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AnHoTaLma

IJenv. BRIABUTDH OTIMYNTENbHbIE KIIHIKO-IIN/€MIOTOT -
YecKue ¥ TabopaTopHbIe OTIMYNS BOCHATUTETbHbIX 3a00/Te-
BaHUII KMIIeYHNKA Ha (POHe MePBIYHBIX IMMYHOePUIINTOB
(TIN][) oT XpOHNYECKUX BOCHATUTENbHBIX 3a00/1eBaHMIT
xuievHuka (XB3K) y mereit.

Mamepuanvt u memoovt. Habnroganocp 46 manueHToB feT-
ckoro Bo3pacra ¢ guario3om XB3K. Bcem 65110 BhInONHE-
HO MO/THO9K30MHOe ceKBeHupoBaHue MetoroM NGS. Ilo
pe3ynbTaTaM MOTHO3K30MHOTO CEKBEHMPOBAHNA METOROM
NGS nanueHTsI ObUIM pa3iereHsl Ha 2 Tpynmbl: 1-ag rpynma
BKIII0Yana 35 manueHTos ¢ suarno3som XB3K u 2-aa rpynma
- 11 manMeHTOB ¢ MOpa)keHNeM KHUileYHuKa Ha ¢pone TV,
3akmouenne. [I11 o6ecnedeHNs BbICOKOTO KayeCTBa KU3HNI
NMaNMeHTOB NPU HATWYNM COYeTAHNA ONMCAHHBIX HAMI
CHMIITOMOB HeOOXOMMO PaccMaTpUBaTh BOIPOC O BBINOI-
HEHIN JUATHOCTIYEeCKUX TECTOB, BKITI0Uas CeKBeHNPOBaHIe,
TO3BONAIUINX BepUPUINPOBATh BPOXKAEHHDIE TeeKThbI
VIMMYHHOI1 CHICTeMbI, IPEAIOIOKNUTD ONpeeTeHHYI0 popMy
TIaTOIOTVMM KNIIEYHNKA, TOCTaBUTh NPaBWIbHBIN IMarHO3 1
CBOeBpPeMeHHO HA3HAYNTDH A/IeKBATHYIO TePAIINIO.

Summary

Aim. To reveal the distinctive clinical, epidemiological and
laboratory differences between inflammatory bowel diseases
associated with PID and IBD in children.

Materials and methods. The study comprised 46 pediatric
patients diagnosed with inflammatory bowel disease. All
patients underwent whole exome sequencing by NGS.
According to the results of whole exome sequencing by NGS,
the patients were divided into 2 groups: the 1st group included
35 patients diagnosed with CIBD and the 2nd group included
11 patients with intestinal lesions associated with PID.
Conclusion. To ensure a high quality of life for patients in
the presence of a combination of described symptoms, it is
necessary to consider performing diagnostic tests, including
sequencing, which make it possible to verify congenital defects
in the immune system, suggest a certain form of intestinal
pathology, make a correct diagnosis and prescribe adequate
therapy in a timely manner.
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KntoyeBsbie cnosa

)KCIIYJIO‘{HO-KI/IIHe‘IHI)If/I TpaKT, neTu, xponnt{ecxne BOC-
IMaJInTEeIbHbIC 3360)1633]-[]/[}1 KNIIeYHMKa, ;mapea, KOJINT,
TIePBUYHBII UMMYHOAeDIUINT.

Beenenue

Kenynouno-kumeunsrit Tpakt (JKKT) aBnsercs
OpraHOM MMMYHHOJ CUCTEMbI C OTPOMHOII IJIOILA-
IbI0 TIOBEPXHOCTY U KPYIHENIINM pe3epByapoM
muMGOLNUTOB B OpraHu3Me denoBeka. [JedekTo
TyMOPAJIbHOTO VIV K/JIETOYHOTO IMMYHUTETA MOTYT
NpUBECTN K HEKOHTPOINPYEMOMY BOCIANTeHNIO,
noBpex/eHnio cnusuctoit 06omouxy JKKT u oBsI-
IIEHHOMY PUCKY pa3BUTIA XPOHNYIECKMX MHDEKIIN-
OHHBIX, BOCIIa/INTETbHBIX, Ay TOUMMYHHBIX I fIaXKe
37I0Ka4eCTBEHHBIX 3a00/ieBaHMiT. BocmanuTenpHble
3ab0eBaHys KUIIEYHNKA — 9TO 000061IaroIuii Tep-
MVH XPOHMYECKIX BOCIIA/JNTENIbHBIX 3a00IeBaHMI
kumeunnka (XB3K), Taknx Kak sI3BEHHBIN KOIUT
(SIK) n 60mne3np Kpona (BK), koTopble MMeIOT XpOHM-
JecKoe pelyIMBIpYIOllee TedeHNe, COPOBOXKIAIOTCS
00/IbI0 B XXMBOTE, Jyapeeil, KPOBOTEYEHNEM VI CUH-
IpoMoM Majtbabcopbimm. B HacTosIee Bpems 4ncio
HalMeHTOB C BOCHAINTETbHBIMU 3a00/I€BaHUAMU
KUIIeYHNKA CPel IeTCKOTO HaceTIeHNsI HeYKIIOHHO
pactét. XB3K 00BIYHO MMEIOT KIMHIYECKNEe IPOSIB-
JIeHMA Ha BTOPOM M/IU TPeTbeM JleCATUIe TUM XKI3HI,
HO MHOTJIa MOTYT MaHU(eCTNpOBaTh 1 B M/IafieHYe-
CKOM BO3pacTe, XapaKTepM3YsACh 9acTO THKENbIM U
CTOMKMM K 6a30BOJI Tepanuy TeyeHneM 3aboneBa-
HuA. Cpenu XB3K BbIfie/ISI0T OTAEIbHOI IPYIIION
HeOTIpefie/IEHHbII KOIUT, 3200/1eBaeMOCTb KOTOPOTO
B IIOC/IefHee BpeMs pacTéT Bo BcéM mupe [1].

Bornbliryio porb B pasBUTUY BOCIIATNTETbHBIX 3a-
0o/eBaHMIT KMIIEYHNKA, @ TAK)Ke B ICXOJIE JIeYeHVIS
MAIVIEHTOB UTPAIOT HAPYLIEHNA CO CTOPOHbI IMMYH-
HOJI cucTeMbl. BocnasmurenbHble 3a60/1eBaHUA K-
LIEYHMKA Y IeTeN C JUCPETYNALNe MMMYHHO Cl-
CTeMBI — OOIeKIMHIYecKas pobreMa. VIMMyHHas
CHCTeMa ABJAETCS YyBCTBUTETbHBIM MHANKATOPOM,
BBIAB/IAIONIVIM U3MEHEHNA B Pa3IMYHBIX OpraHax
oJ BAUSHMEM IaTOJOTMYECKUX BO3MECTBUI Ha
opraHusM. B HacTosIlee BpeMsa MMMYyHHbIE 13Me-
HeHMs, OOHapy>KMBaeMble PV BOCIATUTETbHBIX
3a00/IeBaHIAX KMIIEYHMKA Y IeTell, pACCMAaTPUBAIOT
KakK (paKTop, BO MHOTOM OIIpefe/ANNi TedeHe
3a00/1eBaHMs, CIIOCOOCTBYIONUINII MO/ AEePIKAHNIO
BOCI/IUTE/IBHOTO IIpoliecca 1 CHyDKaoumit addex-
TUBHOCTD pelapaTUBHBIX Iponeccos. IlegnaTpsl,
MH(}EKIMOHUCTBI, FACTPOIHTEPOIOTH, UMMYHOJIOTI
4acTO HAOMIONAIOT MTALIMEHTOB C JAHHOII [TaTOIOTHE]L,
He nofio3pesast 06 3ToM. COTHM IIepBUYHBIX UMMY-
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Hoptepuumtos (ITV]1) 661y npeHTMPUIMPOBAHEL 1
KIaccU(UIMPOBAHBI 110 10 OCHOBHBIM KaTeTOPsIM.
Y maumeHTOB C NMEPBUYHBIM MMMYHOZEePUIIN-
TOM HapyIIeHbl UMMYHHBIE IIPOLECCHI, YTO MOXKET
HNPpUBECTU K MOBBIIIEHHON BOCIPUMMYMBOCTU K
MHQPEKLIVOHHBIM 3a00/IeBaHNAM, Ay TOMMMYHHBIM
paccTpoiicTBaM ¥ 3/10Ka4eCTBEHHBIM HOBOOOpa-
30BaHMAM. VIHpeKIMOHHasA Auapes ABIAETCSA Hal-
6oree pacIpoCTpaHEHHBIM OC/IOKHEHVEM MHOTYUX
[TM]], x0T HeMHpEKIMOHHbIE >KeTyTOYHO-KIIIIeY-
Hble PAcCTPOIICTBA TaK)Ke paCIIPOCTPaHEHbI.
AyTOMMMYyHHBIE U BOCIIaITe/IbHBIE 3a00/IeBa-
HVISL, BK/IIOYAs Y3/I0BYIO TMM(OVIHYIO TUIIePIUIa3NIo,
Le/IMAKNIO, BOCIIA/INTE/IbHbIe 3a00/IeBaHNsA KIUIIIey-
Huka (B3K) 1 nmiesyro ayuiepruio, a TakKe 3710Kade-
CTBEHHbIE HOBOOOpa3oBaHs (Halle Bcero MmmMepomy
U aJIeHOKapLHOMY), Ha0/IIOIAI0TCS Y MAIVIEHTOB C
onpenenéaubiMu tunamu ]I, Tpynnoctn ycraHoB-
JIeHA ANArHO3a 3aK/TI0YAI0TCS B HA/IMYMY OOJIBILIOTO
KO/IMYeCTBa HO30/I0rM4YecKuX GopM, pasHOOOpas3num
UX KIMHUYECKUX nposasneHuit. IlosTomy Bpadyam
HeoOXOIMMO 3HATh reHeaIornyeckyie 0CO0eHHOCTH,
BO3pacT MaHMQecTaluy, XapaKTepHble )KaT00bl 1
IaHHBIE TAOOPaTOPHO-VHCTPYMEHTA/IbHBIX METOJOB,
BK/II0Yasl IMMYHOJIOTMYECKII CTaTyC, MHOTAA MO
HOT€HOMHO€ CeKBEHMPOBaHIe, KOTOpble IIOMOTYT
IPEAIONIOKNUTD OIpeie/IEHHYI0 GOpMY HATOIOTUN
KHMIIeYHNMKa, IOCTaBUTDh IPaBUIbHBII IMAaTHO3 U
CBOEBPEMEHHO Ha3HAUMTh a[eKBATHYIO Te€paluio.
ITposiBnenus co croponsl JKKT ABsIoTCS BTOpHIMI
II0 pacnpocTpaH€HHOCTH ocnoxkHenuAamu 11V ] mo-
C71e IETOYHBIX 3a00/IeBaHMI1, TOPasKast 1O IOIOBVHBI
manyenToB ¢ [IM]] B 3aBUCUMOCTY OT UMEIOIIETOCs
3abomeBanns [3]. Hecioco6HOCTH pacmo3HaTh rexa-
it B ocHose opakenns XKKT [TN]] samepxuBaet
OUArHOCTUKY ¥ COOTBETCTBYIOIlee TedeHue, YTO
MOXXeT IPUBECTH K 3HAYUTE/IbHON 3a00/1eBaeMOCT!
u gaxe cMepTHOCTH. VIMMmyHHas cuctema JKKT co-
CTONT U3 PpU3NIeCcKNX 6apbepoB, TMMPONTHON TKa-
HJ, CBSI3QHHOJI C KMIIEYHMKOM, BTOPUYHBIX OpbIXKe-
@UYHBIX TMM(OMIHBIX OPraHOB, a TAK)XXe IMMYHHBIX
KIeTOK ¥ 6enKkoB. OHa IOCTOSHHO IIOfIBEpraeTcs
BO3JIe/ICTBMIO pPa3/IMYHBIX Yy>KePOJHbIX aHTUTe-
HOB, B TOM 4MCjie OaKTepuil, BUPYCOB U ITapa3UTOB,
a TaK>Ke Yy>KepOAHbIX NNIeBbIX OenKkoB. bamanc
MeXJy UMMYHHBIMI peaKIMAMM Ha IIaTOT€HHbIe
MUKPOOPTaHM3MBbI ¥ TOJIEPAHTHOCTDIO K HEITaTOT€H-
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HBIM MUKPOOPTaHM3MaM ¥ KOMMeHCa/IbHOI MUKPO-
6moTe HEOOXOAUM J/IA UMMYHHOTO TOMeOCTas3a B
JKKT - npomecca, KOTOPBIII 0OBIYHO CIIOCOOCTBYET
Pa3BUTUIO TONMEPAHTHOCTU. VIMMyHHas cucTeMa
JKKT B ocHoBHOM perynupyercs T-nmumdornyramuy,
B YaCTHOCTHU PETyIATOPHbIMM T-KIeTKaMM, KOTO-
pble TaK>Ke OTBEYAIOT 32 KI€TOYHBI UMMYHUTET 1
VHNLVALNIO aHTUTeH-CIeIpUIecKnx MMMYHHBIX
oTBeTOB. JleheKThl TYyMOpaNbHOTO ¥ KI€TOYHOTO
MMMYHUTETa MOTYT IIPUBECTU K HEKOHTPOMpye-
MBIM BOCIIAJIMTeIbHBIM ITPOI[eCcCaM, TOBPEXKIEHNIO
crmmsuctot 06omouxy JKKT u HOBBIIIEHHOMY PUCKY
XPOHMYECKMX BOCTIAUTEIbHbIX, ay TOMMMYHHBIX 1
37I0Ka4eCTBEHHBIX HOBOOOPa30BaHMIL.

Ienp MccnegoBaHNsA — BBIABUTD KIMHUKO-3IIN-
IeMMOTIOTMYeCKNe U Tab0paTOpHbIe OTINYMA BOC-
IaJUTe/NTbHBIX 3a00/IeBaHMII KMIIEYHNMKA Ha (HOHe
NI or XB3K y mereii.

Matepuanbl U1 MeTOAbI

B nccnenoBanme 661710 BKIOYEHO 46 MTAIMEHTOB
¢ MaHudecTanmen «XpOHNIECKNX BOCHATNTENb-
HBIX 3a00/IeBaHNI KMIIEYHNMKa» B Bo3pacTe 1o 17
JIeT BK/IIOYUTENbHO, HAXOMUBIINXCA HA JIEYEHUN B
yupexeHMsx 3apaBooxpanenus «[opoackas fet-
cKas MH(EKIMOHHAs KIMHIYecKast 00IbHILa», «4
rOpoJCKas fAeTcKasl KIMHIYecKas 60mpHuIa», «Pe-
CITyONIMKAHCKUI HAY9HO-IPAKTUYeCKIIl LIeHTP JieT-
CKOII Xupyprum», I. Munck (Pecriy6nuka benmapycn)
B nepuop ¢ 2016 mo 2023 rr. VccnegoBanue 6110
YTBEpP)XX/IeHO 3TUYECKIM KOMUTETOM YUPEeKeHUs
3apaBooxpaHeHus «lopoypckas getckas MHPeKI-
OHHasI KIMHMYecKast 6ompHMIa» T. MuHcka. VIHpop-
MMPOBAHHOE COITIaCle Ha Y4acTe B VICCTIEIOBAHNN
ObIIO MOAINCAHO 3aKOHHBIMI IIPeACTABUTENAMNI
MTaLI€HTOB.

Bcem namyeHTaM IpOBOAMIN CIEAYIOLIVE VIC-
C/IeoBaHMsA: OOLINII aHAIN3 KPOBY C IOACYETOM
YPOBHS TPOMOOLIMTOB U JIEIKOLMTAPHOI HOPMYIIBL,
ckopocTu oceganus sputpounutos (CO); 6uoxm-
MIYecKoe VICC/IelOBaHue C OIpefe/ieHNeM ypOBHS
C-peakrusHoro 6enka (CPb), MoueBUHBI, KpeaTn-
HIHA, a/IbOYMIHA, (PYHKI[VIOHA/IbHBIX TECTOB IIe4eHN
(AnAT, AcAT); bepputns, 6em0K, anbOYMMH.

J71s1 mpoBeeHNs MOIEKY/ISIPHO-TeHETUIECKOTO
uccnenoBanys 6pi1a ucnonbzosana JJHK mpo6anpa,
BBIJIe/IeHHAs 13 JeViKouToB kposu. Obpaszer; JHK
OBbII MCCTIeOBAaH METOZOM BBICOKOIIPOU3BOUTEb-
HOTO CeKBEHMPOBAHMS C UCIIOTIb30BAaHVEM CeKBeHa-
topa «Illumina». BapuanTs! kmaccupuumpoBamics u
COO0Ia/MNCh HA OCHOBE PYKOBOSALINX IPUHIUIIOB
AMepuKaHCKOTO KOJIIe[PKa MeIUIIVIHCKON TeHeTUKI
VI TEHOMMKY U ACCOLMALIY K/IMHIYECKOM T€HOMHBIX
uccnegosanuit (ACMG/ACGS) [5].

10

Ha6nionaemble manyeHTs! ObUIN pasfie/ieHsbl 0
BO3PACTY COITIACHO K/IacCUPUKALVIN, TIPELIOKEHHOI
3apyOe>XHbIMM aBTOPAMH, Ha C/IeAYIOLIe IO/TPYII-
nbl: B3K ¢ gerckum Hayanom u reborom 3aboeBa-
HYA B Bo3pacte 1o 17 net; B3K ¢ panHum Hauanmom
B Bo3pacte jo 10 et (EO-IBD, early-onset); B3K ¢
OYeHb PaHHUM Ha4ajioM 1 je0I0TOM 3ab0/IeBaHMs B
Bo3pacte ¢ 2 1o 6 et (VEO-IBD, very early-onset);
B3K ¢ Haua/sioM B paHHeM Bo3pacTe 1 1e0I0TOM 3a-
6oneBanus B Bodpacte no 2 et (I0-IBD, Infantile-
onset IBD) u B3K ¢ nebr0TOoM B HEOHATA/IBHOM II€e-
puope B niepsble 27 gHeit xusHu (Neonatal IBD) [6].

CraTtuctuyeckme mMeToapl 06paboTku pesynbTaToB

Ha nepBoHauanbHOM 3Tare NPOBOAMIICA aHa-
JIVI3 COOTBETCTBUS KOJIMYECTBEHHBIX ITOKa3aTeein
3aKOHY HOPMa/IbHOTO paclpefie/ieHN s, KOTOPbIit
BBITIOJTHATICA C UCTIONb30BaHMeM kputepus lllamnm-
po-Yuka. [TockonbKy B HacToAIIeM UCC/IeOBaHUN
KOJIMYeCTBEHHbIE TTOKa3aTe/N He MOMYMHSAIUCD
3aKOHY HOPMaJIbHOTO pacIipefiefieH)s, B pacyéTax
UCIIO/Ib30BaHbl HellapaMeTpuyecKyie MeTOfbI OIN-
caTe/IbHO I CPaBHUTENbHO CTaTUCTUKI.

KonnyectBeHHbIE TTOKa3aTe/NMM UCCIENOBaHM A
IpeaCcTaBleHbl MeAVAHO U KBapTUIAMU B BUJE
Me [Q25; Q75]. CpaBHeHMe KONMMYECTBEHHBIX I10-
Ka3aTejieil IPOBOAUIOCH C IOMOIIbI0O KPUTePUs
ManHa-YutHn.

KavecTBeHHbIe ITOKa3aTeN IpefiCTaB/leHbl Ya-
CTOTaMI U NpoljeHTaM B rpyne. Ilpu nccnenosa-
HUY TaO/INI| CONPSHKEHHOCTY MCIIO/Ib30BAICS KP-
Tepuil X-KBaJpaT, B ClIy4ae HapylleH)s peJIono-
JKeHUII, JIeKAIUX B OCHOBE KpUTepUs XU-KBaApar,
UCIIOTb30BAJICA TOUHBIN KpuTepuit Pumrepa.

Bce pacuéTbl NIpOBOAMINCH B CTATUCTUYECKOM
nakete R, Bepcus 4.1. PesynbraTsl aHanm3a cumra-
JIUCh CTATUCTUYECKU 3HaUMMbIMU 1pu p<0,05.

P63yﬂbTaTbI ncecnenoBaHusa
B pesynbTare mpoBeJieHMA TIOTHO9K30MHOIO CEeK-

BEHUPOBAHMA Mbl YCTAHOBWIM, 4TO 11 ManneHTOB

UMeNN TeHeTUYeCKMe TIOJIOMKH, KOTOPble BXOJAT

B crepytomye rpynnsl [IM]] cormacuo knaccudn-

KallUM, IPEIIoKEHHOM MeXXTyHapOIHbIM COI030M

uMMYyHosorndeckux obmects (International Union

of Immunologic Societies, IUIS) ot 2022 1. [7]:

1. ViMmyHOpe pUIITEI, BIVAIOLIME HA K/I€TOYHbII 1
TyMOpPa/IbHBII UMMYHUTET: T-B+ TAk€MbIll KOM-
OvHMpOBaHHBI UMMYHOAeduNT; T-B-TsDKENDIN
KOMOVHVPOBAaHHBII UMMYHOAepUIINT; KOMOU-
HYPOBaHHBII UMMYHO[ePUIINT, KaK IPaBUJIO,
MeHee I7TyOOKIIL, YeM TsDKEbI T KOMOVHMPOBaH-
HbII UMMYHOfepuunT (rpynma 1 ITVT).
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2. IIpermy1ecTBeHHO HeUIIUT aHTUTEN: TSHKENTOe
CHIDKEHME BCEeX M30TUIIOB CHIBOPOTOYHOIO MM-
MYHOITIOOY/IVHA C BBIPQ>KEHHBIM CHVDKEHUEM VTN
OTCYTCTBMEM B-KjeTOK, araMMarno0yImHeMus;
TAXENOE CHMDKEHME KaK MUHUMYM 2 U3OTH-
II0B CBIBOPOTOYHOT'O IMMYHOITIOOY/IMHA C HOP-
Ma/IbHbIM M1 HU3SKUM KOJIMYECTBOM B-KIIeToK,
OBMH (rpynma 3 ITV]).

3. bonesHy MMMYHHON BUCPETYIALVNA: PETYIATOP-
Hble leexTnl T-knerok (rpymmna 4 TIN]T).

4. Bpo>xiéHHblIe ieheKThbl KOMMYecTBa M GyHKIVN
¢arouuros (rpymma 5 ITN]T).

JIns aHanM3a pesynbTaToB IONTyYeHHbIX JAHHBIX
Hab/mofjaeMble TAIMeHThl OBIINM pasfeneHbl Ha 2
TpyNIbl: 1-as Tpymia BKIOYana 35 MalMEeHTOB C
nuarHo3oM XB3K u 2-ad rpynma - 11 manmeHToB ¢
HopaKeHMeM KuieyHyuka Ha ¢pone [TV]I.

CpaBHMTE/TIbHASA SIMIEMUO/IOTYECKAs XapaKTepy-
CTMKA MTAI[VIEHTOB JIBYX I'PYIII ITPeICTaB/IeHa B TaOM. 1.

Kak BMIHO 13 IIpeiCTaBIeHHBIX JaHHbIX Ta0L. 1,
OTMeYaeTCsl CTaTUCTUYECKM 3HAYMMOe Pasindie 1o
BO3pacTy MaHMdecTanyuy 3aboneBaHnA y MauyeH-
TOB JBYX TPYII, Y 2-0Ji TPYIIIBI MefiMaHa BO3pacTa
MaHngectanyuy 3aboneBanns coctasmia 1 [1; 11,5]
Mecsl, B OT/IM4Me OT MallYeHTOB 1-0if TPyNIbl, y
KOTOPBIX MefiuaHa Bo3pacta — 30 [20; 65] MecsIes.
B 1-o71 rpymIie nanyeHThl paclpefeInanch CIefyo-
M 06pa3oM: B BO3pacTe OT 28 [Heil 10 2-X jieT — 14
(40,0%), ot 2-x mo 6-tu et — 12 (34,3%), ot 6-Tn
1o 10 net - 2 (5,7%) u crapure 10 net - 7 (20,0%)
nanyueHToB. Bo 2-0if rpymiie 60/IBIIMHCTBO MaLM-
€HTOB OBIIO B BO3pacTe OT 28 JHeil 10 2-X jeT — 9
(81,8%) n mo ogrOoMy (9,1%) manmeHTy — B Bo3pacre
710 28 gHEeN U OT 2-X 0 6-TU JIeT COOTBETCTBEHHO.

Takum o6pasom, y 6onbiumHCTBa HanueHToB ¢ [IN]]
KIuHn4eckne nposasnennsa B3K nHabmopganucy B
BO3pacTe 10 24 MecsAnes — 10 (90,9%), B oTIM4IME OT
nauyeHTos 1-oit rpynmsl (p=0,029).

ITo reHiepHOMY IpPM3HAKY Pa3INyuMil MEXAY
rpynnamu He BbisBIeHO (p=0,231).

B 1-o11 rpynme HabmoneH st TepBUYHBII MaTHO3
6onesnu Kpona guarnoctuposan y 13 (37,1%), s13-
BeHHbII KomuT (SIK) -y 15 (42,9%) 1 Hey TOYHeHHBI
Kot -y 7 (20,0%) maumenTos. Bo 2-i1 rpymiie Bce
11 (100%) naIyeHTOB Cpasy VMey IepBUYHBIN Aya-
rHo3 SIK (p=0,004).

Ha ocHoBaHuM onpoca manueHToB BefyIiel
XKam000J1 ITpM YCTAaHOBJIEHNM AMATrHO3a KaK Y MaIy-
€HTOB 1-0J1 IPYIIIbI, TaK 1 Y IIALIEHTOB 2-0J1 TPYIIIIbI
ABJIANIACH TIPYIMECh KPOBU B CTYJIe, KOTOpast HaO/o-
manach y 25 (71,4%) B 1-oit rpynne n y 10 (90,9%)
HalyeHToB — Bo 2-oii rpymnne (p=0,360). CormacHo
HaHHBIM muTepaTyphl, XB3K nmetor xpoHnyeckoe
penynBuUpYyIollee TeYeH)MEe M COPOBOXAAOTCA
007IbIO B )KMBOTE, inapeeri ¢ KPOBBIO U CUHAPOMOM
Manbabcop6buyn [3]. CpaBHMTeIbHAS KIMHIYECKAs
XapaKTepUCTHKA MAIVIEeHTOB ITPeCTaB/IeHa B TA0I. 2.

Kak BUIHO U3 IIpeficTaB/IeHHbIX JAHHbIX Ta0I. 2, Y
TAIMEHTOB B [IBYX IPYIIIaX HAO/TI0a/ICA YYaIEHHbIN
XKMIKMIL CTYI, TIpY 3TOM OT 3 Jio 5 pa3 'y 12 (34,3%)
IAIVIEHTOB B 1-0J1 IPyIIIe ¥ HY Y OJHOTO MalMeHTa
2-oit rpymnmel, oT 6 g0 8 pa3 -y 11 (31,4%) ny 6
(54,5%) maryeHTOB COOTBETCTBEHHO, 60yiee 9 pas3 — y
4(11,4%) n 5 (45,5%) maLMEHTOB COOTBETCTBEHHO.

Takum 06pa3oM, 110 JaHHBIM HaIIIETo VICCIe0Ba-
HIA, /I TTAIVIEHTOB C IOpa)KeHMeM KMIIeYHIKa Ha
¢done IV oTIMYNTENBHBIM IPU3HAKOM OKa3asIcs
JaCTBIN XXUJKUI CTYI OT 6 pas u 6onee (p=0,006).

Tabnuua 1. CpaBHuTENbHAs 3NUAEMUONOTMYECKas XapakTepUCTUKA IBYX FPYNM NaLMEHTOB C MOPaXEHWEM KMLLEYHMKA

[TapameTpnl 1-asg rpynmna B3K, n=35 2-arpynma II/]], n=11 p
Bospact manndecrauyn 3abonesanus, mec., 30 [20, 65] 1[1,11,5] <0,001
Me [Q25; Q75]

B TOM 4ucne, n (%) 0,029
nepBble 27 nHeit (<28 nHerr) 0 1(9,1)

28 mHeit - 24 Mecsna 14 (40,0) 9 (81,8)

25 mecsLeB — 72 MecAla 12 (34,3) 1(9,1)

73 mecsana — 120 Mecs1eB 2 (5,7) 0

121 mecar — 204 MecsA1eB 7 (20,0) 0

ITom, n (%) 0,231
Manbunku 22 (62,9) 4(36,4)

IeBoukn 13 (37,1) 7 (63,6)

[TepBuuHbIi guaruos, n(%) 0,004
Bonesnu Kpona 13 (37,1) 0

SI3BeHHBbIIT KOTUT 15 (42,9) 11 (100,0)

HeyTO4YHEHHBIN KOTUT 7 (20,0) 0
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V3 gpyrux >kanob B HalleM MCCIEOBAHUN Y
HAIIeHTOB IBYX IPYII C OJMHAKOBOI YaCTOTOI
Habniofancs 6oneBoit cuuagpom — 32 (91,4%) u
10 (90,9%) maineHTOB, ACTeHUYECKUIT CUHAPOM
-y 23(65,7%) u 8 (72,7%) malleHTOB COOTBET-
CTBEHHO. BHeKuIIeYHbIe TPOSIB/IEHNS BHIABIISAINCH
OJVIHAKOBO pefiko: Habmomanuce y 2 (5,7%) manu-
eHTOB 1-oit rpynnsl n y 1 (9,1%) maumenra 2-oit

Tabnuua 2. CpaBHUTENbHAS KIMHMYECKAS XapaKTEPUCTMKA NALMEHTOB

rpynnsl. [TapapekTanbHble NpOABIEHNA OBIIN
KpaliHe pefku. Jlonsd maliMeHTOB ¢ NPUMECHIO
KPOBM B CTy/Ie Obl/Ia BBICOKA KaK y MAIL[MEHTOB 1-i1
rpynmsl — 71,4%, Tak 1 y IaLMeHTOB 2-11 TPYIIIIbI
-90,9% (p=0,360).

VI3MeHeHNsA B KPOBM CO CTOPOHBI OMOXMMMYe-
CKUX U IeMaTOJIOTMYEeCKMX TI0Ka3aTesieil pefCcTaB-
JIeHBbI B Ta071. 3.

Benyue >xamo6bl Ipy yCTaHOBIEHNI 1-aa rpynma B3K, 2-a rpynma IV, p
muarHosa, n (%) n=35 n=11

[TprMecr KpOBU B Kaje 25 (71,4) 10 (90,9) 0,360
Y4aménHbI )KUAKUI CTYI: 0,006
3-5pas 12 (34,3) 0

6-8 pas 11 (31,4) 6 (54,5)

9 u 6oree pas 4(11,4) 5 (45,5)

3anop, n(%) 1(2,9) 0 >0,990
BoneBoit cuHapoM 32 (91,4) 10 (90,9) >0,990
ACTeHMYeCKUI CUHIIPOM 23 (65,7) 8(72,7) >0,990
[TapapekTasibHbIe IPOSIBIEHNS 2 (5,7) 0 >0,990
BHexnmeaHbie TpOsIB/ICHUS 2 (5,7) 1(9,1) >0,990

Tabnuua 3. CpaBHUTENbHAs XaPaKTEPUCTMKA OMOXUMUYECKUX M reMaTONOrM4ecKIX nokasarenei y nauveHToB

IToxasarenu

1-ag rpynna B3K, n=35 2-arpynna I[IM]I, n=11 p

AnpbymuH, r/1, Me [Q25; Q75] 46,9 [42,3;48] 36,4 [31,8; 40,7] 0,003
Anp6ymus, /1, n (%) 0,005
HIKe HOPMBI 4(11,4) 6 (54,5)

HopMa 30 (85,7) 4(36,4)

BbIIIle HOPMBI 1(2,9) 1(9,1)

IMosbiuenne CPB, n (%) 11 (31,4) 8(72,7) 0,038
CPB (ynbt. Mr/n), Me [Q25; Q75] 2 [0,5; 9,8] 16 [7,2; 41,7] 0,007
Temorno6us, r/in, m+SD 112 +13 99 +5 0,002
CHipKeHMe TeMOrIo0Ha HIDKe HOPMBI, 22 (62,9) 11 (100,0) 0,045
n (%)

Tpom6ounts 10°, m+SD 356 + 81 232 £128 <0,001
YpoBeHb TpoM6OIIUTOB, N (%) 0,001
HIDKe HOPMBI 0 4(36,4)

HOpMa 30 (85,7) 7 (63,6)

BbIIlle HOPMBI 5(14,3) 0

AputporuTsl, 102, m+SD 43+0,5 4,4+0,8 0,626
JleitkormTsr, 10°, Me [Q25; Q75] 7,5 [6,3; 9,6] 7,7 [5,8; 9,2] 0,652
JleitkoruTos, n (%) 0,113
HIDKe HOPMBI 0 1(9,1)

HOpMa 27 (77,1) 6 (54,5)

BBIIIIE HOPMBI 8(22,9) 4 (36,4)

CO3,n (%) 0,044
HIDKe HOPMBI 0 1(9,1)

HOpMa 21 (60,0) 9 (81,8)

BbIIlle HOPMBI 14 (40,0) 1(9,1)
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Mper ormeTunu, 4to y 30 (85,7%) manyeHTOB
1-o07t TpynIBI a1bOYMIUH ObIT B HOPMe CTaTUCTH-
yecky 3Ha4uMo 4aite (p=0,005), a runoanboymmn-
HeMus Habmofanach Tonbko y 4 (11,4%) meteit.
HanpoTus, y 60/1bIINHCTBA TALMEHTOB 2-0¥1 IPyII-
bl - 6 (54,5%) Habmoganach TMIOATbOYMUHEMNS,
a B IIpefie/IaX HOPMBI a/IbOYMUH OBIT TONBKO y 4
(36,4%) mauneHTOB. [I0CKONBKY IOpa>keHNA KI-
HIeYHMKA BIUAKT Ha OTHOCUTEIbHOE KONMYECTBO
anpbymunHa 1 rnobynuna (A/T), coorHomenne A/T
MOJKeT YKa3aTb Ha IPUYMHBI M3MEHEHN yPOBHA
6enka y nmanuenrtos c [1V]I, Bkao4yas norepio
6enka B JKKT.

I[ToBpienue yposus CPB varue (p=0,038) 65110
XapaKTepHO J/I MalMEHTOB 2-0i IPynmel — y 8
(72,7%), 4TO OTIMYAET UX OT MAL[MEHTOB 1-0i1 rpyn-
Ibl, Y KOTOphIX nosbinieHne CPb, xak mapképa
BOCIaj/eHNs, Habmoganoch Tonbko y 11 (31,4%)
HaleHTOB.

CpenHuil Iokasarenb reMOITTOOMHa ObIT HIDKe
y manueHToB 2-0i rpymmsl (p=0,002) u cocTaBun
99+5 r/n, Taxke y Bcex 11 manjmeHToB 2-0J1 TPYIIIbI
ObI/Ta aHeMNA B OT/IMYME OT ITALMEHTOB 1-011 TpyII-
IIbl, Y KOTOPBIX YPOBEHDb IeMOTITOOMHA COCTABIII
112+13 r/n n anemus umena mecto y 22 (62,9%)
HaIeHTOB.

Pasnuumnii co cTOpoOHbBI KONMYECTBA 3PUTPO-
IIMTOB, JIEMKOI[MTOB, OTHOCUTE/IbHOTO COflepKa-

Tabauua 4. CTpykTypa CONYTCTBYIOLLEN NATONOMMW B rpynnax naumeHToB

HYA TMMQPOLNTOB, B IBYX T'PYIIIIAX He BBIABJICHO.
TpombonuuTonenns 6bia XapaKTepHa AJIA IaLu-
eHTOB 2-o11 rpymis! (p=0,001). CO3 Bblie HOPMBI
yale HabM0/[a/IoCh y MAl[MeHTOB 1-0J TPyIIIIbI
(p=0,044).

JI3ydeHa CTPYKTypa COIy TCTBYIOLIET TaTONIOTUN
B IIByX I'PYIIIIaX, KOTOpas MPeACTaBlIeHa B Ta0I. 4.

[Tomry4yeHHbIe JaHHBIE YKA3bIBAIOT, YTO ATOMMN-
YeCKMil JepMaTuT, ajulepruieckue 3ab6oneBanns,
aTO3HDIN CTOMATUT U 3PO3VBHAA IACTPORYOECHO-
HaTVA C OfVIHAKOBOII YaCTOTOI IPUCYTCTBYIOT y Ia-
LMEHTOB B IBYX IPyNIax. ¥ MallMeHTOB 2-0J IPyII-
bl CTATMCTUYECKM 3HAYMMO 4Yallle HaOIofanich
B3H (y 10 (90,9%, p=0,002), 3afep>kka MOTOPHOTO
passutus (y 9 (81,8%), p<0,001), matonorus co
CTOPOHBI OpraHoB Abixanus (y 4 (36,4%), p=0,034),
KT (y 5 (45,5%), p<0,001) n gucnankpearusm (y
5 (45,5%), p=0,002).

[Ipu ynbTpasByKOBOM UCCIIEJOBAHNI OPIaHOB
OPIOIIHOJ ITOTIOCTH Y BCEX IALMEHTOB 2-0¥1 TPYIIIbI
BBIABIIANM TrenaToMerannio (p<0,001) u creHo-
Merammio — y 7 (63,6%, p<0,001) B oTinume oT ma-
IIVIEHTOB 1-0J1 IPYIIIbI, Y KOTOPBIX IeIllaTOMeTalns
Habmopnanack y 10 (28,6%) u cruieHoMeramms — y 2
(5,7%) naumenToB. MeseHTepnanbHasA miMdaeHo-
HaTyA HabTI0AIach C OAMHAKOBOI YaCTOTOI B IBYX
rpynnax: y 20 (28,6%) n'y 4 (36,4%) manyeHToB co-
OTBETCTBEHHO, p=0,391 (Tabmuia 5).

ConyTcTByIolIas MaTonorusa 1-ag rpynma B3K, 2-a rpynma I[N, p
n=35 n=11
ATonmyeckuit lepMaTUT 9 (25,7) 2(18,2) 0,916
Anneprudeckue 3a60meBaHus 12 (34,3) 3(27,3) 0,949
Anemus 21 (60,0) 11 (100) 0,037
BenkoBo-aHepreTnyeckas 11 (31,4) 10 (90,9) 0,002
HEJOCTaTOYHOCTh
3afiep>kka MOTOPHOTO Pa3BUTHS 2 (5,7) 9 (81,8) <0,001
[Taronorust OpraHoOB AbIXaHUS 2 (5,7) 4 (36,4) 0,034
ITaronorus YKKT 0 5 (45,5) <0,001
JcraHKpeaTusm 1(2,9) 5 (45,5) 0,002
AdrosHblit cTOMAaTUT 3(8,6) 1(9,1) >0,990
Ipo3uBHAS TACTPONYOIEHOMATHS 1(2,9) 0 >0,990

Tabnuua 5. PeaynbTathl ybTPa3BykOBOr0 UCCNEA0BAHMS OPraHoB OPIOLLIHOI NONOCTH

IIpusnHak 1-as rpynma B3K, 2-a rpynma [N, p
n=35 n=11

lenmaToMeranms 10 (28,6) 11 (100) <0,001

CnneHomeranns 2 (5,7) 7 (63,6) <0,001

MesenTepuanbHas muMbameHOMATHsI 20 (57,1) 4 (36,4) 0,391
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06cyxaeHue

Pe3ynbTaThl Hallero MccIeOBaHN COINIACYIOTCA
C JAaHHBIMM JIPYTVIX aBTOPOB, KOTOPbIE IIPY ITOpaKe-
Husix JKKT, ocobenno B cnyqasx B3K, ormeuaror
OYeHb paHHee Hava/lo 3a00/IeBaHNs, YTO SB/IAETCS
IPY3HAKOM, B 3HAYNTE/IbHOI CTeIIeHN YKA3bIBAIOLIVIM
Ha Haymrawe [TV [8]. CormacHo muTepaTypHBIM NC-
TOYHNKAM, ITALIMEHTHI C ONpe/ie/IEHHBIMY TUIIAMI
[IM]] (Hampumep, medeKTaMy aHTUTEN U XPOHU-
YeCKUM I'paHy/lIeMaTo3HbIM 3aboneBanneM (XI'B))
HIO/IBEPTalOTCSA MOBBIIIEHHOMY PUCKY pasBuTusa B3K
TI0 CPAaBHEHNIO C IMMYHOKOMIIeTEHTHBIMY JIMLIaMuL. B
pAfe MCCIeIOBAaHMII JOKa3aHO, YTO CYIIeCTBYeT Iepe-
cedeHIe TeHOB, KOTOPbIe CIOCOOCTBYIOT Pa3BUTHIO
[T ]I n xpornueckomy Bocmarenno JKKT [9].

[IpuMepoM paHHero Hayajna BOCIIATINTETbHO-
ro 3a60eBaHMs KMLIEYHKA ABIAETCS TSXKEBIN
KoMbuHMpoBaHHbII nMMyHofedunut (TKIMH),
KOTOPBIJI XapaKTepu3yeTcsa HapyLIeHMeM Kak
KJIETOYHOTO, TaK ¥ TYMOPAJIbHOTO UMMYHHUTETA B
pesynbTaTe pasnM4YHBIX e(eKTOB B Pa3BUTUU U
¢dyHnkmoHNpoBanny T-, B-K/1eTOK 1 ecTeCTBeHHBIX
K/IeTOK-KnepoB. Kak mpasuo, manyenTs: ¢ TKMH
UMEIOT KIMHUYeCKNe IIPOSABIEHNS B BO3pacTe IO
TPEX MecsIeB U 6e3 TPaHCIVIAHTALMY TeMOII09-
Tudecknx cTBonoBbiX KneTok (TTCK) o6biuyHO He
TOXKMBAIOT /IO TOfIa M3-3a TKENBIX 1M OIACHBIX /LA
KU3HM MHpeKuuit. JpyrumM npuMepoM ABIAeTCA
meduut X-ClelIeHHOTO NHIMOUTOPa alonTo3a
(XIAP), Tak:Ke U3BECTHBIN KaK X-CIlelIeHHbI
mmMdonpomudeparnBHbli cuHapoM 2 tuna (XLP2),
XapaKTepu3YIoLNIicA MoBbIeHHbIM puckoM B3K ¢
npusHakamy BK [10]. B3K, cBasannbit ¢ gedunnu-
toM XIAP, 4acTo ObIBaeT TAKENIBIM M YCTOMNYMBBIM K
JIeKapCTBEHHBIM CPeJCTBAM I ABJIAETCSA IPUINHON
cMeptu y 10% naunentos [10]. Abcreccsl Kpumr,
TPaHy/IEMBL I U3BA3BIIEHNA MOTYT IOPa’KaTh BeCh
JKKT. Coo6111a/10¢h 0 peMyccuy CUMITOMOB CO CTO-
poubl JKKT nocne TTCK, 4To TakKe CBUETeIbCTBY-
eT 0 fiedekTe KpoBeTBOpeHUs B ocHoBe B3K [11].

ITo faHHBIM HAIIETO VICCTIEOBAHIIA, Y ITAIIVIEHTOB
C mopakeHueM KuuieyHuka Ha ¢poue ITV]] nabro-
[JICS YaCThIIT XXUAKWUIL CTYT OT 6 1 6oree pas. Co-
IJIACHO JINTEPATYPHBIM JAHHBIM, TUIIYHbIE IPOSIB-
nenys pasnndnblx Tnnos [TN]] ¢ nopaskennem JKKT
BK/IIOYAIOT TPYAHOM3/IEUVIMYIO iVapel0, HapylleHye
BCACBIBAHNA, HEJOCTATOYHOCTD IIIIeBAPEHNA WIN
B3K [8]. J)KKT ocnmoxxHeHNA perncTpupyorcsa y
20-60% maryeHToB ¢ 0611elt BaprabebHOI MIMMYH-
Hoit HegoctaTouHocTbio (OBVH), nmpu atom vacro
HabmoaeTcs nsonuposanHoe nopaxenue JKKT
[12]. ITpn OBMH pnapes ABnAeTca Hambomee pac-
IPOCTPAaHEHHBIM CHMIITOMOM, 32 KOTOPBIM C/IefyeT
HapyIlIeH)e BCACBIBAHNA I IIOTEPS MAacChl TeA, YTO

14

HanoMuHaeT bK. YacroTa >kenyqo4yHO-KUIIEYHBIX
OCJIOKHEHMIT OTMedaeTcsA 6OIblile y MaIlIeHTOB C
OBMH u myTanmeit B TeHax, y4acTBYIOIINX B aK-
tuBanyy curHanpHbix myreit PI3K-AKT (PI3KCD,
PI3KRI) n pedexTHbIX curHanbHbIx nyteii NFKB
(NFKBI, NFKB2) [2]. Y manmuenTos ¢ OBVH moxxer
PasBUTBCA LieNMAKNUA WIN CIPY-TI0f00Has 60/1e3Hb,
HIPOABNAKLIAACA AMapeeii, B3AyTUeM XXUBOTa, TA-
XE€moit ManpabcopOimeit u norepeit Beca. Incro-
IaTOIOTMYECKME UCCTIENOBAHNA TONCTON KUIIKU Y
nanuenTos ¢ OBVH cornacyroTcs ¢ TakoBbIMU ITPU
B3K, o y manuentos ¢ OBVH moryTt HabmogaTbes
HEKOTOpbIe pasIndyusA, B TOM 4¥c/Ie 0Oue amorm-
TOTUYECKUX KJIETOK, OTCYTCTBME I1/1a3MaTUIeCKUX
KJIETOK B COOCTBEHHO! I/IACTMHKE U OTCYTCTBUE Ipe-
o6mamaHNsA 303MHO(UIOB, KaK 3TO OTMEYEHO B He-
KOTOPBIX MIMMYHOKOMIIETeHTHBIX crny4dasax B3K [8].

Y manueHTtoB ¢ cungpomoM OMeHHa (ayTo-
comHo-peneccuHaa Gpopma TKMH) nmeer mecto
XpOHMYECKas Jjuapes C O4eHb PAaHHMM HayajioM,
OTCTaBaHMe B Pa3BUTUM, JeDUIUT MacChl Tena
U relaTocIyieHoMeranusA. X-clel/ieHHas araM-
Marno0yIMHeMMs, XapaKTepu3youmaacsa fedeKr-
HBIM pa3BUTUEM B-KIeToK, BCIencTBME MyTalUK
B TMpo3uHKknHase bpyrona (BTK) npusogur x
HeJOCTaTKy 3pe/blX B-kmeTok 1 BbIpaboTKe MM-
MYHOII0Oy/IMHOB. KIMHMYeckn 3T0 mposABIAeTCsa
XPOHMYECKOI IMapeelt, yXyALeHeM BcacblBaHA. B
TUTEPATyPe ONMCAHO HECKONBKO CTY4aeB TAKENBIX
HeJIPOT€HHBIX OC/IOKHEHMI, BbI3BAHHBIX BUPYCOM
Kokcaku u axoupycom [13]. EcTb coobujenus o
HapyUIeHU UMMYHHOI PeTy/IALMM TOHKOM KUK,
KOTOpas XapaKTepu3yeTcs CTPUKTYPaMIU U TPaHC-
MYpanbHBIMU TpelljMHaMy, HanoMuHaomumu BK,
u3-3a runomopdueix myranuit BTK. Ognako npu
3TOM MOPQOIOrNIeCcK) OTCYTCTBYIOT IPAHYIEMBI U
mIasMaTudeckye kKnetkn [13]. nurenbHas u peny-
AuBUpYIolasa MHGEKIMOHHAA Auapes Hab/ofjaeTcs
y TI0JIOBMHBI NAIIIEHTOB C CUHPOMOM TUIIEPUMMY-
HOTI06y/mHa M, KOTOPBIN TaKXKe XapaKTepu3yeTcs
OTCTaBaHNMEM B Pa3sBUTUM U IOTEPeil MACcChl Tesa.
Cpeny MHQEKIVIOHHBIX TATOT€HOB Hanbosee 4acTo
BcTpevyaeTcsa C. parvum, HO TaK)Ke MOTYT ObITh
obHapyxeHs! G. lamblia, Salmonella, Entamoeba
histolytica, Campylobacter, Cryptosporidium u poTta-
BUpYcC [14]. OmHAKO OTBETCTBEHHBI ITATOTEH MOXKET
0CTaBaTbCA HEM3BECTHBIM IIPMMEPHO B IOJIOBYMHE
cmy4aeB. B uccnenoBannum, BKIoYaBuieM 79 manm-
€HTOB C X-ClLIeI/IEHHbIM CHH/[POMOM I'UIIEpPUMMY-
Horno6ynmHa M, y 5 pa3BuIcs IpOrpeccupyommit
CKJIEpO3MPYIOLINII XOTTAHTUT, U IIPEJIII0/Iaraoch, 4YTO
C. parvum ABnANach NPUYMHONM B YETHIPEX CIyda-
Ax. Jlepuunt munononucaxapyui-4yBCTBUTETbHBIX
6enkoB (LRBA) 1 IIMKOIPOTENH IIUTOTOKCHYECKIX
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T-mumdornyros 4 (CTLA4) BBI3BIBAIOT ay TOCOMHO-
PpereCCUBHBII KOMOVHVMPOBAHHDII IMMYHOA,eDUIIUT
C TSDKEIBIMY Ay TOMMMYHHBIMU Y BOCIIAJIUTE/IbHBIMMU
nposABIeHuAMY, BKIodasd B3K n ayronMMyHHbIe
LUTONEHNN. Y JJAHHONM KaTeropuy NalyeHToB Xpo-
HUYeCcKas Jjuapes ABAAETCA YACThIM M TAXKEIBIM
cumnTomMoM [15]. [lepuunut OCHOBHOTO KOMIIIEKCa
rucrocopMmectTumoct (MHC) II xmacca mam cus-
APOM TO/BIX TMM(OLUNTOB IPefCTaBAACT COOOI
KOMOVHMPOBAHHbII MIMMYHOJe(PUIINT CO CHIDKe-
HueM T-XenmepHBIX KI€TOK, HOPMaJlbHbIM UK
CHIDKEHHBIM YPOBHEM VIMMYHOITIOOYIIIHOB B CBIBO-
poTke u orcyrctBreM akcrpeccuyt MHC II Ha nmum-
¢oryrax. OCHOBHBIMM ITPOABIEHUAMM CO CTOPOHBI
JKKT 'y 30-40% nanyeHTOB ABIAITCA XpOHMYECKas
nuapes us-3a nHpexuym C. parvum, TeraToMeranms
U IIporpeccupyoliee 3ab0eBaHye IedeHn / xKede-
BBIBOZAIVX ITyTett. Heckombko apyrix KoM6MHMpoO-
BaHHBIX IMMYHO/,e(DMILIMTOB MOTYT TaKXe MapKVpO-
BaTbcsA paccrporictBamy co ctoponbl JKKT. K aum
OTHOCATCA AePUINUT MHAYLMPYeMbIX T-K/IeTOYHBIX
kocTumysTopoB (ICOS), KOTOpBIiT COITPOBOXKAAETCS
B3K, ractposHTepuTOoM, AeULNTOM IIepPeHOCIMKA
maraus 1 (MAGT1) (peuuayBupyoniie nHGeKIUu
JKKT), meduiut B-knerouHoro nerikosa / muM¢oMbl
10 (BCL10) (racTpoaHTepuT) 11 iepUINT peLienTopoB
unTepreiikyHa (IL)-21 ¢ TsSHKEIBIM KOMUTOM C paHHUM
Hada/loM. XpoHM4ecKas IrpaHy/eMaTo3HasA 60/1e3Hb
(XT'B) npencraBnsier co6010 IPYIITY FeHETUIECKIX
3abo/1eBaHMIT, XapaKTepU3YOINXCA HapylIeHueM
YHUYTOXeHNUA 6aKTepuii Gparouramm, 4To MpuBo-
IUT K PeLVAVBUPYIOMINM U TKENBIM MHPEKLUAM,
BBI3BIBAEMBIM OIpee/IEHHBIMU OaKTepuanbHBIMU
¥ TpMOKOBBIMY TTaTOreHaMu. MyTanus B reHax, Ko-
IVPYIOIIMX HUKOTMHAMUALEHVH-IVMHYK/I€OTU] -
¢docdarupiit (NADPH) okcnuiasHblil KOMIUIEKC, OT-
BeTcTBeHHA 3a XI'b. X-cuennennpt Bapuant XI'b
BCTpeYaeTCs ropas/io yalle, 4eM ay TOCOMHO-pelec-
CUBHBIe (POPMBI, PV 3TOM OO/IBIIHCTBO MALVIEHTOB
— MY>X4MHbL. PacipocTpaHEHHOCTD OCTIOKHEHUII CO
croponnl JKKT cpenu nanuentos ¢ XI'b cocraBser
npumepHO 50%, Beime npu X-cuemntenaoM XI'b mo
CPaBHEHMIO C Ay TOCOMHO-PeLeCCBHBIMM (POPMaMIL.
Y IaHHOII KaTeropyy Mal¥ieHTOB MO>KeT HaOIIofiaTh-
csl uapes, HapylleHMe BCacblBaHNsA, OTCTaBaHNe
TEMIIOB PasBUTNA, 60N B )KMBOTE U IIepUaHa/IbHbIe
abcueccs! iy TpemyHbl. O6pazoBaHMe TPaHyIEM
MoXeT ObITh 0O6HapyxeHO B mo6om mecte JKKT,
nposBiAeTca gucdarueit, HapyleHueM MOTOPUKI
¥ faxe 06CTpyKuUueit, Tpebyrolel Xupypriuyeckoro
BMelIaTebcTBa. ONMCcaH HeKAa3e03HbIi IPaHy/IeMa-
TO3HBIII KOMNUT, HartoMyHaomuit bK y nanuentos
¢ XI'b. lepnunut penentopos nHTepneiikuHa 10
(IL-10) urpaet Ba>kKHYIO PONIb B PETY/ISALNN UMMYH-
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HOJI CUCTEMBI Ty TEM TIOfJaB/I€HNs BOCIIA/INTE/IbHBIX
IPOLIECCOB, BEPOATHO ITyTEM MHTMOMPOBAHNUA BbI-
pabOTKM IPOBOCHAMUTENbHBIX IIUTOKMHOB, TAKNX
kak [L-12 u paxTop Hekposa omyxonu (TNF). IL-10
KOHTPOIMPYeT pocT 1 AuddepeHINpPOBKY pasind-
HBIX KJI€TOK MMMYHHOI CUCTEMBI, BKI4Yad T- u
B-kneTku, ecTecTBeHHbIE K/I€TKU-KUTIEPDI, TPAHY-
JIOLIUTBI U 9HMIOTENMAIbHbIE K/IETKNU. Y IallYIeHTOB
¢ pe¢unurom IL-10 n penentopa IL-10 (IL-10R)
U3-33 MyTalVii, IPUBOJAINX K ITOTepe QyHKUMM
B reHax, kogupyomux IL-10, IL-10R1 v IL-10R2,
HabmofaeTcss o4eHb paHHee Hadano B3K, kortopoe
KIVHWYECKY IIPOABIAETCA B BO3PACTE JI0 TPEX Mecs-
1IeB B BUJIE TSDKENOTO M IPOTPeCCUPYIOIIEro KOamuTa
C TlepyaHaJIbHbIM IOpa)KeHMEM ¥ BHEKUIIEYHBIMMU
IpPOABIEHNAMMY, B TOM 41CIe GOIMKYINT U ap-
TpuT. B nccregosanny, BKI0YaBIeM 66 geteit, B3K
ObUT AVaTHOCTMPOBAH B BO3pacTe IO IATH JIeT, 16
(24,2%) nmemn pepuuut oo IL-10, mu6o IL-10R.
HecmoTps Ha I0CTYITHOCTb HECKONBKUX METOZOB
7e4eHN s, BKI0Yas ITTIOKOKOPTUKOUBI, UMMYHO-
MOJYIMPYIOIMEe CPENCTBA U JlaXKe XUPYPTU4ecKoe
BMeIIaTebCTBO, TedeHne B3K y aTux nannenTos He
umerno ycrexa. VI ronpko npumenenne TT'CK 6b110
YCIICLITHBIM y HeCKO/IbKMX NAIMeHTOB [16].

KpoBsaHucras guapes xapakTtepHa ansa IPEX
u IPEX-nogo6HBIX CMHAPOMOB (MMMYHHAs JuC-
bYyHKUMA, TONMSHAOKPUMHONATASA, SHTEPONATHA).
X-cuennennbii IPEX asnaerca pepkum I1TN]T, xapak-
TepPU3YIOIMMCA MIMMYHHOI IVCpEryALeNt, HONN3H-
HokpyHonarueit u sHrepomnarueii. IPEX BpispiBaeTcA
MyTalUAMMA B TeHe (akTopa TpaHckpumuuy Foxp3
(FOXP3). Cunppowmsl, nofobusie IPEX, Brtoyas
pepuunt CD25 1 gedpuunT CUrHaIBHOTO Ipeobpa-
30BaTe/IA M AKTUBATOPA TPAHCKPUIILUK 5b, BepoAT-
HO TaK XK€ paclpOCTPaHEHbl ¥ MOTYT IPOABIATbCA
aHanornyHo IPEX. IToytn y Bcex manuenTos ¢ IPEX
pasBMBaeTCsA BOAAHNUCTAA Jjuapes, KOTOpass MOXKeT
OBITb CTIM3VICTON MM KPOBAHUCTOI, IIepPBbIe CYM-
ITOMBI y ITAIIM€HTOB MOAB/IAIOTCA B BO3pACTe JI0 TPEX
MecsA1eB. DTO IPUBOAUT K HAPYIIEHNIO BCAChIBAHMS,
HeUIMTY MacChl Te/a ¥ OTCTaBaHMUIO B Pa3BUTHUM, B
TAKEIBIX CTy4asax TpeOyeT HeoOXOIMOCTY Ha3HaYe-
HJA IIApEHTEPaIbHOTO ITaHKA. Tikénas sHTeporna-
TV MOYKET HaIIOMVHATD IIMIIEBYIO a/JIEPIHi0 160
IgE-onocpenoBaHHbI SHTEPOKONNUT, BbI3BAHHDIN
OelKaMy INILY, ¥ YaCTO MEHee YyBCTBUTE/NbHA K
U3MEHEHMAM B JueTe. [ucTonornyeckne faHHbIe B
KUIIIeYHVKE MOTYT OBITb aHAJIOTMYHBI TAKOBBIM ITPU
B3K, menmmakum uay peakyuy TpaHCIUIAHTAT IPo-
TuB x03auHa [17]. bes TTCK manmuedTsl 06bI19HO
yMUPAIOT B BO3pacTe [0 JBYX JIeT U3-3a TKENOM
HEJIOCTATOYHOCTY NMUTAHMUS, 31€KTPOTUTHOTO JIUC-
6anmaHca WM TSOKEMBIX MHOEKIUIA.
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JIumdonenns (onpepensemas Kak abcomOTHOE
KO/mM4yecTBO MMMounToB <2500 KIeTOK/MKI Y fe-
Tell Ko 6 et unu <1500 K1eTOK/MKII cTapiie 6 1eT u
B3POC/IBIX) XapaKTepHa [ pasINIHbIX KOMOVHM-
POBAaHHBIX UMMYHOZIEPUIINTOB C AeDUIUTOM KaK
KJIETOK, TaK ¥ aHTUTeN. JIuMdonenns y naunueHToB
¢ [IN]] Tak)ke MOXKeT OBITh BbI3BaHA YPe3MePHBIM
BbinioToM uMdonurtos B npocseTr JKKT nnn ux
3aJIep>KKOil B pe3yJbTaTe BOCIANIUTEIbHOIO CO-
cTosAHMA. JIeJKOIMTO3 MHOTI/Ia MO>KHO HAO/MI0aTh
npu xpoHndeckux nHpexysax. Jleitkounros (>8500
KJIeTOK/MUKponnTp) XapakrepeH aa XI'b, ocoben-
HO €C/IY CONPOBOXK/AETCA aHEeMUEIl, KOTopasd Yalle
BCErO0 MMKPOLMTAapHasd U I'MIIOXPOMHasA. AHeMUsA
MOXKET pa3BUBATbCA 13-3a XPOHMYECKOI MHP KLU,
HOTePY KPOBY MV ay TOMMMYHHOJ T€MONMUTINYECKOI
aHeMuu. TpoMOOIMTONIEHNA C HEOONMBLINM pa3Me-
POM TPOMOOLIMTOB MOXKET YKa3bIBaTh Ha AVArHO3
curgpoma Buckorra-Onppuua (WAS), a Tpom60-
IIMTO3 HAOJTIOZIaThC A TIPY XPOHIYECKOM BOCIIATIEHNI.

PacpocTpaHéHHble HeMHDEKIMOHHbIE pac-
cTpoiictBa y naunuenTos c IIV]] Bxmouaror B3K-
NOJOOHYI0 Ay TOMMMYHHYI SHTEpPOIATUIO, ayTO-
MMMYHHBIJ TeNaTUT, IePHUILMO3HYI0 aHEMUIIO,
CIIpy-nofo6Hble 3a060/1eBaHNA, He NOAJAI0IINecs
0e3ITI0TeHOBOII AyeTe, TelaToMerannio u mmda-
nenonaryio JKKT [8]. Y manmentos ¢ OBVH moryT
Habmoparbes KpooTeuenus us XKKT, koropsle cBsi-
3aHBI C MAMOMATUYECKOI TPOMOOIMTOIEHNYEeCKOI
nypnypoii. Cunjgpom Buckorra-Ongpuda mnpep-
cTaBIIsieT co00i1 X-Clen/IeHHbI KOMOVHVPOBaHHBIN
uMMyHozepuuuT ¢ T-K1eTouHol MMMoneHneit u
HapylLIeHMeM BbIpaOOTKM aHTUTENI, HECMOTPS Ha
HOPMaJIbHO€ KOJIMYECTBO B-KIeTOK, BOSHMKAET B
pesynbTaTe MyTaluil B reHe, KOAMpPYIoIieM 6eoK
WAS (WASp). Berrok WASp siB/IsieTCs K/TI0YEBBIM pe-
TYIATOPOM KJIE€TOYHON CUTHA/IN3ALMUN ¥ PEOPTaHM-
3aLMM NIPOLIECCOB IIUTOCKENeTa B TeMOIIO3TUYECKUX
KneTKax. OCHOBHBIMM KIMHUYECKUMU IPU3HAKAMM
WAS sBA10TCA TPOMOOLMTOIIEHN A, SK3€Ma 1 PeLiyi-
puBupytomue nHdekym. [TanyenTsr ¢ WAS Takxke
IO/IBEPTraloTCA IOBBIIIEHHOMY PUCKY PasBUTUA
ayTOMMMYHHBIX U 37I0Ka4eCTBEHHBIX 3a00/1eBaHNIL.
Hamu6onee pacnpocTpaHEHHBIM KeNTyTOYHO-KI-
IIeYHBIM OC/IOXKHEHMeM, HabmomgaeMbiM pu WAS,
ABJIAETCA JKeNTy/l04HO-KMUIIIeYHOEe KPOBOTEUEHHE,
KOTOpO€ MOXKET MPOABJIATHCSA BCKOPE MOCTIE POXK-
IeHUA B BUJle KPOBOTE€YEHNS WM MEJIEHBI Y MOXKET
OBITH OMAcHBIM 1A XU3HN. B3K-1mogo6HbIit Komnt
HaOmrofaetcs 1o 10% ciyyaes [18].

CeMmeiiHasA cpefu3eMHOMOpPCKas NIMXOpasiKa
(FMF) siBnsieTcst HacleACTBEHHBIM ayTOBOCIIA/IN -
TeJTbHBIM 3a00/IeBaHMeM, BCTPEYaeTCs OOBIYHO Y
nI0/lell Cpeiu3eMHOMOPCKOTO IIPOMCXOXKIEHNH,
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XapaKTepusyeTcsa peluAuBUpYoLleil TMXopaiKoi,
00/AMM B XKMBOTE U BOCIIA/IEHNEM CIIU3VCTON 000-
JI04YKY OpronHEl y 90% NanyeHToB. bolbIMHCTBO
HAlMIEHTOB MMEIOT IlepBble IPU3HAKM B JIETCTBE.
[Tpumepno y 10-20% nanuentos ¢ FMF Ha6mi0-
JaeTca guapes, U I0C/ie IOCTAaHOBKM JIMarHO3a Y
HaleHTOB MOXXET PasBUTbCA [iMapes U3-3a He-
IIePEeHOCHMOCTY KONXUIMHA. 3ab0/IeBaHMe BbI3BAHO
mucdyHKIMeit MHPIaMMacoM U3-3a MyTaLUii reHa
MEFYV, KoTOpbIIl IPUBOSUT K HEKOHTPONNPYeE-
MOMY noBbleHN0 ypoBHA IL-1. JlonrocpoyHble
ocnoxxHenuA oT FMF BK/IIOYal0T HEPOXOAUMOCTD
TOHKOJI KMIIKM, BTOPMYHYIO CITAeYHYI0 60/Ie3Hb 13-
3a peLMVIBUPYIOILIEro IEPUTOHNTA, ACLIUTA U aMU-
nonposa. Ilepnopndeckas nmuxopaaka ¢ apTO3HbBIM
CTOMATUTOM, (PAaPMHIUTOM U a€HUTOM SABJIAETCA
Hanbosee pacIpoCTPaHEHHBIM Ay TOBOCIIA/TNTENb-
HBIM 3a00/IeBaHMeM Y fieTell ¥ 00yCIoB/IeHa Hapy-
HIEHMEM PETYIALMN BPOXJEHHOTO UMMYHUTETA.
OcHoBHBIMU TIposABneHUAMU co cTopoHbl JKKT y
65-75% TaIIeHTOB ABATCA aQTO3HDIN CTOMATUT
U HeTTyOOKMe A3BbI MIONIOCTHU pTa. [Ipyrue ayToBo-
CIIa/IMTeNbHbIE PACCTPOIICTBA, TaKMe KaK CUHIPOM
bnay (nposasnaromuiica 6onesnpio Kpona ns-sa
nedexra MOHOLMTOB), feduuur ADAMI17 (nomen
MeTaonentruaassl ADAM 17) (nposiBasommit-
cs paHHell juapeeii u3-3a HedeKTHOI MPORYKIUU
TNF), nedurur PLCG2 (dpocdonmunasa C, ramma-2)
(IpOABNAOIUIICA TACTPOSHTEPUTOM) U CeMeiiHas
npocTyzAa (MpoABNAIIAACA TAXKETBIM SHTEPO-
KOJIUTOM) SABJIAIOTCA JIOTIOJTHUTENIbHBIMU ayTOBO-
CIIaJINTENIbHBIMU PAaCCTPONCTBAMM, CBA3aHHBIMMU C
3a00/IeBaHVAMY XKeTyJOYHO-KNIIEYHOTO TPAKTA.
HexoTopeie mposasnenus co croponsl JKKT, Ha-
6mrogaemble y nanyeHToB ¢ [TM]], MoryT KmHn4eckn
"HanomuHatb B3K u nenmaxmro. OgHako mexxaas
B OCHOBe NMaTO(MNU3NOIOTUA pa3NINyHa, ¥ 3TN pac-
CTPOJICTBA YACTO IJIOXO IOAJAIOTCA TPAUIIMOH-
HOMY JIEUEHMIO, UYTO MOXKET CIY>KUTb KIMHUYECKNM
K/IF0YOM K Ha/IMYMIO MMMYHHOT'O paccTpolicTsa. [lo-
cne moctaHoBKY auarHo3a [1VI]] mamyueHThI TO/KHBI
OBITh 06C/IeOBaHbI HA IIPEMET BO3MOXHDIX IIPO-
IIJIBIX 1 HACTOALUX OCTIOXKHeHMI1 co cTopoHbl JKKT
Ha OCHOBE 3HaHMII 0 Hanbojee pacIpoCTPaHEHHBIX
WM CEPbE3HBIX HAPYUIEHMAX CO CTOPOHBI KUIIEY-
HMKa npu pasnuyHbix Tunax IIMJ. Kpome Toro,
Han4ume cuMnToMoB co ctoponbl JKKT B anamHese
MO>KET yKa3blBaTh Ha BO3MOXXHbIE OC/IO)KHEHMS B
OynyeM. ITa OLleHKa MOXKeT BapbMPOBaTh OT TIIA-
TE/IbHOTO OIIPOCa 10 0030pHOT KOMIOHOCKOIINM MU
IPYIUX TECTOB BU3Ya/IM3alUN. Y MAIIEHTOB C JJOKY-
MEHTAJIbHO IO TBEPKAEHHBIMIU OC/IOKHEHVAMU CO
ctoponbl JKKT Bompoc o Tepanui Jo/KeH pelaTbcs
COBMECTHO I'aCTPOIHTEPOJIOTOM U MMMYHOJIOTOM.
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MMMyHOD,e(bVILLVITbII KnuHuko-anupemuonornyeckas u na60paT0pHaﬂ XapaKTepucTuka BOCMANIUTESIbHbIX 3a00neBaHUi KNLLIEYHMKA y neTei...

3aknioyeHue

ITo maHHBIM Halllero MCCAEJOBAHMNA, NETU C
nopakeHMeM KuieyHuka Ha gone [IM]] numenn
OYeHb paHHee Hadano 3abonmeBaHus, y 601b-
MIMHCTBA M3 HUX KIMHNMYECKNE NPOABIEHUA
B3K nabnopanuce B Bodpacte ot 0 gHeit 1o 24
MecALeB. Bce onn nMeny nepBuYHbIN guarnos AK
(p=0,004), compoOBOXXJaBIINIICS YACTHIM >KUIKUM
CTy/IoM OT 6 u 6osee pas, TMIOATbLOYMUHEMIEN
u nosblenyneM ypoBHs CPb xak mapképa Boc-
najieHusA. Y BCeX MalMieHTOB C IOpa)KeHMeM KI-
meyHuka Ha ¢pone [1M]] Habmomanucy anemus, 10
u3 11 umenu BOH, y 9 nanueHTOB HabIIOAAMNCDH
3aJlep>KKa MOTOPHOTO Pa3BUTUA, NATONOTUA CO
croponsl opranoB pbixaHusd, JKKT u gucnan-
KpeaTH3M.
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