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JHTeponaTuaA, acCoOLMUPOBAHHAA C 00O en
BapuabenbHOU runoraMmarnodynmHemunen

JI. M. Kpymc

MockoBsckull KnuHuYeckull Hay4YHo-npakmuyeckul yeHmp [enapmameHma 30pasooxpaHerus 2opoda Mockasl

Lienb uccnepoBaHuA: 13yuuTb 0COOGEHHOCTU KIMHUYECKOTO TeUeHUS, AUATHOCTUKN U NedeHus obuieit BapuabenbHoli runoraMmmarmobynmHemmm
(OBIT).

Marepuanel u metopbl. 06cnefoBaHbl 25 GObHBIX C HapyleHUeM QYHKUMU KULWEYHNKA, U3 HUX 17 XeHWMH U 8 MyXKYMH B BO3pacTe OT
17 po 60 nert. ¥ nauneHToB onpeaenanu cofepxanue Ig knaccos A, M, G B cbiBOPOTKe KPOBU, UM MPOBOAMAM IHLOCKONNYECKOE UCCNefj0BaHNe
ABEHAALATUNEPCTHOI KUWKW ¢ Guoncueit U3 3a1yKOBUYHOTO OTAENA U Nociedyiowmnm Mophoaoruiyeckum nccnefoBaHuem 6uontara u peHTre-
HOJNIOrMYecKoe nccnefoBaHNne TOHKOM KULLKK.

Pe3ynbratbl. Y Bcex 60MbHbIX 06HapyXeHbl XpOHUYeCKUe BoCnanuTebHble 3a00NeBaHus, yalle BCero BCTpeYanuch GPOHXMUTbI, OTUTHI, raiMo-
puThl. Y 6ONbWMHCTBA Pa3BUBANUCH ANAPes, CUHAPOM HapYLeEHHOro BcachiBaHus, B 6onblunHcTBe cnyyaes III ctenenu Taxectn. OCHOBHOI
AVMArHOCTUYECKUI NpU3HAK — CHUXKeHWe ypoBHeit Ig Bcex knaccoB. B Guontatax cnu3ucToil 060104KM TOHKON KULKKU OTMEYEHO 0TCYTCTBUE
UNN Pe3Koe CHUKEHME NNa3MaTUYecKnX KNeToK, npoayumnpytouwmx Ig. pu 3HA0CKONNYECKOM 1 PEHTTeHONOTNYECKOM NCCNe0BaHNAX BbIABNEHA
AnddysHas y3nosas runeprnasus. JleyeHne BocnanutesbHbIx 3aboneBaHuil ocylWwecTBAANN aHTOMOTUKaMK; Ig unu y-rmobynuH HasHavanu
MOXM3HEHHO ANA KOPPeKL MM UMMYHUTETa.

3akntoueHue. 0BT — Taxenoe 3a6oneBaHue, 00ycnoBneHHoe AePULUTOM UMMYHHOW CUCTEMbI, XapaKTepuaytolieecs NOBTOPHbLIMU MHMEKLN-
OHHbBIMU 1 BUPYCHBIMU 3300JIEBAHUAMM, CHUXKEHWUEM KONMYECTBA Ma3MaThyecKuX KNeToK B CANU3MUCTOI 060104Ke TOHKON KulKK, Auddy3HOi
Y3/10BOW runepnnasneit CAn3nuctoi 1 Tpedytollee NOXM3HEHHOTO NpUMeHeHNs Ig uau y-mobynuHa.

Kniodesbie cnoga: MMMyHOMOBYMHBI, NNa3mMaThyeckne KNeTku, y3nosas nuMdonaHas runepnnasus.
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Study Objective: To investigate the specific features of the clinical course, diagnosis and treatment of common variable immunoglobulin
deficiency (CVID).

Materials and Methods: We examined 25 patients with intestinal dysfunction, aged 17 to 60 (17 women and 8 men). The study examinations
included measuring serum immunoglobulin (Ig) A, M, and G levels, duodenal endoscopy with biopsy of the duodenal retrobulbar segment
followed by morphology of biopsy specimens, and X-ray examination of the small intestine.

Results: All patients had chronic inflammatory disorders, with bronchitis, otitis, and maxillary sinusitis being the most common. Most patients
had diarrhea and malabsorption (grade III in most cases). The main diagnostic marker is reduced levels of all types of Ig. The examination
of biopsy samples obtained from the small-intestine mucosa showed extremely low numbers or absence of plasmatic cells producing Ig.
Endoscopy and X-ray revealed diffuse nodular hyperplasia. Antibiotics were used to treat the inflammatory disorders, and immunoglobulin or
y-globulin agents were used as life-long treatment to correct the immune deficiency.

Conclusion: Common variable immunoglobulin deficiency is a severe disorder caused by a defect in the immune system. It is characterized
by recurrences of infectious and viral diseases, low counts of plasmatic cells in the small-intestine mucosa, and diffuse nodular hyperplasia

OCHOBe 00Lieil BapuabenbHOW runorammarnobynMHemMum

(OBIT) nexut peduunT UMMYHHOW CUCTEMBI, NPU KOTO-

pOM OTMeYaloT HU3KMe ypoBHU Ig Bcex Knaccos, AedekTsl
aHTUTEN006pa3oBaHus U hyHKLUMI T-NMMMBOLUTOB, B HEKOTOPBIX
CNy4yasx — HEeCKONbKO CHUXEHHbI ypoBeHb B-numdountos.
3aboneBaHue MOXET BO3HUKATb B I0OOM BO3pacTe: KaK y feTelt
nocne 2 net, Tak W y B3POCAbIX, Yalye B TPeTbeM [eCATUNETUN
u3Hu. OBIT oTHOCMTCA K peakum 3aboneBaHuUAM: €ro 4acrora
B o6uieit nonynauum coctasnsiet 4 : 10° y myxuuH u 15 : 10°
Y KeHWMH [3, 5, 6].

Okono 60% 6GonbHbIx OBIT MMelOT HapylWeHUs CO CTOPOHbI
OpraHoB MNUWLWEBapeHua: AWCaxapuAasHyl HeAoCTaTOYHOCTb,
HEeAOCTAaTOYHOCTb (YHKLMM NOAXKENY[OUHOI Kenesbl, 60ne3Hu
neyeHu, 310KayecTBeHHble HOBOOOpa3oBaHusA. Haubonbluit
WHTepec NpefCTaBAAOT NATONOrMYecKue HapylWweHus QYHKLUN
KMLWEYHWKA, KOTOPbI UTPAeT BaXHYIO POJib B UMMYHHOM 3aluTe
OpraHu3ma OT MUILEBbIX aHTUTEHOB, BUPYCOB, HaKTEpPWil, TOKCH-
HOB M NIEKapCTBEHHbIX Npenaparos.

in the intestinal mucosa. It requires life-long treatment with immunoglobulin or y-globulin agents.
Keywords: immunoglobulins, plasmatic cells, nodular lymphoid hyperplasia.

[ins u3yyeHns ocoGEHHOCTEN KNMHWUYECKOTO TeYeHUs, aua-
rHOCTUKM 1 neyeHus OBIT mbl 06cnenoBany 25 60NbHbIX C HApy-
WweHneMm YHKLMM KUIWLEYHUK], Cpefu KOTOpbIX Obino 17 XeH-
WMH 1 8 My)4YMH B BO3pacTe oT 17 o 60 net. Y 9 6oNbHbIX
3aboneBaHu1e Hayanoch B J€TCKOM BO3pacTe, y OCTasbHbIX Noc/ie
20 net. Y BCex y4yacTHUKOB onpefenanu cogepxanue IgA, IgM,
IgG B CbIBOpPOTKE KpOBM, UM MPOBOAMAN 3HAOCKOMMYECKOe
uccnegosaHue aeHaguatunepctHoit kuwku (LMK) ¢ 6uoncueit
13 3aJlyKOBUYHOrO OTAEeNa 1 nocnenylowmm Mophonornyeckum
uccnefoBaHueM GUONTATa U PEHTTEHONOTMYECKOe UCClefoBa-
HWe TOHKOM KWLWKMN.

Ha nepBbliii NNaH B KAUHUYECKOU KapmuHe BbICTyNanu peuu-
OUBMpYOLWME WHPEKUMM [AbIXaTeNbHbIX NyTei: XpoHWUYecKue
OpOHXMTbI, MHEBMOHWUU. B mnapliem feTckoM BO3pacTe YacTbl
OblAN UHPEKLMM BEPXHUX bIXaTeNbHbIX MyTeil (6—10 pa3 B rog).

MocTosHHbIMKM cumnTomamu npu OBIT ananuce xpoHuue-
CKaa Avapes, TAXENbIA CUHAPOM HapyLWEeHHOro BCaChbiBAHWA
(CHB) [4, 7].
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Y 6onbHbIX OTMEYanu npucTynoobpasHbie 6onu, obycnos-
JIEHHblE BbIPAXKEHHbIM YyBeNUYeHUeM NUMGATUYECKUX Y310B
B NPOCBETE KUILKKM, B HEKOTOPbIX CAY4aAx COMPOBOXAABLIMECH
ABNEHWUAMU WHBArMHAUMW W CUMNTOMAMU KULWEYHOW Hempoxo-
gumoctu (maéan.).

OcHoBHbIM MeTogoM duaeHocmuku OBIT sBnsetca onpepe-
neHune copepxaHua Ig B cbiBopoTke KpoBu. Y 60nbHbix OBIT
OTMEYAETCA CHUXEHUE KOHLEHTpauuum cuiBopoToyHoro IgG.
Y 60MbWMHCTBA BOMBHBIX CHUKAIOTCA KOHLUeHTpauuu IgA, IgM
[4] (puc. 1).

Hapagy co cHuxeHuem ypoBHel Ig kpoBu Hapylwaetca
BbIpaboTKa B CIM3MUCTON 060104KE TOHKOW KULWKM CEKPETOPHOTO
IgA — ocHoBHoOro Gapbepa Als Pa3BUTUS YCNOBHO-MNATOTEHHOI
¢nopbl M napasuTapHOi MHBa3MM B NMPOKCUMaNbHbIX OTAENax
TOHKOI Kuwku (cM. puc. 1). B pesynbtate passuBatoTcs Gak-
TepuanbHoe obcemeHeHue ToHKoi kuwku (Helicobacter pylori,
JHTeponaToreHHbIMU WTammamu Escherichia coli unu Bupycamu,
Hanpumep poOTaBMpyCcaMu WK LUTOMEranoBUpPYCOM), napasu-
TapHble MHBa3uK (Yalle Bcero NAMG6103), ABNAKLWMECH NPUYU-
HOW XpoHWYecKon auapen [2, 3].

Mpu aHpockonudyeckom uccneposanun B LMK o6Hapyxusanu
anddy3Hyio y3noByio TMM@onHyo runepnaasuio — numcouns-
Hble y3esIKM B BUAE MEJIKUX NONUNOBUAHbIX 06pa3oBaHuil (1-3 cm
B AMAMETPE), NMOKPLITbIX HEU3MEHEHHbIM 3nUTeNneM (puc. 2).

Mpu peHTreHoN0rMYecKoM UCCNes0BaHUN Ha CU3NUCTON 060-
JIOYKE TOHKOW KUWKM ONpefensnoch MHOXECTBO MENKUX Noiu-
noBUAHBIX CMBaKOLMXCA 0bpazoBaHuit (puc. 3).

B xopme MoponorMyeckoro MccnefoBaHUA TOHKOW KULIKM
ObIN0 BbIABNEHO, YTO BLICOTA BOPCUMHOK HOPManbHas MW He3Ha-
UNTENIbHO CHUXKEHA. XapaKTepHbIM NPU3HAKOM ABNANOCH OTCYT-
CTBME WU pPe3Koe YMeHbLUeHWe B CTPOME KOJMYeCTBa Naa3maTtu-
YeCKMX KNETOK, OTBETCTBEHHbIX 3@ BbIpaboTky Ig. B co6cTBEHHOI
nnacTMHe CAU3UCTON pacnonaranucb CKOMaeHWus numMoLuToB
B BUAe ONNMKYNOB, CO3AaBaBILNX Y3/10BYI0 NUMBOULHYIO runep-
nnasuio (puc. 4), 4To OOBACHAETCA HAKOMJEHMEeM mnia3matuye-
CKMX KNETOK 13-3a BPOXEeHHOro fedekTa ux cospesanus [1].

TabAuma l

Yacrora KAMHHYECKHUX CHMIITOMOB,
CHUHAPOMOB U COILyTCTBYIOIIUX 3a00AeBaHUN
y 06caeaoBaHHBIX 60ABHBIX (n = 25), n (%)

KnuHuyeckune cumntomsl, YacroTa
CUHApPOMBI 1 3a6oneBaHus BbISABJIEHUA
XpoHunyeckne oyarosble MHMeKLUM 25 (100,0)
XpoHuyeckas guapes, nonudekanus, 20 (80,0)
cTearopes
Jlam6nunos 15 (60,0)
Oeduunt maccel Tena 19 (76,0)
CMMNTOMBI FTMNOBUTAMUHO30B 25 (100,0)
lMnonpoTenHemus 16 (64,0)
OTeku 10 (40,0)
Anemus 16 (64,0)
CumnTombl geduunTa Kanus 16 (64,0)
CumnToMmbl AeduumTa Kanblms 16 (64,0)
CUHAPOM HapyLEHHOTO BCaChiBaHMS:
e I cTeneHun TaxecTu 3(12,0)
o I cTeneHu TaxecTu 4 (16,0)
o IIT cTeneHu TaxecTn 18 (72,0)

Takum obpasom, NpUYMHON Auapew, NapasuTapHbIX UHBA3MI
(nam6nuosa) ssnsetca peduuut cekpetopHoro IgA BcnepcTeue
HapyleHus ero 06pa3oBaHUA MPU OTCYTCTBUM Mia3MaTUUYECKUX
knetoK. MaroreHes CHB o6ycnoBneH noBpexpeHemM CAU3nCToi
TOHKOW KWLWWKW MeTabonuTaMu XenuHbIX KNCIoT, 06pasywmumm-
cs noj BAWUsHWEM aHa3po6OB NpWU MUKPOBHOI KOHTAMUHALWM
TOLLEN KULLKK, @ TaKXKe NOBPeXAEeHWEeM CIU3UCTON TOHKOW KULLKK
NAMBAUAMM U NPOAYKTAMU KU3HELEATENbHOCTU MUKPODIOPSI.

B anarHoctuke nepBuYHbIX UMMYHOAE(MULNTOB BaXKHYIO POsb
UrpaloT NofpoOHbLIE CBEAEeHUsS O NepeHeceHHbIX 3a00eBaHuaX
¥ NPOBOAMBIIEMCSA paHee neyeHun. Anneprudyeckue 3abonesa-
HWA, MYKOBUCLMAO3 Y YIEHOB CEMbW CBULETENbCTBYIOT O TOM,

Puc. 1. [lokazateAu HMMYHOTAOOYAHHOB
CBIBOPOTKH KPOBU U YPOBEHb CEKPETOPHOIO
nmmyHOrA0OyAnHA A (sIgA) y O0ABHBIX OOITIEH
BapUaOEABHOI I'MIIOraMMarAOOyAUHEMHUEH, T/ A

I HopMa

t/n 0 0BIT
14 - 12,86
12 1
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8 1 |
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2 4 4’—[» 0,62 1.2 0,88 027
0 T T T — 00
IgG IgA IgM sIgA

Puc. 2. DHAOCKOTIMYECKOE NCCAEAOBAHUE
ABEHAAIIATUIIEPCTHOM KHITIKH: AU y3HAA y3A0Bas
anmconanas runeprasud. Pomo asmopa

Puc. 3. Audpdysnas ysroas AumpousHas
TUIIEPIIAA3HA IIPU PEHTTEHOAOTHYECKOM
HNCCACAOBAHUU TOHKOM Kutuku. Ponzo asmopa
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Puc. 4. Mopdorormdeckas KapTuHa CAUSUCTOMN
0DOAOYKH TOHKOH KHIIIKH § OOABHBIX OOITIEH
BapHAOEABHON I'HIIOIAMMATAOOYAMHEMUETT
(yBearmaenne X 200, okpacka reMaTOKCHAITHOM
u s03uHOM). Doz asmopa.

ITpumenarnue. A — aumgoudnsiii gosnuxyay

65 —— OIICYIICINBUE NAGIMAIIUUECKUX KACIHIOK

YTO peuuauBMpylOlLMEe MHMEKLUM y pebeHKa, CKopee BCero,
CBA3aHbl C NepBUYHbIM UMMyHOAeduuMTOM. [lepeHeceHHas BO
BpeMs GepeMeHHOCTH KpacHyxa Takxe NpUBOLMUT K HEAOCTATOY-
HOCTW ryMOpanbHOro UMMyHUTETa.

3HayeHWe MMeIOT BO3pacT M Bec peGeHKa Npu POXAEHWH.
Y HeAOHOLEHHbIX [eTeil, BO3PacT KOTOPbIX COCTaBAfET MeHee
30-32 Hepenb, U3-3a HepocTatka matepuHckux IgG, noctyna-
IOWMX 4Yepe3 MnaueHTy, OTMeyaloT runorammarnobynuHeMuo,
No3TOMY rpyAHble [IETU C ManbiM BECOM MpU POXAeHUM Gonee
BOCMPUMUMYNBLI K MHDEKLMAM.

OuddepeHumanbHylo [UMArHoCTUKy NPOBOAAT C APYruMu
NMPUYMHAMU KENYLOYHO-KNLIEYHbIX HApyLWeHUA — NaKTa3HOM
Hef0CTaTOYHOCTbIO, Liennakuei.

OcHoBHbIMW anarHocTuyeckumu kputepuamm OBIT asnstoTcs:

® CHUXeHWe YpOoBHeli CbIBOPOTOYHbIX Ig;

® NOBTOPHbIE BaKTepuasbHble U BUPYCHble MH(EKLUY, @ TaK-

€ XpOHUYeckue MHdEKLMOHHbIE 3a60N1eBaHM;

® ynopHas Auapes, yalle BOJHaA, pexe ¢ nonudexanueil

1 cTeatopeeit;
e passutue CHB II u III cTenexu Taxectu;
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Bubnnorpaduyeckas ccoinka:

® OTCTaBaHue B U3NYECKOM Pa3BUTUM GOJbHBIX C HAYANOM

3ab0neBaHu1s B 1eTCKOM BO3pacTe;

® BbifiBNEeHWe y3N0BOW AUMGBOMIHON runepnnasumM B TOH-

KOl KUIWKe C NPEeUMYLLECTBEHHO NUMGOUAHO-KNETOUHON
UHbUNLTPALMEN CNU3UCTON TOHKOW KUWKKU U 3HAYUTENb-
HbIM YMEHbLWEHUEM UNN [aXe OTCYTCTBMEM Nja3matunye-
CKUX KNETOK.

JleyeHue. [Jneta MeXaHWYECKN U XUMUYECKMU WAASALASA; aHTU-
GaKTepuanbHble Npenaparsl: HUYPOKCca3na, MeTPOHUAA30J, 6aK-
TUCYOTUN — [ANs BOCCTAaHOBAEHWMS 3y6MO3a KMLIEYHMKA; KOp-
peKuns MeTabonnMyeckux paccTpoOWCTB, BOAHO-3NEKTPOUTHbIX
HapylweHWi, BUTAMUHHOTO, GENKOBOr0 0OMEHOB: BHYTPUBEHHOE
KanenbHOEe B/IMBAHME NPEnapaTtoB Kanus, Kanblus, BUTAMUHOB
C (5%-Horo), B, (1%-Horo), B, (1%-Horo) Ha cu3snonoruye-
CKOM pacTBope Wan 5%-HOM pacTBOpPe MIOKO3bl; ANA NeveHus
COnyTCTBYOWNX BOCNAJIUTENbHbIX 3a60ﬂeBaHMI7I aHTVI6VIOTVIKVI
WMPOKOrO CNEKTPa AeicTBusA: LehanocnopuHbl BHYTPUMBILIEYHO;
3amMecTuTensHas Tepanus Ig unu y-mobynmHom no cxeme: 5 1o3
eXeHeBHO B TeyeHue 5 AHeN Kaxablii Mecal, NOXU3HEHHO [4, 5].
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