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BBEJAEHHWE

Ilepuunpie uMmyHoOnehunuTHbIe coctosaus (MJIC) — »o10
TFeHETUYCCKH-ICTEPMUHUPOBAHHBIE  3a00JIeBaHUs,  OOYyCIIOBJICH-
HbIe HapyIICHHEM CJIOKHOTO KacKaJa peakiuid, HeOOXOMUMBIX IS
JJIMMHUHAIUU YYXKEPOJHBIX areHTOB M3 OpraHu3Ma W pa3BUTHS
aJIeKBaTHBIX BOCMAJUTENBHBIX peakiuid. X THIMHYHBIME MPOsBIIC-
HUSIMH SIBJISIIOTCS TSKEIIO MPOTEKAoINe OaKTepHaibHbIe, BAPYCHBIC
1 TPUOKOBBIE WH(DEKITNH, ay TONMMYHHBIC 3a00JICBAaHHS 1 TTOBBIIIICH-
Hasl CKJIOHHOCTh K Pa3BUTHIO 3JI0KAYECTBEHHBIX HOBOOOPa30BaHUH.
B nacrosmee Bpems onmcano 6omnee 80 ¢popm nepsrunbix MJIC. Ya-
CTOTa BCTPEYAEMOCTH TMEPBUYHBIX UMMYHOIEHHUIIUTOB COCTABIISET
ot 1:1000 mo 1:5 000 000, B 3aBUCIMOCTH OT (DOPMBI.

M3ydenne mepBUYHBIX UMMYHOACHUIINTOB Hadaaoch B 1950-x rr.,
KOTZIa MPUMEHECHHE aHTHOMOTHKOB W HWMMYHOTJIOOYJIHWHA obOecte-
YUJIO BBDKUBAHUE JIETEH C MOPOKAMH MMMYHHUTETA, CTPAJArONIUuX
TSOKEIBIMH, HEPEIKO HECOBMECTHUMBIMU C JKU3HBIO WHQEKIUSIMHU.
CreayromuM 3TaroM B COBEPIICHCTBOBAHUH TEPAITHH BPOXKICHHBIX
AMMYHONIE(HUITUTOB OBIJIO OTKPBITHE B 1968 TOMy aHTUTEHOB TJIaB-
HOT'0 KOMITJIEKCa THCTOCOBMECTUMOCTH M pa3paboTKa paJiuKaibHOTO
METO/Ia KOPPEKIIMU CaMBIX TSIKENbIX (OPM HMMYHHOU HEIOCTATOY-
HOCTH — TpaHCIJIAHTAIlMY KOCTHOTO Mo3ra. B mocieyromnue robl
MPOIOIKAIOCh UHTCHCUBHOE M3YYCHHE WMMYHOJIOTHYECKUX Hapy-
IIEHUH U MOJEKYISPHO-TEHETHYECKON TPUPOIBI BPOXKICHHBIX UM-
MYHO/Ie(DUITUTOB; pa3pabaThiBalUCh aJIEKBATHBIE CXEMbI TEparui,
COBEPIIICHCTBOBAIACH KIACCH(UKAIIHS OTACIBHBIX (DOPM.

C xonra 80-x — Hauvana 90-x Tof0B HadaJcs OypHBIN Iporpecc B
BBISIBJICHUM F€HETHUYECKUX Je(DEKTOB, O0YCIaBIMBAIOIIUX PA3BUTHE
pasnuuHbIX GopM uMMyHoAeduuToB. K HacTosmeMy BpeMeHH HU3-
BEeCTHBI reHeTHUYecKkue aedekTsl 22 dhopMm nepBuaHbIX M /C (Tabm. 1).

B Tedenue mocieaHero JecATUICTHS HICHTHOUIIUPOBAHBI MeXa-
HU3MBI Pa3BUTUST MHOTUX (OpPM MEpPBHYHBIX UMMYHOICPHIIUTOB,
TEM He MeHee MPHUPOJa HEKOTOPhIX W3 HUX elle He BbisicHeHa. Oc-
HOBBIBASICh HA MMEIONIMXCSI B HACTOSIICE BPEMs CBEICHUSAX O MeXa-
HU3MaX Pa3BHTHSI IEPBUYHBIX KMMYHOJIC(UIINTOB, 2TH 3a00JICBaHUS
MOYXHO Pa3JIeJIUTh Ha YeThIPEe OCHOBHBIX TPYIIIIHL:



1 — mpenMyIecTBEHHO I'yMOpaJIbHbIE UK B-KiieTouHble;
2 — KOMOMHHUPOBaHHBIE — MPHU BCeX T-KIETOYHBIX UMMYyHOACHH-
LUTaxX B pe3ybTaTe HAPYIICHUN PETYISILIUY CTPAaacT

¢byHkuus B-knerox;

3 — nedexTsl GarouTo3a;
4 — nedeKThl KOMITCJIEMEHTA.

Tabauya 1
Jlokaamn3zanus reHeTHYeCKUX AeQeKTOB NP NepPBUYHBIX
HMMYHOAe(pUIUTAX
Ne ®opma uMMYyHOAePUIINTA Xpovocomublii
n/n JIOKYC
1. | X-cuenneHHas Tsxeaas KOMOMHUPOBAHHASI HMMYHHAas Xq 13.1-13.3
HEJJOCTAaTOYHOCTh
2. | X-cremieHHas araMMario0yInHeMus Xq21.3-22
3. | X-cuemeHHbI runep IgM-cuaapom Xq 26-27
4. | Cungpom Buckorra-Onppuua Xp 11.22-11.3
5. | X-cuemnseHHas XpoHUYecKas rpaHyjaeMaro3Has 6one3ns | Xp 21.1
6. | AyTocOMHO-peliecCUBHAsI XpOHUYECKas I'paHyIeMaTo3-
Hast 00JIe3Hb:
p22 16q24
p47 7q11.23
p67 1925
7. | X-cueruieHHbIH tuMponponndepaTuBHEIH CHHIPOM Xq 26
8. | deduuut aneHo3uH-1e3aMIHA3BI 20ql3-ter
9. | debunut mypuH-HYyKIe03ua-hochopuiasbl 14q13.1
10. | dedurut ZAP-70 2ql2
11. | dedumut Jak3 19q13.1
12. | Hepuuut RAG-1/RAG-2 11p12-13
13. | dedunut kanma-nenei 2pll
14. | JeuuuT TSKEIBIX Ieneil HMMYHOTJIO0yTNHOB 14q32.3
15. | Atakcus-TeneaHrudKTa3us 11923.1
16. | ledexT anre3uu neitkonutos 1 21q22.3
17. | Aedunut o-uenu [FN-yR 6q16-21
18. | Cungpom Yennaka-Xuramu 1q4.3
19. | Hepuuut TAP-2 6p21.3
20. | Aeumur CIITA 16p13.1-2
21. | AyrouMMyHHBIH TuMdonponudepaTUBHBIH CHHIPOM 10q24.1
22. | Cungpom Hulimeren 8q21




NMMyHOREeDUIUTEL, TPU KOTOPBIX 3HAYUTENHHO HapylleHa Mpo-
OyKUUs aHTHUTEN, SIBIAIOTCS HauOojee 4YacThIMH U COCTaBIISIOT
okosio 50 % oT o0Iero Koau4ecTBa, KOMOMHHUPOBAHHBIE UMMYHO-
JIePUIUTHI COCTABIAIT Npudnu3uTesnbio 30 %, aedexTsr daroiu-
to3a — 18 %, a medexTpl kommiemenTa — 2 %. XapaKkTepHBIMHU
KJIMHAYECKUMH TPOSBICHUSAMH OOJBIIMHCTBA MUMMYHOAC(HUIIUTOB
SIBJISIFOTCSI MHPEKIUHU, ay TOMMMYHHBIE HapyIIeHHs 1 HeMH(EKLINOH-
HBIE NposiBiieHust (Tadu. 2, Tabn. 3, Pucysku 1, 2).

Tabauya 2
XapaKTepHMe I/IH(l)eKIII/lOHHBIe MPOsAABJICHUSA NIEPBUYHBIX
HMMYHOAeQUIUTOB
Kom0uHupoBaH- Mpenmy-
Xapakre- IIEeCTBEHHO ®aronuTapHbie JedexTnl
pUCTHKA HBIC MMMYHONC- | g\ teTounbIe aedexTbl KOMILIEMEHTA
GunuThHI
e eKThbI
Bospacr Haua- | Panee nagaio, Hauano nocne Panee Hauano B so6om
na uHpexuuii | 00bryHO 1-3 TOTO, KaK MaTe- BO3pacTe
MeCSILbI JKU3HH PHHCKHE aHTUTE-
J1a CHHIKAIOTCH,
00bIuHO 57
MECSIIBI KH3HU
Crektp Bakrepun: te bakrepun: Bbakrepun: Bakrepun:
MaTOreHOB Ke, 9TO U IpU streptococci, staphylococci, Neisseria
B-knerounsix+ staphylococci, Pseudomonas Escherichia
MHKOOAKTEpUH Haemophilus, Serratia, coli
Bupycs: CMV, Campilobacter Klebsiella
EBYV, repnec, Bupycsr: Salmonella
9HTEPOBHPYCHI 9HTEPOBHPYCHI I'pu6st 1
I'pubsl m mapa3- | Ilapa3utsr: Hapas3uThL:
MTBI: KAHU/A, giardia lablia Candida,
KPHUIITOCIIOPUTHH Nocardia,
ONMOPTYHUCTHYE- Aspergillus
ckue NHOeKIUH,
Pneumocystis
carinii
Topaxxennsie | OTCTaBaHuE B IloBTOpHBIE T'HoiiHbIC UH(EK- | MEHUHTHT.
OpraHbl ¢busnyeckoM nHOEKINU UM KOXXU. INoBTOpHBIE
pa3BUTHH, pecniuparopHoro | I'HOMHBIH HHpeKnnu
MOpa)KeHHe U KeITyAod- nuMpaaeHHT. penupaTopHO-
JIETKHUX, HO-KHUILIEYHOTO IleprogoHTHT, ro TPaKTa.
nauapesi, KaH- TPaKTOB, SI3BEHHBII
JIU103 KOXKH 1 OHTepoBHUpYC- CTOMATHT.
CIIU3HUCTBIX HBI SHIEDaTuT | AGCIECCHI.
OCTeOMHETHT.




Tabnuya 3

HeunndexunoHHble NPOSIBJIEHUS NEPBUYHBIX HMMYHOAe (DU TOB

IposiBaenust

NmmyHoae pUIHTBI

I'unonnasus Tum-
(dounHON TKAaHU

AraMMarino0yIuHeMus, TsKeIass KOMOMHUPOBAaHHAS UM-
MYHHas HEJOCTaTOYHOCTH (001as BapuadeabHasi IMMYH-
Hasi HeJOCTaTOYHOCTh, CHHApOM Hulimeren)*

lNunepnnasus num-
(dbouHON TKAHU

AyTOMMMYHHBIH TUMQonponrdepaTHBHBIN CHHIPOM,
runep IgM-cunapom, obiiast BapuabesbHasi HMMYHHas
HenocrarouHocTs (Cunapom Hulimeren)™*

Jletikonenus, Tsoxenast KOMOMHUPOBaHHAS MMMYHHAsI HEJIOCTaATOYHOCTD

nuMQoneHus

HeitTponenus ArammarioOynnHemust, o0mas BapradenbHas MMMYH-
Hasl HeJJOCTaTOYHOCTS, runep IgM-cunapom, cuHApOM
Huiimeren, ayrouMMyHHBIH TuMonponudepaTuBHBINA
cuHapoM (cuuapom Buckorta-Onnpuya)*

Tpombouutonenus |cuaapom Buckorra-Onnpuya, oOmas BapuadeabHast M-
MyHHas HeZJOCTaTOYHOCTb, runep IgM-cunapom, CHHAPOM
Huiimeren, ayTouMMYHHBIH TUMpOTpoTH(epaTHBHBINA
CUHAPOM

lemonmuTHueckas o6mast BappaberbHas IMMYHHAs HEAOCTATOYHOCTD, THIIEP

aHeMUs IgM-cunapom, cunapom HuliMereH, ayToMMMYHHBIH
nuMdornponudepaTUBHBIN CHHAPOM

ApTtpur AramMarno0ynuHeMusi, o0mas BapuabeabHas IMMYH-
Has HeJ0CTaTOYHOCTb, runep IgM-cunapom, cunapom
Huiimeren, ayTouMMyHHBIH TuMpOnponrdepaTuBHBINA
CUHApPOM, cuHApoM Buckorra-Ongpuua

I'momepynonedpur, | ArammariaoOynuHeMus, o0mas BapuadbenbHas IMMYH-

MHO3HUT, CKIIepeie-
Ma, Ay TOUMMYHHBIH
renatut, HSK, 60-
se3ub Kpona u nip.

Hasl HeJJOCTaTOYHOCTb, runep IgM-cunapom, CHHAPOM
Hwuiimeren, ayTonMMYHHBIH TUMpOTTpOTH(epaTHBHBINA
CUHAPOM cuHApPoM Buckorra-Ongpuua

* — BCTpeUYaeTCs Y OTICNIBHBIX OOJIBHBIX

B HacrosmMX METOAMYECKUX pPEKOMEHJAlUsAX IpeaCcTaB-
JeH 0030p KpUTEpPHEB JHArHo3a, OCHOBHBIX ()OPM MEPBUYHBIX
HMMYHO/IE(UITUTOB.
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OCHOBHBIE ®OPMbI IEPBUYHbIX
NUMMYHOAE®PUILINTOB, UX XAPAKTEPUCTHUKA,
METOAbI OBCJIEJOBAHUSA U TPUHIMIIBI
TEPAIIUHU

TPAH3UTOPHASA MJIAJEHYECKA S
I'MIIOUMMY HOIVIOBYJIMHEMU A

Marepunckuii IgG nepenaercs mioay BO Bpemsi OEpEeMEHHOCTH.
YpoBeHb ChIBOPOTOUHOTO IgG y pOsKACHHBIX B CPOK MJIAJCHIICB pa-
BCH WJIM J1a’)K€ HEMHOTO IPEBBIIIACT MAaTePUHCKUM ypoBeHb. Marte-
punckuit IgG ucdezaet mocie poxJACHUS € MEPUOAOM IoJypacnana
25-30 gHeil, MHUIUUPYS MPOAYKIHUIO COOCTBEHHBIX HMMYHOITIOO0Y-
JTuHOB, HaunHas ¢ IgM, 3atem IgG u 3atem IgA. Bpems Havana u
CKOPOCTH MPOYKITUU COOCTBEHHBIX aHTUTEN 3HAYUTEIIBHO BaphUPY-
eT. B Teuenue nepBbix 3—12 mecsueB KU3HU HEAOHOIICHHBIX JIETEH
(y xoTophIX Tiepenada MaTepuHckoro IgG Obuta HepocTaTOYHA) U Y
HEKOTOPBIX JIOHOIICHHBIX JeTei (0COOEHHO B CEMBSX C MMMYHOJIE-
(unuTaMu) ypoBEeHb CHIBOPOTOYHBIX HMMMYHHOTJIOOYJIMHOB MOXET
OBITh OYCHb HU3KHM — B JIMANa30He «uMMyHoaedunutay. Hauano
AHTUTEJIONPOAYKIIUHA MOXKET OBITh 3a7iepkaHo /10 36 Mec., HO 3aTeM
HOPMAaJIU3YETCsl, MPOSIBISCH yBeIUueHueM Konnentpauu IgG. [pu
OTCYTCTBHH JPYTUX JNe(PEKTOB, COCTOSHHE KOPPUTUPYETCS CaMo MO
cebe u He TpeOyeT jeueHUss. COOCTBEHHAsT aHTUTEIOMPOIYKIUS Y
MJIAJICHIICB OOBIYHO HCCIIEAYETCS IYyTeM IOBTOPHBIX H3MEPCHHM
YPOBHSI CBIBOPOTOUHBIX IgG 1 0TBeTa HA BaKIIUHAIBHBIC AHTUTCHBI.

JleueHuss TpPaH3UTOPHOM MIAJACHUYECKOW THUIIOTaMMArioOyn-
HEMUU HE MPOBOJUTCS. VICKIIFOUCHHE COCTAaBJISIOT OOJBHBIE C TIO-
BBIIIICHHOW CKJIOHHOCTBIO K OaKTepHallbHBIM WHQpEKIHsIM. B 3Tux
CIy4Yasix BO3MOXHO MPOBEICHUE 3aMECTUTEIBLHON Tepanuu BHYTPU-
BEHHBIM UMM YHOTJIOOYJIHHOM.

CEJIEKTUBHAS HEJOCTATOYHOCTbD
NMMYHOIVIOBYJIMHA A (CHIgA)

3HAUUTENIBHOE CHUKEHUE ChIBOPOTOUHOro IgA ormeuaercs c ua-
croroii 1 Ha 700 cpenu eBpoIeonIOB (11 CPaBHEHHUSI 3Ta 4acTOTa
cocraBisieTr 1 Ha 18500 cpemu simonueB). Ilpu momHoM nedwurure
IgA otcyrcTBytoT 00a cyOkmacca IgAl n IgA2, KonMu4ecTBO M-
¢ommToB — HOpManbHO. llpeanonoxuTenbHO aedeKT sSBIsETCS



pe3ynbTaToM OTCYTCTBHS CO3pEBaHMs IgA-mpoayuupyommx JuM-
¢ounToB. B HEKOTOPBIX CEMBSAX MOKAa3aHO ayTOCOMHO PELIECCHBHOE
HacJeJ0BaHHUE.

Kpurepuem nuarHosa siBaseTcs CHUYKEHHE YPOBHS ChIBOPOTOY-
HOT'O UIMMYHOIJIOOYJIMHA A HYbKe 7 M/ y neTei ctapuie 4 net. Y
OONBLIIMHCTBA WHIANBUAYYMOB HET SIBHBIX CHMIITOMOB 3a00JI€BaHHUSL.
Y HEKOTOpBIX AeTel ¢ YacThIMU WHPEKLIUSIMHU IbIXaTeIbHBIX MyTeH
OoTMeYaeTcsl aOCONMIOTHO HOPMAJIbHBIM YPOBEHBb CHIBOPOTOUYHBIX IgG
u IgM, Ho IgA mpakTHdecku OTCyTCTBYET.

Knunnueckue mnposiBienus. Haumbonee XxapakTepHBIMH —AJIS
CHIgA 3a0oneBaHusMH SIBISIOTCS aJUIEPrUYECKHe, ayTOUMMYH-
Hble U nH(ekunonusle B Buae nupexuni JIOP-opranos u 6ponxo-
JIETOYHOTO TpakTa. AJIJIEPrUYECKHE W ayTOUMMYHHBIE CHHIPOMBI
MPOTEKAIOT 03 KaKuX-T1u00 0COOEHHOCTEM, OTINYAIOLINX X OT aHa-
JIOTUYHBIX COCTOSTHUHN Y JIUI C HOPMAJIBHBIM KOJIMYECTBOM HMMYHO-
rnodynuHa A B chIBOpoTKe. MHpEeKnuu OpOHXOIErOYyHOro TpakTa
MPOTEKAIOT HE TSHKEIO M PEAKO MEPEXOAST B XpPOHUYECKHE (HOPMBI.
Bonee tsoxenoe TeueHue OakTepuaIbHBIX MHPEKLIUH, KaK MPaBUIIo,
BBISIBIISIETCA y TeX 00JbHBIX, y KoTopeix CHIgA couetaercs ¢ neu-
nUTOM cyOkisiaccoB ummyHornoOynuHa G (G2 u G4), sBistomuiics
MPUYMHON HApyLIeHUsl aHTHOAKTEPHaIbHOM 3alUTHI.

Teuenue u eueHre aJlJIEPrUUECKUX U ayTONMMYHHBIX 3a00JeBa-
Huii y manuentoB ¢ CHIgA He oTinyaeTcs OT TaKOBBIX y OOJBHBIX
0e3 9TOro UMMYHOJIEPHUIIHTA.

Jleuenune. Cneunuveckoro MeTo/a JIeUEHUs! CEJICKTUBHON Heno-
crarouHoctu IgA He cymecTByeT. HeoOX0quMo IpoOBOAUTH JieUueHHE
OCHOBHBIX KJIMHUYECKUX MPOSBIECHUN M CBS3aHHBIX C HUMH Hapy-
nieHui. bonbHBIM He MOoKa3aHbl IpenapaTbl IMMYHOTTIO0YJIHHOB, CO-
JieprKalive Jake He3HauuTeIbHbIe KonuecTBa IgA

JE®UIUT CYBKJIACCOB IgG BE3 JE®UIIUTA IgA

Kputepuem numarnosa sBisieTcss HOpMajibHBIH OOIIMH ypOBEHb
ceiBOpoTOouHOro IgG co cHM)KEHHEM ypOBHS OZHOTO Uin Ooiee cyo-
kiaccoB Ig G. TpyaHO yBEpEeHHO CyAMTH O HOPMaJIbHOM YpPOBHE
cyOkyaccoB. MeToabl onpenesneHus cyOKJIacCOB HEI0OCTATOYHO CTaH-
JapTU3UPOBAHBI, BO3PACTHBIE U MOMYJISILMOHHBIE HOPMBI HE OIpe/e-
JICHBI, BCTPEYAIOTCS PA3JIMYHbIE WHIUBUAYAJbHBIC T€HETHUECKUE
BapuaHThl. dedunut cyOknaccoB ummyHorinoOynuna G yaiie Bcero
BBISIBJISIETCS y CKJIOHHBIX K OaKTepHabHBIM HH(PEKIUSIM NalleHTOB
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c CHIgA. N3onupoBanubslii nepunut cyoknaccoB IgG BcTpevaercs
penKo, u, OOBIYHO, HE SIBJISECTCS MPUIMHON 4acToi 3a001eBaeMOCTH
JeTell pecnupaTOPHBIMU MH(EKUHUSIMH KaK BUPYCHBIMH, TaK U Oak-
TEepUAIBHBIMU (OTUTBI, CHHYCUTBI) PECIIMPATOPHOIO TPaKTa.

NUMMYHOAE®PULUTBI CO 3BHAYUTEJBHbBIM
HAPYHWEHUEM INPOAYKIIUU AHTUTEJI

ATAMMAIVIOBYJIMHEMUS C JEOGUIIUTOM B-KJIETOK

Arammarnobynuaemus ¢ aepunurom B-kmerok (AIT) — saBng-
€TCsl BTOPOH 10 YacTOTE BCTPEUYaEMOCTH (OPMOIA TOTAIILHOTO Jiehu-
ATa UMMYHOTJIOOYJIMHOB TIOCie o0mIeil BapraOenbHO UMMYHHOM
nenoctarouHoctu (OBUH). D10 3a60neBanne — TUMTUYHBIN TPUMED
nedunura antuTen. Paznuuaror aBe popma AI'T — X-crennennyto
(bone3ns bpyToHa) 1 ayTOCOMHO-PEIIECCUBHYIO.

MornekynsipHblii 1edexT. X-crenieHnas Gopma pa3BUBaeTCS H3-
3a jgedekrta rena B-kierouHod tmposuHkuHa3bl (btk), B pesynbra-
T€ Yero IMPOMCXONWUT 3aJepXKKa CO3peBaHMs B-KIeTOK Ha ypoOBHE
npe-B-mumdonnTos (cxema 1).

Kpureprem nuaruosa sBiIsIIOTCS CHUKSHUH KOHIEHTPAIHS CHIBO-
potounoro IgG menee 200 mr % npu orcyrctBum IgA u IgM u up-
kynupyromux B-knetox (CD19+) menee 2 %.

KiMHUYeCKUME TIPOSIBJICHUSMH SIBIISIFOTCSI TIOBTOPHBIE OAaKTEepH-
aJbHbIe MH(EKIMH PECHUPaTOPHOro TpakTa (OPOHXHTHI, TTHEBMO-
HUW, CHHYCUTBI, THOWHBIC OTHUTHI), KETyJOUHO-KUIIEYHOTO TPAKTa
(PHTEPOKONUTHI), pekKe — KOXKHU. BONbHBIE OTINYAIOTCS BBICOKON
YyBCTBUTEIHHOCTHIO K SHTEPOBHUPYCAM, KOTOPBIE MOT'YT BBI3BIBATH Y
HUX TsDKeTble MeHHHTOdHIebamuTel. [Ipupona ckinepenemo- u maep-
MaTOMHO3UTOITOJJOOHOTO CHHIPOMOB HEIOCTATOYHO BBISICHEHA, BEPO-
ATHEE BCETO OHU MMEIOT SHTEPOBUPYCHYIO THOJIIOTHIO. XapaKTepHa
TUTIOTUIA3HS TUM(OY3II0B U MUHJIAINH, HEPEIKO BCTPEUYAIOTCS HAPY-
IIEeHUS] KPOBETBOPEHHUS B BHJIE arpaHyJIONNTO3a U ayTOMMMYyHHBIE
paccTpoiCTBa B BUJE PEBMATOMTHOTO apTPUTA.

OBIIA A BAPUABEJIBHAS HMMYHHAS
HEJOCTATOYHOCTD

Tepmun «OOmas BapuabenbHasi UMMYHHAsT HEIOCTATOYHOCTHY
WCIIONIB3YETCS JJISI ONMUCAaHMs TPYNIbl euie He aupdepeHnpoBaH-
HBIX CHHJIPOMOB. Bce oHM XapakTepusylorcsi He(eKTOM CHHTE3a
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AQHTHUTEN, YTO SABJIAETCS aOCOTIOTHO HEOOXOIUMBIM MPHU3HAKOM IS
MOCTAaHOBKH Juarno3a. Kpome Toro, nuarHo3 Moxer 0azupoBaThCS
Ha HCKJIIOYEHUH BCEX MPOUYMX H3BECTHBIX MPUYHUH T'yMOPAJIBHOIO
UMMYyHHOro aedekrta. Juarnos «mnpuoOpeTeHHBbI HMMYyHOAE(DH-
LUT» TOJHKEH OBITh OCTABJICH AJIS MAIUEHTOB, Y KOTOPBIX BBISBIICHA
BUY-undexuuns. B cBsi3u ¢ Gonee mo3aHeN 10 CpaBHEHUIO C IPYTH-
MU TEPBUYHBIMH MMMYHOAE(pULUHUTAMU KIMHUYECKUH MaHudecTa-
uueit (2—-3 aexana >Ku3HH), paHbIIIe 4aCTO UCHIOIb30BATUCH TEPMUHBI
«TO3AHSSL WIIM B3pOciiasi THIIOTaMMarioOyIuHeMHs» U «IIpHoOOpe-
TEHHBIH UMMYyHOACHUIUTY. DTH TEPMUHBI B HACTOsIIEE BpeMs HE
JOJDKHBI ynotpeonsatees. OBUH sBnsiercst onHuM U3 Hanbosee ya-
CTBIX IEPBUYHBIX UMMYHOIEPHUIHUTOB. Ero pacpocTpaHEeHHOCTD Ba-
peupyet ot 1:50 000 mo 1:200 000. My»X4MHBI ¥ )KEHIIUHBI OOJICIOT
oJMHaKoBO yacTo. CylecTByeT TpU BO3pPACTHBIX MHKAa AMATHOCTH-
posanus OBMH: 2—7, 25-30 u 50—60 ner.

OOwiast BapuabenbHass MMMYHHAsi HEIOCTaTOYHOCTH AKCIIEPTaMU
BO3 otHecena B rpyniny MMMYHOAE(QHIUTOB C MPEUMYIIECTBEHHBIM
HapylLIeHHEM aHTUTEJIOr€He3a, OIHAKO, BBISBIEHO MHOT'O U3MEHEHHH
CO CTOPOHBI KOJIMYECTBA, COOTHOLICHUS OCHOBHBIX CyOMOMyNsui
n ¢ynkuuii T-mumdorutoB. TakuMm oOpa3zoM, CHHKEHHE TPOLYK-
LUW UMMYHOTJIOOYJIMHOB CBSI3aHO C HapylleHHeM T-KJIETOYHOH pe-
TyJsUUU UX cuHTe3a, To ecTh OBUH sBasieTcs KOMOMHUPOBaHHBIM
HMMYHOAE(DUITUTOM.

Kputepun nuarnosza. 3HaunrtenbHoe cHmxeHue (6onee 2 SD ot
MeJMaHbl) TPEX, PEKE JABYX OCHOBHBIX M30THIIOB UMMYHOIJIOOYIH-
HoB (IgA, IgG, IgM) cymmaphnas koHueHTpauus menee 300 mr/mi,
OTCYTCTBHE M30I€MAarrjJlOTHHUHOB M /WM IJIOXOH OTBET HA BAaKIHU-
HBI, Y O0JIBIIMHCTBA OOMBHBIX KOIMYECTBO LIUPKYIHPYOMUX B-Kie-
Tok (CD19+) — HopmainbHo. Hayano ummyHoneguunTa Kaxk mpaBuiio
B BO3pacTe crapue 2 jeT. Jpyrue, Xopomo U3BECTHbIE, NPUUUHBI
araMMarioOyJTHHEMHUH JTOJKHBI ObITh UCKITIOUCHBI.

Knunnueckue nposiBienus. Tak e, Kak U MPH BCEX MEPBUUYHBIX
HMMYHOAC(DUIUTAX C MOPaKEHUEM T'yMOPaJIbHOIO 3BEeHA UMMYHHU-
TeTa, OCHOBHBIMHU KJIMHHUYECKUMHU CHMNTOMaMHu y OoibHbIXx OBUH
SIBJISIFOTCSL TIOBTOPHBIE MH(DEKINH PECITMPATOPHOTO H JKEITYA0YHO-KH-
LIEYHOTO TPAaKTOB. BaxkHa paHHsS AMArHOCTHKAa HMMYyHOAS(UIIUTA,
TaK KaK y HEKOTOPBIX MALUEHTOB 3a00JIeBaHUE BBISIBISIETCS YIKE MTPH
HAJMYUM XPOHMUYECKOTO MOPAKEHHMS JIETKUX, BKJIIOUas OpOHXOIKTa-
THYecKyto Oone3nb. Kak u mpu araMMariaoOyInHEMHIH, Y HEKOTOPBIX
OOJNBHBIX OTMEYAIOTCS SHTEPOBHUPYCHBbIE MH(EKIHH C Pa3BUTHEM
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MEHHHTO3HIeQanInTa U APYTUX MPOSBICHUN, BKIIOYAsl CKiepese-
MO- M JIEPMAaTOMHUO3UTONOAOOHBINA cuHapoMEbl. [lanmentsr ¢ OBUH
B BBICOKOW CTEMEHU MPEeapacloiOKeHbl K KETYyZOUHO-KHIIEYHBIM
3a00JIeBaHMSIM, YaCTO BTOPHMYHBIM TI0 OTHOLICHHIO K XPOHUYECKOH
nHgpexuuu Giardia lamblia.

Cpenu 6onbHbIX ¢ OBUH HeoObIYHO BbICOKA YacTOTa JIUMPOPETH-
KYJISIPHBIX M JKEIYJAOYHO-KHMIIEYHBIX 3J0KAYECTBEHHBIX OITYXOJECH.
Jlumdonponudepanus yacTo oOHApyKUBaeTCs PU OcMOTpe. B oT-
TU4Hre OT X-CIEMJICHHONW araMMarioOyJIHHEMUH, Y TPETH OOIBHBIX
¢ OBUH otmeuaetcs cruieHomeranusi u/unu nuddysnas nmumdbane-
Homatus. B numdoysnax BeISBIAsSETCS BhIpaKeHHas (QOJUTHKYJIISPHAS
runepruiasus. BerpedyaroTcs Heka3zeo3Hble TpaHyJIeMbl, HATIOMUHAIO-
LIMe TaKOBbIE MPH CapKOMJI03€, M BBIPAKCHHAs HE3J0KAUYECTBEHHAS
numdonponudepauns. Kak mpaBuio, B 3TOT MpoLecc BOBIEKAeTCS U
KEIyTOYHO-KUIICYHBIH TPAKT, C Pa3BUTHEM XapaKTEePHOW HOZYJISP-
Hol nmuMounaHol runepruiasui. ManbadcopOnust ¢ morepei Beca,
auapeei 1 TAKUMH COIyTCTBYIOIIMMH M3MEHEHHSIMH, KaK TUIO0Ab-
OyMuHeMHUs, 1eUIUT BUTAMUHOB, U APYTHUE CUMIITOMBI, CXOXHBI C
MPOSIBICHUSIMH CHPY. ATTIOTEHOBas AUeTa MOXKET ObITh Hed(hhek-
TUBHOW. XPOHHUYECKHE BOCMAJUTENbHbIC 3a00/eBaHUS KUIICYHUKA
(Hecrienduueckuil s3BEHHBIM KOMUT W Oone3Hb Kpona) BcTpeua-
10TCsl ¢ moBbileHHOM YacToTod. [lammmentesr ¢ OBUH monsep:keHbI
pPa3sIUYHBIM ayTOMMMYHHBIM HapyIIEHHUSIM B BUJE T€MOLUTONECHUI
(MepHUIIMO3HON aHEMHH, TEMOJIUTUYECKOW aHEMHH, TPOMOOIUTOIIE-
HUU, HEUTPONIEHNH) U apTPHUTA.

I'MMIEP-IgM CUHAPOM

CHHJIpOM TIpEJCTaBISIET TPYIILY OTIAESNBbHBIX 3a00JE€BaHUI CO
CXOIHBIMU KJIWHUYECKUMH (M (EHOTUITHYECKUMH) MPOSIBICHHUS-
mu. B 70 % caydasx 3aboneBaHume HaclenyeTcsl X-CIEIUIEHHO, B
OCTaJIbHBIX — ayTOCOMHO-PEIECCHBHO.

Monexynsipabie nedekTsl. ['eHeTmueckuit nedekt, oOHapy eH-
Heli pu X-cueruieHHoit popme (HIGM1 — Hyper IgM syndrome
1), 3akmroyaeTcst B Hanmnuuu Myrtanuu B reHe CD40-nmuranga, 3Kc-
MIPECCUPYIOMIETOCST Ha aKTHBUPOBAaHHBIX T-mumdonurax. Bzau-
monericteue CD40-nuranna na T-knetkax u peuentopa CD40 na
B-mumdonnrax HE0OXOMMMO IJIsi OCYHIECTBIICHUS MEPEKITIOUYEHUS
CHUHTE3a M30THUINOB MMMYyHOrIoOynuHOB. K Hacrosmiemy BpeMeHU
BBISIBIICHO €IIle /[Ba TeHETHYECKUX Je(eKTa, TPUBOASAIINX K pa3BH-

15



THIO ayTOCOMHO-PELIECCUBHBIX (OPM 3a00IeBaHUsl — NSPULIHT aK-
TUBALlMUOHHO-UHAYIIMPHIOBAaHHONU uTUANHAcaMuHa3sl — HIGM2, u
neuuut monekynsl CD40 — HIGM3.

Kpurepun nuarHoza. OCHOBHBIM KpUTEpPHEM JAHMArHO3a THUIEP
IgM-cunapoma sBasSeTCS pe3K0e CHUKEHHNE KOHIIEHTPALUi ChIBOPO-
touHbIX IgG 1 IgA npu HOpMaIbHOM MIIM BBICOKOM coaepxkanuu IgM.
KonuvectBo unpkynupyrouux B-kaerok (CD19+) — HOpMmanbHo.

Knunnueckue nposisnenus I'unep-IgM cunnpom xapakrepusyer-
Csl IOBTOPHBIMH WH(EKIUSIMH, ayTOMMMYHHBIMH PacCTPOHCTBAMH,
BBICOKOM YacTOTOM OHKOJOIMYEeCKHX OCJIOXKHEHUH M TeMaToJlo-
TUYECKUMHU HapylleHusMHU. [lepBble KIMHUYECKHE MPOSBICHUS Y
OONBIIMHCTBA OOJBHBIX OTHOCATCS K MJIQJICHYECKOMY M paHHEMY
JeTCKOMY BO3pacTy. Ha mepBoM MecTe CTOAT NOpaKeHUsl PeCIu-
paTopHOro TpaKTa, MPEACTaBICHHBIE CHHYCHTAaMHU, OpOHXHUTaMHU
1 MHEBMOHUSAMH Tak Kak mpu 3Toi (opme MMMYHOASPHULIHTA CY-
LIECTBEHHO CTpajJiaeT AJIMMMHALMSA BHYTPHUKJIETOUHBIX MAaTOTE€HOB,
TSDKEIIbIe TOPaXKeHHUs JISTKUX BBI3BbIBalOTCS Pneumocyctis carini, a
KeJTyZJ0YHO-KUIIIEYHOr0 TPaKTa — Kpunrocnopuausmu. Murepctu-
LuaiabHas THEBMOHUS, BbI3BaHHAst Pneumocysta carinii yacto BeTpe-
yaeTcs B paHHeM Bozpacte. Cepbe3Hyro nmpoOiemy npu runep-IgM
CUHJIPOME IPEACTABIISIIOT TaCTPOIHTEPOIOrUYECKUE HAPYILICHHUS.
Kpunrocnopuanos sBiasercs o1HON U3 NPUYUH HEAJEKBATHOTO BOC-
MaJIMTEIBHOTO OTBETA C PA3BUTHEM SI3BEHHOTO TIOPAYKEHUS JKETy10U-
HO-KHUIIEYHOT'0 TpaKTa M CKJIEPO3UpYIOIIero xoaaHruTa. IlanuenTs
¢ runep-IgM cuHapOMOM, TakXKe Kak U ¢ ApyruMH GOpMaMu aram-
MarjoOyJIMHEMHUI  BBICOKOYYBCTBHTEIBHBI K JHTEPOBUPYCHBIM
sHIIeaTUTaM

Hapsny ¢ unpexunonnsiMu, mpu runep-IgM cunapome dacto
pasBuBaTCs HeMH(EKLIMOHHBIE, B TOM YHCJIE ayTOMMMYHHBIE, Ha-
pYILIEHUs, KOTOPble HEPEAKO MPOTEKAIOT TSKEN0 U YXYALIAOT Mpo-
rHo3 3a0oneBanus. Y Bcex 00abHBIX ¢ HIGMI BBISBISIOTCS TE WM
WHBIE TEMaTOJOTMYECKHE HapylIeHUs (FeMOJUTHYECKAs aHEMHS,
HEHTpONEeHUs, TPOMOOLIUTONICHH]) U Ay TOMMMYHHBIE PacCTPOHCTBa,
TaKHe KaK CEpOHETaTUBHBIN apTPHUT, IIIOMEPYJIOHEPPUT.

Co croponbl TUM(OHIHON TKAaHU XapaKTEePHbI HOPMaJbHBIE pa3-
Mepbl WJIM THIEPIUIa3usi TUMQOY3I0B U MHUHAAIUH, HEPEIKO BbI-
SIBJISIETCSl TeNaTOCIJIEHOMEraiusa. AyTOMMMYHHBIE IPOSIBICHUS
MIPOTEKAIOT TSIKENEE, Yallle BCTPEYAOTCS TEMOLIUTOIICHUH.
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CUHJPOM HUMMETEH

Cungpom HuliMeren xapakTepu3yeTcsl HATHYHEM Y OOJBHBIX MH-
Kpouehaany, XapaKTePHBIX YepT JIMIA 1 UMMYyHOAehUIUTA.

Monekynsipuslii nedekt 3akiroyaercs B MyTauuun reHa NBSI,
Koxupytomiero 6exox HuOpuH. HubpuH npuHUMaeT ydactue B BOC-
CTaHOBJIEHUH AByHUTEeBBIX pa3pbiBoB JIHK. [edunut nHuOpuna
MPUBOANUT K MOSBICHHIO XPOMOCOMHBIX abeppauuil U pa3BUTHIO
KOMOMHUPOBAHHOTO MMMYHOJC(PHUINTA, XapaKTEePU3YIOLIErocss Ha-
pyumenueM QyHKuui T-KJIeTOK M CHM)KEHHUEM CHHTE3a UMMYHOIJIO-
OynuHoB. KOHIEHTpaluu ChHIBOPOTOYHBIX HMMMYHOIJIOOYJIHHOB Y
OONBHBIX ¢ cuHApoMoM HuliMereH koneOmioTcs OT CyOHOPMaJIbHBIX
3HaUYeHUI 10 araMMarinoOynuHeMuu. Hapyiiena nponykuust crienu-
(bUYecKrX aHTUTEL.

Knunanueckue nposiBneHus. Y OONbLIMHCTBA OONBHBIX Pa3BU-
BaIOTCS pa3iuyHble MH()EKIIMOHHBIE OCIOKHEHUS, CXOAHbIE C Ta-
koMM Tipu OBUH u runep-IgM cunapome. 3mokauyecTBEHHBIE
HOBOOOPA30BaHUS BCTPEUAIOTCS C OUYCHb BHICOKOH YaCTOTOM.

JJEHEHUE UMM YHOAE®UIIUTOB CO
SHAUYUTEJBHBIM HAPYHIEHUEM ITPOAYKIIUHU
AHTUTEJ

JleueHne WMMYHOIE(PUIIUTOB CO 3HAYHUTEIHHBIM HapyIICHHEM
MPOAYKIAN aHTUTEI BCeX POPM araMMmarioOyTMHEMUN OCHOBBIBACT-
Csl Ha 3aMECTHTEIIBPHOW Teparuu mpernaparaMi HMMYHOTJIO0YTHHOB
JUIsSl BHYTPUBEHHOTO BBEJCHUS B COUYCTAHWUU C aHTUOAKTEPHAIBHOM
Tepanueil. 3aMecTUTeNbHAs Teparnus MmpenaparaMi BHYTPUBEHHOTO
MMMYHOTJI00Y/THa HAYUHAETCSI C MOMEHTA YCTAHOBIICHUS TUATHO3a
u npoBoautcs 1 pa3 B 3—4 Hexenu noxxkusHeHHo. B Havane neueHus
WM Tpu 000CTpeHWH HWH(EKIUH TPOBOIUTCS TEpaIrus HachIIIe-
Hust — 1-1,5 r/kr Macchl Tena 00BHOTO B MECSI, TTOJIICPIKUBAFOIIAS
no3a coctaBiser — 0,3-0,5 r/kr 1 pa3 B 3—4 nenenu. Jloza ummy-
HornoOynuaa 0,3—0,5 T/KT BBOAMTCS OHOMOMEHTHO CO CKOPOCTHIO
20 kanenb B MUHYTY.

Lenp 3aMecTUTENHHOW Tepamuu — JOCTIDKEHUE NpeTpaHcdy-
3uoHHOTrO ypoBHS IgG B chiBOpoTKE KpoBH OoibHOTO > 500 MI/mi.
DTOT ypOBEHb B OOBIYHBIX YCIOBHSX MTPEIOXPAHSET IMAlUEHTA OT TsI-
JKEJTBIX OaKTepUaThHBIX HHPEKIIHA.
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Hcnonp3oBaHne KPUOKOHCEPBUPOBAHHOW IIa3Mbl ONACHO M3-3a
BBICOKOT'O pHCKa MH(PULIUPOBAHUS reNaTUTaMH U IPYTUMHU BUPYCHBI-
MU nHpeKkuusIMu!

Jnst npodunakTuku GakTepruaIbHBIX HH)EKIUH Ha3HAYAeTCs 1M0-
CTOSIHHAsI Tepamusi TPUMETONPUMOM-CYJIb(HOMETOKCa30JI0M B BO3-
pactHoi noze. [Ipyn HaMUYMK XPOHUUYECKUX WHPEKIUN MPOBOIUTCS
JUIMTEbHAS (B TEYEHHE MHOTHX MECSLIEB) TEpanus HUIPOQIOKCAIU-
HOM, YTO TO3BOJSET 3HAYMTEIHHO YMEHBIIUTh YaCTOTY M TSHKECTb
peLuIuBOB.

[Ipu obocTpennsax OakTepualbHOH WHGEKIUU MPOBOAUTCS Ma-
peHTepanbHas aHTHUOAKTepHalbHAas Tepamusi aHTHUOMOTHKAMHU
LIMPOKOTro CreKkTpa aeiicTBus. Kak mpasuiio, 3To Ba MJIM TPU ABYX-
HENENBbHBIX Kypca KOMOWHUPOBAHHOH Tepamuu ABYMs aHTHOAK-
TEepUaJbHBIMU NpernapaTaMyd B BBICOKHMX 103aX. XOpomwui 3¢dekT
JaeT KoMOMHAIUs 1e(aJoCIOpPUHOB C aMHUHOIIMKO3UJAMH, B CIIy-
Yyae TSOKEIBbIX WM/MIU TOCIUTAJIbHBIX WH(EKIUH MOoKa3aHO Ha3Ha-
YeHHe BAHKOMMIIMHA, UMMIIMHEMOB, CYyJblIepa3oHa; AJIs JICUeHUs
IIMONIN03a — METPOHHUIA3071a.

[IpoTuBOBHpPYCHBIE U TPOTUBOTPHOKOBEIE TIPeNapaThl MPUMEHSIOT
npu OBUH u runep IgM cunapome, cunapome Huitmeren nocrosta-
HO WJIM HHTEPMUTHPYIOIIUMH KyPCaMH, B 3aBUCUMOCTH OT TSKECTH
TEYEHUS! COOTBETCTBYIOMNX HHDEKLINH.

Jns Tepanuu reMOLUMTONEHUH MPUMEHSIOT TIIIOKOKOPTHKOUBL,
pu UX HeIPPEKTUBHOCTH BO3MOXKHA CIIJICHIKTOMHUS, TIOKA3aHO MPH-
MEHEHHUE POCTOBBIX (PaKTOPOB (HEUIOTeH, TPAHOLUT).

Takoe JedeHHEe MO3BOJSAET 3HAUYUTENBHO YIYUYLIUTh COCTOSHUE
OONBHBIX, U30ekKaThb (POPMUPOBAHUS TSIKEIBIX OCIOKHEHHH Oak-
TepUaJbHBIX MH(EKIHH OPOHXOJErOYHOro TpakTa B BUAE Aedop-
MUPYIOUIETO0 OpOHXHWTA, NPEAOTBPATUTh PAa3BUTHE aMUIOHI03a,
3HAUUTEIBHO YIYUIIUTh COLHMAIBLHOE MOJOKEHUE OONBHBIX, 1aB UM
BO3MOKHOCTh BECTH MPAKTUYECKU HE OTIIMYAIOLIUICS OT UX 3710pPO-
BBIX CBEPCTHHKOB 00pa3 xu3HU. [Ipu anuTenbHOW aHTHOAKTEpH-
aJBHOM Tepanmuu KpailHe peAKo BO3HUKAIOT MoOouHBbIe 3(h(EeKThl,
KOTOpBIE IPOXOJAT IIPH CMEHE Npenapara.

B cmywae pa3BUTHM SHTEPOBHPYCHOTO SHIEe]annuTa MOKa3aHO
nposefeHne 3—4 KypcoB BBICOKOA030BOW Teparuy BHYTPUBEHHBIM
HMMYHOTTIO0YJIMHOM: 2 rpamMma/ KT Macchl Tesia 0OJIbHOTO B TEUEHHE
2-3 nneil. Kypchl BbIcOK0/1030BOM Tepanuu nmpoBoxaT 1 pa3 B 5—7
nHell B TeueHne 1-2 MecsIeB.
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BaxHbIM sIBIISIETCSI BOIPOC O MPOBEACHUU CTIEHUPUUECKON HMMY-
HOMPOQHIAKTUKH Y OOJBHBIX C TOTAIBHBIMU Je(eKTaMu MPOAYKIIHH
anTuTen. Bakunnanus HegoctarouHo 3¢dexkTrBHa, B CBI3U ¢ Orpa-
HUYEHHOU CIIOCOOHOCTBIO OOJBHBIX BHIpa0aThIBATh aHTHTENA, OHA-
KO B OCHOBHOM Oe3onacHa. [IpoTuBomoka3aHa »KuBas MOJIMOBAKI[UHA
B CBSI3U C BBICOKOH 4YBCTBUTEIBHOCTHIO OONBHBIX K SHTEPOBHPYCAM.
[Ipu KOHTaKTE ¢ OOTBHBIMU OCTPO3apa3HBIMU MHPEKIIUOHHBIMHU 3a-
0OJeBaHUSIMHU TOKA3aHO JOMOJHUTEIBHOE BHEOUEPEAHOE BBEICHHE
MpenapaToB UMMYHOTI00YTHHOB.

B cBsa3u ¢ HEOMaronmpusATHBIM HPOrHO30M 3a00JieBaHUS MPH
X-cuermeHHoM runep-IgM cunznpome, nmokazaHa TpaHCIJIAaHTALUA
KocTHOro Mo3ra oT HLA-unenTuyHOro g0HOpAa.

CHUHIPOM BUCKOTTA-OJIAPUYA

Cunnpom Buckorra-Onapuua (CBO) 3to — X-cuenieHHoe Ha-
CJICICTBEHHOE 3a00JI€BaHUE, XapaKTepHU3yroleecs KOMOMHUPOBAH-
HBIM HMMYHOAE()HUIMTOM, COYETAHHBIM C TPOMOOLUTOIICHHEH H
9K3EMOM.

Monexynsipubiii nedext. Cuaapom Buckorta-Onapuua pasBu-
BaeTcsl B pesynbrare MyTtauuu reHa WASP, komupytomero 0enok
WASP, koTOpBIif NPUHUMAET y4acTHE B MOJIUMEPHU3ALUN aKTHHA H
¢dopmupoBanuu nutockenera. Orcyrcreue 6enka WASP B numpo-
LUTax ¥ TpoMOOLHTax OOJIBHBIX MPUBOAUT K Pa3BUTHIO TPOMOOIH-
TONEHUH, HapyLeHuo (QyHKuMA T-KIETOK M Peryisiuud CHHTE3a
AHTHUTEIL.

Kputepuu auarsosa: TpOMOOLMTONECHUS B COUYETAHNU C IK3EMOH y
MJIaJICHIIEB MY KCKOT'O M0J1a, YMEHBIIEHHE Pa3MEepOB TPOMOOILIUTOB,
HaJM4YMe CEMEHHOro aHaMHesa.

Nmmynonornueckne mamenenus npu CBO mpenctaBieHsl THM-
(ornenueli, B OCHOBHOM 3a cueT T-TUM(OLUTOB: CHUXKECHUEM (yHK-
LMOHAJIBHOM aKTUBHOCTH T-KJETOK, MEpBOHAYAIBLHO HOPMAaJIbHBIN
YPOBEHb CHIBOPOTOYHBIX UMMYHOTJIOOYJIMHOB 3aT€M IPOrPECCUBHO
CHIDKaeTcs (B MepBYIO ouepens 3a cueT [gM), HapyIieHa npoayKuus
AQHTHUTEJ, OCOOCHHO K MOJIMCaXapUAHBIM AaHTUTCHAM.

Knunnueckue mposBiieHHS B BHUJE T'€MOPPArHuecKoro CHHAPO-
Ma (HEPEIKO OYEHB TSKEJIOr0), IK3eMbl U MMOBTOPHBIX, KaK MPABUIIO
HEOOBIYHBIX (TSKEJIbIe TepreTHYeCKre HH(PEKLINH, THEBMOLUCTHbIC
[THEBMOHHH) M TJIOXO MOAAAIOLIUXCS Tepanuu OaKTepHabHBIX WH-
(dexuni, HAYMHAIOTCS B MJIAJICHUECKOM HJIM paHHEM JIETCKOM BO3-
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pacte. Kpome MH(EKIMOHHBIX TPOSBICHUH, BO3MOXHO pa3BUTHE
ayTOMMMYHHBIX PaccTpOWCTB B BUAE IIIOMEpyJloHEe(pHUTa, UMMYH-
HOHI HEUTPOIIECHUH.

VY GonbHbIx ¢ CBO TOBBILIEH PUCK Pa3BUTHS 3JI0KAUECTBEHHBIX
HOBOOOpa30BaHUM.

Jleuenue. EnuHCTBEHHBIM METOAOM HM3JeueHUs1 OonbHBIX ¢ CBO
SBIsIeTCS TpaHCIUTaHTauus koctHoro mosra (TKM) onmnako, yuu-
TbIBass OTHOCUTEIBHYI0 COXPAaHHOCTb KJIETOYHOIO HMMYHHTE-
Ta, JUIsl MPOBEACHUSl TaKOH oOmepauuu, OHH TPeOYyIOT >KECTKOro
pexumMa KOHIMLHOHUPOBaHUA, 4To yBeianuuBaeT puck TKM. Lle-
necoodpaszno npooauts TKM ot HLA-uaentuuHoro nonopa. Ilpu
OoTCYTCTBUM BO3MOKHOCTH TKM moka3aHO HpoBeAEeHHE CIUIEHIK-
TOMHH, TaK KaK 3TO NPHUBOAUT K 3HAUUTEIBHOMY YMEHBIIEHUIO
reMOpparu4eckoro CHHApomMa (OYEBUIHO, H3-3a HCUYE3HOBEHUS
njamngapMa B KOTOPOM IPOHMCXOJUT MaccoBas TuOenb Ae(eKTHBIX
TpomOonuToB). llepen cruteHdKTOMHUEH HeoOXomuMa BaKIIMHALIMS
[THEBMOKOKKOBOH BakIMHOM. Llenplo BakIMHALUY SABISETCS yMEHb-
LIEHHWE PUCKA Pa3BUTHUs (PAaTaJbHOrO MHEBMOKOKKOBOI'O CEIICHCa, K
KOTOPOMY CKJIOHHBI BCE MAallMEHThl, NEPEHECIINE CIIEHIKTOMHUIO.
Kpome Toro, HeoOxonrMa MOCTOSIHHAsI Tepamusi MPOTHBOITHEBMO-
KOKKOBBIMH ~aHTHOMOTHKAaMU (AHTHOMOTHUKH TEHHIHJIIUHOBOTO
psna, Hanpumep Ounmiing). [lanuentsr ¢ CBO Hyxnmarotes B pe-
TYJSPHOW 3aMECTUTENBbHON Tepanuu BHYTPUBEHHBIM MMMYHOIJIO-
OyJIMHOM, TOCTOSIHHOW MNpO(UIaKTHUYECKOH aHTHOAKTepHaIbHON
(TpUMeTONPHUM-CyIb(haMETOKCa3011), TPOTUBOBUPYCHOM (AIIUKIOBUD
B MOAJEPKUBAIONICH /103€) U MPOTHBOIPUOKOBOH ((PITyKOHA30J WIIH
WTpaKoHa3oq) Tepanuu. Jlis JiedeHus: OCTPhIX MHQPEKIUH MPOBO-
JUTCST COOTBETCTBYIOLIAs MHTCHCHBHAs aHTUMHUKPOOHAsI Tepamus
(komOvHaNUs 2 aHTUOMOTUKOB, 2—3 ABYXHEACIBHBIX Kypca, JOMOJ-
HUTEJbHbIC BBEICHUSI IMMYHOTJIOOYIHHA.

s nedeHus ayTOMMMYHHBIX pacCTPOWCTB, B TOM 4YMCIE JOKa-
3aHHOW UMMYHHOU TPOMOOLUTONEHUH (0COOEHHO BO3HUKILIEH MOCie
CIUIEHAPKTOMHUH) HCHONb3YIOTCA TJIIOKOKOPTUKOU/BI, Aa3aTHONpPHH,
uukiocnopu A. HeoOxoamma cuMnToMaTHUECKask TEpanus SK3eMbl
U IPYTUX aJUIepruyecKux 3a001eBaHui.

BonapHBIM  NpPOTHBONOKA3aHbl ~ BHYTPUMBIIIEYHBIE  MHBEK-
UM H3-32 OMACHOCTH Pa3BUTUA TEeMaTOM C MOCIEAYIOMHMM HX
HHOUITIPOBAHHEM.
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HepeHI/IBaHI/I}l TpOM6OL[I/ITOB MMPOBOASATCA TOJIBKO JId KyIIUpPOBa-
HUA TAXKCIIBIX KpOBOTe‘{eHI/Iﬁ npu HeB(l)(l)eKTI/IBHOCTI/I APYyTrux METO-
JAO0B TCpaluu.

Ilokazana BaKUMHAIMSI HWHAKTUBUPOBAHHBIMU BaKIWHAMU U
AdHAaTOKCHMHaAMU.

ATAKCUSA-TEJIEAHI'NDKTA3USA

Artakcus-teneanrndkrasus (A-T) — curapom Jlyu-bap, sto
CHUHJPOM C ayTOCOMHO-PELICCCUBHBIM THIIOM HacleJOBaHU, Xa-
PaKTEPU3YIOLIUICS MPOrpecCUpyIOed MO3KEUKOBOM aTakcuew,
MOSIBICHUEM MEJKHUX TeJCaHTMIKTa3ul, 0COOCHHO Ha OynbOapHBIX
KOHBIOHKTHBAX M KOMOMHHPOBAHHBIM HMMMYHOAE(ULINTOM, NpH-
BOISILIUM K TSDKEIbIM OaKTepHaJIbHBIM HMH(EKIHUSAM peCcCupaTop-
HOT'O TPaKTa M MOBBILICHHOW YacTOTE Pa3BUTHUS 3JI0KAUYECTBEHHBIX
HOBOOOpa30BaHUI.

MonexynsipHbiii gedext: myTarnuu reaa ATM, koaupytoriero Oe-
JIOK, YYaCTBYIOILUM B penapanuu IByXLenoueyHbix pa3peiBoB JJHK
U PeryJsiUy KJIETOYHOIO KA.

Kputepun nuarnoza. CouetaHue MO3KEUKOBOM aTaKCHU C KO-
HIOHKTHBAJIBHBIMHM TEJICarndKTa3UsIMH U TOBBIILICHHBIM YPOBHEM
ane(aderonpoTenHa.

XapaKkTepHbIMH HMMMYHOJOTMYECKUMH H3MEHEHUSIMU Y OOJb-
HBIX ¢ A-T SBISIOTCS HAapyLIEHUs KJIETOYHOIO MMMYHHUTETA B BUJC
CHIDKEHHSI KOoJMuyecTBa T-TUMQOLUTOB, MHBEPCHH COOTHOIICHUS
CD4+/CD8+, B ocHOBHOM 3a cueT cHmkeHuss CD4+ kieTok, u pyHK-
LMOHAJIBHOM aKTHBHOCTH T-kneTok. Co CTOpPOHBI KOHIEHTpPALHH
CBIBOPOTOYHBIX MMMYHOITIOOYJIMHOB HanOonee XapaKTepHBIMU H3-
MEHEHMSMH SBISIOTCS CHUXKEHME WiIH oTcyTcTBHe IgA, IgG2, 1gG4
u IgE, pesxe BBISBISIIOTCS KOHLIEHTPAMX UMMYHOTJIOOYIMHOB, OH3-
KM€ K HOpME WJIM JUCHMMYHOIJIOOYJIMHEMHUH B BUJE PE3KOI'O CHU-
xenus IgA, IgG, IgE u 3HaunTensHOro nopsimenus IgM, npudem
€ro MOJIEKYJ1a OOBIYHO HETIOJHOLICHHA U MPEICTaBIeHa MOHOMEPaMH.
XapaKTepHO HApyLICHWE aHTUTEI000Pa30BaHus B OTBET Ha IOJINCaA-
XapuaHbIC U OCIKOBBIC AHTUTCHBI.

KnuHnyeckue NpOSIBIEHUST MOTYT CYLIECTBEHHO OTIMYAThCS
y pas3Hbix OonbHBIX. [Iporpeccupyromas MO3KEUKOBasi aTaKCHUs H
TEJEAHTMIKTAa3UH (KaK BUAHO W3 KPUTEPHUEB [HMArHo3a) IMPHCYT-
cTByeT y BceX. CKIOHHOCTh K MH(EKLUSIM KOIeONeTCsI OT OYEHb
BeIpakeHHOU (kak pu OBUH u rumep IgM-cunapome) no Bechma
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yMmepeHHOil. OueHb BBICOKA YacTOTa Pa3BUTHS 3JI0KAYECTBEHHBIX
HOBOOOpa30BaHUM.

Jleuenne. MetonoB uzieueHuss A-T 10 HacTOSIIEr0 BPEMEHH He
pa3paboTaHo. boibHBIE HYXIAIOTCS B MAJUIMATUBHON Tepanuu He-
BPOJIOTHYECKMX PACCTPOMCTB. B ciydae BBISBICHHS CEPbE3HBIX
UMMYHOJIOTUYECKUX HM3MEHEHWH W/WIM XPOHUYECKUX WM PElH-
JUBHPYIOIIMX OaKTepHaJbHBIX MHQEKIM ToKa3aHa aHTHOAK-
TepualibHass Tepanus (IUTMTENIBHOCTh OIPEACNSIETCS TAKECTHIO
UMMYHOAC(DHUIIMTA U HHPEKIIMN), 3aMECTUTEIbHAS TePaIus BHY TPHU-
BEHHBIM HUMMYHOTJIOOYJMHOM, 110 MOKa3aHUSIM — HPOTHBOTrPHOKO-
Basi ¥ IPOTHBOBHPYCHAs TEPAIIHUSI.

TAKEJAS KOMBUHUPOBAHHASI UMMYHHAS
HEJOCTATOYHOCTbD

Tsxenble KOMOMHUPOBAHHBIE UMMYHOAC(DULUTHI SBISIOTCS J0-
CTaTOYHO YaCTBIMHU cpelu BceX (OpM UMMYHHOM HEJOCTAaTOUYHOCTU
U TI0 JaHHBIM PETHCTPOB €BPONEHWCKUX CTPaH, i€ XOPOLIO Pa3BH-
Ta UX PaHHs;SA AMArHOCTUKA, cocTaBisioT 10 40 % ot obuiero yucia
NEPBUYHBIX UMMYHOAC(UIIUTOB.

Cy1iecTByeT HECKOIBKO (OPM TSHKENOH KOMOMHMPOBAHHOW HM-
MyHHOH HegocTarouHoctu (TKUH), nmeromux pa3inuHyio reHeTH-
YecKylo nmpupony (tadum. 1, cxema 2).

TKHWH X-CUEIIJIEHHAS (T-B+)

TKUH — AYTOCOMHO-PEHECCUBHAA (T-B-)

JEOUINT AAEHO3UHIE3AMIHA3bBI

JEOUINT ITYPUHHYKIEO3UADOCDOPUIIA3BI

JEOUIIUT MOJIEKVJI 11 KITACCA MHC

PETUKVYIIAAPHA S AUCT'EHE3UA

CUHIPOM OMEHHA

JEOUINT CD3g 22 CD3e

JEOUIINUT CD8

JEOULINUT CD4

JEOULIUT CD7

JEOULNT IL-2

MHOXECTBEHHA A HEAOCTATOUYHOCTDL HUTOKNHOB

Kputepun nuarnoza HECKOJBKO OTIMYAIOTCS TPU PA3TUUHBIX
(hopmax, oJHAKO OOIIMMHU TPU3HAKAMHU OOJBITMHCTBA U3 HUX SBIIS-
FOTCS: THIOIUIAa3us JUM(OUIHONH TKaHH, JIMM(ONCHUS, CHUKCHHE
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CD3+ num¢pouunToB, CHUKEHHE KOHIEHTPAIH CHIBOPOTOUYHBIX UM-
MYHOTJIOOYJIMHOB, paHHEE Hayaslo TSKEeJIbIX HH)EKIIHH.
Knunnueckue nposinenus. [ns 6onpueix ¢ TKUH xapaktepHo
paHee, B IEpPBbIE HENEIU U MECSLbl )KU3HU, HAYAJIO KIMHUYECKUX
MpOsIBJICHHN 3a00J€BaHMS B BHJE YMOPHOH Iuappeu, OakTepu-
AJBHBIX U I'PUOKOBBIX MH(EKUUH KOXKH U CIM3HCTBHIX, MPOrPECCH-
PYIOLIETO IOPAKEHHUS PECHUPATOPHOrO TpaKTa, ITHEBMOLUTHBIX
[THEBMOHHH, BUPYCHBIX WH(EKUUH, TUTIONIa3ul TUMGPOUTHON TKa-
Hu. XapaktepHo passutue BlL[JKurta mocme npuBuBku. Ha ¢one
TSOKENBIX MHQEKIMH pa3BHBAacTCS OTCTAaBaHUE B (U3MUYECKOM H
MOTOPHOM Pa3BUTHUH, OAHAKO CJIEAYET IIOMHUTH, UTO AAKE [IPU Ha-
nnuun TKHWH y mnanennes He cpa3y pa3BUBalOTCs BCE BbILIENEpe-
YHUCJIEHHBIE CHMIITOMBI, M B Te4eHUE 2—6 MecsLIeB OHU MOTYT PacTH
W pa3BUBATbCA MOYTH HOpMasbHO, 0coOeHHO ecnu mpuBuBKa BIIK
He Oblna cnemana. s guarnoctukun TKUH orpomHoe 3HauyeHwme
HAMEIOT aHAMHECTUUYECKHUE JaHHBIC, U KaK IIPaBUIIO, B NIEPUOJE HO-
BOPOKJIEHHOCTHU JUArHO3 CTABUTCS B TOM CJIy4ae, €CJIU B CEMbE yXKE
ectb pederok ¢ TKHUH. B octansubix cnyuasx TKUH nquarnoctupy-
€TCsl, KOorJla poAuTenu peOeHKa oOpalaiTes 3a MEIULIUHCKON TOMO-
LIbIO B CBSI3U C y>KE€ HAYaBIIUMHUCS KIUHUYECKUMH HIPOSIBIICHUSIMU.
Jleuenne. EnnucrBennbiM crniocodoM sieyenus TKUH sasisgercs
TKM. 3amecTuTenbHas Tepanusi BHy TPUBEHHBIMH UMMYHOTIIO0Y -
HaMU, THTCHCUBHAS aHTHOAKTepuaibHas, IPOTUBOIPUOKOBAs U IPO-
THUBOBUpYCHas Tepanus nposoasatTcs aetaMm ¢ TKMH, crpagaromum
WHQPEKIUIMA B TIEPHOJ MOATOTOBKH K IepecaKe KOCTHOTO MO3ra H
noucka noHopa. [Ipu ycranoBnenun guarnoza TKMH, mnanenues
MOMEILAIOT B CHIEHMATN3UPOBAHHBIE THOTOOMOJIOTHUECKUE OOKCHI.

AYTOUMMYHHBI JTUM®OIPOJIN®EPATUBHBI
CHUHJPOM

B ocHoBe ayroumMMyHHOT0 JTUM(OTIPONTH(EPATUBHOTO CHHIPOMA
JISKAT TIEPBUYHBIC AEPEKThI alloNnTo3a JUMQOIUTOB, YTO TPUBOIUT
K IoTepe KOHTPOJIs Hax mposudeparueii TuMQpOonTHBIX KIETOK U He-
TaTUBHOU celeKIuer muMponuToB. BeeacTBue Toro pa3BuBatoTCs
He3lIoKauecTBeHHass JnMdonponudepanus, THIEPIPOAYKIIUT HM-
MYHOTJIOOYJIMHOB, BRIPA0OTKA ayTOAHTHUTEI. Y HEKOTOPHIX OOJIBHBIX
¢ AJITIC BBIsIBICH OEPUITUT OAHOTO WM HECKOJBKUX KIACCOB HIIU
CyOKJIaCCOB HMMYHOTJIOOYJIMHOB.
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Mornekynsipusle aedexTsl. B HacTosiee Bpemsi UACHTUPHIIUPO-
BaHo 4 BapuanTa AJIIIC, B 3aBuCHMOCTH OT THMAa JeeKTa aronTo3a:

AJITIC la — pmedexr rena Fas-penentopa

AJITIC Ib — nedexT rena Fas-nuranna

AJITIC Il — pedext rena kacmassl 10

AJITIC III — venaentudunupoBanusbie 1edeKTot

Kputepuu nuarnosa. Auarnoz AJIIIC MOXHO NpeAnonoKUTh MPH
HaJIM4UK y OONBHOTO COYETaHUs MOBBIILICHHOTO KOJTHYECTBA IIUPKY-
TUpPYIOMHKX 1BOMHBIX-HeraTuBHEIX CD3+CD4-CD8-mumdonuToB
JIBYMSI U3 HUKETIEPEUNCICHHBIX TPU3HAKOB:

- TIONMKJIOHANIbHAS THIEPUMMYHOTTIOOYTHHEMUST (TOBBIILICHBI
OJIMH UJTM HECKOJIBKO KJIaCCOB CBIBOPOTOYHBIX HMMYHOTTIOOYJIMHOB)

- YBEIMUEHHE MUHUMYM TPEX TPYII TUM(POY3I0B

- FeMaTOCIIJICHOMET AU .

[loaTBep:kaeHNEeM qUarHo3a siBisieTcs BhIsIBICHUE Ae(heKTa anom-
TO3a in Vitro.

Heo0xonnMo HCKIIIOYUTH OHKOTEMaToJIOTHYeCKHe 3a00JIeBaHMs,
crenuprIecKue U napasuTapHble HH)EKIUH.

Knunnueckue nposinenusi. OCHOBHBIMU KJIMHUYECKHUMH MPOSIB-
neausimu AJITIC saBnsroTcs: nuMmdaneHonarus, remnarocrjieHoMe-
ranusi, ayTOUMMYHHBIE TEMOLMTONICHHH B BHJIE T'€MOJIUTUYECKOM
AQHEeMHH W/WJIM arpaHyJsonuTo3a U/WId TPOMOOLIUTONIEHUH, U IpyTHe
ayTOMMMYHHBIE pacCTpoicTBa (HeceUn(pUIECKUi sI3BEHHBIN KOJIUT,
apTpHT, y3JI0BaTasi SpUTEMa, CHAI0aACHUT U JIp.).

VY GonbmmHCTBa OONBHBIX 00HAPYKHUBAIOTCS MTOBBIIIEHHE OJHOTO
UM HECKOJBKUX KJACCOB MMMYHOIJIOOYJIMHOB M ayTOAHTUTENa K
Pa3IUYHBIM KJIETKaM U TKaHSM OpraHu3Ma.

Jleuenue. Jletn, Haxonmgmuecs B OJIATONPUATHOM COCTOSTHHH,
TO €CTh HE MMEIOIIUE IeMaTOJOrMYeCKUX HM3MEHEHHH, He CTpaja-
[OLIMe THIEPCINICHU3MOM W HapyLICHHUSIMH JbIXaHHUSl BCIEICTBHUE
numdonponudepaunu, He TpeOyroT nedeHus. Ilpu Hanuuum ayrto-
HMMYHHBIX OCJIO)KHEHUH, B TMEPBYIO O4Yepeib — TEMOLUTONCHHM
MOKa3aHO Ha3HaYeHHWE MPEAHHM30J0HA B J03€ 2 MI/KI Macchl Teja
JI0 TIOJTyYeHHS] TeMaTOJIOrMYECKOH PEMHUCCHH € MOCIEeAYIOIUM I10-
CTENEHHBIM CHI)KEHUEM J03bI 0 MUHUMAaJIbHON O ePKUBAIOILEH.
[Ipn HenocTaTodHOM H(PQEeKTe TIIIOKOKOPTHKOUIOB Ha3HAYAIOTCS
HMMYHOZIEIPECCaHTH! (a3aTuonpuH, nukiaodocdan, xmopamOynum),
MPOBOJUTCS CIUIGHIKTOMUMS. Ha3zHaueHne rimroKOKOPTUKOUIOB, a B
psiie cilydaeB CIUICHIKTOMUS TOKa3aHbl TAK:Ke M IMPHU BBIPAXKEHHOH
numponponudepanny, BeI3bIBAIONICH ABIXaTelbHbIE PaCCTPOUCTBA.
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Bcewm 6onpabiM AJITIC ¢ Hanmn4YueM XpoOHUYECKOH HEUTPONIEHUH T10-
Ka3aHa NOCTOsIHHAS aHTHOAKTepUabHas Tepanusi, TaK Kak 0e3 3Toro
Pa3BUBAIOTCS TSIKEINBIE, YIPOKAIOIIME JKU3HU, WH(EKLIUOHHBIE OC-
JOKHEHUS, 9P(PEKTUBHO TPUMEHEHHE POCTOBBIX (PaKkTOPOB (HEWIo-
I'eH, PAHOIIUT).

JAE®EKTBI PAT'OLHUTO3A
XPOHUYECKASA I'PAHYJIEMATO3HAS BOJIE3HD

TepMuH — xpoHHueckas rpanynemaro3nas oonesns (XI'B), 060-
3Ha4aeT TPYIIY HACICICTBCHHBIX Je(PEeKTOB OaKTepHUIIMIHOW aK-
TUBHOCTH (arolUTHPYIOMUX KJIETOK, MPUBOASIINX K TOBTOPHBIM
THOMHBIM MH(EKIHSIM KOXKH, MOAKOKHON KIETUYATKH, JIETKUX, JTUM-
(hoy3IoB, MeUeHH, IPYTUX OPTaHOB U CUCTEM.

Mornekynsipabie qeekTsl. CyIecTBYI YeThIpe BapuaHTa XPOHU-
YEeCKOH rpaHyJieMaTo3Ho 00Jie3HU: X-CIEJICHHBIN pa3BUBAIOIIHICS
BCJIEICTBUE MyTaluii rena gp9lphox nuroxpoma b u Tpu ayTocom-
HO-perieccuBHBIX (Hedekt gp22phox muroxpoma b, nedekt gp67phox
uuTo30sibHOr0 KoMrnoHenTa NADPH -okcunassl u gedekt gp47phox
nuTo3oibHOr0 KoMmoneHTa NADPH -okcuaasel). Bee BhIeykasan-
HbIe MOJIEKYJISIpHbIe Ae(PEeKThl MPUBOAST K OJIOKUPOBAHUIO PEaKIINU
NADPH+202 NADP+202-+ H+, HapyIIeHHIO MPOAYKIIHH TIEPEKUC-
HBIX PaJINKaJIoB B HEUTpo(duIax u BHyTPUKIETOYHOTO KMIJIJIUHTA.

Kpurepun pmnarnosa. 3HAUMTENbHOE CHIKEHHE MPOAYKIUU
MIEPEKUCHBIX PAJNUKAJIOB, MPU OLEHKE C MOMOIIBI0O METOJIOB JTIO-
MuHOJ-3aBucUMON  xemmmiomuHucrennuu u  HCT-tecta (pe-
AKIUA BOCCTAHOBJIEHUSI PACTBOPUMOIO JKEITBII HUTPOCUHUUI
TETpPa30JIuil B HEPACTBOPUMBIN CHHHI (opMa3aH MpHU aKTHUBALUU
(hopbon-MupucTaT-aIIETATOM).

Knunundeckue nposiiaeaus. Y 6oibHbIX ¢ XI'B uHbpeknnu Bo3HU-
KaloT yKe Ha IIePBOM I'o/ly *KHU3HU. boJIbHBIE BBICOKO YyBCTBUTEIHHBI
B Karaliaza-mpoaylHpyOIUM MHKPOOPraHu3MaM (CTaHIOKOKKH,
KUIIeYHas MajoyKa, CaJbMOHEIIa, HOKapaus). TUTHYHO MopaXKeHue
JIETKUX, KOXKH U TIOJIKOKHOW KIIETYATKH, IMM(PATHUECKUX y3JIOB, I1e-
YeHU ¢ (OPMHUPOBAHMEM BOCIATUTEIBHBIX TPaHyJeM U a0CIECCOB.
YacTo BCTpedaroTcs MOPaXEHHS KEITYJOYHO-KMIIEYHOTO TPaKTa B
BHJIE CaJIbMOHeIIe3a U (POPMHUPOBAHUS OOTYpUPYOIIUX TpaHyJIeM
KHUIIEYHUKA, PEKE — CENTULIEMHU, MEHUHTHUT, a0CIiecChl MO3ra, MH-
(heKIIMM MOYETIONOBOr0 TPaKTa. BOJIbINYI0 OMAaCHOCTD ISl OOJIBHBIX
¢ XI'b npencraBinsieT pa3putue acnepruiiesa. Ilocie BakuuHauuu
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BL’K 00bryHO pa3BuBaeTCs BbIpaKCHHAsE MECTHAsl BOCHAIUTEIbHAS
peaxkuus ¢ MOpa)KEeHUEM PErHMOHApHBIX JTUMQPATHYECKUX Y3JIOB. Y
MHOTHX OOJIbHBIX BBISBISICTCS JIMM(paACHONATHS U I'elaTOCIIEHOME-
ranusi, 0cobeHHO Ha (hOHE TeUeHU s HHPEKIUH.

Ha nepBbix stanax undexnuun npu XI'b moryt npotekars nono-
CTPO U CONPOBOXKAATHCS HEOONBLUIMM HEIOMOTaHHEM, YMEPEHHBIM
cy0¢eOpuInTeTOM, IPH ATOM B aHAJIU3aX KPOBH BBISBISETCS JIEHKO-
LUTO3 U HeHTpoduIiIe3. 3ano3aanblii TMarHo3 ypesar KaracTpoduye-
CKMMH TOCJIEACTBUSAMU.

JE®EKTHI AAT'E3UU JEMKOIIUTOB

HenaBro ObLtn ortrcaHbl Ie)eKTHI PEIENTOPOB aATe3UH JICHKOIIH-
toB (JIAL).

Monexynsipabie nedextsl. JIAJ[ 1 Bo3HUKaeT B pe3yabrare MyTa-
nuu Oeta nenu CDI18, obmieit nns penentopoB CDI11 b LFA-1. JTIAJ]
2 BO3HHKAET WM3-32 HECIIOCOOHOCTH JICHKOIMTOB OOJIBHBIX 00pa3o-
BBIBaTh MOJIEKYJIBI CEJIEKTHHOB, KIWHHYECKH 3a00JIeBaHHE IMPO-
TekaeT cxonHo ¢ JIAJ[ 1, u coueraeTcs ¢ 3aAepKKOH yMCTBEHHOTO
Pa3BUTHSL

Kpurepun nuaraoza. CHUKEHHE 3KCIIPECCUU MOJIEKYIT a[ire3uH Ha
TUM(OITUTaX, MOHOIIMTAX, TPAHYJIOIHUTAX.

Knuanveckue nposBieHus. BolbHBIE ¢ HAPYIIEHUSMH TOABUK-
HOCTH, MPUIUNIAHUS U aJIT€3UN JICMKOIUTOB CKIOHHBI K Pa3BUTHIO
OaKTepHATbHBIX HHPEKIINN KOXKH U IMOJKOXHON KIIETYaTKH, JTUM]a-
TUYECKUX Y3JIOB, PECITUPATOPHOTO TPAKTA, KAHIUI03Y CIUZUCTHIX.

CUHAPOM I'MINEPUMM YHOIVIOBYJIMHEMUU E

MonexynsipHas MpUpoa CHHAPOMA THTIEPIMMYHOTTIOOyTHHEMU N
E (rumep IgE cumapom) mo HacTosIIIero BpeMEHH He M3ydeHa. Mbl
ITOMECTHIIN OIHCAHKE ATOTO 3a00JICBaHUS B TPYIITY «IePEKTOB da-
TOIIATO3a» TaK Kak y 00NmbHBIX ¢ runep IgE cuaapoMoM BeIsBISIOTCS
HapyIIeHHUs XeMOTaKCuca HeUTPO(HUIIOB, 9TO BO MHOTOM OTIPEEIISIeT
TSDKECTh TEUEHUS yTPKAIOMINX KU3HNA WHPEKITHH.

Kpurepun aumarHoza u kiuHuueckue mposisienus: ['mnep IgE
CHHIIPOM XapaKTEPHU3YETCS MOBTOPHBIMH (OOBIYHO CTa(IIIOKOKKO-
BBIMH) abcrieccaMmu, KOTOPBIE YaCTO OBIBAIOT «XOJIOTHBIMUY TTOKOK-
HOM KJIETYATKH, JISTKUX (MPUBOISAIINX K 00pa30BaHHUIO ITHEBMOIIETIE),
AHOMAIIMSIMHU CKeJleTa, TPYOBIMH YepTaMH JHUIa (THIEPTEIOPU3M,
IIUPOKasl TEePEHOCHIa), ATUIMUYHBIM JEPMaTUTOM, MOBBIIICHHON
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CKJIOHHOCTBIO K TepesioMaM KocTel, 03MHO(UINEH U OYCHb BbI-
COKMMH YPOBHSIMU CbIBOpOoTO4HOro IgE. MMmyHonornueckuii Me-
XaHU3M 3a0o0JieBaHMs HE BBISICHEH. TWIT HacleloBaHHUSA, BEPOSITHO,
ayTOCOMHO-KOJIOMUHAHTHBIN.

JIEYEHUE BOJIBHBIX C JE®GEKTAMU ®AT'OLHUTO3A

TaxTtuka nedenus: 6onbHbIX XI'B, JIAJl u runep IgE curnpomom
OIHOTHUITHA U 3aBHCUT OT (pa3bl 3aboneBanus. B nepron kmmHu4eckn
BBIPAXXCHHBIX MH(EKIIMOHHBIX OCIOXHEHUH OCHOBHBIM CPEACTBOM
TEpanuy SBISETCS arpeccHBHas MPOTHBOMHUKPOOHAsI Tepamusl.
[Ipeanourenue otnaeTcst OAKTEPULMIHBIM IpernapaTraM, MPOHHUKa-
IOLUIMM BHYTPHUKJICTOYHO. AHTHUOMOTHKN NMPUMEHSIOTCS B BBICOKHX
J03axX, IJIMTENbHO NapeHTepaibHo. OOHapyskeHHe achepruiiesa
TpeOyeT JUTUTEIBHOTO MPUMEHEHHsI BRICOKUX 103 (1,5 MI/KT) amdo-
tepuurHa B. HeoOxopumocTs apeHupoBaHus adCLECCOB, yAaJICHUS
acleprujUIe3HbIX OYaroB WIJIM pa3pelieHUs] IpaHylIeMaTo3HOW 00-
CTPYKLHMH MOXET NOTpeOOBaTh XMPYPrHUECKOro BMELIATEIbCTBA,
KOTOpOE JOJIKHO MPEAIPUHUMATBHCS ¢ YYETOM BO3MOXHOTO PHUCKa,
BTOPUYHBIX THOMHBIX OCIIOKHEHUHU. [Ipy Tsxenom TedeHne nHGeEK-
nuii 'y 6ompHBIX ¢ XI'B, 0coOeHHO TpeOyIoNMX XHPYpPruyecKoro
JICYCHHS] TPOBOASTCS MOBTOPHBIC MNEPENMBAHMS T'PAHYJIOLUTAHON
MAacchbl.

AHTHOMOTHKH SBIISIOTCA HE TOJIBKO OCHOBHBIM CPEACTBOM Te-
panuy, HO M NPOQUIAKTHUKHA HH()EKIMOHHBIX OCIOXKHEHUH INpU
XI'b, JTIAH u runep IgE cunapome. bonbHble NOMXKHBI MOCTOSIH-
HO TIOJy4YaTh TPHUMETONPHUM-CYIb(OMETOCKCa30), B Oojee TsxKe-
JBIX CIIy4asiX — COYeTaHUE TPUMETOIpPHUMAa-Cylb(poMeToKca3oa ¢
(TOpXHUHOIOHAMH. YUHTBIBAs MPEIPACHOIOKEHHOCTh OOJNBHBIX K
IPUOKOBBIM HH(EKIHUSAM, OJHOBPEMEHHO C aHTHOAKTEpPHaJIbHBIMU
cpeacTBaMM NPOQHIAKTHYECKH Ha3HA4YaeTcss HPOTHUBOIPUOKOBAs
tepanus. bonbabM ¢ XI'b 00s13arenbHO Ha3HAYaeTCs UTPAKOHA30,
MPUMEHEHHE KOTOPOTO CYLIECTBEHHO CHHXKAET YacTOTy Pa3BUTHUS
acnepruiuiesa, 6ompHbIM ¢ JIAJl u rurniep IgE curnpomom HazHava-
0T, IPEUMYLLIECTBEHHO, (DITYKOHA30J1.

YuuteiBas cepbe3HbIil MporHo3 3adoneBanus npu XI'b u JIA]]
moxkeT npoBoauThess TKM. Ilpuumnna TpygHocTell 3akiroyaeTcs B
HeoOxoaumocTH Hannuust HLA-uaeHTHYHOro AOHOpa M MOILHOTO
KOHJIMLIMOHUPOBAHUS MALMEHTA, YUYNUTHIBAs MOJHYIO COXPAaHHOCTD
TUM(POUTHOTO UMMYHHUTETA.
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XPOHUYECKHWM KOKHO-CJU3UCTHIA KAHJINI03

XpoHnueckuii KoxkHO-cim3ucThil kaHaua03 (XKCK), 3aboneBa-
HUE HEW3BECTHOH ATHOJIOTHH, JTaOOPATOPHBIX MMMYHOJIOTMUYECKUX
KPUTEPUEB, KPOME CHUXKEHHUS T-KJIETOYHOrO OTBETa HAa AHTUICH
Candida albicans, He BBISIBJI€HO. XapaKTEPHBIMH KIMHUYECKUMU
MPOSIBIICHUSIMH  SIBIISIIOTCSI YIOPHBIA KaHAMA03 CIWU3UCTBIX II0JIO-
CTH pTa; pexe — KOXKH, OHUXOMHKO3. KaHanno3uele mopaxkeHus
HUKOT/Ia HE OBIBAIOT TI1yOOKMMH M HE MPHUBOAST B CEPHE3HBIM I10-
pakeHUsIM opraHoB. IIporHo3 3THX OOJNBHBIX ONPEAETSIOT TSIKE-
able OakTepuaibHble MHQEKUWH M ayTOMMMYHHBIE PacCTpPOHCTBa
B BHJE TSKENBIX IMOJUIHIOKPUHONATHN, MOPaKCHHH Te4YeHH, Te-
MouuTorneHnil. HecMoTpsi Ha Hanmuuue KaHAMI03a, €IUHCTBEHHBIM,
KU3HEHHO HEOOXOAMMBIM CIOcoO00M OOpbrOBI ¢ OaKTepHabHBIMU
HHQPEKIUIMHA SBISETCS aHTUOMOTHKOTEPAINUs, AJUTENbHAS, & HHO-
rra — TMOXKHM3HEHHAs, KaHJUA03 XOPOIIO KOHTPOJUPYETCs NpHe-
MOM KETOKOHa30Ja min (hiaykoHazona. [lo moBoxy sHIOKpUHONATHHA
MPOBOJUTCSI COOTBETCTBYIOIIAS 3aMECTUTENbHAS TEPAIHUsl, IPH pas-
BUTUHU ayTOMMMYHHBIX T€MOLUTONCHUN U MOPAKEHUH MEUeHH MPH-
MEHSIOT IMMYHOJETIPECCAHTHI.

HEJOCTATOYHOCTBb CUCTEMbI KOMIIJIEMEHTA

CucremMa KOMJIEMEHTa COCTOHUT M3 NeBATH KommoHeHToB (C1-C9)
1 mATH peryasatopHbix O0enkoB (C1 marHONTOp, C4 CBA3BIBAIOIINMA
npotenH, npornepauH u Gaktopel H u 1). Cuctema xomriemenTa
UI'paeT CYLUIECTBEHHYIO POJb B Pa3BUTHUH BOCHAJIUTEIBHOTO OTBETA
1 3aIIMTE OpraHu3Ma OT HH(EKLIMOHHBIX areHTOB.

K HacrosimeMy BpeMeHHU OMMCaHbI BPOKIACHHBIE 1e(EKThI IPaKTH-
YECKH BCEX KOMIIOHEHTOB KOMIIJIEMEHT. B 3aBuCHMMOCTH OT aAeduiu-
Ta KOHKPETHBIX KOMIIOHEHTOB CUCTEMbl KOMIUIEMEHTA, KIMHUYECKH
nedeKTsl OMOCHHTE3a KOMIIOHEHTOB KOMILJIEMEHTa HPOSIBISIOTCS B
BUJIE TSKEJIBIX MH(EKLNOHHBIX 3a00J€BaHUN, Ay TOMMMYHHBIX CHH-
JIpOMOB (Ta0u1. 4), HACIIEICTBEHHOTO AaHT HOHEBPOTHYECKOTO OTEKA.

HACJIEJICTBEHHbIA AHTMOHEBPOTHUYECKHWI OTEK

Hacnencteennsbiii anrnoneBporndeckuii orek (HAO) — nedurur
Cl-acTepaspl — XapaKTepu3yeTcs PeUHIUBHPYIONIAMHA OTEKaMHU
MTOJIKO’KHO-KHUPOBOH KJIETUATKH U TOJICIU3UCTOTO CIIOS JTI000H JToKa-
JIA3aIH: KOXKH, JTUIA, [IIeH, TyJTOBHUIIA, KOHEYHOCTEH.
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Tabauya 4

JedexTbl KOMILIIEMEHTA

Hedunurt Tun nacae- | Xpomocom- Kaunuyeckune cMMNIITOMBI
JOBaHMS Hasl JI0Ka-
JIM3anus
Clq AP 1 CKB-nomgo6HblIit cuHApOM, peBMa-
TOMJIHBIC 3a00JIeBaHNs, NH)EKINN
Clr AP 12 CKB-nomgo6Hbl1il cuHApOM, peBMa-
TOMJTHBIE 3a00JIeBaHus], MH)EKINN
C4 AP 6 CKB-nogo6Hbl1it cuHAPOM, peBMa-
TOMJIHBIE 3a00JIeBaHNs], HH)EKINN
C2 AP 6 CKB-1iomo0OHBbI# CHHAPOM, BACKY-
JIUT, TOJIIMHO3UT
C3 AP 19 [ToBTOpHBIE THOMHBIE HHPEKIUH
C5 AP 9 Heiiccepuanbsubie nudexknnn, CKB
Co6 AP 5 Heiiccepuanbubie nndexuu, CKB
C7 AP 5 Heiticcepnansusie nadexnun, CKB,
BaCKyJIUT
C8a. AP 1 Heiticcepnansusie nudexknnu, CKB
C8B AP 1 Heiiccepuanpubie nndexunn, CKB
C9 AP 5 HeiiccepuanbHbie HHPEKITUU
C1 uaruburop Al 11 HAO
daxrop | AP 4 [loBTOpHBIE THOMHBIC HHPEKIUH
®daxrop H AP 1 [ToBTOpHEIE THOITHBIE HH(EKINN
®daxrop D AP ? Heiiccepuanbubie nndexuu, CKB
[Iponepaun X-CLEIIECHHO X Heiiccepuansusle nudexknnn, CKB

Hagano 3aboneBanusi B JETCKOM BO3pacTe OOBIYHO OT 2 JIET 10
8—10 net, pexe nepBble CUMITOMBI BO3HUKAIOT B CPEJIHEM U JIaKe
MOXKUJIOM Bo3pacte. [IpucTynbsl oTeka BO3HUKAIOT C Pa3IMYHOM Ie-
PHUOAMYHOCTHIO M MOTYT TIPOBOIIMPOBATHCS TPABMOM, MCUXHIECKIM
HaIpsOKEHHEM, Ype3MEpPHBIM TIepeyTOMIICHHEM, MEHCTpYyalue,
HO MOTYT TIOSIBIATHCS M CIOHTaHHO. OTEKW XOJOAHBIE, TIOTHBIE.
BoxpHBIE OTMEYArOT YyBCTBO HAIpsDKEHUsS, OO B MECTE OTEKa.
OTtek coxpaHseTcsl OT HECKOIBKHUX 4acoB A0 2—4 cyTok. OcoOeHHO
OIMaCHBI OTEKW TOPTAaHH, KOTOPHIE MPH OTCYTCTBUU IMAaTOTEHETHUYE-
CKOW Tepammiy MOTYT BECTH K cMepTd O00ibHBIX. [Ipu mokanmzanun
OTeKa B PA3JIMYHBIX OTIENaX >KeIyT0YHO-KUIIEYHOTO TPaKkTa O0Ib-
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HbIe MPENBSIBIAIOT Kano0bl Ha OONW B JKMBOTE; MPU OTEKE TOLIECH
KHUIIKH — PBOTA, HEPEIKO C MPUMECHIO KETUH, OTEK TOJCTON KUII-
KM COIPOBOXKIAETCS MPOQY3HBIM OHOCOM, BO3MOKHO C IIPUMECHIO
kpoBu. [IposiBinenns HAO nopoit cxoxu ¢ oTekaMu IpH ajljaeprude-
ckoM oreke KBuHke. OCHOBHBIMU OTIUYUSMH SIBJSETCS OTCYTCTBHE
KpanuBHULBL, 3yna y OonbHBIX HAO, 3deKkT aHTHrucTaMHHHBIX
MpenapaToB M INIIOKOKOPTHUKOCTEPOUIOB OTCYTCTBYET; pa3BUTHE
HAO cBs13aHO ¢ TpaBMOH, HO HE C KOHTAKTOM C aJIJIEPTEHOM.

Jleuenne. HambGonee mupoko ansg Oa3HCHOH Tepamuu NpUMe-
HAIOTCS IperapaTamMy JaHa3oja. B SKCTpeHHBIX cuTyanusx (OTeK
TFOPTaHH, OTEK KUIICYHHKA U T.II.) TOKa3aHO BBEJCHUE CBEKE3aMOPO-
xeHnHoi mnasmbl 250-300 mi. B nocnennue roast cozaan apdexTus-
Helit npenapat Cl uHrHONTOpA.

Jleuenue 1o HACTOAIIETO BPEMEHU HE CYILIECTBYET aJeKBaTHOM 3a-
MECTHUTEIBHOH Tepanuu JeeKTOB KOMIIJIEMEHTa, B OCHOBHOM, H3-3a
ObIcTporo kaTaboau3ma ero KoMnoHeHToB. [Ipumensiercs npodunak-
THYecKast aHTHOAKTepHaibHas Tepanus U BaKIUHALNS B CBSI3H C BbI-
COKOM 4YBCTBHUTEIBHOCTBIO K HEHCCEPUATbHBIM HH(EKLIHSIM.

OIIbIT IPUMEHEHHW S BHYTPUBEHHOI'O
NMMYHOIVIOBYJIMHA B KAYECTBE
3AMECTUTETJIbHOW TEPAITUA

Mpr pacrionaraem 10-T€THUM ONBITOM Tepamuy OOJBHBIX C IEp-
BUYHBIMH HMMYHOAC()UIIUTAMH, HAOMIOAABIIUXCS C OTICICHUH
kinHn4yecko nMmyHnosnorun PIAKDB u kadeape xnmuHuveckolr um-
myHosorun MMA um. U.M. CeuenoBa. JleueHne BKIIOYAJIO pery-
JSIPHYIO 3aMECTUTENbHYIO (BHYTPHUBEHHBIH HMMYHOIJIOOYJIWH) H
aHTHUOAKTEepHANIbHYIO Tepanuio. B kadecTBe 3aMeCTUTENLHON Te-
panuu G6onbHBIM HazHauaiu OKTATAM™, nmpousBoactBa (GupMbl
Oxragapama, lserinapus nan MHTPATJIOBMH™, npousBoacTBa
¢upma buotect dapma, ['epmanus.

3a mepuon ¢ 1992 mo 2002 ronpl 3aMECTUTENBHYIO TEPANMIO
BBUI' nonyvanun 45 OonbHBIX ¢ X-CLHEIUIGHHOM arammarioOyiiu-
nemuelt (X-AI'T), 67 OonpHBIX ¢ 001Iel BapraOeTbHOH UMMYHHOM
HE0CTaTOYHOCThI0, 13 — ¢ runep IgM-cunapomom, 10 — c cun-
npomoM Huiimeren, 10 — ¢ cunnpomom BuckorTa-Onnpuya.

BBUI' B xauecTBe MOAJACPKUBAIOIICH TEpallii BBOJUIU B J103aX
200—400 mr/kr onnokpaTtHo 1 pa3 B 3—4 Henenu. UnauBuayasbHas
koppeknus 103pl BBUI' npoBoaunack Ha OCHOBaHUU OIpEAEIICHUS
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npeTpaHcy3noHHBIX ypoBHEH IgG B CHIBOPOTKE KpOBH (HE MEHee
400 Mr/mn) v Hanu4uus HHPEKIUOHHBIX M 2y TOUMMYHHBIX OCJIOKHE-
Hui. [Tannentam ¢ cunapomoM Buckorta-Onapuya 3aMecTUTENbHAS
Tepanus Ha3Hayalach HE3aBHCHMO OT KOHLEHTPALMM CHIBOPOTOY-
HBIX UMMYHOTJI00YJIMHOB, TaK KaK MPHU 3TOM 3a00JIeBaHUU CTPagacT
npoaykius cnenuduyeckux antuten. CKOPOCTh BBEICHUS Mpera-
paToB coctasisuia 20 kanenb B MUHYTY. [Ipn TakoMm pexume BBeJe-
HUS TOOOYHBIE PEAKIIMH B BHJIE 03HO0A U MOBELICHUSI TEMIIEPATYPhI
pa3BUBalUCh KpalHEe peaKo W cocTtaBuiu He Oonee 1 % cimydaes.
[IpeaBaputensHoe (3a 20-30 MUHYT 10 Hayana BBEAEHUS MMMYHO-
r100yNMHA) BBEACHWE MHTHOMTOPOB MPOCTArJIAHAMHOB IO3BOJISIIO
n30exkaTh MOOOYHBIX PEaKIUH.

VY Bcex OONBHBIX HA (OHE PEryISIPHON 3aMECTUTEILHON M aHTH-
OaKTepuaIbHON Tepanuy 0TMEYaJIOCh 3HAUUTEIBHOE YIyUlIeHUE CO-
CTOSIHUS, BbIpa)kaBIlleecs] B TOCTH)KEHUU PEMUCCUU M YMEHBIIEHUN
4acTOTBl 00OCTPEHHH MH(EKIUOHHBIX U ayTOMMMYHHBIX (apTpHT,
ayTOMMMYHHBIE LHUTONEHUH, HeCHeUH()UUECKH SI3BEHHBIA KOIUT,
HePPUT) OCIOKHEHUH nMMyHoxedunuTa. [Ipu sToM moaaepxuBarthb
nperpaHcy3nonHbi ypoBerb IgG 400 Mr/an ygaBanoch TOJIBKO B
ciy4ae mpoBeaeHus: Tepanuu HackimeHus (300—400 Mr/kr maccel
tena 1 pa3 B 5—7 gHell B TeueHuUe 3 HEJeIb) C MOCIIEAYOIIEH moep-
*)uBaroiel tepanueit B 1o3e 400 mr/kr 1 pa3 B 4 Henenw.

[Ipu pa3BUTHM ayTOMMMYHHBIX OCIIOKHEHHUU y OONBHBIX C Iep-
BuuHbiMu M JIC moka3aHO mNpoBeaeHHE BBICOKOM030BOM (1-2 T/KT
MAacchl Teja) Teparuu IMMYHOTIIOOY THHOM. Takas ske cxema nmpume-
HSETCS B CIIydae pa3BUTHsI SHTEPOBUPYCHOTO 3HIedannuTa. Bricoko-
nozoBas Tepanuss BBUI' u3 pacuera 2 r/Kr macchl Tena B TEUEHHE
2-3 nHeW MpPOBOAMJIACH NMPH Pa3BUTHUU SHTEPOBHPYCHOTO 3HLEda-
JUTA U TSOKEIBIX ayTOUMMYHHBIX OCJIOKHEHUH. Y ABYX OOJBHBIX C
X-cuenuaeHHbIM runep [gM cHHAPOMOM M SHTEPOBUPYCHBIM dHIE(a-
nutom BBUI B no3e 2 r/kr BBOAMIM 1 pa3 B Helenio B TeueHue 3—4
Henenb. B onHoM ciyuae yaanock JOOMTHCS MOJOXKHTEIBHOTO (-
¢exra. Xopomnii 3pPeKkT 0T mpoBeneHHs BEICOKOA030BOI Tepanuu
BBUI (1-2 BBeaeHus B 03¢ 2 T/KT MacChl Tella) MOJIYUYeH TPAKTa y
OonbHOrO ¢ X-cuemieHHbIM Tunep IgM cuHapomMoM (Ipu JeYeHun
SI3BEHHOT'O TOPAXKEHUS JKETyI0YHO-KUIIEYHOT0), U 4 OONBHBIX C
AJITIC (neyenue sH1IE(DATOMUETONOTNPATUKYIOHEBPUTA Y OTHOTO H
ayTOMMMYHHBIX IUTONIEHUH Y 3 OonbHBIX). [l000UHBIX peakunii mpu
MIPOBEACHUU BbICOKON030B0H Tepanuu BBUI' He oTMeuanocs.

31



Takum 00pazom, 3aMecTUTENbHAS Tepanus BHY TPUBEHHBIM HMMY-
HOTJIOOYJIMHOM SIBJISIETCS KU3HEHHO HEOOXOIMMOMW ISl OONBHBIX C
NepBUYHBIMUA UMMYHOAepuuuTamu. [Ipu npoBeneHnn 3aMmecTUTENb-
HOU Tepanuu nenecoodpazHo HeoOxonuMyto 103y BBUI BBoguTh 3a
OJIHO [IepeIUBaHue, IIPU IIPOBEIECHUH BBICOKOJ030BOM TEpANIul — 34
2-3. J103bl, UMMYHOTTIOOYJIMHOB, UCTIONB3YEMBbIE ISl 3aMECTHTEIb-
HOW M BBICOKOJ030BOM TEpanuu, XOPOLIO MEPEHOCATCS OOIBHBIMHU.
[Ipu cobmroneHny MpaBUI BBEACHUS HE Pa3BUBACTCS HEXKeIaTelb-
HBIX TIOOOYHBIX peakuuil. YeM paHbIle YCTaHOBJIEH TUArHO3 Iep-
BUYHOTO MMMYHOZE(pULIMTA U HAYaTa 3aMECTUTENbHAs TEPAIHsI, TEM
nydie 3GGeKT JeUeHHs ¥ TPOrHO3 3a00JIeBaHMS B LIEJIOM.

PEI'CTP HEPBUYHBIX UMMYHOAE®UILIUTOB

Jnst yyera OONBHBIX MEPBHYHBIMH UMMYHOIEGHUIUTAMH CO3.a-
I0TCSl HAIIMOHAJIBHBIE PErHCTphl. Llenn co3aanns perucTpoB — y4eT
OOJNBHBIX C MMMYHHOH HEIOCTaTOYHOCTBIO, U3y4YEHHE OCOOCHHO-
CTel TedyeHHs 3a0oJieBaHUM, CO3JaHHE TeHeTHYecKuX 0a3, paspa-
00TKa IMAarHOCTUYECKUX KPUTEPHUEB M CXEM TEpamuy MEPBHYHBIX
NJC. B suBape 1994 roga Hayanoch co3JaHUE PETUCTPA MEPBUUHBIX
nvMmyHonedunutoB EBponeiickum OOmectBom MmmyHomepuim-
toB. K 2001 rogy 3apeructpupoBano 8871 mamueHT C pa3anyHbI-
MH aedexTaMu IMMYHHON cucTeMbl u3 26 ctpan EBponsrl. [lepBsrii
JOKJIaJ O KOJIMYECTBE U paclpeaeeHUH OOJIbHBIX IEPBUYHBIMU UM-
myHonepunuramu B CCCP Obut cnenan B 1992 rony JILA. Tomec u
JI.LH. XaxanuHbIM Ha coBemaHuu dkcnepToB BO3 mo mepBUYHBIM
nmmyHozaepunutam. Peructp nepsuunbsix UJC CCCP Bkatouan 372
nanueHToB ¢ 18 paznuuabsiMu popmamu. B Teaenue 1991-1995 ronos
TEPPUTOPUSI CTPAHBl YMEHBIINIACh, 1 MHOTHE U3 paHee BKJIIOYECH-
HBIX B PErucTp OOJBHBIX OKA3aJIMCh KUTEISIMU APYTHUX cTpaH. Jo
1996 rona, naHHBIE O OOJBHBIX MEPBHYHBIMH UMMYHOIEPHUITUTAMU
peructpupoBanuch B MHCTUTYTEe MMMYHOJOTHH, OJHAKO 3aTeM 3Ta
pabora ObLTa peKpalieHa.

B mnacrosimee Bpemss Ha 0Oasze OTHENEHUS KIMHMYECKOH HM-
mynoiorun PIKDB, ormena wummynonmaronoruu HUUW  letckoit
I'emaTonoruu BHOBb CO3[aH PErvucTp OOIBHBIX BPOKICHHBIMH HUM-
MyHOAE(UIUTAMH, B KOTOPBIH BKJIIOUAIOTCSI HAllMEHTHI U3 Pa3HbBIX
pernonos Poccun. On npeacraisieT co00i COBpeMeHHYI0 0a3y AaH-
HbIX 0 OonbHBIX nepBuuHbIMU MJIC. B HacTosiiiee BpeMs peructp
BkitouaeT B ceOst 300 manmenToB. [lis cOopa cBeneHuit O marueH-
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Tax co3jaHa noApodHas ¢popma yueTa OOJIBHBIX C IePEeKTaMU HMMY-
Huteta. Popma npencrasisier co00l TUATHOCTUYECKUI MPOTOKOI,
BKJIIOYAIOIIMH WH(POPMALIMIO O BO3pacTe Havaja 3a00JeBaHUs, OC-
HOBHBIX KJIMHHMYECKUX MPOSBICHUSAX, UMMYHHBIX U MOJEKYJISIp-
HO-TEHETUYECKHX JAe(eKTax, NoApoOHbIEe CBEACHHUS O 1JAOOPaTOPHOM
oOcienoBanuy, Tepanuu u ee d3PpPekTuBHOCTH. DPOPMBI pazociaHbl
B 00JIaCcTHBIE, KpaeBble U pecmyOinkanckue ueHTpbl. Co3manue pe-
rUCTpa MEePBHYHBIX UMMYHOAE(PHUIIMTOB U COBPEMEHHAs MaTeMaTH-
yeckast 00paboTKa BOIIEAIIUX B HETO JaHHBIX MMO3BOJHT BBISICHUTD
4acTOTY BCTPEYaEMOCTH, CBOEBPEMEHHOCTh JMArHOCTHKHU, 0COOEH-
HOCTHU KJIMHHYECKUX MPOSBICHUN U Tepanuu OOMBHBIX ¢ MMMYHO/IE-
¢unuramu B Poccun.

C BompocaMu ¥ NpenioKeHUsIMU oOpamaTtecs mo aapecy: Mo-
ckBa, 117513, Jlenunckuit npocnekt 117, PIIKD, oTaenenue kaunuyde-
CKOW MMMYHOJIOTHH, Peructp nepBUYHBIX HMMYHOAC()UIIUTOB, TEI.
935-63-08, 936-91-47, 936-92-47, dpaxc. 937-50-25

OCHOBHBIE KIMHHYECKUE CUMIITOMBI H Ja0opaTopHbIe MOKa3are-
JIY, XapaKTepHbIE IS IEPBUYHBIX UMMYHOACSOUIIUTOB

Kuannnyeckue cMuMIITOMBI JlaGopaTopHble oKka3aTeJu
1. PenuauBupytomue, mioxo nognawouu- | Jlelikonenus
ecst TPaJANIIOHHOI Tepanuu HHQEKIIH JInmponenus
pEecIupaTOPHOTO M KeTyIouHO-KumedHoro | Herrponenunst
TPaKTOB I'emonuTHUeCcKast aHEMHUS
2. OnnopryHuCTHYeCKHe HHPEeKIHN (THeB- | TpomOomuTonenns, oco6eHHO
MOIIUCTHBIE ITHEBMOHHH) B COYCTAHHUH C KIMHUYECKUMU
3. YopHBIH KaHAM103 CIU3UCTBIX U KOKH, | CUMIITOMAaMH ITyHKTa 7
0COOEHHO Yy JIeTel cTapiie rojaa CHMXEeHHE raMMarioOyJIMHOB
4. YniopHas quappesi, MajbabcopOIus B Onoxumuu KpoBu

5. IloBTOpHBIE OaKTEepUaIbHbIE HHDEK-
LIUU KOXKH, MOJKOKHON KJIETYATKH,
TUM}OY3JI0B 1 BHYTPEHHHHUX OPTaHOB
(IecTpyKTHBHBIC ITHEBMOHHH, a0CLIECCHI
TIe4YeHN)

6. OTcTaBanve B pa3BUTHH Y MJIQICHIIEB HA
(oHe HeoObIUHBIX MH(DEKIUI U Tuappen

7. JlumdaneHomnatusi B CO4ETaHUU C
renaTocIuIeHOMerannuen (Mpu UCKITI0YCHIT
3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHUil n
crienupruecKux NHQEKInii)

8. Apmpumsi, depmamomuozum,
cKIepodepmus

9. I'unonaasus 1um@ouoHot mrkanu
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Ilo BompocaM AMArHOCTHUKH W TEparUH OOJBHBIX C JUATHOCTH-
POBaHHBIMYM MEPBUYHBIMU UMMYHOAC(OUIIMTAME WM TOJ03PEHUEM
Ha BPOXJCHHBI UMMYHOACPUIIUT 0OpAIIAThCS OTIEICHUE KIIMHU-
yeckoil mummyHosoruun Poccuiickoii Jlerckort Knunuveckoit bonb-
Huibl Tenedon 936-91-47, 936-92-47, 935-63-08, daxc 937-50-25 u
Kadenpy KIMHUYECKOW MMMYHOJIOTMHU U ajuieproiorun MMA uwm.
M.U. Ceuenona tein/pakc 118-50-47.
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