpaHe daroumTa Man peLenTopoB Aas APYruxX YKadaHHbIX
6€e/KOB € 3TUMMK BeflKaMu, UK e onocpeaoBaHHo, C-peak-
TUBHbIN BG€NOK CTUMynupyeT GarounTo3 4Hepes aKTUBaLUIo
KOMMJeMeHTa U B3aumogencTesue ¢ peuentopom FcyRl.
CuHTEe3 ocTpodasHbix 6EKOB B NeYeHU CTUMYIUPYIOT LIUTO-
KWHbI, B YaCTHOCTHU, UHTEPSIENKMNH 6. C-peaKTUBHbIN BENOK U
GUOPUHOreH ABAAIOTCA AMArHOCTUYECKMMMU MOKalaTensimu,
KOTOpPble MO3BOAIAT MOHUTOPMPOBATL TeYEHME BOCMaNNUTENb-
Horo npouecca. OgHaKo, HEKOTOPbIM MWKPOOPraHnu3mam
(30n0oTUCTBIM CTadPUNOKOKK, BMPYC repreca) ygaetca usbe-
aTb ONCOHU3aLMKN Bnarogaps cneynanbHbiM 6enKkam, KoTo-
pble CBA3bIBAOT OMNCOHU3UPYIOLLME aHTUTENA, NPEnaTCTBYA
aaresnn GaroumnToB K 3TUM NaTtoreHam.

Aare3unst GaroumMToB K KNeTKam-MULWEHAM SBASETCS O4HUM
13 GaKTOPOB UX aKTMBAL MU, HEOBXOANUMBIM AN peanu3aLlnm
nocneaywuwmx ctagum darouynTtosa. B daroymtax npu atom
aKTUBUPYIOTCS MeTaboIMYEeCKUe NPoLLeECCHI, B TOM 4yucne —
peaKkunn neHTo3odocdaTHOro LWyHTa, MUKOINS, MMUKOreHo-
N3, HaKannMBaeTcsa BoccTaHoBNeHHbIM HAOD. 310 o6ecne-
4yMBaeT peanusaumio psaaa BaxKHbIX NPOLLECCOB: IKCMPECCUIO
rnukonpotenHoB HLA | n II, pecnnpaTopHbIi B3pbIB, AerpaHy-
NAUMIO NENKOLUTOB.

MornoweHne o6beKTa paroyutosa u oopazoBaHme daro-
JIN30COMbI. PeLlenTopbl Ha MOBEPXHOCTU daroumTa, pacnos-
Halolwme o6beKT daroumMtosa UM B3aUMOLENCTBYIOLWMUE C
HUMU CTPYKTYPbl Ha KIETKax-MULIEHSX, PacnofioXKeHbl paB-
HOMEPHO MO MOBEPXHOCTM 060MX BMAOB KNETOK. ITO AaeT
BO3MOHOCTb GarouMTy NOMHOCTbIO OXBATUTb MULLEHDL. B pe-
3yfibTaTe COKPALLEHUS aKTUHOBbLIX BOMOKOH LMTODUNAMEH-
TOB M enaTMHU3aLMKM uuTonNasmbl 06beKT darountosa
OKa3blBaeTCA OKPYXKEHHbIM MemOpaHon darounTa, KoTopas
3aMblKaEeTCs MO TaK Ha3blBaeMOMY Zipper-MexaHn3my (MpuH-
UMM 3aCTEXKKU «MOMHWUM»). O6pasdyeTca MemOpaHHas Besu-
Kyna — darocoma, norpyXeHHasi BHyTpb KNEeTKWU. YCnoBUeM
MOrNOWEHUA MULLEHU CNYKUT aKTUBaLMA NPOTEMHKUHA3bI C
n Mobunmsauua Ca2+. 3atem mem6paHa GparocoMbl ClmBa-
eTcsl ¢ IM30comMon 1 obpasyeTcsa dparonmaocoma. lNpegnona-
raeTcs, 4TO 3TOT MPOLLECC MPOTEKAET C y4acTMEM MEXaHWU3-
MOB NEPEKNUCHOr0 OKUCIEHUSA HKUPHbIX KUCIOT MEMBpPaH M ¢
HapyweHMeM Ux rnapodobHbIX cBA3en. O6pa3oBaHue daro-
JIM30COMbI CONPOBOXAAETCHA CEKpEeLMen MeanaTopos Bocna-
nenna (MN 1, NN 6, PHO, NeNKOTPUEHOB U AP.) U aKTUBHbIX
dopM Kucnopoaa. Npu aerpaHynaunmn Bce 3TM KOMMOHEHThI
nocTynatoT B BOCMaNUTENbHbIA 3KCCydaT, rae OKa3blBaloT
6aKTEPUONTIUTUYECKOE U LIUTONUTUYECKOE AENCTBHE.
PaspywieHne o6beKkTa ¢paroyuTo3za — BHYTPUKIETOYHOE
«nepeBapuBaHue» (KWJUUIMHI). JTOT NpoLecc peanusyeTca
6narofapsa aktMBaL MK ABYX OCHOBHbIX MEXaHU3MOB: KUC/0-
poA3aBUCUMMOro U KMCNOPOAHE3ABUCUMOTO.
KucnopoagHesaBucuMble MexaHM3Mbl aKTUBUPYIOTCS B MPO-
uecce cnmsaHMa ¢GarocoMbl U NTM30COM. [lepBbIMU TOKCHYEC-
Koe JencTBME Ha MUKPOOGHYIO CTEHKY OKa3biBatoT laKkTodep-
PUH U IU30UMM, 3aTEM K HUM MPUCOEAUHSAIOTCA KAaTUOHHbIE
6enkn (CAP57, CAP37), npoTenHasbl (KonnareHasa, anac-
Tasa), KatencuH G n gedeHcuHbl. NMokalaHo, 4To 6naroaaps
CBOEW CNocO6HOCTM BCTpamBaTbCa B NIMMNUAHbIA CNOW KNET-
KW, AedEeHCUHbI HapyLlaloT ee NPOHULAEMOCTb U TEM CaMbiM
CNOCOBHbI YHUYTOXaTb LUMPOKUIM CNEKTP 6aKTepun, rpnbos 1
BMPYCOB.

Ha rméenb n paspylieHne MMKpPOOPraHM3MoB BIUSIET COCTOS-
Hue pH. B dparonmszocome 3HayeHne pH meHseTcs noatanHo

OT HEMTPaNbHOro, CMEHSIOLWErOCS Ha LLEeN04YHOW, 10 KUCNOro.
Casur pH B WEeNoYHYy CTOPOHY B NPUCYTCTBUM CYNEPOKCHA,
aHMOHa cnocob6CTBYET aKTMBaLUMK naktodeppuHa, KaTUOH-
HbIX 6€1KO0B AePEHCUHOB.

MocTtynnexHne B paronMaocomy MOHOB BOAOPOAA MPUBOANT K
3aKUCNEHNIO ee BHYTPEHHEN cpedbl, YTO MOXET OKa3blBaTb
6aKTepmnocTaTMyecKoe Unu 6aKkTepuUmnaHoe 4ENCTBUE U CMO-
CO6CTBYET aKTMBALMM KMCAbIX TMApPOaa3 TM30COM.
KucnopoasaBucumbie MexaHU3Mbl UTpatoT BeAyLlylo posib B
OecTpykuun ob6beKTa darountosa. 3Tta LUTOTOKCUYHOCTb
conpsi*KeHa co 3Ha4UTeNbHbIM NOBbILWLEHNEM UHTEHCUBHOCTH
meTabonn3ma c y4aCTMeM KUCopoaa, YTo NosyyYnno Hasea-
HWe pecnupaTtopHoro B3pbiBa. OH AIUTCSA B TeYyeHue He-
CKOJIbKMX CeKyHA. Npu aToM noTpebneHne Knucnopoaa daro-
LMTOM yBeM4YMBaEeTCs BO MHOIO pas.

B pesynbraTe pecnupaTtopHoro B3pbiBa 06pa3ytoTcs metabo-
NUTbl KMUcopoda, obnagatoliMe BbICOKOW aHTUMUKPOOHOWM
aKTUMBHOCTbIO: CBOGOAHbIE pajuKanbl, NEPEKUCU, CUHINET-
HbIK Kncnopod. B ocHoBe 3Toro npouecca IeXUT yCUNeHHoe
notpebnieHne 1 paculensieHne rKo3bl, CONPOBOXKAAOLLE-
ecq Hakonnenvem HAO®. HA®-okcunpasa (bnasonpoTenH
LMTOXpOMpedyKTasa) nina3maTtuyeckon MembpaHbl U LUTO-
XPOM b B NPUCYTCTBUU XMHOHOB TpaHchopmMupytoT O, B aHUOH
cynepokcuaa (05 ), NposABAAOLWMI BbiparkKeHHoe NnoBpexaa-
lowee fgencteue. B nocnegyownx peakunsax O; MoOKeT
TpaHchOpMMUPOBaTLCS B APYrne akTMBHbIE GOPMbl KUCIOPO-
[la: CUHMETHbIN Kucnopop (*0,), MMAPOKCUIIbHBIN paauKan
(OH™), nepokcuna Bogopoda (H,0,). 3TOT npouecc Katannusu-
pyeT cynepokcuagancmytasa (COZ). MNMepokecua Boaopoaa
o6nafjaet MeHblKUM, Yem O, MOBPEXAaloWNM AEeNCTBUEM,
HO B MPUCYTCTBMWU MUENONEPOKCHAA3bl KOHBEPTUPYET UOHbI
ClI~ B noHbl HCIO™, obnagatowme 3Ha4YUTENbHbIM BaKTepH-
UMAHBIM AENCTBUEM.

O6pazoBaBlIMECS aKTUBHbIE paAuKasbl Bbi3biBalOT MOBPEXK-
OeHWe 1 OeCTpPyKuMio 6eNKOB M TMNUA0B MeEMOpPaH, HyKneu-
HOBbIX KWUCNOT U APYrMX XMMUYECKUX COEAMHEHMUIH OObEKTa
darounTtosa. MNpu 3ToM cam daroumT 3alMlLEH OT AENCTBUN
3TUX TOKCUYECKUX aHTUMMKPOOHbIX GOpPM Kucnopoaa, no-
CKOJ/IbKY B €ro LuToniasme MMerTCss KOMMAEKChl 3alUTHbIX
depmeHToB (CO/, ycTpaHstolwen cynepoKCUOHbIA aHWOH,
rnyTaTMoHnepoKcuiasa v Katanasa, uHaktusumpyowme H,0,)
N HedepMeHTHbIX (GaKTopoB (rnyTaTMoOH, BUTamMuHbl E, C,
MPHbBIE KMCNOThI).

AHTUMMUKPOOHbLIM AENCTBMEM 06N1aAaloT TaKKe OKCUA a3oTa
n pagnkan NO™, npoayKTbl a30THOro metabonnama, obpa-
3ylolmMecs B pesynbrate MeTabonnMama apruHuHa nog Baus-
HMeMm NO-cuHTeTasbl, KOTopas ob6pasyeTrcs B darouyuTax,
aKTUBMPOBAHHbIX 3HAOTOKCMHAMKU BaKTEPUN UK NpoBoOCHa-
NINTENbHBIMU LMTOKMHAMU. ITM MeTabonuTbl OKa3biBaloT
MOLHbIK HECeNeKTUBHbIN UMuTOoCTaTU4YecKun adpdekt. OH
MMEET 0Cc060 BaXKHOE 3HAYEHUE NPU paspylleHNnn MUKOOaK-
TEPUN, YCTOMYMBOCTb K KOTOPbIM KOPPENUPYET C aKTUB-
HocTblo NO-cUHTETa3bl.

MoBpeXAeHHbIN KUCNOPOA3aBUCUMbBIMU M HE3aBMCUMbIMM
MexaHn3Mamu 06beKT parouutosa noasBepraeTca AeCTpyK-
UMK C yd4acTueM nmu3ocoMalbHbix pepmeHToB. O6pa3oBaB-
lIMecs NpPOAYKTbl KaKoe-TO BPeMs XPaHATCS B OCTATOYHbIX
Tenbuax U MoryT 6biTb YTUAU3UPOBAHbI KIETKOM MAKN BbIBO-
OSTCS U3 Hee NyTeM 3K30LMTo3a.

[TOMMMO BHYTPUKIETOYHOM HEWTpanuM3auum natoreHos da-
roLUuTbl, 0COBGEHHO aKTUBUPOBAHHbIE MaKkpodaru, obnagatoT
CNOCOBHOCTbID CeKpeTUupoBaTb OMONOTMYECKN aKTUBHbIE
BelLEeCTBA, Y4aCTBYIOLIMX B peaKkLmax cuctembl Hecneumdu-



4YeCcKOW 3aluTbl opraHuM3ma. [pynnbl cekpetTupyembix ¢aro-
LuMTamMu BelLecTB NpeacTaBfeHbl B Tabn. 1.

BaxHenwmMmn cneacTtBUAMM aKTMBALMM CEKPETOPHOM akK-
TUBHOCTM paroumToB ABASETCS NOBbILEHUE aHTUMUKPOOHOM
3bPEKTMBHOCTM OpraHn3ma, cTumynaumns daroumtosa, pery-
NAUMSA NPOLLECCOB BOCMNANEHNS U UMMYHUTETA.

1.2. He3aBepLleHHbI paroumnTos

MornouweHHble parounuTamu natoreHbl 06bIYHO MHAKTUBUPY-
oTCA M pa3pyLwatoTcs. B aToM cnyyae pedb et o 3aBeplueH-
HOM ¢daroumTose. Ho dparounTo3 MoXKeT 6biTb He3aBepLLEeH-
HbIM, KOTAa MUKPOOPraHW3Mbl HE TOJIbKO HE MOrM6atoT, HO K
COXPaHSAIOT CNOCOBHOCTb K Pa3MHOXEHMIO B caMoM daroum-
Te. B Takom cnyvyae 3aboneBaHue npuobpeTaeT 3aTsaKHOM
peumaMBupytoWmnin xapaktep. BoxXnBaHMe U nepcucTMpoBa-
HME MUKPOGOB BO3MOXKHO NpM:

¢ 06/10Kage c/IMSIHUS IN30COM C parocomoi Npu MHOULK-
poBaHWK BUpycamu (Hanpumep, rpunna), GaKTepuUsmMu
(HanpumMep, MMKOBGaKTEPUAMK) U NPOCTENWNMU (Hanpumep,
TOKCOMNNa3Mon);

¢ YCTOMYUBOCTHU K AEHCTBHUIO IN30COMaJIbHbIX pepmeH-
TOB HEKOTOPbIX MUKPOOPraHM3mMoB, 061ajatoLmx naoTHbI-
MW TMAPOPOBHBIMU KNETOYHbIMU CTEHKAMM UNN CHABKEHHbIX
Kancynamu (Hanpumep, rOHOKOKKKU U CTaPUNOKOKKHK);

¢ Ppe3UCTEeHTHOCTH MMUKPOGOB K KMC0pOA3aBUCUMbIM
MexaHu3mMaMm paspyleHusi. IT0T GEHOMEH OBHapyXeH y
Staphylococus aureus, Aspergilius, Pseudonomas cepacia,
Chromobacterium violaceum, KoTopble caMK CNOCOGHbI Bbl-
pabaTtbiBaTh GEPMEHT KaTtanasy, pacliennisaiolyio Nepeknchb
BOJOPOAQ;

¢ CNOCOGHOCTU MATOreHHbIX MUKPOOPraHM3MoOB GbICTPO
nokngatb $Garocomy nocne norioweHns u ANuTenbHo npe-
OblBaTb B LUTOMNA3Me KIETOK (HanpuMep, PUKKETCHUN).

1.3. CuHgpombl HegocTtaToyHocTu CUBH

KaK pe3ynbTaT HapyweHus ¢arouurtosa

OT 3¢ PeKTMBHOCTM daroumMTosa B LENOM U Kaxaoro nu3 ero
3TanoB B 60/bLWION CTENEHU 3aBUCUT PE3UCTEHTHOCTb Opra-
HM3Ma OT MHPeKumnun. [JedpeKTbl paroynto3a pasBuBaloTCsa
B ycnoBusix: 1) cHuXxeHus yucna ¢parolnToB (T.e. 1IeHKOo-
neHum) u/Mnu 2) yrHeTeHUsi akTUBHOCTH paroLnToB.

31 pedeKTbl MOryT 6biTb MEePBHUYHbIMMU (0OYCNOBNEHHbIMU
HacneACTBEHHOM WAWM BPOXAEHHOW naTonoruewn), nNnéo
BTOPHUYHBIMM (Pa3BUBAOWMMUCSH KaK CMMNTOMbI APYrmx
dopm natonorum).

1) AedeKTbl paroymutosa B pe3y/bTaTe CHHUXXEHUSI Ynca
JIEHKOLMTOB (IeMKOMEeHUH, rnaBHbIM 06pa3oM, HEHUTPO-
U MOHouuTOmneHuu). MHorne dbopmMbl NAToNornMn SBASIOTCA
pes3ynbTaToM CHWXXEHUS 4ymcna darountoB. 3T aedeKTbl
MOryT 6bITb HaCNeACTEHHbIMU MW MPUOBPETEHHBLIMU B OHTO-
reHese.

K rpynne HacneaCTBEHHbIX JIEMKONEHUN OTHOCATCSH:

¢ PetukynsapHas pucreHe3usi. 170 ofjHa K3 Haubonee
TAXeNbIX GOPM KOMOBUHUPOBAHHOIO UMMYyHOoAebULUTa, KOT-
[la HapylleH npouecc andbdepeHLMPoBKH BCEX BUAOB NENKO-
uMTOB. 3TO 3ab60/1IEBAHME C ayTOCOMHO-PELIECCUBHbBIM TUMOM
HacnegoBaHWs COMPOBOXAAETCH MOpPaXKEHWEM CTBOJIOBOM
KNETKN poAoHavanbHULbI MUENO- U MOHOLMTONO33a.

¢ HepgoctaToyHocTb peyentopoB -KC® (rpaHynouutap-
HOrO KOJIOHMEeCTUMYAMpyolwero dakxkrtopa). 3aboneBaHune
CBA3aHO C AedeKTOM reHa, KOAUPYIOLLEro CUHTE3 peLenTo-
poB K [-KC®P. CHMIKEHME YHYBCTBUTENbHOCTM CTBOJIOBbIX
KNEeTOK KOCTHOTo Mo3ra K M'-KC®d nposBngercs Taxenon neu-

KONeHWen, HeWTponeHnen u NpeapacrnoNioXEeHHOCTbIO K
remo6nacTo3am.

¢ CuHpgpom KoctmaHa. 3ta ¢dopma natonorMmM xapakre-
puU3yeTcs 3HaYUTENbHbIM MOBLIWEHWEM YPOBHEW [ABYX
pa3HOBUAHOCTEN LIMTONUTUYECKOrO 6enka Tupo3uHdocha-
Tasbl, KOTOPble BbI3bIBAOT HapylweHWe BHYTPUKNETOYHOWM
nepegayv curHana. 3aboneBaHmMe MeeT ayTOCOMHO-PeLLeC-
CUBHbIW TUM HacnegoBaHus. [pu HEM CHUXEHO YUCNO NNIENKO-
LMTOB, B OCHOBHOM, 3a c4yeT HenTpodmnos (4o 100 n meHee
B 1 MK/ KpOBM).

¢ CuHppom Leabsika—Xuracu (Legbsika—LLUTaiHOpUHKa—
Xuracu). lNpn 3TOM CUHAPOME NMpoUcxoamT 6noKaga nponu-
depaumm MMEeNoCcTBONOBOM KNETKWU. ATO NPUBOAUT K MHOrO-
YUCNEHHbIM MOCNEACTBUSAM: HEeJOCTaTOYHOCTM daroumntosa,
runorammarnobyiMHeMUK, HENTpPoneHun, TpombouuTone-
HUW. XapaKTepHbl HU3Kas aKTMBHOCTb MUENONepoKCHaashbI,
TOPMOXEHME XeMOTaKcuca, NaTtonornyeckme M3MeHeHus
BHYTPUKIETOYHbIX FPaHyn U S4ep BCeX BMAOB NIEMKOLMTOB,
nedeKTbl rpaHyn ¢ MNOJIOXKUTENIbHON MEPOKCUAA3HOM peak-
UMen, uutonnasmatmyeckme BKIOYEHNS, anbbuHMU3M, renaro-
cnneHomeranus, numdoageHonaTusl, aHeMUs, NCUXOMOTOP-
Hble AedEeKTbl U CHUKEHHAs PE3UCTEHTHOCTb K MHOEKLMAM.

¢ CunHpgpom LUBaxmaHa. [posBNsSeTca NEeNKONeHuen,
HEeNWTponeHuen (B coYeTaHMM C HeAOCTAaTOYHOCTbIO IK3OK-
PUHHOM OYHKLMM NOLKENYLOYHOM XKenesbl) U 4acTbiM pa3Bu-
TUEM UHDEKLMOHHbBIX 3a60n1eBaHUN.

¢ CuHapom neprogu4ecKon Hacse[CTBEeHHOH JieHKorne-
HUKM u HenTponeHuu. OH HacneayeTcs ayToCOMHO-AOMUHAHT-
HO W NPOSIBASIETCS PEryNspHbIMKU, C MHTEPBANOM NPUMEPHO B
21 peHb, Nnepnoaamm CHUXKEHUS YMcna HEMTPOPUNOB 1 obLLe-
ro KOMM4YecTBa NIENKOLMTOB, COYETAOWMMUCS C YacTbiM pas-
BMTMEM pa3HOO6pasHbIX MHOEKUMA. BO3MOXKHOM MpUYMHOM
CUHApOMa fABNSeTcs o6paTnmoe nogasfieHne NenKonoasa.

¢ CHMHAPOM XPOHUYECKOH MANOMNATHYECKON HEUTPOMNEHUH.
CUHAPOM MMEET ayTOCOMHO-AOMUHAHTHbIM UAXM ayTOCOMHO-
peLeccuBHbIN TUM HacnegoBaHus. Kak npaBwio, OH HOCUT
[106POKaYeCTBEHHbIN XapaKTep, HO HEPEeAKO CONPOBOXAAET-
C UHPEKLUMOHHBIMU 3ab60/IEBAHUSMMU.

K rpynne npuoGpeTeHHbIX IeHKONeHUH OTHOCAT GoJibLuoe
YUC/I0O CUHAPOMOB, XapPaKTEpPU3YIOLWMUXCA CHUKEHUeMm
Yyucna NeKouUTOB B eiUHULIe 06bema KpoBHM. [1pn aToMm
o6lLLEee YMUCNO LUMPKYIUPYIOLWKNX B KPOBU NENKOLIMTOB, BKIIIO-
4yasi MOHO- M FrpaHynoLMTbl, CHUXKEHO B pe3ynbraTe 1) yrHeTe-
HUSA UX 06pa30BaHuUs, TM60 2) yCUNEHUS UX AECTPYKLIUMN.

1) JlenkoneHun B peaynbraTe YrHETEHUSA npoLecca o6pa3o-
BaHUS HEMTPODUNOB ABNASAIOTCA CNeACTBUEM:

& [IPUMEHEHNS JIeKapCTBEHHbIX MnpernaparoB, NoAaBAsto-
WKMX Nenkonoas. OTaenbHble rpynnbl nNpenapaTtoB MOryT
OKa3blBaTb YrHeTalllee AeNcTBME Ha MUeno- n NTnmdonoas
(Hanpumep, aHTUMUKPOOGHbIE cCpeacTBa, HECTEPOUAHBIE MPO-
TMBOBOCNaNUTENbHble NpenapaTbl, LMTOCTAaTUKK, Hernponen-
TUKW, TPAHKBUAN3ATOPbI, MPOTUBOCYAOPOKHbIE MpenapaThbl,
HEKOTOPblE ANYPETUKM).

CteneHb nogaBfeHUsA NEenKonoa3a 3aBWUCUT OT A03bl U
ONUTENBHOCTU NMpPUMEHeHUs npenapartoB. Hanbonee 4vacto
ATPOreHHas NeMKONeHNs BOZHMKAET NPU Ha3HAYEHUU LIUTO-
CTaTMKOB Y UMMYHOAEMNPECCAHTOB, KOTOPbIE LIMPOKO NpuUMe-
HAKTCA NpU Tepanuu MNauMeHTOB CO 3/10KAYECTBEHHbIMU
HOBOOOGPA30BaHUSAMU U AayTOMMMYHHbIMKU 3a60/eBaHUAMMU.
9T npenapatbl NOAABASAIOT CTBOJ/IOBbIE K/IETKM KOCTHOIO
Mo3ra. N3 coBpeMeHHbIX cpefcTB Nof0OHbIM 3addeKTOM 06-
napatoT peKoMmbuHaHTHble BuonpenapaTbl (Hanpumep, rpa-
HynouUUTapHbIA KoNoHWecTUMynupytowmm daxktop M-KCP);

BOMPOCbI COBPEMEHHOW NEAWATPUMU,/ 2009/ TOM 8/ N2 3



JleKuus

& JIENKONEHNYECKON GOPMbI MUETONIENKO3a;

& [104aB/IEHUS JIEMIKOM033a Npy MeTacTa3npoBaHMM OMyxo-
JIefl B KOCTHbINA MOST;

& TSOKEJIbIX MHQEKLMOHHbIX 3ab60/1eBaHmi (BGPIOLWHOI0 TH-
da, MHPEKLUMOHHOro MOHOHYKIeO03a, BMPYCHOro renaTtuta,
ClMWda v apyrux);

& [1epUoAMYECKON NPUOBPETEHHOMN HEUTPOMEHUM, NPOSBASIO-
LLLeMCS CHUXKEHUEM 0BLLLEro YMcna N1eMKoLMTOB (B OCHOBHOM, 3a
CYET HEWTPOODWIOB) C BPEMEHHbIM MHTEPBAIOM B HECKOMbKO
Hefesb B COYETaHMM C yBEMYEHNEM B KPpoBUM Ymcna NK KneTok.
2) HentponeHun B peaynbrate NOBbILEHHOIO paspyleHus
HEeNTpPodMNOB pa3BMBaKOTCA B YCIOBUSAX:

&  [/IMTENIbHOr0 MPUMEHEHUS OTAE/bHbIX aHTUMUKPOBGHbIX
JIEKapCTBEHHbIX MpernapaTtoB (aHTMOUOTMKOB, cynbdaHuna-
MWUAO0B, GPEHOTMA3MHOB, PTYTHbLIX ANYPETUKOB) U pAda APYrnx
CPEACTB, KOTOPble B KA4YeCTBe ranTeHOB MOIMYT CMPOBOLMPO-
BaTb pa3BUTME aAyTOMMMYHHOW peaKLun C paspylleHUeMm
NIENKOLUMTOB, NPEUMYLLECTBEHHO HENTPODUNOB;

& crieHomeraanu, CoOnpoBOXAaoWENCcs NOBbILWEHHbIM NTN-
3MCOM NNEMKOUMTOB B Cefle3eHKe (Hanpumep, npu 1M30CoM-
HbIX 60NE3HAX HAKOMIEHUS WK MOPTaNbHOM TMNEPTEH3UN);
& o006pa3oBaHusi 60JIbLIOIO KOJIMYECTBa aHTUTEsNl K JIeNKO-
uuTam, Hanpumep, Npu peBMaTtouMaHoOM apTpuTe (CMHAPOMmE
dentun) MNn cCUCTEMHOM KpacHOM BoNYaHKe.

2) AedeKTbl paroymTo3a B pe3y/bTaTe HapyLueHNs PyHK-
LUMOHa/IbHOM Jeecrnoco6HOCTH ¢paroyuToB. HacneqCTBEH-

Hble GOpMbl 3TOM Pa3HOBMAHOCTM NATONOMMU QaroymnToB
CBSI3aHbl C FEeHETUYECKM 0BYCNIOBNEHHBIM CHUXEHMEM, B OC-
HOBHOM, OYHKLMKN GarounTUPYIOLLMX KNETOK, YacTo coYeTalo-
WMUMcsa ¢ HeuTponeHuen. 3t GopmMbl MaTonorum peako
ObIBaOT U30MPOBaAHHbIMU. OHUM LUMPOKO pacnpoCTpaHEeHbI
W, KaK NpaBWfio, COYETAOTCA C HapylWeHUIMU B UMMYHHOM
cucteme.

B HacToslweM pasgene xapaKTepuayloTca Te HacCneLCTBEH-
Hble€ CUHAPOMBbI, MPW KOTOPbIX NaToN0rMa GaroyMToB SBNSET-
CS OCHOBHOW (Tabn. 2).

¢ XpoHuyecKasi rpaHysnemaTo3Has 6os1e3Hb (XIB).
Bo3HMKHOBEHWE 3a60neBaHUA CBA3AHO C AePEKTOM BHYT-
PUKNETOYHOW [AEeCTPYKUMM aroumnTMpOBaHHbIX MUKpoOOpra-
HM3MOB B pe3y/nbTaTte HeJOCTaTOYHOM MPOAYKLMKU CYyMepoK-
CUIHbIX pPaAMKanoB, CUHINIETHOrO KWUciopoda WM MepeKkmcu
Bogopoaa. NpumepHo B 60% cnyvyaeB 3aboneBaHne Hacne-
ayeTcsl cuenneHo ¢ X-xpomocomon, B 40% — ayTOCOMHO-
peLeccuBHo.

Mpu cuenneHHon ¢ nonom dopme XI'b n3MeHeHUs nokanu-
30BaHbl B Xp21, 4yTto npuBoauMT K aedekty 6enka 91kDa
MeMOpPaHHOro KOMMOHEeHTa uuToxpoma b558, ¢ KoTopbIM
cBa3biBaeTcs HAOD-oKkcuaasa. IT0T GepMEeHT BbIMOHAET
K/IOYEBYIO PONb B reHepaumn OGaKTepuUMAHbIX aKTUBHbIX
dopMm Kucnopoaa, AePULMT KOTOPbLIX NPUBOAUT K YTHETEHUIO
NPOLLECCOB YHUYTOXEHUSA MOINOLWEHHbIX GaroyMToMm MUKPO-
OpraHM3moB.

Ta6nuua 2. HacneactBeHHble M NpUoGPeTEHHbIE GOPMbI HapyLlweHUs daroumTosa

HapyweHHble HacnepacrBeHHble popmbl: Mpu4nHBI NpUOGPETEHHbIX HOopM
DYHKUUKN
3a6oneBaHus TN HacNefOBaHUA | MOPaXKEHHbIE KNETKU
Anresus Jeduumnt agresvu nemkountos | AyTOCOMHO- Hentpodwunebl, XpoHuyeckne 6aKTepuasnbHble,
peLeccuBHbIN Makpodaru, BUPYCHbIE, FPUOKOBbIE MHDEKLMMH,
IMMPOLMTHI, B TOM yucne BUY.
NK KneTtkm femognanma.
N HoBOpoOXAEHHOCTb.
fled)wum (ErleLl,MCDMHeCKMX AyTOCOMHO- . HewnTtpodunbl JleKapCTBEHHbIE Npenaparsi:
paHyn HenTpodunos pPeLLECCUBHBIN? ACNMPMH, NBYNPODEH,
TMIIOKOKOPTUKOMUbI, 3TaHON
Kuhes, CuHapowm LLiBaxmaHa AyTOCOMHO- HewnTtpodunbl OxoroBast 60/1e3Hb, caxapHbli
XemoTaKcuc peLecCUBHbIN nnabeT, 3/10Ka4eCTBEHHblE
HOBOOGpa30BaHus, KonnareHosbl,
anutenbHoe ronoganue, CMNuza,
CuHapom Yeanaka—Xuracu AyTOCOMHO- HenTtpodunbl, BMpPYCHble 3a6oneBaHus (repnec,
peLeccuBHbIN MaKpodaru, rpunn).
NK Knetku CWHAPOM «JIEHWBBIX NENKOLUTOB»
CuHapom Mosa AyTOCOMHO- Hentpodunbl npu caxapHom Auacerte.
OMUHAHTHBI JlekapcTBeHHble Npenapatbl:
MHAOMETALIMH, HaNpPOKCeH,
GEeHNNBYTa30H, MMIOKOKOPTUKOUIbI
MNepeBa- XpoHuyecKas 1. CuenneHHbln HenTtpodunbl, JlyyeBas 60/1€3Hb, CaxapHbl AnaberT,
puBaHue rpaHynemaTo3Has 60/e3Hb ¢ X-XpoMOoCcoMOow MaKpodaru ypeMus, NenKo3bl, XPOHUYECKUI
2. AyTOCOMHO- HenTtpodunbl nuenoHedpuT, CTaPpUIOKOKKOBbIE
peLeccuBHbIN MHOEKLNK, CEenuUC, roiogaHue.
[Oedunumnt rnioko3o-6-docdart- CuenneHbin Hentpodunbl HoBopoxaeHHoCTb.
N . JleKapCcTBEHHble
nernaporeHasbl HenTpoduioB ¢ X-XpOMOCOMOW NPENAPATLI: LUTOCTATHHH,
Oednumnt cneunduyeckmnx AyTOCOMHO- Hentpodunbl TMIOKOKOPTUKONADI, HECTePOUAHbIE
rpaHyn HenTpobunos peLLecCUBHbIN npoTMBOBOCNAIUTE/IbHbIE
npenapatbl, KONXULWH,
CuHapom Weabska—Xuracu AyTOCOMHO- } UMKIObOChaH
peLLecCUBHbIN
Oedunumnt mnenonepokcuaasbl AyTOCOMHO- Hentpodunbl OcTpbli MMenobnacTHbIN
peLLecCUBHbIN 1 MUENOMOHOGNACTHbIN IENKO3




AHanorn4yHbl aedeKT BO3MOXKEH U MPU ayTOCOMHO-peLiec-
CUBHOM Ppopme NaToNormm, CBA3aHHOM C HEAOCTAaTOYHOCTbIO
B0 LIMTO30/IbHOIO KOMMOHeHTa (6enka 22 kDa) uenu uu-
ToxpoMa b558, nnbéo ogHoro M3 AByx 6enkoB P47 u P67
(xpomocombl 1, 7, 16, 21 v ap.). B pe3dynstate o6pa3oBaHue
CcyrnepoKcuaHWoHa Kucnopoda 1 nepexknucun Bogopoaa Hapy-
waetcs. Kncnopoasasucumas GakTepuuuaHas aKTMBHOCTb
daroumnToB CHUXKaeETCS.

MUKpoOpraHnambl, BblAeNeHHble U3 TKaHen 60/bHbix XIB
(ctadunokokku, E.coli, Serratia marces cens, Klebsiella,
rpu6bl poga Nocardia v Aspergillus), Kak npaBuno, NPoayLu-
pyloT Katanaldy. Ocobas Ta)KeCcTb TeyeHus 3abosieBaHua Y
3TUX 6GONbHbIX, NO-BUAMMOMY, CBfi3aHa CO CMOCOOHOCTbIO
KaTanasbl pacllennaTb MepeKkucb Boaopoda, TEM CamMbiM
NOMNOSIHUTENNbHO CHWMXXasi aKTMBHOCTb KMCIOPOA3aBUCHUMbIX
LIUTOTOKCUYECKUX peaKuunmn parounTa.

KnuHuyeckn 3aboneBaHne MaHUPECTUPYETCS yXKe Ha nep-
BOM rofly *XM3HUW. BonbHble cTpagatoT nuMmbageH1MToMm, CTo-
MaTUTOM U TUHITUBUTOM. Y HUX GOPMUPYIOTCH XPOHUYECKUE
rpaHynemMbl, 0OCOBGEHHO B KOXe, TMMdOoy3nax, NeyeHu 1 ner-
Kux. [paHynembl, BO3HMKaAlOWMNE B KULIEYHUKE, MOIYT MpK-
BECTU K KMULEYHOW HEenpoxoaMMOCTM, B MOYEBbLIBOASLLEN
cuctemMe — K 06CTPYKLMM MOYEBDIX MyTEN. XapaKTEPHO pas-
BUTUE TAXKENOM MHEBMOHUK C OBLIMPHBIM NMOpaxeHWeMm Je-
rOYHOM TKaHM C BOBEYEHMEM MNNEBPbLI. TAXKECTb M NPOAON-
YUTENbHOCTb MHEKLMIN NOAAEPKMBAETCA HECNOCOBHOCTbLIO
K paclienfieHno XemMoaTTPaKTaHTOB, CTUMYUPYIOLMX BOC-
nanuTenbHbIM NPOLLECC, a He3aBepLIEHHbIM daroumTos cno-
co6CTBYET 06pa30BaHmIo rpaHynem.

OCHOBHbIM NabopaToOpHbIM AMarHOCTUHECKUM KpUTEPUEM
npu XI'b aBnaetcsa oueHKka darouMTapHON akKTUBHOCTU Newn-
KOUMTOB (KWANMHra). B KAMHMYECKOW MpaKTUKe ON1s 3TOoro
ncnonbdytoT HCT-TecT (HEBO3MOXHOCTb BOCCTAHOBJIEHUSA
HUTPOCUHMI TeTpas30ansd). CyTb 3TOro MeToa 3aK/tnyaeTcs B
oueHKe 3ddEKTUBHOCTU Mepexoaa pPacTBOPUMOro Kpacute-
N1 HATPOCUHErO TETPA30/1Ma B HEPaACTBOPUMOE CoelIMHEHNE
CWMHEro LBeTa B LUuToNnIa3me KNeToK Noj BAUAHUEM CynepoK-
cuiaHunoHa. KonnyectBo HEpacTBOPMMOro Kpacutens npo-
NnopLMOHaNbHO aKTMBHOCTU peaKkumn. B KpoBuM onpeaenset-
CS aHeMMUS, NENKOLMUTO3, runepramMmmMmariobyiMHeMus.
JNleyeHne 3aboneBaHna KomnnekcHoe. OHO BKAOYaeT: 1) xu-
pypruyeckoe yganeHue rHOMHWMKOB W 2) MacCUMpPOBaHHYO
ONUTENbHYIO TEPannio aHTMOUOTUKaMK. BpeMeHHbIn apdeKT
OocTUraeTcs Npu BBEAEHUU HEUTPOPUIbHOM MaCChl OT JOHO-
pa — u4neHa cemMbu 601bHOr0. MMMyHOKOPpPEKLUMUS ramma-
MHTEPPEPOHOM CMnocobHa aKTUBMPOBaTb OGaKTEPULMOHbLIN
3bPEKT Yepes KNCNopoaHE3aBUCUMbIE MEXAHU3MbI, Hanpu-
Mep — aKTMBaLMo NM30coMasbHbIX epMeHToB. AbPeKTUB-
Hbl TAKXe nepecagKka KOCTHOrO MO3ra U MMMIaHTaLUns Hop-
MaJibHbIX FEHOB B FEHOM CTBOJIOBbIX K/IETOK.

¢ CuHppom Lllegbsika—Xuracu (LUeabsika—LLUTaiHGpPHHKa—
Xuracu). 3a6oneBaHue BbI3BaHO MyTaLMen reHa, pacnoso-
}EHHOro B 1-1 xpomocome. Npu 3TOM CUHAPOME NPOUCXOANT
6/10Kada nponndepaunm MMeENOCTBONOBON KNETKU. OH nme-
eT KOMOUHMPOBAHHbLIVM XapaKkTep M npoasasetca GyHKLUMO-
HanbHOW HEAOCTAaTOYHOCTbIO darounTo3a, rmnorammarinoby-
IMHEMUWEN, HENTPOMNEHUEN, TPOMOOLUTONEHUEN.

NedeKTbl parounto3a B 3HAYMTENbHON Mepe Bbi3BaHbl Ha-
pylleHMeM MnonMMepusaumm MUKpPOTPYOOYEK LMTOCKeneTa
NenKoumToB. 3TO NPUMBOAUT K TOPMOMKEHUIO MOABUKHOCTH
NIENKOLMTOB, UX XeMOTaKcuca, 06pa3oBaHns B HUX daronu-
30COM M COYETAeTCs CO CHWXXEHWEM aKTMBHOCTU Muesnone-
poKCMAa3bl U BHYTPUKNETOHHON BGaKTEPULIMAHOCTH.

KnnHnyeckn 3aboneBaHne NposiBASeTcsd YacTbiMU UHDEKLIN-
AMU. OCOBEHHO XapaKTEPHO Pa3BUTHE TAXKENbIX NOBTOPHbIX
FHOMHbIX 3a60NeBaHU CTPENTOKOKKOBOM U CTapUIOKOKKO-
BOW Npupoabl. Bo3MOXHbI renatocnieHomeranns n numoo-
afjeHonaTtus.

JlabopaTopHble uccaefoBaHUs BbISBASIOT TMraHTCKME a3ypo-
GuUNbHbIE TPaHynbl B UWUTOMAA3Me HEeNTpodMnoB, Tenbla
[éne (06pa3oBaHHble WEepPoXoBaTbiM 3HAOMIA3MaTUYECKUM
PETUKYYMOM), yBENIMHEHUE NPOAYKLMU CBOBOAHbIX paauKa-
N0B, NaHUMTOMNEHMIO BO BPEMS peuunanBa, HapyleHne GyHK-
umn NK KneTok.

MporHo3 Heb6naronpuaTHblM. BonbHble, KaK NpaBuo, Noru-
6aloT B ETCKOM BO3pacTe OT cencuca uinM KpoBOTeYEHUS.
JNleyeHune HanpaBneHo Ha 60pbOy ¢ MHDEKLMEN, NPOBOANTCSH
3aMecTuTeNbHasa Tepanus.

¢ [eduunt rnioko3o-6-¢pocar-gerngporeHasbl HEATPO-
¢dunos.

[MoKo30-6-dpocdaT-gerngporeHasa aBNAeTCA HEO6XOAMMbIM
KOMMOHEHTOM reKCO3HOro MoHodochaTHOro WwyHTa. Mpu ge-
deKTe, cBA3aHHOM C myTauuen reHa G6-PD HenTpodunos,
HaxoAsLWMMes Ha X-XpOMOCOMe, pa3BMBaeTcs AePULIUT rio-
K030-6-docdaT-agernaporeHasbl, KOTOPbIM NPUBOAUT K CHU-
WeHuto npoaykumm HALD u, cOOTBETCTBEHHO, HapPYLLIEHUIO
o6pa3oBaHusa cyrnepoKkcuaa. B pesynbrate yrHeTaeTcs Kui-
JIMHT 1 CHWXXaeTcs nepeBapuBatowas cnoco6HOCTb HENTPO-
dunos. lNMpu geduuunte rMoKo30-6-pocdart-gernaporeHasbl
TakK Xe, Kak v npu XI'b, TepseTcs cnoco6HOCTb NENKOLIMTOB
YHUYTOXaTb NPOAYLMPYIOLWKME KaTanasly (KoTopas paclenns-
€T NepeKncb BOJOPOAA) BHYTPUKNETOYHbIE MUKPOOHI.

o KAnHUYeCKnM nposiBaeHnsamM 3aboneBaHune cxoaHo ¢ XIb,
0fHaKo, nposiBnsercsa B 6osee crapliem Bo3pacrte. B otu-
yune ot XI'b, npu gedunumnTe roKo3o0-6-docdar-gernaporeHa-
3bl pPa3BMBAETCS rEMONUTUYECKA aHEeMWs, CBA3aHHas co
CHWKEHMEM 3TOro pepmeHTa B IpUTpOLUTax.

¢ [epnumr cneuymdpumyecKknx (BTOPUYHBIX) rpaHyn
HeUTpOoHIOoB.

[ns HeNTPOdUIOB XapaKTEPHO HanMyne ABYX TUNOB rpaHyn,
cogepalwmx pasnuyHble pepmeHTbl. OTHOCUTENBHO PEAKO
BCTpeyatoTca 60/bHblE, Y KOTOPbIX B LIUTONIa3Me HENTPOdHU-
/I0OB OTCYTCTBYIOT crneumdpuyeckne (BTOPUYHbIE) rpaHybl, B
HOpMe coaepKallume naktodbeppmH. B pesynbtate HapywaeT-
cs 0AMH M3 GaKTOPOB KMUCIOPOAHE3ABUCUMOIO KWANMHIa
MWKpoopraHnMamoB. Kpome Toro, cneundunyeckme rpaHynbl
coaepaT mMembpaHHble KOMMOoHeHTbl HAO®P-okcuaassbl,
peuenTopbl HEKOTOPbIX XeMOATTPaKTaHTOB W OMCOHWHOB,
peuenTopbl laMUHUHA — 6enKa COeANHUTENIbHON TKaHMU.
Jednunt cogepmnmoro cneunduruyecknx rpaHyn NpuBOAUT K
CHWEHMWIO MPOAYKLMU CBOBOAHbLIX paAuKanoB U NepeKkncu
BOAOPOAA, 3IKCMpPEeccuu MONEKyn aaresun M peLentopoB
XEMOaTpaKTaHTOB, aKTMBHOCTM XeMOTaKcHca.

Hapsaay ¢ natonorven HeMTpodUIOB BbIABASETCH CHUXKEHWE
yucna anbda-rpaHyn TpoMOOLMTOB, C YEM CBS3aHO Hapy-
weHne ob6pasoBaHua Genoro Tpomba. KnuHuyecku 3abo-
neBaHWe MposiBASETCH PEeLUUAMBUPYIOWMMU  KOXKHbIMMU
MHOEKLUMAMN U MHPEKLMOHHBIM MOPaXKEHNEM HOCOIIOTKH,
nporpeccupyownMMmn neroyHoiMm 3aboneBaHnaIMU, Mefd-
JIEHHbIM 3aXKMB/IEHMEM paH, a TaKXe remMopparn4yeckum
CUHAPOMOM.

¢ [Jedpuuymt mmenonepokcuagasol.

Hanb6onee 4yacTto BCTpevawolwmnca aedeKT NenKouMnToB.
Hacnegyetcs Kak ayTOCOMHO-PELeCCUMBHbIA MPU3HaK.
Muenonepokcngasa npeobpaldyeT Nepekucb Bogopoda B
aHnoH OCI~, o6najaioWwmMin MUKPOBOLIMAHON aKTUBHOCTLIO.
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Oednumt muenonepokcuaasbl Bbl3biBaeT HECNOCOOHOCTb
rPaHyNoUMTOB K KUANKHIY rpuboB poda Candida.

Mpn Hannyuum rpybon myTauuu M B accouuaLunun ¢ apyrumu
3ab6oeBaHUAMM, B YHAaCTHOCTH, C CaxapHbIM AnabeTom, 60/b-
Hble CcTpajaloT TAXeNbiIMWU MOBTOPHbIMM KaHAWAO3HbIMMU
MHDEKUMAMU, OAHAKO, BO3MOXHO Pa3BUTME XPOHUYECKMX
BOCNanuUTeNbHbIX MHOEKLMI U LPYrON STUONOTUMK.
OTcyTCcTBME COYETAHHOM NaToNOrMmM 61aronpUsaTHO CKa3blBa-
eTca Ha TevyeHun 6GonesHn. B aTux cnyvasx HepocTaTok
MWEeNonNepoKcHaasbl HENTPODUIOB KOMMEHCUPYIOT Apyrue
6aKTePULMAHbIE MEXAHW3MbI, B HACTHOCTH, YCUIIEHHOE 06pa-
30BaHMe CyNnepoKCHMa0B 1 MepeKncHn Boaopoaa.

Mpun nabopatopHom uccnegoBaHmm HCT-TeCT BbISBNAET MNO-
BblWEHNE OKUCAUTENbHOIrO MeTabonuM3ama rpaHynouMTOB.
lporHo3 6naronpUATHbIN.

JleyeHne cumnToMaTMyecKoe: UCMOMb3YyTCH NPOTUBOIPUG-
KOBble npenaparbl, aHTUOKCUAAHTHI.

¢ CuHppowm LliBaxmaHa.

[aToreHeT4eCKoOM OCHOBOW 3ab0neBaHUs ABNAETCS Hacnel-
CTBEHHAs rmMnonnasus KOCTHOro mMo3ra M HeagoCTaToO4YHOCTb
BHELWHECEKPETOPHON GOYHKLMKM MNOAKENYAOHHON Kenesbl.
KnnHuyeckn nposiBAsSieTcs NEeWKONeHUen, HapylweHMem mno-
[BWXHOCTM M XeMOTaKcuca HeMTPOhMNoB, TPOMOOLUTONEHMU-
el U aHEMMEN, a TaKKe aHOpPEeKCUEeW U peuuamBupylolen
[Lnapeen co cteatopeen. Y 60NbHbIX JeTen OTMeYatoTcs Yac-
Tbl€ THOMHbIE CUMHO-MYNbMOHANbHbIE U KOXHble MHDEKLNH,
MOXeT HabntoaatbCcs runorammarnobynMHemus. Xapakrep-
Ha 3aJepKa pocTa M o6LWero pa3BuTUS, NPOSBAEHUS AUC-
amMbpuoreHesa (aHoManum GopMbl U YUcAa NanbLeB, MeTa-
du13apHble AN30CTO3bI, KOCOrNa3ue).

Mpn nabopaTopHOM uccAeOBaHMM KPOBU onpepensercs
HenTpodUIbHasA NENKONEHUS, TMMIOXPOMHasa aHeMUs, TPOMOO-
LUMTOMNEHNS, BO3MOXHa runorammarnobynnHemus. B Kane
BbISIBASIOTCS HEpacLLenaeHHble TpUrnuepuabl. MNpu 3ydeHun
[lyoeHanbLHOro COAEPKMUMOro PE3KO CHUMXEHA NN OTCYTCTBYET
a@KTMBHOCTb TPUMNCHUHA M NaHKpeaTMYecKow nunasbl. B ocHoBe
Nle4eHnss — aHTMBaKTepuanbHas Tepanus, akTMBaLMs KOCTHO-
MO3roBOro KPOBETBOPEHUS, NpenapaTbl raMMa-uHTepdEPoHa,
3amecTuTeNbHas Tepanua GepmMeHTHbIMK NpenapaTamMmu.

¢ CuHapom Hosa (cuHapom [Jx#o6a, CHHAPOM runepnpo-
AyKymn IgE).

Tun HacnegoBaHWs CUHOPOMAa ayTOCOMHO-AOMWHAHTHbIN C
HEMNOMHOM NeHeTpaHTHOCTbI0. [pK HeM HabnoaaeTcs Hapylue-
HWEe XeMOTaKCUca NENKOLMTOB. ITO CBA3AHO C rMNepnpoayK-
unen IgE n cekpeumen moHoLMTaMu daKTopa, NogaBnSfoLLEero
XemoTaKcuc. B pesynbrate CHWXeHus npoaykumm T1 xenne-
POB MOBbILAETCA NPOAYKLMSA T2 XennepoB 1 rmneprnpoayKLums
IgE. M36bITo4HOE copepxaHue IgE coyeTtaeTtcsa ¢ aeduumTom
IgA, 4TO CONPOBOXKAAETCA KOXHOM rMNepyyBCTBUTENBHOCTLIO K
aHTureHam Staphylococcus aureus wn Candida albicans.
XapaKTepHbl «X0/104HblEe abCLLECChI», KOTOPbIE HE COMPOBOXK-
fatotces 06Wen 1 MecTHOM BOCNanuTeNbHOM peaKkuuen, a Tak-
e KaHANOOMMKO3 U PeELNAMBUPYIOLLME THOMHbIE MHEBMOHMW.
0COBEHHOCTLIO THOMHBIX OCAOMHEHWH Npu cuHapome Mosa
ABNAETCA OTCYTCTBUE reHepannaaLuu npowuecca.

Mpn nabopatopHOM MUccaenoBaHUM Onpeaensiercs 303UHO-
duUnuna, HenTpoPUNbHLIM NENMKOLUTO3 CO CLBWUIOM BEBO,
nosblWeHHoe coaepxaHue IgE. MporHo3, Kak npasuno, 6na-
ronpuaTHbIN. MPUHLKUNLI TEpanuu TaKKe e, KaK U Mpu Xpo-
HWYECKOW rpaHynemMaTto3HOn 60Ne3HU.

¢ [Jednumt maHHO30CBA3bIBaOLEro 6eJKa.
MaHHO30cBS3bIBalOWMn 610K — CbIBOPOTOYHbIM 6eNoK
ocTpon dasbl, KOTOPbIN ABAAETCSA ONCOHMHOM N5 APOXIKEN,

6aKTepuin U HEKOTOPbLIX BUPYCOB, obneryas ux ¢arouutos.
3T10T 6€/10K y4acTBYET B aKTMBALMM KOMIMIEMEHTa MO NIeKTH-
HOBOMY MyTW.

Mpun pedeKTax reHa MaHHO30CBSA3bIBaloLLErO 6eKa HapyLla-
etca darountod MMKPO60B, BO3MOXHO pa3BUTUE XPOHUYEC-
KWX BOCNanuTenbHbIX MHOEKLMN.

2. ®aKTopbl KOMMJIEMEHTa KaK KOMMNOHEHT CUCTEMbI
HecneuundunyecKon pe3uCTeHTHOCTU opraHuama

MU naToNIorM4ecKue CUMHAPOMbI, pa3BUBaloLmnecs

npu ee paccTponcTBax

CucTemMa KoMnnemeHTa — rpynna, cocTtosilas no MeHbllen
Mepe M3 26 CbIBOPOTOYHbIX 6E1KOB — KOMMOHEHTOB
KomnnemMeHTa (Tabn. 3). OHWM CHUHTE3UPYIOTCA Npenmy-
LLeCTBEHHO renaTtouuTamMu, TKaHEeBbIMWU Makpodaramu wu
dubpobnactamm n NPUCYTCTBYIOT B Nna3mMe KPOBM B HeaK-
TUBHOM COCTOSIHUU.

Ta6nuua 3. PaKkTopbl CUCTEMbBI KOMMIEMEHTA, 0GbEKTbI
MX BO3AENCTBUS U 3P DEKTHI

®daKTopbl
KOMM/IEMEeHTa

06beKTbl Bo3aencTBUA GaKTOpoB
KOMMIeMeHTa U X 3pPeKTbl

Knaccuueckuit nytb

Clq B3aumogpeicteyeT ¢ Fc-dparmeHtamun aHtuten
MMMYHHbIX KOMMJIEKCOB, YTO akTuBuMpyeT Clr

Cir Pacuwennsietca ¢ o6pa3oBaHueM nNpoTeasbl
C1s, rugponuaytouien KomnoHeHTol C4 n C2

c4 Pacuiennsietcsa ¢ o6pasoBaHvem C4a n C4b,
aACcopOUPYIOLLMXCA Ha MeMBpaHax KIETOK U
NPUHMMAIOLLLEro y4acTne B KOHBEPTUPOBaHMK C3

Cc2 C2 B3anmogenctsyet ¢ C4b n KOHBepTUpPyeT
Cl1s B C2b (npoTeasHblt KOmMNoHeHT C3/C5
KOHBEepTa3bl)

C3 Pacuwennsietca C2b Ha aHadwmnaTtoKkenH C3a
1 ONCcoHWH C3b;

ABNAETCA KOMNoHeHTOoM C3/C5 KOHBepPTa3bl;
CNYYXUT KOMMOHEHTOM aNnbTePHATUBHOIO

1 NNIEKTMHOBOTO MyTeN aKTUBALUMU.

AnbTepHaTUBHbIN NYTb

dakTop B AHanor C2 Knaccu4yecKoro nyTv akTuBaLmmn

dakTop D CbIBOpPOTOYHasA npoTeasa, akTuBupytoLwas

dakTop B nytem ero pacuensieHus

MemGpaHoaTaKyloLWUIA KOMNIEKC

C5 Pacuwennsercs kKomnnekcom C3/C5;
Cbha aBnaetcs aHapUNaTOKCUHOM;
C5b ¢ukecupyet C6

C6 BsaumogeiictyeT ¢ C5b 1 o6pasyet
duKenpyowmin komnneke ang C7

Cc7 BsaumopeiictByet ¢ C5b 1 C6, 3aTem Becb
KOMM/EKC BCTPaUBAETCS B KIIETOYHYIO CTEHKY
1 duKeupyet C8

C8 Bxoaut B Komnnekc C5- C 7u dpurcupyet CO

(02°] Mocne B3anmoaencTeus ¢ Komnaekcom C5—
C8 nonumepuayeTcs, YTo NPUBOAUT K TU3UCY
MeMGpaHbl KNETKMU;

B3aMMOAENCTBYET ¢ Komnnekcom C5b, C6 n C7;
CNYXXUT KOMMOHEHTOM aflbTEPHATUBHOIO

1 IEKTUHOBOIO MyTEW aKTUBaLMW.




MNocne aKkTMBauuu daKTopbl KOMMNAEMEHTa CTaHOBATCS He-

OTbEMJ/IEMOW COCTaBAAOLWEN CUCTEMbI Hecrneuupuyeckon

PE3NCTEHTHOCTN opraHM3amMa. OHWM TECHO CBSi3aHbl C ABYMSA

OPYTMMW KaCcKagHbIMW KOMMOHEHTaMW Nna3Mbl KPOBU —

cCUCTEMaMM KMHWHOB M remocTasa (BKlo4alowen, B CBOIO

oyepenb, CBEPTbIBAOLLYD, NMPOTUBOCBEPTLIBAOWYO U PUO-

PUHOMUTUYECKYIO NOACUCTEMDBI).

CucteMa KOMMNNeMeHTa y4acTBYeT TaKKe B peakuuax agan-

TUBHOIO UMMYyHWUTETA, 06ecrneynBaeT B3auMMOJENCTBME MEXK-

oy HecneunmdUYecKMM U UMMYHHbIM 3BEHbAMW CUCTEMbI

MMMYHOBMONOrMYECKOro Hag3opa opraHuama.

K yucny ocHoBHbIX 3pPeKTOB paKTOPOB KOMIJIEMEHTa B

cucteme HecneuunduyecKkom Pe3UCTEHTHOCTU OpPraHu3-

mMa oTHocSHT (Tabn. 4):

® HapylleHNe LIeJI0OCTHOCTM BHELIHEN MeM6paHbl MUKPO-
6oB MeMb6paHoaTakywwmm kKomnnekcom (MAK) u umx
nocneayoLwmm TM3unc;

°  CTUMYnAUMS ¢aroyntosda 3a CHET ONCOHUI3ALMUU KNETOK-
MWLEHUN N KOPNYCKYNAPHbBIX aHTUTEHOB;

® aKTMBaLMS XeMoTaKcuca ParounTupyoLmx KIETOK; He-
KOTOpPble KOMMOHEHTbI KOMMEMEHTa ABNSIOTCA XemoaT-
TpaKTaHTamu ans GparoymToB;

® y4yacTue B pal3BUTMM BOCMaAEHMs 3@ CYET CTUMYNALMU
npouecca BbICBOGOXKAEHNE TMCTaMMUHA M3 Ty4YHbIX KNETOK
N 6a300uUNoB, aKTMBALMKU TPaHYNOLMTOB, CTUMYAALUK
XeMOTaKCuCa;

Ta6nuua 4. OCHOBHble 3O PEKTbI GAaKTOPOB CUCTEMbI
KOMMIEMEHTa U Ux bparmMeHToB

Buonornyeckue apdeKTbl
daKTopa/dpparmeHTta

®dakTop/PpparmeHT
KOMMJIEMeHTa

C2a OcTepasa (K admpam apruHvHa
1 NU3WHA)

C2b KWHWHONoAo6Has aKTUBHOCTb;
yBeMYeHne NoABUKHOCTH dharouuTon

C3a, C4a, C5a AHadUNaToKCHUHbI;

BbICBOGOXKAAOT r’MCTAMMUH, CEPOTOHMH,
[pyrve Ba3oaKTWBHbIe MeanaTopbl

M3 TYYHbIX KINETOK;

yBEMYMBAIOT NPOHULLIAEMOCTb CTEHOK

Kanunnapos

C3b, iC3b, C4b AOresuns 1 orncoHnsaums 06beKTOB
daroymnTosa;

CBA3bIBAIOT UMMYHHbIE KOMMEKChI

¢ Memb6paHamu GaroumToB (ycuneHune
daroumnTo3a) ¥ 3pUTPOLIUTOB
(3MMMUHaLMA KOMMIEKCOB
MaKpodaramu cene3éHKu 1 nevyeHu)

Cbha XeMOTaKCHUC 1 XEMOKUHES;
NOBbIWEHNE aKTUBHOCTH $HarouunTos;
BbicBOGOXAeHWe U1 1, daKTopa
aKTnBaLmun TpoM6oLMTOB

C5b6789
(mem6paHo-
aTaKyoLwun
KOMMJIEeKC)

[MNoBpexaeHne membpas;
dopMUpoBaHME TPAaHCMEMOPAHHbIX
KaHanos;

LMTONN3

Ba XemMoTaKcuC HenTpodunos

Bb AKTMBauus makpodaros (NpuavnaHue
1 pacnnacTbiBaHWe Ha YyxepogHowm
NOBEPXHOCTH)

® y4yacThe B pa3BUTUM a/lIepPrn4ecKkux peakumni (aHadpuna-
TOKCHUHbI C5a n C3a);
® yaaseHne UMMYHHbIX KOMIT/IEKCOB.

2.1. MyTn akTMBaLum GpaKToOpoB CUCTEMbI KOMIJIEMEHTA
MosBneHne geecnocobHbIX GaKTOPOB KOMMIEMEHTa Npouc-
XOAWT B MpoLecce Mx akTuBaluMu, npeacrtaBnsiolwen cobom
CepU1I0 KacKaaHblXx camoperynmpyowmnxcs GepMeHTaTUBHbIX
NPOTEONUTUYECKUX peaKLumni (puc. 1).

AKTMBaUMS GaKTOPOB KOMMAEMEHTa MOXKET NPOUCXOANTb MO
[BYM NYTAM: KJ1aCCMYECKOMY W aibTepHatuBHomy. K HacTos-
Wemy BPEMEHW OMUcaH TPETUA — JIEKTMHOBLINM NYTb aKTUBa-
LuMn GaKTopoB KOMMNEMEHTA.

CornacHo NpUHATON TEPMUHONOIUKU, GaKTOpbI, y4acTByloLLME
B K/JlaCCMYECKOM MyTW aKTMBaLUuMK, 0603HAYeHbl NaTUHCKOM
6ykBon «C» U UMDpPON, KOTOpas yKasblBaeT Ha nocnegoBa-
TENbHOCTb UX OTKPbITUS (@ HE Ha O4epefHOCTb y4yacTus B
npouecce aktuBauuu). benku, ysacteylolume B anbTepHaTMB-
HOM MyTW, Ha3blBaOT GaKTopamu, KOTOpble UMEOT BGYKBEH-
Hoe 0603Ha4veHue.

B npouecce aKktMBauuu BO3MOXHa dparMeHTaums KoOMno-
HeHTOB. PparmMeHTbl — cy6beauHULbl GaKToOpPoB Komnie-
MeHTa 0603Ha4atoT NAaTUHCKUMU BYKBaAMM «a», «b», «C», «d», 1
T.A. MHAEKe «i» yKa3blBaeT Ha NPOMEKYTOYHbIE KOPOTKOXKMU-
BylME cybbeanHuULbl, obpasylolmnecs B npoLecce npoTeo-
nn3a. KOMMOHEHTbl aNnbTEPHATUBHOrO MyTUM aKTUMBaLMW
0603HayeHbl 3arnaBHbIMWM NAaTUHCKUMKW OGyKBamu (Hanpw-
mMep, daktop B unun daktop H).

Kaxablh n3 nyten akTMBaUMW KOMMIEMEHTa, B KOHLE
KOHLIOB, CBOAMTCS K pacLleneHntio ero KommnoHeHTa C3.
B nanbHenwem peanusyetcs ob6UMA MEXAHU3M aKTUBaLIUK
KomnnemeHta — dopMupoBaHMe MembpaHoaTaKyrLWmx
KomnnekcoB — MAK (BKntovatowmx dakropel ot C5 go C9).
MAK BcTpauBaeTcs B MEMOpPaHY KNEeTKU-MULLEHU, 06pasyeT
B HEW TpaHCMeMO6paHHbIe NMoPbl U aKTMBUPYET NpoLiecc no-
cneayroLero TM3nca KNeTKN-MULLEHMN.

¢ Knaccuyeckuii nyTb aKTUBaLWW KOMIJIEMEHTa.
OH 6bICTPbIN U BecbMa 3dGEKTUMBHLIN. 3anyckaeTrcs npu
cBA3blBaHMM dparmeHta Clg MMMYHHbIMW KOMMIEKCAMMU,
obpaszoBaHHbIMK 18G1, 1gG2, 18G3, IgM n aHTUreHom Ha
NOBEPXHOCTU KNETKU-MULLIEHWN. AKTMBALMSA KOMMIEMEHTa
MOXET ObITb BbI3BaHa TaKKe HEKOTOPbIMW PETPOBUPYCAMMU,
MUKoMaa3maMu, GaktopaMu anonTo3HbIX KNeToK, C-peak-
TUBHbIM GENKOM.

Pan KOHGOpPMaLMOHHbIX UBMEHEHUI NPUBOAMUT K aKTUBALIUK
Clr n cepuHoBon npoTeasbl Cls, KoTopas pacwennsetr C4
(Ha C4a n C4 b) n C2 (Ha C2a n C2 b) c nocneayowmm obpa-
30BaHWeM KomnneKkca C4b2a, KoTopbin NpeacTaBnser cobomn
C3-KoHBepTasy Knaccnmyeckoro nyty. AToT GepMeHT pacLien-
naetr C3 Ha aBa ¢parmeHta: C3a n C3b. C3a obnagaer
CBOMCTBaMM xeMoaTTpaKTaHTa U MeHee BblpaXKeHHON aHadu-
NTaKTUYECKOW aKTMBHOCTbIO. C3b o6n1agaet oncoHU3NpYoLLLEN
aKTUBHOCTbIO ANns $arouutoB, NOBbIWAET UX aAre3nBHOCTb,
ctumynupyet aHaoumnTo3 AlNK 1 B KneToK, cnocobCTBYET yaa-
JIEHUIO UMMYHHbIX KoMMeKkcoB. C3b yyacTByeT B 06pa3oBa-
HUM KOMMJEeKca, ob6nagalolero aktTmBHocTbio C5-KoHBepTas
(C4b2a3b). O6pasoBaHne C5-KoHBEPTA3 (MO Klaccu4yeckomy
W anbTepHaTUBHOMY MyTSM) BbIBOAWT BECb NpoLecc (Kackan)
K 3aBeplualollen cTaium — NU3UCY KNETKMU.

¢ A/bTEepHaTUBHbIA NMyTb aKTMBaLWK KOMIMJIEeMeEHTa.
OH oTinyaeTcs 6onee MeA/IEHHbIM Pa3BUTUEM U MEHbLUEN
3pDEKTUBHOCTLIO. EFro nyckoBbIMK paKTopamMu cnyxaT 6akK-
TepuanbHble 3HAOTOKCHHbI, MHOIME FPUOKK, BMPYCbI, OMyXO-
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Puc. MNytv akTMBauun GaKTopoB KOMMIeMeHTa

AxTuBaTOpBI

BakTepuanbHble MaHHaHbI
cBagbiBatloTCA ¢ MBL**

NEKTUHOBbLIN BricBo6oxaeHue MASP***  ——> C4sC2a

1gG1, 1gG2, IgG3, IgM,
MUWKOMIa3Mbl, PETPOBMPYCbI,
KSIETOYHbIE KOMMOHEHTBI,
C-peakTuBHbI 6enok

OO6pa3oBaHue C3-KoHBEpPTa3bl

O6pa3soBaHue MMK* n nuauc knetkn

KJIACCUMECKUIM  CeAasbiBaH/e akTUBATOPOB  C——> C48C2a (C3-KOHBEPTA3a KNACCUYECKOrO MyTH)

cClig (C1s Ci1r)

AJNIbTEPHATUBHbIV OHOOTOKCUHBI
GakTepuii, rpnbsbl, reNbMUHTI,

Bupycsl, IgA1, IgA2, IgD

C3s

——> C3+B+D — C38Bb (C3-koHBepTaza

/K anbTePHATUBHOIO MyTW)

C3
'
C3a C3b
C5-koHBepTashbl

C5a <« C5—C5b

obnapaet
CMOCOBHOCTLIO
MponepanH BHEAPATHLCS
cTabununanpyet C3-kKoHBepTasy B MeM6paHy C5bC6C7C8
obnapaet l

LMTONUTUNYECKON C5b C6C7C8C9
aKTMBHOCTbIO

Jlnsnc kneTkn

lpumevaHue:

* MMK — mem6paHonoBpexaatowmin Komnneke; **MBL (mannose-binding lectin) — MaHHO30-pacno3HaloLWMIN NEKTUH;
*** MASP (mannose-activated serum proteases) — MaHH030-3aBWUCHMbI€ CbIBOPOTOYHbIE NPOTEasbl.

NeBble KNETKKU, NPU MMMYHHOM OTBETE — MMMYHHbIE KOMM-
neKcbl, o6pasoBaHHble IgA1, I8A2, 1gD.

LleHTpanbHbIM 3BEHOM afbTEPHATUBHOINO MyTU aKTUBaLMK
aBnsetca obpaszoBaHne C3-KoHBepTasbl. B aTom nyTH yyacT-
BytoT dakTopbl C3, D (OTHOCUTCH K CEPUHOBBLIM NpoTeasam)
n B (npoaktuatop C3), nponepanH (bakTtop P). C3-KoHBep-
Tasza asnbTepHatuBHoro nytn (C3bBb) o6pasyercs u3
dparmetoB C3b 1 Bb. PepmeHT npogomkaet pacuennsats C3
fo C3b, obecrneynBas TeM caMblM HapacTalolylo aKTuBa-
LMI0 KOMMJIEMEHTA U AECTPYKLIMIO MMMYHHbIX KOMMIEKCOB.
®dakTop D oKka3biBaeT NPOTE0NUTUYECKOE AeNCTBME, CNOCO6-
CTBYeT cBfi3blBaHMIO daKTopa B 1M o06pa3oBaHWi0 HOBbIX
monekyn C3bBb.

MponepanH (P) saBnsetca crabuanv3aTopoM KoMmmMJeKca
C3bBb. OH npegoxpaHsaetr C3-KoHBepTasy a/lbTepHaTUBHOIro
fyTM OT AUCCOLMaLMM M CNOCOBCTBYET €€ HaKOMNEHUo Ha
NOBEPXHOCTU KNeTKU-muweHn. O6pasyowmnncs Komnneke P
(C3bBb) BbINnONHAET dyHKLUMIO C5-KOHBEPTA3bI.

Hencteusa C5-KoHBepTasbl KTaCCUYECKOro M anbTePHATUBHOIO
nyTM MaeHTMYHbl. CH5-KoHBEpTa3a pacliennsetr KoMnoHeHT C5
Ha Cba n Cbb ¢dparmeHTbl. C5a — CUIbHbIN aHaPUNIATOKCHH.
C5b cBA3bIBaeT KOMMNOHeHT C6, a 3atem C7. lNpucoeanHeHne
C8 penaet komnneKkc C5b678 cnocobHbIM NPOHUKATb B MEMO-
paHy. MNpucoeanHeHre monekyn CO MHOrokpaTtHO MoBbIWAET

JIMTUYECKYID aKTMBHOCTb Komnnekca. O6beauMHeHMe KoMmMo-
HEHTOB KoMMnemeHTa B C5b6789 o6pasyeT MOLLHbIN MeMbpa-
HoaTaKyloLlWmi KoMmnneKkc. BctpanBaHne MAK B HapyHyto
MeMO6paHy KNEeTKU-MULLIEHW MPUBOAUT K €€ NTIU3UCY.

¢ JIeKTUHOBBIN NYyTb aKTUBaLuu KommieMmeHTa. OH UHU-
LumpyeTcs cBA3bIBAHMEM TEPMMHANbHbIX Fpynn 6aKkTepuanb-
HbIX Ma@HHO3 MOBEPXHOCTU MUKPOOHOM KJIETKM C MAHHO30C-
BA3bIBAOWMM NIEKTUHOM JIEMKOLUMUTOB W NAa3mMbl KPOBM
(CTpyKTYpHbIK aHanor C1q). JIeKTMHOBbLIM NyTb peanu3yetcs
NnpU OTCYTCTBMW KOMIMIEKCOB aHTUreH-aHTUTeno. Baaumo-
OEeNCcTBUE MPOUCXOAMT Ha MOBEPXHOCTM BGaKTepuanbHOM
KNeTKM ¢ nocneayowmm pacuienneHmem C4, C2 KOMNOHeH-
TOB KOMM/eMeHTa ¢ o6pa3oBaHnemM C3 KOHBEpPTa3bl KNaccu-
yecKoro nytu (C4b2a). B ocTanbHOM NEKTUHOBLIN MYyTb aKTW-
BallMM KOMMEeMeHTa COBMagaeT C KNaCCUYECKMM.

2.2. Perynatopbl paKTOPOB CUCTEMbI KOMIJIEMEHTA

M36bITOYHAA aKTMBaALMA CUCTEMblI KOMMJEMEHTA MOXeT
NPUBECTU K MOBPEKAEHUIO COBCTBEHHbIX K/IETOK. JTOro He
NPOUCXOAMNT, MOCKO/bKY 3TOT NPOLIECC PeErynnpyeTcs, a BO3-
MOHOCTb /IU31ca COBCTBEHHbIX KNETOK NpeaoTBpallaeTcs ¢
noMoLblo psaa aAyenuMpyrloLMX MexaHU3MOB, BKJIOYAOLWMX
B3aMMOJENCTBME KOMMOHEHTOB KOMMIEMEHTaA C 6enKkamu,
KOTOpPble UrPatoT POJib PErYIATOPOB CUCTEMbI KOMMJIEMEHTA.




& UWHrnbntop Cl-acTepasbl nopaBnseTr GepMeHTaTUBHYIO
aKTMBHOCTb C1-acTepasbl NyTeM AUCCOLIMALIMK €€ Ha CyOb-
eanHuubl Clg, Clr, Cls. OH TaKKe noaaBnsieT aKTUBHOCTb
nnasMunHa, KannukpeuHa, ¢aktopa XaremaHa u Xl dpaktopa
CBEPTbIBAEMOCTH KPOBMU.

¢ ®aKTop | OTHOCUTCS K CEPUHOBLIM NMpoTea3amM, KOTOPbIN
pa3pywaet C3b ¢ o6pa3oBaHMeM Cyb6beanHULbI, HE MO3BO-
naoulen obpasosaTb Komnnekc C4b2b3b.

¢ @akTop H aBnsetca KobaKTopom MHaKTuBaLmu C3b dak-
TopoM |. O6a 3T daKTopa chyxKaTt naa3mMeHHbIMU UHTMOUTO-
paMu anbTePHATUBHOIO MyTW aKTUBALMKU KOMMIEMEHTA.
®daKkTop H KOHKypupyeT ¢ ¢aktopom B 3a monekynbl C3b.
®PakTop B, B cBOWO o4epenb, ctabunusupyet C3b v npenot-
BpallaeT MHrMbMpoBaHue, Bbi3BaHHOE MNa3MeHHbIMU UHIU-
6uTopaMn o6pa3oBaHUsA KOHBEPTA3bl.

& S-npoTenH (BUTPOHEKTMH) npoayuupyetcs Makpodara-
MW, 3HAoTennemM u TpoMmboumTamu. OH NpenoxpaHaeT Kiet-
KWU-MULLEHWN N COBCTBEHHbIE KNETKM OT NEHeTpaLumn B TMNUa-
HbIW C/IOM KNETOYHbIX MeMOpaH MemMbGpaHONoBpEXAaoLWEero
KoMmneKca. 3ToT MexaHn3m cnocobeH npenoTeBpaTUTb pas-
BUTWE BACKY/UTOB.

¢ DAF (decay-accelerating factor) — dakTop pacnaja.
OH uHaKTUBMpYeT npouecc 06beanHerns C3b n C4b Ha no-
BEPXHOCTU KNETOK M ob6pa3oBaHMe KOHBepTalbl. TaKuMm
06pa30oM, COGCTBEHHbIE KIIETKM 3aLUMULLAIOTCA OT LUTONUTHU-
YeCKOro AenCcTBUS KOMMNIEMEHTa.

¢ HRF (homologous restriction factor), MCP (membrane
cofactor protein), npotektuH (CD59), Takke Kak u DAF, aBns-
oTC MEMOGPaHHbIMK MPOTEKTUBHLIMKU dakTopamu. OHKM 3allu-
LLAOT KIETKY OT KOMMIEMEHT3aBUCMMOro IM3KCa B pesy/bTaTte
noaaBeHUs CBSA3bIBAHUS U Nonumepuaalmn C9.

2.3. BuonoruyecKkass akTUBHOCTb GPaKToOpoB

CUCTEMbl KOMIJIEMEHTa

OcHOBHble 6uonornyeckune apbeKTbl GaKTopoB KOMMIEMEH-
Ta U Ux GparMeHToB B peanns3almm MexaHU3MOB CUCTEMbI
HecrneundryecKon pPe3nCTEeHTHOCTM OpraHuM3Ma MpeacTas-
NleHbl B Ta6n. 3.

KoHeuHbIN pe3dynbTaT akTUBaLMKW KOMMIEMEHTA — JIM3UC YYy-
}epoaHbix ansa CUMBH opraHnama v noBperKAeHHbIX KNETOK,
Ha NMOBEPXHOCTM KOTOPbIX OCYLLECTBASETCS KacKag 3Tux pe-
aKkuun. O6pa3sylowmnecs npu aktueaunn GakTopoB CUCTEMbI
KoMnieMeHTa BellecTBa 06/1afaloT XeMOTAKCUYECKUMMU,
afaresnBHbIM M cocygopacwupsiowmmm ceovctsamu (C3a,
C4a, Cba), aHadumnaTokcnyeckum apdexkTom (C5a 1 B MEHb-
wewn cteneHn C3a), npoBocnanuTeNbHbIM M Npoaniepruyec-
KUM AEeNCTBUEM.

[Mpouecchbl agre3avm 1 ONCoHM3aLMKU NOTEHUMPYOT daroum-
TO3, NpeAoTBpallas HakonneHne n3bbiTKa UMMYHHbIX KOMI-
NIEKCOB, KOTOpPble YAansioTCs M3 KPOBOTOKA C MOMOLLbIO
darounTtosa.

Yyactme cucTeMbl KOMMJeMeHTa B MMMYHHbIX peakumsax
CBUAETENbCTBYET O B3aMMO3aBMCUMMOCTU Hecneuunduyec-
Koro u cneumdunyeckoro 3seHbeB CMBH. OHO He orpaHu-
YMBaAETCA aHTMTE/03aBUCUMbIM JIM3UCOM  KJIETOYHbIX
aHTUIreHoB.

KOMMNOHEeHTbl KOMMNAeMeHTa y4acTBYIOT B Perynauuun ca-
MOro MMMYHHOrO oOTBeTa. CBA3blBaHWE C peLenTopamu
Ha noBepxHOCTM B numdOUMTOB MPUBOAUT K YCUIEHUIO
MMMYHHOro OTBeTa Ha aHTWUreH M reHepauun B numdo-
LUMTOB NaMaTu.

KOMMNOHEHTbI CUCTEMbI KOMMIEMEHTA BAMSAIOT TaKXKe Ha
CYMPECCOPHYIO aKTUBHOCTb IMMGOLMTOB. VX UMMYyHOpErynu-

pylollas aKTMUBHOCTb MposiBAsSieTcs B TpaHchopmauun UMm-
MYHHbIX KOMM/IEKCOB B PacTBOpHMYto GOpMY, B YaaneHUn U3
KPOBOTOKa C Momollbio darounMTo3a W npenoTBpalleHue,
TeM caMblM, UMMYHOKOMMMIEKCHOM NaToNoruu.

2.4 HepocTaTto4HOCTb GAKTOPOB CUCTEMDI
KOMMJIeMeHTa U CBfi3aHHble C HEW naTosiornyecKkue
CUHAPOMBI

NMepBUYHaAA HeQOCTAaTOYHOCTb CUCTEMbl KOMIJIEMEHTA.
OHa cocTaBnsieT He meHee 2% nepBUYHbIX UMMYHOAEDULIN-
TOB M coyeTaeTcs ¢ AedeKTaMmn BCEX OCHOBHbIX KOMMOHEH-
TOB K/1aCCUMYECKOro U aflbTEPHATMBHOMO NyTeN UX aKTUBaLMK
(Tabn. 5).

Hanbonee 4aCTbiMM B KIMHWYECKOW MNPaKTUKE SBAAIOTCA
cnegyloume:

¢ [lednumT KOMMNOHEHTOB KaCcCUMYECKOro NyTu akTuBaLum
KoMmnnemeHTa C1 (cy6beamHuubl C1lg, C1ru Cls), C2 unu C4.
OH BbI3bIBAET MPejpacrosoXeHHOCTb K 3abo/ieBaHUSIM
MMMYHHON ayToarpeccuM, Bbl3blIBAEMbIM HapyLIEHUAMU
npoueccos GOPMUPOBAHUS U yAaNEeHUU MMMYHHbIX KOMI-
JIEKCOB, Hanpumep, K CUCTEMHOW KpacHOM BOMYaAHKE Wu
peBMaTOMAHOMY apTPUTY.

¢ [edekTbl dakTopa C3. ITOT daKTOp MrpaeT KIyeBylo
ponb B cMCTEME KoMneMeHTa. lMNpu ero gedmumrte passmsa-
l0TCA MHOrMe, XapaKTepHble AN HeAOoCTaTO4HOCTM 3TOM
CUCTEMbI B LLE/IOM, HapyLIEHUS B TOM Yucie — nageHue on-
COHU3MpPYOLWEN CNOCOBHOCTH, BAKTEPULIMAHON U XEMOTaKCH-
YEeCKOW aKTMBHOCTWU, CHUXKEHUEe YyCTOHYUBOCTH OpraHu3ma
K rHO#MHbIM MHpeKumnam. C fedvuntom C3 cBA3aHa Heao-
cTatoyHas abdEKTUBHOCTb yAaneHUs UMMYHHbIX KOMMIEKCOB
KNneTKaMu, HecylMmn peuentopbl C3.

& [ledekTbl pakTopoB H v | npuBOAAT K MOBTOPHbLIM MUO-
reHHbIM UHpEKLNam.

& HepocTtatoyHocTb KoMnoHeHToB C5, C6 , C7 1 C8 obyc-
JIOBNUBAIOT HECMOCOGHOCTbL pOPMHUPOBATL MeMOpaHoaTa-
KYIOLMIA KOMITJIEKC, TEPMUHAMNbHbIX KOMMOHEHTOB, a TaKXe
KOMMOHEHTOB aNbTEPHATUBHOIO MyTW.

& [laTtonornyeckne nameHeHus daktopa D n nponepauHa
BbI3bIBAIOT MPeAPacrosioXeHHOCTb K MHPEeKLUSAM, Npuin-
HaMK1 KOTOPbIX ABASIOTCA ABa Buaa 6akTepum poga Neisseria —
N. gonorrhoeae n N. meningitidis. 3To cBA3aHO C TeM, 4YTO OC-
HOBHbIM MEXaHW3MOM YCTPaHEHUS 3TUX MUKPOOPraHWM3MOB
ABNAETCA UX KOMMIEMEHT3aBUCUMbIN IM3HKC.

¢ HengoctaTo4HOCTb aKTUBaLUK GaKTopoB CUCTEMbI KOMIe-
MEeHTa Mo anbTepPHATMBHOMY MyTM C y4acTMEM nponepavHa
MOXET NPUBECTU K pa3BUTUIO MEHUHIOKOKKOBOIO cerncuca.
BtopuyHas (npuoGpeTeHHas)) HEAOCTATOYHOCTb CUCTe-
Mbl KOMNJIeMeHTa. JTOT K/iacc NaTonorMmM passuBaeTcs B
nocTHaTa/bHOM Nepuoae Kak pesynbTaT TSKenbix 3abonesa-
HUA UK OENCTBUM APYrUX HEHACNEeACTBEHHbIX MOBpeXAato-
mMx GaKTopoB.

Hanbonee yacto 310 HabnaaeTcs Npu:

¢ HEe[OHOLEHHOCTN HOBOPOMAEHHbIX B CBA3U CO CTPYKTYp-
HOM U (YHKUMOHaNbHON HeandpdepeHUMPOBaAHHOCTbIO WX
CUCTEM, B TOM YUCNIE — CUCTEMbI KOMMJIEMEHTA;

® HejocTaTKe CHHTE3a KOMIOHEHTOB KOMMJeMeHTa B
rne4yeHy Npu NeYEeHOYHON HeJOCTaTOYHOCTH, FONOAAHNM;

& U306bITOYHOM BbIBEAEHUN WM MOTPE6IEHUU («pacxono-
BaHuKW») aKTopoB KoMIieMeHTa. TaK, Npu HedpoTUYECKOM
cuHgpome dakTopbl KomnaemeHTa (B, P, C4) ¢ n36bITKOM Te-
psatoTCsS ¢ MOYoN. YpeamepHoe noTpebrieHne KoMniemeHTa
oTMeYaeTcs Npu CePnoBUAHOKIETOYHON aHEMUU, Manspuu,
CUCTEMHOM KpacHOW BOJSTHaHKE;
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Ta6nuua 5. HacneactBeHHble GOPMbl HEAOCTAaTOYHOCTU CUCTEMBI KOMMIEMEHTA M NATONOrMYECKUE CUHAPOMBI, pa3BUBatoLLMECS NPU HUX

dakKTop Tun HacnepoBaHuA NedeKTHbIh reH/ MaTtonoruyeckue cuHApPOMbl/popMbl NnaTosorumn
KOMnieMeHTa naronoruu Xpomocoma

C1 (cy6beanHuupl | AyTOCOMHO- C1q (xpomocoma 1) | TsxKenble peunanBupytoliMe MHbeKLmK;

Clq, Cir) peueccuBHbIv C1r (xpomocoma 12) BO/IY@HOYHbIM CUHAPOM; UMMYHHOKOMIM/IEKCHASA NaToNorns

Cc2 AyTOCOMHO- C2 (xpomocoma 6) Bon4yaHOYHbIN CUHAPOM; BACKyNuUTbI;
IOMUHAHTHbIN MMMYHOKOMIMIEKCHAs NaTonoruns

C3 AyTOCOMHO- C3 (xpomocoma 19) PeunanBupytolwme rHoinHble UHOEKLUUK (MTHEBMOHUS, OTUT, MEHUHTUT,
peLeccuBHbIN cenTuuemust); UIMMYHOKOMM/IEKCHas NaTonorus

C4 AyTOCOMHO- C4 (xpomocoma 6) BonyaHO4YHbIN CUHAPOM; peunanBUpyloLLMe OTUTbI, MTHEBMOHUU
peLeCcCcUBHbIN

C5 AyTOCOMHO- C5 (xpomocoma 9) PeunaunsumpytoLime rHonHble MHOEKLMKU (BCNEACTBUE HapyLLEHUS
peueccuBHbIV XeMoTaKcuca)

Co6, C8 AyTOCOMHO- C6 (xpomocoma b) PeunanBupytolme nHbEKLMH, BbidbiBaeMble Neisseria B CBA3U
peL.ecCHBHbIN C8 (xpomocoma 1) C OTCYTCTBMEM MeMOBpaHOoaTaKyoLWMX KOMMIEKCOB K HUM;

BO/YA@HOYHbIA CUHAPOM

C7 AyTOCOMHO- C7 (xpomocoma 5) Peuunansupylowme nHbeKLnu, BbidbiBaeMble Neisseria B CBA3U

peLLeCcCUBHbIN C OTCYTCTBMEM MeMGpaHoaTaKyLMX KOMMIEKCOB K HUM;
BOJIYAHOUHbIM CUHAPOM; BaCKyIUTbI

C9 AyTOCOMHO- C9 (xpomocoma 5) Hepoctato4yHOCTb 6GaKTEPULIMAHOM U TEMONUTUYECKON aKTUBHOCTH;

peLeccUBHbIN [IMCCEMUHMPOBAHHAas rOHOKOKKOBas MHbEKLMS

¢ [10BbILWEHHON aKTuBaumMu CUCTEMbI KOMrMiemMeHTa. IT0
HabnaaeTcs NpU AIMTENBHOM KOHTaKTe KPOBM C YyXKepos-
HbIMW MOBEPXHOCTAMM, Hanpumep, 3IHAONPOTE30B COCYAO0B
Unn membpaH UCKYCCTBEHHOW NMOYKU. CUCTEMHOE M3ObITOY-
Hoe o6pa3oBaHWe aKTUBUPOBaAHHbIX GaKTOPOB KoMmMfe-
MeHTa C nocnegylouwum ux geduumtom (BCneacTeue ero
M36bITOYHOro NoTpebeHns) oTMedaeTcs Npu noctpenepdy-
3MOHHOM CUHPOME U Cencuce;

& 0/10Kaje ¢aKTopoB CUCTEMbI KOMITIEMEHTa ayToaHTHUTe-
namu. Hanpumep, nNpu mMe3aHrMoKannuiasipHOM XpPOHMUYec-
KOM rnioMepynoHedpuTe 06pa3ytoTes aytoaHTuTena K C3-KoH-
BepTase anbTepHaTtMBHOro nytn KommniemeHTa (C3Nef —
HeppUTUYECKMI daKTop). AyToarpeccuBHble aHTUTENa K
C3-KoHBepTasde K1acCU4ecKoro nyTu BbIBASOTCS MPWU OCT-
pom rnomepynoHedpute, CUCTEMHOM KpacHOM BON4YaHKe,
amnoguctpodusx. ATM aHTUTENa NPensTCcTBYIOT BbICBOOOX-
aeHuio C3. B pesynbraTe 3TOro HapylwaeTcsi BblBeeHWe Um-
MYHHbIX KOMMEKCOB, aKTUBUPYETCS IN3UC IHAOTENMNANbHBIX
KNETOK, CHUXaeTCs YCTOMYMBOCTb K MMOreHHOM MHOEKLMN.
Mo KAMHNYECKUM NPOSABIEHUAIM NEPBUYHbIE U BTOPUYHbIE
$OopMbl HEAOCTAaTOYHOCTU CUCTEMbI KOMMAEMEHTa MOXOXMH.
OHK 06ycnoBneHbl HEAOCTAaTOYHOCTBIO ONCOHU3aLMK, XEMO-
TaKkcuca u uuTonn3unca U maHugecTupyroTcs peLuauBupy-
OWMUMHA U XPOHUYECKUMU GaKTepualbHbIMU MHDEKLUs-
MM, HMMYHONaTOJ/IOrMYE€CKUMHN CUHAPOMaMM.

HepoctaToyHOCTb perynsiTopHoi pyHKLUU

¢$aKTOpoOB cUCTEMbI KOMMJIEMEHTA.

CucteMa KoMmnieMeHTa BbINOMHAET BaXKHYylO GYHKUMIO Mo
yNpaB/iEHNI0 AKTUBHOCTbIO W HaMPaB/IEHHOCTbIO MHOIMX
npoLeccoB Hecrneunduyeckon u cneurduyecKon pesu-
CTEHTHOCTM opraHuama. PaccTponcTtBo aTon GyHKUMKM Mpu-
BOAMT K CYLECTBEHHbIM pPacCTpoOMCTBaM B HeM (Tabn. 6).
K yncny Hanbonee KNMHUYECKM 3Ha4YUMbIX GOPM OTHOCAT:

¢ HepoctaTtoyHocTb C1l-uHrM6uTopa KomnaemeHta. OHa
MOXeT 6bITb KaK HacneacTBEHHOW, TaK U MPUOBPETEHHON.
M Ta u gpyras npMBOAWUT K KOMMJIEMEHT3aBUCUMOMY aHIMO-
HeBpoOTU4eCcKoMy oTeKy (AHO).

AHFMOHEBPOTUYECKUI OTEK Hac/ie4CTBEHHOro reHe3a ayTto-
COMHO-AOMWHAHTHOIO TUMa XapaKTepMU3yeTcs PeLUanBUPYIO-
WMMHK 3NU304aMKN OTEKa KOXMU, CIIU3UCTbIX 060NI0YEK BEPX-
HUX OblXxaTenbHblX nyTen n XKKT.

Pa3BuTHE OTeKa cBA3aHO ¢ BpoxaeHHbIM aeduumtom (AHO |
TMnNa) unn GyHKLMOHanbHOM HegoctaTto4HocTbio (AHO Il Tvna)
MHrnéutopa Cl-actepasbl. AHTMOHEBPOTUYECKUI OTEK MO-
eT OblTb BbI3BaH M CTPYKTYPHbIMU U3MeHeHUAMKU CL-uHru-
6uTopa KoOMIMNEMeEHTa, KOTOopbIM 06pasyeT arperatbl ¢ 6efKa-
MK nnasmbl Kkposu (AHO Il Tmna).

B Hopme C1-MHMMBMTOP KOMMIEMEHTA YyrHeTaeT akTMBHOCTb
C1r n C1ls cy6bkomnoHeHTOoB KomnnemeHTta Cl, npeaynpex-
Jas Taknm 06pa3oM U36bITOYHYIO aKTUBHOCTb C2 n C4 Kom-
NMOHEHTOB KOMIMJIEMEHTA.

Hepoctato4yHOCTb MHIMOMTOPa C1l NPUBOAUT K HEKOHTPONM-
pyeMow aKTMBaLMKU KOMMOHEHTOB KOMMJIEMEHTA, YCUNEHHO-
My pacnagy C4 n C2 n o6pa3oBaH1io Ba30aKTMBHOIO NenTu-
na C2a — addeKTopa aHrMOHEBPOTUYECKOTO oTeKka. OH M
o6ecneymBaeT NoBbllLEHNE NPOHULAEMOCTU CTEHOK MUKPO-
COCY0OB C Pa3BUTMEM OTEKA.

MomMMMO perynsunmn akTMBHOCTM GaKTOPOB CUCTEMbI KOMIM-
nemeHta Cl-uHrMbUTOpP y4acTBYeT B npoLeccax cBepTbiBa-
HUA KpoBW. OH MoAaBNsieT aKTUBHOCTb NJa3MuHa, Noj
OEencTBMEM KOTOPOro npoucxoanT obpa3oBaHue M3 C2a Ku-
HWUHa M 6pajuKWHMHA, KOTOPbIE, B CBOIO O4Yepeb, MOTEHLM-
pyIOT pa3BUTME OTEKA.

lMprobpeTeHHbIN KomnnemeHT3aBucumbin AHO MoXKeT Hab-
noaatbes y 60/bHbIX C IMMbonponMdepaTMBHbIMU 310KaYe-
CTBEHHbIMM HOBOOGpazoBaHnaMU. CHUxKeHne CLg-UHrmnbum-
TOpa CBSA3aHO C YCKopeHueM B 2—3 pa3a ero metabonmMama.




Ta6nuua 6. GopMbl NATONOrMU, Pa3BUBAIOLLMECS NPU HAPYLWEHUW PETYASTOPHBLIX GYHKLMI HAKTOPOB CUCTEMbI KOMMIEMEHTA

daKTop KOMNNEeMeHTa HacnepcrBeHHble (NepBUYHbIE) HAPYLIEHUSA BTopuyHble
(npuoGpeTeHHbIe)
TMN HacnefoBaHUA AedeKT reHa naronorus HapyweHus
OTcyTtCcTBME AyTOCOMHO- MHrnéutopa C1 AHIMOHEBPOTUYECKHUI NumoonponudepaTtms-
MHrMéuTopa C1/ [IOMWHAHTHbIN (xpomocoma 11) oTek (AHO) | Tuna Hble 3a6oneBaHus;
€ero HeJoCTaTO4YHOCTb neneums rexa, AHO Il TMna NPUOBPETEHHbIN

TOo4YedyHada MyTauunsa reHa

ayTOMMMyHHbIM AHO

dakTop | AyTOCOMHO- dakTopa | [MoBTOPHbIE THONHbIE -
peueccuBHbIV (xpomocoma 4) MHbEKL MK
dakTop H AyTOCOMHO- dakTopa H [MoBTOPHbIE THONHbIE -

peueccuBHbIV

(xpomocoma 1)

MHpEKL MK

dakTop P (nponepaunH)

PeueccuBHbIR,
CcuenNeHHbIn

dakTopa P
(X-xpomocoma)

¢ X-XpOMOCOMOW

CHwKeHune ycTonumnsoctv | HedpoTuyeckuin

K UHOEKLMKN, OCOBEHHO CUHAPOM;

poaa Neisseria COCTOSIHWUS nocne
CMNEHIKTOMMUM

PeLieccuBHbIN,
CLLEMNEHHbIN
€ X-XpOMOCOMOW

DAF, HRF, npoteKkTuH

[edeKT reHa,
KOLMPYIOLLErO CUHTES
docdnHOCTUHON
raMKonunuaa
(X-xpomocoma)

[eMOoNn3 3pUTPOLIUTOB -
C NapoKcM3ManbHowM
HOYHOW reMOorno6mH-
ypuen

Mpn BTOPUYHOM Aeduunte CL-UHTMOGUTOPA CHUKEH W YpO-
BeHb C1-KOMMOHEHTa KOMMJIEMEHTA (B OTIMYME OT NEepBUY-
HOW dopMbl).

Mpno6peTeHHbI ayTomMmyHHbIM AHO pa3BrBaeTcs Takxe npwm
610KMpoBaHMKN MHrMbuTopa C1 aytoaHTutenamu (IgG). B atom
cnyyae ypoBeHb C1 He UBMEHEH, HO CHUXEHO cofeprkaHune C4.
NMomumo KomnnemeHT3aBucumon popmbl, AHO MOXKET UMETb
annepruyeckyto npupody. B atom ciyyae oH pasBuBaeTcs No
MeXaHW3My rMnep4vyBCTBUTENBHOCTM 1 Tuna (onocpefoBaH
IgE). AnnepreHamu, npu 3TOM, Yalle BCEro ABMASIOTCA ieKap-
CTBEHHbIe NpenapaTbl, NULLEBbIE aniepreHbl, BewecTBa a4a
Kansgumx HaceKOMbIX.

KnuHnyeckne npudHakn AHO MOryT nNosiBUTLCS YXKe B paHHEM
Bo3pacte. O60OCTPEHMA BO3HWMKAIOT MOC/Ee XUPYPrUYECKOro
BMeLlaTeNbCTBa UK TsxKenoro ctpecca. OTEKM NOKanM3oBaHbl
B 06/1aCTV BepxHWX AbixaTenbHbix nyter, KT, auctanbHbIX
0TAEN0B KoHevHocTen. OTEK ropTaH MOXKET OCMTOXHUTLCS ac-
GUKCHEN, a OTEK KULLIEYHUKA €ro HEMPOXOANMMOCTbIO.
JlabopaTopHas AMarHoCThKa BbiiBASET CHUKeHue Cl-uHrm-
6utopa n C4, C2, C3 KOMNOHEHTOB KOMMJ/IEMEHTA.

¢ OTcyTrcTBME KNETOYHbIX MHIMGUTOPOB JINTUYECKOM
QYHKLUMM KOMMIEeMeHTa Ha MOBEPXHOCTU 3PUTPOLMTOB Yy
60/IbHbIX C MapoOKCM3MallbHOW HOYHOM TEeMOrNI06UHYPUEN.
370 BbI3bIBAET TAXKENbIN FEMOSIN3 3PUTPOLIMTOB.
[TapokcuamanbHaas Ho4yHasf remornobuHypus (6ones3Hb
MapkunadaBa—MuKenn) HacnegyeTca cuenjieHo ¢ Nosom no
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