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IepBryHble UMMYHONEDUIIUTBI — JOCTATOUHO penKasi, HO TsixKénast BpoxkIEHHast matonorusi. V3 mepBuyHbIX UM-
MyHOnedUITUTOB Hanbomee YacTo AMarHOCTUPYIOT TPYITy 3aboneBaHnil, 00beNIMHEHHBIX TEPMUHOM «00IIasi Baprabenb-
Hasi UIMMYHHasl HeIocTaTOUYHOCThy. CormacHo KputepusiM EBporeiickoro obiiectsa Mo U3ydeHUI0 MMMYHOnedHUIIUTOB,
nMarHo3 obieil BapuabebHON MMMYHHOI HEIOCTATOYHOCTH KpaiiHe BEpOSITeH TpPU 3HAYMTETbHOM CHUXKeHHM (Oomee
2 CTaHAapTHBIX OTKJIOHEHUU OT MeIMaHBl) ABYyX WM TPEX OCHOBHBIX M30TUIIOB MMMYHOMITOOYIMHOB (KiaccoB A, G,
M). Yacrora BapmabeqbHON MMMYHHOI HEIOCTaTOYHOCTH B OOLIell MOMyIsiuuM B cpenHeM coctapisier ot 1:50 000 mo
1:70 000. dnst ororo 3aboneBaHusi XapaKTepHbI OBa MUKa: MEPBbIN pa3BuBaercss Mexay 6-M u 10-M romamu >KU3HH,
BTOpOil — B MHTepBase 26-30 jer, mpu4éM 10 pa3BUTHUS 3a00TEBAHUS 3THX JIIONEH CYMTAIOT MPAKTUUYECKH 3TOPOBBIMHU.
CrieKTp KIMHUYECKUX CHMIITOMOB, Ha OCHOBAHUY KOTOPBIX MOXKHO 3aM0I03PUTh OOLIYIO BapruabeTbHyI0 UMMYHHYIO He-
IIOCTaTOYHOCTh, OY€Hb IIMPOK: y OMHUX MALMEHTOB MEPBHIMU KIMHUYECKUMHU TPOSBICHUSIMU CTAHOBSITCS TIOBTOPHBIE
MMHEBMOHUU, Y IPYrUX — TPOMOOLMTONEHUYecKasl Myprypa, ayTOMMMYyHHasi TeMOTUTUYecKasi aHeMusi win kKonut. OT-
HOCHUTEJIBHO HU3Kasl PacrpocTPaHEHHOCTh MEPBUYHBIX MMMYHONIEDUIIMTOB B MOMYISIINY, pa3HOOOpasne UX KIMHUYEC-
KuXx opM, HETOCTATOUHAS OCBEIOMIEHHOCTb MPAKTUYECKUX Bpadell TUKTYIOT HeoOXOIMMOCTh MOIPOOHOrO OCBEIeHUsI
NaHHOW TAaTOJIOrMKM Ha KJIMHUYECKOM IpuMepe. B cTaThe mpencraBieH ciydaii BIIepBble NMAarHOCTMPOBAHHOM OOLIei
BaprabeTbHON UMMYHHOIN HETOCTATOYHOCTH Y KEHIIUHBI 26 JieT. OCBEleHbl BOIIPOCHI MU AEMUOIOT Y, STHOMATOreHe3a,
KJIMHUYECKOI KapTUHBI M TMAaTHOCTUKHU 3TOro 3abonepaHus. HeobxonnMo nmpueiedb BHUMaHUe Bpadeil pa3TnIHbIX CIie-
LMATBHOCTEH K TOMY, YTO MPUYMHOI 4aCTO PELIMIMBUPYIOLIMX BOCIIATUTEIbHbBIX ITPOLIECCOB PA3TMYHOI JIOKATM3aLUH,
TJTOXO TIONTAFOIIMXCS aleKBaTHOM TpaAMIIMOHHON Teparuu, MOryT ObITh M3MEHEHUS] B UMMYHHOIM CHCTeMe, BILUIOTh 10
BPOXK IEHHBIX, TEHETHUYECKU O0YCTOBIEHHBIX MMMYHOIEbULIUTOB.

KioueBbie cJioBa: repBrYHbIe MMMYHOIEDUIIUTHI, 00IIast BapruabenbHas UMMYHHAs! HEIOCTaTOYHOCTh, ChIBOPOTOY-
HbIe IMMYHOITTO0YTUHBI.

COMMON VARIABLE IMMUNE DEFICIENCY IN CLINICAL PRACTICE
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Primary immunodeficiencies are rare but severe diseases. Out of all primary immunodeficiencies, most commonly
diagnosed conditions belong to the group of common variableimmune deficiencies. According to criteria of European Society
for Immunodeficiencies (ESID) the diagnosis of common variable immune deficiency is extremely likely at considerable
decrease (over 2 standard deviation values compared to median value) of two or three main isotypes of immunoglobulins
(classes A, G, M). The mean prevalence of variable immune deficiency in general population ranges from 1:50 000 to
1:70 000. This disease has two age peaks of onset: the first peak is between the age of 6 and 10 years; the second peak —
between the age of 26-30 years. Moreover, before the disease onset patients are considered as healthy. The range of clinical
manifestations, which may help to suspect common variable immune deficiency, is very wide: some patients have repeated
pneumonia, others have thrombocytopenic purpura, autoimmune hemolytic anemia or colitis. Low prevalence of primary
immunodeficiency in population, a variety of its clinical forms, insufficient awareness of practical doctors dictate the
need for detailed description of this pathology on a clinical example. The article presents a case of firstly diagnosed case
of common variable immune deficiency in a 26 years old female. Issues of epidemiology, etiology, pathogenesis, clinical
symptoms and diagnosis of this disease are described. It is necessary to draw the attention of doctors of various specialties to
the fact that changes in the immune system, up to hereditary, genetically determined immunodeficiencies can often be the
cause of recurrent inflammatory processes of different localization with a low response to conventional therapy.
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[lepBuyHbIe UMMYHONEDULIUTBI — JOCTATOYHO
penkue, HO TSKENbIe BPOKIEHHBIE 3a00/eBaHUS,
paHHSIS OUArHOCTMKA KOTOPBIX B OOJBIIMHCTBE
clyyaeB TO3BOJISIET HaYaTh CBOEBPEMEHHYIO 3aMec-
TUTEIBHYIO TEPanuio W TPENyNpenuTh Pa3BUTHE
YIPOXKAIOIMX KU3HU OOTBHOI'O OCIOXKHEHUA.

W3 nepBuyHBIX UMMYHOneUIIMTOB Haubosee
YacTo NMAaTHOCTUPYIOT Tpymiy 3aboneBaHWl, Xa-
paxkTepusyolnxcs 1ebeKToM CMHTe3a aHTUTEN U
00beNMHEHHBIX TEPMUHOM «0011asi BapuaberbHast
UMMYHHas1 HemoctaTouHocThy (OBHMH; Common
Variable Immune Deficiency — CVID).

Ha ocHoBanum xputepues Esporeiickoro o6-
mecTBa mo u3ydeHuto nMmyHonedpunutos (ESID)

Anpec 1151 mepeniucku: yagudinaleila@mail.ru

nurarHo3 OBUH cuurator kpaitHe BEpOSITHBIM TTpU
3HAYUTETbHOM CHUXeHUU (Oormee 2 cTaHIapTHBIX
OTKJIOHEHU I OT MeIuaHbl) IBYX WJIU TPEX OCHOB-
HBIX M30THIOB MMMyHormooynnHoB (IgA, IgG,
IgM) [7]. Xota 6onbminHCcTBO cnydyaeB OBUH Ho-
CUT criopagnyeckuii xapakrtep, B 10-20% Habmrome-
HUN OTMEYaroT ceMeliHbIe ciydau, mpu 3toM y 80%
MalMeHTOB BBISIBISIIOT ayTOCOMHO-TOMUHAaHTHBII
TUI HaClen0BaHUSI.

Yacrora OBUH B o0ieil monyasinuu B Cpe-
HeM coctasiser oT 1:50 000 go 1:70 000. Cpenu es-
ponefickoit monynsituu OBUH ObiBaer Hambonee
YacTO BCTPEYAIOIIMMCSI TYMOPaJbHBIM MUMMYHOJIe-
burTOM, C ONMHAKOBOI YaCTOTOI BbISIBIISIOLLY M-
csi cpend MYXKUYWH M KeHmWH. Iyist aToro 3a6o-
JIeBaHUsI XapaKTepHbI JBa MUKa: MEepBbIA MeX Iy
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Kimnnyeckue Ha0 0 1eHUs

6-M 1 10-M rogamMu >KM3HU, BTOPOl — B MHTepBale
26-30 nmet, mpruUEM 10 pa3BUTUS 3a00IeBaHUS 3TUX
JIIONEN CYMTAIOT MPaKTHIECK! 3M0pOBBIMU [3].

[TonbITKM MAEHTUULMPOBATL T'eHBI, OTBET-
creeHHble 38 OBUH, npusenu B 2005 r. K onpenene-
Huto myrauun reia TNFRSF13B, perynupyromiero
TpaHcMeMbOpaHHYI0 akTuBanuio rena TACI, Haxo-
nIsIerocss Ha xpomocome 17 M mpuHAaIJIeXKallero
K cymnepcemelicTBy perentopo TNE. Y manueHToB
¢ myranusmMu TACI BBISBISIIOT TMIIOraMMariofy-
JIMHEMMIO U HapyllleHue TyMOpaJbHOro OTBEeTa Ha
MMMYHU3ALNIO, CHUXKEHNE colepkaHus B-kierok
namMsaTu B nepudepryeckoit Kposu [11]. Myrauuu
reHa, konupymiiero CD19, BbI3bIBalOT CHUKEHUE
TYMOpPaJIbHOrO UMMYHHOr'O OTBETa Ha aHTUTEHHYIO
CTUMYTISAINIO [5].

Takxe B TOcleqHME TOAbl OTKPLITHI HOBbIE
MOHOreHHbIe nedekThl, BKIodasg 1COS-mepumut
(or aura. Inducible COStimulator). ICOS mpu-
HAIUISKUT K CEeMEeMCTBY MMMYHOIJ00yTUHOIO-
MOOHBIX ~ KOCTUMYJSITOPHBIX  IOBEPXHOCTHBIX
monnekyn CD28, skcmpeccupyeMbIX TOTBKO aKTH-
BupoBaHHbIMU T-kierkamu. CasaspiBanue [COSL
(or anrxa. Inducible COStimulator ligand) u ICOS
00yCc/OBIMBaeT MHIYKIMIO CHUHTe3a T-KJeTKaMu
uHtepneiikuna-10 (MJI-10), uytTo B UTOre MmO3BOMISI-
eT B-tuMmdonuTaM OCYIIeCTBUTh MepeKIIodeHne
cuHTe3a KjaccoB Ig u TepmuHanbHylo nuddepeH-
LIMPOBKY B KJETKM MaMsTU M TUla3MaTUyecKue
kjerku. CoBceM HENaBHO y HEKOTOpBIX MallueH-
ToB ¢ OBMH Oplma obHapykeHa MyTamusl TeHa
TNFRSF13B, xomupymomiero TpaHcMeMOpaHHBbIN
akTuBaTop u momyastop kameius (TACI). TACI
aKcrnpeccupyercss B-numdornuramMyu M BaskeH IS
MX B3aMMONENCTBUSI ¢ MakpodaraMu W AEeHAPUT-
HBIMHU KJIeTKaMu [6].

Ha nannbiii MomenT OBUH orHeceHna skcmep-
TamMu BceMupHOil opraHm3alvy 31 paBoOX paHeH sl
B TPYNIy MUMMYHOIedULIUTOB C TPEUMYILECTBEH-
HBIM HapyllleHHheM CHHTe3a aHTHUTE]I, OMHAKO BbI-
SIBJIEHO MHOTO IaHHBIX, CBHUIETEIBbCTBYIOIIUX O
nopaxkeHuu T-tuMporutoB. Takum obpa3zoM, CHU-
JKeHre cuHTe3a g, BeposiTHO, CBSI3aHO C Hapylle-
HueM T-KJIeTOUHOM peryIsiiiuu uX CUHTe3a, TO eCTh
OBHH B Oonblieii cTeneHu sIBISIETCSI KOMOMHUPO-
BaHHBIM UMMYHomebunuToM [1].

Y 25-30% nanuenToB ¢ OBMH yBenmunBaercst
konmuvectBo CD8 T-kieTok M CHUXKAeTcsl COOTHO-
menue CD4/CD8 T-kierok. Kpome Toro, y 60mb-
HbIX ¢ OBUH BBIsSIBIEHBI HapylIeHWs] 00pa30BaHMUS
WJI-7 (mpuyéM B CTOPOHY HE TOIHKO CHUKEHUST, HO
U TIOBBIILIEHUS ), YBeIMUEHUE 3K CITPECCUU PELlerTO-
poB WUJI-12 u NJI-18. DT u3MeHeHUsI CIIOCOOCTBYIOT
Thl-nmonsgpu3zauuy UMMYHHOIO OTBeTa y IallMeH-
toB ¢ OBUH [8].

CriekTp KIMHUYECKUX CUMIITOMOB, HA OCHOBA-
HUM KOTOpPBIX MOXHO 3amono3puth OBUH, oueHp
LMIUPOK: Y OMHKUX MALlMEHTOB MEePBHIMU KIUHUYEC-
KUMM TIPOSIBIEHUSIMUA  CTAHOBSITCSI TTOBTOpPHBIE
IMTHEBMOHUHU, Y APYrUX — TPOMOOLIMTOIMEHUYecKast
Mmypriypa, ayTOUMMYHHasi TeMOIUTHYecKas aHe-
MUS, ayTOUMMYHHas UTOMEHUST WIN KOIuUT [5].

Hanuyue rumoramMmmariobyiMHeMUU TpU OT-
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CYTCTBUU JIUAarHOCTUYECKU 3HAYUMOI0 UMMYHO-
JIOTMYECKOro M TreHeTudeckoro mapképa OBUH
00ycloBIMBaeT HEOOXOMMMOCTh HMCKJIIOUUTL BCe
XOpOIIO AUAarHOCTUPYyeMble MPUUMHBI TUITOraMMa-
raooymuaemMuu. Y ManpuukoB ¢ OBUMH momkHBI
OBITh MCKJIIOYEHBI TaKue IepBUYHbIE MMMYHOIE-
GUIUTH, Kak X-CIleIUIeHHasT aramMMarjoOyiTuHe-
mus, X-CHeIJIeHHBI JaumdbonponndepaTuBHBIN
CUHIpOM, X-CHeIJIeHHbIN OedUIIUT IepeKaroue-
HUSI cuHTe3a KiaccoB Ig. PasHble ¢opMmbl aram-
Marjao0yTMHeMUU TIPOSIBISIOTCS OOBIYHO BCKOpE
mociie poxaeHus, Torna kak OBUH yame manu-
dectupyer mocie 2 er. UMMyHomorndeckue moka-
3aTeIM MOTYT MEHSIThCS B T€UeHME XKU3HU OOTbHO-
T0, TOCTEMEHHO YXyIIIasICh.

IIporHo3 y maunmentoB ¢ OBWH 3aBucur or
YacTOThl MHMEeKIN, CTPYKTYPHBIX HapylleHUl B
JIETKMX, BO3HMKHOBEHUsI ayTOMMMYHHBIX 3aboie-
BaHUI U yCIEeNTHOCTH MPOodUIaKTUKKU WH KU,

Ilpusedem cobcmeennoe Habawdexue enepeavie
duazrnocmuposarnnoii OBUH y ycenuunot 26 nem.

bonpHas K. mpuinina Ha amOylTaTOpHBIN ITpH-
€M K KJIMHUYECKOMY UMMYHOJIOTY C JXKajobaMu Ha
3aJI0KEHHOCTh HOCa, 3aTPyINHEHHOCTH HOCOBOTO
IbIXaHUs, TeplIeHne B ropjie, OCUILIOCTh Tooca,
IUIATENbHBIN (MecsiiaMM) Kalllelb ¢ HeoOMJIbHOU
THOMHON MoKpoToii. Tak:Ke KajayeTcss Ha IJI0XOi
AIIEeTUT, HEYCTOWYMBBIA XUIKUAN CTYJ, SMU30IbI
nuapeu 1o 1-2 mgHs, 60MM M OrpaHUYeHUe IBU-
JKEeHUI B MpaBoM KOJeHHOM cycTaBe. OTmeuaer
OBICTPYIO YTOMJISIEMOCTb, CHUKEHHME paboTocmocod-
HOCTH, TIOCTOSTHHOE YyBCTBO ciaboctu. JlaHHBIE
Kajmo0bl TTPUCYTCTBYIOT TPUOMM3UTENTHHO B Tede-
HUe MOCIeTHUX MOMYTopa JIET ¢ TTOCTENeHHBIM TPO-
rpeccupoBaHueM. B aTor mepuon Haxomuiach o
HaboneHreM OTOPUHOMAPUHTONOra ¢ IUarHO30M:
«XpOHUYECKUI  JBYCTOPOHHUN  PUHOCHHYCUT,
IIBYCTOPOHHUI THOWHBIA CpEeIHUU OTUT, MHOIO-
KpaTHble DONTUKYASIPHBIE AHTUHBI, XPOHUYECK U
O6poHxut. ComyrcTBytomre 3aboneBaHMs: TpPaBo-
CTOPOHHUI ToHapTpo3, Kucra beiikepa mpaBoro
KOJIEHHOI'O CyCTaBay.

3a 2 mec mo obpaleHus K UMMYHOJIOTY Tiepe-
Hecla JOBYCTOPOHHMU THOWHBIM CpemHU OTUT,
JiednsIach CTallMOHapHO. B mepuon geueHus: pa3Bu-
nach neifkomnenus no 2,8x10°/1.

Ilpu obsexmusnom ocmompe o0Iee COCTOSIHUE
YIOBIETBOPUTENbHOE. Macca Tena He3HAYUTENIbHO
CHIXeHa, MHIEKC Macchl Tena 18,2 kr/M% KoxHbIe
MOKpoBbl OnemnHble, cyxue. Ha mepemHeit mosepx-
HOCTH TIpaBOro KOJIEHHOrO CycTaBa IaJIbIIAPYyeTCs
HebOobIIast PUITYXJIOCTh. [IBUXKEHUS B KOJIECHHOM
cycTaBe HECKOIbKO OrpaHM4YeHbl, Oone3HeHHbI. C
o0enX CTOPOH MaJIbIIUPYIOTCS yBeIWYEHHBIe, 0e3-
Oone3HeHHbIe, ATACTUYECKONW KOHCUCTEHLMU Iie-
penHue U 3aTHUe eiHble TUMbaTUYecKue y3ibl.
SI3bIK OOJOXKEH 0eno-KEIThIM HaI&TOM, 3€B T'MIle-
peMUpPOBaH, MUHIAJINHBI HE yBeTUUEHbBI. AYCKYITb-
TaTUBHO: paccessHHbIE CyXxue XPHUIIbl MO 000UM
JIETOYHBIM TIOJSIM, YaCTOTa NBIXaTeIbHBIX IBUXKeE-
Huit 17 B munyTy. Cepaiie: rpaHUIBI TEPKYTOPHO
He U3MEHEHbI, TOHBI SICHble, pUTMUYHbIE, YaCTOTa
CepIeuYHbIX COKpallleHuil 92 B MUHYTY, apTepuab-
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Hoe maBieHue 110/70 MM pr.ct. 2KMBOT MSTKMHIA,
6e30071e3HeHHbIN Mpy Majdbnanuu. IledyeHn, cene-
3€HKa He manpnupyrorcs. CTyl HeyCTOWYMBBINA, He-

PEryasipHBIA.
Pesynvmamur nabopamopnuix uccaedosanuii.
O6mumit  aHanmM3 KPOBU: JIBMKOIWUTHI —

2,3x10°/n1, spurpouutsl — 4,1x102/1, remMoraoduH
92 r/n, useroBoit moka3zaTtenab 0,67, CKOpoOCcTh oce-
NaHWs SpUTPOLUTOB 17 MM/4, MaJOYKOSIIEepHbIe
HeUTpoduiabl 4%, cerMeHTOsIIepHble HeUTpOoduIbl
48%, so03mHOGUIBI 1%, 6azodusl 0%, MOHOIIUTHI
13%, mumdonuTer 34%. AOCOTIOTHOE KOIWUYECTBO
HeiiTpodmios 1,1x10°/1, abCoNMOTHOE KOTUYECTBO
numdorurop  0,782x10°/n. 2Keme3o ChHIBOPOTKHU
8,7 MKMOJb/J, 00IIast >Kele30CBsSI3bIBalomiasl CIo-
COOHOCTh ChIBOPOTKHU 89,2 MKMOJb/JI. Y pOBEHb TH-
peoTpornHoro ropMoHa 2,3 MKME/Mi1.

O6wuit aHanu3 Moun — 6e3 ocobeHHocTeil. B
KaJie BbISIBJIEHBI LIUCTHI JIIMOTHiA.

I'eMorpaHCMUCCUBHBIE MHMEKIIUU — OTpHUIIa-
TEJTBHO.

AHTHUHYKJIeapHble aHTUTela (CKPUHUHT K
26 aHTUTeHaM ) — OTPUIIATEIbHO.

[IporenHorpamma: obmuii 6e10K 62 r/m, anboy-
MUHBI 47,2%, oL -TI106ynUuHbI 8%, o, -T100yIuHbI 18%,
B-rmobynuubl 25%, y-rnobynuHb 1,8%.

MMmyHOrpamma: CD3 (T-mumdoruTer )
88%, abcomrorHOoe Kommuectso 0,688x10°/m, CD4
(Txenmepnt)  34%, abcomOTHOE  KOMMYECTBO
0,266x10°/n1, CD8 (T-umrorokcuueckue) 42%,
abcomrorHoe  konudectso  0,328x10°/m, CD20
(B-mumdonuthl) 4%, abCOMIOTHOE KOIMYECTBO
0,031x10°/m1, CD16 (NK-kjmeTku) 6%, abCOmOTHOE
kommaectBo 0,047x10°/1, MMMYHOPEryIATOPHBI
nHaekc (CD4/CD8) 0,81. Llupkyaupyroiine UMMYyH-
Hble KoMmTiekesl 0,019 onT.em. AKTHUBHOCTH KOM-
miemenTa 77 EJl CHS50. CeiBoporounsbiii IgA O r/m,
ceiBopotounbiii IgG 0,83 r/1, ceiBoporouHbIil IgM
0,2 r/n. ParouuTapHblii mokaszaTenb (St aureus)
66%, abcomrorHoe KomuuectBo 0,726x10°/1, daro-
muTapHoe 4ncio 3,5, burst-test E. coli 93%, burst-test
fMLP 7%.

Hcxons u3 npeacraBieHHbIX JaHHBIX, ObLT BbI-
CTaB/leH OKOHYATEIbHBbIN KIMHUYECKUI IHarHo3:
«O0mas BapmabenbHass WMMYHHasl HEIOCTATOY-
HOCTh CO CHUXeHueM B-tumdonutos. XpoHuuec-
Kuii OpOHXUT. PelmauBUPYOIINN PUHOCUHYCUT.
T'onapTpo3 mpaBoro KoneHHoro cycrana. Kucra beii-
Kepa MpaBoOro KoJIeHHOro cycrana. JIsiM0amno3. AHe-
MMUSI XpPOHUYECKUX 3aboneBaHu . JIeiikomneHust».

Ilo manHBIM nUTepaTypbl, y 90% manueHTOB
BBISIBJISTIOT XPOHMYECKWU# cuHycHuT, y 70% — pe-
munuBUApyomui cpenHuit otut [3]. BonbHBIE C
OBUH ck0oHHBI K pa3BUTHUIO THOWHBIX apTPUTOB,
BbI3bIBAEMBIX MUKOIIa3MaMU M Yypearula3MaMu.
Hepenko centuueckuii apTpuT pa3BuBaeTcst y 601b-
HbIX ¢ OBHH, yxe cTpagamoliux peBMaTOUIHBIM
aptputoM [9]. BonbHble ¢ OBUH, Kak u manueH-
Tbl ¢ Apyrumu dopmMaMu H1edeKTOB TyMOpaTbHOro
MMMYHUTETA, BHICOKOUYBCTBUTEIbHBI K SHTEPOBU-
pycam. s manmentoB ¢ OBUH xapaktepHa Bbico-
Kasi 4acToTa pacIpoCTpaHEHUs] BOCHAIUTETbHBIX
1 MHOEKIMOHHBIX KUIIEYHBIX 3aboneBanmii. [na-

pest BOISTHUCTOrO XapaKTepa BO3HUKAET MepUOIu-
yecku y 20% 60nbHBIX, TIpruéM 10% U3 HUX UMEIOT
TsKEnble (pOpMBI BHTEPONATUU TUIA Majabadbcopod-
LUK C rotepeid Macchl Tena. [latomorusi muiiesa-
PUTENBHOrO TpaKTa y 3TUX MAallMeHTOB BKJIIOYAET
HOLYJSIPHYIO JTUMMOUIHYIO TUIEpI1a3nio, BOCMa-
JIEHWE TOJCTOM KHUILKU (SI3BEHHbIE KOJIMUTBHI WJIU
6one3nb Kpona), mamb6amos [2, 9].

IMpubnusntensHo 20-25% 6ompHBIX ¢ OBUH
MMEIOT OMHO MK Oojiee ayToMMMYHHOe 3aboreBa-
HUe, HallpuMep ayTOMMMYHHYIO TeMOTUTUYECKYIO
aHeMUo, TPOMOOLIMTONEHUIO, ayTOMMMYHHYIO
LUTONEeHUI0, peBMaTouIHbI apTput [10]. Mexa-
HU3M Da3BUTHUSI AYTOMMMYHHBIX HapylleHWi He
ycraHoBleH. bombimmHacTBO mManmeHToB ¢ OBUH,
UMeLIe ayTOMMMYHHbIE 3a001eBaHUsI, MTOTOXKU-
TETbHO OTBEYAIOT Ha JieYeHWe BHICOKMMU T03aMU
BHYTPUBEHHBIX Ig B coueTaHMU C KOPOTKMM KYyp-
COM TJTIOKOKOPTUK OM,TOB.

IIpu ¢dusukanbHOM OCMOTpe obpaliaer Ha
cebs1 BHUMaHUe JuMdaneHonatus. B ornuuue or
MalKreHToB C araMMarjio0yaiuHeMue, y OGOIbHBIX
¢ OBUH muHpanuHbl U JduMdaTAdYecKue Yy3Ibl
OCTAlOTCSl HOPMAJIbHBIX Pa3MepoB WU YBETUYEHbI,
npubIu3nuTeNnbHO y 25% MaluueHTOB pa3BUBAETCS
cruteHoMeranust [4]. Y wmccmemyemoil TanneHTKU
ayCKYJIbTaTUBHO BBICIYIIMBAJINCh CyXWE pacCesiH-
Hble XPUTIBI 110 000uM JI€rouHbIM ToisiM. Cornac-
HO JUTepaTypHbIM NaHHBIM, 75-85% MmamueHTOB
HEOMHOKpPAaTHO MEepeHOocsIT MHeBMoHuio, y 37,5-
73% pa3BuBaroTCsI OpOHXO3KTa3bl, Y 9-15% — GpoH-
XHaJibHasl acTMa, HeKa3eo3Hble I'paHyJeMaTO3HbIe
MHOUIBTPAThl B JIETKUX BBISABISIOT y 5,4-22% Tia-
mueHToB [1].

Inst mocranoBkm auarHoza OBUH npuanunu-
aJIbHO 3HAYMMBI JabopaTopHble mokasatenu. s
OOJBIIMHCTBA MALlMEHTOB XapaKTepeH HU3KUI ypo-
BeHb IgA, 1 npubau3uteabHo y 50% 601bHBIX CHU-
XeHo comepxkaHue IgM. Kpome Toro, ormeuaror
HapylieHre obpa3oBaHUs crieludUUecKUX aHTU-
Tea (M30reMarrJlOTUHUHOB) U/UIM Caa0bblii OTBET
Ha ONHY MJIM HECKOJIbKO BaKIIMH.

Y nanHoit 60MBHOI OTMEYaaoch Pe3KOe CHUXKe-
HUe Y-TJI00YIMHOBOIM (pakuuu B MPOTEMHOrpam-
Me — 1,8%, CHUKeHWe YpOBHSI CBHIBOPOTOYHBIX Ig
kimaccoB A u G: IgA orcyrcrBosan, IgG 0,83 r/n
(uto B 2 pa3a u 6oee HUXKE BO3pACTHOI HOPMBbI 10
JINTEpaTypHBIM JaHHBIM ). CyMMapHOe KOINUEeCTBO
Tpéx kinaccoB Ig (A, M, G) y obcienmyeMoil cocTaBu-
g0 Bcero 1,03 r/m, Torma Kak, COrjlacCHO KpUTepH-
am ESID, OBUH nmuarHOCTHPYIOT TIpA CHUKEHUN
cymMapHbIX Ig B cbiBoporKe kKpoBu Huxe 3,0 T/i1.
Taxkske y mTaHHOI ManueHTKN ObLIO CHUXKEHO YHC-
10 B-mumdonuTos (CD20) mo 4%, abcomoTHOE KO-
nnuectBo cocrasisio 0,031x10%/1. Ilo nuTepatyp-
HBIM IaHHBIM, ¥ 13% 6onpHbIX OBUH conepskanue
B-ntumdormtos — menee 3% [2].

PesynbraThl Opyrux npoBen€HHBLIX JiabopaTop-
HBIX MCCIENOBaHMWI YKa3bIBAIOT Ha JISIMOIMO3, 9TO
coryracyercsl C IMTEPaTyPHBIMU NaHHBIMU.

Ha ocHOBaHUM COOTHOILEHUST CHIBOPOTOYHOrO
Xene3a 1M oOIIell Kene30CBs3bIBaOIIeil CrTOcOOHOC-
TH CbIBOPOTKM KPOBM aHEMHUIO Y OONbHOI MOXHO
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pacieHUBaTh KaK aHEeMHUIO XpPOHUYECKUX 3aborena-
HU Ha DOHE TIKENTBIX PEeLWIUBUAPYIOIIMX WHDeK-
uuii. JlelikoneHust ¢ abconOTHON HelTporneHuel u
nuMdoneHneil, BeposiTHO, HOCUT ayTOMMMYHHBIN
xapakTep. [1o JTaHHBIM JUTEPATYpbl, TaKask KapTU-
Ha KPOBU SIBISIETCS Pe3yIbTaTOM ayTOMMMYHHOM
IIATOIEHNUW W OIMCHIBAETCS KaK ONWH M3 YaCThIX
cuuaapomoB OBUH [10].

Ha MoMeHT ycraHOBIEHUs AMArHosa y malu-
€HTKM HEIOCTAaTOYHO HCCIeqoBaHa CTerleHb Io-
BpEXKIEHWsT OPOHXOB M JIETKWX, ObIXaTETbHON He-
JMOCTAaTOUHOCTU U COCTOSTHME TPUIATOUHBIX Masyx
Hoca. Kpome Toro, Heobxonuma aeTaan3alusl 3TU-
OJIOTM U TMOPaXKeHU sl KUlledHuka. [ist nanabHeiile-
ro obcnemnoBaHMWsI U TIOAYYEHUS] 3aMeCTUTETbHOMN
Tepanuu mpernapatoM Ig OonbHas HampaBieHa Ha
CTallMOHApHOE JIeYeHe.

Takum o0pa3oM, OTHOCUTEIbHO HHM3Kas pac-
MPOCTPaHEHHOCTD MEPBUYHBIX UMMYHOIEePUIIUTOB
B TIOMYASLMU, pazHooOpasue WX KIMHUYECKUX
GopM, HemocTaTOuHasi OCBETOMJIEHHOCTb TPaKTHU-
YeCKMX Bpadeil O MaHHOW ITaTOMOTWH, HEBO3MOX-
HOCTb B psiie CiydyaeB IpOBeNEeHUSI MMMYHOIO-
ruyecKkoro obcnenoBaHus MPUBONSIT K TOMY, UTO
OOoNMbHBIE NIUTENIBHOE BPeMsl He IMOoNydaloT MmaTore-
HeTU4YecKoi Teparnuu. B pesynbraTe dopMupyrorcs
MHOrOYMCIeHHbIe XPOHUUECKMEe ouaru MHGhEeKIuH,
CyILIECTBEHHO yXyIlIaeTcs IIPorHo3 3aboneBaHus. B
CBeTe 3TOro HeoOXOMMMO MpPUBJIeUYb BHUMAHUE Bpa-
Yeil pa3TUIHBIX CIeUalbHOCTENH K TOMY, UYTO IPH-
YUHON 4acTO pelyIuBUPYIOLIMX BOCITATUTETbHBIX
MPOLIECCOB Pa3IMUHON JTOKAJIM3ALUU, TJIOXO TOJI-
MaromKnXcs aleKBaTHOW TpalWIIMOHHON Teparuu,
MOryT ObITh M3MEHEHWsI B MMMYHHOIl cucreme,
BILUIOTh 1O BPOXIEHHBIX, T€HETUUYECKU O00YyCIOB-
JIeHHBIX UMMYHOIe(bUIIUTOB. B cBSI3u ¢ 3TUM Tpe-
Oyercst 00si3aTeNbHOE TTPOBEIEHNE JOCTYITHBIX IS
J11000if KIMHUKM MCCIeqOBaHUI YPOBHSI OOIIEero
Oenka, ero y-ppakLuy U CbIBOPOTOUHBIX Ig m30TH-
noB IgG, IgA, IgM u IgE.
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