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COBPEMEHHBIE ACNEKTbI AUATHOCTHRH
NEPBHYHBIX HMMYHOAEDHLHUTHBIK COCTOAHUK

B crarbe IpeacTaB/I€Hbl COBPEMEHHBIE aCIIEKTbl AWMAarHOCTHKHU
IEPBUYHBIX I/IMMyHOﬂe(bI/II_II/ITHbIX coCTOsTHUH. PaHHsAS JAUarHOCTUKa "
aZIecKBaTHaA Tepalusda IIEPBUYHBIX I/IMMyHO,Z[e(I)I/ILII/ITHbIX COCTOSTHUH
IMO3BOJIAET OOCTUYb cTabIBHOTO O6H.lel"0 COCTOSIHHSI GOJIBHBIX npu

KA BﬂllallllBa OOJIBIIMHCTBE 3THX 3ab0seBaHui. OTHAKO B CBS3U € HU3KOW HACTOPO-

’KEHHOCTBIO METUATPOB U Bpauell 00Iel MPAKTUKHU 0 OTHOIIEHHIO K
Beazopodckuit TIEPBUYHBIM UMMYyHOZE(DHUIIUTAM OTMEYAETCS HEONIPABJAAHHO BBICOKAS
2ocydapcmeennuilil MHBA/INIV3alyA U CMEPTHOCTD ITAIlIEHTOB C IIEPBUYHBIMM MMMYHO/E-
YHueepcumem (pUIUTHBIMU COCTOSTHUAMY, BbI3BAHHBIMUM HH(EKIIMOHHBIMU U JPY-

. THMH OCJIO>KHEHUSIMU.
e-mail: bocharova_k@bsu.edu.ru
KiroueBble ¢j10Ba: iepBUYHBbIE UMMYHOZEUITUTHBIE COCTOSTHUS,
BPOK/JIEHHBI UMMYHUTET, KOMIUIEMEHT, Jie(peKThI T'YMOPAJIBHOTO 3BeE-
Ha, 1e(peKTHI KJIETOYHOTO 3B€HA UMMYHUTETA.

B mocnenuue roasl HacesneHue Poccuum 033/1aumioch OTC/IEKUBAHUEM PabOTHI MIM-
MYHHOU CUCTEMbI MHANBUZA. TeleBUBHOHHbBIE IPOTPAMMBI U CTPAHUIIBI Ta3€T U KYPHAJIOB
3amecTpesiy 3arojoBkaMu: «Yro gesnars, ecin y Bac ummynonedunut?», « CHHAPOM XpOHU-
YyecKou ycrajoctu», «Hacro 6oseromniye 1eTu» U T.J. JeCTBUTEIbHO, AUHAMUYECKIE U3Me-
HeHUs IO0Ka3aTesell IMMYHHOU CHCTEMbI IPOUCXO/IAT B OTBET HA PA3JIMYHbIE COCTOSHUSA OP-
raHusMa: UHQEeKIUU, TPaBMbl, OIyXoyH. fIBjisgeTcs Jiu 3TO marosorueii? B OosbIIMHCTBE
CJIydaeB — HeT, 3TO HOpMaJibHas peaklus *KUBOT0 oprannsma. Besib ocHOBHasA QyHKIMA M-
MYHHOH CHCTEMBI — 3TO 60pb0a cO BCeM UyKEPOAHBIM, OyAb TO 6GaKTepus WU OIyXOJIeBast
kieTka. OZHAKO B HEKOTOPBIX CJIydasx U3MeHeHHs UMMYHHOU CUCTEMBI HOCAT 0JITOCPOY-
HBIM, ATOJIOTUYECKU XapaKTep, U TaKHe COCTOSHUA Ha3bIBAIOTCHA UMMYHOAe(pUINTHBIMU
(MAC). B 3aBucuUMOCTH OT IPUYHUH BOZHUKHOBEHUA OHU Pa3/leJIA0TCA Ha IePBUYHBIE U BTO-
puunble. Bropuunsie N/IC ABIAIOTCA C/IeICTBHEM CEPHE3HBIX BHEITHUX BO3/IEHCTBUU Ha Op-
TraHU3M: MOHUBUPYIOIIETO U3JIyYeHUs, NMMYHOCYIIPDECCUBHON Tepamuu, motepu Oenka (B
TEPMUHATBHBIX CTA/INAX XPOHHYECKOU O0JIe3HU MOueK), TKENbIX MHOeKIuN (HanpuMmep,
BIY). Ilo cpaBHEHUIO C IEPBOU IPYIIION, OHU BCTPEUYAIOTCSA HAMHOTO 4Yallle, OHAKO, KaK
IIPAaBWIO, He IIPEJCTABJIAIOT OOJBIINX JUATHOCTUYECKUX IPOOJIEM, IMOCKOJIBKY SBJISIOTCS
CJIeZICTBUEM Y>Ke U3BECTHBIX MpUYrH. HanpoTus, nepBuYHbIE UMMYHOAEPUITUTHBIE COCTOS-
HUSA OTJIMYAIOTCS BBIPAXKEHHOU THnoauarHoctTukoil. Hepenko 6ospHBIE ¢ mepBuuHbIMU 1JIC
He JI0’KUBAIOT /10 aZleKBaTHOTO inarsosa. Kpome Toro, mposiBjieHNs U TaKTHUKa TePAauU BTO-
puusbIx 1/IC BO MHOTOM CXO2KU ¢ TaKOBBIMH IIpHU TepBUYHbIX 1/[C. B 60bIITUHCTBE CiTyda-
€B OCHOBHBIM KaK IIPU MEPBUYHBIX, TaK U IPU BTOPUYHBIX UMMYyHOZepUITUTAX ABJIAETCA
WHOEKITUOHHBIA cuHAPOM. OJIHAKO Ba)XKHO MOMHHUTH, YTO HapyIIeHHWe OHOBHOU (yHKIUH
HMMYHHOH CHCTEMBI — PACIIO3HABAHUE CBOETO U Uy>KOTO — TaK)Ke BeJIET K ITOBBIIIIEHHOU Yac-
TOTE ayTOMMMYHHBIX, OIyXOJIEBBIX M peXKe — aJUIEPTHYECKUX 3a00JIeBaHUI Y OOJIBHBIX C
NJIC. Kpome Toro, nedheKThl UMMYHUTETA MOTYT COIIPOBOXKAATHCA U30BITOYHON JTUMGOIIPO-
nudepanyei 1 HapylIeHHeM KOHTPOJIS BOCIIAIEHUS.

[TepBuunbie uMMmyHOAeduIUTHBIE cocTosTHUS ([TM/IC) OTHOCATCA K TPYIIIE TKETBIX
reHeTUYeCKH JIeTEPMUHHUPOBAHHBIX 3a001€BaHUN, Pa3BUBAIOTCA B pe3yJIbTaTe BHYTPEHHUX
e eKTOB KJIETOK UMMYHHOU CHCTEMbI, KOMIIOHEHTOB KOMILIEMEHTA U (arorUTapHBIX Kje-
TOK, YTO IIPUBOJIUT K HAPYIIEHUAM OJJHOTO WIN HEeCKOJIbKUX MeXaHU3MOB UMMYHHOU 3alu-
THl OpPraHu3Ma 4esjoBeKa. BOJIBIIMHCTBO 3TUX COCTOSHUU J1e0I0TUpPyeT B PAHHEM JIETCKOM
BO3pacTe MOBBIIIIEHHON CKJIIOHHOCTBHIO K MHGEKIIMOHHBIM 3a001eBaHuAM. B Hacrosiee Bpe-
M onmcaHo 6ostee cra popm ITH/IC. Yacrora BcTpewaeMOCTH TEPBUYHBIX UMMYHOAeDUITN-
TOB B CPeZIHEM COCTaBJIAET OT 1:10000 YeJsIOBeK.
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NvmmyHOZepunnTHbIE 32001€BAaHUSA BBI3BIBAIOT IIOBBIIMIEHHYI) BOCHPUUMYHUBOCTD
OOJIPHBIX K Pa3JINYHBIM HHOeKnuAM: O0osbHbIE ¢ JedeKTaMu UMMYHOIJIOOYJIMHOB, OeJIKOB
KOMILJIEMEeHTa WIHN (arorUuTOB BBICOKOBOCIPUUMYHBHI K PEIUIUBUPYIOIINM HHOEKIHUAM,
BBI3BAHHBIM KaIICyJIbHBIMU OakTepusmu, Takumu kak Haemophilus influenza, Streptococcus
pneumonia, Staphylococcus aureus (3T uH}EKIUM HA3BIBAIOT TUOT€HHBIMU UHQMEKIUAMU,
TaK Kak OAKTEPUHU yYaCTBYIOT B 0Opa30BaHHUM THOA); a OObHBIE ¢ JedeKTaMU KJIETOUHO-
onocpezioBaHHOr0 MMyHUTeTa (T-1TMMOINTOB) ITOABEPKEHBI TSAXKEBIM, U, 3a4aCTYIO JJaKe
JIETAJIbHBIM IIPU HEAJIeKBATHOM BeJIeHUU, MH(PEKIHUAM, BO30y/IUTEIN KOTOPHIX IIUPOKO pac-
IIPOCTPaHEHbI BO BHEIIHEH cpejie. Y 3/J0pPOBBIX HHIUBU/OB K 3TUM MUKPOOpPraHU3MaM ObICT-
PO pa3BUBaeTcA TOJIEPAHTHOCTH (Takue MHQEKINH MOJIYIWIN Ha3BaHUE ONIOPTYHHCTUYE-
CKUX MH(QEKINH; ONMOPTYHUCTUYECKUE HHMEKIINH BKJIIOUAIOT POKKeBble PUOBI U HAanbOo-
Jiee paclpocTpaHeHHbIe BUPYCHI, HAIIPUMep, BUPYC BETPSHOH OCIIBI).

Kinaccundpukanusa nepBUIHBIX UMMYHOAeDUIUTHBIX COCTOTHHUIA.

OCHOBBIBAsICh HA UMEIOIUXCS B HACTOSAIIee BPEMsI CBEJIEHUAX O MEXaHU3MaX Pa3BU-
THUS TIEPBUYHBIX UMMYHO/Ie(UIIUTOB, MEX/yHAapPOHAS KIacCU(UKAIUA MMOAPa3AesieT 3TH
3ab0JieBaHUA HA CJIEAYIONEe OCHOBHBIE IPYTIIIHI:

1) C IPEUMYIIECTBEHHBIM ITOPA’KEHHUEM TyMOPILHOTO 3B€HA UMMYHHUTETA,

2) KOMOMHUPOBAHHBIE UMMYHOAEDUIUTHI (IOpa’KeHHE KJIETOYHOTO B TyMOPAJIbHOTO
3BeHA UMMYHUTETA),

3) edeKThI cucTeMbl GharoruTo3a,

4) nedeKThI CUCTEMBI KOMILJIEMEHTA,

5) npyrue 4yétko ouepueHable NJIC.

Bpauam 00mieli MpakTUKA HET HEOOXOAUMOCTH JOCKOHAJIBHO 3HATh BCE HOOJIOTHU
I[MNJIC, ogHAaKO BaKHO MMETh MPECTABJIEHHE O TUIUYHBIX MPOSABJIEHUAX OCHOBHBIX T'DYIIII
UMMYHOZe(pUITUTOB, OOIINX 3aKOHOMEPHOCTSX UX JUATHOCTUKH U JIEUEHUA.

OneHka UMMyHUTETA.

HemasioBaxkHyo posib B BbigBieHuu IIMJIC urpaer npasBuyibHas OlleHKAa aHaAMHe3a
3aboJieBaHUA MTAI[UEHTA, a TAKXKe ceMeHOro aHaMHe3a. Tak, HaJln4uue 4acThIX, HO HETAXKeNI0
IIPOTEKAIOIINX PECIHUPATOPHBIX BUPYCHBIX MH(MEKIUHN y fleTeld JOUIKOJIBHOTO U MJIA/IIIETO
IIKOJIBHOTO BO3PAacTa, Kak IIPaBUJIO, He ABJIAETCA JOCTATOYHBIM OCHOBAHUEM /IS MPEeZIo-
noxenusa auarHosa [TUJIC. Oguako yacTble MHMEKIIUU ¥ B3POWIbIX, HAJIUYME B aHAMHE3e
60JIBHOTO JIIOOOTO BO3pacTa IOBTOPHBIX ITHEBMOHUN, a TaKXKe TKEIBIX WH(QEKIIMOHHBIX
IIpOIecCcOoB, HAIIPUMep ceIlcuca, THOMHOIO MEHUHTUTA, OCTEOMUEJINTA, THOUHBIX HHPEKIUN
KOKH, TPeOYIOT poBeeHNA J1abopaTOPHOTO UMMYHOJIOTHYECKOTo 00cenoBanusa. Hammame
B CEMEHOM aHaMHe3e CMepTeH JleTel ¢ KIIMHUKON HHQEKIMOHHOTO 3a00J1eBaHUsI, a TAKIKe
Hasimuue OOJIBHBIX ¢ AuarHo3oM nepsuyHoro MJIC taxxke ABsgercsa ¢akTOpPOM pUCKA HATU-
yus [TN]JIC y obenenyemoro 6ompHOr0. Kak 6610 ckazaHo Bblire, 6osbimuactBo [TUIC ne-
OIOTHUPYIOT B IETCKOM Bo3pacrte. OHAKO /111 MHOTUX HO30JIOTHH IMEPBUYHBIX HMMYHOIeDH-
IIUTOB XapaKTEPHBI «CTEPThIE (POPMBI», BIIEPBBIE MPOSIBJISAIONINECS B MTOAPOCTKOBOM U JIaKe
B3pocsioM Bo3pacre. Kpome Toro, mpu TakoM 3aboJieBaHUM, Kak o0Ias BapuabesbHAsT UM-
MyHHasl HEJIOCTAaTOYHOCTh, XapaKTEePHbIE CHMIITOMbBI MOTYT BIIEPBBIE J€OIOTHPOBATh B BO3-
pacre crapiiie 20 JieT. B ¢BA3U ¢ 3TUM 3HaHHUE NEPBUYHBIX UMMYHOAeDUIUTHBIX COCTOSHUN
HeoOXO0/IMMO He TOJIBKO MeuaTpaM, HO ¥ TepaIleBTaM, U BpayaM JIPYTHUX CIIeUaTIbHOCTEN.

Crennaiu3nupoBaHHOE UMMYHOJIOTUUECKOE 00CIeZJoBaHNE ITPOBOJIUTCS B CIIEIHAITb-
HO 000pyZI0OBaHHBIX JlabopaTtopusax. OgHAKO mpocTerIre JabopaTopHble METObI YacToO I10-
3BOJIAIOT 3anoo3puTh MJIC Ha panHeM atare. Tak, cToiikast suMdoneHus (CHIKeHUe Yncia
JUMGOIUTOB MeHee 1500/ MKJI), 0COOEHHO Y /IeTel MIa/IIero BO3pacra, Kak MpaBUJIo, sIBJIA-
ercsa npusHakoM MJIC ¢ mopaskeHrneM KJI€TOYHOTO 3BeHa MMMYHUTETA. JHAYUTEIbHOE CHU-
J)KeHHUe COJlepKaHUsA B ChIBOPOTKe KPOBHU raMma-dpakinuu obuiero 6esika Ha ssiekTpodope-
rpamMMe MOXKeT CBH/IeTeJIbCTBOBATh O HAPYIIEHUAX CUHTE3a UMMYHOTJIO0YJIMHOB.

JlaboparopHble METOABI BBISBJIEHUS UMMYHOAEPUIUTHBIX 3a00JI€BAHUA BKJIFOUAIOT
OIleHKY (YHKIUOHUPOBAHUSA TYMOPAJIBHOTO U KJIETOYHOTO 3BeHAa UMMYHUTETA, CHUCTEMBI
KOMILJIEMEHTA, aHa/Iu3 Apyrux 3d@eKTOpHbIX MeXaHU3MOB, BKJII0Yas (aroiuTo3 U BOCHa-
JuTesbHBbIE peaknuu. CKPUHUHTOBOE HCCJIENOBAaHHME, IIOMUMO OOIIEero aHaju3a KpOBU,
JTOJIKHO HAUMHATHCA € UCC/IEJIOBAHUSA KOHI[EHTpaIuu UMMyHorno0yauHoB IgM, IgG, IgA, ¢
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MIOCJIEAYIONTUM KOJUYECTBEHHBIM OIIPe/leJIeHUEM OCHOBHBIX KJIETOUHBIX TOIYJIAINNA JIUM-
¢onuros: T-mumdonuros, B-mumdonuros, ectecTBeHHbIX KUIEPOB. CHIBOPOTOYHAA KOH-
LIeHTpaIus UMMYHOTIJIOOYJIMHOB, a TaKyKe COOTHOIIeHNe CyOTOMmy AU JUMMOIUTOB 3aBU-
CUT OT BO3pacTa U KJIMHUYECKOTO COCTOSIHUA O0JIBHOTO, II03TOMY IIPU OLIEHKe UCCIIeZIOBAaHUA
HeoOX0/IMMO YYUTHIBATh BO3pAcTHbIe HOPMBI. IIpu momo3peHuu Ha JeeKT CUCTEMBbI KOM-
IUIEMEHTa O0Iasl TeMOJIUTHYECKas: aKTUBHOCTh KOMIUIEMEHTA U WHAUBUYaJbHbIE KOMIIO-
HEHTBbl KOMIUIEMEHTa KaK KJIaCCUYeCKOro, TaK U aJbTePHATUBHOIO IIyTH aKTUBAIUU MOTYT
OBITh M3MEPEHBI IMMYHOXUMHYECKUMH U (PYHKIIMOHATBHBIMU MeTozaMu. OneHKa HMMYH-
HOT'O OTBeTa MOXKeT BKJIIOUATh OIIpe/iesieHre TYMOPaJbHOTO OTBeTa Ha crernuduieckre Bak-
[IMHAJIbHbIE AHTUTEHBI, HATpUMep TUGTEPUIHbBIE U CTOJIOHAYHBIE TOKCUHBI, YOUTBIE TIOJIHO-
aHTUTeHBI U T. /1. KauecTBeHHAas OIleHKAa KJIETOUHOTO UMMYHUTETA, KaK IPAaBUJIO, IPOBOJIUT-
c4 in vitro, myTéM omnpeziesieHus OTBeTa JIMMQMOIUTOB HA MUTOTEHbI U clieliudruIecKre aHTH-
resbl. Onenka ¢aronuTosa IpoOBOAUTCA MeTOI0M U3MepeHUs CTelleH! PeyKIINN KpacuTess
HUTPO-CUHETO TETPA30JIUA MOcJIe clenuduIecKoro CTUMYJIMPOBAHUSA KJIETOK KpoBU. Kpome
TOTO, aKTUBHOCTH (haroIUro3a MPOMOPIHOHAIbFHA KOJIMYECTBY MOTUOIIUX MHKPOOPTaHU3-
MOB HJIM KOJIMYECTBY BBIPAOOTAHHBIX PAJUKAJIOB KHUCJIOPOAA, KOTOPOE OIPEAEISIEeTCA C M0-
MOIIBI0 XEMIJTIOMUHUCIIEHITUH. [[OTTIOJTHUTEIFHO BO3MOXKHA in Vitro oIjeHKa XeMOTaKCHCa,
XEMOKHHE32, a TAaK)Ke MPOAYKIIUM U CEKPELIUU OTAEIbHBIX BOCHATINTEIbHBIX IIUTOKUHOB.

J1711 MHOTUX IIEPBUYHBIX UMMYHO/Ie(pUIINTOB ONMCAHA XPOMOCOMHAS JIOKIN3AIUA Jie-
(bexTHOTO TreHa, YTO CO37IAET OCHOBY JIJIsI BBIABJIEHU S TeHETUUECKUX HOCUTE e U ITPeHaTaIbHOMN
nuarHoctuku I[TN]IC. B HacTosiiee BpeMsi mpeHaTaIbHAs TMaTHOCTUKA MTPOBOAUTCS Ha 00pas-
1ax peTasbHON KPOBU, AMHUOTUYECKUX KJIETKAX WY IIPU OMOIICHH BOPCUHOK XOPHOHA.

OcHOBHBIE TPOABJIEHUS NTEPBUYHBIX UMMYHOAE(MUIUTHBIX COCTOSHUH.

HedeKThl ryMOpa/IbHOTO 3B€HA UMMYHUTETA.

JledeKThI ¢ MpenMyIIeCTBeHHBIM ITOPa*KeHHEM I'yMOPaJIbHOTO 3B€Ha HMMYHHUTETA CO-
CTaBJIAIOT OKOJIO 70% Bcex mepBUYHbIX 1/IC U BKJIIOUAIOT TaKHe COCTOSHUA, KaK o0Ias Ba-
puabenibHasg UMMyHHas HepocraTouHocTs (OBUH), arammarioOynuHeMus, ceJeKTUBHBIN
nedunur cybxiaccoB IgG, cenextuBHbIN nedpunut IgA, mmmyHomedunur c runep-IgM-
CUHZI[POMOM, TPAH3UTOPHAs MJIaJIeHUYecKas THIoraMMarjao0yJIuHEeMIs, a TAaKXKe HEKOTOPbIE
npyrue (peakue) cocTosiHusA. JIabopaTOpHBIHA HMArHO3 3THX 3a00JIeBaHUN OCHOBAH HAa BBIAB-
JIEHUH CHIDKEHHS WU OTCYTCTBHS OJHOTO WJIU HECKOJIPKUX KJIACCOB MMMYHOTJIOOYJIMHOB B
CBIBOPOTKE IIPY OTHOCUTEIHFHO HOPMAJIBbHBIX IOKa3aTe X T KJIeTOYHOTO 3BeHa UMMYHHUTETA.
Yncsno B-nmumdonutoB MoxkeT ObITh HOPMAJIBHBIM (CeJIeKTUBHBIN Jlepunut IgA), cHIKEH-
HbIM (001Ias BapuabesbHAsI UMMYHHas HEJIOCTaTOYHOCTH) HJTH HYJIEBBIM (aramMmarsio0ysiu-
HeMHUs).

BonpHble ¢ obmumu gedexramu GyHKIIUY B-ki1eTok (r'yMOpaIbHBIMU UMMYyHOledu-
[UTaMH) Yalle BCEro CTPAJIAI0T CJIEAYIONIUMH BHIAMU PEIUAUBUPYIOIINX MHOTEHHBIX WH-
(dexmuii: MOBTOPHBIE, JJIUTEIFHO TEKYIIHE OPOHXO0-JIETOUHbIE MH(MEKITNH, THEBMOHUH, BOC-
MMJIEHUs] CPETHETO yXa, CHHYCHUTHI, a TaKXKe MHQPEKIIUHN KOXKH, KHUIIIeYHbIe U CUCTEMHbBIE UH-
dexmuu. Kak nmpaBmito, "HQEKIIMOHHBIA CUH/IPOM y 3TUX OOJIBHBIX JIEOIOTUPYET mocse 6-12
MeCSAIEB KU3HH, B MEPUOJ MOJHOTO KaTabosm3ma marepuHckoro IgG. K Hamnbosiee yacro
BBIJIEJISIEMBIM y 3TUX OOJIPHBIX BO30YZAUTENISIM OTHOCATCS WHKAICYJIMPOBaHHbIE OAaKTepUH,
peke BBIJIEJISIOTCA IPYyTHUe BUABI OaKTepuil, BUPYChl (0COOEHHO XapaKTePHbBI SHTEPOBHUPYC-
Hble HQEKIMN), TpUObI, MUKOIJIa3Mbl U MpocTeiue. JIErounble MHGEKIHN Y O0JIBHBIX €
arammaryiooynnaemuedt 1 OBUH, He mosydarmomux ajieKBaTHON U PETyISApPHON 3aMeCTH-
TeJIBHOU Teparuu, 4acTo MPUBOJAAT K (OPMUPOBAHUIO OPOHXO0IKTA30B BCJIEJCTBUE TTOPaXKe-
HUSA 3J1aCTUYECKOU TKAHMU JIbIXaTeJIbHbIX IMyTel. B OOJIBIIMHCTBE CITydaeB TyMOPIbHBIX Jie-
(exToB MMMyHHTETAa BUpPYCHble MH(EKIINN MPOTEKAIOT 0e3 ocobeHHOCTeN B CBA3U C HOP-
ManbHOU dyHKIeld T-mumdonuros. Yacro y 601bHBIX ¢ TymMopaibHbIMU MJIC oTMeuaercs
TUIIOILIA3UsA MUHAAIUH U TUMOY3II0B.

CesieKTUBHBIN JIe(PUIAT UMMYHOIJIOOY/JIMHAA — sBJseTcsa Haubojiee pacmpo-
CTPaHEHHBIM THUIIOM HUMMYHOJIOTHYECKON HEeJO0CTATOUHOCTU. 3HAUUTEJIbHOE CHIKEHHUE ChI-
BOPOTOYHOTO IgA oTMeuaeTcsi B CpeHEM C YAaCTOTOH 1 HA 500-700 UYeJIOBEK €BPOIEOUTHOM
pacs! (JaHHBIE [10 APYTUM 3THHYECKHM IPYIIaM OTCYTCTBYIOT). B GoJIbIIMHCTBE cilyyaeB ce-
JIeKTUBHBIE JeuuThl IgA BeTpedaroTes COPaUYecK, HO ONMCAHBI U CEMEHHBIE CIyJau,
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rze gedeKT mpocsekuBaeTcsa BO MHOTUX NOKOJIeHUuAX. [IpearnosnoxkuresabHo fedekT ABgeT-
cs pe3yJIbTaTOM OTCYTCTBHSA co3peBaHUsA IgA-mpoaynupyoomux JuMGOnUTOB (HapylieHus
orama KoHeuHoW mAuddepeHnnpoBku B-kieTok, B pesynbrare uYero MHorue IgA-
MI0JIOXKUTEJIbHBIE JIMMQOIUTHI UMEIOT He3pesiblil GeHOTUI U SKCIIPECCUPYIOT OTHOBPEMEHHO
IgA u IgD). ITanueHTH! ¢ AePUIUTOM CHIBOPOTOYHOTO IgA CKJIOHHBI K Pa3BUTHUI0O UMMYHO-
KOMILJIEKCHOHM maTosioruu (mportekammeit no III Tunmy peakiuii runepyyBCTBUTEIBHOCTH).
IIpumepHO y 20% WHAMBUIOB € AePULIUTOM CBIBOPOTOUYHOTO IgA Takke orcyTerByroT 1gG2 u
IgG4, u, cienoBaTesbHO, OHHM BOCIPUMMUYUBBI K IIHOTeHHBIM HHGEKIUAM. Y uesloBeKa
OOJIPIITMHCTBO AHTHUTEJ K KAICYJIIPHBIM IOJIMCAXapUaM ITHOTEHHBIX OAKTEPU IpUHAJJIe-
KUT K cybkiaccy 1gG2, mostomy nebunut Topko IgG2 Takke IPUBOAUT K PELUIUBUPYIO-
UM NTHOTeHHBIM HH@eKnuaM. HAUBUABI ¢ HEJJOCTAaTOUYHOCTBIO TOJIBKO 1gG4 Takke Boc-
IIPUMMUUBHI K PEIIUUBUPYIOIINM HHPEKITUAM.

Kputepuem nuarHosa sBjsercs CHUXKEHHE YPOBHS CHIBOPOTOYHOTO MMMYHOIJIOOY-
JIMHAA HHKe 0,05 T'/J1y AeTel cTaplile 4 JIET ¥ B3POCJIBIX IPU HOPMATBHBIX KOJIMYECTBEHHBIX
MOKa3aTesAaX APyTuX 3BeHbeB UMMYHUTETA.

HecMoTpst Ha GOJIBIIYI0 pacIpPOCTPAaHEHHOCTh TAKOTO MEPBUYHOTO MMMYHOIeHITH-
Ta, KaK ceJIeKTUBHBIN Aedunut IgA, yacro sioau ¢ JaHHbIM JlepeKTOM He UMEIOT KINHUYe-
ckux nposiBieHud. Hanbosiee xapakTepHBIMU KIIMHUYECKUMHU IPOSIBJIEHUSIMU CEJIEKTUBHOTO
nedunura IgA asisiores uHpeknuu JIOP-opraHoB U GPOHXO-JIETOYHOTO TPaKTa, a TaKKe
aJIeprudeckre U ayTOUMMYHHBIE COCTOSIHUSA, JIOBOJIBHO YAaCcTO OTMeYaeTCs acColuaIus ce-
JIeKTUBHOTO nAedwurura IgA ¢ UMMYHHOU TPOMOOIIMTOIIEHUYECKON IMyPILypPOH, IeTHaKueH.
Annepruyeckre W ayTOUMMYHHBIE CHHJIPOMBI ITPOTEKAIOT 0€3 KaKUX-JIM00 0COOEHHOCTEH,
OT/TMYAIOIINX UX OT QHAJIOTUYHBIX COCTOSHUU Y JIUI] ¢ HOPMAJIBHBIM KOJIMYECTBOM IgA B CBI-
BopoTke. HPeku OpOHX0-JIETOYHOTO TPAKTa IIPOTEKAIOT HETSIKENIO U PEIKO EPEXO/IAT B
xpoHnueckre Gopmbl. B iesiom 3a6osieBaHIEe UMEET XOPOIIUU ITPOTHO3.

Crennduyeckoro MeTo/ia JieueHus ceJIeKTUBHOHN HeocTaTouHOCTU IgA He cylecTBy-
eT. JleueHne ajl/IeprUvYecKux U ayTOUMMYHHBIX 3a00JIeBaHUH y TAllUEHTOB ¢ Aedunutom IgA
He OTJINYAEeTCA OT TAKOBBIX ¥ OOJIBHBIX 6e3 3Toro UMMyHo/ilepunuTa. BoJbHBIM ¢ BBIpakeH-
HBIM MH(QEKIIMOHHBIM CUHZpOMOM Ha ¢GoHe cesIeKTUBHOTO Aeduriura IgA /s kynupoBaHUU
MH(EKIMOHHOIO CHH/IpOMa IOKa3aHa 3aMecTUTesIbHasA Tepanusa 1gG-coepxkammumu mperna-
patamMu ¢ MUHHUMAaJbHBIM co/iep:KaHueM IgA B mpernapaTe WX € IOJHBIM €ro OTCYTCTBUEM
IUI TIPEAYIPEXK/IeHUsT PA3BUTHA aHADIIAKTUYECKUX PEAKIHH y CEeHCHUOWIN3UPOBAHHBIX
MaI[MeHTOB C aHTH IgA-aHTHUTeIaMU.

AraMMaryIo0yJIMHeMUs SABJISIeTCA TUIUYHBIM U IE€PBBIM JIeTATbHO U3yYeHHBIM
HMMYHOZIle(pUIIUTOM, OIIMCAHHBIM ellle B 1952 T. KaK CUHJIpOM MMMyHozAedunuTa. ITo Hau-
60J1ee TKET0E 3a00I€BAHYE C CEJIEKTUBHBIM J1ePUIIUTOM MPOYKIIUY aHTUTes. ONHCcCaHHbIe
reHeTuyeckue 1edeKTbl MPUBOJAAT K HAPYIIEHUI0 Pa3JIMYHBIX 3TAIlOB co3peBaHUsA B-
smMdonuToB. 3aboeBaHue HacIenyercsa Kak X-cierieHHo (bose3ns bpyrona), Tak u ayTo-
COMHO-PEIECCHUBHO. X-CIleIUIEHHOe 3a00IeBaHNe BCTPEYAETCS Y MAJIBUMKOB M XapaKTepU3y-
eTcs OTCYTCTBUEM WJIU PE3KUM CHI)KEeHHEeM uuncia B-kieTok B nepudepudeckoil KpoBU MU
B JINM(OUTHON TKAHH, BCJIEICTBHE UEro JINM@aTUUECKHe y3JIbl y HUX HEOOJIBIIINX Pa3MepPOB,
a MUHJIAJIMHBI OTCYTCTBYIOT. OOBIYHO B CHIBOPOTKE OTCYTCTBYIOT IgA, IgM, IgD u IgE u B He-
0OJIBIIIOM KOJITYECTBE MpUCYTCTBYeT IgG (MeHee 2 r/).

[TepBble 6-12 MecAInEeB KU3HU OOJIbHBIE JETU 3AIIUINEHBI OT MHOEKINU MaTEePHH-
ckumu 1gG, mosydeHHBIMU IIPU TPAHCIUIAIEHTAPHOM IIEpeHoce OT mMarepu mwioay. Ho mo-
CKOJIbKY 3amachl IgG nucromaioTes, y leTel pa3BUBAIOTCA MHUOTeHHBbIe nH$pekun. Ecau netu
MIOJIy4Yal0T BHYTPUBEHHO UMMYHOIJIOOYJIMHBI B BHICOKHUX /I03aX, TO OCTAIOTCS 3/[0POBBIMU.

Fen X-cuemneHHON araMMmarJoOyJMHEMUHM PACHOJIOKEH Ha JJUHHOM Iuiede X-
xpoMocoMbl. C 3TOM XpOMOCOMOH CBfI3aHbI MHOTHE JIpyTHe HacaeACTBEHHble UMMYHOedu-
IUTHBIE 320071€BaHNA. AHAJIU3 3TUX FeHOB 00JIerdaeT NpeHaTaIbHYI0 JUAaTHOCTUKY HUMMYHO-
nedurura.

Ten, nedextHpIl mpu X-cleIUIEHHONW araMMarjao0yIMHEMUH, HEAABHO UIEHTUDUITU-
POBaH Kak reH B-kierounoii Tupo3unkuHassl (btk), u mpruHaIeKUT K ceMelcTBy OHKOTeHa
src. Posib 5TOrO reHa B co3peBaHUU B-KiIeToK ellle He BIIOJIHE TOHATHA, HO OUYE€BU/HO, UTO OH
’)KM3HEHHO BaKeH JIJIA 3TOTo Iporiecca. KOCTHBIN MO3r MaJIbUMKOB ¢ X-CIENJIEHHOU aram-
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MarJio0yJTMHEMUEd COJIEP>KUT HOPMaJIbHOE KOJIUYECTBO Ipe-B-kjeTok, HO W3-3a MyTanuu
reHa btk atu kieTku He MOTyT co3peBaTh B B-tuM@onuTsI.

Taxkum 006pa3oM, KPUTEPUAMHU JIMATHO3a SABJIAETCA CHUKEHHE KOHIIEHTPAIUU ChIBO-
potouHoro IgG meHee 2 r/a npu orcyterBuu IgA, IgM u nupkyaupyomux B-mum@onuTos.

K OCHOBHBIM KJIMHHYECKUM IIPOSIBJIEHUSIM OTHOCATCS IOBTOPHBbIE OaKTEpHAIbHBIE
UHOEKINN peclUPaTOPHOro TpakTa (OpOHXUTHI, THEBMOHUU, CUHYCUThI, THOMHbBIE OTUTHI),
JKeJIyIOYHO-KHIIIEYHOTO TPAKTa (9HTEPOKOJIUTHI), pEXKe — KOKU. BOJbHbIE OT/IMYAIOTCSA BbI-
COKOH YyBCTBUTEJILHOCTHIO K SHTEPOBUPYCaM, KOTOPble MOTYT BbI3BIBATh Y HUX TAKEJIbIE SH-
nedanutel. IIpuposa HepeKO BCTPEYAIOIIETOC CKIEPEEMO- U IEPMaTOMUO3UTONIOI00HO-
ro CHUH/JIDOMOB BBIICHEHA HEJO0CTAaTOYHO, BeposATHee BCero, OHU HUMEIOT SHTEPOBUPYCHYIO
3THUOJIOTHIO.

Taxke M3 HeMH(EKIMOHHBIX MPOSABJIEHUN Y OOJIBHBIX OTMEYAIOTCs Hecrenuduyie-
CKUI A3BEHHBIN KOJIUT, CUMIITOMBI C€30HHOM U JIEKaPCTBEHHOU asuiepruu. Y HalnueHToB ¢
araMMarJyIoOyJIMHEMUSIMH MOTYT Pa3BUBAThCA HEHUTPOIIEHUH, KOTOPbIE MOTYT OCJIOXKHSATHCS
xapakTepHbIMH U1 narueHToB ¢ [T /IC nndeknuamu (S.aureus, P.aerogenosa).

I'nnep-IgM-cunapoM.

CHH/JIpOM Tpe/iCTaBJIsAET TPYIILY FeHeTUYECKH Pa3HOPOJHBIX 3a00JIEBAaHHUI CO CXOJI-
HBIMU KJIMHHUYECKUMU W JIaOOPATOPHBIM IMPOSABIEHUSAMH. BerpeyaeMocTs JaHHOTO 3a00J1e-
BaHUA B NOIYJIALIMY He MPEBBIIIAET 1 HA 100.000 HacesieHUs. B ocHOBe JaHHOTO CUHZpOMa
JleXaT MoJIeKyJIIpHble HapylleHus MOyTH B3aumozencTtBus penentopa CD40 nHa B-
aumdonutax ¢ CD40-nuranzom Ha T-kieTkax, IpUBOAAININE K HAPYIIEHUIO ITEPEKTIOYEeHUA
cuHTe3a IgM Ha Apyrre Kilacchl HMMYHOITIOOY/IMHOB. B 70% ciyuaeB 3ab60os1eBaHNe HACIey-
eTcs X-CIeIUVIEHHO, B OCTAJIbHBIX — ayTOCOMHO-perieccuBHO. HeoObIUHBIN MMMYyHOAEDUIUT ¢
MOBBIIIEHHEM YPOBHA IgM mpUBOAUT K CUTyalluu, KOT/Ia MHAUBUBI UMeEIOT Aebunut IgG u
IgA B coueTanuu ¢ 6OJBIIUM KOJIMYECTBOM ITOJTUKIOHAIBHBIX IgM.

BonbHble ¢ rumnep-1gM cHHIPOMOM BOCHPUHMYHBBI K IMHOT€HHBIM HHQMEKIUSIM H
JIOJI’KHBI TI0JIy4aTh JedeHue BHyTPUBEHHBIMU UMMYHOIVIOOYJIMHAMU. Y MAI[UeHTOB UMeeTCs
TeHJeHIUsA K obpaszoBanuio IgM-ayroanturen k HedTpodmiaaM, TpPOMOOIHUTAM U JPYTHM
KJIeTKaM KPOBH TaK:Ke, KaK K TKAHEBBIM aHTUT€HAM, 1 UMMYHOZe(UIIUT OCI0KHAETCS ayTo-
MMMYHHOU natosiorued. TkaHu GOJIBHBIX, B YACTHOCTH, >KEJIY0YHO-KHUIIEYHbIH TPAKT, UH-
(punpTpUpOBaHbI KJIETKAMU, CUHTE3UpYyIoIUMU [gM.

B 70% ciryuaes rumnep-lgM Hacienyercs Kak cHeIlJIEHHOE ¢ X-XpOMOCOMOU pelleccuB-
Hoe 3a00JieBaHUE, KOTOPOE Pa3BUBAeTCA B pe3ysibTaTe MyTanuu reHa jmragaa CD4o0, mo-
CKOJIBKY 3TOT I'eH JIOKQJIM30BaH HA JJINHHOM IljIlede X-XpOMOCOMBI B TOM K€ y4acTKe, 4TO U
reH, OTBeTCTBeHHBIN 3a runep-IgM. BzaumopelictBue mexay mosekynamu CD40 Ha mo-
BepxXHOCTH B-kitetok u siuranziom CD40 Ha akTUBUPOBAaHHBIX T-KjeTKax fABJIAETCA MOIIHBIM
KOCTUMYJIUPYIOIIIUM CUTHAJIOM, HEOOXOAUMBIM JIJISI IIEPEKITIOUEHUs U30TUIIA UMMYHOTIJIO0Y-
JINHOB ¥ Bo3dpacrtanus ux abdbunnoctu. I1pu runep-IgM B-kyieTku He MOTYT IepeKII0YaThCA
¢ cunre3a IgM Ha cunres IgG, IgA u IgE, KOTOPBIII TPOUCXOAUT IPU HOPMAJIBHOM CO3peBa-
HUU B-KjeTok.

I'unep-IgM Taxske MOXKET HacaeA0BAThCA KaK ayTOCOMHO-PELleCCUBHBIN MPU3HAK, IO0-
parkasi KaK JIeBOUYeK, TaK 1 MAJIBUUKOB. AyTOCOMHO-pelleccrBHast ¢popma rurnep-IgM obycitoBie-
Ha reHeTu4yeckuM JiedekToM B-kyierounoro depMeHTa, MOIYYMBILIErO Ha3BaHNE UHAYIIUPOBAH-
HOUM aKTHUBaLMEN IUTHANH/Ie3aMUHA3bl. DepMeHT, aKTUBUPOBAHHBIN B CTHUMYJIIPOBAaHHBIX B-
KJIETKAX, KOHBEPTUPYeT IUTUAVH B ypuauH B ogHoHuTeBou /THK. Ypuaun nerpagupyer B ypa-
LI, BBI3BIBAIOIINY pa3pbIBbl B Iienouke THK, nmpuBoasa kK peKOMOMHAIINY T'€HOB TSKEJIbIX Iie-
el IMMYHOTJIOOYJIMHOB WUIH K IIEPEKTIOUEHUI0 KJIACCOB UMMYHOIJIOOYTMHOB.

OCHOBHBIM KpHUTEpHUEM IIOCTAHOBKM JuarHosa rumnep-IgM-cuHapoMa fABIAETCA pe3-
KOe CHI’KeHHe KOHI[eHTpaluil chIBOPOTOUYHBIX IgG u IgA mpu HOpMaJbHOM WJIN BBICOKOM
conepxkanuu IgM (6omnee 4r/m). KomudectBo nupkynupyioomux T- u B-mumdbonuTos kak
MPaBWIO HOPMaIbHO. TeM He MeHee, IpU OOJIBIINHCTBE PA3HOBHU/IHOCTEH 3a00JI€EBAHUS OT-
MeyYalTcs IPOABJIeHU, XapaKTepHble /i HapylleHus (QYHKIUN KJIeTOYHOIO 3BeHAa UMMY-
HuteTa (CM. HIXKe).

Kinnanuecku runep-IgM-cuHApOM XapakTepu3yeTcs IMOBTOPHBIMHU, WHOTZA TAXKEJIO
NpoTeKarIUMU nHpekuaMu. Ha nepBoM MecTe CTOAT NOpakeHUs PeclupaTOPHOIo TpakK-
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Ta, IIpeJICTaBJIEHHbIE CUHYCUTaMU, ODOHXUTAMU U THEBMOHUSMU, BHI3BAHHBIE, B YACTHOCTH,
U YCJIOBHO-TIaTOTeHHOU ¢utopoi (Pneumocystis carinii). Cepp€3Hyto mpo0sieMy IIpu TUTIEP-
IgM-cuHApOME MPEACTABIAIT TaCTPO3HTEPOJIOTHMYECKHUe HapylleHHdA. Kpunrocrnopuanos
AIBJIIETCSA OAHOM M3 IPUYHH U30BITOYHOTO BOCHAJIUTETIHLHOTO OTBETA C PA3BUTHEM A3BEHHOTO
MIOpakeHMs JKeJIyJOUHO-KUIIIEYHOT'O TPAKTa U CKJIEPO3UPYIOIIEro X0JIaHTUTa, HEPEIKO MPU-
BOJIAIIETO K XPOHUYECKOU MEeUEHOYHON HEJO0CTATOYHOCTH. ¥ MHOTHX OOJIBHBIX C OTUM CHUH-
JIPOMOM BBISIBJISIIOTCS T€ WJIM MHbIE TeMATOJIOTUYeCKre HapylleHus (reMOoJIMTUYeCcKas: aHe-
MU, HEUTPOIIeHUsI, TPOMOOITUTOTIEHUST) M ayTOUMMYHHbBIE PACCTPOUCTBA, TAKUE KaK apTPHT,
riomepysoHedpur. Yacto oTMeuaercs: TUINEPIUIas3us JUM@OY3JI0B U MUHAAJINH, HEPEJIKO
BBISIBJISIETCSA TeNaTOoCIIeHOMeTaTusA. JIJ1a 3TUX O0JIbHBIX XapaKTePHBI B TOM YFHCJIE OITyXOJIe-
BbIe 3a00JIeBaHUS.

OO0mas BapuadeapHass MMMYHHAasI HEIOCTATOYHOCTb.

TepmuH «001as BapuabenbHas UMMyHHas HepocTraTouHocTh» (OBUH) ucnosbayer-
¢ UISI ONFCAaHUsI TPYIIIBI emé He AuddepeHnnpoBaHHbIX CHHAPOMOB. Bce oHM XapakTepu-
3y1oTcs leeKToM cuHTe3a aHTuTesl. Pactnpocrpanéanocts OBMH Bapsupyer OT 1:50 000 J10
1:200 000.

Ha paansiit MomenT OB H oTHeceHa skcnepramu BO3 B rpyminy uMMyHOAepUITUTOB
C IPENMYIIECTBEHHBIM HapyIIeHHEM aHTUTEJIOTeHe3a, OJTHAKO BBISIBJIEHO MHOTO JIJAaHHBIX, CBH-
JIeTETHCTBYIOIINX O MOopakeHuH T-muM@onuToB, ogHako AedeKThl T-KIeTOK HeZoCTaTOYHO
ompesiesieHbl. TakuM 06pa3oM, CHUKeHHE MTPOAYKIIUY HMMYHOIVIOOYJIMHOB, BEPOSTHO, CBA3A-
HO C HapylieHueM T-KJIeTOUHOU PeryJIAluy uX cuHTe3a, T. €. OBUH B GoJiblllel cTeneHu sB-
JisieTcsi KOMOMHUPOBAaHHBIM UMMYyHoAedunmroM. Y OosbiuHceTBa 6016HBIX OBUH (80%)
MIPUCYTCTBYIOT B-KJ1€TKH, KOTOpBIE HE PYHKIIMOHUPYIOT U ABJIAIOTCA He3peIbIMU. B-KIeTku He
nedeKTHBI, HO OHHU He MOJIYYaloT HeOOXOAUMbIe CUTHAIBI OT T-KJIETOK U M03TOMY (DyHKIIHO-
Hay1pbHO HeakTuBHBI. OB H He HacseyeTces, HO 00614HO acconuupyercsa ¢ MHC-ramtorunamu
HLA-B8 u HLA-DR3.

Jluar€o3 CTaBUTCA HA OCHOBAHUU 3HAUUTEJILHOTO CHUKEHUSA TPEX, PeKe — JBYX OC-
HOBHBIX Ky1acCOB UMMYyHOr00yinHOB (IgA, IgG, IgM) npu HOPMaJbHOM WJIM HECKOJIBKO
CHIPKEHHOM YHCJIe UPKYJIUPYIONUX B-KJIETOK, a TakyKe HapyIIeHus CHelnu@UIecKoro aH-
TUTEJILHOTO OTBeTa. [lepes; MOCTaHOBKOM /IMarHO3a HEOOXO0IUMO UCKJIIOUUTD JIPYTHE XOPOIIIO
WU3BECTHBIE IPUYNHBI araMMario0yJTHHEMHUH.

Nndexnnonnsie npossienuss OBMH xapakTepHbl JJis Bcel TPYIIIbl TYMOPAIbHBIX
nedekToB. Y UHAUBU/IOB ¢ OOIITUM BaprabeIbHBIM UMMYHOIe(pUIIITOM Pa3BUBAETCS MMPUOO-
peTeHHas araMMarJI00yJITMHEMUs B Bo3pacTe 10-30 JieT win crapiie. JKeHITUHBI 1 MY>KUYUHBI
0O0JIEIOT B paBHOU CTelleHH OJMHAKOBO. [IpnunHa 3a601€BaHuUs B I[€JIOM He H3BECTHA, HO OHO
MOJKET pa3BUThCA BeJiel, 3a MH@eKIneld, BhI3BAHHON BUpycoM JniurteiiHa-bapp. boabHbie
OBUH Tax ke, Kak MOIbYUKU ¢ X-CIIEIVIEHHOW araMMarjio0yInHeEMHEHN, Ype3BbIYaiiHO UyB-
CTBUTEJIbHBI K ITHOTEHHBIM MHKPOOPTaHHM3MaM W K KHUIIEYHBbIM MpocTtedmuM Giardia
lamblia, BEI3BIBAIOIINM TSKEJIYIO THUAPEIO.

Cpenu 60spHBIX ¢ OBH HEOOBIYHO BBICOKA YACTOTA JIUM(MOPETUKYIISIPHBIX U JKeJTy-
JIOYHO-KUIIIEYHBIX 3JI0KAYEeCTBEHHBIX OIyXoJied. B omnune ot X-CIenyieHHON araMMarJio-
Oynuaemuwn, y Tpetu 60spHBIX ¢ OBUH ormeuaercs crieHoMeranus u/wnu nauddysHas
smMdoazeHonarus. BerpedaroTesi Heka3eo3HbIe TPAHYJIEMbI, HATTOMUHAIOIE TAKOBbIE TTPU
capkoujiode. Kpome toro, 6ospHbIe ¢ OB H moaBep:keHbl pa3IUYHBIM ayTOUMMYHHBIM Ha-
PYIIEHHUSAM B BHEe T€MOIIUTONEHHWH (MTEPHUIIMO3HON aHEMHU, T€MOJIUTUYECKON aHEMUH,
TPOMOOIIUTOIIEHUH, HEUTPOIIEHNUH), apTPUTOB U JIP., HO MIPUYMUHBI UX BOSHUKHOBEHUSA €llle
He u3BecTHBI. bosibHBIM OBUH ciienyer BBOAUTH UMMYHOTJIOOYJIMHBI BHYTPUBEHHO, YTOOBI
obecrieuuTh HEOOXOIMMYIO 3AITUTY IPOTUB PENUAUBUPYIOIINX TNOT€HHBIX HHEKITUHN.

TpaH3uTOpHAsI THIIOTAaMMAarJIO0OyIMHEMUA Yy A€Tell pAHHEro Bo3pacra.

[Tocsie poskAEHUSA IETH 3aIUIIEHbI MaTepUHCKUMU IgG, KOTOphble KaTabOJIM3UPYIOTCS
¢ IIEPHOJIOM MOJIY>KU3HU OKOJIO 30 CyTOK. B Bo3pacre 3 MecsAIeB 3/10pOBble JETH HAYHUHAIOT
CUHTE3UPOBaTh cOOCTBeHHbBIE IgG, X0TsA 0O6pa3oBaHue aHTUTEJT K OaKTEPUAIbHBIM KaTICyIbHBIM
roJiucaxapuzilaM OTCYTCTBYeT BIUIOTH /IO BTOPOTO T0/ia KU3HU. Y HEKOTOPBIX JIETeHl HOpMaJsIb-
HbIM cuHTe3 1gG MOXKeT HavaThCs TOJIBKO K 36 MecsAlaM »KU3HHU, U JI0 3TOTO CPOKA OHH BOC-
MPUMMYMBbI K TUOT€HHBIM UHQEKIAM. B-KIeTKU y 9TUX JieTell He M3MeHEHbI, HO OHU JIUIIIe-
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HbI oMoty oT CD4+ T-kierok fy1a cuHTe3a anturesa. Cpeiu NalueHToB ¢ TPAH3UTOPHOU TH-
[IOraMMamIoOyJIMHEMHEH YacTo MOBBIIIEHA YacTOTa MHMEKIIMOHHBIX 3a0071€BAaHUM, B OCHOB-
HOM He yTPOKaeMbIX JIJIS1 >KU3HU: CPeTHUE OTUTBI, CHHYCUTHI, THOMHBbIE OPOHXUTHI.

Kpurepun AUarHOCTUKU JTAHHOTO COCTOSHUSA IOJIHOCTBIO HE CTaH/IapPTHU30BAHBI, O
TPaH3UTOPHOU TUIIOraMMaryio0yJIMHEMUU MOKHO TOBOPUTH IIPU CHUKEHUU KOHIIEHTPAI[UU
OJTHOTO WiIN 00Jiee U30THUIIOB HMMYHOIJIOOYJIMHOB 0OJiee, UeM Ha /JiBa CTAH/IAPTHBIX OTKJIO-
HEHUS OT HOPMBI Yy peOeHKa cTapiie 6 MecsIeB, HO IPU HOPMAJIbHBIX IOKA3aTENAX CIEIU-
(uyeckoro aHTUTEIBHOTO OTBeTA U YPOBHAX T- U B-KJIeTOK, COOTBETCTBYIOIINX BO3PACTHBIM
HOpMaM. 3a4acTylo 3aMeCTUTe/IbHAA Tepamus IpernapaTaMid HMMYHOIJIOOYJITHOB TaKUM T1a-
LIMeHTaM He [TI0Ka3aHa.

JedeKrThl KJIeTOYHOI0 3B€Ha 1 KOMOUMHHPOBaHHbIE Ae(eKThI.

MmyHOIepUITUTHI ¢ TopaskeHHeM T-KJIeTOUHOTO 3B€HAa UMMYHHUTETa PA3HOOOPa3HbI
U BapbUPYIOT 110 TAXKeCTU MHQEKIIMOHHBIX IPOSABJIEHNN U HAJIMYUIO COILyTCTBYIOLeN HeUH-
dexnmonHol marosoruu. ATU OOJIBHBIE TOJIBEPXKEHBI ONMMOPTYHUCTHYECKUM HHQEKITHIM,
BBI3BaHHBIM Ipocredmmumu, Bupycamu (Herpes simplex, Varicella zoster, Cytomegalovirus)
win rpubamu. YacTo 3T 6OJIBHBIE CTPAJAIOT IMIPOTPECCUPYIOIIEN THEBMOHUEH, BRI3SBAHHOM
BUPYCOM IMaparpuimna 3 TUIIa, IUTOMETaJIOBUPYycOM MU Pneumocystis carinii. Ilopaskenue
TOU Win MHOU GyHKINU T-1uM@pOIUTOB, KaK IPaBUIO, BEJIET K HAPYILIEHUIO crieludUIHO-
CTH U TYMOPaJbHOTO OTBETA, TaK KaK (YHKIUU B-TMMEOOIUTOB 3aBUCAT OT HOPMAJIBHOM
dyukyum T-muMmdonnToB. B cBA3U ¢ 3TUM y TaKUX OOJTBHBIX BCTPEYAETCSA TAKKE BECh CIIEKTP
BO30yAUTENEN, XapAKTEPHBIX /IS TYMOPAJIbHBIX /edekToB. K 3a001eBaHUAM 5TOU TPYMIIBI
OTHOCATCA TSDKENMas KOMOWHHMpOBaHHAasA WMMyHHas HegocrtaTouHocTh (TKWH), cuHmpom
Ju/l>xopmxku, nedunuT ageHO3MH/Ie3aMUHA3bl, AeDUINUT IMypUHHYKIeo3udochopuiassl,
HaCJIeJICTBEeHHAs aTaKCUA-TeIbaHTUOIKTa3Us, CUHAPOM Buckorra-Osnipuya u ap.

Jlna 6onbimmHCTBA KOMOMHUPOBAaHHBIX N/[C, KpomMe HHGMEKIIMOHHOTO CUHIPOMA, Xa-
PaKTEPHBI MOBBIIIEHHAS YacTOTa ayTOMMMYHHBIX 3a00JIeBaHUH, B YaCTHOCTH HEUTPOIEHUH,
TPOMOOLIUTONIEHUH, apTPUTOB, HedPpUTOB U Jip. Kpome TOr0, 3TN 60JIBHBIE C OOJIBIIIEH YaCTO-
TOH II0/IBEP>KEHBbI OHKOJIOTUYECKUM 3a00J1eBaHUAM, 0COOEHHO JIMM(OPETUKYJIPHOTO MPO-
HUCXOKJE€HUA.

Taxkénas KOMOMHUPOBaAaHHAaA UMMYHHAas HEIOCTATOYHOCTb.

Hawnboee cepb€3HOe 3a00s1€BaHNe U3 TPYIIITHl KOMOMHUPOBAHHBIX Je(DEKTOB — TSKEIast
KOMOWHUpOBaHHAasA UMMyHHas HeptoctarouHocTh (TKVIH), koTopas nposBiseTcs B IepBbIe Me-
canpl xku3HU. Yacrora TKUH cocrasiser 1,5 Ha 100.000 Hacenenusa. TKMH npexncrassser co-
OO0 rpyIIly reHeTHYeCK! Pa3HOPOAHBIX 3a00JIeBaHUN, B OCHOBE KOTODBIX JIEXKUT HapyIlIeHHe
cozpeBaHusA T-TUM@OIUTOB € IOJTHBIM OTCYTCTBHEM HUX QYHKIIMU. B 3aBUCUMOCTH OT reHeTHYe-
ckoro fedekra 3aboseBaHre HacyienyeTcs X-CIEIVIEHHO WIM ayTOCOMHO-pelnieccBHO. Kpure-
pusMu auarHosa it Beex ¢opm TKUH sBistioTes rumnorviasus JTUMQOUIHON TKaHU, JTUMEO-
IeHUs], BhIpaykeHHOe cHIKeHre CD3+ JTuM@OIUTOB, 3HAUUTETFHOE CHIDKEHNE KOHIIEHTPAaITUN
CHIBOPOTOYHBIX MMMYHOIVIOOYJIMHOB, paHHEe HAavaJIO TsKENIbIX HHpEKIui. B 3aBucuMocta ot
dbopmer 3a001eBanusA yncsio B-nmmdoruroB Bapbupyer ot HyseBbiX (T-B-) 10 HOpMasIbHBIX
sHaveHnii (T-B+), ojfHako BO Bcex cyiydasx ux (PyHKIUA pe3KO HapyuleHa. [Ipy HEKOTOPBIX
dopmax TKIH onpegnessiercsa HopmanbHoe uricio HK muvdoruros (HK+).

K THnmUYHBIM TPOSIBJIEHUAM OTHOCSTCSA 33/Iep>KKa (PU3UYECKOTO Pa3BUTHUSA, XPOHUYE-
cKas auapes, TSKEIas MOJOYHHUIIA U TPUOKOBBIE TOPAXKEHUS KOXKH, ITPOTPECCHUPYIOIIee II0-
pa’keHHe PECHHUPATOPHOTO TPaKTa B BUJE€ MHEBMOIIMCTHBIX ITHEBMOHUM, BUPYCHBIX, OaKTe-
pUanbHBIX WH}pEKui, THeBMOHUA U cencuc. [Ipu Bakmunanuu BIDK y Takux 60/bHBIX Yac-
TO BO3HUKaeT MecTHas wiu cucreMHas BIDK-undexmnusa. IIpu perTreHorpaduu rpyaHoN
KJIETKH TaKUX OOJIbHBIX I0JIP)KHO HACTOPA)KUBATH OTCYTCTBUE TEHU THMYCA.

Cunapom Au/lxopaxu.

B ocnoBe cunnpoma Ju/>KOpKY JIEXKUT JOCTATOUHO YacTas XpoMOCOMHas abeppa-
nusa — Aesenus 22q11.2, IpUBOAAIIAA K HapylIeH!u0 (GOPMHUPOBAHUA OPraHOB, ITPOUCXO -
IIUX U3 3 U 4 kabepHOi yru (THMyca, TapaluTOBUHON JKeJle3bl, KPYITHBIX COCY/IOB U JIp.).
I'eH, HemoCpe/ICTBEHHO OTBEYAIONIUN 3a pa3BUTHE JIAHHOTO CUHJpOMa, He usBecTeH. CHH-
JIpOM XapakTepusyeTcsi UMMYHOAe@UIIUTOM U THUIUYHBIM IOPaKEHHWEM Pa3/IMYHbIX Opra-
HOB. 3aboJieBaHNe BapbUPYET M0 CIEKTPY U TKECTU KIMHUYECKUX IposBaeHuil. Hanbosee
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Tskenada dopma cuHzpoMa J(u/l>kop/iku XapakTepusyeTcs HOJIHBIM OTCYTCTBUEM THUMYycCa U
KaK CJeACTBUE — TMOJHBIM OTCyTcTBUEM T-muMdonuToB U HeQyHKIIMOHAJIBHBIMU
B-nmumdornuramu. 3abosieBaHNe MPOTEKAET TAK ke, Kak U BolmeonucanHas TKUH, onaako
4acToTa «IIOJIHOTrO» cuHApoma u-/[>Kopaxu HeBeJrKa — 0,2 Ha 100.000 HaceseHusd. I'o-
paszio yalle BCTpeYarTcs MeHee TsKEJIble HapylleHUsl UMMYHHUTEeTa, IPUBOJIAIINE K Pa3BU-
TUIO PEIUINBUPYIOIINX CUHYCUTOB, OTUTOB, JIeTOUHbIX MHbekuuid. g cungpoma du/l-
JKOP/KH TaKyKe XapaKTepHbl ayTOMMMYHHbBbIE IPOSABIeHUA (LIUTONEHUH, PEeBMAaTOWIHBIN
apTPUT, TUPEOUJUT) U OmyXoyu (kKak mpaBwio, JuMdomel). K HemMMyHOIOTHYECKUM fie-
(exram cuHApPOMa OTHOCATCA MOPOKHU cepAua (terpaga ®asio, cTeHO3 aopThI, IEepPEropo-
nounble edeKThl, truncus arteriosus), marosorusa HEOGA (pacierieHne, MO/ICIU3UCTOE pac-
HeNJIeHNe, Pa3/IBOEHHE YBYJIN), 0COOEHHOCTH JIMIIEBOTO CKesleTa (HU3KO MOCa’KeHHbBIE OTTO-
IIBIPDEHHBIE YIITY, aHTUMOHTOJIONTHBIN pa3pes IJ1a3), T03/IHee MPOpe3bIBaHNE U TUIIOINIA3UA
sMasu 3y0oB, CKeJIeTHbIE aHOMAINU (AHOMAJIUY MO3BOHOYHUKA, HUKHUX KOHEUHOCTEH), I'H-
IIOKaJIbLIeMUs, peXke — IaTOJIOTUA II0YeK, COCY/IOB CETYATKU, AU3TeHe3us epeiHell KaMepbl
1a3, HEBPOJIOTHYECKas: MaTosIorTus (aTpodusi KOPHI, THIOIJIA3UsA MO3KeUKa), OTCTaBaHHE
YMCTBEHHOTO Pa3BUTHUA. ITH IPU3HAKU MOTYT BCTpPeUaThCs KaK U30JIMPOBAHHO, TaK U B KOM-
OmHAIUU JApYr ¢ APYrOM U UMMYHOJOTHYEeCKUMH Aedekramu. JIabopaToOpHO y OOJIBHBIX C
cugapomoM Jlu-/[>kop/:Ku BhIABIAETCA JUMQPONEHUA PA3JIUYHON CTEEHU CO CHIKEHUEM
T-num@onuToB, HapylleHHe UX MUTOT€HHOTO OTBETA, IIOBBIIIEHHOE WIX HOPMaJIbHOE YHCIIO
B-nmmMdonuToB, pa3imyHas cTeleHb CHUKEHHSA YPOBHA UMMYHOTJIO0YJIFHOB.

Cunapom Buckorra-Oaapuya.

Cunapom Buckorra-Osgpuua (CBO) — aTo X-crensieHHOe 3a00JIeBaHIEe, XapaKTepH-
3ymoiieecss KOMOMHHPOBAaHHBIM UMMYyHOAE(DUIIUTOM B COUETAHUU C TPOMOOIIMTONIEHUEH U
9K3eMoU. 3ab0sieBaHUe ABJAETCA Pe3yJIbTaTOM MyTalluU TeHa, Koaupytoero 6eok WASP,
KOTODBIN MMPUHHUMAET y4yacTHe B MOJIMMEpPU3AIUA aKTUHA U (OPMHUPOBAHUM LIUTOCKEJIETA.
OrcytcrBue Oesika WASP B stumdonurax u TpoMOOnuTax OOJIBHBIX IIPUBOJUT K PAa3BUTHUIO
TPOMOOLIUTONIEHUH, HAapylIeHU0 GYHKIUHN T-KJIeTOK U peryssaiuu CUHTe3a aHTuTes. Jluar-
HO3 TUIMUYHBIX (popM CBO MOKHO MPEAIIOIOKUTh Y O0JIBHBIX MY>KCKOTO I0JIa IIPU HAINYUU
TPOMOOITUTOIIEHUY C YMEHbIIIEHHEM pa3Mepa TPOMOOIINTOB B COYETAHUU C HK3€MOH U Jac-
THIMH HH(EKITUOHHBIMU 3a00JIeBaHUAMU OaKTEePHATIBLHOH, pexke — BUPYCHOH M IPUOKOBOM
stuosiornu. OZHAKO YacTO BCTpeyaloTcs JErkue GopMbl 3ab0sieBaHUsA, MPOTEKAOIIUE C
TPOMOOITUTOIIEHNEN U reMOppParuvecKiuM CHHAPOMOM Pa3HOU CTeleHH BBIPAXKEHHOCTH, HO
6e3 BhIpaKEHHOTO NH(MEKITMOHHOTO CHH/IPOMA 1/ WJIN aJUIEPTUYECKOr0o aHAMHE3A.

Jlaboparopusie udmenenus npu CBO oTHocuTenpHO HecrelpUYHBI U MIpE/CTaBIIe-
HbI TUM@OIIeHrel, B OCHOBHOM 3a CYET T-1uMdOnUTOB, CHUXKEHUEM (PYHKIIMOHAJILHOU aK-
TUBHOCTH T-KJIETOK, HOpDMaJIBHBIM WU CHUKEHHBIM yYpOBHeM IgG, MOBBIIIEHHBIM YPOBHEM
IgA u IgE u cHmxeHHBIM IgM, HapylIeHHOH IPOAYKI[MEH aHTUTEJ, OCOOEHHO K ITOJIHCaxa-
PUIHBIM aHTUTeHAM. J[JI OKOHYATEJIPHOTO MOATBEPIKIEHUs IMaTHO3a ABJIAETCS HEOOXOTH-
MBIM MOJIEKYJIIPHO-TEeHETUUECKOE UCCIeJOBAHUE.

Kiuanueckue mposiBieHUs 3a00JIeBaHUA KaK MTPABUJIO AEOIOTHPYIOT HA IIEPBOM TOZY
’)KU3HU. I'eMopparuueckuii CHHAPOM B BHJle MeJIEHBI, HOCOBBIX KDOBOTE€UEHUU, KOKHOU Te-
MOPParu4ecKoi ChIIHU Yalle BCETO UMeeTcs Y BceX OOJIbHBIX HA MOMEHT ITOCTaHOBKH JTUArHO-
3a. Aronnueckrue W WHQEKIINOHHBIE ITPOSBIEHUA 3aBUCAT OT TSXKECTH TedeHUs 3aboseBa-
HusA. [y 6ompHBIX CBO XapakTepHO pa3BUTHE AyTOUMMYHHBIX 3a0071€BaHUM, CPEAN KOTO-
PBIX YaCTO BCTPEUYAETCA AyTOUMMMYHHAsI aHEMUs, TJIOMePYI0OHEDPUT, KOJTUT, IMMYHHAsI HEH-
TponieHuA. Y 6oabHbIX ¢ CBO MOBBINIEH PUCK Pa3BUTHA 3JI0KAYECTBEHHBIX HOBOOOPA30-
BaHUU JINM(POPETUKYJISAPHOTO IPOUCXOKIEHUS.

ATakcus-TeJIbaHTUIKTA3U4.

Artakcus-tenpauruskrasus (A-T) (curapom Jlyu-bap) — 3TO CHHAPOM € ayTOCOMHO-
peliecCHBHBIM THIIOM HAcCJIe/IOBAHUSA, XapaKTePU3YIOIIUNCA IPOTPEeCCUPYIOed MO3KEIKO-
BOI aTaKcHel, NOSBJIEHHEM MEJIKHX TeJIbaHTUAKTAa3uli, 0COOEHHO Ha KOHBIOHKTHBAX, X KOM-
OMHUPOBAHHBIM UMMYyHOebUIUTOM. MosIeKyIApHBIN AedeKT 3aKI04YaeTcss B MyTalluu re-
Ha ATM, xopupymomero 0esoK, YJacTBYIOIIMN B penapanuy JIByXIe[IOYeYHBIX Pa3pbIBOB
JHK u perysanuu KJIeTOYHOTO I[TUKIIA.

XapakTepHoU J1abopaTOpHOU Haxo/iKoi npu A-T sBJsieTcs noBbileHue anbdadero-
nporerHa. VIMMyHOJIOTUYECKHe H3MeHEHUs ABJIAITCA HeclenUupUUeCKUMH U BKJIIOYAIOT



22 HAYYHbBIE BEOOMOCTU Cepua MeguuuHa. ®apmaumsa. 2010. Ne 22 (93). Beinyck 12

CHIKEHHE KOJIMYeCTBa U (PYHKIMOHATHPHON aKTUBHOCTH T-TMMQOIUTOB, HHBEPCUIO COOT-
Hourenusa CD4+/CD8+, cHmkenue wiu otcyterBue IgA, 1gG2, 1gG4 u IgE, perke BBIABIAIOT-
¢ KOHI[EHTPAIlUU UMMYHOTJI00YJINHOB, OJIU3KHE K HOpMe, WU IUCUMMYHOTJIO0yTMHEMUSA B
BuJle pe3koro cHukeHus IgA, IgG, IgE n 3HauurtenpHOro nossimienusa IgM. Kinunuueckue
MIPOSABJIEHUA MOTYT CYIECTBEHHO OTJIMYAThCA y PasHbIX 00JbHBIX. [Iporpeccupymomas Mo3-
JKeUKOBas aTaKCUsA U TeJbaHTUSKTAa3UU IPUCYTCTBYET y BceX. CKIIOHHOCTh K MHGEKITUAM KO-
siebeTcss OT OYeHb BBHIPAXKEHHOH JI0 BecbMa yMepeHHOU. [IpakTmyecku il BceX OOJBbHBIX
XapaKTepHA BBICOKAs YACTOTA PA3BUTHUSA 3/I0KAaUECTBEHHBIX HOBOOOpA30BaHUM.

Cunapom HuiimereH.

Cungpom Huiimeren orminyaeTrcs HaJMuueM y OOJIBHBIX XapaKTepHOro (eHoTHUma u
nMMmyHonedunura. B ocHoBe 3ab6osieBanusA JexKUT MyTarusa reaa NBS1, kogupyrorero 6e10k
HUOPUH, KOTOPBII NMPUHUMAeT yJacTHe B BOCCTAHOBJIEHUM JBYXHUTEBBIX pa3priBoB JHK.
Jlnst 60BHBIX XapakTepHO HapyineHue ¢yHKIui T-kierok. KoHIIEHTpanuy chbIBOPOTOYHBIX
MMMYHOTJIOOYJIMHOB Y OOJIBHBIX ¢ CHHAPOMOM HuiiMereH KoJiebJIIOTCS OT CyOHOPMAJIBHBIX
3HAUEeHUU 70 aramMMariaoOyiunHeMuu. KiInHUYECKH y OOJBIIMHCTBA OOJBHBIX OTMEUYAIOTCS
pa3ynuHble HHQEKIUH, XapaKTePHBIE /IJIsI KOMOMHUPOBAaHHBIX 1e(EKTOB UMMYHHUTETA. 3J10-
KayeCcTBEHHbIE HOBOOOPA30BaHUS BCTPEUYAIOTCA C OYEHb BBICOKOHN YaCTOTOM.

AyTonMMYyHHBIH JUMQPONPOIU(PEPATUBHBIA CHHAPOM.

B ocnoBe ayrommmynHOTO JsmMdonposaudeparuBHoro cuuapoma (AJITIC) nexar
repBUYHbIE 1edEKTHI allONTO3a JIUMQOIIUTOB, YTO MPUBOAUT K ITOTEPE KOHTPOJIA HAJ IPO-
sudeparnuedt TUMQOUTHBIX KJIETOK M HETaTUBHOM cesekiueld auMponuToB. 3aboseBaHme
UMeeT IMOJIUTEHHYI0 TPHUPOJly ¥ CBA3AHHO C HapymieHueM ¢QyHKun OenkoB Fas-
OTIIOCPEZIOBAHHOTO IIYyTH aronTo3a. Bee M3BeCTHHIE HA HACTOAIIMI MOMEHT Jie(eKThl HacJIe-
ZIyIOTCA ayTOCOMHO-penieccuBHO. Jluarno3 AJITIC MOKHO IpeAIOJIOKUTh IIPU HAJTUYUU Y
0O0JIPHOTO MOJUKJIOHABHOU IHIIEPUMMYHOTI00YTMHEMUH (IIOBBIIIEHBI OUH MU HECKOJIb-
KO KJIACCOB CHIBOPOTOYHBIX NMMYHOIJIOOYJIMHOB), BEIPA’)KEHHOTO yBeJIUUeHUs JTUMGPOY3JII0B,
renaTociyieHoMeranuyu (IIpy MCKIOYEHUHU JPYTHX, B T. 9. OHKOJIOTUYECKUX, IPUYUH 3THX
CUMITOMOB). XapaKTepHbIM JlabopaTopHbIM ITpusHakoM AJITIC aBiserca Hamu4uue JBOUHBIX
HeraTuBHbIX CD4-CD8- niumdonunToB, B HOpMe OTCYTCTBYIOIINX B Nepudepruyeckod KpOBH.
OnmHako MOATBEPKAEHUEM JIAarHO3a sIBJIseTCs BbIsABIeHHE Jedekra amonTosa in vitro. Oc-
HOBHBIMHU KJIMHUYeckuMHU nposasaeHuamu AJITIC apiatorea tuMdazieHonaTus, renaTocIie-
HOMeTaJIHsA, ayTOUMMYyHHbIE TEMOITUTOIIEHNN B BU/IE TeMOJIUTUYECKON aHEMUU U/WIH arpa-
HYJIOIIUTO3a /WU TPOMOOIUTOIIEHUH U JIpyTHe ayTOMMMYyHHBbIe paccTpoiicTBa (Heclenu-
dbuveckuil A3BEHHBIN KOJIUT, apTPUT, Y3J10BaTasA SPUTEMA, CUAJIOAZIEHUT U Ap.). Y OOJIbIINH-
cTBa OOJIPHBIX BBIABJIAIOTCA AyTOAHTUTE A K PA3JIMYHBIM KJIETKaM U TKaHAM OpPraHu3Ma.

Cunapom runepuMmMyHoOrI00yanaHemun E.

MouJtekysisipHasi TpUpoAa CHHApoMa TrunepuMMyHorioOyinHemuu E (rumep-IgE-
CUHJIPOM) /IO HACTOSIIEr0 BpEMEHH He u3ydyeHa. Tun HacieoBaHUs, BEPOATHO, AyTOCOMHO-
noMuHaHTHBIN. ['nnep-IgE-cuaapoM xapakrepusyercs MOBTOPHBIME (0OBIYHO CTapUIIOKOK-
KOBBIMH) abcIieccaMy IMOAKOXKHOU KJIETYATKH, JIETKUX (IPUBOJAIIUX K 00pa30BaHUIO ITHEB-
MOIIeJIe), TTAPEeHXUMATO3HBIX OPraHOB, a TAKXKE€ aHOMUIHAMU CKeJIeTa, TPyObIMU YepTamMu
snna (TUIepTesIopru3M, IIMPOKas MIEPEHOCUIIA), IEPMATHUTOM, ITOBBIIIIEHHOU CKJIOHHOCTBIO K
mepesioMam Kocreil. IMMyHoOI0THYecKuil MexaHu3M 3a001eBaHusA He BbIsACHEH. [ 3abote-
BaHUs XapaKTEPHbI 303WMHOMWINSA, KpailHe BBICOKHUI YPOBEHb ChIBOpOTOUYHOTO IgE, Hapy-
[IIeHHEe XeMOTaKCcruca HeUTPopUIOB.

HedexTsl cucremsl (parouuTosa.

JedekTsl TpoaAyKIuu U GYHKIIUU KJIETOK (HarorUuTapHOU CUCTEMBI IIPEAPACIIOIATAIOT
K Pa3BUTHIO IHUOT€HHBIX U TPUOKOBBIX MH(QEKINHA, a Takke K MHOEKIUAM, BbI3BAHHBIM
BHYTPHUKJIETOUHBIMU MUKpoopranusmamu. K Hanbosiee yacTbIM BO30YIUTENIAM Y STHUX 0OJIb-
HbIX oTHOCATCA Pseudomonas, Serratia marcescans, Staphylococcus aureus, a Tak:ke rpubbI
pozna Aspergillus u Candida. K aToii rpyme 3a601eBaHUI OTHOCATCS TAKUE COCTOSHUSA, KaK
XpoHMYecKas rpaHysemMaro3Has 6osie3ns (XI'B), nepunut mosekysn ajare3uu JIuM@OIUTOB,
cungpoMm I'pucnesu u ap. JIérouynble WHPEKINN OTMEYAIOTCA Y 3TUX OOJIBHBIX Hambosee
yacro. K apyrum xapakTepHbIM WHGEKINOHHBIM IIPOABIEHUAM OTHOCATCA THOWHBIN JIUM-
daieHuT, TOKOXKHBIE abCIIeCChl, OCTEOMUEIHT U CEIICHC.
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HedekTsl cucteMbl (HaroruTo3a He CBA3AHBI C MOBBINIEHHBIM PUCKOM Pa3BUTHSA He-
WHPEKINOHHON NAaTOJIOTUU, HAIIPUMeEP OIIyX0JIed WIN ayTOUMMYHHBIX 3200J1eBaHUM.

XpoHuueckasi rpaHyJieMaTo3Hasa 00JIe3Hb.

XpoHnyeckas rpanysiemaTo3Has 6ose3Hb (XI'B) ABiiseTcsa TUIMYHBIM 3a001€BaHEM
JIAaHHOU TpyIIIbl. BhIABIEHO UeThIpe MOJIEKYJIAPHBIX ZedekTa, jexamux B ocHoBe XI'b. B
3aBUCUMOCTH OT TeHETHYECKOT0 ledekTa 3a00s1eBaHue Hacseyercsa X-ClelJIEHHO WX ayTo-
COMHO-perieccuBHO. Bce MmosiekynsapHble AedeKThl BbI3BIBAIOT JUCHYHKIUIO depMeHTa
HAJ1®-okcuiaspl, YTO BEJET K HApPYyIIEHUI0 00pa30BaHUs KUCJIOPOJIHBIX PAJUKAJIIOB B HEH-
TpodmIax U BHYTPUKIETOUHOro KuyuHra. i 6osmpHbIX XI'B XapakTepHbl HHGEKIUY, BbI-
3BaHHBIE B OCHOBHOM KAaTayIa3a-MPOAYNHUPYIOMINMI MHUKPOOpPraHu3MaMu (cTapUIOKOKKH,
KHUIIIEeYHAs [TaJI0YKa, caJIbMOHEJIIa, HOKAp/AusA), C IOPaKeHUeM JIETKUX, KOXKHU U IMOJKOXKHOM
KJIETYaTKH, TUM@ATUIYECKUX y3JI0B, IIeueHH U ¢ GOPMHUPOBaHUEM BOCIAJIUTEJIbHBIX IPaHy-
JieM U abcreccoB. Y 10-17% G0JIBbHBIX OTMeUaloTCsl 0OCTPYKIIHA MOUYEBBIBO/IAIINX ITyTeM, 9H-
TEPUTHI U KOJIUTHI. BostbInyto onmacHoCTh AJ1s1 60s1bHBIX ¢ XI'B mpesicTaBisioT MHGEKINH, BbI-
3BaHHBIE TpHOaMH, OTJIMYHBIMU OT poaa Candida (Hanpumep, acriepruies). [fuaraos XI'b
MTOATBEPIKAETCSA BBISBJIEHHEM CHIDKEHUs MPOAYKIINU MTEPEKUCHBIX PAJUKATIOB IIPU OLIEHKE
¢ TIOMOIIbI0 METOJIOB JIIOMHHOJI-3aBUCUMON xemrutiomuHucneHnn u HCT-recra, a Takke
BBISIBJIEHUEM XapPaKTEPHBIX MyTaI[HH.

JledekThI cucreMbl KOMIIEMEHTA.

JlepeKkThl cHCTEMBI KOMILJIEMEHTa SBJISIOTCA Haubosiee PEIKOU Pa3HOBUIHOCTHIO
IMUMC (1-3 %). OntrcaHbl Hac/IeACTBEHHBIE 1e(eKThl ITPAaKTUUYECKA BCeX KOMIIOHEHTOB KOM-
mwiemeHnTta. Hanbosee uvacto Bcrpeuaercsa nedunur C2 xommoHeHTa. [ledeKTbl paHHUX
dpakmuit kommiemenTta (C1-C4) cOmpoBOK/IAIOTCA BBICOKON YaCTOTON ayTOMMMYHHBIX 3200~
JIEBaHUH, B T. Y. CUCTEMHON KpPAacHOU BOJUYAHKU. /le(eKThbl TEpPMUHAIBHBIX KOMIIOHEHTOB
(C5-Co) mpexgpacnoaraioT K pa3BUTHIO TAKEIBIX MH(EKIUI, BBI3BAHHBIX ITPE/ICTABUTEIAMU
pona Neisseria. /lepunut C3 KOMIOHEHTa YacTO MO KJIMHUYECKUM MPOSBIEHUAM HAOMU-
HaeT rymopasibHble IT1/IC u cOnpoBOKIAaeTCA TAXKEIBIMUA PelUAUBUPYIOIIUMU UHPEKIUA-
MHU: THEBMOHUEU, MEHUHTUTOM, IIepUTOHUTOM. C pyroii CTOPOHbI, HEKOTOpbIe OOJIBHBIE C
nedunutom C2, C4, C9 MOTyT He UMeTh HUKAKUX KJIMHUYeCKUX MPOABJIeHUN. YHUBEpCAIb-
HOU TepanuM 3TUX COCTOSHUM He CYIeCTBYeT, OHA 3aBUCUT OT KOHKPETHBIX KIMHUYECKUX
nposiByieHni. OCOOHSAKOM B 3TOU TpyIine 3a007€BaHUM CTOUT BPOXKAEHHBIN aHTHOHEBPOTHU-
YeCKUH OTEK, BBI3BaHHBIN Jlepuniurom C1-HHTHOUTOPA, B OCHOBE KOTOPOTO JIEXKUT CHIKEHHE
KOHIleHTpanuu u/win GyHknuu C1-uHru6uTOpa — MPAKTUYECKU €IUHCTBEHHO HHTHOHUTOpA
CUCTEeMbI KOMIUIEMEHTA, a TAKXKE KUHUH-KLINKPENHOBOH cucTeMbl. 3a00IeBaHNe HAaCIey-
eTcsl ayTOCOMHO-ZIOMHUHAHTHO. YacToTa MHOEKIIMOHHBIX MTPOSABJIEHUH Y 3TUX OOJIBHBIX MO-
’KeT OBITh HECKOJIBKO IIOBBIIIEHA, OJIHAKO OCHOBHBIM CHMIITOMOM 3a00JI€BaHUS SBJISAIOTCS
PenuANBHUPYIOIIE OTEKH KOHEUHOCTEH, OPIOITHOM IOJIOCTH, JIUIa U ropTaHu. OTEKH MOTYT
BO3HHUKATh CaMOIIPOU3BOJIbHO, a TAKKe IIPOBOIIMPOBATHCA CTPECCOM, MUHUMAJIBHOUN TpaB-
Moi, nHdeknue. B marorenese oTEKOB JIEXKUT 00pa3oBaHNE Ba30AKTHBHBIX BEIECTB, OT-
JIMYHBIX OT TUCTAMHHA, B CBA3H C UeM TepaIus aHTUTUCTAMUHHBIMH IIPENApaTaMU U TJTIOKO-
KOPTHUKOCTEPOU/IAMU IIPU 3TOM COCTOSTHUU He 3dPeKTUBHA.

OcCHOBHbBIE MOAXOAbI K TEPANIUH U BEAEHUIO OOJIBHBIX C IEPBUYHBIMHU HM-
MYHOAe(PUIUTHBIMHU COCTOTHUSAMU.

OCHOBHBIMU 3a7a4aMiy BeaeHus 60abpHbIX ¢ ITV]IC aBisioTes:

1) KOPPEKIHs UMEIIErocss HMMYHOJOTHYECKOTO JedeKTa,

2) mpodUIaKTUKa U/ WK aJleKBaTHAsA Tepanusa NHQPEKITMOHHBIX TPOABJIEHUH,

3) paHHee BBISABJIEHUE U Tepanus HeMH(PEKIIMOHHBIX IPOSABJIEHUH,

4) conuasibHasa ajanTanusa gerei ¢ ITUC.

HecMmoTps Ha TO, 4TO 60JIbHBIE C TEPBUYHBIMU UMMYHO1E(UITUTOM IIPOXOJAT CIIEIH-
asibHOe 00CsIeloBaHUE U TEPAIUIO B CIIENUATU3UPOBAHHBIX CTAI[MOHAPAaX, OCHOBHASA POJIb B
BBIABJIEHUU 3TUX COCTOSHUU IPHUHA/JIEKUT BpayaM IIEPBUYHOTO 3BeHa. B ¢BaA3u ¢ sTum EB-
pornetickoe u I[TanamepukaHckoe obmiectBa uMmmyHoAedunuros (ESID, PAGID) npeasoxu-
JIY UCII0JIb30BaTh ciieAymolue kputepuu pucka ITN/IC:

1) yacTble 3a001€BaHUS BEPXHHUX JIbIXaTeIbHBIX IIyTEH;

2) IOLIKOJIBLHUKH: 9 U boJiee,
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3) HIKOJIBHUKU: 5-6 U OoJIee,

4) B3pocCJbIe: 3-4 u OoJiee,

5) OoJiee IByX CUHYCUTOB B TOJI,

6) 6os1ee TBYyX ITHEBMOHUU B TOJI,

7) IIOBTOPHBIE TAXKEJIble KOXKHBIE THOMHBIE ITPOLIECCHI,

8) ynopHas MOJIOUHUIIA y JIUIL CTapIlle OTHOTO ro/ia,

9) orcyrcTBue 3ddeKTa OT IITUTEIPHON aHTHOAKTEPUATILHOU TepAIUH,

10) GoJiee ABYX TSKENIBIX HHQPEKIMOHHBIX ITPOIECCOB (CEIICHC, OCTEOMUEIIUT, MEHHH-
TUT | Jp.),

11) onmoptyHucTrueckue nHdekuu (Pneumocystis carinii u gp.),

12) IOBTOPHBIE JIapeN,

13) HAINYNE B ceMeHHOM aHaMHe3e CMepTeld B paHHEM BO3pacTe, ¢ KJIMHUKOU WH-
(deKIIMOHHBIX 32001€BAaHUH WJIH BBIABJIEHHOTO UMMYHOIeDUITUTHOTO COCTOSHUS.

[Tpy HaTMYHMH OTHOTO FUIM HECKOJIBKUX U3 3THUX ITPU3HAKOB OOJIBHOMY ITOKa3aHO ITPOBe-
JleHVe IMMYHOJIOTHYECKOTO 00CII€ZIOBAHUS U KOHCYJIBTAIHS CIIEIIMAICTa-IMMYHOJIOTA.
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PRIMARY IMMUNODEFICIENCY DISEASES: THE PROBLEMS 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

Isgf(lg:md 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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