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I1epBuynble UMMYHOAEDUIMTHI — peKHe 3200J1eBaHUs, MMEIOIMe BLICOKYIO MeUKO-COLMAIbHYI0 3HAYMMOCTh. 1lenb: xapakTepu-
CTHKA BeAYIHMX KJIMHNYECKHX CHHAPOMOB y 35 nanueHToB B Bo3pacre oT 12 10 37 jieT ¢ nepBMYHbIM HMMYHOAE(HIIUTOM, CBSI3aHHBIM
¢ HapylleHueM aHTUTe 000pa3oBanusa. Hanbosee 3HaunmMpIM sBjsieTcs: MH(GEKIMOHHDbI CHHIPOM, KOTOPBI 0TMEYAaJICs Y BCeX na-
IHEHTOB, B Psilie CIyYaeB COYETAICS C AYTOUMMYHHbIM, aATONMYeCKUM U JMbonpomdepaTuBHbIM CHHAPOMAMH, YTO NOTIEPKUBAET
Heo0X0AMMOCTh HH(OPMUPOBAHHOCTH BPayeil PA3JMYHBIX CHENUATbHOCTEN 0 JAHHO NATOJOTHH.
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Primary immunodeficiency is a rare disease with a high medico-social significance. Objective: to characterize principal clinical syndromes
in 35 patients from 12 to 37 years old with primary immunodeficiency associated with an abnormal antibody production. The infectious
syndrome is the most significant syndrome, it was revealed in all the patients, in some cases it was combined with autoimmune, atopic and

Iymphoproliferative syndrome. Thus, there is the need to inform physicians of various specialties about this pathology.
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HepBI/I‘{HbIC MMMYHONE(UIUTHI — BPOXKIEHHBIC Ha-
pYLIEHUSI CUCTEMbl UMMYHUTETA, CBSI3aHHBIE C Te-
HETUYECKMMU JeeKTaMUi OJTHOTO MU HECKOJIbKUX KOM-
IMTOHEHTOB MMMYHHOI CHUCTEMbI, a MMEHHO (haKTOpOB
BPOXIEHHOTO WMMYHHUTETa /WU KJIETOYHOTO, TyMO-
pajbHOTO 3BeHbeB MMMYHHOTO oTBeTa [1—3]. [lepBuuHbie
UMMYHOOE(UIIUTH MaHU(PECTUPYIOT MPEUMYIIECTBEHHO
B JIETCKOM BO3pacTe 1, HECMOTPsI Ha TO, UTO BCTpEYaroTCsI
OTHOCUTEJIbHO peiKO (MX YacToTa B CPEIHEM COCTaBIISIET
1/25 000—1/100 000), COBOKYMHOCTb KIMHUYECKUX MPO-
SIBJICHU, 4aCTOTa W TSKECTh PEUIMBOB MH(MEKIIMOHHO-
TO CUHIpOMa OIpEeNessItoT 3Ty MpobjeMy KaK BecbMa aK-
TyaJIbHYI0, B TIEPBYIO OUepe/b JIJIsl Bpaueil meauaTposB.

B cTpykType MepBUUHBIX MMMYHOAEC(HUIIMTOB OIHO
U3 BEAYIIMX MECT IO 4acTOTe BO3HMKHOBEHUSI U TiEp-
CIMEKTUBHOCTU JIeYeHUsI 3aHUMAIOT WUMMYHOIEMUIIUTHI
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C HapyllIeHueM aHTUTeI000pa3oBaHMsl (0Olasi Bapua-
OenbHAsI UMMYHHasl HEIOCTaTOYHOCTh; araMMarjio0yiu-
Hemusi, win 0oje3Hb BpyToHa; celeKTWBHBIN IeuIUT
uMMmyHorsooynuHa A, IgA). O6muii BaprabeabHbIA UM-
MyHOIEMULIMT TIpeCTaBIsIeT cO00M UMMYHOIEMUIIUTHOE
COCTOSTHME, KOTOPOE MMEET pa3jIMuHbIe TUIThI HaCJen0-
BaHUSI U MIPOSIBIISIETCS] Y JIUILL JIIOOOTO T0Jia TOBTOPHBIMU
OakTepraabHBIMU MHDeKIMsIMU. JIabopaTOpHbIM KpHUTE-
pUeM IUATHOCTUKU CITYKUT BBISIBIIEHUE CHVKEHUSI ChIBO-
porouHoit KoHueHTpauu IgG (MUHUMYM JIBYKpaTHOE)
B COUETAHUU CO CHIKEHUEM YPOBHSI XOT$ OBI eIlle OJHOTO
M30THUITA UMMYHOTJIOOYJTMHOB, KaK TpaBuio, IgA, pexe
IgM. Yacrora obmieit BapuabebHON MMMYHHOM HeloCTa-
TOYHOCTM B 0OILel momnyisiiun Kojieoaercs ot 1:50 000
1o 1:200 000, mpu 3TOM BO3pacTHBIE MK MaHU(PeCTALINN
nebrota 3a001eBaHus OTMeYaloTcs Mexay 1—5-m u 18—
25-m ronamu [1, 4, 5].

ArammarnoOynnHeMust (6osnesHb bpyrona) mnpen-
CTaByIsSIET COOOM MMMYHOIE(MUIIUT, B OCHOBE KOTOPO-
TO JIEKUT HapylleHWe TMpoleccoB AUMHEepeHIIMPOBKU
n co3peBanus B-mumdonmros. [MpuunHoit X-clerieH-
Holl hopMbI 3a00sieBaHMS sIByIsieTCs: MyTaius reHa BTK,
pacrioJIOXKeHHOTO Ha X-XpOMOCOME M KOJMPYIOIIETO
cnenrduIeckyo st B-muMoimMToB NMpoTeMHKUHA3Y
(Ha3BaHHYIO B YecTb bpyToHa OPYTOHOBCKOIW TUPO3UH-
kuHazoit — Btk). bonesnbs bpyroHa BcTpeuaercs ¢ yacTo-
toit 1—5:1 000 000 HOBOpOXIEHHBIX [4].
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Xaxumosa P.®. u coaem. XapaKTepl/ICTI/IKa KIMHUYECKUX CUHAPOMOB Y IMTALMEHTOB C IIEPBUYHBIMU ZlCCDCKTaMI/I aHTPITCJIOOGpaSOBaHI/Iﬂ

CenexkTuBHbIN (M30UpaTebHblil) neduunT IgA BbISB-
ssiercst ¢ yactortoit 1:100—1:700 (omHa u3 HanboJsiee YacThIX
(opM nepBUUHBIX UMMYHONEDUILIUTOB), TIPU 3TOM Yy 2/3
JIUTT TIPOTEKaeT OECCUMITTOMHO, a CPEIN YacTO M [UTUTETHHO
Gosetolux aeteit Bctpeyaercs B 6—20% ciydaeB. B ocHoBe
3a00sieBaHMS JIEKUT Os0K nucdepeHIMpoBKU B-nnumdbo-
LINTOB B MTpOAyLMpYoIIre IgA miasmaTnyeckue KIeTKH.

M3BecTHO, YTO OCHOBHBIMU CUHAPOMAMM, KIMHM-
YeCKM XapaKTepU3YIOIIUMU TEepBUYHBIE MMMYHOJE-
GuUIUTH, SBAAIOTCA: WHGEKIMOHHBINA, aTOMUYECKUId,
ayTOMMMYHHBIN, auMdbonponaudepatuBHbiii. Cpenu
HUX 0C000€ MECTO 3aHUMAeT MHMPEKIIMOHHBIM CUHIPOM,
KOTOpBI B TOW MJIM MHOW (popMe HabtogaeTcsl y BCex
O6osnbHBIX. EBporneiickum 00111eCTBOM 110 U3YYEHUIO MM-
MYHOIEDUINUTOB MPeATOXKEHbI TTPU3HAKU, HACTOPaXKU-
BaroIIfe B OTHOIIEHUH TTEPBUYHBIX MMMYHOAE(UIIUTOB:
yacThle 3a00JIeBaHNsI OTUTOM (He MeHee 6—8 pa3 B Teue-
HUE TOa); HECKOIBKO MOATBEPKACHHBIX CEPhE3HBIX CU-
HycuTOB (4—6 pa3 B TeueHUe rojia); He MeHee NBYX TITy-
0oKuX MH(pEKINH (MEHUHTUT, LEJUTIOJIUT, OCTEOMUETTUT,
cercuc); 0ojee IByX MOATBEPKACHHBIX CJTydyaeB ITHEBMO-
HUW; TIEPCUCTUPYIOIIAsi MOJOYHMIIA WU TPUOKOBOE TTO-
paxkeHUe KOXM B Bo3pacTe crapiie | roma; moTpeOHOCTh
B JUTMTEJIbHOW aHTMOMOTUKOTEPATIMU IIJIsT KYITMPOBAHUS
nHpekuun (1o 2 Mec u OoJjiee), MOTPeOHOCTh BO BHY-
TPUBEHHOM BBEACHUM aHTUOMOTHUKOB IJIsI KYIMHMpPOBa-
HUST MH(GEKIMY, OTCTaBaHWe TPYIHOTO pebeHKa B pOCTe
M Macce; HalM4due CIydaeB TEepBUYHBIX UMMYyHOIeHU-
1IUTOB B ceMbe [2, 4]. Takum oOpa3om, XapaKTepucTHUKa
MH(PEKINOHHOTO CUHIPOMa, aHaJIM3 OCOOEHHOCTEI ero
KIMHUYECKOTO TeUCHUS TTO3BOJISIIOT Bpady 3ariofo3pUTh
WMMYHOAE(UILINT, CBOEBPEMEHHO YCTAHOBWTH IMArHO3
1 Ha3HAYUTH aIeKBATHYIO KOMITJICKCHYTO TepaIio.

OOIIENTPUHSATEIM TTOAXOIOM K JICYEHUIO MallueHTOB,
CTPAaloIINX TIEPBUYHBIM UMMYHOIE(UIIUTOM C JIeheK-
TOM aHTHUTEJI000PAa30BaHUsI, SIBISICTCS Ha3HAUYeHUE 3a-
MECTUTEJTbHOW Teparuy TIperapaTaMyd  4eJIOBEYeCKOTO
MMMYHOTJIOOY/TMHA. MHOTOUNCIIEHHBIE WCCIIeOBAHMSI,
OCHOBaHHBIE Ha TIPUHIMUIIAX JOKa3aTeJbHON MEIUIIMHBI,
U KJIMHUYeCKHe HaOIoIeHUs yOeaAUTeTbHO TToKa3aiu (-
(beKTMBHOCTH 3TOTO CITOCO0A JICUCHMSI, TTPOIEMOHCTPHU-
pPOBAJIM BO3MOXHOCTh TOCTHKEHUST XOPOIIIETO KOHTPOJIS
MH(GEKIIMOHHOTO CUHAPOMa, MPOMUIAKTUKU Pa3BUTHS
OCJIOXKHEHU I MH(MEKIIMOHHBIX MPOLIECCOB (cerncuc, OpoH-
XO9KTaTuyeckasi 00JIe3Hb).

3aMecTUTeNbHasT Tepamnust OOJbHBIM C TEePBUYHBIM
UMMYHOIE(UIIUTOM Ha3HA4YaeTCss He3aMeITUTEeTbHO
TTOCJIe YCTAaHOBJICHWS JAMarHO3a W TIPOBOAMTCS TIOXKMU3-
HEeHHO. BaXXHO OTMETUTH, YTO IIEJIBIO 3aMECTUTEITHLHOMN
Tepanuu SIBJSETCS NOCTUXKEHWE TMpeTpaHcdy3MOHHOTO
ypoBHs IgG B cbiBopoTke KpoBu 06ojiee 5 r/n. [Iporo-
KOJI 3aMECTUTEJIbHON Teparyy IMpeNnIioaracT BBeICHUE
npernapara B Hayaje jiedyeHus B no3ze 1—1,5 r/kr (pexxum
HACHIIIEHNS), B TMOCIEAYIONIEM TTOIIePXKUBAIOIIAST 103a
cocrasinset 0,3—0,5 r/kr 1 pa3 B 3—4 Hen. [1pu niepepsi-
Bax B JiedeHUU OoJjiee 2 Mec, a TaKKe BO BpeMsl WIM T10-
clie TSDKEJbIX 3TMU30/10B 000CTpeHUsT MH(MEKIIMOHHOTO

CHHIpOMa CJIEAYEeT PacCMOTPETh BOMPOC O BO30OHOBIIE-
HUW Tepanuu B pexuMe HacbleHust. CoBpeMeHHBIE UC-
cienoBaHus 3G (MEKTUBHOCTU 3aMEeCTUTETbHOM Teparmu,
a TakKe COOCTBEHHBbIE KJIMHUYECKWEe HaOIIONeHUS Mpo-
JEMOHCTPUPOBAJIA BOBMOKHOCTD TOCTHKEHUST KOHTPOJISI
MPOSIBIIEHU MHMEKIIMOHHOTO CUHApOMA y psiaa Tamu-
€HTOB C TIEPBUYHBIM MMMYHOAE(HUIIMTOM U TIpU OoJjee
HU3KMX 3HAYeHUsX npeTpaHcdy3noHHoro yposBHs IgG.
TeM He MeHee B HacToOsIIee BpeMsl PEKOMEHIYETCS CO-
OJII0JIcHIEe BBIIIETIPEACTABICHHOTO MPOTOKOIA JIEUECHMS
BO Bcex ciydasix [5]. B To xe Bpemsi, BCaeacTBre IMpo-
KOTO BHEIPEHUS 3aMECTUTENIbHOM Teparunu mperapara-
MW BHYTPUBEHHBIX MMMYHOTJIOOYJMHOB, MPUBOISIIEH
K HUBEJIMPOBAHUIO MH(MEKIIMOHHOTO CUHIPOMa, B TajTb-
HeMIIeM OKOJIO TTOJOBUHBI TTALIMEHTOB ¢ OOIIeil Bapua-
OeJTbHOM WMMYHHOM HEIOCTaTOYHOCTBIO MOTYT WMETh
CUMTITOMATHKY ayTOMMMYHHOTO TeHe3a, a TaKXke 3J10-
KayeCTBEeHHBIE HOBOOOPA30BaHUS, YTO MOXKET SIBJISTHCS
MpUYrHOM cMepTH [6, 7]. [TomoGHBIe TTPOSIBICHUS TaKXKe
TpeOYIOT MPUCTAILHOTO BHUMaHUS Bpadya M Ha3HAYeHUS
CBOEBpPEMEHHO aJieKBaTHOM Teparu.

Llenp HacTosmelt paOOTHI: OXapaKTepU30BaTh BEAY-
e KIMHUIECKUe CUHAPOMBI Y OOJTBHBIX C TIEPBUYHBIM
WMMYHOAE(UIIUTOM, CBSI3aHHBIM C HapylIeHUEeM aHTHU-
TeJI000pa30BaHMs.

XapakrepucTtuka 00JbHbIX U METOAbI
uccnepoBaHus

Tlon HaGmoneHnem B PecnyOmKaHCKOM LIEHTPE K-
HUYECKO nMMyHoJiornu Pecry0inkaHCKON KIMHUYECKOM
6ombHULIBI ¢ 2008 1. HaxomUIMCh 35 MAIMEHTOB B BO3pacTe
ot 12 no 37 ner ¢ nepBUYHBIM UMMYHOAEMPUIIUTOM, B OC-
HOBE KOTOPOTO JISKUT TOT WM UHOM Je(eKT aHTUTEI000-
pasoBanusl. Cpeny HAX 25 TTALIMEHTOB ¢ TMarHO30M OOIIEi
BaprabeTbHON MMMYHHOU HEIOCTaTOYHOCTH, y | aMarHo-
cTrpoBaHa X-CleIUIeHHasl araMmmariooyaHemMust (00Je3Hb
BpyroHa), y 9 — cenektuBHBIN geuuut IgA.

OO61IeKIMHIYECKOe 00C/Ie0BaHNe MAlMEHTOB BKJIIO-
yasio: JeTalbHblli cOOp aHaMHe3a, (u3UKaIbHOE 00CIe-
JOBaHWeE, JJaDOpaTOPHBIC METOMBI UCCISIOBAHUS (00N
aHaIM3 KPOBU C TIOACYETOM JICHKOIIUTAPHOU (HOPMYITHI,
OMOXMMMUECKWIT aHanu3 KpoBU U Ap.). MHCTpymeH-
TaJlbHBIC METONBI WCCIIEAOBAaHUSI TPUMEHSUTCh B CO-
OTBETCTBUMM C HO30J0rM4yecKoi (opmoii 3aboseBaHMS,
IO TIOBOIY KOTOPOTO OOJIEHOU HAXOMWIICS B CTallOHApe
(peHTreHorpacusi OpraHoOB TPYIHOW KJIETKU TIPU HaJM-
YU TTHEBMOHMM U T.J1.). Hapsimy ¢ 3TuM mpoBeaeHoO uc-
cllelloBaHUE WMMYHHOTO CTaTyca C WCIOJb30BaHUEM
TECTOB TIEPBOTO YPOBHS: TIOJCYET OTHOCUTEITHHOTO W a0-
comoTtHoro koymuectsa CD3+, CD19+, CD16+CD56+
JMM@OIIUTOB, OCHOBHBIX cybronymsiuuii T-mumdonnron
(CD4+ u CD8+ kj1erok), onpeaeaeHue ypoBHsS UMMYHO-
r1o0yMHOB KinaccoB A, M, G B CBIBOPOTKE KPOBU METO-
JIOM paauaibHOi UMMyHOIM(dy3uu B rejie mo MaHUMHU,
ompeniesieHe TeMOJIMTUIECKON aKTUBHOCTH CHCTEMBI
KOMITJIEMEHTa W TIoKa3aTeseil (haroimros3a ¢ IMOICUYeTOM
(arortapHOTO MHIEKCA U (haTOIIMTAPHOTO YUCIIA.
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PesynbTaThbl M 06CyXAeHNe

AHaAIN3 KIIMHUKO-aHAMHECTMYECKMX JAaHHBIX ITOKa-
3aJ1, 9YTO WH(EKIIMOHHBIN CUHAPOM SIBISIETCS BEAyLIM
B KJIMHUYECKOM KapTHHE 3a00JieBaHUsI Y BCeX TAllIEHTOB.
ITpu 3TOM MHMEKIIMOHHBIE TPOSIBJICHUST CO CTOPOHBI pe-
CITUPATOPHOI CUCTEMBI y BCEX OOJIBHBIX OTMEYATUCh KaK B
nebroTe, Tak W B mocnenytomeM. CrienyeT MoauepKHYTh,
YTO y TIOAABJISIONIETO OOJBITMHCTBA TAIUCHTOB — y 26
(74,3%) B KIMHMUYECKOW KapTUHE HAOIIOMATNCH TSDKEITbIe
MH(bEKIIMOHHBIE TIPOSIBJICHUST B BUIE PEIUANBUPYIOIINX
€XeroHO MMHEBMOHUIA, a 3MU30IbI OCTPBIX PECITMPATOP-
HBIX MHQEKIUA B BUAE PEIUIMBUPYIOIIETO OPOHXUTA,
CUHYCHTA Yy BceX 00CIeIOBAHHBIX OTMEYAINCH C YaCTOTOM
oonee 4 pa3 B rog. COOTBETCTBEHHO XapaKTepHON OCO-
OGEHHOCTBIO TeUCHUS 3a00JIeBaHUST ObUIAa YacTasi TIOTped-
HOCTh B TIPUMEHEHUN aHTHOAKTEePUAIbHBIX MPErapaToB.
B cBoI10 ouepenb pe3yasTaTOM MOBTOPHBIX BOCIIATUTENb-
HBIX TIPOILIECCOB JIETOYHOM TKaHU SBISETCS (HOPMHUPO-
BaHMe Iedopmaiy OpOHXMATLHOTO JepeBa U pa3BUTHE
OPOHXO03KTAaTUYECKOM 0O0JIe3HU, KOTOpasl Obljia BbISIBJIEHA
v 5 (19,2%) manmenToB. Hammume OpOHXO3KTaTUIECKOMN
00JIE3HN TIOBBIIIAET TSKECTh KIMHUYECKUX TIPOSIBIICHUIA
U acCOIMUPYETCS ¢ HEMPEPBIBHBIM PEeIUANBUPOBAHUEM
MHQEKIIMOHHOTO TIpoIiecca, Pa3BUTHEM ITHEBMOCKIIEPO-
3a, CHIDKeHUEM (DYHKIIMOHABHBIX CITOCOOHOCTEM JIETKUX
1 B HACTOSIIIIEE BPeMsI pacCMaTPUBAETCsT KaK MapKep MO3/1-
Hel TMarHOCTUKY MEPBUYHOTO UMMYHOIEDUITUTA.

WHMEKIIMOHHBI CUHAPOM C TOpPaXXeHUEM KOXU
U TIOAKOXHOW KJIeT4aTKM B BUIE PEUUIWBHUPYIOIIETO
¢bypyHKynesa, nuoaepMuu Habmoaaacs y 7 maiueHToB,
y 4 U3 HUX OTMEYAINCh OCJIOXKHEHUS B BUAE (hJIETMOH,
mumpanenuta. Kpome Toro, B aHamHe3e 3a0oJieBaHUS
y 2 MalMeHTOB OBbLIY 3MU30/bI CENTUIECKUX COCTOSTHUIA,
y 1 — pa3BuTHe THOWHOTO apTpuTa, | MalMeHT TepeHec
THOMHBINT MEHMHTO2HIIE(aTNT.

Takum obGpa3oM, Kak MmoKasajl aHaJu3 KIMHUYECKUX
MPOSIBJICHW I MH(EKIIMOHHOTO CUHIPOMa, Y TTOIaBIISIO-
Iero OONBINMHCTBA TALIMEHTOB HAOJIONacs KakK MU-
HUMYM OIWH WM 0OJiee B30I Cepbe3HBbIX TIYOOKHX
MHOEKLUH WK OCIOXHEHHOE TeUeHUE PECITMPATOPHBIX
MHOEKIIMOHHBIX TIPOIIECCOB.

HecomHeHHO, MH(MEKIIMOHHBIA CHHAPOM B KIIMHUYE-
CKOI KapTUHE TIePBUYHOTO UMMYHOAE(UIINTA SIBISETCS
BEAYIIUM CHUMITOMOM, OIPEAEISIONNM TSKeCTh 3a00-
JIEBaHUS, W CIY>KUT OCHOBHBIM KpUTEPUEM TTOCTAHOBKU
nuarHosa. C Ipyroii CTOPOHBI, y MallMeHTOB OTMEYaInCh
HeVMH(EKIIMOHHbBIE TIPOSIBIICHUS B BUAE ayTOUMMYHHOTO
u tuMmborponrdepaTUBHOTO cMHAPOMOB. Tak, 5 (19,2%)
OOJIbHBIX CTpajai XPOHUYECKUM apTPUTOM. TSKeCTh
CYCTaBHOTO CUHIpPOMa TpeBaiipoBaia Hal MHOEKIIU-
OHHBIM Y 2 OOJBHBIX, KOTOPBIM TTO 3TOMY ITOBOJIY HOTTOJ-
HUTEJbHO Ha3Hayvajach WMMYHOCYIPECCUBHAS Tepartust
cynabdacanaznHoMm. Habmonanucey npyrue KIMHUYECKHE
MPU3HAKNA ayTOMMMYHHOTO CUHIpOMa, TaKue KakK IMOJIu-
panukynoHeiiponatust (1 ciyyvait), uuroneHus (3 ciy-
yas), ckieponepmusi (1 caydait). ¥ 2 GonbHBIX ¢ Ae010-

OPUINHAJIbHBIE CTATbU

TOM 001l BapuabeIbHOM MMMYHHOM HETOCTATOYHOCTH
WMeJla MeCTO aJolellrsi, KOTopasi B HACTOsIIIIee BpeMst
paccMaTpuBaeTCs KakK TMPU3HAK ayTOMMMYHHOTO CHH-
npoma. CreayeT OTMETUTh, YTO CUHAPOM JIMMGMOUTHON
npoymdepaui, ONMMCaHHBIN B KIMHUKE OOIICH BapHa-
OeJIbHOM MMMYHHOI HEIOCTATOYHOCTH, HapsIIy C WH-
(PEKIMOHHBIM CUHAPOMOM B Psijie CIy9aeB MOXET OBITh
BEIYIIUM U OIpENessaTh TsSKecTh 3aboneBaHus. HenH-
(heKIMOHHbIE TMOpaXXeHUsl JIETKNX, MaHUMeCTUPYIOIINe
WHTEPCTULIMATBHBIM JIETOYHBIM TTPOLIECCOM M JIbIXaTe b~
HOI HEeJI0CTAaTOYHOCThIO, HAOMIOAIUCh Y 2 OOJIbHBIX,
a KJIMHUYECKUE TIPOSIBICHUS TTOPaKeHUsT KHUIIeYHWKA
C CUHIpPOMOM MaybabcopOuuu — y 3. Y 2 mauveHToB
C CEJIEKTUBHOW HEN0CTaTOYHOCThIO IgA aronuueckuii
CUHIPOM XapaKTepH30BaJICs HaJUYMEeM aTONMUYECKOTO
JiepMaTUTa, aTONMMYECKOM OpOHXMAIBHOM acTMBI. Takum
obpaszom, y 16 (45,7%) manmeHToB HapsAAy ¢ MHOEKIIN-
OHHBIM CUHIPOMOM B KIIMHUYECKOIM KapTUHE TTEPBUYHO-
ro UMMYyHOIe(MUIIUTA TIPUCYTCTBOBAIM HEMHOEKIIMOH-
HbIE TIPOSIBICHUSI.

Knunndeckue Tpus3HaKu WHOEKIIMOHHOTO CUHIPO-
Ma SIBUJIMCh OCHOBaHWEM JIJIST TIPOBEICHUST UCCIIeIOBAHUS
WMMYHHOTO cTaTyca. AHAJU3 TIOJYYeHHBIX DPe3yJbTaToOB
TOKa3aj, 9To y 26 TAIMeHTOB HaOJIoNaloCh CHIDKEHUE
YPOBHSI UMMYHOTJIOOYIMHOB Kj1accoB A, M, G B CbIBOPOT-
K€ KPOBHU JIO CJIEAOBBIX 3HAUEHMIA, TIPU 3TOM B 3 CIydasx
JTOTIOJTHUTEJTBHO OBIJIO OTMEYEHO CHIDKEHHME OTHOCUTETh-
Horo (MeHee 2%) 1 abCOMIOTHOTO KoJTmdecTBa B-mmvdo-
1UTOB. Y 9 OOJIbHBIX BbISIBIIEH AeUIINT IgA B CBIBOPOTKE
KPOBM TIpU HOPMAJbHOM COMEpPKAaHWUM JPYTHUX KIIACCOB
WMMYHOTJIOOYJIMHOB ¥ HOPMAJTbHOM a0COJIFOTHOM KOJIH-
yectBe B-nmum@orutoB B nepudepnyeckoit Kposu. Kpo-
Me TOTO, ¥ 8 TalMeHTOB HabIroMaIach HEKOTOpast JeTpec-
cus (parolMTapHOTO 3BeHa UMMYHHOM CUCTEMBI.

TakuMm 00pa3oM, COBOKYITHOCTh KIMHHMKO-Tabopa-
TOPHBIX JTaHHBIX TO3BOJIMIA YCTAHOBUTH OWArHO3 Tep-
BUYHOTO MMMYyHoaeduumuTa y 35 mMaiueHToB: oO0I1as
BapuabeTbHasT UMMYHHasl HEIOCTATOYHOCTh TMarHOCTH -
poBaHa y 25, arammarioOyiuHeMusi (6oje3Hb bpyrto-
Ha) — y |, cenexktuBHbIi geduut IgA — y 9 60abHBIX.
CreayeT OTMETUTB, YTO TIEPMOJ C MOMEHTa Pa3BUTHS
MHOEKIIMOHHOTO CUHAPOMA IO YCTAHOBIIEHUST TMAarHO3a
Bapbuposai otT 1 rona go 30 jieT B OTHOM ciyvae.

B kauvecTBe TpuMepa, TEMOHCTPUPYIOIIETO OCOOCH-
HOCTU KIMHUYECKUX TPOSIBICHUN WHMEKIMOHHOTO
CUHIpPOMA TIpU TIEPBUYHOM HMMYHOAEMUIINTE U BO3-
MOXHOCTH Tepariu, TPUBOIUM OIUCAHKE CJIEIYIOIIEeTo
KIMHUYECKOTO CITyJast.

TMaument L., 1981 . poxneHust, HAXOAWUTCS TIOM Ha-
omoneHueM B PecrnyOnmMKaHCKOM LEHTpe KIMHUYECKOM
uMmyHojiorun ¢ 1993 . BniepBble KOHCYJIBTUPOBAH aj-
JIEPTOJIOTOM-UIMMYHOJIOTOM B Bo3pacTe 12 Jjer Tmocie
TepeHeceHHoro MeHmHTo3HIedamra. CorjmacHo aHa-
MHe3y N1e00T WHGMEKIIMOHHOTO CHHAPOMa HaOIIoIascs
B Bo3pacte 8 mec B Bune OPBU, ocinoxxHeHHOTO cercu-
COM, YTO SIBUJIOCH OCHOBaHWEM JUTSI BKITIOUEHUSI B KOM-
IJICKCHYIO Tepamnuio Hapsily C aHTHOAaKTepuaJTbHBIMU
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Xaxumosa P.®. u coaem. XapaKTepl/ICTI/IKa KIMHUYECKUX CUHAPOMOB Y IMTALMEHTOB C IIEPBUYHBIMU ZlCCDCKTaMI/I aHTPITCJIOOGpaSOBaHI/Iﬂ

nperapataMy, 3aMECTUTEJbHOW Tepanuu (HaTUBHAsI
ria3Ma, UMMYHOTJIOOYJIMH 4eJloBeKa HOPMaJIbHbBIN, aH-
TUCTa(UITOKOKKOBBI UMMYHOIJIOOY/IMH). B 2 roga 7 mec
BIIEPBbBIC ITepeHEeC KaTapaJbHbIN OTUT, B 2 To1a 9 MeC — IBY-
CTOPOHHUI THOWHBIA OTUT, KOTOPBIA OCIIOXKHWJICSI CET-
cucoM. B mocnemytomiemM ABYCTOPOHHUI THOWHBIA OTUT
pPeLMAMBUPOBAT TTPAKTUUECKHU €KEMECSUHO, C TIPUCOEIN-
HEeHHEeM B BO3pacTe 5 JIeT IBYCTOPOHHET0 THOMHOTO raiiMo-
puta u ppoHTUTa. B Bo3pacte 9 et mo XKU3HEHHbIM MOKa-
3aHUSIM TIPOBEJICHA pauKalbHasl Oriepaliust IpaBoro yxa.
Peumnuser 3a0oneBanuii JIOP-opraHoB xapakrepn3oBa-
JINCh HEOOBIYHBIM T€YEHNEM, HEOOXOAMMOCTBIO MPOBEIe-
HUST HEOMHOKPATHBIX KYPCOB aHTMOAKTEPUAIBHOM, B psijie
cJlydaeB — IMPOTUBOTPUOKOBOIA Teparu.

B cBs13u ¢ TSDKECTbIO TeUeHWsl KaXKIblii 3MU301 WMH-
(beKIIMOHHOTO CHHApOMa TpeOOBal TMOAKIIOUYEHUST 3a-
MECTUTEJIbHON Tepanuu: pebeHOK TMojydaa TperapaThl
CBEXE3aMOPOKEHHOW T1a3Mbl M MMMYHOIIOOYJIMHOBbIE
npemnaparbl ¢ yactotoir 10 1—2 pa3 B Mecsil. Hecmorpsi
Ha 3TO, MaJIbuMK ABaXAbI (B Bo3pacte 9 1 12 jieT) mepeHec
OTOT€HHBIN MEHMHTO3H1IE(DATUT, KOTOPBI TTpUBeI K (op-
MMPOBaHUIO aTpoPUUEecKuX W3MEHEHUH B TEeMEHHO-3a-
TBUIOYHOI 00J1aCTH TTPaBOTO TIOIYIIAPUS U UIIIEMUUYECKUX
04YaroB B CTBOJIE MO3ra, YTO TPUBEJIO K JIEBOCTOPOHHEMY
reMmrnapesy, TJ1a30[BUTaTeIbHbIM HapyiieHusM. [lapan-
JIebHO perunrBaM 3abosieBaHuii JIOP-opraHoB, BriepBbie
B Bo3pacTe 6 JieT peOeHOK TIepeHeC MPaBOCTOPOHHIOI Ova-
TOBO-CJIMBHYIO, TTHEBMOHUIO, B JaJbHEHIIIEM TTOBTOPHBIC
MMHEBMOHUW — B Bo3pacte 7 jieT (iBaxbl), 8 jieT (OaHO-
KpatHo), 10 et (TpexkpartHo), 12 jiet (omHoKpartHo). [Toce
10-netHero niepepbiBa (B 22 1 24 rona) Ha (hoHe HapyIIeHUSsT
KPaTHOCTU TIPOBEICHUST 3aMECTUTEIbHOI Tepanu HalIro-
JTaJTUCh TIOBTOPHBIE 3MM30/1bl THEBMOHUY MPABOCTOPOHHEH
CPEIHEHKHENOJIEBOI C UCXOAOM B (prbpoartesiekras cpe-
Heil monu yierkoro. Hapsimy ¢ atum ¢ 14 et oTMevannch
SMU30/IbI PeLIMINBUPYIOIIETro (hYypPyHKYJIe3a.

Takum o0Opa3om, ¢ 8-MecsSIIHOTo Bo3pacTa y TalyeHTa
YETKO TIPOC/ICKMBAJICS PEUUIMBUAPYIONINI MH(MEKIIMOH-
HBIi CUHAPOM, XapaKTepU30BaBIIMICS HATUYMEM TI10-
BTOPHBIX TJIYOOKMX MH(MEKINI pa3TnIHON JOKaIu3aluu
u orcyTcTBueM 3ddeKTa OT aneKBaTHOW Tepanmuu. Y4u-
TbIBasi OCOOEHHOCTM KJIMHUKO-aHAMHECTMUYECKMX JaH-
HBIX, IPUHSITO peIIeHUEe JIJIsl TIPOBEACHNST UMMYHOJIOTHYE-
CKOTO MCCJIETOBAHUSI C LIEIbI0 MCKITIOUEHUST TIEPBUYHOTO
nMMmyHoneduimTa. BbIsIBIeHO pe3koe CHUXEHUE YpPOB-
HSl CBhIBOPOTOYHBIX MMMYHOITIOOYJIMHOB BCeX KJIacCoOB
(IgA — ne onpenensincs, IgM — 0,17 r/n, IgG — 1,95 /)
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