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Pe3ome

B HacTosimem 0030pe NpuBOASITCS AaHHbIE 0 HAUbo0JIee YaCTO BCTPeYyalIeMcsl IepBUYHBIM HMMYHOe(UIIUTE TyMO-
PaJIbHOIO 3BeHAa MMMYHHUTeTa — 0011eM BapuadeJbHOM HMMYHoAedUIHTe, 0COOEHHOCTAM KIMHUYECKUX NPOsIBIeHUN 1aH-
HOW NMaTOJIOTHH, 2 TAK:Ke 0COOEHHOCTSIM AUATHOCTHKH U JiedeHHs1. 3a0o/ieBaHHe MOKET Pa3BUTHLCS B JIIDOOM BO3pacre, YTO
AIBJISIeTCS1 er0 0COOEHHOCTHI0. OHAKO BO BCeM MHpe 0TMeYaeTcsl NMO3AHAS JMATHOCTHKA MepBUYHBIX HMMYHOIe(HIMTOB.
OOmuii BapualeabHbIii HMMYHOAehUIUT XapaKTepu3yeTcsl HOJIMMOP(pHOI HecnenuuUyeckoil KapTHHOIl, BK/IOYAs I0-
pakeHHs1 MPAKTHYECKN BceX cucTeM opraHuzMa. UHdekunoHHasi naTo1orusi 1 OHKOJIOTHYecKue 3a00/1eBaHUsl SIBJISIIOTCS
OCHOBHOI NMPUYMHON JIETAJILHBIX HCX010B Y TAHHOI0 KOHTHHIeHTa 00JIbHBIX. PaHHee BbIsIB/IeHHE MAIIMEHTOB ¢ OOLIMM Ba-
puadebHBIM MMMYHOAeHIUTOM H CBOeBPeMeHHOE Ha3HAYeHHe UM 3aMecTUTe1bHOoi Tepanuu BBUTI Oyner cnioco6cTBOBaTH
YBeJIHYEeHHIO NIPOAOJLKUTEIbHOCTH H YIyYlIeHUIO Ka4yecTBa UX JKHU3HU.

Knrouesvie cnosa: nepBu4HbIe HMMYHOIe(DULMTDI, 001LMI BapHadeIbHbIi HMMYHOE(UIMT.
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Summary

This review provides data on the most common primary immunodeficiency of the humoral immunity — the general vari-
able immunodeficiency, the characteristics of the clinical manifestations of this pathology, as well as the features of diag-
nostics and treatment. The disease can develop at any age. However, around the world there is a late diagnostics of primary
immunodeficiencies. The disease is characterized by a polymorphic nonspecific picture including lesions of almost all body
systems. Infectious pathology and oncological diseases are the main cause of death in this group of patients. Early detection
of patients with general variable immunodeficiency and the prescription of IVIG replacement therapy will increase the

duration and improve their quality of life.

Key words: primary immunodeficiencies, common variable immunodeficiency.

Iepuunble nmmyHoneduutel (ITHUJ]) — BpokaeH-
HBIC HapYIICHHUsS CHCTEMBI HIMMYHHTETA, CBSI3aHHBIC C Te-
HETHYECKUMH NIe(PSKTaMH OTHOTO WIIM HECKOJIBKHX KOM-
ITOHEHTOB CHCTEMBI IMMYHHTETA, & IMEHHO KJICTOYHOTO U
TYMOpAJIBHOTO HMMYHHTETa, (haroluTo3a, CHCTEMBI KOM-
IieMeHTa. B Hacrosiee Bpemst naeHTHOUIMPOBaHO 00-
nee 140 TOYHBIX MONECKYISPHO-TCHETHYCCKUX IE(EKTOB,
TIPUBOMSAIIMM K CTOHKAM HMMYHHBIM JUCQYHKIHIM [7].

AKTYalTbHOCTb TIPOOJEMBI THATHOCTHKH TIEPBUYHBIX
HMMYHOIC(HUINTOB CBs3aHA C IIO3IHEH IHArHOCTHKON
JAaHHOW TaroNoruu Bo BceM mupe. OmHako, Onmaromaps
COBPEMCHHBIM METOZaM JIA0OpaTOPHOH JTHArHOCTUKH, OT-
MedaeTcsl TeHACHIMS K YIYYIICHUIO COCTOSHHUS IHArHO-
cruku [T1]] [16]. Ha ceromHsauHuil A€Hb, MPEATIONIOKH-
TenbHo, 1 m3 10 000 yenoBek cTpaaaeT TSHKEIoH hopMoi
MIEPBUYHOTO UMMYHOIC(HUINTA, a PacCHPOCTPAHCHHOCTh
nerkux ¢opm ITHN]] (cedekTHBHAS HEMOCTATOYHOCTh MM-
MyHODTOOYMHOB Kiacca A (Ig A) B MOMyJISIIMA MOXET
nocturath 10 1 Ha 250-300 uenosexk [4, 29, 37].

[epBuuHBIe IMMYHOACHUIIUTH MOTYT MaHH(ECTHPO-
BaTh Kak B JIETCKOM BO3pacTe, Tak M y B3pocisix. Cpenn

TIEPBUYHBIX UMMYHOJC(HITUTOB y B3pOCIBIX 0coboe Me-
CTO 3aHuUMaeT odouwid Bapradensusiii JI (OBUI) — um-
MYHOAC(DUIINT, TPEACTABISIOMINA COOO0H TeTepOTreHHBIH
CHHJIPOM, XapaKTepH3YIOIIUICA IPEUMYIIECTBCHHBIM
MOpaXeHHEM T'YMOPaJIbHOTO 3B€HAa UMMYHHTETa B COUCTa-
HUH C JPYTHMH UMMYHHBIMH HapyIICHUSMH, B YACTHOCTH,
¢ u3MeHeHusIMu T-kieTouyHOro 3BeHa UMMyHHTeTa [17].

Cunonnmbl: Common variable immunodeficiency
(CVID), obmas BapuabesibHas THIIOraMMario0y THHEMISI,
o0mMii BaprabeIbHbIH UMMYHOACPHUIINT, TPUOOPETCHHAS
araMManToOyJIHHEMHS, THIOTaMMarIoOyTHHEMHS B3pOC-
JIBIX, TUCTAMMArIO0yTHHEMUSI.

Yactora OBU/] B oOmieli momyssiiuu KojeoneTcs OT
1: 10000 mo 1: 20000. 3aboneBaHHEe MOXKET Pa3BUTHCS B
JF00OM BO3pAacTe, YTO SIBIIETCS XapaKTepHOW OCOOECHHO-
CTBIO 3a00JI€BaHM, HO y OOJNBIIMHCTBA OOMBHBIX MaHU(E-
cTanus 00JIe3HU MporcXoauT B Bozpacte 20-40 net. Mccne-
JIOBATEIN BBIICIITIOT HECKOJIBKO ITHKOB 3a00meBaHus: 1-i B
Bo3pacte ot 1 roma 1o 5 net, 2-it B Bo3pacre 16-20 net, 3-it B
Bo3pacte 50-60 yreT. OAMHAKOBO YacTO CTPAIAIOT MYKUHHBI
Y JKeHIIUHBI — 55 % u 45 % cootBeTcTBeHHO [2, 3, 10, 13].
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Amuonozusa u namozenes

OBU/J] — cOopHas Tpymnma HEepBHYHBIX HMMYHOIE-
¢unnToB. J[MarHo3 CTaBAT MOCJTE HMCKIIOYCHUS IPYTHX
BapHaHTOB HapyIICHHUs aHTHTEIO00Pa30BaHM, a TaK ke
UCKJTIOYCHHS BCE U3BECTHBIX JIPYTHX NPUYMH HAPYIICHUS
TYMOpPAJTbHOTO HMMMYHHTETa. BcTpedaroTcst pa3nndHbe
TUIBl HACJIENOBaHUS — ayTOCOMHO-PELIECCUBHOE, ayTO-
COMHO-JIOMHUHAHTHOE, X-CIIEIIJIEHHOE, OHAKO Yallle BCETO
BBIBIISIIOT CIIOPaJMUEcKUe CIIydau, B KOTOPBIX HACIENO-
BaHUE HE IPOCIICKUBACTCSL.

OTHONMOTHA W TIaTOTeHE3 AAHHOTO WMMYHOJC(HIINTA
OCTarOTCA HE COBCEM SICHBIMH JI0 HACTOSILET0 BPEMEHHU.
ITpu OBU/I Henb3s 0JHO3HAYHO CKa3aTh, IEPBUYHBIN HIIN
BTOPHYHBIN XapaKTep HOCAT UMEIONIHecs UMMYHHbIC Ha-
pymenns. Jlo cHX TOp HESICHO, CBA3AHO JIM 3TO C TeHETH-
YECKOH NPeNpacloNokKEHHOCTBIO UM C BIMSIHUEM Pa3HO-
00pa3HbIX (HaKTOPOB HEMOCPEICTBEHHO Ha TEHETUYECCKUI
ammapaT IMMYHOKOMIIETEHTHOH KJIETKH YK€ B ITpoIiecce
oHrorenesa. Cuuraercs, uro B 10-25 % cnyuyaes OBUJL
HacJeqyeTcs, a B OONBIIMHCTBE CITydaeB SBISETCS CIIO-
panugeckuM 3aboeBanneM. ONMCaHBl MyTallMK B TeHAX
TACI, ICOS, BAFF-R u np. [27, 33].

O BIMSHUM HACIEICTBEHHOTO (hakTopa CBUACTEIIH-
cTByeT cemelinble ciryuau OBUH, Bbicokas uactora aHo-
MaJIbHBIX KOHIICHTPAIMii MMMYHOIJIOOYTHHOB B CEMBSIX
Takux OompHBIX M Ap. Ha mpuoOpeTéHHBIN Xapakrep
OBUH yxa3bIBatoT MO3IHUH NeOI0T KIIMHNIECKUX MPOSB-
JIeHWH, MEHBINAs TSHKECTh NHPEKINOHHBIX OCIOKHEHHUH,
BEIpKCHHBIC H3MEHEHHS KJIETOYHOTO HMMYHHTETA.

Bo BcéM Mumpe mponoimKaeTcs U3ydeHUEe STHOIOTHH 1
natorere3a OBU/I. B nocneanee Bpemsi moka3aHo, 4YTO
B maroreHeze OBUJl moryt nmpuHuUMarh y4dactue Hapy-
meHust B GpyHkuuoHnposannu Ca’’-3aBHCUMOTO CHHTE3a
B-kxnetok, uTo Ben€T K HEMOCTAaTOYHOCTH B-KileTouHOMI
aKTHBAIMHU TIPOITH(Eparni.

B HEKOTOpEBIX Citydasx, PHU IPOTPECCHpPYIONIEM Xa-
pakTepe TeueHns OONe3HH, B-KIeTkn ucuesaroT u3 mnepu-
(depuaeckoit kpou. OTHAKO, IO HACTOSIIETO BPEMEHH, HE
o0OHapyXeH YHIOTeHHbIH B-KxireTounstii nedext, mpuBoas-
Wi K TEPMHUHAIBHBIM HapyIIeHUAM I (EpeHINPOBKH,
pu KOTOpoM B-kieTkn He nuddepeHIpyroTes B mas-
MOIUTHL. Taroke MopaxaroTcst Makpo(harn U BBIBISIOTCS
MIpU3HAKK HapymeHus ¢yHKouH T-TuM@onnToB, B 9acT-
HOCTH HapyIIeHHE SKCIIPECCHH TE€HOB HEKOTOPBIX pac-
TBOPHMBIX B MeMOpaHocBs3aHHBIX Mojiekyn (MHC 11 u
111 xmaccoB, CD 40L), ygacTByrOIIMX B MEXKKIETOYHBIX
B3anMozeicTBIsIX. Jledpunut T-KIeTo9HOrO 3BeHa HMMY-
HUTETa OOBIYHO MPOTPECCUPYET C BO3PACTOM. 3aMeueHa
TeCHas CBSI3b 3a00JIEBaHUS C CENICKTHBHBIM JI€(HIINTOM
1G A, BbIsIBIsIEMBIM C BBICOKOH 4acTOTOH y WICHOB ceMei
6omeHBIXx OBUJ] [6].

VY nanuentoB ¢ OBU /I wiu ceneKTUBHBIM Ae(PHUIINTOM
1G A, a Takxe WICHOB MX CEMEW OTMEUAeTCs CIICTUICHHE
C OIIPEJEIIEHHBIMY AJUIEIISIMU IIABHOTO KOMIUIEKCA TUCTO-
coemectumoctt MHC, a mmenno HLA-DQBI-HLA-A
[14, 38].

Taknm 006pa3oM, OCHOBHBIMH MEXaHM3MaMH Pa3BUTHU
OBU/] sBnsroTcs clenyromue: KOMTHYeCTBEHHBIH aedu-
it B-knerok; Hapymenne nuddepeHnnpoBkn B-xireTox
B IUTa3MaTHYECKHE; HAPYIICHHE CHHTE3a HIMMYHOIIIO0YIH-
HOB B-kneTkamu; HapymieHHe Peryssiiui CHHTE3a HMMY-
HODIOOYTHMHOB T-KIIeTKaMH.

Knmanaeckue npossiennst OBUH HocsaT Hecnienudu-
YEeCKHH XapakTep, B CBA3M C UYeM BO3HHMKAIOT TPYAHOCTH
B JIMarHOCTHKE NaHHOH maronoruu. Hambonee gacTeiMu
KIMHUYecKUMH TpossieHusiMu OBUH sBisrorcst 6akre-
pHUanbHbIe, BUPYCHBIE M TPUOKOBBIE MH(EKINH, U KO-
TOPBIX XapaKTepHO XPOHWIECKOE WM PeIHANBHpYIOIIEe
Teuenne. [lo yokanmm3amum mpeodIagaroT IOPaKCHUS
OponxonerouHoit cuctemsl u JIOP-opranoB (MTHEBMOHUH,
OpOHXHUTHI, OTUTHI, CHHYCHUTHI). Heckombko pexe BCTpeda-
eTCsl TIOpaXXeHUe JKeNyJoTHO-KumeyHoro Tpakta (JKKT),
ayTOMMMYHHBIE, JInMponponnpepaTuBHbIE U aJuleprude-
ckue 3a0oneBanus [11, 15, 20].

[TopakeHne OpPOHXOJETOYHOH CHCTEMBI MPOSBISIOT-
Csl XpPOHNYECKUMH OpOHXHUTAMH ¥ MOBTOPHBIMH ITHEBMO-
HUSIMH. XPOHHYECKHHA OpOHXWT, KaK MPaBHJIO THOHHBIH,
BCEIa OCTIOKHSCTCS OPOHXOIKTATUYECKOW OONE3HBIO ¢
HOCIIEAYIOIINM Pa3BUTHEM SM(HU3EMBI JIETKHX, SMITHEMBI
IJIEBPBI, THEBMOTOpaKcoM [9, 34].

Bo30ynuTenn ykazaHHOH ITAaTOJIOTMH UMEIOT CBOU OCO-
O6enHocTH. B GonmbmIMHCTBE CiiydaeB BO3OYIHUTEISIMH SB-
msrorest H.influenzae u S.pneumoniae. B HexoTopsIx ciry-
yasx HaOmonaroTcss HHGEKINH, BEI3BaHHBIE Pneumocystis
carinii. B pszme ciaydaeB B pa3BUTHH HH(EKIIHOHHBIX I10-
paxenuit mpu OBUJ] mpeobnanarommmM 3THOIOTHYECKAM
(hakTOpOM SBIAETCS YCIOBHO — ITaTOTeHHAs MHUKpodopa
[6, 34].

W3 ungexmmit JIOP-opranos, kotopele Hanboee ga-
cTO pa3BuBaiorcs y marueHToB ¢ OBIH, ocobo cremyer
OTMETHUTh PEIUANBUPYIOINIEE BOCIIAJICHUE CPETHErO yXa,
XPOHUUYECKUE CUHYCUTHI [22].

[NopaxxeHne KeIyTOYHO-KHAIICYHOTO TPAKTa 3aHUMAeT
CYIIECTBEHHOE MECTO CPEAN KJIMHWYECKHUX IIPOSBICHUI
OBUJ u moxer Bcrpeuarbcss B 25 %. OcCHOBHBIMHU
TIPOSIBICHUSIMU ~ SIBIIIOTCS:  TUCOAKTEpHO3 KUIICYHUKA,
POTOIIOTOYHBIM ~ KaHAWAO30M,  KaMITHIO0AKTEepHO30M,
HEPEIKO BBIBISCTCS JIIMOICO3HBIH XOICIMCTHT, U APyTHE,
Gomee penxme 3abonmeBanms. lIpruMepHO B TIOJIOBHHE
ciygaeB mopaxaercs JKKT ¢ pasButnem MampabcopOmmu
WIN XPOHUYECKOH AMapey NpeAlIeCTBYIOIUI I0CTaHOBKE
narao3a. CHHIpoM ManabCcopOIy MOXKET OBITh HACTOIIBKO
TSDKETIBIM, YTO TIPUBOANT K CHIDKEHHIO COZIeprKaHuUs 00IIIero
0eJKa B KPOBHU C Pa3BUTHEM OTEKOB [§].

YeyryOnsaioT COCTOSHHE TAalNeHTOB CHIKCHHE TO-
JIEPAaHTHOCTH K JIAKTO3€, SHTEpPOIaTHs ¢ moTepeil Oenka
U CyNepHH(QHUIMPOBAHNE TOHKOTO KHIIEYHHKA Pa3iINd-
HeIMH BHgamu Campylobacter, Yersinia mimm Giardia
lamblia [39].

Hapsny ¢ nH(EKIIMOHHEIMI IPOIIecCaMi CYIIEeCTBEH-
HYIO POJIb UTPAIOT ayTOMMMYHHBIE MEXaHHU3MBI Pa3BUTHUS
TacTPOMHTECTHHAIBHBIX HOpakeHHH — OonesHs Kpowna,
arpoduyecKkuii racTpUT, HecTelMPpUIECKUil I3BEHHBIN KO-
T [25, 26].

ATpoGhHUECKI TACTPHUT, COMPOBOXKAAIOIINIICS axIop-
TUZPUEN, MOXKET MIPUBECTU K MOSIBICHUIO IEPHULIUO3HOMN
AHEMUH.

XapakrepasiM cumnromoM OBUH sBusercst nomy-
JsIpHAs THIEPIUTasus TUM(OUIHON TKaHU (B YaCTHOCTH,
runepTpodus meiepoBIX OIAMIEK TOHKOW KUIIKH), TH]-
(dy3Has mumdonuTapHas UHQWIBTPAIHUS U CTIKHUBAHHE
BOPCUHOK CIM3UCTOM TOHKOW KMIIKU. B psne ciyuaeB y
MAIUEHTOB MOXET BBIABIATHCS JIMM(OAICHONATHSI U Te-
HaToCIUIEHOMeraus. BeencTauie renaTocieHoMerannu
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MOXET Pa3BUThCA BTOPHYHAS HEHUTPOIEHUS WU TPOMOO-
nuronenus [23].

VY 6onbHbIx OBHH ouens yacTo — npumepHo B 22 %
CIIy4aeB, BCTPEYAIOTCS pa3iIM4HbIe (OPMbBI ayTOMMMYH-
HOW MaTONOTUM: PEeBMATOMUIHBIA apTPUT, ayTOUMMYHHBIE
3a00JIeBaHUsI CUCTEMBbl KPOBH — TI'EMOJIMTHYECKas aHe-
MU, UIHONIAaTHYeCcKasi TPOMOOIMTOIIEHUYECcKasl Iy pItypa,
nepHUIMo3Has anemus [11]; ayrouMMyHHbBIE HEBPOJIOTH-
yecKue HapyleHus — cuaapoM ['niiena — bappe; ayroum-
MYHHBIE SHJOKPUHONATHH — HapylIeHHe (QYHKIUH IIUTO-
BHUIHOM KeJIe3bl.

BeposiTHOCTE pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOO-
paszoBanuii y nanueHtoB ¢ OBUH 3HauuTenbHO MOBBI-
maercst nocne 50 ner u cocrasnser 11-13 %. Haubonee
Y4acTO BCTPEYAIOTCS OIYXOJH JIMM(OPETHKYIIPHOH TKa-
HU, EITyJOYHO-KHUIIEYHOTO TPaKTa, MOJOYHOMN JKENe3Bl,
MOYEBOTO My3bIps, MEHKU MaTKH, By/IbBbI, TOH3UILIAPHAS
kapuuHoma [5]. OBU/I-accoumupoBaHHBIC JTHM(pOMBI
MIPEUMYILECTBEHHO OTHOCSATCS K HEXOMXHMHCKUM U 4alle
pa3sBHUBAIOTCA B 3peIoM Bo3pacTe. Puck pa3BuTHA paka sxe-
nynka y 6onpHbIX B 50 pas, a mumdom B 300 pa3 Bbime,
4yeM B CpaBHUBAEMbIX Ipymmnax Hacenenus [18, 19, 21, 24,
28, 30, 32].

Knuaundeckoit ocobennoctero OBUH siBisiercst dop-
MHPOBaHHE HEKa3€O3HBIX I'paHylieM, HHOUIBTPUPYIOIHX
IIe4YeHb, JErKUe, KoKy M JTUM(pATHIECKHEe y3Ibl. DTH Tpa-
HYJIEMBI MOTYT OBITH OIIMOOYHO NMPUHATHI 33 CAPKOM03-
Hble. XOTSI MEXaHN3Mbl ()OPMHUPOBAHHUS TPAHYIEM JI0 CHX
IIOp HE ONHUCAHbI, TT0KAa3aHO, YTO OOHAPYKUBAIOTCS OHU
B nepByto odepens y 6ombHbIXx OBUH ¢ HenocTarouHoit
¢yskuueit T-muMQounTOB M ayTOMMMYHHBIMH Hapylile-
Husmu [31].

VYCTOHYMBOCTD K BUPYCHBIM MHQGEKIUSIM Y OOJBHBIX
OBUH coxpanena. OgHako OTMEUEHO, YTO BHPYCHBIE
renatuTbl (ocobeHHo renarut C) NPOTEKaeT y 3TOro KOH-
THUHT€HTa OOJILHBIX 0COOCHHO TSDKENO (MHOTA (paTanbHo),
C BBIPAXEHHBIMM KIMHUYECKUMH M Ja0OpaTOPHBIMHU Ha-
PYILICHUSIMH, ¥ OBICTPO JAIOT OCIOXKHEHHUS B BUJIC XPOHH-
YEeCKOr0 aKTHUBHOIO TeMaTHTa U MOTYT PEeLUIUBHPOBATh
JlaXke Mocie TPaHCIUIAaHTAlY TIeYeHH.

Bonbueie ¢ OBUJl BBICOKOUYBCTBUTEIBHBI K SHTEPO-
BUpYcaM. DHTEPOBHPYCHBIC SHIE(ATOMHUEINTHI TPOTEKa-
10T KpaifHe TSKeNNo U MPEACTaBISIOT CEPhEe3HYI0 yIrpo3y
JUISL KU3HU, BO3MOXHBI 3HTEPOBUPYCHBIE MONMOMHETH-
TO- U JIPMAaTOMHO3HUTONONOOHBIE 3a00JIeBaHuUs, OPaXKe-
HUS KOKH U cru3ucThiX. [Ipu OBU/] uacTo BcTpeyaercs u
MOXXET TSDKEJIO NMPOTeKaTh MHQEKLHs, BbI3BaHHast Herpes
simplex 1-ro u 2-ro tuma. [TapBoBupyc B19 mMoxer BbI-
3BaTh y JAHHOW KaTeropuu OOJILHBIX 3PUTPOUAHYIO JHC-
w1asuio. Yactora HUTOMEraoBUPYCHOH HHPEKIIMH Cperu
6ompHbIX OBUJ] HEe oTIMYaeTcsi OT TAKOBOH Y 37I0POBBIX.
Hexotopsle uccimegoBaTenu — paccMaTpUBAalOT — BUPYC
OnmTeitH — bapp kak npuynHy pa3BUTHs Oonee MO3IHETO
Hauana OBU/], Tak kak y HEKOTOPBIX MAIUEHTOB €H Mpe.-
LIeCTBYeT MOHOHYKJI€030110J00H0e 3abosieBanue [35].

B pasButim nHbEKIMOHHBIX nopaxenuin npu OBUH
peo0IalatouM  ATHOJIOTHYECKUM  (DaKTOPOM  SIBJISIET-
Csl YCIIOBHO — TaTOTeHHass MHKpoduiopa: Streptococcus
viridaus (41 %), Neisseria subflava u perflava (14 %),
Staphylococcus aureus (14 %), Str. haemoliticus (14 %),
Str. anhaemoliticus (13 %), Str. pyogenes (4 %). Bo mHo-
I'HX ciy4asx y 6onbHbIX ¢ OB/ BBISBISIIOCH TOpaXKEHUE

Cpa3y HECKOJIBKMMH BUiamu Oaktepuil. B 50 % ciyya-
eB Hapsay ¢ GakTepHalbHBIM MOPAKEHHEM OTMEYaach
YIIOPHO TeKyliasi U pedpakTepHas K TEparuu rpuOKoBas
uHpekuus, Bei3BaHHas rpudamu pona Candida.

JlaGopaTopHas AMAarHOCTHKA MePBUYHBLIX HMMYHO-
AeGUUIHTOB ¢ npeodaagaHneM AedexToB ryMopabHO-
T0 3BeHAa.

OmnpeneneHue coaepx aHUs U30TUIIOB Ig B CIBOPOTKE
kposu: IgG, IgA, IgM

Omnpenenenue conepkanus noxakiaccoB IgG: Pesyms-
TaTsl MHTEPIPETUPYIOTCS B COOTBETCTBHU CO CHOCOOHO-
CTBIO BBIPa0aThIBaTh creluduuecKkue aHTuTena

Cnenuduueckue aHTUTENA

MsoremarrmoruHunbl: IgM-aHTUTENla K aHTHIEHaM
rpynn Kposu 1o cucreme ABO

TeTaHOaHaTOKCUH

AHTHTEeNA K IO CAaXapyUIHbIM aHTUT€HaM ITHEBMOKOK-
Ka (IpU UIMMYHH3aLUH HEKOHBIOTUPOBAHHOM BaKIIMHOMN)

AHTHTENa K APYTUM aHTHT€HAM BaKLUH NPOTHB: Be-
TPSIHOM ocIibl, renaruta B, xopu

AnTHTeNIa K BO30YIUTENSIM PECHHPATOPHBIX HH(EK-
LUH: pecnupaToOpHO-CUHIUTHATIBHOMY BHPYCY, BHPYCY
Haparpuina, Bupycam rpuria TuroB A/B, Muxoruiazme

Ompenenenne coxepkanust W (peHOTHUNUpPOBaHUE
B-1muM¢ponuToB ¢ MOMONIBI0 MOHOKJIOHAIBHBIX AHTHUTEII:
CD19 (CD20, CD21) B-kieTku, HeCylIue MOBEPXHOCT-
Hble [g

MonekynspHO-TeHeTHYEeCKHe HccienoBanus: Btk u
ap. [7]

Kpurtepuu nmarnosa ooumieii BapuadeaibHOro Mm-
myHoaepuuura (CVID) mo H.M. Chapel, S. Misbah,
A.D.B. Webster, 2007.

Jluazno3 geposamen: y NallUEHTOB XKEHCKOTO UIIU MYXK-
CKOTO I10JIa UMEIOIINX CHIKEHHE Oonee 2 CTaHAapTHBIX
oTkJoHeHui (SD) oT BO3pacTHOIl HOPMBI ABYX U3 TPEX
nokasareneii ummyHornooyiuHoB (IgA, IgM, IgG) u co-
OTBETCTBYIOIL[UE BCEM HMXKE MIEPEUNUCIICHHBIM KPUTEPHAM:

- Hauall0 UMMYHHOH HEJOCTaTO4YHOCTH Oonee 2 neT
Hazaj;

- OTCYTCTBHE T'€MarrIIOTHHHHOB W/WIIH TJIOXOH OTBET
Ha BaKI[UHBI;

- MCKJIIOYEHHE JPYTHX, XOPOIIO HM3BECTHBIX MPUUUH
THIIOraMMaryioOyIMHEMUH.

Jluazno3 npeononoscumernen: y MaleHTOB JKEHCKOTO
WIIN MY>KCKOTO TOJIa UMEIOmuUX cHibkeHue 6omnee 2 SD ot
BO3pPAcTHOM HOPMBI B OIHOM M3 MOKa3aTeneil UMMyHOIIIO-
oymuHoB (IgA, IgM, IgG) U COOTBETCTBYIOIUE BCEM HIKE
HEePEYNCIEHHBIM KPUTEPUSIM:

- HauaJl0 UMMYHHOH HEJOCTaTOYHOCTH Oonee 2 JeT
Hazaj;

- OTCYTCTBHE T'€MarmIIOTHHHHOB M/WIIH TJIOXOH OTBET
Ha BaKI[UHBI;

- MCKJIIOYEHHE JPYTHX, XOPOIIO M3BECTHBIX MPUUUH
THIIOraMMariooyinHemMud [9].

JAuddepeHnnaibHass AHATHOCTHKA THIIOTaMMa-
J100yJIMHEMUM:

JlekapCcTBEHHO MHAYLUPOBAHHAsA: MPOTHBOMAISIPHIA-
HbIE TIpenapaThl, KalTONPHJI, TITFOKOKOPTHKOUbI, (PEHKIIO-
(enak, comu 301o0ta, GSHUTOMNH, Cybdacana3uH.

I'eneTnyeckue CHUHIPOMBI: aTaKCHsA-TEIEAHTUAIKTa-
3usi, ayrocomuble ¢opmbl SCID, cuHIpoM TUIEpUMMY-
HoDoOynuHeMun M, neduuut TpanckobamamuHa II ¢
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rUIoraMMarioOynuHeMuen, X-clelaeHHas aramMMario-
OynuHemusi, X-cleIUieHHble JuMdornpoaudepaTiBHbIe
3aboneBanus (EBV-accoumunpoBanHsie), X-CICIUICHHAS
SCID, w™erabonuueckue HapylIEHHUs, XPOMOCOMHbIE
aHaMaJiM, CUHIPOM 18q-XpoMOCOMBI, MOHOCOMUS — 22;
Tpucomust — 8, Tpucomust — 21. HbeKHOHHBIE 00NIC3HH:
BUY-unbeknms, BpoXAEHHAs KpacHyxa, BPOXIEHHAsS
CMV-nudexuus, BpoXAeHHAS WHQEKLIUS, BbI3BaHHAs
Toxoplasma gondii, Dmureitn — Bapp Bupyc.

Onxonoruuexue 3a00NeBaHUS: XPOHHUYECKHH JIUM-
(doOnacTHbIA JelK03, IMMYHOACHUIIUT C TUMOMOW, He-
XOMKKHMHCKas JuM¢oma, B-kierounas mnponudeparys.
Cucremuble 3a00JIeBaHHS: UMMYHOAC(DHILNT, CBI3aHHBIH
C TUIEepKaraboIM3MOM HUMMYHOIIOOYJIMHOB, HMMYHOZE-
(GULUT, CBA3aHHBIA C BBIPAXCHHOI MOTEpedl NMMYHOIIIO-
OynuHOB (He(po3, TSHKENBIE OXKOTH, TUM(AHTUIKTA3Hs,
TsDKENas nuapes).

OCHOBHBIMH HATIPABJICHUSAIMH B Jie4YeHHH 0O0TbHBIX
¢ OBU/ sBasiioTest:

1) 3amecTuTenbHas Tepamnusi JOHOPCKMMH HMMYHO-
mioOynmunamu (BBUT);

2) npodunaKTUKa W/WIH aJieKBaTHas Tepanus HHEK-
LUOHHBIX NPOSIBIEHUIL;

3) anexBarHas Tepanus HEHMHQEKIHMOHHBIX IPOSB-
JICHUH.

3amectutenbHas Tepanust BBUL ucnonssyercs B pe-
JKMME HACBIIEHUS 10 JOCTHXKEHUs IeJIeBOro MpeTpaHc-
¢y3nonHoro ypoBHs 1gG mim B pexume NoIepKuBalo-
el 3aMeCTUTENbHOM UMMYHOTEpaIHH.

CxeMma 3aMeCTUTENBHOIl MMMYHOTEpAlUN B pPEXUME
HACBIIIECHUS:

BBUI: 1 pa3 B 3-4 Henenu B no3e 0,6-0,8 r/kr Beca
0ONBHOTO, 1032 M KpPaTHOCTh BBEAEHMS JIOJDKHA OBITH
UHIUBHUIYaIU3UPOBaHa B 3aBUCUMOCTH OT KIMHUYECKOI
cutyaiuu. Cxema MNOAAEpKUBAIOIEH 3aMeCTUTENbHOI
ummyHorepanuu: BBUI: 1 pa3 B 3-4 nenenu B nose 0,4-
0,6 1/Kr Beca OOILHOTO.

[Ipu HapymeHUsIX peryaspHOCTH MOJAEp)KHUBarOIIeit
3aMeCTUTEIbHON MMMYyHOTepanuu (TIpH MPOIMycKax CBbI-
me 1 Mecsna), WM NOCle BCEX CEPbe3HbIX MH(EKIHOH-
HBIX 3MM300B HEOOXOAMMO BO3BpALIECHHE K PEKUMY Ha-
ceimenus (12, 34, 36).

Ha ¢one 3amecTHTENbHON TEpaUK MPOLOIKUTEIb-
HOCTh M KaueCTBO HU3HH y OonpHbIX ¢ OBUJI He ot-
JIUYaeTCs OT MPOAOIKUTENBHOCTH U KauecTBa KM3HH B
obmeil momynauuu. OnHAKO OTMEYaeTCsl HHM3Kas MpHU-
BEP)KEHHOCTb K TE€paluu CpeAH JaHHOTO KOHTHHIEHTa
60abHBIX [1].
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