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OO6mas BapuabenabHasi IMMYHHAs! HEJOCTATOYHOCTh HAMOOJIee YacTO BCTPEUACTCSl CPEIU BCEX HMEPBHUYHBIX HM-
MYHOAE(DUIIUTOB U XapaKTEPU3YETCs CHI)KEHHEM BbIPAOOTKM UMMYHOIJIO0YJIMHOB, 4TO 00YCIOBIMBAET OOIIUPHOCTD
KJIMHUYECKUX MpOosiBlieHHI 3aboneBanus. Y 17-70% manueHTOB ¢ 001ieil BapuabeabHOi MMMYHHON HEIOCTATOYHOC-
TBIO BBIABIACTCS IUM(OUJHAS TUIIEPIIA3Ks OPTaHOB JKeTyJOUHO-KHIIEYHOr 0 TPAKTa, BCISACTBUE YEr0 3T HAllUeHTHI
[ONAJIAI0T B IT0JIE 3PEHHSI TACTPOIHTEPOJIOrOB. B cTaThe OnmcaHo KIMHHYECKOe HaOIIOACHHE 3a TAIIHEHTOM C [TOpaKe-
HUEM TOHKOM KMIIKHU NpH 001ieit BapuabenbHOi UMMYHHOM HEJOCTaTOYHOCTH.

KuiroueBble cioBa: muMbonIHas TUIEPIIIAa3Hs KAIICYHIKA, HePBUYHBIH HIMMyHOIeuIuT, 00mas BapuadeabHas
HMMYHHasI HEIOCTaTOUHOCTh, THIIOTaMMarao0y THHEMHUS.

SMALL INTESTINE INVOLVEMENT IN PRIMARY IMMUNODEFICIENCY
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Common variable immunodeficiency is the most frequent among all primary immunodeficiencies and is
characterized by decrease of immunoglobulin secretion which causes the extent of clinical presentation of the disease. In
17-70% of patients with common variable immunodeficiency, lymphoid hyperplasia of organs of gastrointestinal tract is
revealed due to which these patients come into the view of gastroenterologists. The article describes clinical observation

of a patient with small intestinal involvement in common variable immunodeficiency.
Keywords: lymphoid hyperplasia of the intestine, primary immunodeficiency, common variable immunodeficiency,

hypogammaglobulinemia.

ITpoGnema MMMYHOACHHULUUTHBIX COCTOSHUI
B HACTOsIEEe BpeMs CTaHOBUTCS BcE Ooiee ak-
TyaJIbHOH HE TOJBKO JJIs Bpadeii-MMMYHOJIOTOB,
HO W JJIA BCeX MpakTUKyromux Bpaueil. K 2007 r.
BepU(HUIIMPOBAHO M BKIIIOYEHO B KJIaCCH()UKAIUIO
sKcrepTaMu MeX/lyHapOJHOTO COr03a NMMYHOJIO-
rudecknx odmiectB Oosee 150 pasmuuHbIX hopm
MEePBUYHBIX UMMYHOeGUIIMTOB. OHAKO TIPH OIH-
CaHWM KJIMHUYECKOH KapTHHBI OYeHb MHOTHX HX
(GopM pas3nnyHBIC aBTOPHI HEPEAKO OTMEYAIOT Ha-
JIMYHUE Y MALUEHTOB C OAHUM U TEM K& CUHAPOMOM
CYNIECTBEHHBIX Pa3IMYUil CHMITOMAaTHKH, XapakK-
Tepa TeueHus 3a0o0JeBaHms, 00bEMa HEOOXOTUMON
Tepanuy, nporxosa [1, 2].

VY B3pocibIx 00uIyI0 BapuabelbHyI0 HMMYHO-
norudeckyro HemoctaTouHOcTh (OBUH) cumraror
caMbIM 4YacThIM IE€PBHYHBIM HMMYHOAC(UIIH-
toM. Ona BeTpeuaetcs ¢ yactoToit 1:50 000 Hace-
nenust [1-5], a mo ganuepiM L. Hammarstrom u
C.ILE. Smith — 1:10 000—-100 000 nacenenus. Yarue
Bcero 3a00JieBaHKE BBISBISIOT B 3pEJIOM BO3pacTe,
npu4éM y JKEHIIHMH Yaie, 4eM y Myx4duH (15:106
npotus 4:106) [6].

OTO reTeporeHHas IpyIia HapymeHnH I'yMo-
PaJIbHOTO MMMYHHUTETA, IIPOSIBIIAIOIINXCS 3aMe1IIe-
HHEM Iepexoia 3peiibix B-muMdounToB pa3indHbIx
KJIACCOB B IIJIa3MaTHYECKHE KIIETKH, HapyIICHHEM
CHHTE3a aHTUTEJ], HU3KUM YPOBHEM CHIBOPOTOY-
HBIX UMMYHOrI00y1HOB (Ig) kimaccoB G, A n/unn
M, 49TO CHHIKAET CIIOCOOHOCTHh OOPOTHCS ¢ MHPEK-
LIHOHHBIMH areHTAMH U OIPEJIEISCT MOBBILICHHY O
4yBCTBUTEIBHOCTH K MHpEKIUIM [3-5].

BapnabGenbHEIM 3TOT THII MMMYHHOH HeZo-
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CTaTOYHOCTH HA3BaH MOTOMY, YTO CTENCHb U THII
HEJOCTAaTOYHOCTH Ig B CHIBOPOTKE KPOBH, a TaK¥kKe
KJIMHUYECKOe TEYCHUE Yy Pa3HbIX NMAIlMEeHTOB pas-
JA4HH [4, 5].

JlebunuT niaasmMaTudeckux KJIETOK HE COMpo-
BOXKAaeTcsl TUM(OIICHHEIl: yalie BCero OTMeyaroT
CHIDKCHHE KOHIIGHTPAIUN AHTUTEN BCEX KIIACCOB.
[Tpuunny OBUH CcBS3BIBAIOT ¢ T'€HETHYECKUMU
MyTanusMu. CHEKTp KIMHHYECKHX (DEHOTHIIOB
npu OBUH ouens mmpok, 4To 00yCIOBIMBAET pa3-
BUTHE 3a00/1€BaHHH a3 THUHBIX OPIaHOB U CHCTEM,
XapaKTePU3YIONINXCSI XPOHUYECKUM P IUBUPY-
IOINM TedeHHueM. BcreacTBrue 3TOro mammueHTHl ¢
OBUH o6pariatoTcst 1 HaX0sTCsl 101 HaOII0IeHU-
€M Y Pa3HbIX CHEHAINCTOB, a IOCTAaHOBKA JHATrHO-
3a HepeaKo 3amasnabiBaet [1, 2].

ITo naHHBIM pa3HBIX aBTOPOB, Y3EIKOBYIO JTUM-
¢donaHyo THIEpIUIa3uio BBIABISIOT Yy 17-70%
O6ompaBIX OBUH. Y3enkoBas numdongnas rumep-
TIa3Msl JKeIyJOYHO-KMIIEYHOTO0 TpaKTa XapakTe-
pHU3yeTCs HAaIU4HeM IOIOIHUTEIBHBIX MOpP(hOII0-
THYECKUX CTPYKTYP — MAJEHBKUX Y3€IKOB OT 2
1o 10 mm B nuametpe [7]. [loaBienue y3enkoBoit
TUMQOHMIHON THUIEpIUIa3uu PacCMaTPUBAIOT Kak
KOMIICHCATOPHYIO PEaKIIHIO.

VY 310poBoro uenoBeka JuMQouaHas TKaHb
TOHKOH KHIIKHM HWIpaeT poib aKTHBHOTO Oapbe-
pa TpH BHEAPEHHHM YYXXEPOAHBIX AHTUTCHOB H
MOJIHOCTBIO O0eCleunBaeT 3alUTy OpraHu3Ma OT
JeWCTBUS NMATOT€HHBIX (DAaKTOPOB. Y IAI[HEHTOB C
OBHH B 0TBET Ha aHTUTCHHYIO CTHMYJISLIUIO INM-
(GOLUTHI MUTPUPYIOT Yepe3 6a3aibHYIO MIACTHHKY
CIIM3UCTOI 000JIOUKH, HO TaK KaK HapyIIeHa TPAHC-
dbopmanus B-mumMdonuToB B IIIa3MaTHYECKUE
KJIETKH, TO BBIPAOOTKM JOCTATOYHOIO IS DJIH-
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MHUHAINN aHTHTeHa KOJIMYECTBA aHTUTEN HE Mpo-
UCXOUT. B cnu3nucTyio 000I109Ky MUTPUPYIOT BCE
HOBBIE U HOBBIE MOPINHU (PyHKIIHOHAIBHO HETIOIHO-
HeHHBIX JUMponuToB. CKOMICHUS TaKux JIuUMdo-
UUTOB U GOPMUPYIOT MOP(DOJIOrUUYECKH ONpeIesisi-
eMble y3enku [8].

HecmoTpst Ha TO 0OCTOSITEIBCTBO, YTO Y3€i-
KOBYIO JINM(OH/IHYIO THIEPILIA3HI0 MOKHO OOHa-
PYXXHUTH B JKEJIyJIKe, TOJICTOW HJIM NMPSIMOH KHIIIKE,
yarie Bcero e€ onpeeisiioT B TOHKOW Kuuike [7].

JlMarHocTHKa ¢ TOMOIIBIO0 COBPEMEHHBIX METO-
JIOB BH3yaJIM3aIlUH HEe MPEACTaBISIET 0CO00H CIIoXK-
HOCTH M BKJIIOYAeT 330(aroracTpomyoneHOCKO-
1o, (GUOPOKOIOHOCKONHIO € THCTOIOTHYECKUM
UCCIEZIOBAaHNEM OHONTaToOB. Peke HCIOIB3YIOT
PEHTTCHOJIOTMYECKOE HCCIEAOBAHNE KHIIEUHUKA
¢ KOHTpacToM. KOCBEeHHBIM METOIOM AMAarHOCTH-
KM CIIY’HT UMMYHOJOIMYECKOE HCCIIeJOBaHNE Ha
tutpsl IgA, IgM n IgG (y manuentos ¢ OBUH cuu-
JKEHO coJiepKaHue BCeX TPEX KIIACCOB B CHIBOPOTKE
KpoBH, ocobenHo IgA) [9].

Ilpn  SHIOCKONHYECKOM HCCIIeOBAaHUH Ha-
OJIFOIAtOT y3eKU cheprdeckoil GopMbl ¢ TIaIKOM
MOBEPXHOCTHIO, OKPHITHIE MHTAKTHOW HIIM THIIe-
PEeMHPOBAHHOM CIM3UCTOH 0OonouKkoit. Jlmarnos
MOATBEPKAAIOT MpHU IMpoBeaeHnu ouoncuu. ['mcro-
JIOTHYECKH y3eIKOBas TUMQoHIHAs THIIEPIIIa3usl
ompefenseTcs 3aMETHO T'HIIEPIIaCTUYECKUMU,
MHUTOTHYECKN AKTHBHBIMH 3apOABIMIEBBIMHU IEH-
TpamH IMeHepoBbIX Onsmek 1 TUM(ONUTAPHOI HH-
¢dunpTpanueil COOCTBEHHOM MIACTHHKY CITM3UCTOR
000JI0YKH H/UIIM MOBEPXHOCTHOTO IMOJCIU3UCTOTO
cros [10].

Knunuueckoe nabniwooenue. B racTposHTepo-
JIOTMYECKOM OTAeNeHHH PecryOnMKaHCKON KiH-
HUYecKol OonpHMIBI T. KazaHu Haxomwics moj
HaOmroeHreM nanuenTt 3. 31 roga, MOCTYMUBIIHI
¢ »)kanmobaMn Ha KamuneoOpasHbIil ctyn 2-3 pasa
B CYTKH 0€3 IaTOJOTHYEeCKHUX NMPHMECeH, B3IyTHe
JKUBOTA. M3 aHaMHe3a BBISICHUIIOCH, YTO Hapylle-
HUA CTyJla OH oTMe4aeT B TedeHue 10 ier, kpome
TOTO, €r0 C JETCTBA OECIOKOST YacThle aHTUHBI U
OCTpPBIE PECITUPATOPHBIE BUPYCHBIE HHPEKITUH.

b1 HampaBiIeH Ha 530(aroracTpoayoJeHOCKO-
M0 — TOTaJbHBIM [10JIUII03 JIBEHALATUIIEPCTHOI
KAIIKH. Pe3ynsraTsl (UOPOKOIOHOCKONNHU TMOKa-
3aJIM XPOHUYECKUH TOJINMO3HBIA WJICUT B CTaIUU
pEMHCCHHU.

IIpn OOBEKTUBHOM OCMOTpPE COCTOSIHHE Na-
IUEHTA YAOBIICTBOPUTENBHOE. Temreparypa Tena
36,6 °C. KoxHble nokpoBsl cyxue. Poct 176 cmM,
Macca teia 58 kr. Mugekc maccsl Tena 18,7 kr/m2.
AprepuanbHoe JIaBJICHME Ha O00C€HX pyKax
110/70 mm pr.ct. [Tynbe 72 B MmunyTy. [loguentoct-
HBbIE, 3aThIJIOYHbIC, HAJl- U TOJIKJIIOYHYHbIE TUMpa-
THYECKUE Y3JIbl MAJBIUPYIOTCSI, MeJKue, 06e300-
Je3HeHHbIe. [IpIXaHne BEe3UKYJISIPHOE, XPUIIOB HET.
TousI cepita sICHbIC, pPUTMUYTHEIE.

SI3bIK BI@XKHBIM, COCOUKHM cCriakeHbl. JKUBOT
cuMMeTpuueH. lloBepxHOCTHas manpmanus 00-
JIe3HEHHAa B JIHUTAcTpaibHON obmactH. CHMIITOM
érknna—barombepra orpunarensHeiid. TuMnanu-
YEeCKHH 3BYK ITO BCeM 00IacTsIM KUBOTa. CUTMOBH/I-

Has KHUIIKA NajJbIUPyeTCs B JIEBOM IOJB3/I0IIHON
00nacTu Ha MPOTSHKEHUHU 12 cM, MUIUHAPUIECKON
(dhopMbl, TUaMETPOM 2,5 CM, IUIOTHO3IACTHYECKOH
KOHCUCTEHIIMHM. [ J1ajiKasi, moaBUKHasI, 0€300JIe3HECH-
Has. [leyenp He yBenudveHa, pa3meps! 1o KypioBy
9x8x7 cM, He nanbnupyercs. Cene3éHka He yBeIH-
yeHa, 6x4 cM, He MaJbIUuPyeTCsl.

Taknum oOpa3zoM, y manueHTa CHHIPOM HapyIie-
HUSl CTyJa, JUCHENTHYECKHH CHHAPOM, CHHAPOM
MaJbaOCOpOIMK U PELUIUBUPYOIIUI WHPEKIIHOH-
HBIN CHHPOM.

INockomeKy y GONBHOTO OBLIO BBISBICHO MOpa-
JKCHUE TOHKOH M TOJICTOM KUIIKH, TPOBOAMIN AU(-
(epeHInanbHyI0 ANATHOCTHKY MEXJIy BOCHANH-
TeNbHBIMH 3a001€BaHUAMU KUIICUHUKA, [IENNaKUen
1 TUM(OUTHON TUNIepIUIa3ueii TOHKON KUIIKH.

IManueHT ObUI HAIIPABJICH HA KAaICYJIbHYIO 3H-
JOCKONHUIO. B TOHKOH KuIIKe Ha BCEM MPOTSIKEHUN
0OHapy>XEeHBbI MOJMIOBUIHBIE pa3pacTaHus. 3a-
KJtoueHue: «["paHyeMaTO3HbIH HICHT.

PenunuBupyroni MHGEKIIHOHHBIA CHHIPOM
1 TIOpa)XeHUE TOHKOW KWIIKH MO3BOJISIOT HAaM 3a-
MOJO3PUTh MMMYHOJIC(PUIINTHOE COCTOSHUE. AH-
THUTeNla K BUPYCYy MMMYHOAE(DHUIINTA YeIIOBEKA HE
obHapyxeHBI. B o0meM aHann3e KpoBU BEHISBICHA
numponuronenus. Ilo maHHBIM HMMyHOTpaM-
MBI — CHIDKEHHE KOHIIEHTPAIMH BCEX KIaccoB Ig
(IgA 0,41 mr/ma, 1gM 0,33 mr/ma, 1gG 2,81 mr/mon).

Ilocne KoOHCynbTaMM HMMYHOJOTa MpOBe-
JEHO HMMMYHO()EHOTHIHPOBAHME: 3HAYUTEIBHOE
CHM)KEHHE YDPOBHS CBIBOPOTOYHBIX Ig — cymma
IgA+IgM+IgG <5 (0OCHOBHOM KpuTepuil AMarHo3a
OBHH), B kJIeTOYHOM 3BCHE HMMYHHUTETA OOHAPY-
JKEHO CHIDKCHHE XeNI-WHAYKTOPHOH IOMyJIsIIUN
nuMQOnHTOB. BBUT MCKIIOUEH BTOPHUYHBIA HMMY-
HOAEe(UIINT, BBHI3BAHHBIH NPUEMOM HMMYHOCY-
TIPECCUBHBIX IIPETIapaToB.

[IpoBoxnnaym AMAarHOCTHYECKHH MOHWCK IeNna-
KuH. Pe3ynpraThl MOBTOpHOW OWOIICHH TMOKa3alu
MPU3HAKK aTPOPUH CIM3UCTON 000IIOUKH IBEHA-
LHATUNEPCTHOW KUIIKU ¢ TUM(OUIHON THIepria-
3ueil. buoncus Tomend KUIIKW: XPOHUYECKUH HH-
TEPUT ¢ aTpoduei, YIUIOMEHUEM U YKOPOUCHHUEM
BopcuH. [Ipoenén ananus antuten (IgG) x rnma-
JUHY W TKAaHEBOH TpaHCIIyTaMUHa3e: pe3yJibTaT
OTPHULATEIIBHBIN.

s G6one3nn Kpona xapakTepHBI jkajoObl Ha
00JTH B JKUBOTE, AUAPEIO C IPUMECHIO KPOBH H CIIH-
31, BO3MO)KHBI BHEKHIIIEUHBIE TPOSBICHIS — TaKUX
MIpOsIBIICHUI y manuenTa He Obl10. Bonesus Kpona
TaKXKe IPeAycMaTpUBAeT XapaKTepPHYIO THCTOJO-
THYECKYI0 KapTHHY: MHOTOYHCIICHHBIC H3bBsA3BIE-
HUS ¥ TPAaHYIEMBI B CTEHKE KHIIKH, XPOHHUECKHE
(uccypsl, 9T0 He OBIJIO XapaKTEPHBIM ISl HAIIETO
nanueHTa. B ummynorpamme npu 6onesnun Kpona
OTMEUAlOT YBEIHUEHUE COJEpP)KaHHUsS LUPKYIUpY-
IOIIUX UMMYHHBIX KOMIIIEKCOB, ypOBHs Ig, Taxxke
XapaKTePHO yBEIMYCHUE CKOPOCTU OCEIaHUs IPHT-
pouuToB u coaepkanns C-peakTHBHOTO OeKa.

Takum oOpa3oM, Ha OCHOBAHUH JJTAHHBIX UMMY-
HOT'PaMMBI, HMMYHO(EHOTHIIHPOBAHUS KPOBH U
HHCTPYMEHTAJIBHBIX HCCIICIOBAHUII KUIICYHUKA y
TIAIEeHTAa BBISBIICH IEPBUYHBI HMMYHOIC(QHUIIUT C
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MOpaKeHWEM TOHKOW KUIIKW B BHJIE TUMQPOUTHON
TUTIEPIIIa3nH.

Kimanueckuii amarnos: «J/lobpokadecTBeHHAs
y3enkoBasi TUM(GOUTHAS THIICPIUIA3UST TOHKON KHIII-
k. OBUH. T'mnorammarnmoOynmmaemus A, M, G.
PenmnuBupyromuii mHGEKIIHMOHHBIN cuHApOoMY. Ha-
YaThl 3aMECTUTEIbHAS Tepamnus [g u cuMIToMaTuaec-
Kas Tepanusi GepMEHTAMH U CITa3MOJTHTUKAMH.

IIpuBenéunuslii HaMM KIMHUYECKUN cCllydaid
MEPBUYHOTO HUMMYyHOAehUIUTA € JTUMGPOUTHON
runeprsasued TOHKOH KHUIIKH JIEMOHCTPHUPYET
CIIO)KHOCTbH TIOCTAHOBKHM 3TOTO JIOBOJIBHO PEIKOTO
JMarHo3a. Y mamueHTa ObLIN CKYIHBIC KIMHUYEC-
KHe TposiBICHUS 3a0oJicBaHUs. BBIsSBICHHOE MO-
paxeHHE TOHKOM KHIIKH TPeOOBAJO MPOBEACHUS
nuddepeHIInaIbHON THATHOCTUKH MEXIY TOHKO-
KuueqHol popmoii 6onesnn Kpona, nennakueii u
cobcTBeHHO MUM(OUIHON runepruiasueii. [lapan-
JIeIBHO MCCIIEJ0BAIM UMMYHHBIN CTaTycC MalueHTa.
CHuKeHHMe KOHLIEHTPALUK BceX KiaccoB Ig B coue-
TaHWUHU C YHIOCKOIMUYECKH U THCTOJIOTUYECKH YCTa-
HOBJICHHOH NTUMQOUTHON THUIEpria3ueil TOHKOH
KHIIKH MMO3BOJINJIIO MOATBEpANTH Aunarno3 OBUH.

Ilobeoumens onpedenén 6 coomgemcmauu

¢ «Ilonooswcenuem 0 KOHKYpce HayuHo-
uccnedosamenvckux pabom cmyoenmosy (http://
www.kazan-medjournal.ru/ru/next/o-konkurse).
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