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AHHOMayun

O6mas BapuabenabHass IMMYyHHas HeroctaTouHOcTh (OBMTH) oTHOCHTCS K TPYyIIIe IEPBUYHBIX UMMYHOAE(PHUIIUTOB ¢ IIPEUMYIIECTBEHHOH He-
JIOCTATOYHOCTBIO CHHTE3a aHTUTEJ U HanOOoJIee YacTo BCTPEYAIONIUMCA JUATHO30M CPely KIIMHUYECKH 3HAYUMBIX CJIy9aeB IePBUYHBIX UMMY-
HO/IeUITUTOB y B3POCBbIX. OCHOBHBIM JIA00OPATOPHBIM KPUTEPHEM STOro 3a00JIeBAaHHA CUYUTAETCA T'HIIOTaMMAariaoOyauHeMus (CHMKeHUe
“MMyHOII00yinHa — IgG MeHee 4,5 I'/J1 IpU CHIDKEHUU YPOBH: IgA, ¢/6e3 cHrkeHus ypoBHs IgM). Kinununueckue nposisinenus OBITH pasHo-
06pa3Hbl: HHGEKIMOHHBIH CUHPOM (XpOHUYECKHe MHQEKINN HUKHIX JIbIXaTeIbHbIX IyTel u JIOP-opranoB, nHGEKIMOHHAs {uapest, CeITH-
YeCKUH apTpUT), QayTOUMMYHHBIH CHH/IPOM (I[UTOIIEHUH, CUCTEMHBIE PeBMaTHUecKue 3a001eBaHus), HeNH(MDEKIIMOHHAA aTOJIOTHA KeJIy/104-
HO-KHIIIEYHOTO TpakTa (CHHAPOMBI, MMOJ00HbIE LEIHAKUU WIM BOCIAIUTEIBHBIM 3a00JI€BAHUAM KHUIIEYHHKA, HOAYJISAPHAs THUIEPILIa3us
CJIM3UCTON), HHTEPCTHIIMATIbHBIE 3200IeBaHNsI JIETKHX, [1ATOJIOTUYecKast He3JloKadecTBeHHast tuMdonponndepanus (iumdasieHonaTus, rema-
TOCIUIEHOMETAJINs), OHKOJIOTHYecKre 3a00sieBaHus, 00pa3oBaHNe HEKA3€03HBIX IPAHYJIEM BO BHYTPEHHHX opraHax. Vi3-3a OTCyTCTBUS THUITHY-
HOM KJIMHUYECKO# KapTHHBI uarno3 OBMH y B3pOCIIBIX YaCTO yCTaHABIUBAIOT C MHOTOJIETHUM OIIO3/IaHUEM, OCOOEHHO €CJTU B KIIMHUYECKOH
KapTUHE JOMUHHUPYIOT HeMH(EKIMOHHbIe IPOsBIeHNs. B cTaThe IpezicTaBIeH KJIMHUYECKUH CIydaid, KOTrZja y HAIlleHTKU Ha IPOTSKEeHUH
€CKOJIbKHUX JIET OCHOBHBIM CHMIITOMOM OblIa penuauBupylomas sumpanenonarusd. [Tocse ob6cienoBaHus y pasHbIX CIIEIIUATINCTOB ee Halpa-
BIJIM K IMMYHOJIOTY Ha OCHOBAaHHH BBIABJIEHHOH THIIONIPOTENHEMUH U PE3KOT0 CHIDKEHUA Y-Gpakuuu r7100y1nHoB. [Ipyn nMMyHOI0TrHYecKoM
HCCIIeZIOBAaHNH 0OHAPYKEHbI araMMaryio0yIMHeMUsI U BIPAXKeHHBIN AucbanaHc cyonomyssnui T-mumdorutos (CylecTBeHHOE CHUKEHUE KO-
nunuectBa CD4+ kierok u nossimeHue CD8+ kietok). O6cyx/aercs KIMHUYECKas 3HAYMMOCTh HapyiieHuil T-nmumdonutoB npu OBUH,
HeOOXO/IUMOCTD JIeYeHHUsI ITperapaTaMy BHYTPHUBEHHBIX Ig B aZleKBaTHBIX J03aX.

Karoueewvte cnroea: nepBUYHbBIN UMMYHOAeDUIUT, 0011ast BapruabesibHAss UMMYHHAsI HEZIOCTATOYHOCTD, TPAHY/IEMAaTO3HBIA HEKPOTUYECKII
sumaznenur, cyonomyAanuy T-1uM¢oIuToB, BHyTPUBEHHBIE UMMYHOIJIOOYINHBL.
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Abstract

Common variable immunodeficiency (CVID) belongs to the group of primary immunodeficiencies with a predominant deficiency in antibody
synthesis and the most common diagnosis among clinically significant cases of primary immunodeficiency in adults. The main laboratory crite-
rion for this disease is considered to be hypogammaglobulinemia (a decrease in the level of IgG less than 4.5 g/1 with a decrease in the level of
IgA, with/without a decrease in the level of IgM). Clinical manifestations of CVID are diverse: infectious syndrome (chronic infections of the
lower respiratory tract, sinusitis, otitis, infectious diarrhea, septic arthritis), autoimmune syndrome (cytopenias, systemic rheumatic diseases),
non-infectious pathology of the gastrointestinal tract (celiac-like or IBD-like syndromes , nodular hyperplasia of the mucosa), interstitial lung
diseases, pathological non-malignant lymphoproliferation (lymphadenopathy, hepatosplenomegaly), oncological diseases, the formation of
non-caseating granulomas in the internal organs). Due to the lack of a typical clinical picture, the diagnosis of CVID in adults is often made many
years late, especially if the clinical picture is dominated by non-infectious manifestations. The article presents a clinical case when the patient
had recurrent lymphadenopathy as the main symptom for several years. After examination by various specialists, she was referred to an immu-
nologist because hypoproteinemia and a sharp decrease in the gamma fraction of globulins have been revealed. An immunological study revealed
agammaglobulinemia and a pronounced imbalance of T-lymphocyte subpopulations (a significant decrease in the number of CD4+ cells and an
increase in CD8+ cells). The clinical significance of T-lymphocyte disorders in CVID, the need for treatment with adequate doses of intravenous
immunoglobulins are discussed.

Key words: primary immunodeficiency, common variable innunodeficiency, granulomatous necrotizing lymphadenitis, T-lymphocyte sub-
sets, intravenous immunoglobulins.
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H epBuunble nuvmyHozeburutel (ITN/I) ¢ npenmyiie-
CTBEHHOH HEJIOCTATOUYHOCTHI0 CHHTE3a AHTUTEJ SIB-
JISIIOTCSL CAMBIM PACIPOCTPAHEHHBIM BAapUAHTOM U3 BCEX
MU/ (oxoso 60%) [1—3]. JlanHas rpymmna A0CTaTOYHO TeTe-
pOreHHa KaK 110 MEXaHU3MaM Pa3BUTHSI, TaK U 110 KIMHUKO-
JabopatopHbIM xapakrepucrikaM. OxHol u3 dopm ITU]T ¢
MPEUMYIIECTBEHHOW HEJOCTaTOYHOCTHI0 CHUHTE3a aHTHUTEN
siBJIsieTcs1 001ast BaprabesibHasi UMMYHHAs HEZIOCTATOUHOCTD
(OBUH). 910 Haunbojiee YacTO BCTPEUAOIIUICS JMATHO3
cpe/ld KJIMHUYeCKH 3HauuMbIx ciaydaeB IIM]] y B3pOC/bIX.
OcHoBHBIM J1abopaTtopHbIM KputepueM OBUH y B3pocibix
SIBJIAIOTCA CHIDKEHHE yPOBHA MMMyHorIobyinHa (Ig) G me-
Hee 4,5 1/ u IgA ¢/6e3 curkenus ypoBHs IgM, a Tak:ke CHU-
JKeHHEe KOJIMUeCTBa IEPEKJIIOUeHHBIX B-KJIeTOK maMsiTé
(CD19+CD27+IgD-). OG6inee koiuyectBO B-umdorutos
(CD19+ wyteTku) MoKeT ObITh U HOPMAJIBHBIM, W CHHKEH-
HbIM. [4]. WcruaHas pacnpocrpanenHocts OBUH, kak u
ocTayIbHBIX BapuaHToB IIM/I, TOYHO HeW3BECTHA, TaK Kak
MHOTOE 3aBUCHT OT YPOBHsI JIMATHOCTUKY U COCTOSTHUS 3/Ipa-
BOOXPAHEHUs B 11eI0M. [IpHUBOJISATCS JTaHHBIE OT 1:10 000 /10
1:340 000 [3—7]. B GOJIBIIMHCTBE CIy4aeB YCTAHOBUTDH I'eHe-
THUYECKYIO OCHOBY 3a00JI€BaHUS He TIPE/ICTABIISETCS BO3MOK-
HbIM. [TprMepHO y 10—15% GOJIbHBIX BBISIBJIEHBI MyTallUU B
TeHax, /IeTePMUHUPYIOMIX GOPMUPOBaHHEe U (QYHKIINOHAIIb-
HYIO aKTUBHOCTb B-yiumdoruros. Harbosiee n3BeCTHBI MyTa-
nus rena TNFRSF13B, koaupyrolrero 6e10k TpaHcMeMOpaH-
HBIH aKTUBATOP U Moy iATOp Kautbius (TACI), KOTOpBIH ITpH
B3aUMOIeHcTBUM ¢ JiByMsi Jipyrumu Oenkamu — BAFF u
APRIL ywacTByeT B aKTUBAallUM DPsAfa TPAHCKPHUIIMOHHBIX
(dakTopoB, MMEpeKIIOUeHNN HU30TUIIOB Ig, Koomeparuu
B-1umMbOnHTOB ¢ AHTUTEHIIPE3EHTUPYIOIITUMH KJIETKAMU, Jie-
extsr camoro BAFF, CD19, CD20, CD21, CD81, mpuBozs-
e K HapyUIeHUI0 Pa3HBIX 3TaroB AuddepeHITnpOBKI
B-mumdonuros, a Takke nedext ICOS, mpuBoAAIuIi K HApY-
MIEHNIO TIEPEaYyl CUTHAJIA C aKTUBHUPOBaHHBIX T-yinmMdoru-
TOB, KOTOPBIA TOXE HeoOxoauMm i nddepeHnnpoBKU
B-nmumdonuTos, a Takke BIMAET Ha IIPOAYKINIO UHTEPJIEH-
KHHa-10, CBSI3AHHOTO ¢ 00pa3oBaHUEM B-KJIeTOK mamsTH U
IUIa3MaTHYECKHX KIIeTOK [5—7]. Ciiemyer OTMETHTb, UTO OT 30
10 50% mamueHTOB UMEIOT Te WJIN HHbIe n3MeHeHsI B T-Kire-
TOYHOM 3BeHE: CHIKeHHe (DYHKIIMOHAJIBHOM aKTHUBHOCTU
[IPU CTUMYJISIIUY MUTOTEHAMU, CHIUYKEHUE KOJTNUECTBA Pery-
saropHBIX T-mumdornuros, HanBHBIX CD4+ T-mumdonuros,
yBEJIMUEHNE KOJINUecTBa T-KJIeTOK MaMATH U (POJUTUKYIISIP-
HbIX T-XeJIIepoB, MOBBIIIEHHYIO SKCIIPECCHI0 MapKepa amoll-
to3a CD95 Ha T-mumdbonurax u zp. [6, 8—11].

IIpu OB H otMeuarot 2 nika 3a001eBaeMOCTH: B BO3pacTe
2—5 1 18—25 JieT [12, 13]. XapaKkTepHbIX KIMHUYECKUX CUMII-
TOMOB HeT, 3a00JIeBaHIE UMEET Pa3HbIE «MACKU», [IPUUEM Y
OJTHOTO TAIMEHTAa MOKET HADJIIOAAThCS CPa3y I Iooue-
PE/THO HECKOJIBKO CUMIITOMOKOMILIEKCOB. Yallle BCero Berpe-
yaeTcst UH(PEKITUOHHBIA CUHPOM: CUHOITYJIbMOHAJIbHbIE HH-
dexruu (70—80% cityuaeB), MHMEKITUH JKeTy/I0YHO-KUIIIeY-
HOTO TPaKTa, BhI3BAaHHBIE BUPYCAMU WU TPOCTEUIITIMHU, UH-
(dexnmonubie apTputbl. HenH(EKIIMOHHbBIE TPOSBIEHUS
BKJTIOUAIOT AyTOUMMYHHBIH CHHJIPOM (IIMTOIIEHHH, pPeBMa-
touzipiii apTput, CKB-110/106HBIH CHHAPOM, BAaCKYJIUTHI), He-
MHQEKIIMOHHYIO MATOJIOTHIO JKEJTY/IOYHO-KUIIIEYHOTO TPaKTa

(cuHIPOMBI, TTIO/IOOHBIE IEJIMAKUY FJIN BOCHAIUTEIbHBIM 3a-
0oJIeBaHUAM KUIIEYHUKA, HOAYJIAPHASA IUIIEPIUIA3HS CIU3H-
cToi 00O0JIOYKH), OHKOJIOTUYECKHe 3a60s1eBaHusA (B IIEPBYIO
ouepesib, TUMGOMBI), ITATOJIOTHYECKYIO JuMdonposrdepa-
nuio (yiumdbaieHOIIaTHH, CIUIEHOMETaJIk s, HHOT/IA TellaToMe-
rajiis), UHTEPCTUIUAIBHYI0 OOJIE3HD JIETKHX, 00pa3oBaHUe
HEKA3e03HbIX IPAHYJIEM B PA3HBIX OpraHax (capKoOH0no100-
Hble U3MEHEHUs B JIETKUX U 11p.) [5, 7, 12, 13]. Cneayer otme-
TUTh, YTO HEWH(EKIMOHHBIE IIPOSBJIEHHUSA BCTPEYAIOTCA Y
70% GOJIBHBIX [11].

Hrpxe pacemarpusaerces crydaii OBMH, koria B kinHM4e-
CKOH KapTuHe I1peo0J1a/iaii UMEHHO HeMH(EKIIMOHHBIE ITPO-
SIBJIEHUS.

KnuHnueckuin cnyvanm

BonpHas K. 46 et obpaTuiach K ajieproyaory-uMMyHO-
JIOTY € ’kayi00aMy Ha yBeJIMYEHUE TOYesIIOCTHBIX JINM(O-
V3JI0B, OBICTPYIO YTOMJIAEMOCTD, IIOXYy/I€HUE.

AnamHe3. B 2014 r. nepeHecsia JIeBOCTOPOHHIOK HUX-
He/I0JIeByI0 THEBMOHUIO. JIo 3TOro cunrana cebs MpaKTH-
4YecKH 3710pOBOH, OoJiesia OCTPBIMH PeCIUPATOPHBIMU HH-
(exnuaMu 2—3 pasa B rofi, HO IIpU JIeTAJIbHOM PaccIipoce
BCIIOMHMJIA, YTO OBIBAJIM IIEPUOJIbI, KOT/Ia B TeUeHHUe He-
CKOJIBKUX He/leJIb OTMedasIcAd yJallleHHBIH HeodopMieH-
HBIH cTys1. Co CJIOB MAIUEHTKH, ITOCJIE BBIIMCKH U3 CTAllHO-
Hapa B 00IIeM aHaIn3e KPOBU ObLIN KaKHe-TO U3MEHEHNs,
B CBABH C YeM ee HallpaBWIN K remarosiory. IIpoBeneHa
CTepHaIbHASA IyHKIWA, 320071 BAHUI KPOBU HE BBIABJIEHO.
JTo oKTAGPs 2016 T. 4yBcTBOBAJIA Ce051 YZIOBIETBOPUTEIBHO,
3aTeM OTMETHUJIA YBeJIMYEHHUE I10/IUeIOCTHBIX JUMOO-
V3JIOB, II0 IIOBO/Ly Yero BHOBb ObLjIa HAIIpaBJieHa K 'eMaTo-
Jstory. ITpoBesieHa TpermaHOOUOIICH A, BBIABJIEHBI BTODUYHbIE
HM3MeHEeHH: reMOoII033a, IPU3HAKOB II0PA’KEeHUs, XapaKTep-
HBIX /i JuM@oMbI, He obHapy:keHo. buomncusa aumdo-
y3J1a: B IIpeJiesiax UCCJIeJOBAHHOTO MaTeprasa 3JIEMEHTOB
3JI0KAYeCTBEHHOI'O0 pOCTA//IaHHBIX 3a JUM(OMY, B TOM
quciie auMboMy XOMKKIHA, He moydyeHo. KoHncymprupo-
BaHa QTH3HaTpOM — TyOepKyse3 uckiodeH. IIpoBeneHa
TepaIys: aMOKCHIIMJIJINH/KJIaByJIaHOBasA KUCJIOTa, TUMGO-
MHA30T, [OCTEIleHHO JUMQOyY3ibl perpeccuposanu. Ilo-
BTOPHO YKaszaHHas rpynna JIMQOy3JI0B yBEJIUYIIACH B
noHe 2018 1. Ha QOHE OCTPOH pecHupaTOpHOU BUPYCHOH
nHGEKINY, IpUYeM B 3HAYHUTEJBHO OOJIbIIENd CTeleHw,
YeM B IIpeJbIIyIi pas. B aBrycre narueHTKy rocrutaim-
3UPOBAJIH, IIPOBEJIX OGUOIICHIO JTUMQOY3JIa, IIPU I'UCTOJIOTH-
YECKOM HCCJIeJIOBAHUM BbIABIEHA ynMdoMa XOKKUHA,
CMeIIaHHO-KJIETOYHBIM BapHaHT. IIaieHTKy HallpaBUJIN B
OHKO/IMICIIAHCED, I/ie BBINOJIHUJIN ITOBTOPHYIO OHOIICHIO,
IIPX UMMYHOTHCTOXUMHUYECKOM HCCJIEZIOBAHUU I1aTOJIOTH-
yecKux BapuaHTOB skcipeccun CD20, Pax-5, bel-2, bel-6,
Cycin D1, CD15, CD30, Cd3, ALK, panCK AE1/3, Ki-67 He
BBISIBJIEHO, 10 JJAHHBIM T'MCTOJIOTUYECKOTO HCCIIeOBAHUA
oOHapyKEeHbl MHOKECTBEHHBIE MEJIKHE 04ard abCuenupo-
BaHUA C EPUPOKAIBHBIMU CKOIUIEHUAMH SITUTEINOUHBIX
KJIETOK, JIUM(QOIIUTOB, TUCTHOIUTOB. 3aKII0YEHNE: TPaHy-
JIeMaTO3HBI HEKPOTU3UPYIOIUN JTUM(DaIEHUT, PEKOMEH-
JIOBaHA KOHCYJIbTAIlUA peBMarosiora. Ilocie BBINUCKH U3
cranuoHapa JUMQOY3Jbl IOCTEIEHHO YMEHbBIIHUJINCH
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Ta6nuua. Pe3ynbTaTbl IMMYHONOMMYECKOro NCCNefA0BaHmNsA
Table. Results of the immunological study
MNokasatenb 3HauyeHune Pedepenchbiii
VHTepBan
CD3+, % 90,4 55-80
CD3+, abc. (x10%/n) 2929 800-2200
CD3+CD4+, % 14,0 31-49
CD3+CD4+, abc. (x10%/n) 4533 600-1600
CD3+CD8+, % 73,8 19-37
CD3+CD8+, abc. (x10%/n) 2391 300-800
CD4+/CD8+ 0,19 1-2,5
CD3+CD16+CD56+, % 2,2 6-20
CD3+CD16+CD56+, abc. (x10%/n) 71,3 150-600
CD19+, % 6,0 5-19
CD19, a6bc. (x10%/n) 194,4 100-500
CD3+HLA-DR+, % 40,0 2,3-8,6
CD3-HLA-DR+, % 6,0 7-21
I9G, r/n 0,01 7,5-18
IgA, r/n 0 0,7-4,0
IgM, r/n 0,08 0,5-2,5

B pa3Mepax, HO Yepe3 HEeCKOJIbKO MECSIEB BHOBb OBICTPO
yBesmuriuch. [Ipu obcie/joBaHUN y PEBMATOJIOTA JIAHHBIX
3a CHCTEMHOE peBMaTH4YecKoe 3ab0sieBaHre He MOJIYYeHO,
HO O0HApPY:KEHO OY€Hb BhIPAKEHHOE CHIKEHUE COJIeprKa-
HUs Y-Gpakiuu 6eJTKOB CBIBOPOTKU KPOBH, B CBS3H C YEM
MaNUeHTKY HAPABUIN K aJUIEProJIOTy-UMMYHOJIOTY JIJIst
HUCKJIIOUEHUS] UMMYHO/Ie(DUIIATA.

Jlaunubie pu3uKaIbHOTO 00caenoBanus. CocrosiHve
yzaoBaeTBopuTenabHoe. Poct 164 cm, macca Tesna 47 kr. Kox-
HbI€ TIOKPOBBI U BUIUMBIE CJIN3UCTHIE OOBIYHON OKPACKH,
YMepPEHHO BaKHbIe. [aIbIIUPyIOTCs OUETFOCTHBIE JINM-
(oy3pl TIOTHOM KOHCHUCTEHIWH DPa3MEPOM C TI'DEenKHH
opex, TOJBUKHbIE, 6e300Ie3HEHHbIE, HE CIIasHHbBIE C KO-
JKeH U OKPY’KAIOIUMU TKaHsAMHU. J[BIXKEHUS B CyCTaBaX Co-
XpaHeHbl B MOJTHOM OObeMe. B JIerkux JibIXaHUe BE3UKY-
JISIPHOE, XPUIIbI HE BBICJIYyIINBAIOTCSA. TOHBI cep/iia MpUrIy-
[IEHbI, PUTM IPABUJIbHBIN, YaCTOTA CEPJEUHBIX COKpAlle-
HUH 72 y/I/MUH, apTepHaIbHOE JIaBjieHue 125/80 MM PT. CT.
SI3pIK BJIQXKHBIN, ¢ HE3HAYUTEJIHHBIM OEJIbIM HAJIETOM Y
kopHA. JKuBoT MArkuii, 6e36o0se3HeHHbIH. HikHAA Tpa-
HUIlA TIeYeHU — [0 Kpawo pebepHoit ayru. Cese3eHKka He
nasibniupyercsi. OU3n0I0rHYeCcKre OTIPABIEHUs B HOPME.

PeHTreHorpaMmMa OpraHoB IpyAHOM Kj1eTKH. [loct-
ITHEBMOHHYECKUN (HUOPO3 JIEBOTO JIETKOTO.

JlaGopaTropHbie ucciaegoBaHusi. O0muil aHaaus
KPOBHU M MOYHU — B IIpefiesiax HOpMbl. ANA — oTpunaresib-
wolie, antu-JIHK — 17 EJl/mi1 (Hopma 0—30 EJI/mu1), anTu-
Scl-70 — 1,2 E/l/mn (nopma 0—15 EJ]/mi), ANCA — orpuria-
TeJIbHbIE, PeBMATOUAHBIA (AKTOP — OTPHULATEIbHBIH,
C-peakTuBHBIH 6eI0K — 24 Mr/a (HOpMa /10 6 Mr/i). daex-
mpogiope3 6eako8 cbl8OpomKu Kpogu: oOIui 6Genok —
58 r/n, (Hopma 64—83 r/i), ansbymun — 33,8 v/1 — 58,3%
(mopma 50—65%) , r1OOYIHHEL A, — 12,4% (HOpMa 2—6%),
a, — 10,3% (Hopma 6-12%), B, — 6,4% (HOpPMa 5-14,5%),
B, — 3,7% (Hop™ma 5-14,5%), Y — 1,8% (HopMa 9,5—22%).

Pe3ybTaThl UMMYHOJIOTUYECKOTO KCCIIE/IOBAHUS IIPE/-
cTaBJIeHbl B TA0IHIIE.

O6cyxpeHue

Kak BujiHO 13 TaOIHLb], y NAUEHTKU (HAKTHIECKU UMe-
eTcsd araMMaryIo0yJIMHEMUs, XOTsA KoJndecTBo B-mumdo-
[IUTOB B IIpeJiesiaXx HOpMbL. OIIpeJieTUTh CoJIep:KaHue Iepe-
kIroUeHHbIX B-kierok mamsitu (CD19+CD27+IgD-) He mo3-
BOJIAUTH BO3MOKHOCTH Jj1abopatopuu. He MeHee nHTEpec-
HOW HaXOJIKOU OBLIIO CyIIIECTBEHHOE CHIYKEHNE KOJTMYECTBA
CD3+CD4+ smumdorutoB (0COGEHHO OTHOCHUTEILHOTO) U
o4deHb Oostpioe KosmmdectBo CD3+CD8+ smmboruros. 3a
cuer 3TOr0 Aucbananca coorHomienue CD4+/CD8+ (ummy-
HOPETYJIATOPHBIN HHJIEKC) ObLI OYeHb HU3KUM (IIpaKkThye-
CKU B 10 pa3 Hike HOpMbI). [Tof06HBIE M3MEHEHUs CUH-
TAIOTCA TOCTATOYHO XapakrepHbiMu Jyia OBUH, ux cBa3sbl-
BaIOT C HAPYIIEHHEM IlepeZladyd CHTHajIa yepe3 MeMOpaHy
CD4+ T-nmumdonnrtos-xennepos (redexrs renos CD40L,
[UTOKMHOB, IJIABHOTO KOMIUIEKCA THCTOCOBMECTHMOCTH),
6OJIBIIIEeH TO/IBEPKEHHOCTU ATOH CYOIIOMYJIAIIH AOITO3Y,
a Takke 0Oosiee MeJJIEHHBIM BOCCTAHOBJIEHUEM Iepudepu-
yeckoro mysia CD4+ aumdonutos [12, 14, 15].

TeMm He MeHee, y4HWTBIBasA KpalHe HUBKOE COJEpKaHUE
CD3+CD4+ numbonnTos, Hamuuue JUMGOAZEHONATHH,
CHIJKEHE MaCChI TeJa, ObLJI0 PEKOMEH/IOBAHO 00CIe/IOBAaHIE
Ha BUY-undexknuio. Pesynbratsl 0bcsiemoBanus (MMMyHO-
6J10T, ITOJIMMepasHas LelHAsA PEaKIHsA) — OTPUIATEsIbHBIE.
Xopomro uszsectHo, uto npu OBWH ceposiornyeckue MeTozbI
JIMAaTHOCTUKY WH(pEeKIi HenH(POPMAaTHBHBI, TAK KaK KOJIU-
YeCTBO Crenu(DUIECKUX aHTUTEI MOXKeET OBbITh HIDKE IIpeziesia
YyBCTBUTEJIBHOCTH JIA0OPATOPHOT'O METO/Ia, I03TOMY B PEKO-
MeH/IALIHAX 3TO OBUIO CIENHaIbHO OTOBOPEHO.

OCHOBHBIM KJIMHUYECKHUM CHMIITOMOM Yy /JIaHHOU ITaru-
€HTKHU ObLIa penuIuBUpyomas auMdaieHonaTus, 4To He
odeHb xapakTepHo 1y OBMH, Tak kak IposABJIeHU IaTO-
Jioruyeckoi iuMdonposudepanyi 00bIYHO OBIBAIOT CTOH-
kuMH. Mopdosiornueckre n3MeHeHHs (TpaHyIeMaTO3HbIA
uM$aZeHUT) TOXKe COOTBETCTBOBAIU Kputepusm OBIH.
B anamHe3e ObUTH TUapeHBIA CHH/IPOM HEACHOTO reHe3a U
HEeKHe TPaH3WUTOPDHble H3MEHEHHsA B OOIIeM aHalu3e
kposu. CieayeT OTMeTUTh, uTo nanueHTsl ¢ OBUH npu He-
TSIKEJIBIX TaCTPOWHTECTUHAIBHBIX IPOSABJIEHUAX caMU 00
5TOM TOBOPAT PEJIKO, IPHUXOAUTCSA 3a7aBaTh HABOZAIIME
Bonpochl. Hambosiee H3BECTHBINI CHMIITOMOKOMILJIEKC
OBUH — penuinBupyoIIKe CHHOILYIBMOHAIbHBIE HH(DEK-
MU — 32 HCKJIIOYEHHEM OJHOKPATHOH OPOHXOIHEBMOHUHU
otcyTcTBOBaJI. CunTaercs, 4To HapyuieHusa T-KieTok 6osee
XapaKTepPHBl UMEHHO I HEMH(MEKIIMOHHBIX CHMITOMOB
OBUH wu acconuupyrorcst ¢ 6oyiee BBICOKHM PHUCKOM Jie-
TaJIbHOCTH, CTEIIEHb STUX HAPYIIEHUH TaK:Ke KOPPEIUpPyeT
C JIETAJIBHOCTBHIO M 5-JIETHEH BBIKMBAEeMOCTHIO [6, 16]. Ha
5TOM OCHOBAaHUHM BBICKA3aHO IIPEZIIOJIOKEHHUE, YTO YaACTh
TaKHUX OOJIBHBIX C CEPbE3HBIMU AiedekTaMu B T-K1eTOYHOM
3BEHE CJIeZlyeT OTHECTH K IpyIiie KOMOWHUPOBAHHBIX HM-
MyHO/Ie(UIIUTOB ¢ TT03/HUM JiebroToM [16]. B 2019 r. EBpo-
nelickoe obmiectBo ummyHozeduruto (ESID) mocie
yrounenus kpurepues OBH nepexsBanudumuposano 8%
B3POCJIBIX U 27% JleTell, BKIIOUeHHBIX B EBpomnelickuil pe-
THCTD, B 22 IPYTHUX BH/Ia KMMYHOAeQUIUTOB (IJIaBHBIM 00-
pasoM, Ha OCHOBAaHUU MOJIEKYJIAPHO-T€HETHYECKUX HCCIe-
JIOBAHMIA).
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Takum 06pa3oM, 3TO KIUHUYECKOe HAOJIIO/IEHUE MO/(-
TBEPXK/IaeT CJI0KHOCTH CO CBOEBPEMEHHOH JMarHOCTHKOHN
OBHUH. Ilo naHHBIM JUTEpaTyphl, 3a/ep:KKa ¢ IOCTAHOB-
KOW JMarfHo3a B Cpe/lHEM COCTaBjAeT 10,5—14,5 roja u
JIAIIB ¥ 10,5% OOJIBHBIX AUATHO3 YCTAHABJIUBAIOT B TEUEHUE
1 rojia mocJie Hauasia 3aboJsieBaHus [5, 17].

OCHOBHBIM METOZOM JiedeHuss GoabHBIX ¢ OBUH saB-
JigeTcs MOKU3HEHHAsA 3aMeCTUTeIbHAA Tepallns Iperapa-
TaMu Ig /Ui BHYTPUBEHHOTO BBeZleHU:A. Pazpaboranbl 6o-
Jilee yOOHBIE JIEKAPCTBEHHBIE (DOPMBI /I MOJKOKHOTO
NIpUMeEHeHHs, HO B Poccuy OHU TOJIBKO ITOSABUJIUCH U ILITH-
POKO He UCIIOJIb3YIOTCS. YUUTHIBAsA OUeHb HUBKUH yPOBEHD
IgG, OpL1a peKOMeH/I0BaHA TepamnusA B HACBIIIAIOIIEM pe-
s)kuMe (40 T exKeMecAYHO) ¢ KOHTPOJIEM IIpeTpaHCQy3HOH-
HOTO YPOBHS, II0CJIE JIOCTIKEHUS YPOBHS 5 I'/JI KOPPEKIUA
JI03bI U3 pacuera 400 MI/Kr exxeMecsauHo. CHavasa JjaH-
Hble PEKOMEH/IAIlUN He ObLIM BBIIOJHEHBI B IOJHOM
obbeMe, (paKTHUECKU NMANMEHTKA IOJIyYnsIa OJHOKPATHO
30 T IIpernapara, a 3aTeM II0 5 T exxeMecss9Ho. [Iperpancdy-
3UOHHBIN ypoBeHb IgG — 1,2 r/y. B pesysbraTe uepes He-
CKOJIBKO MECAIIEB y Hee Pa3BUJIACh IBYCTOPOHHAS ITHEBMO-
HUA, [I0CJIe TOrO Tepamusa ObUia CKOppeKTHpoBaHa. Jlo-
IIOJIHUTETPHO PEKOMEH/IOBAHBI €3Ker0/IHasA KOMITBIOTEpHAs
ToMorpadus OpraHoB I'PYHOH KJIeTKH (11 CBOeBpeMeH-
HOH JIMarHOCTUKH WHTEPCTHIINAIBHON OOJIE3HH JIETKHX,
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rpaHyJIeMaTO3HbIX U3MEHEeHUH), HAOII0/IeHre reMaTosiora
U TACTPOIHTEPOJIOTA TI0 MECTY JKUTEJIHCTBA C IIPOBE/IEHNEM
BceX HEOOXOIUMBIX HHCTPYMEHTAJIbHBIX UCCIIEIOBAHUH.

3aknioueHve

KoneuHO, MOKHO U HYKHO ITPOBOJIUTH Pa3HOOOpa3HbIE
HCCIEI0BAHNUSA, KACAIOIIHeC MOJIEKYISIPHO-TeHETHIECKUX
MEXaHU3MOB U OcOOeHHOCTel uMmyHomaroreHeda [T/,
HO B UTOTE BCE 3TO J[eJIATCSA /IJISI PEIbHOTO BBIXO/IA B PY-
TUHHYI0 KJIWHUYECKYI0 MPAKTUKy. K cojkajeHur, B OTHO-
menun GonpmuHcerBa TN, B Tom unciae 1 OBUH, oco-
GeHHO y B3POCJIBIX, MOKHO KOHCTATHPOBATh, UTO IIPAKTHU-
KYIOII[Ie BPa4H /IO CHUX IIOP UX HE PACCMAaTPUBAIOT IIPU IIPO-
BeZieHNHU G pepeHnaspHOro IUarHo3a. JjaeMeHTapHbIN
J1abOpaTOPHBIN aHAJIN3 ¢ Olpe/ieleHreM Qpakuil 6eIKOB
MOJKET CTaTh OTHPABHON TOYKOU MAJA TOCJIEeAYIOIIen
OIIEHKH COJIEP:KaHUS CHIBOPOTOUYHBIX Ig, 6osiee eTabHOTO
cbopa aHaMHe3a U Ha3HAUEHUsI JIOTIOJTHUTETbHBIX HHCTPY-
MEHTAJIbHBIX HccsieoBanuil. Hecobuoenre pexxuma 3a-
MECTUTEJIPHOU Tepanuy Impenaparamu g a1d BHyTpPUBEH-
HOTO BBEJIEHUS UYPEBATO CEPHE3HBIMU OCJIOXKHEHUAMU,
BILIOTH /IO JIETAJIBHOTO UCXO/IA.
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