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TUMU OCJIOKHEHUAMU.
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Kimouesble ¢j10Ba: 1iepBUYHbIE UMMYHO/IEUIIUTHBIE COCTOAHUSA,
BPOX/IEHHBI UMMYHUTET, KOMIUIEMEHT, JieheKThl TYMOPAJIBHOTO 3Be-
Ha, 1epeKThl KJIIETOYHOTO 3B€Ha UMMYHHUTETA.

B nocnennue rogel HaceseHue Poccuu 03a1aumiioch OTCIIEKUBAHUEM PabOTHI UM-
MYHHOU CUCTeMbI WHAUBHA. TesleBU3HOHHbBIE IPOTPAMMBl U CTPAHUIILI Ta3€T U KYPHAJIOB
3amnecTpesiu 3arojoBkamu: «Yto gesnars, eciu y Bac ummynoaebunut?», « CHHAPOM XpOHU-
YeCcKOH ycTanmocTu», «Hacto Gosetoue geTu» U T.4. JleliCTBUTENBHO, JUHAMUYECKHE U3Me-
HeHUA IoKa3aTesaell HNMMYHHOU CHCTEMBI IPOUCXOJAT B OTBET HAa PA3/IUYHbIe COCTOSHUSA Op-
raHu3Ma: WHQEKIUY, TPaBMbl, OUyXOoJu. fABJjseTcs Ju 3TO marosoruei? B GosbliuHCTBE
CIy4daeB — HeT, 3TO HOpMasIbHasA peakluA KUBOTO opranusMa. Begb ocHoBHaA QyHKIUA UM-
MYHHOU CHUCTEMBI — 3TO OOpb0a cO BCeM UyKEePOAHBIM, OyAb TO HaKTepUs WU OIyXOJaeBast
kieTka. OJHAKO B HEKOTOPBIX CJIyYasx U3MeHeHUs UMMYHHOUM CHCTEMBI HOCAT JOJITOCPOY-
HBIM, IATOJIOTUYECKUN XapaKTep, U TaKue COCTOSHUS Ha3BbIBAKOTCA UMMYHOJAe@UINTHBIMU
(UAC). B 3aBucHMOCTH OT IPUYHH BO3HUKHOBEHUS OHU Pa3/esIAI0TCA Ha IEPBUYHbBIE U BTO-
puunble. Bropuunblie U/IC ABAAIOTCA C/I€ICTBUEM CEPHE3HBIX BHEITHUX BO3JAENUCTBUU HA Op-
TaHU3M: MOHUBHUPYIOIIETO U3JIy4YeHUs, UMMYHOCYIPECCUBHOU Tepamnuu, morepu benka (B
TEPMHUHAIBHBIX CTAAUSIX XPOHUUYECKOU OOJIE3HU MOYEK), TSKEIbIX HHbeKIni (Hampumep,
BHUY). [Io cpaBHeHUIO C II€PBOU TPYIIIOHN, OHH BCTPEYAKOTCA HAMHOIO Yallle, OJHAKO, KaK
MIPAaBUJIO, HE IPEACTABJIAIOT OOJBIINX JUATHOCTUYECKUX HPOOJIEM, MOCKOJIBKY SBJISIOTCS
Ce[CTBUEM yKe U3BeCTHBIX Ipu4uH. HanpoTus, nepBu4yHble UMMyHOAe(PUIIUTHBIE COCTOA-
HUS OTJINYAKOTCA BBIPAXKEHHOU runoauarnoctukoi. Hepenko 6oibpHbIe ¢ nepBuunbivMu 1JIC
He JI03KUBAIOT JI0 aJIeKBaTHOTO AuarHosa. Kpome Toro, npoABieHusa U TaKTUKA Tepallu BTO-
puuHbix U/IC BO MHOTOM CXO3KH ¢ TaKOBBIMH Ipu nepBudHbIX UJIC. B 6ospmuHCTBE cayva-
€B OCHOBHBIM KaK IIPU IIepPBUYHBIX, TaK U IPU BTOPUYHBIX UMMyHOZepUIUTAX ABJIAETCA
UHOQEKIUOHHBIN cuHApoM. OJHAKO BaXKHO IOMHUTH, UYTO HApylIeHWe OHOBHOU (GYHKIIUHU
UMMYHHOH CUCTEMBI — PACIIO3HABAHUE CBOETO U Uy?KOTO — TAKKe BeJIET K IMIOBBIIIEHHOH Jac-
TOTE€ AyTOUMMYHHBIX, OIYXOJIEBBIX U PeKe — AJUIEPTHYECKUX 3a00J1€BAHUN y OOJBHBIX C
UJIC. Kpome Toro, nedeKThl HMMYHHUTETA MOTYT COIIPOBOKAATHCS U30BITOUHON JTUMOIIPO-
sudepanueil u HapyleHHeM KOHTPOJIS BOCIIAJIEHUS.

[TepBuunble uMmmyHoAedunuTHbIe cocTogHus (IT1/]C) oTHOCATCSA K TPYIIIe TAKEBIX
TeHETHYECKU JeTePMUHUPOBAHHBIX 3a00JI€BAHUIN, PA3BUBAIOTCA B pe3yJIbTaTe BHYTPEHHUX
e eKTOB KJIeTOK UMMYHHOU CHUCT€MbI, KOMIIOHEHTOB KOMIIEMeHTa U (aroluTapHbIX Kie-
TOK, UTO IPUBOAUT K HAPYIIEHUAM OJHOTO WU HECKOJIbKUX MEXaHU3MOB UMMyHHOH 3allly-
Thl OPTAHU3MAa YEJIOBEKA. BOJBIIMHCTBO ATHUX COCTOSHUM Je0HTUpPyeT B PAHHEM JETCKOM
BO3pAacTe MOBBIIIEHHOU CKJIOHHOCTHIO K NHQEKIIMOHHBIM 3a001eBaHusAM. B HacrosIee Bpe-
Ms onucaHo 6osee cra popm ITHUJIC. YacToTa BCTpeuaeMOCTH IEPBUYHBIX UMMYHOAehUIIH-
TOB B CpeJHEM COCTaBJIsAeT OT 1:10000 YeJIoBeK.
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NmvmyHomeduuTHbIe 3a00JIeBaHUS BBI3BIBAIOT MOBBIINIEHHYI) BOCHPUUMYUBOCTH
OOJIBHBIX K Pa3JIMYHBIM WH}eKnusaM: OoabHbIE ¢ JedeKTaMu UMMYHOIIOOYJIMHOB, GEIKOB
KOMILJIEMEHTa WK (HarouToB BBICOKOBOCIPUUMYHUBHI K PEIUIUBUPYIOIINM HHOEKIUAM,
BBI3BAHHBIM KallCyJIbHBIMU OakTepusamu, Takumu kak Haemophilus influenza, Streptococcus
pneumonia, Staphylococcus aureus (3Tu uHbeKIMY HA3BIBAIOT TUOTEHHBIMU UHQEKIUAMU,
TaK Kak OakTepHUM y4acTBYIOT B 00pa30BaHUM THOS); a OoabHBIE ¢ JedeKTaMu KJIETOUHO-
onocpegoBanHoro uMmmyHuteTa (T-1uMbOIUTOB) TOABEPKEHBI TAXKEBIM, H, 3a4ACTYIO JaXKe
JIETAJIBHBIM IIPU HEaIeKBATHOM BeJIeHUU, UHQEKIUAM, BO30y/IUTETH KOTOPBIX HIUPOKO pac-
IIPOCTPAHEHbI BO BHEIIHEH cpejie. Y 30POBBIX UHIUBUAOB K 3TUM MHUKPOOpPraHU3MaM ObICT-
PO pa3BUBaeTcA TOJIEPAHTHOCTH (Takue MHQEKINU MOJIyYWIU Ha3BaHUE ONIOPTYHHUCTHYE-
CKUX UHQEKINI; ONIOPTYHUCTHYEeCKHEe NH(EKIUN BKITIOYAIOT APOKIKEBbIe TpUbbl U Haubo-
Jlee pacIpoCTpaHeHHbIe BUPYChl, HAIPUMED, BUPYC BeTPSAHOM OCIIbI).

Kiaccudpurkanus nepBUYHBIX HMMYHOI€(UIUTHBIX COCTOSHUIM.

OCHOBBIBAsACh Ha UMEIOIIUXCA B HACTOAIIEe BpeMs CBEJEHUAX 0 MEeXaHU3MaX pPa3BU-
TUS NEPBUYHBIX UMMYHOAeQUIIUTOB, MeXAyHApPOAHAs KiaccuduKanusa 1o/pasesiseT 5TU
3a00J1eBaHUA HA CJIEAYIOINE OCHOBHBIE TPYIIIIBL:

1) ¢ IpEeuMYyIIeCTBEHHBIM ITOpaKeHHeM I'yMOPaIbHOTO 3B€HA UMMYHUTETA,

2) KOMOUHUPOBaHHbIE UMMYHOeUIUTHI (IOpaXKeHNEe KJIETOYHOTO U TYMOPAJIBHOTO
3BeHA UMMYHUTETA),

3) nedexTsl cuctemsl GaronuTo3a,

4) nedeKThl CUCTEMBbI KOMILJIEMEHTA,

5) apyrue 4étko ouepueHHsle UJIC.

Bpauam o01ieli mpakTUKH HET HEOOXOAWMOCTH JOCKOHAJIBHO 3HATh BCE HOOJIOTHUU
[MNJIC, ogHako BaKHO UMeETh IPecTaBjIeHHe O TUIUYHBIX MPOABJIEHUAX OCHOBHBIX TPYIII
UMMYHOe(QUIUTOB, OOLTUX 3aKOHOMEPHOCTSAX UX JIMATHOCTUKHU U JIEUEHUS.

Ounenka uMMyHUTETA.

Hemanosaxknywo posb B BbiasiaeHuu IIW/IC urpaer npasBuibHasA olleHKa aHaMHe3a
3a00JIeBaHUsA MALMEHTA, A TAKXKE CEMEHHOTO aHaMHe3a. Tak, HaJInure YacThIX, HO HETSXKEIO
MIPOTEKAIOIINUX PECIUPATOPHBIX BUPYCHBIX MHGEKIUHN y JleTeld JOLIKOJIBHOTO W MJIA/IIIETO
ITKOJIBHOTO BO3PAacTa, KaK IPaBUIO, He ABJIAETCA JOCTATOYHBIM OCHOBAHHEM JJIS IIPEAIo-
aoxenus auartosa [TUJIC. Ognako yactbie nHGEKITUN ¥ B3POCIBIX, HAJIWYNE B aHAMHE3E
00J1bHOTO JII0O0TO BO3pACTa MOBTOPHBIX ITHEBMOHUM, a TAK¥Ke TSIKETBIX WHQEKIIMOHHBIX
TIPOLIECCOB, HATIPUMEP CETICHCa, THOMHOTO MEHUHTUTA, OCTEOMHUETUTA, THOWHBIX WHMEKITUHN
KO3KH, TpebyIoT IpoBeieHus J1abopaTOPHOTO UMMYHOJIOTHYECKOTO obcaenoBanusa. Hanuuue
B ceMeMHOM aHaMHe3e CMepTel JleTel ¢ KIMHUKON MH(EKIMOHHOTO 3a001eBaHuUs, a TAKKe
Hayinure OOJIBHBIX ¢ AuarHo3oM nepsuuHoro UJIC taxxke sBasercsa GakTOPOM PUCKA HATH-
yus [TUJIC y obenenyemoro 6oapHoro. Kak 66110 ckasaHo Bbilie, 6oabmuactBo ITUIC ge-
OITUPYIOT B IETCKOM Bo3pacTe. OQHAKO JJ11 MHOTHX HO30JIOTUH IEPBUYHBIX UMMYyHOAebU-
[IUTOB XapaKTePHBI «CTEPThIe GOPMBI», BIIEPBbIE IPOSIBJIAIOIINECT B TOAPOCTKOBOM H JJa3Ke
B3pocoM Bo3pacre. Kpome Toro, mpu TakoM 3aboJieBaHHMH, Kak 00Ias BapuabenabHAs UM-
MyHHas HEJOCTATOYHOCTh, XapaKTEpPHbIE CUMIITOMBI MOTYT BIIepBble AeOI0THPOBATh B BO3-
pacte crapie 20 JieT. B ¢BsA3U ¢ 3TUM 3HaHUe IEPBUYHBIX HMMYHOAe(pUIUTHBIX COCTOSHUN
HeOoOXO0AUMO He TOJIBKO IeIUaTPaM, HO U TEPATIEBTAM, U BpadyaM JPYTHUX CHEUATBHOCTEH.

Crenuanu3upoBaHHOE UMMYHOJIOTHYECKOE 00CIeIOBAHUE TPOBOAUTCS B CIIEIIUATIb-
HO 000pyIoBaHHBIX JlabopaTtopusax. OQHAKO TpocTeinue Ja00paTOPHbIE METO/bI YacTo IO-
3BoJIAI0T 3anoA03puth MJIC Ha panHeMm stane. Tak, cToiikas suMm@orneHus (CHIKeHUEe Yncia
JUMQOIUTOB MeHee 1500/ MKJI), 0COOEHHO y IeTel MJIAIIEro BO3PacTa, Kak MpaBUio, SABJIA-
ercsa npusHakoM UJIC ¢ mopakeHueM KJIETOYHOTO 3BeHAa UMMYHUTETA. 3HAUUTEIbHOE CHU-
JKEeHUe COJIEPKAHUS B CHIBOPOTKE KPOBU raMmma-dpakiuu obmero 6eska Ha anektpodope-
rpaMMe MOKET CBU/IETEIBCTBOBATh O HAPYIIEHUAX CHHTE3a UMMYHOTJIOOYJIMHOB.

JlaboparopHble MeTOAB! BBISBJIEHUS UMMYHOAEQUIUTHBIX 3a001€BaHUNU BKIJIIOUYAKOT
OIleHKY (YHKIMOHUPOBAHUA TYMOPAJIBHOTO U KJIETOYHOTO 3BeHA HMMYHUTETA, CHCTEMBI
KOMILJIEMEHTA, aHaIu3 Apyrux 3¢g@eKTOpHBIX MeXaHU3MOB, BKIOYaA (aromuro3 U BOCIa-
JuTesibHble peakiuu. CKPUHHUHTOBOE WCCIEIOBAHUE, MOMHUMO OOINEro aHajau3a KpOBU,
JTOJ’KHO HAYHHATHCSA C UCCIIEIOBAHUS KOHIEHTpanuu uMMyHorobyaunoB IgM, IgG, IgA,; ¢
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TIOCTeAYIONUM KOJUYECTBEHHBIM OIIpe/ieJIeHUeM OCHOBHBIX KJIETOUHBIX MOMIYJIALUN JIUM-
¢onuros: T-numdonuros, B-numdonuros, ecTecTBeHHbIX KUL1epoB. CHIBOPOTOUHAA KOH-
[EHTPAIUs UMMYHOIJIOOYJIUHOB, a TAKXKE COOTHOIIEHUE CyOIOMy ISUN JTUMQOIUTOB 3aBU-
CHUT OT BO3pAaCTa ¥ KJIMHUYECKOTO COCTOSAHUA OOJIBHOTO, IO3TOMY IPU OLEHKE UCCIEI0BAHUS
HeOOXOAUMO YUYUTHIBATH BO3PACTHBIE HOpMBI. [Ipu mojo3peHun Ha JedeKT CUCTeMBI KOM-
IUIEMEHTa O0IIAs TeMOJUTUYECKAs] AKTUBHOCTh KOMILJIEMEHTA W UHAUBU/IYaJIbHbIE KOMIIO-
HEHTHl KOMILJIEMEHTA KaK KJIACCUYeCKOT0, TaK U aJbTePHATUBHOTO IIyTU aKTUBALlUHU MOLYT
OBITh U3MEpPEHbl UMMYHOXUMHUYECKUMU U (PYHKIIMOHATBHBIMU MeToaMu. OIeHKa UMMYH-
HOTO OTBeTa MOKET BKJIIYATh ONpe/eseHue TYMOPaJbHOTO OTBeTa Ha creluduyecKue Bak-
[[UHATbHBIE AHTUTEHBI, HATIpUMep JUQTEPUNHBIE U CTOJIOHAYHBIE TOKCUHBI, yOUTBIE TIOJIHUO-
aHTUreHbl U T. Z. KauecTBeHHas olleHKa KJI€TOYHOTO UMMYHHTETa, KaK IIPaBUjIO, IPOBOJAUT-
c4 in vitro, myTém omnpenesieHus oTBeTa JUMQOIUTOB HA MUTOTEHBI U crieudruyecKre aHTU-
reHbl. OneHka paronurosa NpoBOAUTCA METOA0M U3MepeHUs CTelleHN peIyKIUN KpacuTesisa
HUTPO-CUHETO TeTpa3oJiud Nocje cruenuduieckoro CTUMYJIMPOBaHUuA Ki1eTOK KpoBu. Kpome
TOTO, AKTUBHOCTh (haronuTo3a NpOMOPLUOHATBHA KOJIMYECTBY HMOTHUOIINX MUKPOOPTaHU3-
MOB WJIH KOJINYECTBY BBIPAOOTAHHBIX PAIMKAJIOB KUCIIOPOAA, KOTOPOE OUPEEISAETC C MO-
MOIIBK) XEMIJITIOMUHUCLIEHTUH. [[OTIOJTHUTEIFHO BO3MOXKHA in Vitro OIjeHKa XeMOTaKCHCa,
XeMOKHHEe3a, a TaK:Ke IPOAYKIIUU U CeKPelluU OTAeIbHBIX BOCIAJIUTE/IbHBIX IUTOKUHOB.

J171A MHOTHX IIEPBUYHBIX UMMYHOAe(UIIUTOB ONMCAHA XPOMOCOMHASA JOKAIU3ALUA Jie-
(eKTHOTO reHa, YTo CO3/1AET OCHOBY /IS BBIABIEHHUA T'eHeTHIEeCKUX HOCUTeJIeH U IpeHaTaAIbHOU
muarHoctuku [TM/IC. B HacTosiee BpeMsi IpeHATATbHASA TUATHOCTUKA TIPOBOIUTCA Ha 06pas-
12X (peTaTbHON KPOBU, AMHUOTUYECKUX KJIETKAX WU IIPU OUOIICUU BOPCUHOK XOPHOHA.

OcHOBHBIE IPOSABJIEHUSA IIEPBUYHBIX UMMYHOAe(MUIIUTHBIX COCTOAHUMN.

HedexTsl ryMOpaIbHOTO 3B€HAa UMMYHUTETA.

JedexThl ¢ npeuMylileCTBEHHBIM ITOpasKeHHeM I'yMOPaJabHOTO 3B€Ha UMMYHHUTETA CO-
CTaBJIAIOT OKOJIO 70% Bcex nmepBUYHbIX M/IC 1 BKIIOUAKOT TaKKe COCTOSHUSA, KaK 001Ias Ba-
puabenpHasgs UMMyHHas HegocratouHoctb (OBUH), arammarnoGyauHeMus, CeJleKTUBHBIN
nedunur cybxnaccos IgG, cenextuBHbill aebunut IgA, uvMmyHomedunur c runep-IgM-
CUHAPOMOM, TPAH3UTOPHASA MJIAJIEHUECKAs] TUIIOraMMAarjao0yIUHEMUS, a TAaKXKe HEKOTOPbIE
apyrue (peakue) cocrosHus. JJabopaTopHbIH JHATHO3 9THX 3a00€BaHUM OCHOBAH HA BBISAB-
JIEHUH CHIDKEHUS W OTCYTCTBUS OJHOTO WIN HECKOJIPKUX KJIACCOB UMMYHOTJIOOYJIMHOB B
CBIBOPOTKE IIPU OTHOCUTEJIBHO HOPMAaJIbHBIX NTOKa3aTesax T KJIeTOUHOTO 3BeHa UMMyHHUTeTa.
Yucao B-mumdonutoB MoxkeT 6bITh HOPMaIbHBIM (CeTeKTUBHBIN Aedunutr IgA), cHUKeH-
HbIM (0611as BapuabeapbHass UMMYHHAs HEAOCTATOYHOCTD) WJIM HYJIEBBIM (araMmMariao0yiu-
HeMHus).

BospHble ¢ obmumu gedekramu GyHKIuY B-ki1eTok (ryMOpasibHBIMU UMMYyHOedU-
[IUTAaMU) Yalle BCero CTpaZamT CJIeAYIIIUMU BUJAMHU PelUAUBUPYIOIINX MHOTEHHBIX WH-
(dexLUil: TOBTOPHBIE, JJIUTEIBHO TEKyLUe OPOHXO-IETOUHbIE UH(EKINY, THEBMOHUY, BOC-
TaJIeHus CpeJIHero yXa, CUHYCHUTBI, a TakKe WHQEKIUU KOXKU, KUIIeUHble U CUCTeMHble UH-
¢dexnuu. Kak nmpaBwio, HHQEKITMOHHBIN CUHIPOM Y 3TUX OOJBHBIX JIe0I0TUPYET MOcie 6-12
MeCsIIEeB JKM3HU, B MEPHOJ IOJHOTO Karabosuzma marepuHckoro IgG. K Haubosiee uacto
BBIZIEJIAEMBIM Y 3TUX OOJIBHBIX BO30YAUTENISIM OTHOCSTCS WHKAIICYJIMPOBAaHHBIE OaKTepuw,
peke BBIEJISIIOTCS APyTHEe BUABI OaKTepuii, BUPYchl (0COOEHHO XapaKTepHbI YHTEPOBUPYC-
Hble uHQeKnun), rpubbl, MUKOILJIA3MbI U npocTteimue. JIErounsle nHGeKUY y GOJIBHBIX €
arammariobynunemueir 1 OBUH, He mosiydamlux aieKBATHOH U PETryJISIPHOU 3aMeCTH-
TEJIBHOU TEPAIUU, YACTO IPUBOJAT K (GOPMUPOBAHUID OPOHXOIKTA30B BCJIE/ICTBHE TIOPAXKe-
HUS 3JIACTUYECKON TKAHU JBIXATEJIbHBIX MyTel. B OOJBIIUHCTBE cIy4aeB T'yMOPaIbHBIX Jie-
(eKTOB UMMyHUTETa BUPYCHbIE MH(EKIUU NPOTEKAIT 6e3 0COOEHHOCTEH B CBSA3U C HOP-
MasibHOU (yHkuen T-mumdornuros. Yacro y 60apHBIX ¢ TymMopanbHbiMu UJIC oTMeuaeTcs
TUTIONJIA3UA MUHIAIVH U TUMQOY3JI0B.

CesrekTUBHBIN AedUIUT UMMYHOIVIOOYJIUHAA — sBIsfeTcS Haubosee pacrupo-
CTPaHEHHBIM THUIIOM HMMYHOJIOTHYECKON HEIOCTATOUYHOCTH. 3HAYUTEJIPHOE CHUKEHHE ChI-
BOpPOTOUYHOTO IgA oTMeuaeTca B CpegHEM C YacTOTOH 1 Ha 500-700 UeJIOBEK eBPOIIeOUIHOU
pacsl (JaHHbBIE IO APYTUM 3THUYECKUM IPyHIaM OTCYTCTBYIOT). B OOJBIIMHCTBE CIlydaes ce-
JIEKTUBHBIe 1edUnuThl IgA BCTpeuarTCs CopajiudyecKy, HO OIKCAHBI U ceMeUHbIe CIIydaw,
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rae gedexT npocsexuBaeTca BO MHOTUX NoKosleHuAX. [IpeAnosoxkuTtesnbHo aedeKT ABsgeT-
cs pe3yJIbTaTOM OTCYTCTBUS cO3peBaHusA IgA-mpoaynupyomux JUMQOnuToB (HapylIeHus
sranma KoHeuHOW auddepenuuposku B-xkierok, B pe3ynbrare uero MHorue IgA-
TI0JIOKUTEJIbHBIE IUMGOIUTEI UMEIOT He3peJIblil GeHOTHUI U SKCIPECCUPYIOT OJHOBPEMEHHO
IgA u IgD). [TanueHTs! ¢ AeUIUTOM CBIBOPOTOYHOTO IgA CKJIOHHBI K PA3BUTHIO UMMYHO-
KOMILJIEKCHOU maTosioruu (mporekawinei no III tumy peaknuil ruliepyyBCTBUTEIBHOCTH).
[IpumepHo y 20% MHAUBUAOB ¢ AedULUTOM CBIBOPOTOUHOTO IgA Takke oTcyTeTByIOT 1gG2 u
IgG4, u, ciegoBaTeJbHO, OHU BOCIPUKMMYHBBI K HHUOTE€HHBIM HHOpeKIuAM. Y 4YeaoBeKa
OOJIBIIIMHCTBO AHTUTEJT K KAICYJIAPHBIM MOJHUCAXapUAAM MHOTeHHBIX OAaKTepuil pUHaJIe-
*KUT K cyOkiaccy 1gG2, mostomy mebunur Toapko 1gG2 Takke NPUBOAUT K PELUIUBUPYIO-
UM OHUOTeHHBIM MHeknuaAM. WHAUBHUIBI ¢ HEIOCTAaTOYHOCTBIO TOMbKO 1gG4 Takke BoC-
NIPUUMYUBEI K PEIUAUBUPYIOLIIUM HHOEKIHAM.

KpurepueMm nuarHosa SIBJISIETCS CHUKEHHE YPOBHS CHIBOPOTOYHOTO WMMYHOTJIOOY-
JIMHAA HIDKE 0,05 T/J1 y IeTel CTaplle 4 JIeT U B3POCJIBIX IPH HOPMATBHBIX KOJTUYECTBEHHBIX
TIOKa3aTesIaxX ApPyTUX 3BeHbeB UMMYyHUTETA.

HecmoTtps Ha 60JIBIIYI0 PACIPOCTPAHEHHOCTh TAKOTO NEPBUYHOTO UMMYHOAEDUIIH-
Ta, KaK CeJIeKTUBHBIN Jeduuut IgA, yacTo oAU ¢ JaHHBIM J1edeKTOM He UMeIOT KIWHUYe-
CKUX TposiByieHui. Haubosnee xapakTepHbIMU KJIMHUYECKUMU MPOSBJIEHUSMHU CEJIEKTUBHOTO
nedunura IgA apasworcsa uH@exknyu JIOP-opranoB u 6pOHXO-JIETOUHOTO TPAKTA, a TAKKE
ajylepru4yeckue U ayTOUMMYyHHBIE COCTOSTHUSA, JOBOJIBHO YacTO OTMeUYaeTCsa accolalus ce-
JIEKTUBHOTO Jedunura IgA ¢ UMMyHHOU TPOMOOLUTONIEHUYECKOU IMypIypOH, IeTHAKHEH.
AJljleprudeckie U ayTOUMMYHHbIE CHH/IPOMBI NPOTEKAIOT 6e3 KaKux-aubo ocobeHHOoCTel,
OTJIMYAIOLINX UX OT AHAJIOTUYHBIX COCTOSTHUH Yy JIUI, C HOPMAJIBHBIM KOJINYECTBOM IgA B CBhI-
BopoTke. MHbekIuu 6POHX0-JIETOYHOTO TPAKTA NPOTEKAKOT HETSXKEIO U PEAKO IEPEXOIAT B
xpoHuyeckue ¢hopMsl. B 1ies1oMm 3a60s1eBaHue UMeeT XOPOIIUH IPOTHO3.

Crnenududeckoro MeTo/ia jieueHUA ceJIEKTUBHOUM HeJ0CTaTOUHOCTH IgA He cyIecTBy-
eT. JleueHUe aJUTEPTUYECKUX U AyTOUMMYHHBIX 3a0071€BaHUH y TALIUEHTOB ¢ Aedunurom IgA
He OTJIMYAETCS OT TAKOBBIX y OOJIBHBIX 0e3 3Toro uMMyHozedunuTa. BoJabHBIM € BEIpaXkeH-
HBIM UHQEKIMOHHBIM CUHJIPOMOM Ha (OHe CeJeKTUBHOro Jedunura IgA y1a KynupoBaHuU
UH@EeKIUOHHOTO CUHJpOMa MOKa3aHa 3aMecTuTesIbHaa Tepanus IgG-cogepkayumuy npemna-
paraMu ¢ MUHUMAaJIbHBIM COZepkaHueM IgA B mpenapate Wiu ¢ HOJHBIM €ro OTCyTCTBHEM
JUIS TIPeAYUPEXKIEeHUS Pa3sBUTHA AHADWIAKTUYECKUX PEAKIUN y CEeHCHUOWIN3UPOBAHHBIX
OanueHToB ¢ aHTU IgA-aHTUTEeTaMu.

AraMMarJio0yJIMHEeMUs SABJIAETCA THUIUYHBIM U IEPBBIM JeTAIbHO H3YYEeHHBIM
UMMYHOZeQUIIUTOM, OIIUCAHHBIM ellle B 1952 T. KaK CUHAPOM HMMyHoAeduLnUTa. ITO HAU-
Oosiee TsKETOE 3a00J1€BAHYE C CEJIEKTUBHBIM JIeQUIIUTOM NPOAYKIIUY aHTUTe. OnUCaHHbBIE
reHetTudyeckue JedeKTbl NPUBOAAT K HApYLIEHUI) pa3IMUYHBIX 3TaloB co3peBaHUsA B-
suMmbonutos. 3aboneBanue Hacaeayercs kak X-cuemnenHo (bosesus Bpyrona), tak u ayro-
COMHO-PENECCUBHO. X-CleIUIEeHHOe 3a00JIeBaHUe BCTPEUAETCA Y MAJIBUUKOB U XapaKTepU3y-
eTCs OTCYTCTBUEM WJIN Pe3KHUM CHIDKeHueM duciaa B-kietok B nepudepuyeckoil KpoBU WU
B JIUMGbOUIHOUN TKAHU, BCJIEJCTBUE Uero JUM@aTHUYecKue y3Ibl Y HUX HeOOIBIINX Pa3MepOoB,
a MUHJQJIUHBI OTCYTCTBYIOT. OOBIYHO B CBIBOPOTKE OTCYTCTBYIOT IgA, IgM, IgD u IgE u B He-
OospIIOM KoJTu4YecTBe mpucyrerByet 1gG (MeHee 2 1/1).

[TepBbie 6-12 MecsIEB KU3HU OOJIBHBIE JIETU 3AllUINEHbl OT WHOEKINU MaTepUH-
ckuMu 1gG, mosydeHHBIMU IpH TpPaHCIJIALEHTApHOM IlepeHoce OT MaTepu mioay. Ho mo-
CKOJIBKY 3amachl IgG uCTOMAKTCA, Y JIeTel pa3BUBAKTCA NHUOTeHHBbIE HHGekuu. Ecitu getn
TIOJIyYal0T BHYTPUBEHHO UMMYHOTJIOOYJIMHBI B BRICOKUX JI03aX, TO OCTAIOTCS 3I0POBBIMH.

Fen X-cuemieHHOU araMMarjioOyJMHEMHUU PAacCIoJIOKeH Ha JUIHHHOM Iuvledye X-
xpoMocoMbl. C 3TON XpOMOCOMOU CBSI3aHBI MHOTHE JIpyTHe HACIAe[ACTBEHHble UMMyHOoAebu-
[UTHBIE 32001eBaHUsl. AHAJIU3 STUX T€HOB 00JIerYyaeT IpeHaTATIbHY JUATHOCTUKY UMMYHO-
nedunura.

Ten, nedextHpiii npu X-clelIEHHON araMMarjao0yJIMHEMUH, HETABHO UIEHTU(DUITH-
pOBaH Kak reH B-kneTouHoli Tupo3unkunHassl (btk), 1 TpuUHAIIEKUT K ceMelCTBY OHKOTeHA
src. Posp 9TOTO reHa B co3peBaHUN B-kjleTok ellje He BIIOJIHE IOHATHA, HO OYEBUJHO, YTO OH
JKU3HEHHO BaKeH JIJISL 3TOTO Iporecca. KOoCTHBIN MO3r MaJIbYUMKOB ¢ X-CLeIJIeHHON araM-
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Marjo0yJIMHEMHUEN COJIEPKUT HOPMAaJIbHOE KOJIWUYECTBO Ipe-B-kjeTok, HO u3-3a MyTaluu
reHa btk aTu kieTku He MOTYT co3peBarh B B-muM@onuThI.

Takum 06pa3oM, KPUTEPUAMU AUATHO3a ABJSETCS CHUKEHUE KOHIIEHTPALIUU ChIBO-
porouHoro IgG menee 2 r/n1 npu orcyrcrBuu IgA, IgM u nupkynupyomux B-mumbonuros.

K OCHOBHBIM KJIMHHYECKUM IPOSBJIEHUSM OTHOCATCS IMOBTOPHBIE OaKTepHAaIbHBIE
MHGEKIUU PeCIUPAaTOPHOTO TPakTa (OpOHXUTHI, THEBMOHUU, CUHYCUTHI, THOUHBIE OTUTHI),
JKeJIyZJOUHO-KUIIIEYHOTO TPaKTa (3HTEPOKOJIUTEI), peke — KOKU. BosibHbIe OTJINYAIOTCS BBI-
COKOH YyBCTBUTEJIBHOCTBIO K JHTEPOBUPYCAM, KOTOPbIe MOTYT BbI3BIBATh Y HUX TSXKEJIbIEe DH-
nedanutel. [Ipupoaa HepeaKO BCTPEUAINErocs CKIIEPEAEeMO- U AePMaTOMHO3UTONIOA00HO-
IO CHHJIPOMOB BBIACHEHA HEJOCTATOYHO, BEPOATHEE BCETO, OHU HMEKT 3JHTCPOBHUPYCHYIO
3THOJIOTHIO.

Takoke U3 HeMH(QEKIMOHHBIX MPOSBJIEHUN Y OOJIBHBIX OTMEYAIOTCS Hecmenuduye-
CKHUH A3BEHHBIN KOJIUT, CHMIITOMBI CE30HHOU M JIEKAPCTBEHHOU asIepruu. Y MAIUeHTOB C
araMMarj00yJITUHEMUSIMU MOTYT Pa3BUBATHCA HEUTPOIEHUU, KOTOPBIE MOTYT OCJIOKHATHCS
xapakrepHbIMHU /1A nanueHToB ¢ [THU/IC undeknuamu (S.aureus, P.aerogenosa).

I'mnep-IgM-cunapom.

CUHAPOM TpeACTaBJISAET TPYIIy TeHEeTUYECKH Pa3HOPOAHBIX 3a00jeBaHUN CO CXOA-
HBIMH KJIMHUYECKUMU U JIabOPAaTOPHBIM NPOSBIEHUAMU. BeTpeuaemocTs naHHOTO 3a60s1€-
BaHWA B NONYJIALWY He NPEBBIIIAET 1 HA 100.000 HaceseHusd. B ocHOBe JaHHOTO CHHZAPOMA
JleXaT MOJIeKy/AsApHble HapylleHus IyTH B3auMozelictBua penentopa CD40 Ha B-
auMmdonutax ¢ CD40-nurangom Ha T-kieTkax, OpUBOAAILLYE K HAPYIIEHUIO epeKIIYeHuS
cuHTe3a IgM Ha ApyTrHe KIacchl UMMYHOTJIO0YIUHOB. B 70% ciy4yaeB 3aboseBaHue HaCeny-
eTcsi X-CLEIUIEHHO, B OCTAJIBHBIX — AyTOCOMHO-peneccuBHO. HeoOBIUHBIN UMMYHOIeQUITUT C
MOBBIIIeHHEeM YpoBHA IgM npuBOAUT K CHUTyalluu, KOT/la HHAUBU/BI UMeIoT Aeduuut I1gG u
IgA B coueTaHuu ¢ HOIBITUM KOJTUYECTBOM HOJTUKIOHATBHBIX IgM.

Bospuble ¢ runep-lgM cHHIPOMOM BOCHPUMMYHBBI K NHOTEHHBIM HHGMEKIUAM U
JTOJIKHBI TIOJIy4aTh JieYeHUuEe BHYTPUBEHHBIMU UMMYHOIJIOOYIMHAMU. Y TIAITUEHTOB UMEETCS
TEeHAEHIUs K obpasoBanuio IgM-ayroanTuTesn k HeultpoduiaaMm, TpoMOOLUTAM U APYTUM
KJIeTKaM KpPOBHU TaKiKe, KaK K TKAHEBBIM aHTUTEHAM, U UMMYHOZAeQUIIUT OCTIOKHACTCA ayTO-
MMMYHHOU matosioruei. TkaHu GOJIBHBIX, B YACTHOCTH, KEJTYAOYHO-KUIIEYHBIN TPAKT, UH-
(uapTpUpPOBaHbI KJI€TKAMU, CHHTe3UpyomuMu IgM.

B 70% ciyuaes runiep-lgM Hacienyercs Kak cuelieHHOe ¢ X-XpOMOCOMOU pelieCcCUB-
Hoe 3a0oJieBaHUe, KOTOPOE Pa3BUBAETCA B pe3yJibTare MyTanuu reHa juragga CD40, mo-
CKOJIBKY JTOT T€H JIOKIN30BAH HA JAJIUHHOM IljIede X-XpOMOCOMBI B TOM K€ YYACTKE, UTO U
reH, OTBETCTBeHHBIN 3a runep-IgM. BzaumogetlictBue mexzay monekynamu CD40 Ha mo-
BepxHOCTU B-xileTok u siuranziom CD40 Ha akTUBUPOBAaHHBIX T-KiIeTKax ABJIAETCA MOIIHBIM
KOCTUMYJTUPYIOUIUM CUTHAJIOM, HEOOXOIUMBIM /LIS IEPEKITIOUEHUS U30THIIA UMMYHOTI00Y-
JIMHOB U Bo3pacranuda ux abpdunnocru. I1pu runep-IgM B-kyieTku He MOTYT lepeKJII04aThCs
c cunre3a IgM Ha cunTe3 IgG, IgA u IgE, KOTOPBIN TPOUCXOUT IIPHU HOPMAJIBHOM CO3peBa-
HUu B-rieToxk.

l'unep-IgM Taxke MOXKeT HACJIeOBATHCSA KaK ayTOCOMHO-PElleCCUBHBIN NPU3HAK, I0-
pakas Kak JIeBOUEK, TaK U MaJIbUUKOB. AyTOCOMHO-peneccuBHasa opma rurep-IgM obycsiosie-
Ha reHeTu4yeckuM jaedeKkToM B-kierounoro ¢epMeHTa, HOIYYUBLIETO Ha3BaHKe WH/IyIIUPOBaH-
HOHM aKTHUBaIMel IUTHAWH/e3aMUHAa3bl. ®epMeHT, aKTUBUPOBAHHBIN B CTUMY/JIHPOBAHHBIX B-
KJIeTKAX, KOHBePTUPYeT IUTHUAVH B ypuauH B ogHoHuTeBou JTHK. Ypunun nerpagupyer B ypa-
W1, BBI3BIBAIOIIMI pa3pbiBel B Nenouke JTHK, npuBoss kK peKOMOUHAINY TEHOB TSKETBIX Iie-
el UMMYHOTVIOOYJTMHOB WIH K IEPEKITIOYEHUIO KJIACCOB UMMYHOIJIOOYJIMHOB.

OCHOBHBIM KpUTe€pHeM NOCTAaHOBKU JAuarHosa runep-IgM-cunapoma sisercs pes-
KOe CHIDKEeHHe KOHIIEHTpAUUN ChIBOPOTOYHBIX IgG u IgA mpu HOpManabHOM WJIH BBICOKOM
conepxkanuu IgM (6onee 4r/n). KonumuectBo mupkynupywmux T- u B-numdonuros kak
MIPaBUJIO HOpMasIbHO. TeM He MeHee, IpU OOJIBLIIUHCTBE PA3HOBUJIHOCTEH 3a001€BaHUS OT-
MeYalTCs NPOABJIEHN, XapaKTepHble 14 HapylleHnsa QYHKIUU KJIeTOYHOTO 3Be€HAa UMMY-
HuTera (CM. HIKE).

Knuanuecku runep-IgM-cnaapoM XapakTepusyeTcsa NOBTOPHBIMHM, WHOTA TAXKEIO
nporekaromumu nHbeknuaMu. Ha nepBoM MecTe CTOAT NopakeHus peclIupaToOpHOTrO TpakK-
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Ta, IPE/ICTABJIEHHBIE CHHYCUTAMU, OPOHXUTAMU U THEBMOHUSIMU, BHI3BAHHbBIE, B UACTHOCTH,
U ycJIoBHO-maToreHHOH duiopoii (Pneumocystis carinii). Cepbé3Hyto npobsiemMmy Mpu TUIep-
IgM-cunapoMe TOPEeACTABIIAIT TACTPO3HTEPOJIOTHMUYECKHUe HapylleHuA. Kpunrocnopuanos
SIBJISIETCS OTHOU U3 IPUYHH U30BITOYHOTO BOCHAIUTEILHOTO OTBETA C PA3BUTHEM SI3BEHHOTO
MOpaXkeHUs KeJIyJOUHO-KUIIIEYHOTO TPaKTa U CKJIEPO3UPYIOIIEro X0JIaHTUTa, HepeKO Npu-
BOJALIETO K XPOHUUYECKOH NEYEHOYHOU HEJIOCTATOUHOCTH. Y MHOTUX OOJIBHBIX C STUM CHH-
JIPOMOM BBIABJISIOTCA T€ WJIM HMHblEe TeMaTOJIOTUYECKHUe HapylleHusa (reMoJIuTHYecKas aHe-
MU, HEUTPOIIEHU ST, TPOMOOIIUTOIIEHUS) U AyTOUMMYHHBIE PACCTPOMCTBA, TAKHUE KaK apTPUT,
rinoMepynoHedput. Yacto oTMeuaercsa runepiiasud JUM@Oy30B U MUHAAJIUH, HepeaKo
BBISIBJISETCA TeNATOCIUIEHOMeTaTus. J{yist STUX GOJIBHBIX XapaKTEPHbI B TOM YHUCJIE OIyXOJie-
BbIe 3a00/1eBaHUA.

O01mas BapuadeIbHaA MMMYHHAs HEZOCTATOYHOCTbD.

Tepmun «obias BapuabenbHas UMMyHHas HefnocratouHocTh» (OBUH) ucnonssyer-
CA AJ14 OIUCAHUA TPyNIbl ellé He AuddepeHIUPOBaHHBIX CUHAPOMOB. Bce oHU XapakTepu-
3y10TcA AedeKToM cuHTe3a anTutesl. Pacupocrpanénnocts OBUH BapbpupyeT ot 1:50 000 A0
1:200 000.

Ha nauusiit MomenT OBUH oTHeceHna skcnepramu BO3 B rpynmy uMMyHoAeUIIUTOB
C IPEUMYyIeCTBeHHBIM HapylleHHeM aHTUTeI0TeHe3a, OJHAKO BbIABJIEHO MHOTO JaHHBIX, CBU-
JleTeJIbCTBYIOIUX O nopaxkeHnu T-mumdbonutos, oaHako JedeKTsl T-KIeTOK HeOCTATOYHO
omnpenesieHbl. TakuM 0Opa3oM, CHHKEHUE MPOAYKLIMHE UMMYHOTIJIOOYJIMHOB, BEPOSTHO, CBA3a-
HO C HapyuleHueM T-KJIeTOUHOU peryssnuu ux cuHresa, T. e. OBUH B Gosbineit crenenu sB-
Jisercs KOMOWHUPOBAaHHBIM UMMyHozebunutroMm. Y OGonsmuHcrBa 60716HBIX OBUH (80%)
MIPUCYTCTBYIOT B-Kj1eTku, KOTOphIe He QYHKIMOHUPYIOT U ABJIAIOTCA He3pesIbIMU. B-kieTku He
nedeKTHBI, HO OHU He MOJIyYaloT HeOOXOUMbIe CUTHAIBI OT T-KJIETOK U MO3TOMY (PYHKIIHO-
HasbHO HeakTuBHBL. OBITH He Hacienyercs, HO 00b19HO acconuupyetcs ¢ MHC-rammorunamu
HLA-B8 u HLA-DR3.

JlnarHo3 cTaBUTCA HA OCHOBAHUU 3HAUYUTEJIBHOTO CHUIKEHUA TPEX, pexke — JABYX OC-
HOBHBIX KjaccoB uMMyHornoOyauHoB (IgA, IgG, IgM) npu HOpPMaJIPHOM WJIM HECKOJIBKO
CHI>KEHHOM YHCJle NUPKYJIUPYIOIUX B-KileTok, a Takke HapylleHUA crelquduyueckoro aH-
TUTEJIBHOTO OTBeTa. [lepes MOCTaHOBKOM AMArHO3a HEOOXOAUMO HUCKITIOYUTH JIPYTHE XOPOIIO
H3BECTHbIE IPUYUHBI aTAMMATIO0yIMHEMUH.

Undexnnonnsie nposasienus OBUH xapakrepHbl A1 Bcel TPyIIbl TyMOPQIbHBIX
nedextoB. Y UHAUBUIOB ¢ OOIINM BapuabeIbHBIM UMMYHOAeQUIUTOM Pa3BUBAETCA IPUOD-
peTeHHas araMMarao0yJIMHEMUs B Bo3pacTe 10-30 JieT wiu crapiie. JKeHIIUHBI U MyKUHHBI
00JIEI0T B paBHOU cTeleHU OUHAaKOBO. [IpuurHa 3a60J1eBaHuUsA B [I€JIOM HE U3BECTHA, HO OHO
MOXKeT Pa3BUTHCA BeJen 3a MHQeKIuel, BI3BaHHOU BUpycoM JuiireliHa-bapp. BosbHbie
OBUH Tax ke, KaK MAJIBUUKU ¢ X-CHEIJIEHHON araMMarjao0yJIuHeMUel, Ype3BbIUaiHO UyB-
CTBUTEJBHBI K THOTEHHBIM MHUKDOOPTaHU3MAaM U K KHUIIEYHBIM mpocredmuM Giardia
lamblia, BRI3BIBAIOITUM TAKEIYIO JUAPEIO.

Cpenu 6osbubIX ¢ OBIH HeoOBIYHO BBICOKA YaCTOTa JTUMQOPETUKYISPHBIX U HKETy-
JIOYHO-KUIIIEYHBIX 37I0KAUYEeCTBEHHBIX OIyxosied. B ominune ot X-crenyieHHOW araMmMarsio-
Oynunemun, y Tpetu 60abHBIX ¢ OBUH ormeuaercs crieHoMeranusa u/win auddy3Has
auMmdoaneHonarua. BerpeualoTesa HeKaszeo3Hble IpaHyJleMbl, HAIIOMUHAIOINEe TAaKOBBIE IIPU
capkounose. Kpome toro, 6oiapHbe ¢ OBUH noiBep2keHbI pa3jIMYHBIM ayTOUMMYHHBIM Ha-
pPYLIEHHUAM B BUJEe TeMOLUTONEHUH (IepHUIIMO3HOW aHeMUW, TeMOJUTHYEeCKOU aHeMUH,
TPOMOOITUTONIEHUY, HEUTPOIIEHNUH ), APTPUTOB U AP., HO IPUYUHBI UX BO3HUKHOBEHUS eIlle
He usBecTHBI. bonpHbIM OBUH cienyer BBOAUTH UMMYHOTJIOOYJIMHBI BHYTPUBEHHO, UTOOBI
obecrieunTh HEOOXOIUMYIO 3ALTUTY IPOTUB PELUANBUPYIOUIUX THOTEHHBIX HHQEKIIHI.

TpaH3UTOpPHAS THIIOTAMMAaIVIOOY/IMHEMUA Yy J€Tell pAHHEr0 BO3pacra.

[Mocsie poKAEHUS JETH 3allUIIeHbl MaTepuHCKUMU IgG, KOTOpble KaTaboIU3UPYIOTCS
C IEepHUOAOM HOJIy>KU3HHU OKOJIO 30 CyTOK. B Bo3pacTe 3 mecAneB 340pOBble JETH HAUUHAIOT
CUHTE3UpOBAaTh coOcTBeHHbIe IgG, X0Ts 06pa3oBaHue aHTUTEN K OAaKTEPUATBHBIM KATICYIbHBIM
MO CaXapuaM OTCYTCTBYET BILIOTH O BTOPOTO IO JKU3HU. Y HEKOTOPBIX JeTell HOpMaJlb-
HbBIU cuHTe3 IgG MOXKeT HAYaThCA TOJABKO K 36 MecAaM KU3HU, U JI0 3TOTO CPOKA OHH BOC-
NIPUUMYHUBBI K IHOTeHHBIM UH(peKNuAM. B-K1eTku y 3Tux JieTell He U3MeHeHbl, HO OHU JIulIle-
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HbI nomoInu oT CD4+ T-wierok y1s cuHTe3a aHTuTesn. Cpely NaryueHToB ¢ TPAH3UTOPHOU T'H-
IOTaMMArJI00yIMHEMUEH YacTO MOBBIINIEHA YaCTOTA WH(EKIMOHHBIX 3a0071€BaHUN, B OCHOB-
HOM He YTPOKAEMBIX JIJIS JKU3HU: CPETHUE OTUTHI, CHHYCHUTBI, THONHBIE OPOHXUTHI.

Kputepru [uarHOCTUKH JAHHOTO COCTOAHUA IOJHOCTBK) He CTaHJApTU30BaHBI, O
TPAH3UTOPHOU TUIOTAMMAIOOYJIMHEMUY MOKHO TOBOPUTH IPU CHUKEHUU KOHILIEHTPALIUU
OJTHOTO WU O0Jiee U30TUIIOB UMMYHOIJIOOYJIMHOB OoJiee, 4eM HA JBA CTAHJIAPTHBIX OTKJIO-
HEHUS OT HOPMBI y pebeHKa cTapliie 6 MecAleB, HO IPU HOPMAJIbHBIX IOKA3aTeIsAX CIeIu-
(pruecKoro aHTUTEIBHOTO OTBETA U YPOBHAX T- U B-KJ1€TOK, COOTBETCTBYIOIIUX BO3PACTHBIM
HOpMaM. 3a4acTylo 3aMeCTUTeIbHAS TepaIus IpenapaTaMyu UMMYHOIJIOOYJIMHOB TAKUM TIa-
[IMeHTaM He II0Ka3aHa.

HedeKThl KJIETOYHOT0 3B€Ha 1 KOMOMHUPOBaHHBIE /e eKThI.

UmvmyHOnepuuThI ¢ mopaskeHueM T-KJI€TOUHOTO 3B€HA UMMYHUTETA PA3HOOOPa3HBI
U BapbHUPYIOT 1O TSKECTU UHQEKIIMOHHBIX IPOABJIEHUHN U HAJIMYHUIO COIYTCTBYIOLEeN HEeUH-
(eKIMOHHON TATOJIOTUU. DTH OGOJIPHBIE MOJIBEPKEHBI ONMNOPTYHUCTHYECKUM HHQEKIUAM,
BBI3BaHHBIM Ipocreiimumu, Bupycamu (Herpes simplex, Varicella zoster, Cytomegalovirus)
wiu rpubamu. Yacto 5Tu G6OJIBHBIE CTPAJIAI0T IPOTPECCUPYIONIEH MTHEBMOHUEH, BRI3BAHHOU
BUPYCOM Iaparpuilia 3 TUIa, UTOMeTraJoBUpycoM wianu Pneumocystis carinii. [Topaskenue
TON Wiau MHOU GyHKOuU T-1uM@onuToB, KaKk NpaBWwiIo, BeAET K HAPYIIEHUIO cCueludUIHO-
CTH U TyMOPJIbHOTO OTBeTa, TaKk Kak QyHKuuu B-1uMbounuToB 3aBUCAT OT HOpMAaabHOU
¢dyukuu T-muMdonuToB. B cBA3U ¢ 3TUM y TaKUX OOJIBHBIX BCTPEUAETCS TAKIKE BECH CIIEKTP
BO30yuTEsNIeN, XapaKTEPHBIX IS TyMOPIbHBIX JedekToB. K 3ab601eBaHUAM 3TOU TPYIIIIBI
OTHOCATCS TsKEJIAash KOMOWHUpOBAaHHAs WMMyHHas HenocraroyHocts (TKUH), cunapom
Hu/l>xopmxu, neduluT afleHO3UHAe3aMUHAa3bl, JeduuT nypuHHykKIeosuadochopuiassl,
Hacae[CTBeHHAA aTaKCHUA-TeJIbaHTUOIKTAa3UsA, CUHAPOM Buckorra-Onapuya u ap.

s 6oapuinHeTBa KOMOUHUpoBaHHbIX UJIC, kpoMe HHGDEKIIMOHHOTO CUHAPOMA, Xa-
PAKTepHBI MOBBIIIIEHHAS YACTOTa AyTOUMMYHHBIX 3a00JIeBaHUM, B YACTHOCTH HEUTPOIIEHUH,
TPOMOOLIUTONIEHUH, apTPUTOB, HedpuUTOB U Jp. Kpome Tor0, 3TH GOJIBHBIE ¢ 6OJIBIIIEH YacTO-
TOU TOJIBEPKEHBI OHKOJIOTHYECKUM 3a00JIeBAHUAM, OCOOEHHO JTUMGOPETUKYJISIPHOTO TIPO-
HUCXOK/IEHUA.

Ta:kénasa KOMOMHUPOBAHHAA UMMYHHAas HEIOCTATOYHOCTb.

Haubosee cepré3Hoe 3a001eBaHNE U3 TPYIIIBI KOMOMHUPOBAHHBIX J1eQEKTOB — TSDKEAs
KOMOUWHUPOBAaHHAs UMMyHHas HepjoctatouHocTh (TKUH), koTopas nposiBiiseTcs B iepBble Me-
canpl xu3Hu. Yacrora TKUH cocrasiser 1,5 Ha 100.000 Hacenenusa. TKIMH npencrasmiser co-
00l TpyIIy reHeTHYECKH PA3HOPOAHBIX 3a00JIEBaHUI, B OCHOBE KOTOPBIX JIEXKUT HapyLIEHUe
cospeBaHUs T-1UMQGOIUTOB € IOJIHBIM OTCYTCTBUEM UX GyHKUIMU. B 3aBUCHMOCTH OT reHeTHYe-
ckoro nedekra 3abosieBaHue HacsenyeTcss X-CIEIJIEHHO WIN ayTOCOMHO-pelieccuBHO. Kpure-
pusaME quarHosa 1711 Beex ¢dopm TKUH saBastores runomwiasus auM@ongHoN TkaHu, 1uMbo-
TeHus, BeIpakeHHOe cHipKeHne CD3+ suM@onuTos, 3HaUUTEIbHOE CHIDKEHNE KOHIIEHTpaIui
CHIBOPOTOYHBIX UMMYyHOIJIOOYJIMHOB, pAHHEe HAYaJIo TsDKENbIX nHMekuil. B 3aBucumMoctu ot
¢dopmbl 3ab6oneBanus yuciao B-mumbonuToB Bapeupyer oT HyseBbix (T-B-) 10 HOpMasbHBIX
sHaueHuil (T-B+), ogHako BO Bcex oyyuasx ux (PyHKOuUA pe3Ko HapyuieHa. [Ipu HEKOTOPBIX
dopmax TKIH onpenesnsiercss HopmasibHoe urcsio HK tumdonuros (HK+).

K TunuuHbIM IpOABJIEHNAM OTHOCATCA 3aJlep:KKa (PU3UUeCKOr0 pa3BUTUA, XpPOHUUe-
CKas auapes, TSHKEIasd MOJOYHUIA U TPUOKOBBIE IOPAXKEHUS KOXKU, IIPOTPECCUPYIOIIEe TI0-
paKeHUe PeCHUPATOPHOTO TPAKTA B BUJE MHEBMOIUCTHBIX THEBMOHUU, BUPYCHBIX, OaKTe-
pUaTbHBIX HHQEKIUl, THeBMOHUA U cernicuc. [Ipu Bakiuunanuu BIDK y Takux 60/pHBIX Yac-
TO BO3HUKaeT MecTHaA wiu cucremHas BI[K-undexknusa. [Ipu pentreHorpaduu rpyaHoi
KJIETKU TaKUX OOJIBHBIX JIOJKHO HACTOPAYKUBATH OTCYTCTBHE TEHU TUMYCA.

Cunapom Jdu/l:xopaxu.

B ocHoBe cunapoma Ju/3KopaxKy JeKUT JOCTATOUHO YacTas XpoOMOCOMHasA abeppa-
nusA — Jejaenusa 22qi1l.2, OIpUBOAAINAA K HapylleHUo (OpMUPOBAaHUA OPraHOB, IPOUCXOA-
IIUX U3 3 U 4 kabepHoii yTH (TUMyca, TAPAUUTOBUAHOM JKeJie3bl, KPYIHBIX COCYZIOB U JIP.).
leH, HEOCPEeICTBEHHO OTBEYAIOIIUU 32 pa3BUTHE JAHHOTO CHUHAPOMA, He u3BecTeH. CUH-
JIpOM XapakTepusyeTci UMMYyHOAe@UIUTOM U TUIHWYHBIM MOpa)KEHHEM pa3jIMYHbIX Opra-
HOB. 3aboJieBaHUEe BapbUPYET IO CHEKTPY U TKECTU KIMHUYECKUX mpossiieHuil. Haubosnee
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Tsokenada ¢dopMa cunapoma Ju/l>Kopaku xapakTepusyeTces MOJHBIM OTCyTCTBHEM TUMyca U
KaKk CjleACcTBUe — TOJHBIM OTcyTcTBUEM T-1uM@onuToB U HepyHKIIMOHAIBHBIMU
B-nmumdonuramu. 3aboseBaHue NpoTeKaeT TaK ke, Kak U BoimeonucanHas TKUH, oguako
4acToTa «IOJHOTO» cuHzapoma Ju-/I:kopaku HeBenauka — 0,2 Ha 100.000 HaceneHud. ['o-
paszio yalle BCTpevyaloTes MeHee TSKEIble HapylLleHus UMMYHUTeTa, IPUBOAALINe K Pa3BU-
TUK) PeqUAUBUPYIOIINX CHUHYCHUTOB, OTUTOB, JIeTOUHBIX WHGbeknud. s cunapoma du/l-
JKOPIKU TaKyKe XapaKTepHbl ayTOMMMYHHbIE IpOSABIeHUS (LUTONEHUH, PEBMATOWIHBIN
apTPUT, TUPEOUJUT) U OUyXoau (kKak mpaswio, JuMd@omsbl). K HeMMMyHOJIOTHYECKUM Jie-
dexTam CHHApPOMAa OTHOCATCA MOPOKU cepAuna (terpaga ®amio, CTeHO3 aopThl, IEPETOPO-
nounble AedeKThl, truncus arteriosus), matosorus HéDa (paclienyeHue, MOACTU3UCTOE pac-
HIeNJIeHUE, Pa3/IBOEHUE YBYJIU), OCOOEHHOCTHU JIULIEBOTO CKeJleTa (HU3KO MOCAKEHHBIE OTTO-
IBIpeHHBIE YT, AHTUMOHTOJIOW/IHBIN paspes IJ1a3), Ho3/IHee IPOpe3bIBaHNe U THUIIOIIA3UA
sMasu 3y0oB, cKeJleTHbIe aHOMaIuY (AHOMAIUK TIO3BOHOYHUKA, HHKHUX KOHEYHOCTEH ), TH-
MIOKAJIbLIEMUS, PerKe — IaTOJI0TUA MIOYEK, COCY/IOB CeTYATKH, AU3TeHe3Us nepeaHel KaMepsl
IJ1a3, HeBPOJIOTHYeCcKas naTosaorus (aTpodus KOphI, THIOIIA3UA MO3KeUYKa), OTCTaBaHUE
YMCTBEHHOTO Pa3BUTUA. ITU NIPU3HAKN MOTYT BCTPEUAThCA KaK U30JIMPOBAHHO, TaK U B KOM-
OuHAUY APYT ¢ JPYTOM U MUMMYHOJIOTHYeCKUMU Aedekramu. JIabopaTopHO y OOJIBHBIX C
cunzipomoM [Iu-/I>KOp/Ku BBIABJIsAETCA JUMGOIEHUA Pa3JINYHOM CTelleHW CO CHUKeHUEeM
T-num@onuToB, HapyllleHne UX MUTOT€HHOTO OTBeTa, IIOBBIIIEHHOe WIK HOPMaJIbHOE YHCIIO
B-num@onuTos, pa3auvyHas CTeleHb CHIKEHUS YPOBHSI UMMYHOTJIOOYJIHHOB.

Cunapom Buckorra-Oaapuua.

Cunapom Buckorra-Ongpuua (CBO) — 3To X-clieryieHHOe 3a00/IeBaHKe, XapaKTePH-
3ylolieecsi KOMOMHUPOBAHHBIM UMMYHOAEGUIIUTOM B COYETAHUM C TPOMOOIUTOTIEHUEH U
sk3eMoii. 3abosieBaHUe SABJISIETCS pe3yJAbTaTOM MyTal[UU TeHa, Koaupywulero 6enoxk WASP,
KOTOPBIH INPUHUMAET ydyacTHe B IOJHMepU3aluu aKTHHA U (HOPMHPOBAHUM LIUTOCKEJeTa.
OrcyrcrBue 6enka WASP B siuMmbonurax u TpoMO0oIuTax GOJIBHBIX NPUBOAUT K PA3BUTHIO
TPOMOOITUTONIEHUY, HAapylIeHU0 GyHKIMH T-KJIeTOK U pery/isuuu cuHTe3a aHTtuTes. Jluar-
HO3 TUNUYHBIX (GopM CBO MOKHO IPeINIOI0KUTE Y GOJIBHBIX MYKCKOTO T0J1a TIPU HAJTUYUU
TPOMOOITUTOIIEHUY C YMEHBIIEHUEM pa3Mepa TPOMOOIIUTOB B COUETAHUU C 3K3eMOU U Yac-
THIMU UHGEKIMOHHBIMU 3a001€BAHUSAMEU OAKTEPUATBHOM, peke — BUPYCHOU U TPUOKOBOM
stuosoruu. OZHAKO YacTO BCTpedaroTcs Jérkue (GopMbl 3ab0s1eBaHUs, MPOTEKAIOLIUE C
TPOMOOITUTONIEHHEH U TeMOPPAaruYyecKUM CHUHAPOMOM Pa3HOU CTENEeHU BBIPAKEHHOCTU, HO
0e3 BBIpayKEHHOTO UH(PEKIIMOHHOTO CUH/IPOMA ¥/ WIH AJJIEPIHYEeCKOTO aHAMHe3a.

JlabopaTtopubie u3meHenusa npu CBO oTHocuTeslbHO HeclieMU@UUHBI U IpecTaBIIe-
HbI JUMbOIIeHHel, B OCHOBHOM 3a cuéT T-1uMonuToB, CHIKeHHeM (QYHKIIMOHAIBHOU aK-
TUBHOCTU T-KJIETOK, HOPMAaJbHBIM WIU CHUKEHHBIM YpoBHeM IgG, IOBBILIEHHBIM YPOBHEM
IgA u IgE u cHmkeHHbIM IgM, HapylIeHHOU NPOJAYKI[UEH aHTUTeN, 0COOEHHO K TOJIncaxa-
PUAHBIM aHTUTE€HAM. /[JIsT OKOHYATEIBHOTO HOATBEPXKAESHUA JUATHO3A ABJISETCS HEOOX0au-
MBIM MOJIEKYJIIPHO-TeHeTUUeCcKoe UCCIeJOBaHue.

Kiunuueckue nposBiaeHus 3ab01eBaHUS KaK MPABUIO JeOITUPYIOT HA IEPBOM TOAY
JKU3HU. ['eMopparuveckuil CHHAPOM B BH/Ie MeJIeHbl, HOCOBBIX KPOBOTEUEHUU, KOXKHOU re-
MOPpParuyecKol ChINU Yalle BCero UMeeTcs Y BceX OOIbHBIX HA MOMEHT IIOCTAHOBKH JIMATHO-
3a. ATonuueckue U UHGEKIUOHHbBIE TIPOSBJIEHUS 3aBUCAT OT TSIKECTH TeueHUs 3abosieBa-
Hus. [Ina 6osmpabix CBO xapakTepHO pa3sBUTHE AyTOUMMYHHBIX 3a00JIEBAHUN, CPEIU KOTO-
PBIX YaCTO BCTpeYaeTcs ayTOUMMYHHAs aHeMUsA, [JIOMePyJI0HePUT, KOJIUT, UMMYHHAs Hel-
tTponieHusA. Y 60sbHbIX ¢ CBO MOBBIIIEH PUCK Pa3BUTHA 3JI0KAYECTBEHHBIX HOBOOOPA3o-
BaHUH JIUMQPOPETUKYJIAPHOTO IPOUCXOKIEHUS.

ATakcuA-TeTbaHTUIKTA3HA.

Arakcusa-tenpbanruskrasusa (A-T) (cunapom Jlyu-bap) — 370 cMHAPOM € ayTOCOMHO-
pelleCCUBHBIM TUIIOM HACJIeJOBAHUSA, XapaKTEPU3YIOIIUNCA IPOTPECCUPYIOIEN MO3KeuKo-
BOU aTakcHel, MOSBJIEHHUEM MEJIKUX TeJIbaHTUIKTA3UH, 0COOEHHO Ha KOHBIOHKTUBAX, U KOM-
OUMHUPOBAaHHBIM UMMYyHOAehUIUTOM. MOJEKyIApHBIN AedeKT 3aKI0YaeTcs B MyTallUK Te-
Ha ATM, xomupyoiiero 6ejoK, YYaCTBYIIIWH B penapanuul ABYXIEIIOUYEYHBIX pPa3pbhIBOB
JHK u perynanuu KJIeTOUHOIO UKJIA.

XapaxrepHoi 1abopaTopHOU Haxokou npu A-T sBisercsa noeslleHue anbdadero-
nporeuHa. IMMyHoI0oru4YecKue U3MeEHeHU ABJIAITCA HecnenUu@UUeCKUMU U BKIIOYAIOT
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CHIKeHUe KOJu4YecTBa U (QYHKIMOHAJIBHON aKTUBHOCTH T-1UMQONUTOB, HHBEPCUIO COOT-
HomeHus CD4+/CD8+, cumkenue wiu orcyrerBue IgA, IgG2, IgG4 u IgE, peke BBIABIISIOT-
ST KOHLIEHTPALH UMMYHOTIJIOOYJIMHOB, 6JIM3KHE K HOPME, WU JUCUMMYHOTJIOOYJTUHEMUS B
BuJe peskoro cHrkeHus IgA, IgG, IgE n 3HauutensHOoro nossiienusa IgM. Knunnueckue
TIPOSIBJIEHUS MOTYT CYIIECTBEHHO OTJIMYAThCS y Pa3HBIX O0JIbHBIX. [Iporpeccupyromas Mo3-
JKEYKOBas aTaKCUA U TeJbaHTUIKTA3UU NIPUCYTCTBYeT y BceX. CKIOHHOCTD K MHPEKIUAM KO-
JiebaeTcss OT OYeHb BBIPAXKEHHOU J0 BechbMa yMepeHHOU. [IpakTudecku Ay BceX GOJIBHBIX
XapaKTepHa BHICOKAS YACTOTA PA3BUTHUSA 3JI0KAUECTBEHHBIX HOBOOOPA30BAHUM.

Cunapom Huiimeren.

Cunapom HuiimereH ominvaercs Hajau4yueM y OOJIBHBIX XapaKTepHOro (EeHOTHUIIA U
uMMyHoeduiura. B ocHoBe 3ab0sieBaHusA JeKUT MyTanus rena NBS1, koaupytoiero 6em1ok
HUOPHUH, KOTOPBIN NMPUHUMAET yYacTHe B BOCCTAHOBJIEHUU JIBYXHUTEBBIX pa3pbiBoe JTHK.
Jlns1 6OMBHBIX XapakTepHO HapylueHue ¢GyHkui T-kietok. KOHIIEHTpanyu CbIBOPOTOYHBIX
MMMYHOTJIOOYJIMHOB Y GOJIBHBIX ¢ cuHIpoMoM HuliMereH kojeGaioTess OT CyOHOPMAaTbHBIX
3HAYEHUU 710 aramMMmariobyiauHeMuu. KiimHudyecku y GOJBUIMHCTBA OOJBHBIX OTMEYAIOTCS
pa3auYHble UHQEKINY, XapaKTePHBbIe 11 KOMOUHUPOBAHHBIX Jle(eKTOB UMMyHUTETA. 3J10-
KavyecTBeHHbIe HOBOOOPA30BAHUS BCTPEUAIOTCS C OUEHb BRICOKOUM YaCTOTOMU.

AyrouMMyHHBIH JJUM(onpoudepaTUBHBIN CHHAPOM.

B ocuoBe ayroummynHOro sgumdonpoaudeparusHoro cungpoma (AJITIC) nexar
nepBUYHbIe JedeKThl anonTo3a JUMQGOLUTOB, YTO IPUBOJUT K IOTepe KOHTPOIA HaJ, Ipo-
sudepanueit TUMQOUIHBIX KJIETOK U HETAaTUBHOU ceJieKiued JuM@ouuToB. 3aboieBaHue
UMeeT TOJIUTEHHYI0 TIPUPOAY U CBA3aHHO ¢ HapylmieHueM ¢yHkinuu 6enkoB Fas-
OTIOCPEZOBAHHOTO IIyTU arolTo3a. Bece U3BeCcTHBIE HA HACTOSALIUM MOMEHT Jied)eKThl Hacjie-
JYIOTCA ayTOCOMHO-peneccuBHo. Jluarno3 AJITIC MOKHO HpeAnoJOKUTh IPU HAJIUYUU Y
0OJIBHOTO TIOJUKJIOHATIBHON THIIEPUMMYHOTIO0YTMHEMUY (TIOBBIIIIEHBI OJTUH WU HECKOJIb-
KO KJIACCOB CHIBOPOTOYHBIX HMMYHOIJIOOYJIMHOB), BRIPAXKEHHOTO YBEIUYEHUS JTUMQPOY3JII0B,
rernarociyieHoMeraiuy (IpU UCKJIIOUEHUU JPYTHX, B T. Y. OHKOJIOTMYECKUX, IPUYHH 3THX
CUMITOMOB). XapaKTepHbIM JabopaTopHbIM npusHakoM AJITIC saBisercsa Hau4yue TBOUHBIX
HeraTuBHbIX CD4-CD8- umdouuToB, B HOpMe OTCYTCTBYIOIIUX B NepudepuyecKoi KpOBH.
OnHako TOATBEPKAEHUEM JINAarHO3a SBJIAETCS BbIsBIeHUE Aedekra amonTosa in vitro. Oc-
HOBHBIMHU KJIMHUYecKUMHU npoasaeHuamu AJITIC asiaaores mrumdaneHonarus, renaTocie-
HOMeTaIHsA, AyTOUMMYyHHBIE TEMOITUTOIIEHUH B BUJE T€MOJUTUYECKON aHEMUH U/WIU arpa-
HYJIOIIUTO3a ¥/WIN TPOMOOLIUTOIIEHUH U JIPYTHEe ayTOMMMYHHbBIE PAcCTpOMCTBA (Hecmemu-
(uvecKuil A3BEHHBIN KOJIUT, APTPUT, Y3J0BaTAsd SPUTEMA, CUAJIOAZEHUT U Ap.). Y OOJIbLINH-
cTBa GOJIBHBIX BBIABJISIIOTCS ayTOAHTUTENIA K PA3JINYHBIM KJIETKAM U TKAHAM OPraHU3Ma.

CuHapoM runepuMMyHOIIO0yamHemuu E.

MornekynsipHasg TpUpOAa CUHJApPOMa TunepuMmyHoraobyaunemuun E (runep-IgE-
CHH/IPOM) JI0 HACTOSAIIEr0 BpeMeH! He u3ydeHa. Tul Hacjie/IoBaHUs, BEPOATHO, ayTOCOMHO-
JOMUHAHTHBIN. ['unep-IgE-cuHapoM xapakrepusyercs HOBTOPHBIMU (OOBIYHO CTAPUIIOKOK-
KOBBIMH) abcuieccaMu TMOAKOXKHOM KJIETUATKU, JIETKUX (IPUBOAAIINX K 06PA30BAHUIO ITHEB-
MoIleJie), TAPEHXUMATO3HbIX OPTaHOB, a TAKXKe aHOMAJIUSAMU CKeJIeTa, TPyObIMU YepTaMu
yuna (TUIepresopyusM, MIMPOKas IIepeHOCULIa), IePMATHUTOM, MTOBBIIIEHHOU CKJIOHHOCTBIO K
nepeaoMaM Kocreil. UMMyHOJIOTHUYECKUE MexaHu3M 3a00s1eBaHus He BhIACHeH. [Ins 3a60e-
BaHUS XapaKTepHbI 303MHOMIINSA, KpailHe BBICOKHH YpPOBeHb ChIBOpoTO4YHOTO IgE, Hapy-
IIeHNe XeMOTaKcHuca HeUTpOhUIoB.

HedexTsl cucremsl paronuTosa.

HedekThl mpoayKuu U GYHKIUU KIETOK (GaronuTapHOU CUCTEMBI IIPEAPACIIOIaraloT
K Pa3BUTUI) IHUOTEHHBIX U TPUOKOBBIX MHGEKIUH, a TakKe K UHQEKIUSIM, BHI3BAHHBIM
BHYTPUKJIETOYHBIMU MUKpoOopranusMamu. K Haubosiee 4acThIM BO30yIUTEIIAM Y 3THX OOIb-
HbIX oTHOCATCA Pseudomonas, Serratia marcescans, Staphylococcus aureus, a Tak:ke rpu0ObI
pona Aspergillus u Candida. K a1oii rpynie 3aboieBaHUE OTHOCATCS TaKHe COCTOSHUS, KaK
XpoHUYecKas rpaHyjemMarosHas 6osie3Hb (XI'B), nebunur mosiekyn aare3uu JUMQOLUTOB,
cunapom I'pucuesnu u ap. JIérounsle HHOEKINU OTMEUYAKTCA y 3TUX OOJIBHBIX Haubosee
yacro. K gpyrum xapaktepHbIM WHGEKIUOHHBIM IPOSABJIEHUAM OTHOCATCA THOWHBIM JIUM-
dbaneHuT, TOKOKHBIE abCIeCChl, OCTEOMUEUT U CEIICHUC.
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HedexTsl cucteMsl GarouuTo3a He CBA3AHBI ¢ NOBBIIIEHHBIM PHCKOM pPa3BUTUA He-
WHGEKIUOHHOM ATOJIOTHH, HAIPUMED OIyX0JIeld WIH ayTOUMMYHHBIX 3a00JIeBaHUT.

XpoHuUyecKkasi TpaHyJIeMaTo3HasA 00JIE3Hb.

Xponuueckas rpaHy/iemaTto3Has 6oe3Hb (XI'B) saBiisieTcsas THIUYHBIM 3ab01eBaHUEM
JIAHHOU TpymIbl. BeiABIEHO YeThbIpe MOJIEKYIAPHBIX AedekTa, jexamux B ocHoBe XI'b. B
3aBHCHMOCTH OT TeHETHYeCKoro AedekTa 3ab01eBaHNe HacieqyeTcs X-CLUeIllJIEHHO WU ayTo-
COMHO-pelniecCUBHO. Bce MonekysisapHble JedeKTbl BBI3BIBAIOT AUCOYHKIUIO (epMmeHTa
HAJI®-okcuaaspl, 4TO BEJIET K HAPYIIEHUIO 0OPa30BaHUA KUCJIOPOIHBIX PAJUKAIOB B HE-
TpodMIax ¥ BHYTPUKJIETOUHOTO KUJauHra. /[y 6ompubIx XI'B xapakTepHbl HHQEKIUHU, BbI-
3BaHHble B OCHOBHOM KaTasa3a-MpoAyLIUPYIIIUMU MUKPOOPraHu3MaMu (CTadUIOKOKKH,
KUIIeYHAsA [aJI0YKa, CAJIbMOHEJIa, HOKAPJAUA), C IOPaXKeHUeM JIETKUX, KOXKU U MOJKOXKHOU
KJIeTUATKU, JUM(PaTUYECKUX y3JI0B, IeUeHU U ¢ OPMUPOBAHNEM BOCIAJIUTE/IBHBIX TPaHy-
jieM u abcueccoB. Y 10-17% 6G0JIBHBIX OTMEYAIOTCS OOCTPYKIMSA MOUYEBBIBOISAININX MyTEH, HH-
TEPUTHI U KOJIUTHI. BoJibliyto onacHOCTbh 11 601bHbIX ¢ XI'B npencrapisior nuHbeKuu, Bbl-
3BaHHBIe rpubamu, oTiuyHbIME OT poAa Candida (nHanpumep, acueprwuies). Jfuaruos XI'b
MOATBEPKAAeTCA BhIABJIeHHeM CHIKEHUA NPOAYKINU IIePeKUCHBIX PaJIuKaIoB IIPU OLleHKe
C TIOMOIIBI0 METOOB JIIDMUHOJI-3aBUCUMOU xemumiomuHucueHiuu u HCT-Tecta, a Takke
BBISIBJIEHEM XapaKTePHBIX MyTaI[UH.

HedekTsI cucreMbl KOMILIEeMEHTA.

JledekTpl cHUCTEMBl KOMILUIEMEHTA SBJIAKOTCA HauboJiee PEAKON Pa3HOBUIHOCTHIO
I[MAAC (1-3 %). Ontucaupl HacIeICTBEHHBIE JedeKThl MPAaKTUUYECKU BCeX KOMIIOHEHTOB KOM-
wiemenTta. HaubGosee uacto Bcrpeuaercsi nedpunur C2 komnoHeHTa. JledeKThl paHHUX
dpakiuit komiiemenTa (C1-C4) copoBOK/IAI0TCS BBICOKOH YaCTOTOH ayTOMMMYHHBIX 3a60-
JIEBaHWUU, B T. Y. CUCTEMHOM KpacHOW BO4YaHKU. /ledeKThl TepMHUHAIBHBIX KOMIIOHEHTOB
(C5-C9) mpegpacnosiaraoT K pa3BUTUIO TAKETBIX HH(EKINH, BRI3BAHHBIX IIPEJCTABUTEIIMU
pona Neisseria. /lebunut C3 KOMIOHEHTa YaCTO MO KJIMHUYECKUM HPOSBJIEHUAM HAIIOMU-
HaeT ryMmopasibHble ITM/IC u conpoBoKaaeTca TAKEIBIMU PelUIUBUPYIOIIUMY UHPEKIUA-
MU: ITHEBMOHUWEH, MEHUHTUTOM, epuTOHUTOM. C Apyroil CTOPOHBI, HEKOTOpPbIe HOJIBHBIE C
nedpunurom C2, C4, C9 MOTYT He UMeTh HUKAKUX KJIMHUYECKUX IIPOSABIEHUU. YHUBEPCAIb-
HOU Tepanuy 3THUX COCTOSHUM He CYILIeCTBYeT, OHA 3aBHUCUT OT KOHKPETHBIX KJIMHUYECKUX
nposBaeHud. OCOOHAKOM B 3TOU TpyIie 3a00J€BAHUN CTOUT BPOXKJIEHHBIH aHTHOHEBPOTHU-
YeCKU# OTEK, BhI3BAaHHBIN Jedunurom C1-HHrUOUTOPA, B OCHOBE KOTOPOTO JIEXKUT CHIDKEHUE
KOHIleHTpanuu u/win @yHknuu C1-uHrHOUTOpa — MPAKTUYECKU €ITMHCTBEHHO UHTUOUTOpA
CUCTEeMBI KOMIIEMEHTA, a TAKKe KHHUH-KAIMKPEUHOBOU cucTeMBI. 3ab0yieBaHue HACTIENY-
eTcsl AyTOCOMHO-AOMHUHAHTHO. YacToTa UHGEKIUOHHBIX IPOSBJIEHUN Y 3TUX OOJIBHBIX MO-
’KeT OBITh HECKOJIBKO IOBBIIIEHA, OJITHAKO OCHOBHBIM CUMIITOMOM 3a00J€BaHUS SIBJISIOTCS
PELUIUBUPYIOIINE OTEKH KOHEUHOCTEH, OPIOITHOU TOJIOCTH, JUIA U TopTaHu. OTEKU MOTYT
BO3HHUKATh CaMOIIPOU3BOJIBHO, a TAKXKe IIPOBOIUPOBATHCA CTPECCOM, MUHUMAJIBHON TpaB-
Mo, uHbekueld. B maroreHe3e OTEKOB JIEXKUT 0Opa30BaHUE BA30AKTHUBHBIX BEILIECTB, OT-
JINYHBIX OT THUCTAMIHA, B CBA3U C YeM Tepalud aHTUTUCTAaMUHHBIMHU IpeliapaTaMy U IJI0KO-
KOPTUKOCTEPOUJAMU IIPU 3TOM COCTOAHUU He 3(PPeKTUBHA.

OcHOBHBI€E TOAXOABI K TEPAINU U BEJEHUIO OOJIBHBIX C IIEPBUYHBIMU UM-
MYHOAeQUIITUTHBIMH COCTOAHUAMMU.

OcHOBHBIMH 3a7a4aMu BegeHus 6onpHbIxX ¢ ITNJIC apastores:

1) KOpPEKIIHA UMERIIETOCS UMMYHOJIOTUUECKOTO AedeKTa,

2) mpodUIaKTUKA U/WIU aJleKBaTHAS Tepanusa HHQEKIIMOHHBIX IPOSBIEHUM,

3) paHHee BBISABJIEHNE U Tepanus HeNH(MEKINOHHBIX IPOSABIeHUN,

4) conuanbpHasa aganTtanuda gerei ¢ ITUJIC.

Hecmotps Ha TO, 4YTO GOJIBHBIE C TEPBUYHBIMYI UMMYHOAE(QUIIUTOM IPOXO/SAT CIIEIH-
aJbHOE 00CIEIOBAHUE U TEPANUIO B CHEIUATU3UPOBAHHBIX CTAIMOHAPAX, OCHOBHAS POJIb B
BBISIBJIEHUH 3THUX COCTOSHUU IPHUHAIJIEKUT BpadyaM INepBUYHOrO 3BeHa. B c¢Bsa3u ¢ 3Tum Es-
poueiickoe u IlanamepukaHckoe obmmectBa ummyHogedunuros (ESID, PAGID) npenoxu-
JIM UCIIOJIb30BaTh ciieaytoinue kputepuu pucka [TNUJIC:

1) yacTble 3a60JIeBaHUS BEPXHUX JIbIXaTeIbHBIX IIyTEl;

2) JOIIKOJIBLHUKHY: 9 U boJlee,
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3) LIKOJIBHUKU: 5-6 U Gosee,

4) B3pocible: 3-4 u 6oiee,

5) 6oJiee ABYX CUHYCUTOB B TO/[I,

6) GoJiee AByX THEBMOHHUH B TO/I,

7) IOBTOPHBIE TKETbIE KOXKHBIE THOMHBIE ITPOLIECCHI,

8) yrnopHas MOJIOYHHUIIA Y JIUI] CTapIlle OJHOTO ToAa,

9) otcyterBHe 3ddeKkTa OT AIUTETbHON aHTHOAKTEpUATBLHON TEPATIH,

10) 6oJiee OBYX TSKEIBIX MHGEKIMOHHBIX MIPOIECCOB (CEIcuc, OCTEOMUEITUT, MEHUH-
TUT U Ap.),

11) onnopTyHucTu4Yeckue nHdeknuu (Pneumocystis carinii u zp.),

12) IOBTOpHBIE IUAPEH,

13) HaJiM4YHe B ceMelHOM aHaMHe3e CMepTel B paHHEM BO3pacTe, ¢ KJIMHUKOW WH-
(eKIMOHHBIX 320071€BaHUU WU BBISBJIEHHOTO UMMYHOAE(UIUTHOTO COCTOSHUA.

[Tpu HATTUYUY OJTHOTO WJIM HECKOJIBKUX U3 STHX IPU3HAKOB OOJIBPHOMY IIOKA3aHO MIPOBe-
JIeHVe IMMYHOJIOTUYECKOTO 0OCIIEIOBAHUSA U KOHCYJIBTALIUS CIIEIUATNCTA-UMMYHOJIOTA.
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PRIMARY IMMUNODEFICIENCY DISEASES: THE PRODLEMS OF DIAGNOSTICS

The contemporary aspects of primary immunodeficiency diseases per-

formed in update. The early diagnostics and sufficient therapy of primary

KA.Bocharova immunodeficiency diseases makes it possible to get stable common status in
this patients. But because with bad information among pediatricians and
general practitioners about primary immunodeficiency diseases, there is a

gf‘fggmd high mortality and a lot of disabled persons in patients with primary immu-
University nodeficiency diseases caused by infectious and other complications.
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