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OBLLUAA BAPUABEJIbHAA UMMYHHASA HEOQOCTATO4YHOCTbD:
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Cayuaii uz npakmuxu
Clinical case

'®@I'BOY BO «Kpachospckuii 2ocydapcmeenHblii MeOuyuHCKUi yHuseepcumem umenu npogeccopa B.®. Boiino-
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Pesome. [TepBruaHbIle UMMYHOIE(OUIIUTHI SIBIISTFOTCST PEIKOI BPOKICHHOM ITaTOI0TMEeH, CBI3aHHOM C He-
COCTOSITeJIbHOCThI0O UMMYHHOI CHCTEMBI, IIPOSIBIISTIOIICIICS HapyIlIeHneM ee GYHKINU. DTU J1e(DEKTHI TTpU-
BOISIT K MOBBIIIIEHHON BOCIIPUMUMYMBOCTH ITAIIMCHTOB K Pa3IMYHBIM MH(MEKIIMOHHBIM arcHTaM, a TakKe
TOSIBJICHUIO ayTOUMMYHHBIX, OHKOJIOTHYECKUX U ApyTuX 3adosieBaHmii. [lepBnaHble UMMYHOIEDUIINTHI OT-
HOCST K peIKMM O0O0JIe3HSIM, 9YTO paHee aCCOIMUPOBAIIOCH C IJIOXUM IIPOTHO30M BBICOKOTO PHCKA JIETATBHO-
CTU B IETCKOM Bo3pacTte. Ha ceromHSIIHUN OeHb MOSIBJICHUE BBICOKO3(P(MEKTUBHBIX METOIOB JCUCHUS TO-
3BOJIMJIO U3MEHUTH TEUCHHUE U IIPOTHO3 TaHHBIX 3a00JIeBaHMi. Bece gallle Bpauu pa3InaIHbBIX CIIEIIMATBHOCTE
BCTpEYAIOTCs ¢ JAaHHOU MAaTOJIOTUEH B MTOBCEAHEBHON ITPaKTUKE, B TOM YHCJIC Y B3POCIBIX. B CBSI3M ¢ A3TUM
CTAaHOBUTCS aKTyaJbHOM paHHSISI TMAarHOCTUKA TTePBUIHBIX UMMYHOOC(UIIUTOB Y B3POCIBIX, YTO CBSI3aHO C
oA00POM ONITUMAILHOM Tepanuu, IPeayIPEKICHNEM TSDKEIBIX MOPaKeHI BHYTPEHHUX OPTaHOB, OIIpee-
JICHMEM TaKTUKH BeICHUS ITAllMeHTOB, a TAKXKe HEOOXOIUMOCTHIO BBISIBJICHUST HACJICICTBEHHBIX HAPYIIICHU I
¥ TIpeOOCTaBJICHUs MHMOPMAIIUM ceMbe MallMeHTa. 3a4acTylo HeCBOeBpeMeHHasd BepudUKaIMSI TMarHo3a
MOKET MIPUBECTU K MHBAIIMAU3AILIMY TTallMeHTa W Pa3BUTUIO HEOOPATUMBIX, YACTO CMEPTEIbHBIX OCIOXHE-
Huii. B maHHoO#t paboTe mpeacTraBiieH IIPUMEP COOCTBEHHOTO KIIMHMYECKOIO CTydasl TTallieHTa C BIIEPBBIC
YCTaHOBJICHHBIM JUAarHO30M: 00111ast BapruadeabHas UMMYHHasi HeTOCTaTOYHOCTh — Hanbosiee yactast popma
MEePBUIHOTO MMMYHOIeduTa y B3pocabix. CUMIITOMaThKa OO0IIei BapradeTbHOM MMMYHHOIM HEIOCTaTOY-
HOCTH TIPOSIBIISIETCS y IAIIUEHTOB B 3pEJIOM BO3pacTe, HO KAYeCTBEHHO COOpaHHBINM aHaMHEe3 ITO3BOJINT BBHI-
SIBUTb CUMITTOMEI y TTAIIMEHTOB eIll¢ B paHHEM IeTCTBe. OOBITHO MMEETCS 3aepKKa B HECKOJIBKO JIET MEXKITY
HavayioM 3a00JieBaHUSI M TIOCTAHOBKOI MMArHo3a, TaK KaK 9acTO CTaBUTCSI OITMOOYHBINA MMArHO3 B CBS3U
¢ HecTleM(PpUICCKUMU KIIMHUYECKUMI CUMITTOMaMH, HAaIIOMWHAIOIIMHU IpyTHe, 0ojiee YacThle 3a00eBa-
Hus. [IporHO3 y MaliieHTOB ¢ 00IIIeit BaprnadeTbHOM MMMYHHOM HEIOCTATOYHOCTBIO 3aBUCHUT OT HECKOJIBKIX
(haKTOPOB: YaCTOThl MHMEKIINMA, CTPYKTYPHBIX HapYIICHUI B JISTKUX, BOSHUKHOBEHUST ayTOMMMYHHBIX 3a-
0oJIeBaHUI U YCIICITHOCTH PO MIIaKTUKY MHMeKIuii. TakumM o6pa3omM, pa3zHO0Opasne KIMHNIESCKUX (DopM
TMEePBUIHBIX TMMYHOIE(PUIINTOB, HEIOCTATOUHASI OCBEIOMJICHHOCTh Bpadeil O MaHHOW IMAaTOJIOTHU, CIOXK-
HOCTB IIPOBEICHNS] UMMYHOJIOTUYECKOTO 00CIIeIOBaHMS B OOIIICH JIeUeOHOI CETU ITPUBOISIT K TOMY, YTO 00-
masi BaprabesbHass UMMYHHasI HEIOCTaTOYHOCTD JUTMTEIbHO HE TUAarHOCTUPYETCSI M OOJIbHBIE HE TTOIYJaroT
HEeOoOXOAMMOI MaTOreHeTUYeCKOU Tepanuu. HeobxonnMo TIpuBiIeYb BHUMaHME Bpadeli pa3IMIHBIX CITCIIH -
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AJIBHOCTEN K TOMY, 4TO ]'[pI/I‘H/IHOﬁ HacCTO pCIMIANBHUPYIOIIMX BOCHAJTIUTCIbHLIX ITPOLCCCOB paSJTH‘IHOﬁ JIOKa-
JIM3alru, IJI0X0 MMoaAJaroImXxXca aIeKBaTHOM Tpa[[HHPIOHHOﬁ Tepalimu, MOIryT ObITh UBMEHEHMUS B HMMYHHOfI
CHUCTEMC, BIUIOTHb JO BPOXKACHHDBIX, TCHCTUYCCKHN 06YCJ'[OBJ'[6HHI)IX I/IMMYHOZ[C(l)I/H_[I/ITOB.

Knrouesuie crosa: nepsuunblii ummyHoOeguyum, obuias 8apuadesbHas UMMYHHAS HeOOCMAMO4YHOCMb, eUN02AMMA2A00YyAUHEMUS,
UMMYHOPAMMA, HOPMAAbHbLI 4eA08eHeCKUL UMMYHOA00YAUH

COMMON VARIABLE IMMUNODEFICIENCY DISORDER:
A CLINICAL CASE

Sobko E.A.**, Demko L.V.2? Solovyeva I.LA.**, Kraposhina A.Yu.>",
Gordeeva N.V.2? Anikin D.A.2, Pronkina N.S.», Ischenko O.P.>"

¢ Krasnoyarsk State V. Voino- Yasenetsky Medical University, Krasnoyarsk, Russian Federation
b Regional Clinical Hospital, Krasnoyarsk, Russian Federation

Abstract. Primary immunodeficiency is a rare congenital pathology associated with failure of immune
system, manifested by disturbances of its functions. These defects lead to increased susceptibility of patients to
various infectious agents, as well as the development of autoimmune, malignant and other diseases. Primary
immunodeficiency is classified as a rare disecase, which was previously associated with a poor prognosis with a
high risk of mortality in childhood. To date, the emergence of highly effective treatment methods has changed
the course and prognosis of these diseases. Clinicians of various specialties increasingly meet with this pathology
in everyday practice, including adult age cohorts. In this regard, early diagnosis of primary immunodeficiency
in adults becomes relevant, being associated with choosing optimal therapy, prevention of severe internal
organ damage, determination of management strategy for the patient, as well as the need to identify inherited
disorders and provide information to the patient’s family. Delayed verification of the diagnosis may cause
disability of the patient and development of irreversible, often fatal complications. This article presents our
own clinical case with a newly diagnosed clinical condition: Common variable immunodeficiency disorder
(CVID), the most common form of primary immunodeficiency in adults. The symptoms of common variable
immunodeficiency disorder appear in these patients in adulthood, but a high-quality collected history of the
disease will allow you to trace symptoms in the patients even since early childhood. There is a common gap
for several years between the onset of the disease and clinical diagnosis, since erroneous diagnosis is often
made due to non-specific clinical symptoms that resemble other, more frequent diseases. The prognosis of
patients with CVID depends on several factors: frequency of infections, structural disorders in the lungs, the
occurrence of autoimmune diseases and the success of infection prevention. Thus, a variety of clinical forms
of primary immunodeficiency, lack of awareness of doctors about this pathology, complexity of immunological
examination in the general medical network lead to the fact that CVID is not diagnosed for long terms, and
patients do not receive the necessary pathogenetic therapy. There is a need for drawing attention of doctors
of various disciplines to the fact that the recurrent inflammatory processes of various localization, which are
difficult to respond to adequate traditional therapy, may be caused by changes in the immune system, including
congenital, genetically determined immunodeficiency.

Keywords: primary immunodeficiency, common variable immunodeficiency disorder, hypogammaglobulinemia, immunogram, normal
human immunoglobulin

B smoxy OypHoro pasButust (pyHIaMeHTaIbHON
U KJIMHUYEeCKOI MMMYHOJIOTMU, BCe OoJblle Talu-
€HTOB, CTPaJAIOIIMNX ITEPBUYHBIMU UMMYHOIE(PUIIU -
tamu (ITW/1), cBOeBpeMEHHO TOJIy4daloT JIeYeHue U
JIOXKUBAIOT A0 B3pocjoro Bo3pacta. OgHako Bce elle
OCTaeTCsI HU3Kask HACTOPOXKEHHOCTh Bpadeil 110 Mo-
BOJly TaHHOM TaTOJIOTMM, BCTPEUYalOTCsl MallMeHTHI,
KOTOpBIE TIPOXOASIT CJIOXHBIM MyTh, 3a4acTylo HU3-
MepSIIOLIUICS rogaMmu. DTO TIPUBOJIUT K HECBOEBpE-

MEHHOI TMarHOCTUKE W HEOOCTaTOYHOMY JICUYCHMIO
manueHToB, crpagatomux [T [2, 4, 5]. B mupe
3aperucTpupoBaHo okoio 27 teic. ciaydyaeB [TU]I o
JIaHHBIM peructpos [7, 8,9, 11].

TunuyaeiMu TiposiBneHussMu  [TU]Jl  gaBasitorcs
WHQPEKIMOHHBIA CUHAPOM: TPUOKOBBIC, BUPYCHBIE
n OakTepuaibHble WHMEKIINU TSKEJIOTO TeYeHUS;
MOBBILIEHHBIA PUCK Pa3BUTUS 3JT0KAYE€CTBEHHBIX
HOBOOOpPA30BaHWI, ayTOMMMYyHHBIC 3a00JICBaHUSI.
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Tlepeuunbtit ummyHnoodepuyum
Primary immunodeficiency: case report

Haubosiee yacto BctpeyaembiMu (popmamu TTUJ y
B3POCJIBIX SIBJISIFOTCSI «00111ast BapradebHast UMMYH-
Has HegocTtaTogyHOCTR» (OBUWH), cenekTuBHbBIN ne-
dunut ummyHoriooynrHa A (IgA) u arammarino0y-
nuHemus ¢ neduuurom B-kieroxk [12, 13].

Oco6enHoctbio OBUH saBnsieTcss mposiBaeHue
3aboJsieBaHUs B J11000M Bo3pacte. HecmoTpst Ha re-
HETUYECKYIO MPUPOAY JAHHOTO COCTOSHUS, OCOIOT
y OOJIBIIMHCTBA MAallMEHTOB MPUXOAUTCS Ha 3pesiblil
BospacT (30-40 JreT), Korma HaCTOPOXKEHHOCTh Bpa-
yeit B oTHowenuu [TMUJI camxaercd [1, 3, 6, 14].

TIpuBenem cobcTBeHHOE HaOIIOAEHMWE TallMeHTa
C BIepBbIe YCTaHOBJIEHHBIM nuarHozom OB H.

boabHoit H., 36 net, B mae 2018 roma y4acTko-
BBIM TepamneBTOM ObLI HAIIpaBJIEH K KIIMHUYCCKOMY
MMMYHOJIOTY B MOJUKIUMHUKY KpaeBoil KiIMHUYe-
CKOM OonpHHUIBI I. KpacHosipcka ST yTOYHCHUS
IMarHo3a.

IIpu oOpallieHUM y nauueHTa ObLIM KajloObl Ha
KallleJIb CO CIM3MUCTO-THOMHOM MOKpoToit 10 300 Mt
B CYTKHM, TIepHOIaMU TeMIlepaTypy Teaa mo 37,5, 3a-
JIOXKEHHOCTh HOCAa, 3eJICHOBATO-XKEJITHIC BBIICICHUS
M3 HOCA, 3aJI0KEHHOCTD B yIlIaXx, THOMHUYKOBBIC BbI-
CBHITTAaHUSI HAa JIMIE, OBICTPYIO YTOMIISIEMOCTh, CHU-
XXKeHue paboTOCIOCOOHOCTH, MOCTOSIHHOE YYBCTBO
cJ1abOCTH.

[MammeHT ¢ HeTCTBa CTpagaeT YaCTBIMU ITPOCTY I~
HBIMU 3200J1¢BaHUSIMH, OTHOCUJICS K KATETOPUH «4a-
CTO OoJIetoNIil peOeHOK», IETCKUIA cad He Tocelia.

C 2006 r. oTMeyaeT IOsIBJIeHUE 0O0JIee YacThIX MPO-
CTYIHBbIX 3a0oseBaHU 10 10 pa3 B roa ¢ 3aTS>KHBIM
TEYECHUEM, C Pa3BUTUEM IUTEJIbHOI CcyOdeOpunb-
HOM JUXOpaaKu, THOMHOro OpOHXUTA U/UJIU CUHY-
cuTa, TPeOYIOIINX Ha3HAUYCHUSI aHTUOAKTepUAITbHOMU
Tepauy BHYTPUBEHHO. PellMIVBEI KaHANIO03a CIIV-
3UCTON TIONOCTU pTa 4 pasa B roa. Iepneruyeckue
BBICBIITAaHMS Ha rybax g0 2 pa3 B rog. C 2006 roxa
JacTele OOpallleHUsT K OTOPWHOJAPWHTOJOTY, WH-
(bEKIIMOHUCTY, TeparieBTy C JMarHO3aMM: «BHEOOIb-
Hu4yHas nHeBMOHMs» 2013, 2015 rr., HEOQHOKpPATHO
«pommukynsipHas anruda» 2000, 2003, 2008, 2010,
2015 rr., «IBYyCTOPOHHUIA THOWHBINA CPEeIHUN OTUT»
2003, 2004, 2008, 2012 rr., «repriecBUpycHast MTHPEK-
mms» 2010, 2013, 2015 T, «XpOHUYECKUI IBYCTO-
POHHU PUHOCUHYCUT», «XPOHUICCKUI OPOHXUT».

B 2014 r. npu oGclieqoBaHUM MO MECTY XUTeJb-
CTBa BpayoM-TeparneBTOM Obla 3aromo3peHa «Mm-
MYHHAasl HEIOCTATOYHOCTb», ObLIO PEKOMEHIOBAHO
npoBecTu uccienoBaHue uMmmyHHoro cratyca (MC),
OJIHAKO TOJYYEeHHBbIC pe3yJIbTaTbl HUKEM He ObLIU
MHTepOpeTUPOBaHEL. [1allieHT mpeacTaBmiI 2 UMMY-
HoTrpaMMBbI (Tabu. 1).

M3 anamHe3a XU3HU oOpalllaeT BHUMaHUE, 4TO
nauueHT poc YJ1b pedbeHkoM, He nmocelal IeTCKU
cal B CBSI3W C YAaCTBIMU BHUPYCHBIMH MHMEKIIUSIMMU.
Bb1 BaKIIMHUPOBaH, COMIACHO KaJeHOAPIO MPUBU-
BOK, 0e3 ocyioxkHeHuit. B 2010 . — nsiM0JIM03, ObLI
IPOBEACH KypcC JICUCHUSI, HACTICACTBCHHBII aHAMHE3

TABITULA 1. PE3YNbTATbI UMMYHOJIOTMYECKOIO UCCNENOBAHUA B AUHAMUKE
TABLE 1. RESULTS OF IMMUNOLOGICAL RESEARCH IN DYNAMICS

MokasaTtenu 2014 ropg 2017 rop Hopma
Indicators 2014 year 2017 year Normal

CbIBOPOTOYHbIN IgA, mr/mn 05V 019V 0.8-4.,0
Serum IgA, mg/ml
CbIBOpPOTOYHbIN IgG, mr/mn 273V 183V 53165
Serum IgG, mg/ml
CbiBopoTouHbIn IgM, mr/mn 08 0.5 0.4-2,0
Serum IgM, mg/ml
CD3*CD19*, % 57v 60V 61-85
CD3*CD4*, % 30V 30V 35-55
CD3*CD8*, % 35 37 19-35
CD3*CD19, % 12,1 12 7-17
CD16 (NK-knetku), %
CD16 (NK cells), % 20,14 26,24 8-17
CD3*HLADR*, % 4,4 4,3 0,5-6,0
CD4*/CD8* 1,2V 1,2 1,5-2,6
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10 aTOIINU, UMMYHOITATOJIOTUH HE OTSATOIICH, BpeI-
HBIC IPUBBIYKU OTPUILIACT.

IIpy OOBEKTUBHOM OCMOTpE OOIEEe COCTOSIHUE
OTHOCUTEJILHO YIOBJIETBOPUTEJIbHOE. Teocimoxe-
Hue HopMmocTeHuueckoe. UMT = 24,93 kr/m?. Yu-
CThIe KOXXHBIC MOKPOBBI, HOPMAJIbHOIM BJIAXKHOCTH,
HOpPMAaJbHON OKpacKW. SI3bIK BIIaXKHBIN, OOJIOXKEH
0eJI0-3KEJITHIM HaJICTOM, 3¢B YUCTHII, MUHIATUHBI HE
yBesmueHbl. [lepudepudueckue auM@oy3ibl: B Tpa-
BOM MOJAMBIIIIEUHOI 00JIACTU TaJbITUPYIOTCS YBEIU-
YEeHHBbIEC 10 3 CM, 3J1aCTUYECKOl KOHCUCTEHLIMU, He
CIlassHHbIE C KOXKeli, MOJIBUXKHbIE, 0€30071e3HEHHbIE.
KocTHo-MbIlIeuHas1 cucteMa: 6e3 BUamuMoii aedop-
Mmannu. JpIxaHWe depe3 Hoc 3aTpymHeHo. Ilpu ay-
CKYJIBTalluM AbIXaHME KECTKOE, XPUIIOB HE CJIBIIITHO.
Y/ 18 B munyty. Carypauust 97%. Ipanulisl cepaiia
MEPKYTOPHO B HOPME, TOHBI CEPALIA SICHbIE, PUTMUY-
Hble. A/l Ha neBoit pyke 120/72 MM pT. CT., TIyjabe 72
yaapa B MUHYTY. 2KUBOT MsTKuii, 0€3001e3HeHHbIIt
BO Bcex otrmeiiaXx. OrekoB HeT. [Touku He maabImpy-
torcs1, cumiitom XII pebpa oTpuniaTenbHbI ¢ 00enx
CTOPOH.

B anamHe3e yacThle MH(MEKIIMOHHbIE BOCIAIM-
TeabHbIe 3a0oseBaHus 10 10 pa3 B roa, 6osee 2 cu-
HYCHUTOB B ToJI, (DOJUTUKYJSIpHAS aHTUHA, PCLIINBBI
KaHINI03a CIM3UCTOM ITOJIOCTU pTa IO 4 pa3 B Iof,
HEOOXOAMMOCTb 4YacTOro INMPUMEHEHUSI aHTUOaKTe-
pUAJIBHBIX TIperapaToB, a TakKXe pPe3yJbTaTOB MM-
MyHojiorudyeckoro oociegoBanus B 2014 u 2017 1.,
BBISBUBIIMX HU3KUI YPOBEHb MMMYHOTJIOOYIMTHOB
A, M u G, ObLJIO BbICKA3aHO TIPEANOJOXEHUE O Ha-
JIMYWY Yy TallUeHTA TIEPBUYHOTO UMMYHOOS(UIINTA.

JIJ1s1 ICKITIOYEHNST IPYTUX TIPUYUH TMITOMMMYHO-
MJIOOYJIMHEMUM MAalUEHTY IIPOBEIM IOMOTHUTEIb-
HbIe UCCIeTOBaHMSI.

OOmuii aHaaIu3  KPOBU:  DSPUTPOLIATHI  —
4,8 x 10'?/n, remorsioouH — 131 r/i, TpomMGOLIM-
Tel — 252 x 10°/n, neiikouutsl — 5,18 x 10°/1, na-
JIoOuKoOsiiepHble HeUTpodmIbl 4%, CErMEHTOSIIEpHbIE
HerTpoduiabl 46%, mumbouutsl 39%, 203MHOGUILI
2%, monouutel 8%, COD 7 mM/4. buoxumuueckue
moKa3aTe I KPOBH B IIpeieiax HopMbl. Pesynbrar Ha
aHTUMHYKJIeapHbIe aHTUTEJIa OTPUILIATSIbHBIN (CKpU-
HUHT K 26 aHThreHaM). B o01eM aHajim3e Kajia BbI-
SIBJICHBI LIMCTHI JITMOJTHIA.

MynbpTucnipaibHasi KOMITBIOTEPHAsT TOMOTpa-
¢us opraHoB rpynaHoil knetku: MHQUWIBTpaTUBHBIX
M 0YaroBbIX M3MEHEHMUI HET. JICTOYHBIN PUCYHOK
cTtpyktypeH. bponxu I-1II mopsinka mpoXoauMBbl.
KunkocTy B IJIeBpaJIbHBIX MOJOCTSIX HeT. Menua-
CTUHAJIbHBIC JIMM@AaTUIEeCKNE y3JIbl HE YBEJIUYEHBI.
Busyanusnpyercst ImakeT MOAMBIIIEYHBIX JTUMMaTH -
YeCKHUX y3JI0B cIipaBa pazmepoM 1,4 x 1,3 x 3,6 cm.
CpemocTeHUE CTPYKTYPHO, IOIIOJHUTEIBHBIX 00-
pa3oBaHUl He BBISIBICHO. KOCTHO-AECTPYKTUBHBIX
usmeHeHui HeT. [To naHHBIM peHTreHorpaduu Mpu-
JaTOYHBIX ITa3yX HOCAa W3MEHEHMI He BBISIBJICHO.

Cnuporpadpus: ODPB, 102-104%, ®XKEJ 102-107%,
O®DB,/DXKEJ 84-81%. 3akmoueHue: ocjie mpoobI:
nokazateau (yHKuuu BHemrHero mbixaHus (DPBJI)
B HOopMe. [Ipob6a ¢ canpbyramosom 400 Mr: oTpulia-
tenbHast. [Tpupoct ODPB, Ha 2%.

Pe3ynbraThl MMMYHOJIOTMYECKOIO 0OCIea0Ba-
Hua 2018 r.: CD37CD4" — 31,5%, abc. KOJIU4ECTBO
0,636 x 10°/n1, CD3"CD19- — 57%, abc. Koimye-
ctBo 1,15 x 10°/m, CD3*CD8") — 26%, abc. Komm-
yectBo 0,525 x 10°/1, CD16 — 25,1%, ab¢c. xonu-
gectBo 0,507 x 10°/m, CD3*CD19- — 12,1%, a6c.
koanuectBo 0,244 x 10°/1, CD3*HLADR"Y — 4,4%,
LMK 0,019 onT.en., *MMYHOPETYJISITOPHBII MHISKC
(CD4/CDS8) — 1,2; ceiBopoTouHbIii IgA 0,3 mr/mi,
ceiBopoTouHbIl I1gG 2,13 Mr/mi, CHIBOPOTOYHBIN
1gM 0,2 mMr/mi, (parotuTapHblii HHAEKC — 68%.

CorjlacHO JAaHHBLIM psiia aBTOpoB, ypoBeHb IgG
<450 mr/m, Ha hoHE TTOBBIIIEHHOW MOIBEPKEHHO-
CTU K MH(MDEKIMUIM, ayTOUMMYHHBIM TIPOSIBJICHUSIM,
SHTEpOIaTUsIM, JMMdopoaudepannu, IIpu yciao-
BUM WCKJIIOYEHMSI BTOPUYHOIO I'eHe3a rurioramma-
TI00YJIMHEMUM, SIBISICTCSI TUaTHOCTUYECKUM KPUTE-
puem OBUH mns B3pocabix [10, 13].

ITauuenty H. Ha ocHOBaHNM MOJIydEeHHBIX JaH-
HBIX OB YCTAHOBJIEH MpEeABapUTEIbHO JIUAarHO3
«IIePBUYHBI MMMYHOIE(MUIIUT: 00IIast Bapuadesb-
Hasi UMMYHHasl HeTOCTaTOYHOCTb».

J1st moaTBepXKACHUS AMarHo3a MalueHT ObLT Ha-
npasieH B Kinnuky mmmyHomarojiorun OI'BHY
«HayyHo-uccnenoBaTeIbcKMii  MHCTUTYT yHAa-
MCHTAJIbHON M KIIMHUYCCKONM MMMyHoJorum» CO
PAMH (. HoBocubupck). iluarHo3 ObLI MOATBEPK-
IIeH, M manueHTy H. Havamm 3aMeCcTUTEIbHYIO Tepa-
M1I0 HOPMAaJIbHbBIM YEJI0BEYECKUM UMMYHOTJI00YJIU -
HoM. [TepBoe BBezeHMe MpenapaTa NalueHT IIepeHec

YIOBJIETBOPUTEIBHO.
WM3BecTHO, YTO 3aMeCTUTEIbHAs Tepamusi HOp-
MaJbHBIM  4YEJOBEYESCKMM  MMMYHOIJIOOYJIMHOM

NPOBOAUTCS B OBYX pexumax. [lammeHTam, He IO-
JIy4aBIIMM paHee 3aMeCTUTCIBbHON Tepalluy, 103a
HachIILIeHUsT onpenessieTcs u3 pacuera 0,6-0,8 r/kr
Beca nauueHTa 1 pa3 B mecsil. Jlajee moaaepxxuBaro-
11as1 MOXKM3HEHHas Tepanus poBoauTcs B 1o3e 0,4-
0,6 T/kT Beca 6obHOTO 1 pa3 B Mecsil [14].

ObcyxaeHuve

B TedyeHue roma manyeHT MOTydal HOPMaJTbHBIN
YeJIOBeYeCKUI MMMYHOTJIO0Y/IMH, Ha (hOHe TprueMa
KOTOPOro ObLT OZHOKpPAaTHO 3a(UKCUPOBAH 3ITU-
3001 OPBU u obGocTpeHre XpOHUYECKOro OPOHXU-
Tta. B utone 2019 roga 661711 poBeIeHBI TTOBTOPHEIE
aHaJIU3bI KPOBU: 3pUTPOLIUTHI 4,9 x 10'2/1, remMoriio-
6uH 134 r/n, tpomGouutsl 220 x 10°/n, neiikonm-
ol 4,8 x 10°/1, COD 11 MM/4, CBIBOPOTOUHBII IgA
1,3 Mr/mi, ceiBopoTouHsiii IgG 7,11 mMr/mi, chIBO-
porouHnblit IgM 0,46 Mr/mi, 6e10K oo1uii 63,4 r/i.
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Ha ¢dboHe npumeHeHUs peKOMEHAOBAaHHON TO3bI
MMMYHOTJIOOY/IMHA TTOCTEIICHHO CTajld MEHee BBI-
pak€eHHbIMU CHMMIITOMBI 3a00JieBaHUSI, 4YacToTa
000CTpeHNST 3a00JIeBAaHUM BEpXHUX W HIDKHUX IBI-
XaTeJIbHBIX MyTell CHU3UJIAaCh, HAMETIJIACh TTOJIOXKM -
TeJibHasl AMHAMUKA JJaOOpaTOPHBIX MMOKa3aTesei.

OmHako MpH IIPOBEICHUM 330(paroracTpomyoie-
HocKoIuu B nekaope 2019 1. B HUzKHEN TpeTH XKeyi-
Ka T0 TpaHUle NepeaHell CTEHKU U OOJbIION Kpu-
BU3HBI BBISIBJICH YY4aCTOK 9pO3UPOBAHHON CIIN3UCTON
nuaMmeTpoM 10 3,0 cM, IPUIOAHSTHIN Hall TOBEPXHO-
CTBbIO Ha 3-4 MM, TUTOTHBII IIPY WHCTPYMEHTAJIBbHOMN
najbllalliid ¢ KOHTAaKTHOM KPOBOTOYMBOCTHIO. 3a-
kmoueHue: Auddy3Hblii MOBEpXHOCTHBI TacTPUT.
SI3Ba Tena sxemynka (Susp. Tumor) — B3siTa OMOTICHS.
HenocratouHocTh Kapauu.
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