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e/IMaKus SIBJSETCA IO0KU3HEHHbIM HMMYHO-
OT0Cpe/JOBaHHBIM BOCIAJIUTENbHBIM 3a6oJe-
BaHHeM, NOpPaXalIUM TOHKUH KHUIIEYHUK Yy
reHeTUYeCKU NpeApaclosoKeHHbIX Jul,. bosie3Hs no-
paxaeT okoJs10 1% HaceJsieHUsl B pa3BUThIX U pa3BUBa-
IOLIMXCS CTPaHaX, IPOrPecCMBHO PacTeT YaCcTOTa BbISB-
JeHusd neauakuu B CIIA u EBpone. EfuHCTBEHHBIM 30-
$eKTUBHBIM MeTOZ0M JIeueHH sl Ha CeroJ|HALIHEM 3Talne
ABJISIeTCSA NOXKU3HEHHasl aIyiloTeHoBas fueta (AT[). Y
OGOJILLIIMHCTBA MallUeHTOB KJIWMHHUYECKUU oTBeT Ha AlJ]
MOsIBJISIETCSl Yyepe3 HeCKOoJIbKO Hefesb. OJHaKo He y
BCexX MallMeHTOB NMPOUCXOJUT HOpMau3alus KJIUHU-
YeCKOW KapTHUHBI U CTPYKTYpPbI CJAMU3UCTOH 060JI0YKH
(CO), HecMOTp4 Ha cTpoXKaKllee COOMIOZeHUE AUETHI.
PedpakrepHas uenuakus (PL]) - MoxeT ObITh onpe-
JleJleHa KaK NepCUCTHpOBaHMe WJH peLUUB KJIUHU-
YyeCKUX CUMITOMOB 3a0o0JieBaHMs, HaJlu4yue aTpodpuu
BOPCUHOK C runepmaasueid KpuntT CO TOHKON KUIIKU
Y yBeJIMYeHHe KOJIMYeCTBa MeXX3IMHUTeJNalbHbIX JUM-
¢douuto (M3IJI), HecMOTpsl Ha CTporoe cobGJOJeHue
AT/l B TeueHue 6 - 12 MecALeB, IPU OTCYTCTBUU JPYTUX
npuyuH. [lanuenTtsl ¢ PL, moryT He oTBeTUTb Ha Al/]
KaK IpY NepBUYHOM Ha3HA4eHUU Tepanuu, TakK U BTO-
puyHo. Cnenuduyeckoe onpegenenue PL| oTcyTcTByeT
B HayyHOU JiuTepaType. TouHasi pacIpoCTpPaHEHHOCThb
PIl B monysisLMK He U3BECTHA, O4HaKO uMeHHO Pl mo-
>)KeT ObITb OCHOBHOM NMPUYMHON NEPCUCTUPOBAHUA U
peLUANBUPOBaHNSA CUMIITOMOB 3a60JiIeBaHUSA y Maly-
eHTOB, HaxoAdauuxcs Ha ctporoi AL/l Ilpu obcyxae-
HUM AuarHosa Pl fo/XKHBI ObITh UCKJ/IIOUYEHBI BCe BO3-
MO>KHble IPUYMHBI HapyLlIeHHOT0 BCacblBaHUs, IPU Ha-
JIMYHU CepoJsioTuYecKUX U reHeTuyeckux HLA-DQ map-
KepoB 3aboJieBaHUs. B HacTosiliee BpeMsl NpU3HAHBI
nABa tuna PII: Tun I 6e3 abeppaHTHbIX T-KJIeTOK U THII |1
¢ abeppaHTHbIMU T-KJIeTKaMH, 06HAPYKEHHBIMH C I10-
MOUIbI0 UMMYHOQEHOTUNUPOBAHUSA (MPOTOYHBIN LU-

TOMeTPUYECKUH aHaIU3) WU UMMYHoructoxumuu CO
TOHKOTO KUIIeYHUKa. [Ipu6JIM3UTENbHO KOJIUYECTBO
abeppaHTHBIX KJeTOK B KosindecTBe 10% cuuTaeTcs B
npejesax HopMel, cBbille 20% onpejeseHHO NPU3HA-
KoM 3a60JieBaHUS.

JAuarHoctuyeckue Kpurepuu PI],

PU 1 Tuna:

® COXpPaHANLIASACA UK pelluuBUpyolias aTpodus
BOPCUHOK, HECMOTPs Ha cTporoe cobstofenue AT/l;
eaTpodusa BOPCUHOK 10 MOAUPULIUPOBAHHBIM KPU-
TepusaAM Marsh cooTBeTCTByeT Kak MUHUMYM CTaZuu
Marsh 3A;

® LICKJ/IIOYeHbI Ipyrie NpUYMHbl IPUYUH aTpodUU
BOPCHHOK;

eHasinuue 10% abeppaHTHBIX T-K/J1€TOK B GMOIICUU
TOHKOT'O KUIIEYHHUKA;

o M3JI deHoTuI c HOpManbHbIMU ypoBHsAMU CD3, CD8
U T-KJIeTOYHBIX PeleNTOPOB.

PL 2 Tuna:

eTe ke KpuTepuHy, uTo U npu Pl 1 Tumna, Ho TpebyeTcs
Hasinuue 6oJiee 20% abeppaHTHBIX T-KJIE€TOK B 6HOIN-
CUM TOHKOT'0 KHIIIEeYHUKa;

M3JI uMeloT HOpMaJibHYI0 MOP(OJIOTHUECKYIO Kap-
TUHY, HO IPUCYTCTBYeT abeppaHTHbIN peHOTUN (HOP-
MaJsibHas 3kcnpeccuss CD103 u CD7, u oTcyTcTBUE MO-
BEpPXHOCTHBIX T-kjieTouHbIXx MapkepoB CD4, CD8 u
T-K/J1€TOYHBIX pelleNTOPOB);

3HTepomnaTus, o6ycaoBieHHas T-kKjeTouHOH uMPo-
MOH, 0JKHA ObITh UCKJIIOYEHA.

Crolikast Auapes, 60J1 B )XUBOTe, U MOTePS MaCChI
TeJla ABJSIOTCA HanboJjiee pacnpoCTpaHEHHbIMU CHM-
ntoMaMu P1I. Takxke 3a4acTyto JaHHOe 3a60JiIeBaHuE CO-
NPOBOX/IAI0T BUTAMUHHAs He0CTaTOYHOCTb, aHEMMUS],
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yTOMJIAEMOCTb, HeJOMOIraHue, 31304 bl TpOM603M60-
JUU U AyTOUMMYHHbIE 3ab0JieBaHUsl. BOJBIIMHCTBO

Taéna. 1

Jpyaue npuduHsl ampoguu 60pcUHOK 8 MOHKOM Kuue4-
Huke

ComnpoBokaaromnuecs: ysennaenueM konmndectsa MOJI:
JIAMOIIHO03
TPOITHYECKast CIIPY
mocTHH(EKIHOHHAS Jrapest
KOJUIAT€HOBAs CIIpy
HENEePEHOCHUMOCTh OENKOB (KOPOBbE MOJIOKO, COSI)

ConpoBoxkIaroIHecs: HopMaabHbIM KonuecTBoM MOJT:
TyOepKyse3 (B TOM YUCIIEe aTHITNYHBIE (POPMBI)
CIng
“MMyHOIePUIIAT
6osne3Hb Yurnia
paaualoOHHBIC SHTEPHUTHI
UMMYyHOTponudepaTiBHbIe 3a001€BaHHs TOHKOTO KMIIEYHUKA
Bonesns Kpona
903UHO(UIIBHBIN FACTPOIHTEPUT
AyTOMMMYHHas JHTEPOIIaTHs

nanueHToB ¢ PLl guarHocTHpyroTcs Ha aTane NpUco-
eJJMHEHHS HOBBIX CHMIITOMOB NIOCJIE TOJIOKUTEJBHOTO0
KJIMHWYecKoro orBeTa Ha A/l B TeueHUe MHOIHUX JIeT
(«BTopuuHasi» PII). TeM He MeHee, y 4aCcTU NaLlUEHTOB
PL] B cBs13u c oTcyTcTBUEM 3dpdekTa oT A/l MoxkeT aua-

THOCTUPOBATbCA paHO B TedyeHUe NepBbIX 6-12 mecd-
ueB («mepBuyHas» P1I).

Ha momeHT fuarHoctupoBaHus PLl cnenuduyeckue
cepoJsioruyeckve MapkKepbl (9HZ0MHU3HaJbHble AHTH-
TeJla WM aHTUTeJa K TKaHeBOM TpaHCIJIyTaMHHa3e)
y GOJIBIIMHCTBA NMallMeHTOB MOTYT GbITh OTpUILIATE b-
Hbl€, YTO TOBOPUT JIUIIb O CTPOroM cobuirofeHuu Al
[lonoxuTenbHbIE CepoOJIOTUYECKHMe MapKepbl MOLYT
npucyTcrBoBaTh y 19-30% napuenTtos ¢ P, HecMo-
Tpsl Ha cTporoe cobuogeHre Al/l, u B JaHHOM ciay4ae
NOJIOXKUTE/IbHAsA CepoJIoTUsl He [JO/DKHA HCKJ/4YaTh
Auar”Hosa PII. CtanfgapTHas BepxHsAs 3HAOCKONMUSA U
BU/JEOKAICyJIbHAasA 3H/AOCKONHUSA He SBJAITCA «30J10-
TBIM» CTaHAAPTOM OHU JIMILIb NOKAa3bIBAIOT MAaKPOCKO-
nuyeckre ocobeHHoCcTU CO TOHKOM KUIIKU - aTpoduto
BOPCUHOK U/WJU si3BEHHble JepeKThl. TeM He MeHee,
3po3uu u/unu a3seHHble gedekTol CO o6HaApy>KeHHbIE
y MalMeHTOB C BbIpa)KeHHOH CUMIITOMaTHUKOM He Bcer-
Jla MOTYT OBbITh CBSI3aHbl C BO3HUKHOBeHHeM PLI, 60J1b-
1Iy}0 poJib B JAHHOM CJy4ae UrpaloT Ha3HayeHHble
HeCcTepoH/Hble NPOTUBOBOCHAJMTEJIbHbBIE INpenapa-
Thbl U [VIIOKOKOPTUKOU/BI. fI3BeHHbIe fedeKThl Tollel
KHIIIKH B COYETaHUU C pa3MepoM fledekTa 6osiee > 1 cM
AIBJISIIOTCSA XapaKTepHbIMU NpU3HakaMu A Pl 2 Tuna.
[IpucyTcTBUe u3bBsA3BJAeHUN HoxyaspHout CO u dop-
MHpOBaHHe CTPUKTYP MOXeT NpeAnoJaraTb HajJuuue
3JI0KaYueCTBEHHbIX OCJOXXHeHUH. [IBoliHas GaJioHHas
3HTEpPOCKONUS IOMOraeT B IaHHOM ciy4dae 3$pdeKTUB-

[

IMepcucTupoBaHue WK PelUIUB KINHUKH ¢ aTpodueii BopcuHok
HECMOTPsI Ha cTporoe codaronenne AL

)

Juarno3 BepudunupoBan?

HonTBepmammne JOKa3arTeJlbCTBa:

Haauuue DQ-2 nian
Cemeiinblii aHaMHe3

N

MMo3uTuBHbIe OMA 1 TTT'A

DQS8

I'epnerndopmublii nepmatut (0uoncus)
Kaunuvecknii u rucrosiornyeckuii orser Ha AI'J[

PaccmoTpers Apyrue npu4MHbI aTpodun

)
[ I_IeJmam/m Y HEOTBETYHUKOB

IlpuynHBI He-0TBETA:
KonTamMuHanusi CKpBITBIM IJIIOTEHOM
CUBP

Muxkpockonuyeckuii KOJIUT
JIakTa3Has HeOCTATOYHOCTH

BOPCHHOK M HAJHYHMA CHMOTOMOB (Tadu.1)

m

BHIT’K
MaJsmrausanus 5 T
CooTBeTcTBYIO1IIECE erIaccHpuunpyemast
JlieueHune
A 4 OMnupHYecKas
[ PedppakrepHasi neHaKms ]a{ Ha..un'me ad0epanTHoro gpenoruna MIJI? ] [ repanus

Het

[ PejppakrepHas nennakus tanm 2 ] [ Pedpakrepnas nennakus tun 1 ]

Puc.1. AnropntmMm gnarHoctukun PL
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HO JJMarHOCTUPOBAaThb M HCKJOYATh BOCHAJHTEJIbHbIE
npolecchl U si3BeHHble AedekTbl Npu T-1MMpoMe B
TOHKOM KHIIeYHHKe y nanueHToB ¢ PLI.

Bepudukauus auarHosa Pl TpebyeT TiiaTesbHOM
OLleHKH KJIMHUYeCKUX U MOpQOJIOrM4YecKUx JaHHBIX.
JuarHos 6asupyeTcsl Ha OCHOBAaHUM yOeAUTENbHBIX
Jl0Ka3aTeJ/bCTB, [JONOJHEHHbIX UCK/IOYeHHEeM JpYyTrux
NPUYMH BO3HHMKHOBEHHUsI aTpoPUU BOPCHHOK U 3JI0-
KayeCTBEHHbIX HOBOOOpa3oBaHUM (Tabs.1l). Xotsa PI|
SIBJISIeTCA JJMAarHO30M MCKJIIOYEHUs, OHA MOATBEPXKAa-
eTcs 00'beKTUBHBIMU pe3y/bTaTaM{ J1abopaTOPHBIX U
TUCTOJIOTHUYECKUX UCCIeJOBaHUH.

[lepBBIM 11aroM B OlleHKe NOTeHIMaJbHbIX CIyJYaeB
Pl siBAsileTcA NMOATBepXKJeHUe NMPaBUJbHOCTH IepBo-
HayaJIbHOTO JyarHosa Leauakud. HeraTuBHas cepo-
JIOTMSI HA MOMEHT pPacCMOTPEeHMs BONpOca O HAJIU4YUHU
Pl He uck/OYaeT AUArHosa LieJIMaKuH, B OTIMYUE OT
crtatyca HLA-DQ, oTcyTcTBUE KOTOPOro AaeT NpaBo UC-
KJIIOYUTb JaHHbIM AuarHo3. Heo6xofuMo Takxe Mpo-
BECTH TLIATe/JbHYIO0 IPOBEPKY MpeJblAYLIHUX HUCCIes0-
BaHUU (ceposioruyeckux, Mop$osoruiueckrx, reHeTH-
YyeCKUX) UMEeBIIMX pelllalolliee 3Ha4eHUe AJis1 Bepudu-
KallMM JAWarHosa Ha HayaJbHOM 3Tale. [Ipy Hajiuuuu
JloKa3aTeJbHOTO JuarHosa LeJHWakKUU - CAeAyLIUM
3TaNoM sIBJseTCS NepecMOTp BCeX NPUYUH, IPUBOAS-
IIUX K BO3BpPaTy CUMIITOMOB 3a00JIeBaHUsl U IJIOXOTO
oTBeTa Ha Al'/] (puc. 1).

[Ipu ycTaHoBieHUU AuarHosa Pl Tpe6yeTcs rocnu-
Taau3auus Ajs KoHTpoJs Al/l, KoppeKUuu HYTPUTUB-
HOTO CTaTyca Y JieyeHUs oc0oxHeHUH. [losHOe napeH-
TepaJibHOe NMUTaHUe, KaK MpaBuJo, Heo6xoauMo y 28
- 60% nauuenToB c Pl M3-3a BbIpaXKe€HHOr'0 CUHJPO-
Ma MajibabCcopOLUK, yrpoxawilero aepuiura Macchl
TeJla U JJpyTUX NPOsIBJIeHUN CUHJApPOMA HapylleHHOTO
BcacbiBaHUs. KoHnennusa saedeHus Pl ocHoBaHa Ha
pacCMOTPEHHBIX KIUHUYECKUX CIy4astX, OTKPbIThIX 06-
CepBALlMOHHBIX WJIM MPOCIEKTUBHBIX UCCIe[0BAHUSIX.
PaH/joMU3MpOBaHHble KIMHUYECKHE HCCIelOBAaHUS He
MPOBOJUINCH B BUAY pelikoi BctpeyaemocTu PII. Kpo-
Me TOro, JUarHOCTUYeCKHe KpuTepuu 4 Pl nusmMenu-
JIUCb, U K BOIIPOCY O JIeUeHUH Heo6X0JUMO NMOAXOAUTh
C OCTOPOXXKHOCTbIO, TaK KaK HeT YeTKOro pasrpaHuye-
Hus Mexy P u apyrumu pedpakrepHbiMu cupy. i
WHAYKIMY KJIMHUYeCKONH PeMUCCUU U BOCCTAHOBJIEHUS
CO y 6oabuinHCTBA ManueHToB ¢ PII 1 Tuna cuutaeTtcs
KJMHU4YecKU 3¢ PeKTUBHBIM Ha3HaueHue NpeJHU30J10-
Ha (0.5 - 1 mr/kr/cyTku), 6yaeconua (9 mr/cyTt), uiu
coueTaHUe NMpeHU30JI0HA U a3aTUONpuHA (2 Mr/kr/
cyT). KinHUYecKU OTBET Ha CTepOu/bl HabJIOAAET-
cs1 B OOJIBIIMHCTBE C/ay4yaeB y manueHToB ¢ PI[ 2 Tuna,
O/lHAaKO BOCCTAaHOBJIEHUE CJIU3UCTOH He YCKOpSeTCH.
KnuHuyeckuil oTBeT Ha 6yneconuy npu Pl sBasercs
KJMHUYECKH ONpaBJAaHHBIM M3-3a ero 3¢p¢QeKToB, XO-
pollei NepeHOCUMOCTHU M HU3KOM YacTOThl CEpbe3HBIX
HeXeJlaTeJIbHBIX SIBJIEHUH MO0CJe KpaTKOBPEMEHHOTO
HCNo/b30BaHUsA. Takxke ObLIO ONMHCAHO KJWHUYECKOe
Y TUCTOJIOTUYECKOE yy4dllleHne NouTH y 61% nanuen-
ToB ¢ PL| mocsie mpueMa nukaocnopusa (5 Mr/kr/cyT).
Jpyrue HMMyHOJeNpeccaHTbl HWJIU OUOJIOTHUYeCKHe
npenapaTbl MCMNOJb30BaJUCh Y CTEPOHU/[-3aBUCUMBIX

NalnueHToB, BKIO4as UHPaukcuMab (5 Mr/kr/cyr), u
aneMTy3yMma6b (30 Mr aBa pa3a HeJiesto Ha 12 HeJlesb),
XOTS Ny6JIUKAIMM 006 yCIlelHO TPoJIeYeHHbIX 60JIbHbBIX
MeHbllle, yeM Heyzaad. Posib xupypruu B JiedeHuu Pl
OTrpaHHYeHa JledueHueM TaKHUX OCJOXKHEeHUH, Kak mep-
dopansa, MacCUBHOe KPOBOTeUeHHe, HENPOXOJUMOCTh
Y OHKONATOJIOTUSI TOHKOTO KHIIeYHHUKa.
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PedpakTepHa yeniakis
LO. Icbkosa

KitrouoBi ciioBa: 1iemiakisi, JiarHOCTUKA, JTIKYBaHHS

PedpakrepHa nemiakist B TaHW yac BU3HAYAETHCS SIK IIEPCUCTEHIIIS a00 penuauB aTpodii
BOPCHHOK TOHKOTO KHIICYHUKY 13 301IbIeHHM KibkocTi MEJI y XBopux Ha cyBopiit
AT/] Ginbmr 6-12 MicsimiB. Y cTarTi pO3NISIIAIOTHCS MIAXOMU 10 AiarHOCTUKH Ta JIIKyBaHHS
TAIIEHTIB 3 pepaKTEPHOIO LETIaAKIETO.

Refractory Coeliac Disease
LA. Iskova

Key words: celiac disease, diagnosis, treatment

Refractory Coeliac Disease is being currently defined as persisting or recurring villous
atrophy with crypt hyperplasia and increased intraepithelial lymphocytes in

spite of a strict gluten free diet for more than 6 - 12 months. The article considers ap-
proaches to the diagnosis and management of patients with refractory celiac disease.
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