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OMUCAHMUE CJTYYAS OBLLEWA BAPUABEJIbHOM UMMYHHOM
HEAQOCTATOYHOCTU

MPUJTYLKUN A. C., TKAYEHKO K. E., MTPUJTYLIKAS U. A.
JOoHeuKknin HauMOHaNbHbIN MeguUMHCKNIA yHUBepcuTeT nm. M. Topbkoro.

BeeneHue. Obuwas BapuabenbHass MMMyHHas
HepocTaTodHocTb (OBWH) npenctaBnser cobom
NEPBUYHBLIN  MMMYHOOEDUUNT, O0ObeaVHSOLWWN
rpynny reTeporeHHbIX CUMHOPOMOB, pa3BUTME KO-
TOPbIX MNPEUMYLLECTBEHHO OOYC/IOB/IEHO HECO-
BEPLUEHCTBOM (YHKUMM aHTMTEeNnoobpa3oBaHus,
a Takke HapyleHnem T-KJIeTOYHbIX UMMYHOpPery-
NATOPHbLIX BOo3aencTteuin [1]. daHHas natonorus
XapakTepuayeTcs HU3KUMU KOHLUEHTPaUMUSMN Cbl-
BOPOTOYHbIX MMMyHOrobynmHoB (IgG, IgA, IgM),
HapyweHMeM npoaykuum cneumduyecknx aHTu-
TeN, a Takke MOBbILEHHOW BOCMPUMMYMBOCTbLIO
opraHuama k 6akTepuanbHbIM MHDEKUUSM pecnm-
pPaTOPHOro 1 raCTPOMHTECTMHANIbHOIO TPAKTOB [2],
Kpome TOoro, psig naunueHToB UMEET MOBbILLEHHbIN
PUCK pa3BUTUS CMJIEHOMEranamn, rpaHynemMarTos-
HbIX MOBPEXOEHUN, ayTOMMMYHHbIX peakunii u
onyxoneBsbIX nNpoueccos [2, 3]. HacToTa BCTpeyae-
mocTtn OBWH B nonyngauum coctaesnset ot 5 1o 100
cny4aes Ha 1000 000 HaceneHus [4, 5], uTo gena-
€T ero BTOpPbIM MO pPacrnpoCTPaHEeHHOCTN NepBUY-
HbIM MMMYHOAEDUUMTOM, YCTyNalowWyM TOJIbKO
cenekTnueHom IgA HepocTaTtoyHocTu [6, 7]. OBUH
OOMHAKOBO 4acTO BCTPEYaeTCs cpeam MYXHYMH W
XEHLLUNH, NpyY 9TOM HamboJsbllee YMCO CJlly4yaeB
pernctpupyetcsa cpeagu esponenues [8]. MaHu-
decTaumsa 3aboneBaHnss MOXET NMPOU30NTU B JtO-
6omM BO3pacTe, o4HAaKo Hambosiee 4acTo MNepBble
CUMMTOMbI PEFTNCTPUPYIOTCH BO 2-3 AeKany XnU3Hu
[2, 9, 10]. BTmonatoreHeTnyeckne ocHobl OBVH
Mo HacTosiLLee BPeEMS OCTaloTCs A0 KOHUA He U3-
BeCTHbIMW. M0 AaHHBbIM MccnegoBaHU rnocnemn-
HEero AecATUNeTUs BbIAENSAOT psa reHoB nedek-
Tbl, KOTOPbIX U NpenonpeanenstoT GopmMmpoBaHme
OBMWVH. K TakoBbIM OTHOCATCS PELLECCUBHbIE MEHBbI,
yyacTeylowme B passutum B-numopountos (ICOS,
CD19, CD81, CD20, BAFF-R, TACI), Bapuauumn
reHoB penapaumn OHK (MSH2, RAD50, RAD52,
MLH1, NBS1, MSH5), a Takxe rexbl, 4eTepPMUHN-
pylowme nNonMmMopduamM eauHUYHOro HykeoTuaa
(SNP: MHC, ADAM28, ADAM7, ADAMDEC1, STC1)
MU KONnyecTBeHHble Bapuauun konuin JHK (CNV:
aeneunn, gynankaumm) [3].

CyuiectByeT  HECKONbKO  knaccudukaumin
OBWH. B Hawen cTpaHe NpPUHATO BbIAENATbL OBE
dopmbl OBUH: ¢ npenmyLL,eCTBEHHbIM HaPYLUEHN -
eM pyHKunm B-knetok, n dopmy ¢ npeobnagaHu-
€M HapyLeHUn MMMYHOPErynsaToOpHbIX T-KIeToK.
Knaccudukauma OBUH, npegnoxenHasa EBponeii-
CKUM OOLLECTBOM MO U3YHEHUID UMMYHOAeDULM-
TOB, OCHOBbIBAETCSl Ha pe3ynbrartax MNpPOTOYHOM

LMTOMETPUM, COrNacHO KOTOPOW BblaensieTcs nea
Tnna OBUH. A Tun — B- (MeHblwe 1% umpkynmpy-
owux B-numepoumTtoB) n B tTun — B+ (6onblie 1%
umpkynupytowmx B-numdountos). Kpome TOro,
onpenensitoTcss YPOBHW 3KCMPECCUMU KI1aCTepPOB
anddeperHumporkn CD21%, B COOTBETCTBUM C HEM,
Tnn B+ penntcs Ha gBa knacca. B kaxaom 13 Hux Ha
OCHOBaHMM ypoBHS CD27* BbIAensiloT cybknacchl a
n b. Mpu aTom cybknacc b paccmaTpmBaeTcs Kak
aCCOLMMPOBAHHbIN C BLICOKOW 4YaCTOTOM Pa3BmUTUS
crniieHoMeranum mn rpaHynemaTto3Hon 6onesHn. B
CBOIO o4epenb, BHYTpU b BbIAENSAOT cybKnacehl i
M ii, Npu 3TOM B Ka4yecTBe N1abopaTopHOro KpuTe-
puvs BbicTynaeTt ypoBeHb CD38", a knnHnyeckn cyo-
Kflacc i accoummpoBaH ¢ numdoageHonaTtmen [11,
12, 13].

HecmoTps Ha npenenbHyto NPOCTOTY U A0CTYN-
HocTb auarHocTukm OBUH, BapmnabenbHOCTb Teve-
HMS 1 pa3Hoobpasne KINHUYECKNX GOPM AAaHHOMN
natonornm obycnaesnmeaeT HEOOXOOMMOCTb MPO-
Be[EeHUNs TwaTenbHoro auddpepeHumanbHoro ama-
rHO3a C ApyruMm MMMYHOOEDUUNTHBIMW COCTOSA-
HUSMU. A NpedenbHO BbiCOKas YacTtoTa BCTpevae-
MocTn OBVH nuwHnia pas nog4yepknBaeT akTyab-
HOCTb paccmaTpuBaeMon NpobremMbl B NMpakTuKe
Bpaya-MMMyHoJsiora. B cBs3M C BbllleCKa3aHHbIM
nPMBOAMUM OMNucaHme crydyass cOOCTBEHHOro Ha-
O61t04eHNS AaHHOro 3aboneBaHus.

MATEPUAJIbl U METOAbI

OOBLEKT nccnepoBaHus - MyXdnHa, B BO3pacTe
43 net. Cpok HabnoaeHms 3a naunmeHToM COCTaBul
1,5 roga, Bkoyas pusmkanbHble, nabopaTopHbIe,
a TakXe MHCTpyMeHTallbHble uccnenosaHns. Knn-
HUYeckne, OUOXMMMUYECKUE, WHCTPYMEHTasIbHbIE
nccnenosaHns MpPoBOAMINCL B COOTBETCTBUM C
YTBEPXOEHHBIMU METOOMNKAMMN.

MauneHTy Obiin BbINOSHEHbI 00N 1 BUOXN-
MUYECKMA aHann3bl KPOBWU, OOLLMIA aHaNM3 MOYM,
MUKPOCKONMS MOKpOThl. OnpegeneHne nokasaTe-
el UMMYHHOT O cTaTyca BkJto4ano B cebsa nccne-
[oBaHune copgepxaHus B naasme kposu Ig G, Ig A,
Ilg M meToooM MmmyHOANDPY3UN, a TakxKe ypOoB-
Hel akcnpeccun AnNP@EePEeHLNPOBOYHbIX aHTUre-
HOB MOHOHYkneapos (CD3*, CD4*, CD8*, CD20%)
peakumen umMmyHodnoopecueHumn. OTAeNbHO
onpenensanncb YPOBHU CEKPETOPHOro IgA ChOHbI
M CEeKpPeTopHOro IgA CbIBOPOTKM KPOBMU, a TakxXe
cybknacchl 1gG1, 1gG2, IgG3, 1gG4. KoHueHTpa-
umio obwero IgE, C3, C4 KOMMOHEHTOB KOMIMe-
MEHTa B CbIBOPOTKE KPOBW yCTaHaBAMBaIu C Mo-
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MOLLIbIO UMMYHOPEPMEHTHbIX TecT-cuctem OO0
«Ykpmen-Lon» (JoHeuk, YkpauHa). Kpome TOro,
nccnenoBannchb YpoBHU aHTUTen knaccos G, M, A
K nunononucaxapuay OakTepuanbHOW CTEHKU, K
Candida Albicans, k Streptococcus pneumoniae,
Kk Staphylococcus aureus. Takxe onpenensnuchb
YPOBHM B NniasmMe KPOBM NPOBOCMNANUTENbHbIX LIN-
TokmHoB: ®HO-a, W1, UN4, NN8, IFN-a, IFN-y,
ypoBeHb CPB. MI3y4yanock Hanu4me B KPOBU MapKe-
pPOB BMPYCHbLIX renatnuToB, antuten Kk BUY. U3 nH-
CTPYMEHTasbHbIX UccneaoBaHuini 601bHOMY Oblnn
BbINOJNIHEHBI Y3W opraHoB OpIOLLHOM NonocTu, pa-
OMNON30TOMNMHasA CUMHTUrpadusa nevYeHn n ceneseH-
K1, 0630pHasa peHTreHorpadus opraHoB rpyaHoMn
KNeTKu.

PE3YJIbTATbI

Poaunncsa nepBbiM pebeHKOM B CEMbe, POC U
pa3BuBanCcs B COOTBETCTBMWN C BO3PACTHLIMU HOP-
Mamu. MpUBUT COrnacHO yCTaHOBJIEHHONO KaseH-
naps, NoCTBaKUMHaNbHbIX peakuuii U OCIOXHEHUI
He Habnoganocb. Peakumn ¢ BHYTPUKOXHbIM BBE-
neHnem TybepKkynmHa otpuuaTtesnbHblie. CeMeliHblin
M anneprosiornyeckmin aHaMmHe3 He OTAroLleHbl. B
Bo3pacTe 13 neT nepeHec BUPYCHbIN renatut A.

OnntenbHoe BpeMsi COCTOS/T Ha ANCMaHCEPHOM
y4yeTe y racTpoaHTeposiora no noBoAy XpOHMYEeCKo-
ro ractputa. Kpome Ttoro, B 36-netHem Bo3pacTte
Obln BbICTaB/ieH Mopdosiornyeckn BepnduLmMpo-
BaHHbIM AMArHO3 XPOHMYECKOr0 KaTapasbHOro aH-
TepokonuTa, NpoBedeHHas Tepanus Mno3Boauna
N0BUTbLCSA COCTOSAHMS PEMUCCUN.

B Bo3pacTte 37 neT Obl1 npoonepupoBaH Mo
noBoay MPaBOCTOPOHHEN rMHekomacTum. Yepes
MecsiL, NocJie NPoBeAEeHHOM onepaumn ctan oTme-
yaTb HapacTaloLylo cnabocTb, ObICTPYIO yTOMISE-
MOCTb, XENTYLHOCTb KOXHbIX MOKPOBOB M CKAep.
O6cnepoBaH remaTonoromM, Obin BbICTaBneH ama-
rHO3 xenezogeduuntHom aHemumn. lNonyyan 3a-
MeCTUTESIbHYIO Tepanuio npernapartaMmm xenesa,
Ha pOHe KOTopoi obLlee COCTOSAHME YXYALLIMIOCh,
aHemMus npoaonxkana HapactaTtbe. [1o pesynstaTtam
NPOBEAEHHON CTepHaNlbHOW MYyHKUMK, Obll BEPU-
duumpoBaH MeranobnacTHbI TUM KPOBETBOpE-
HVS, BbICTaBNEH AnarHos B, ,-aedvumntHon aHemmun
TSXKENOW CTeNeHu, HasHavyeHa 1 NpoBeaeHa agek-
BaTHas Tepanus.

Co CTOPOHbI OpraHoB AbIXaHUS NepuoanNYeCcKn
npenobsBasan xanobbl MO MNOBOAY XPOHMYECKOro
ranmopuTa, a B Bo3pacte 38 net ctan oTMedyaTb
y cebs HeoObIYHO YacTble, eXXeMeCsyHble, 3Nn30-
Obl OCTPbIX PECNMPAaTOPHbIX UHPeKkunn. Ha doHe
obwen cnabocT U CHUXEeHUs TPYAoCnocobHO-
CTW, NMPUCYTCTBOBAJ CyXOW KalleNb, TeMmneparyp-
Has peakuus opraHuama Haxoawnacb B npegenax
dun3nonorm4eckom Hopmbl. B cBa3n ¢ nporpeccu-
pyloLWMM yxyaLleHmemMm obLero CoOCTOSHUS, MNoBbl-
LeHneM TemrnepaTypbl Tena 4o GedpusibHbIX 3Ha-
YeHuin, NpucoegmHeHnemM 6onei B rpyaHoi KneTke

M KPpOBOXapKaHbs, CAyCTsa noarona Obis BbIHYXAEH
0b6paTUTbCA 3a NOMOLLbIO B ie4ebHoe ydypexaeHue
no MecCTy XuTtenbcTea. BrnepBble Obl BbICTABJIEH
OMarHo3 BHErocnutasbHOW BEPXHEOONEBOV MNO-
JINCErMEHTaAPHOW MNPaBOCTOPOHHEN MIEBPOMNHEB-
MOHMK, MO MOBOAY KOTOPOW B TeYeHue nosyropa
MeCSILEB HAXOOWJICS Ha CTaLUMOHAPHOM JIeYEHUN.
Bbin BbiNMCaH C KIMHUYECKOMN U PeHTreHoAormye-
ckol pemuccuein. B Bospacte 40-ka net neuusncs
no NoBOAY rpunna ¢ TpaxeobpPOHXMTOM, HA peHTre-
HOrpamMme BOCMaINTENbHbIX U3BMEHEHUIN BbisiBNE-
HO He 6b110. Mocnenytoulee BpeMs NEpPUOJNHECKN
oTMevan y cebs ann3oabl apTpasnruii, NOBbILLEHWUS
TeMnepaTtypbl Tena oo GedbpunbHbIX 3Ha4YeHUn 6e3
BUANMOM MPUYUHLI, ncHe3aBLlune 6e3 nevYeHuns ye-
pe3 2-3 gHa. B Bo3pacTte 41-ro roga 6611 MOBTOPHO
rocnuTan3npoBaH No NOBOAY ABYCTOPOHHEN MNO-
INCErMeHTapHoOM MHEBMOHUN, XapakTepu3oBaB-
werics 0cobo TSXeNbIM TEYEHNEM C BblPaXXEHHbI-
MK 03HOGaMU 1 NOTAMBOCTLIO. 10 AaHHbIM NpoBe-
LEHHOW cnmpanbHOM KOMMbIOTEPHOW TOMOrpadumn
Oblnn obHapyxeHbl KT-npusHakm AecTpyKTUBHOWN
MHEBMOHWUN HUXHeN nonn nesoro nerkoro (TBC-
?), C BEPOATHbIM OPOHXOreHHbIM OTCEBOM B S3
n S6 npaBoro nerkoro, numdoageHonaTusa cpe-
nocTteHbs. AnarHo3 Tybepkyne3a Obll UCKIIOYEH
dTnsmatpom. lNMpoBoagmmas aHTMOMOTUKOTEPANUS
MMena Henpoao/XUTeNbHbIM addekT. MNMaTonoru-
Yeckui NPOLLECC B NIErKMX MPOrpeccmpoBarn, Teve-
HMe 60JIE3HUN MPUHANO 3aTSXKHOM, 4YaCcTo peunau-
BMPYIOLLNIA XapakKTep, OCNOXHUIOCb FTHOWMHbIM 3H-
nobpoHxmToM. Ha dpoHe ovepenHoro o6ocTpeHuns
MHEBMOHUM Y OONIbHOIrO Pa3BUJICS 3KCCYAATUBHBIN
NAEBPUT, NO MNOBOAY KOTOPOro 6bina BbINOJIHEHA
nneepasnbHas NyHKUUS.

B cBs31 ¢ 0CO0OO0IN TAXECTbIO TeHEHUS N HEID-
(dEKTUBHOCTbLIO KOHCEPBATUBHOW Tepanuu Oblin no-
CTaBNEH BOMPOC O HEOOXOAMMOCTU MPOBEAEHUS
onepaTmMBHOIO NIeYeHUst — PE3EKLUMN NIETMKOTO.

BonbHoM [. noctynun B LLEHTP KAMHWYECKON
VIMMYHOMOrMK, annepronorum JOHEUKOro Ha-
LUMOHaNbHOrO0 MEeAULMHCKOrO0 YHMBEPCUTETA WM.
M. Topbkoro B Bo3pacTe 42-x neT B TAXeNoM Co-
cTtoaHMn. Ha ¢doHe obuwen cnaboctn Habnwoga-
nacb MHCNMpaTopHas oAblllka, HaAcaiHbIi Ka-
wenb C OTAeNeHMeM HebOoNbLWOoro KonmyecTsa
C/IN3UCTO-FHONHOM MOKPOTbI C MNPOXUAKaMU KPO-
Bu. Co3HaHMe He HapyLleHO, peakLms Ha OCMOTP
agekBaTHas. Temnepartypa tena — 37,7°C, yacTto-
Ta OblxaHUa — 22 B MUHYTY, Nynbc — 108 B MUHYTY,
Al — 100/60 mMm.pT.cT. MyX4nHa acTeHU4eckoro
TENOCNOXEHUS, NMOHMXKXEHHOro nuTaHus. Macca —
53 kr, pocT — 170 cM. KoXHble MOKPOBbl U BUAVMbIE
CNM3NCTble 4YnCTble, OnegHble, CYOUKTEPUYHBIE.
A3bIK BAXHbIN, T'yCTO 06M0XEH OeNbiM HaNeToM.
Mepundepnyeckne numdoyanbl HE NANbLNUPYIOTCS.
Mpw Nnanbnaunmn WNTOBMOHAS Xefesa He yBenmye-
Ha, OOHOPOAHON KOHcucTeHuuu. lNpu ayckynbta-
UMM NErKUX BbICNYLUMBAETCS BE3UKYSIPHOE AblXa-
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HUE C XEeCTKMM OTTEHKOM, OcnabfieHHOe B HUXHEe-
OOKOBbIX OTAENaxX cneBa, TaM Xe KpeneTupyioLine
Xpunbl. [eaTenbHOCTb cepaua pUTMUYHAs, TOHBbI
npurnyweHsbl. Npmn NOBEPXHOCTHOM Nanbiauun Xun-
BOT MATKUI, OONE3HEHHbIV B anuracTpanbHOM 00-
nacTtu, npaBoM noapedepbe U BOKPyr nynka. lNe-
YyeHb Ha 4 CM BbICTYNaeT U3-nof Kpas pedbepHom
ayru. CeneséHka He nanbnupyeTtcs. Ctyn 2-3 pasa
B CYTKU, HEOQOPMIIEHHbIN MO0 Kawmueobpas-
HblA, MHOrOA C HEOONbLUMM KOJIMYECTBOM CIM3N.
MouencnyckaHme He HapyLUEHO.

JlabopaTopHoe obcnenoBaHme: B 06LLIEM aHaNN-
3e KpoBU 0OHapyXXeHa aHeMUS! IEFKOW CTeneHu; no-
Kasatenun 6MOXMMMHYECKOro aHanmsa KpoBu, OOLLIErO
aHanm3a MOYM HaxXoAMNUCh B Mpenenax 4onycTUMbIx

HopM. Mpr MUKPOCKOMNYECKOM MCCNenoBaHNN MO-
KPOTbl NENKOLUNTLI 1 SPUTPOLMTLI ONPeaensninMcb BO
BCEM roJie 3peHuns, MrukobakTepun Tydepkynesa He
o6Hapy>XeHbl. YPOBHU LIUTOKMHOB Oblfi NOBbILLEHbI:
®HO-o - 13,9 nr/mn, N1 - 19,2 nr/mn, W14 - 12,3
nr/mn, UN8 — 22,4 nr/mn, IFN-o — 34,1 nr/mn, IFN-y
- 37,6 nr/mn, ypoeeHb CPB coctasun 2,94 mr/n. MNpun
NpPOoOBeAEHNN OLLEHKN CUCTEMbI KOMIMJIEMEHTA B CbIBO-
pPOTKE KPOBM ObINI0 YCTAHOBIEHO CHUKEHNE YPOBHS
C3-komnoHeHTa oo 0,68 r/n, C4-kOMMNOHEHT onpe-
nenancs B npeaenax gonycTUMbIX HOPM Ha YPOBHE
0,11 r/n. BbiNo 3aPUKCMPOBAHO CHUMXEHNE COAEP-
XaHNSA BCEX OCHOBHBIX KIACCOB MMMYHOITIO0YIMHOB
(IgA, 1gG, IgM), cybknaccon IgG, a Takke cekpeTop-
HbIX IgA CIOHBI 1 CbIBOPOTKM KPOBW (Tabn.1).

Ta6nuua 1
Moka3aTenn UMMYHHOro ctatyca 6onbHoro .
UMMyYHOrNoOYNnuHbI YpOBHU 3KCNpeccun
(r/n) (Hr/mn) CD (%)
G A M E 3 4 8 20
1,29 0,06

G1 G2 G3 G4 | cexkpeTopHbIl CItOHbI (Mr/1n) 27,40 (0,15| 47,2 58 | 37 | 20 7

0,72 | 0,28 | 0,13 | 0,11 | cekpeTOpHbIN cbiBOPOTKM (Mr/n) | 0,18

Kpome TOro, akcnpeccus psga anpdpepeH-
LIMPOBOYHbIX aHTUIEHOB MOHOHYKJ/IEapOoB Mnoka3a-
nla CHMXeHue NpouUeHTHOro cogepxaHua CD-20.
YpoBHN cneunduyeckmx WUMMYHOTNOOYIMHOB K

naunononucaxapuay 0OakTepuanbHOM CTEeHKM, K
Candida Albicans, k Streptococcus pneumoniae,
n k Staphylococcus aureus He 6blIM gnarHocTuye-
CKM 3Ha4YnUMbIMK (Tabn.2).

Tabnuua 2
YpoBHU cneundunyecknx MMMYHOM00yIMHOB
NHdeKunoHHbIe Cneuuduyeckue ummyHorno6ynuubi (Ea/mn)
AHTUrEHbI AHTH-IgM AHTK-IgA AnTK-IgG
Jinnononucaxapwu, 1,4 0,9 3,1
Candida Albicans 0,7 2,2 1,3
Streptococcus pneumoniae 1,1 2,9 1,7
Staphylococcus aureus 0,5 0,9 2,3

MpumeyaHve:

Mapkepbl BUpYyCHbIX renatntos B u C otpuua-
TefbHble, UMMYHOMEPMEHTHTHbIV aHann3 Ha BUY
oTpuuaTeNbHbIM. YNbTPas3ByKOBOE MWCClieLOBaHUE
OpraHoB OpPIOLLHOM MOMOCTU MOKasano Hanuyme y
rnauneHTa axornpu3HakoB XPOHUYECKOro renatmTra,
XPOHMYECKOro XoNeuncTuTa, YMepPeHHOM CrijieHo-
Meranuun. lNpoBeneHe pPaguon30oTONHON CLUMHTU-
rpacdun BbISIBUIO MOBbILLEHWE aKTUBHOCTU PETU-
KYJI03HOOTENNANIbHON CUCTEMbI cenedeHku. [pu
PEHTreHONIONMYEeCKOM  UCCNeaoBaHUM  OPraHoB
rpyaoHOW KIEeTKU onpeaensieTcs yCuneHume nero4yHo-
ro PUCYHKa 3a CHET UHTEPCTULMASIBHOIO KOMMOHEH-
Ta, y4acTkn NHeBMODUOPO3a, B MPOEKUUN HUXKHEN
[0J11 NIEBOr0 NIerkoro — MHPUNLTPATUBHBLIE TEHW.

BonbHOMY Oblla HasHavyeHa 3aMecTUTeNbHas
Tepanusa BHYTPUBEHHbIM MMMYHOMIOOYNHOM, Ha

ANarHoCTn4eCkn 3Ha4nMbIM CHUTAJICA YPOBEHDb 6onee 6 En/mn.

dOHe KOTOpPOWN KIMHMYEecKass cuMnToMaTuka pe-
rpeccupoBana, Hopmanusosanacb Temrnepatypa
Tena, crtabunmampoBasnacb PEHTIEHONOrMYyecKas
KapTuvHa NaTojlornM4eckoro npowuecca B nerkmx. B
HacTosLee BpeMsa OONbHOM HAaXO0OUTCH B COCTOSI-
HUW CTOMKON PEMUCCUMN.

OBCYXAEHUE U BbIBOObl

Takum 00pa3oM, Hamu BbISIBIEH OOMbHOW C
OBWH. CnepnyeT ckasaTb, 4TO B J@HHOM cJly4ae 006-
wasa BapuabenbHass MMMYHHasl HeOOCTaTO4YHOCTb
HOCua BeCbMa TUMUYHLIN xapakTep. MaHundecTa-
uma 3aboneBaHMs y naumeHTa npousowna B 3pe-
JIOM BO3pacTe, YTO COOTBETCTBYET NINTEPATYPHbLIM
[aHHbIM OTHOCWUTENbHO nosgHero gebiota OBUH
[2, 9, 10]. OTcyTCTBOBAN CEMEWNHbIN aHAMHe3, KO-
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TOpbI nNpocnexunsaetcsa Tonbko B 10-25% cny-
yaeB [14]. XapakTepHOW 4epTol ObII0 1 TO, YTO B
KJIMHNYECKOWN KapTuUHEe 60JSIbHOro MpeBanvpoBanm
peumamBmpyloLLMe CUHOMYNbMOHasbHbIE UHMEK-
UMW, @ UMEHHO, 3aTsKHble MHEBMOHUU, TakXe Npu-
CYTCTBOBaN XPOHMYECKUI ranmoput [7]. MNMpume-
yaTenbHO, YTO Pa3BUTUE OCIOXHEHWIM CO CTOPOHLI
OpraHoB AblXaHus, Kak nepBblx nposisneHnn OBUNH,
nponcxoamT y 6onblMHCTBA NauueHToB [9]. Henb-
39 HE OTMETUTb OCOBYIO TSXKECTb TEYEHUS MHEBMO-
HUN. YacTble peunamsbl, 4ECTPYKTUBHbLIN XapakTep
npouecca, pa3BUTUE THOWMHbIX OCNOXHEHWUI, BCE
3TO ABNSAETCH OTAMYUTENbHBIMU YepTamMn nopaxe-
HUSA pecnupatopHoro Tpakta npy OBUH, n ogHol
13 MaBHbIX NPUYYH NETaNbHOrO MCxo4a AaHHOW na-
Tonorun [2]. N3BecTHO, 4To B 20% cnyyaeB OBUH y
nauneHTOB Pa3BMBAKOTCS OCOXHEHUS CO CTOPOHbI
XEenyao4HO-KULLIEeYHOro TpakTa [2]. NMo3aToMy BaXHO
OTMETUTb HaNM4ME Yy HACTOSLLErO NauneHTa XpoHu-
4ecKOro racTpO3HTEPOKOANTA, XPOHMYECKON Ana-
pewn, XxpoHnyeckoro renatuta. [1pm 9ToOM SHTEPOKO-
NT 1 Amnapes onpeaenstoTcs kak Hambonee YacTble
OCJIOXXHEHMSA CO CTOPOHbl FACTPOUHTECTUHAJIbHOIO
TpakTa npu OBUH, B TO e BpeMsi, renatnT BCTpeya-
eTcsa ropa3no pexe [2]. OTaenbHbIN MHTEPEeC npea-
CTaBMsIeT Hanuume y naumeHta B12-peduumtHON
aHeMuun n cniaeHomeranun. o gaHHbIM psiga aBTo-
POB MOCNeaHss BCTpeYaeTcs y 0OAHOM TpeTn 60b-
Hbix OBUH [2, 3]. Y10 e kacaeTcsl OCNOXHEHUN
CO CTOPOHbI CUCTEMBI KPOBU, TO B12-pedunuymntHas
aHemMuns BCTpeYaeTcs OTHOCUTENbHO peako [15,
16], n 9BHO yCcTynaeT no pacnpocTPaHEeHHOCTU ay-
TOMMMYHHOW FreMOSINTUYECKOM aHEMUU U ayTOUM-
MYHHOM TPOMOOLIMTONEHMN, KOTOPbIE PETVUCTPUPY-
toTcs y 5-8% 60onbHbix OBUH [3]. BaxHO ckasaTb,
4yTO O paccmaTpmBaemoro 3abosieBaHns B LESIOM
XapakTepHa BbICOKasi COMPSXXEHHOCTb C ayTOUM-
MYHHOW NaTtonoruen, Kotopas B Tov nam nHom oop-
Me amarHocTtupyetca B 25% cnydaes OBUH [10].
Kpome Toro, y HacTosiLLero nauyeHTa umena Mecto
nnmdoaaeHonaTus, rmHekomacTus. lNMpmn aTom ecnu
aMmdoageHonaTnmio MOXHO OTHECTU K TUMWUYHON
npu OBWH Heonyxoneso numdponponndepatns-
HOW naTonoruu [2], To pa3BuUTME TMMHEKOMACTUM AN
Takmx 60MbHbIX HE XapaKTepPHO.

OunarHo3 OBWMH 6bin noareepxxaeH nabopatop-
HO. 3aperncTprupoBaHO CTONKOE CHUXEHME YPOBHS
IgG 60nblie 2-x SDs (cTaHOAPTHbLIX OTKITIOHEHWUI OT
BO3PACTHOM HOPMbI), @ TakXke 3HAYNTENIbHOE CHU-
XEHME CbIBOPOTOYHbLIX MMMYHOMooynmHoB IgM 1
IgA, 4TO aBNSETCA OAHUM U3 Hanbonee 3HAYUMBbIX
nabopatopHbix kputepuer OBUH [6, 10]. Hapsaay
C 3TumMm, cybknaccol IgG, cekpeTopHble IgA CtOHbI
M CbIBOPOTKM Takxke Oblin CHUXeHbl. Kpome Toro,
OblNO 3aPErnMcCTPUPOBAHO CHUXEHME MPOLEHTHO-
ro cogepxaHusa cyononynaumin CD20*. dyHkums
cneundunyeckoro aHTMTeNnoobpasoBaHUs y AaH-
HOro 60JIbHOro TakXxe Oblna yrHeTeHa, B MoJb3y
yero CBMOETENbCTBYET OTCYTCTBME B Mnias3mMe Kpo-

BW [AMArHOCTMYECKM 3HA4YMMbIX TUTPOB aHTUTEN
K nvnononucaxapuay 6aktepuanibHOM CTEHKU, K
Candida Albicans, k Streptococcus pneumoniae,
n Kk Staphylococcus aureus. BaxHO OTMETUTb, 4TO
CHUWXEHME nNpoayKuum cneumduyeckmux aHTuTen
Takke SBNSETCS OAHUM M3 OCHOBHbIX nabopartop-
HbIX KPpUTEPUEB OaHHOM naTtonorum [6]. ObpawaeT
Ha cebs BHMMaHMe TO, Y4TO Y HACTOSALLLErO NauneHTa
aHamMHecTuyeckn n nabopatopHo (MDA BUY - oT-
puuaTenbHbIl) OblsT UCKIIOYEH BTOPUYHbIN XapakTep
nMmmMmyHogedbuumTa. Kpome BCEro npoyero, HasHa-
YeHHas 3aMecTuUTeNbHasa Tepanus npenapaTtamm
VIMMYHOIIO0YNIMHA MMena SBHbIV MOSIOXUTENbHbIN
KnMHn4ecknin addekT, NoATBEPXKAAs, Takum obpa-
30M, AmMarHo3, U HUBENUpys HeobXxoaAMMOCTb MpPo-
BeAEHUS XMPYPrMYeCcKOoro eYeHus.

He ocTtaBnger comHeHuin TO, 4TO B npea-
CTaB/IEHHOM ciyyae mmeeT Mecto ¢opma OBUH
C MNPENMYLLECTBEHHbIM HapyLleHMEM @QYHKLMN
B-knetok. B tvn — B+ (6onbwe 1% umpKynmpyoLmx
B-numoounTtos) no Knaccmudukaunm EBponenickoro
obulecTBa No n3y4eHuto ummyHogepunumToB. K co-
XaneHuto, Mbl HE UMeeM BO3MOXHOCTU AOCTOBEPHO
onpenenntb cybknacc OBUH, Tak kak He pacnona-
raeM HeoOXoAMMbIMK TeCTaMu AN onpefeneHuns
cybronynauuin CD21*, CD27*, CD38*. OpHako,
onMpasicb Ha MMELMECS B HANNYNU KITMHUYECKNE
OCJTIOXXHEHUS, @ UMEHHO CMJIEHOMEraamio n M-
doageHonaTunio, MOXHO NPEeanoNoXnTb Hanuune y
naumentTa OBVH tmn B, cybknacc 2:b:i.

BbiBOAbI

1. Takum o6pasom, BbiSBNAEHHbIM cnyvyain OBUH
y 6onbHOro 42-x neT xapakTepusopasics psi-
OOM TUMUYHBIX KIIMHUYECKUX MPOSBAEHUN, K
KOTOPbIM OTHOCUTCSA MO3OHUI OebloT 60Ne3Hu,
OTCYTCTBME CEMEMHOro aHamHesa, NnpeBanu-
pPOBaHNE B KJIMHNYECKOWN KapTUHE 4acTo peuu-
OVBUPYIOLLMX 3aTAXHBIX CUHOMYbMOHabHbIX
MHPEKUUA, 8 MMEHHO TAXesNo NpoTekalLwmx
DECTPYKTUBHbLIX MNHEeBMOHuN. Cpegu [pyrux
4acTo BCTpevalowMmxcs NpusHakoB 3abonesa-
HUS MOXHO BbIOENUTb Hann4yme y 60/1bHOro Xpo-
HMYECKOro 3HTEPOKOINTA, XPOHUYECKONM Auna-
pen, XPOHNYECKOro renatuTa, CrjleHOMeranuu,
numdoaneHonatum, B, -oedrumTHOM aHeMUN.

2. NabopatopHo amarHo3s OBWH 6bin noaTBep-
OEH OMarHOCTUYECKM 3HAYMMbIM CHUXEHUEM
IgG 6onblwe 2-x SDs, CbIBOPOTOYHBLIX MMMY-
HornobynuHos IgM, IgA, cybknaccos IgG, ,,
CeKkpeTopHbIX IgA CNIOHbI U CbIBOPOTKU, Hapy-
WweHMeM NpoayKUnU cneumduyecknx aHTuTen,
VCKJIIOYEHVEM BTOPUYHOIO XapakTepa MMMYHO-
nedvumta.

3. CBoeBpemeHHasa guarHoctuka OBUH mn npose-
[EeHVe afekBaTHOM KOHCepPBaTUBHOW Tepanuu
npenaparamm MMMyHorfnobynmHa y 60SIbHOro
L. uncknounnn HeobXoAMMOCTb NPOBEAEHUN
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10.

11.

XMUPYPrM4eckoro BMeLlaTenbCcTBa, U, Takum 00-
pa3om, No3BonuIn nsbexartb MHBaANUANI3aALUN
60J/IbHOr 0.
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PE3IOME

Oonuc BUNAAKY 3ATrAJIbHOI BAPIABEJIbHOT
IMYHHOI HEQOCTATHOCTI.

IMpunyusknii O.C., TkadeHko K.€., Mpunyubka I.0.
JoHeubkunii HaujioHaNbHUI MeanYyHniA
yHiBepcuTeT iM. M. Topbkoro

OnucaHuii BUNagok 3arasnbHoi BapiabenbHOi iMyHHOI
HepocTaTHocTi (3BIH) y yonosika 43 pokiB nepLu 3a Bce
XapakTepun3yBaBCs 4YUCENbHMMW 3BOPOTHIMK pecnipa-
TOPHUMU iHDEKLi MU, a caMe NHEBMOHIiSMU. KpiMm Toro
mMana MiCLe NaTonoris opraHiB TPaB/IEHHS, PETIKY/TI0EH-
[oTenianbHOI Ta KDOBOTBOPHOI CUCTEM.

SUMMARY

DESCRIPTION OF THE CASE OF COMMON
VARIABLE IMMUNODEFICIENSY
Prilutsky A.S., Tkachenko K.Y., Prilutska I.A.

M. Gorkiy’s Donetsk national medical university

The described case of common variable immuno-
deficiency (CVID) in a man of 43 years old fist of all was
characterized by numerous recurrent respiratory infec-
tions, exactly by pneumonia. Despite of that there was
pathology of gastrointestinal tract organs, reticuloen-
dothelium and blood-forming system.
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