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Ha cerogHsilwHmi geHb aKTyasibHOM MPo6eMON AETCKOM raCTPO3HTEPO10rMM ABISIETCA M3Yy4eHMe BOCTaanTeIbHbIX 3abosie-
BaHMM KNLLIEYHNKA C 04eHb paHHUM Hadasnom (B3K-OPH), KoTopbie UMEIOT yHUKa/lbHblE€ FEHETUYECKNE, KIIMHUYECKME, UMMY-
Hos0rM4yeckue, Mopgosiornyeckme, nabopatopHbie npusHaku. Cyutaetcs, 4yto B3K-OPH 3a4acTtyio iBASETCS MOHOM€HHbIM
3abos1eBaHneM, 0COBEHHO B COYETAHMM C BPOXKAEHHbIMU A€PEKTaMU UMMYHUTETA, YTO NPUBOAMNT K TPYAHOCTAM ANarHOCTUKHN
M JIe4eHUs1 3TOM natoaorun. Hecmotps Ha 370, cnctematuldaums CBeAEeHUN 0 JaHHOM rpyrnne Ho300rm4ecknx ¢popm B3K
PaKTMYeCKMU He NMPOBOAMTCS. B cTaThe npeactassieH 0630p MMerLLercss MHpopmMaLmn 06 3TMOIOMMYECKMX paKTopax, Bapu-
aHTax Te4eHUs1 u BO3MOMXHOCTAX Tepanuu B3K-OPH.

KnroueBbie cnoBa: BocrnaanTesibHble 3ab60/1eBaHUS KULLIEYHUKA C PaHHUM Ha4yaJioM, BOCMaNTE IbHbIE 3a6071€BaHNS KULLIEYHUKA
C 04eHb paHHUM Ha4asaoM, 6071e3Hb KpoHa, I3BEHHbIN KOINT, HEANDOEPEHLIMPOBAHHbIN KONT, HEKPOTU3UPYIOLMI SHTEPOKOJIUT

Ans untupoBaHunsa: XaskuH A.W., NMepmakosa A.A., Uenunosa M.O., KannuHa A.B., CutkuH C.U., Cypkos A.H., letmaHoB C./.
CoBpeMeHHble NpeAcTaBieHnst 0 BOCNanuTeNbHbIX 3a60/1eBaHUAX KULLEYHUKA Y IeTeN C O4EHb PaHHUM ¥ PaHHWUM Ha4YasloM.
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BBE[EHME

BocnanutenbHble 3aboneBaHnsa KuweyHnka (B3K), Bruto-
yallline B cebs A3BeHHbIn Konut (AK), 6one3Hb KpoHa
(BK) n HegnddepeHumpyemMbi (HeonpeaeneHHbl, HEYTou-
HEHHbIN) KONWUT, NPeacTaBAlT coboin rpynny natonoruye-
CKMX COCTOSIHMM, B OCHOBE Pa3BUTUS KOTOPLIX JIEXMUT COBO-
KYMHOCTb MaTONIOMMYECKMUX BapuMaHTOB PasfiMyHbIX FeHOB
W HEraTMBHOIO BANAHUA GaKTOPOB OKPYatolwen cpeapl, YTo
NPMBOAWT K HapPYLLEHUIO perynsumMnm UMMYHHOro OTBETa Ha
KOMMEHCasbHble MW MaTOreHHbIE MUKPOOPTraHU3Mbl XKeny-
[I04HO-KMLeYHoro TpakTa (MKT) [1]. Cpean 3TOM reteporeH-
HOWM rpynnbl 0co60 cnefyeT BblAENUTb NMaLMEHTOB C OYEHb
paHHUM Havanom B3K (B3K-OPH), y KOTOpbIX MOXET Habto-
natbcsl MHOM deHoTMn 3aboneBaHus, BKIOYAOWMIN B cebs
06LIMPHOE MOPaXKEHWe TONCTOWM KULLKKM W Gonee Taxenoe
TeYeHue, YeM y AeTen cTapLuero Bo3pacTa 1 B3pocibix [2].

B3K pasBuBatotca B 11060M Bo3pacTe, HO Halle aebio-
TpyloT 4o 30 neT, OCHOBHOM MWK 3abofeBaeMoCcTv Mpwu-
xoautcs Ha 14-24 roga, BTOPOW, MEHbLIMIK, OTMeYaeTcs
B 50-70 neT, ogHaKo B 3TOW rpynmne MOryT BblABNSATbLCA
Ccny4yanm MILEMUYECKOro KOMuTa, He MMeEeloWero oTHouwe-
Hua K B3K [4, 2].

3aboneBaemMoCTb M pacnpocTpaHeHHocTb B3K B neau-
aTPUYECKOM KOropTe MaLMeHTOB MPOAOo/IKaeT pacTu, B TOM
yucne U B O4eHb paHHeM Bo3pacTte. Xotd B3K ¢ paHHWUM
HayanoM OCTaloTCs OTHOCWUTENbHO PEeAKUMM WM BCTpevaloT-
cs NpuMepHO B 6-15% cnyyaeB y faeten mnagwe 6 ner,
a Ha NepBOM rofy 13Hu — ele pexe [3].

B ctpyktype B3K-OPH v4awe paunarHoctupytot AK
(o1 35 g0 59%) nNo cpaBHEHWIO C AeTbMW CTapwe 6 net
M B3POCAbIMKU, Yy KOTOpbIX 6Gofee pacnpoctpaHeHa BK
(55 po 60%). B cBoto o4epenb, BKy nauveHTos ¢ paHHuM B3K
BepudnLmpytoT npumepHo B 30-35% cnydvaeB. [OCKONbKY
B3K ¢ paHHMM Hayanom Hepeako MpoTeKalT C O6LMPHbBIM
NMopaKeHNeM TOJICTOM KWMLWKKW, a MpW MaHKoAWTe BecbMa
3aTpyaHuTenbHo anddepeHumposatb AK ot BK, B Takux
cnyyasix ycTaHaBMBAIOT AMArHo3 «HeomnpeaeneHHbI KoauT,
KOTOPbIW, OAHAKO, Yalle BbIABASIOT ¥ AeTel cTapwe 6 net
(o1 11 no 22%) no cpaBHeHuto ¢ B3K-OPH (o1 4 o 10%) [4].

KNACCUDUKALIUA B3K C OYEHDb

C PAHHUM HAYAJIOM

CornacHo [Mapwckon Knaccudukaumm, K B3K-OPH
OTHOCSIT MOArpynny nNauueHToB, Yy KOTOpbIX 3aboneBaHue
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OMarHocTMpoBaHo B Bo3pacTe A0 6 neT. BHyTpu aTon KOropThbl
otaenbHo BbigensitoT B3K ¢ MHPaHTUNbHBIM Havyanom, eciv
[IMarHo3 yCTaHOBMIEH 0 2 JIET, U C HEOHATANbHBLIM HaYyanom,
€C/v AMarHo3 BepuduumMpoBaH B Bo3pacTte A0 28 CyT KU3HMU.
PaHHee Havyano B3K (B3K-P) yctaHaBnunBaloT y feten B BOS3-
pacte go 10 net. C 10-neTHero Bo3pacra NpUHATO roBOPUTb
0 KnaccuyecKknx BapmanTtax B3K [5, 6].

KULIEYHBIE NPOABJIEHUA

B3K ¢ paHHMM Hayanom XapaKTepu3yloTCs TaxesblM
arpeccuBHbIM MPOrpPeCcCUpyoLLMM TeYeHUEM M cnabon peak-
uMen Ha OONbLIMHCTBO TPaAMLMOHHbIX METOAOB JieYeHUs.
K Haubonee 4vacTbiM MNposIBAEHUSM 3aboneBaHUs OTHOCHAT
reMokonut (93%), anapeto (78%) n abaomuHanbHbIM 601€BOM
cuHapom (52%). HanpoTtuB, nepraHanbHble NopaXKeHus, Takne
KaK TpeLLMHbl 3aAHero Npoxoaa, KpyrnHble runepTpopupoBaH-
Hble aHanbHble 6axpoMKu (T.H. “elephant ears” — oT aHm.
«CNNOHOBbM YLIW») K CBULLM, BCTPEYAIOTCS pPeEXE U 0ObIYHO CBS-
3aHbl C MOHOreHHOW, 6onee TAXKeno npoTekatouen Gopmon
3abonesaHusa [7, 8]. Npu BOBNEYEHUN B MPOLIECC BEPXHUX
otaenoB KT y HeKOTOpbIX NauuMeHTOB MOrYT OTMevaTbes
Yanobbl Ha Aucnencuio, TOWHOTY 1 peoTy [9, 10].

JlokanuMsauma nopaxeHus 4acTto 3aBUCUT OT FeHeTu-
YyecKon npegpacnonoxeHHoctn. Tak, L.V. Collen u coaBT.
noKasasi, 41O y NauMeHTOB C MOHOTeHHbIM 3aboneBaHueM
Yalle Habnaanochb NPENMYLLIECTBEHHOE NOpPaXKeHne TOSICTON
KULWKKW, TOrga KaKk uneut B 6Onbluen cTerneHu BCTpeyvancs
B HEMOHOreHHoW rpynne 60/bHbIX. AHANOrMYyHasa KapTuHa
Habnoganacb B OTHOWEHWUU CTPUKTYPUPYIOLWNX U MEHETPUPY-
owmx dopm BK, a TakKke nopaxeHus BepxHux otaenos HKKT.
Hanpotus, nepnaHanbHasa 1 opodaumanbHas Gopmbl y naLm-
€HTOB C MOHOreHHbIM 3a60/ieBaHWEM BbISBASIUCbL FOpas3fo
pexe: 1,4 n 0,5% cnyyaeB cOOTBETCTBEHHO [11].

BHEKMILLEYHbIE NPOABJ/IEHUA

BHeKuWweYHble cMMNTOMbI MOTYT BK/ItOYaTb B cebs nepe-
MEAIOLLYIOCS IMXOPAAKY, apTPUT, apTpanruu, yBeuT, KOXKHble
BbICbINaHus, GONMKYIUT, OTCTaBaHWe B pocTe. Kpome ToOro,

ornucaHbl NPosIBNEHMS HeJOCTaTO4YHOCTM NUTaHus: nepudepu-
YeCKMe 0TEKU BBUIY rMNoanbOyMUHEMUM, aHTYISPHbIN XENANUT
Ha ¢oHe aeduumuTa XKenesa U BMTAMMHOB, a TaKKe nepu-
aHanbHble U NepropuduULManbHbie BbiCbIMaHWs, HanoM1Hato-
LMe 3HTeponaTUiecKMin akpogepmaTvr [1].

Mpu B3K-OPH yaule, 4em y 6onee cTapluern BO3pacTHOM
rpynnbl, HabnogaeTca yanosatas aputema (4% npotve 2%),
raHrpeHosHas nuogepmus (2 n 1%), aptput (20 n 7%), cnox-
avnoaptponatus (5 n 1%), yBeut (4 n 2%). B 10 ke Bpems
NMEepPBUYHbBIA CKNEPO3UPYIOLLMIA XONaHTUT Yy AeTen fo 6 ner
BCTpeYaeTcs pexe, 4em B 60/ee cTapliem BoapacTe (2% npo-
™B 15%) [12, 13].

[JONoNHUTENbHbIE CUMMTOMbI, KOTOPbIE MOTYT MO3BOSIUTL
3anogo3puTb MOHOreHHyto atnonornio B3K-OPH, BKitovatoT
B cebs aucmMopduyecKkune YepTbl 11La, renaToMeraamio u/mnm
crnneHoMmeranuio, Oynne3Hbln 3NUAEPMONUSE, aTONMUYeCcKui
[epMaTuT, runepKepartos, anbouHuam u ap. [11].

[oKazaHo, Y4TO Ha pas3BWUTME HEKOTOPbIX BHEKMULLIEYHbIX
npossneHmnn B3K oKasbiBaloT BAUSAHWE AePEKTbl UMMYHHOM
cucteMbl. Tak, OCHOBHbIMW COOBbLITUSAMU MMMYHOMATOreHe-
3a npu pas3BUTUKX MEPBUYHOIO CKIIEPO3UPYIOLWEro XONnaH-
rMTa UM CMOHAMNOAPTPUTA CHUTAIOT MUIPALMIO UMMYHHbIX
KNEeToK M3 NUMOOUAHbLIX CTPYKTYP KMLWEYHWKa B MNeYeHb
M CUHOBMANbHYIO MWUOKOCTb, COOTBETCTBEHHO, MNpe3eHTa-
LMIO XONaHTUTO- U apTPUTOrEHHbIX CTPYKTYP U aKTUMBaLMUIO
UMMYHHOIO BOCMaNeHUst B XeNYHbIX NMPOTOKax U CUHOBUM.
B naTonornyeckui npouecc BOBMEKAETCS CXOAHbIN CMEKTP
NpoBOCManuUTENbHbIX LUTOKMHOB. Ha yKa3aHHble 0CO6eH-
HOCTW 3HaYUTENbHOE BIMSHWE OKa3blBAOT aNnenu rMaBHOro
KOMMJIEKCa rMCTOoCOBMECTUMOCTH [12].

AUODEPEHLUANIbHAA AUATHOCTUKA

B nepBylo oyepeab cneayeT UCKMOYMTbL Gosiee pacnpo-
CTPaHEHHble BapWaHTbl MaTONIOrUK, UMEIOLIME CXOAHYIO
¢ B3K cumnTtomatuKy, HanpuMep HenepeHocUMOoCTb 6efka
KOpPOBbEro MoJioKa unu gpyrue Gopmbl NULWLEBOW aniepruu,
UHPEKLIMOHHbIE 3a60/1eBaHNS, LeNMaK1Io, HEA0CTAaTOYHOCTb
nuTanua u gap. [1, 2].
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Takke Heobxoanmo anddepeHumposats B3K 1 o1 anapen
HeBOCMaNUTENbHOM 3TMONMOMMK. K HUM OTHOCATCA pas/inyHble
BPOX/IEHHbIE AedEKTbl KULWEYHOro TpaHCcnopTa, Takne Kak cne-
unduyeckan ManbabcopbLms YrneBoaoB, HapyLLIEHUS aCCUMMAS-
UMK GENKOB, MPOB, aMUHOKMCNOT, BUTAMUHOB, 3N1EKTPOJIMTOB.
B omnnyme ot HeBocnanutenbHbix agvapen, B3K vale npossns-
eTcs B BuAe KpoBaBow auapen. Kpome Toro, nosoxKuTenbHble
MapKepbl BOCNaneHUs B KPOBM M Kane MOryT MOMOYb OTINYUTb
B3K-OPH o1 3a6011eBaHui HEBOCMNANUTENIbHOM 3TMOOMMK [1].

CnepayeT NoAYEPKHYTb, YTO HEKOTOPbIE peaKkne 3aboneBaHus
MOryT MackupoBaTbcsi nog B3K ¢ paHHUM Havyanom — Hanpw-
Mep, 303MHODUNbHbIA IHTEPOKONUT, XPOHWYECKas rpaHynema-
TO3Has 60N1e3Hb, CUCTEMHbIE UMMYHOMNATONOMMYECKME NMPOLLECChI
M COCTOSIHUS Moc/e TpaHCNAaHTaLuMn OpraHoB M reMonoatnye-
CKMX KNETOK (Hanpumep, peaKkuus «TpaHcnaaHTaT NpoTMB X03%-
WHa», LIUTOMEranoBUPYCHbIN UK NEKapPCTBEHHbIV KOKUT) [14].

Cpean ayTOMMMYHHbIX COCTOSIHWM, C KOTOPbIMU TaKXKe
HYXHO NPOBOAUTL AndbdepeHLManbHyo AMarHOCTUKY, He0bX0-
AMMO BblAENNTb ayTOMMMYHHYIO 3HTEpOonaTuio — A0CTaTOYHO
pefikoe 3abofieBaHWe, xapaKTepuaylolleecs Tsenon aua-
peein 1 UMMYHOOMOCPEAOBAHHbLIM NMOBPEXAEHUEM CTIU3UCTON
060N0YKM KULLEYHUKa. narHo3 MOXeT 6biTb BEPUPULMPO-
BaH Ha OCHOBAHWW BbIIBIEHUS @HTUTEN NPOTWUB 3HTEPOLIUTOB
N1 60KanoBUHbIX KNETOK B CbIBOPOTKE KpoBM [12].

OnddepeHumanbHas guarHoctnka mexay bK v AK 3atpya-
HEeHa B CBSI3W C OTCYTCTBMEM YETKMX Pa3rpaHUyYeHUI B KITUHK-
YeCKOM KapTuHe 3a60/1eBaHNi, a MHOTAA W MO NPOTSAXKEHHOCTH
noparkeHus KnweyvHuKa. Takxke y geten ¢ B3K-OPH onpegene-
HWe TUTPOB aHTUTEN K caxapomuuetaM (ASCA) n aHTUHENTPO-
dunbHbIX uuTonnasmatuyecknx aHtuten (ANCA) B CbiIBOPOTKE
KPOoBMW U deKanbHOro KanbnpoTeKTUHa (40 18 Mec OH MOBbI-
LaeTcs My 300pOBbIX AeTen) obnagaeT HU3KOW cneunduy-
HOCTbIO, M B 3TUX Cly4asix MOMXET GblTb YCTAHOB/EH AMArHo3
«HeonpeaeneHHbln Konut» [14].

Ewe ofHo 3aboneBaHue, NpefcTaBhsioLlee MHTEPEC KaK
C TOYKM 3pEHUS HEKOTOpPOM OO6LLHOCTM naToreHesa, TaK
M ¢ no3vumn anddepeHunanbHOn auvarHocTvku ¢ B3K, —
HEKPOTU3UPYIOLLMI (HEKPOTUYECKMI) aHTEpOKONUT (HIK) [15].
HIK pasBuBaeTcs, Kak NpaBuio, y HEAOHOLWEHHbIX HOBOPOXK-
[EeHHbIX (peXe — y HOBOPOMKAEHHbIX C KPUTUHECKUMU BPOXK-
[IEHHbIMM MOPOKaMKU cepaLa) U XapaKTepuayeTcs TaKeNblM
TeYeHWeM C BbICOKOWM NleTaNlbHOCTbIO, gocturatowein 30-40%
[16, 17]. XoTa nogpo6bHOEe onucaHWe CXOACTBa U pasnnyni
vexay HOK n B3K BbIXOAUT 3a pamMKu HacTosiwen craTbM
W TpebyeT OTAE/IbHOrO0 PacCMOTPEHUsl, aBTOpPbl pa3aenstoT
MHeHue D.J. Hackam u coaBT., 4to npeactaBneHve o HAK
KaK o BapuaHTe B3K, Habnt0gaeMoM y HEJOHOLEHHbIX AETEN,
ABNSETCS OLWMOOYHBIM, U, HECMOTPS Ha CXOXKUE KIIMHUYECKHNE
0COBEHHOCTM 3TUX 3ab60NIEBAHNI, KaXK[10€ N3 HUX NpeacTaBs-
€T co60M YyHUKanbHoe cocTosiHue [18].

AWATHOCTUKA

[na KomnnekcHoro o6cnenoBaHMsa naumeHToB ¢ B3K-OPH
HEOOXOAUM MEXAMCLMMIMHAPHBIA NOAXO[ C yYacTMem Bpaya-
racTpoaHTeposiora, Bpava-nartosioroaHatoMa, Bpaya annepro-
Niora-MMMyHoNora, Bpada-reHeTrka u ap. Y aeten ¢ nogo3peHu-
em Ha B3K B nepByto oyepenb cnefyeT UCKIYNUTb KULLIEYHbIe
MHOEKLMK. HeobxoaMmMo BbIMONHUTL NTaGopaToOpHbIe MUccne-
[l0BaHWs, BKOYaa o6WMMA aHanu3 KpPOBW, UcCcnefoBaHwe
CbIBOPOTOYHbIX MapKepPOB BOCNaNeHus, KOHLEHTpauun anboy-
MUWHa, MeYeHOYHbIX TpaHcamuHas, raMma-rnyraMmuntpaHcoe-
pa3bl, a TaKxe onpeaeneHne ¢GeKkanbHOro KasbMpoTeKTMHA
1 GaKTepuonorMiecknit ananuns Kana [19, 20].

B HacTtosillee BpeMs CylWeCTBYWOLIME AMArHOCTUYe-
CKMe naHenu, oueHuBalolwmne MeTooM MPOTOYHOM LIMTOME-
Tpun nonynaumu T-, B-numoountoB 1 NK-KNETOK, a Takxe
CcoAepaHWe UMMYHOrNO6YIMHOB B CbIBOPOTKE, MO3BOJIAIOT
BbIIBUTb Knaccuyeckne faedeKTbl ajanTUBHOMO WMMMyHUTE-

Ta [21]. Cneundunyeckme HapyLeH1s MOoryT 6biTb OGHapYKEHbI
C NOMOLLbIO OLIEHKM MeTabonuMama HenTpoduioB U pecnu-
paToOpHOro B3pbiBa, Pa3MYHbIX MONEKYNAPHO-TEHETUYECKMX
naHeneun (Hanpumep, X-cLuenneHHble UMMyHHas AWCperyns-
LMA, NONMIHAOKPUHONATUA U 3HTeponaTtna — IPEX-cuHapom)
WUNu onpeaeneHns ULMToKMHoBoro npoduns [1, 3].

JHaockonunsa BepxHUX otaenoB MKKT v KonoHockonus
C TMCTONOMMYECKMM UCCNeAoBaHWEM MONyYEHHbIX 6MoNTaToB
CM3KUCTON 06ONTIOYKHM ABNSHOTCH OCHOBHBIMU AUArHOCTUYECKM-
MW METOAaMM, BbIMONHAEMbIMU MpK Nogo3peHnn Ha B3K. [na
60/blUMHCTBA NALMEHTOB TaKXKe TpebyeTcs YTOYHWUTL, BOBE-
YyeHa 1M B NPOLIECC TOHKAas KMLIKA, YTO BO3MOXHO BbINon-
HWUTb C NOMOLLbIO MarHUTHO-PE30HAHCHOM MU KOMMbIOTEPHOM
TOMorpaduyeckomn aHTeporpadpumn [19].

[McTonormnyeckaa auarHoctmka B3K ocHoBbiBaeTcs Ha
BbIIBNEHUM ONpefeneHHbIX NaTonorMyeckmx npusHarkos [12],
BK/IOYAIOLMX B ce651 BOCNanuTe/bHble UBMEHEHUS CIM3UCTON
060n04kM KT, Hanuume KpuntuTta, KPUNT-abCLLEeccoB, rpa-
HyJeM, aHOManuK apXMTEKTOHUKKU KpUNT (aedpopmaums, BeT-
BieHMe, aTpodus), anuTennabHblX HapylweHun (MCToLeHne
MyLMHa, MeTanna3uns), a TakKe akTMBHbIX MPOLLECCOB pereHe-
pauunn. Cneyet OTMETUTDb, YTO pe3y/bTaTbl MUKPOMOP(OIOTru-
4YeCcKOoro uccnegoBaHus B nonynsauum cyébekto ¢ B3K-OPH
M MoHoreHHbiMn B3K yacto HecneunduyHbl, XOTS Hanuyue
anonTo3a M TAXKEeNbIX XPOHUYECKMX MBMEHEHWUI apXUTEKTOHU-
KW [O/MIKHO BbI3biBaTb NOAO3PEHME HA MOHOTEHHYIO NpUpoay
3ab6oneBanus [11]. OgHUM M3 OTHOCUTENBHO crneLndUYecKmx
npudHakoB B3K-OPH no cpaBHeHnto ¢ B3K y 6onee crap-
WKMX AeTen M B3POC/bIX MPUHATO CYUTATb 303UHOPUIIbHYIO
MHGUNBLTPaLMIO B KpunTax. C Apyroi CTOPOHbI, 06Hapy*KeHue
303MHOPUNIOB B BUONTaTe MOXKET NPUMBECTU K rnnepamMarHo-
CTUKE anneprum unm 303MHOMUIbHOIO racTpoaHTepuTa [22].
[MCTONOrM4yecKkMe M3MEHEHUS TOHKOM KulikKM npu B3K-OPH
ropasgo MeHee U3y4yeHbl, OJHaKO MMEIOTCH COOBLLEHNS O TOM,
YTO CY6- M aTPOdUA BOPCUH MOXKET ObITb CNeLUdOUYECKUM NpK-
3HaKoM npumepHo y 20% aeten [22].

TwartenbHas oOUEHKa TreHeTuyeckoro npodunsg wume-
€T peliarollee 3HayeHune, ocobeHHo npu B3K ¢ HeoHaTanb-
HbIM ¥ MHPAHTUNBLHBIM Ha4anoMm, NMOCKOMbKY A0NS MaLWeHTOB
¢ B3K-OPH, B 0cHOBE KOTOPOro IEXXUT MOHOreHHas 3TUONIorus,
pocturaet 20% [3]. Joka3aHo, YTO 3@ BO3HUKHOBEHWE MOHOTeH-
HbIX dopm B3K y aeteit moryt otBeyatb 60nee 50 pasnnyHbix
reHoB. [lepeaoBbiM METOAOM MAEHTUOMKALMM NaTONOrMYECKMX
BapuaHTOB, BbI3blBalOWMX 3aboneBaHune, B HacTosillee Bpe-
M$i SIBNSIETCH CEKBEHWPOBAHME HOBOrO MOKONEHUS (LieNeBble
naHenn reHoB, CEKBEHWPOBAHWE BCEro reHoMa Wian 3K30Ma).
B nonbITKe MAEHTUDULMPOBATL HOBbIE FEHbI M NATONOrMYeCcK1e
MX BapuaHTbl, KOTOpble NPUBOAAT K Pa3BUTUIO COOTBETCTBY-
lolle maTonorMu, BCe Yalle MPOBOAATCS MHOMOLEHTPOBbIE
uccnefoBanus, Hanpumep International Early Onset Paediatrics
IBD Cohort Study (NEOPICS, KaHapaa) n npoekt «100 000 reHo-
MOB» (BennkobputaHus), HaueneHHble Ha 6onee abdeKTMBHOe
BbIfiBNeHWe naumeHToB ¢ B3K-OPH [22, 23].

CyLuecTByIOT CEPTUDULMPOBAHHBbIE FTEHETUYECKME NaHENU
Clinical Laboratory Improvement Amendments (CLIA) ans
naeHtudukaunn B3K-OPH, nossongwowme uccnegoBatb
60/1bLLI0E KOJIMYECTBO FEHOB, NATONOrMYECKUE anfieNin B KOTO-
pbiX ABASIOTCA MAEHTUOULMPOBAHHON MPUYMHON Pa3BUTUSA
B3K-OPH [1].

AnbTEpHATUBHOM METOAMKOM ABNSETCA MPOBEAEHWE CEK-
BEHMPOBAHMWS CNeayoLero NoKoAeHUs (MOSHOrEHOMHOIO UK
NMOMIHO3K30MHOr0). [pK BbINOIHEHMK WUCCNEA0BaHMA NtoOble
COOTBETCTBYIOLLME Pe3yNbTaTbl JOMKHbI GbiTb NMOATBEPHKAEHDI
CLIA, npexae 4em 6yayT nepefaHbl cembe [24, 25].

FEHETUHMECKMUE OCOBEHHOCTHU
OagHon n3 Hambonee BaxKHbIX ocobeHHocTen B3K ¢ paH-
HUM Havyanom ABNSETCH 3aBUCMMOCTb OT 6OMbLIOr0 Kosye-
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CTBa FEHETUYECKMX Bapuauuih. Y4eHbIMU Oblo NpoBeaeHO
KpYnHoe uccnefoBaHue, B X04e KOTOPOro BbISIB/IEHO, YTO OTS-
FOWEHHbIN cemenHbIi aHamHe3 B 25-30% ciiydaeB CnyxuT
NPUYMHOM BO3HUKHOBEHUS B3K y notomKoB [1].

Pan uccneposatenen coobuiatoT o npeobnagaHum MOHO-
reHHow atmonorum B ocHoBe B3K-OPH [5]. OgHako J. Ouahed
n coaBrT. [1], a TakKe L. Chapuy 1 coaBT. [26] onpoBepratoT
[aHHoe yTBepKaeHue. B cBomx nccnegoBaHusx ydeHble 06Ha-
PYXKMNK, YTO NATONOrMyYeCcKme annenu, ceadaHHble ¢ BSK-OPH,
HabnofatoTea nuwb y 3% fgeten mnagwe 2 net [1], MOHoreH-
Hble B3K cocTasnsioT Bcero 7,8% ot B3K-OPH [1, 26].

CTOWUT OTMETUTb, YTO MHOIME U3 BbISIBIEHHbIX B HacTosiLLee
BpeMsi MOHOreHHbix ¢opm paHHero B3K cBsizaHbl ¢ nep-
BUYHbIMK UMMYyHoZeduumnTamu (MUL), B CBA3K C YEM TaKUM
nauyneHTam Heob6xoAMMO NPOBOAUTL TLATEIbHOE UMMYHOS10-
rmyeckoe obcneaoBaHue 415 BbIIBIEHWSA BO3MOMXHbIX BPOXK-
[IEHHbIX OLIMBOK UMMyHUTETa. Ocob6ble rpynmnbl PUCKa COCTaB-
NIF0T NauneHTbl, UMeloLLne B aHaMHe3e:

e = 4 cny4yaeB UHOEKLMOHHbIX OTUTOB B rof;

e =2 cnyvyaeB TAKeNblX MHOEKLMIN HOCOBbIX MNa3yX B rof;

e =2 MeC aHTMBMOTMKOTEpanun 6e3 adpdeKTa Unn ¢ He3Ha-
4yuTeNbHbIM abbeKToM;

e = 2 cny4yaeB NHEBMOHWW B roa.

Kpome Toro, Takne NposiBNeHUs], Kak HeocTaToqHas npu-
6aBKa Macchl Tena Win 3afepXKKa pocTa, peunavsupyowme
rny6oKnMe abCLecChbl KOXW WAM BHYTPEHHUX OpraHoB, KaH-
OMA03 POTOBOM MOJSIOCTW, TPUOKOBOE MOPAXKEHUE KOXK WU
OTATOLWEHHbIA CEMENHbI aHaMHe3, MOTYT CNYyXWUTb NpU3Ha-
kamu MNA [27].

Ha cerogHsAWHWUM ileHb MOHOTeHHble 3a60/1eBaHNs MOXHO
pas3genutb Ha creayloLime rpynmnbi:

1) npedekTbl anuTennanbHoro 6apbepa;

2) pedeKTbl cMcTeMbl GaroumTosa;

3) nedeKtbl T- 1 B-KNeTo4yHOro 3BeHa;

4) pedeKtbl T-perynsTopHbIX KNETOK U Nepeaayn CUrHanos;
5) runepBocnanuTeNbHble U ayToBOCMNaIUTEIbHbIE COCTOSIHUS.

MoHoreHHble aedeKTbl HapyllaT KULWEYHbIM MMMYHHbIN
roMeocTas Yepes psg MEXaHU3MOB. 3TO CHUKEHWE 6apbepPHbIX
GYHKUMI anuTenmns n 6akTepmnanbHOro KIMpeHca, CKIOHHOCTb
K HEKOHTPOMPYEMOMY BOCMANIEHNUIO U ayTOMMMYHHOMY BOCNa-
NIEHUIO BCNeACTBUE YCUNEHUs aKTuBaumu T- u B-numdounTos,
a TaKXXe HapylweHWs KOHTPONS U UMMYHOIOTMYECKON peryns-
LMK Yyepes perynsatopHble T-KneTku 1 ap. [27].

Take myTauumn ¢ notepen GyHKUMKU B NUraHge v peuen-
Tope uHTepnenkunHa-10 (IL-10) moryt BbI3biBaTb LWKUPO-
Kun cnektp B3K-nogo6Hbix 3ab6oneBanun [28]. O.F. Beser
M COaBT. NPOAEMOHCTPUPOBAIM AaHHYI0 B3aMMOCBS3b [29].
Y 17 nauueHtoB ¢ agnarHo3om B3K-OPH 6binn BbisiBNEHbI
naTtonornyeckne BapuaHTbl reHa IL-10. OKka3anoch, 4YTO y HUX
UMeeTCs OTAroweHHas HacneAcTBEHHOCTb no cnyvyasam B3K.
MccnepoBatenu Takxe yCTaHOBUAKM Gonee TSKenoe TevyeHune
1 cnabbli OTBET Ha Tepanuio y nauneHToB ¢ B3K-OPH [30, 31].

A. Watson ¥ coaBT. pacCMOTpenn B3aMMOCBS3b MOU-
mopduama reHa NOD2 c NOBbIWEHHBIM PUCKOM pPa3BUTHA
B3K-OPH. B nccnegoBaHue 6b1710 BKIOYEHO 2 rpynnbl 60bHbIX:
10 naumeHtoB ¢ B3K-OPH ¢ nonumopdmamamu reHa NOD2
(NOD2+), koaupylowero 6eoK, y4acTBYOLWMA B perynsumu
BOCMaNUTENbHbIX MPOLECCOB B OpraHv3me, U 16 nauueHToB
¢ B3K-OPH 6e3 natonornyeckux BapuaHtos 8 NOD2 nnu no6bix
[pyrux reHax socrnpumnmynBocTi K B3K-OPH. B utore B rpynne
NOD2+ 6bin BbisiBieH ¢deHoTun, NogobHbin BK, ¢ HapylweHnem
JIMHENHOro pocta M aptponatusMu. OAHaKO 3TW pes3ynbraThbl
[O/KHbI BbITb NOATBEPXKAEHbI B 60/1€€ KPYNHbIX Koroptax [32].

B3K ¢ paHHMM Havyanom TaKe xapaKTepuayeTcs natoso-
rMYecKMMuU BapuaHTamu reHa CTLA4, Koavpylowero oanH 13
perynsTopHbix 6enKoB, 06ecnevymBaloLLmMX KOHTPOb Haj pas-
BUTMEM MMMYHHOrO OTBeTa. HegaBHO OTKpbITa HOBas MyTa-
umsa Y60C, KoTopasi BAUSIET Ha CBEPTbIBAEMOCTb 6enKa U ero

CTPYKTYPHYIO CTabuNbHOCTb. Kpome Toro, oHa Bbi3bIBa€eT Hapy-
weHne aumepmsaummn CTLA-4 n cBA3biBaHMa CD8O. Y Hocu-
Tenen Y60C B3K moryt npotekatb 6€CCMMNTOMHO, a TaKxe
B KpanHe Taenon dopme. S. Zeissig u coaBT. NpOBENU Uccne-
[I0BaHWe, B X0Ae KOTOPOro y HocuTenew reHa 6bina BbisiBieHa
naTofiorMyeckn noBblleHHasa nponudepauma T-knetok [33].
[aHHbIM Npouecc accoUMMpPOBaH C HapyleHUeM perynsaumm
aKkTMBaumm T-KneToK. ABTOPbI CUYMUTAIOT, YTO BapuaHTbl CTLA4
NPMBOASAT K pa3BUTUIO HOBOM GOpMbl paHHero Hadvana bBK,
CBSI3aHHOM C CUCTEMHbIM ayTOMMMyHHUTETOM [33].

TeTpaTpuKonenTuaHblM  NOBTOPAOWMACA OOMeEH TA
(TTC7A) TakXe BNWUAET Ha BO3HUMKHOBEHWE TKeNbIX GOopm
MHdaHTUNbHbIX B3K. OH KoaupyeT 6enoK, KOTOpbIM CNoco6-
CTBYET afleKBaTHOM paboTe KNEeTOYHOro LMKIa, UrpaeT Ba-
HYIO POSib B MOCTPOEHMM LIANEPOHOB UM KapKacHbIX 6ENKOoB,
a TaKXe OTBETCTBEHEH 3a AnddepeHLMpPOBKY U nonspusa-
umio anutennanbHbix knetok KT HegaBHWe nccnegoBaHus
NpPoOAEMOHCTPUPOBASIK MOSIBNIEHWE MHOXECTBEHHOW aTpe-
31N KULWEYHWKE, BO3HUKLIEN B pe3y/brate MnaTonornyeckux
annenen TTC7A [33].

JedeKT aaepHoro gaKTopa akKTMBMPOBaHHbIX T-KNEeToK 5
(NFAT5), Koaupytolwero Gaxktop TpaHCKPUMLMK, OTBETCTBEH-
HbIM 3@ 3KCMPECCUIO FEHOB, NPUBOAUT K TMNEPOCMONAPHOCTH
N TUNEepPOCMOTUHECKOMY CTPEecCcy B TOJICTOW KMLUKE, BbI3bl-
Bas ee BocnaneHue. MNMpu B3K ¢ paHHMM Hayanom onpege-
NIAeTCs MNOBbIWEHHass OCMONSAPHOCTb GEeKaNbHOM0 COAEPIHKM-
MOro B TOJICTOM KMLLKE, Y4TO MONOXMUTENIbHO KOppenupyet
C TAXeCTblo 3ab6oneBaHus [34].

[edeKTbl B reHe, KOAMpYoLLEeM Kacnasy peKpyTUHIOBOro
fomeHa, CARD9 moryT ABASTbCS NPEAMKTOpaMu pasBuTUSA
paHHero B3K, Korga HapylwaeTtcs curHan Mofekynbl-agan-
Tepa ons 3anycka aktmBauun NF-kB 1 ydyactns B nepegadye
curHanoB anonto3a. Kpome Toro, AaHHbIM FeH UrpaeT Ba-
HYlO pOfib B MOAYNALMU BPOMKAEHHbLIX MMMYHHbIX peaKkLui
Ha BHYTPWMKIIETOYHbIE NaToreHbl (BUPYCHble, GaKTepuasbHble
n rpubKoBble) [34].

JIEYEHME

YCTaHOBNEHO, YTO AeTH, Y KoTopbix B3K anarHoctnpoBaHo
[10 AOCTUXEHMS B-neTHero Bo3pacTa, HyX/Jalncb B MEHbLLEM
KONMYeCcTBE MeAMLIMHCKUX NPoLEedyp M pexe noaBepranuchb
XMPYPruyecKUM BMellaTenbcTBam, YeM AeTH, Y KOTOPbIX Auar-
HO3 6bln BepuduUMpoBaH B Bo3pacTe 10 net u crapuwe [2].
B nutepatype onucaHbl BO3MOXHOCTM fieyeHus B3K-OPH
C MNPUMEHEHWEM KOPTUKOCTEPOWUIOB, FEHHO-MHMKEHEPHbIX
OMONOrMYeCKMX NPenapaToB U MHIMOGUTOPOB GaKTopa HEKPO-
3a onyxonin-a (TNF-a) B KayecTse Tepanuu u UHLYKLUKU PEMUC-
cun y naumenToB ¢ B3K-OPH n B3K-P [26].

CyLLecTBYIOT ¥ Apyrve BapuaHTbl Ie4eHns, 3aBucaLLme ot
KOHKPETHOrO 3aTPOHYTOro reHa. Tak, HanpuMep, y NauneHToB
¢ B3K-OPH v gpeduumtom nepenayv CUrHanoB peLentopamum
IL-10 addeKTMBHOCTL NoKasana TpaHCMnaHTauus KOCTHOMo
MO3ra M remMornoaTUYECKMX CTBONOBbIX KIETOK [29]. Takxe
3TOT BUA Nle4EHMS MPUMEHSIETCS NPU TAKMX MOHOTEHHbIX MPK-
ynHax B3K-OPH, Kak MyTauuun reHoB, Bbi3blBalolMe XPOHUYe-
CKYyl0 rpaHynemaTto3Hyto 6onesHb u IPEX-cuHapom. C apyron
CTOPOHbI, XOTS TP@HCMNIaHTaLLMsA reEMOMNO3TUYECKUX CTBONOBBIX
KNETOK YCTPaHAET UMMYHHbIM AedEeKT, OHa He cnocobHa BNK-
ATb Ha 3NUTENMaNbHble HapyWEHUs KULIEYHUKA W, cneaoBa-
TENbHO, HE MOXKET YNyYLIMTb TEYEeHWe npouecca B KMWwKe [1].

Takxke npu geduumte IL-10 npumeHsieTcs TpaHcnnaHTa-
LS MYNOBUHHOM KPoBK. OfHAKO Y NaLMEHTOB € X-CLenieHHOM
PELIECCMBHOM 3KTOAEpPManbHOM Aucnnasuern ¢ MMMYyHoAe-
GUUMTOM K TaKoMy MeTofy cneayeT npuberatb C OCTOPOXK-
HOCTbtO. 10 MHEHMIO HEKOTOPbIX @aBTOPOB, AETSAM C HaMYUEM
NPOTUBOMOKa3aHWM K TpaHCMIaHTaLMKN UK e HaxoaaLWwmmes
B TSXKENIOM COCTOSIHMM, MOXHO PEKOMEHA0BaTb aHaKUHPY —
aHTaroHucT peuentopoB IL-1. Takke 6blI0 MOKa3aHo, 4TO



6nokupoBaHue IL-1 adPpeKTMBHO Yy MauneHToB C aeduun-
TOM MeBaJIoHaTKMHa3bl. Ha aKkcnepumeHTanbHOM 3Tane 3To
NPUBENO K 3aMETHOMY KIMHUYECKOMY, 3HAOCKOMUYECKOMY
N TUCTONIOMMYECKOMY YAYYLLEHUIO y YacTu aeTen. [NpeKpalleHune
nepepayn curHanos IL-10 npuBOAMT K BOCNANEHNUIO KMLWIEYHK-
Ka 3a CYET MOBbIWEHHOM NpoayKumMK IL-1 KneTKamu BpOXK-
[JEeHHOro MMMYHWTETa, YTO B AallbHEMLIEM COMPOBOXAAETCSH
aktuBaumen CD4* T-KneTok. B coOTBETCTBMM C 3TUM aBTOpPbI
caenann BbiIBOA O 61aronpuaTHOM BO3AEWUCTBUM areHToB,
OGnokupylownx nepegadvy curHanos IL-1, Ha TeyeHne B3K,
BbI3BaHHOEe feduuntoM perentopos IL-10 [35].

Mpun nednumte CTLAA 1 «ivnononmcaxapui-4yBCTBUTENb-
HOro M MNOXoXero Ha 6exeBbln skopHoro 6enka» (LRBA)
npeagnaraeTcsd Mcnonab3oBaTb abatauent — pacTBOPMMbIN
6€e0K, COCTOSIWMI U3 BHEKIETOYHOrO JOMEHa aHTUreHa-4-
LUMTOTOKCUYECKUX T-nMMOLMUTOB, CBA3AHHOIO C MOANPHU-
uMpoBaHHbIM Fc-dparmeHTom 1gG1l 4yenoseKka. AbaTauent
CENIEKTUBHO MOZYNUPYET KIOYEBON KOCTUMYIUPYIOLLUIA CUT-
Han, HeobXxoAUMbIM AN MOMAHOM aKTuBauuu T-nMmMdoLMTOB
(FOXP3* T-perynatopHbIX KNETOK), aKcnpeccupyroumx CD28,
bIOXKH-6€M0K. AKTUBUMPOBAHHbIE T-TMM@OLMTbI UrpatoT Bax-
HYlO pOfib B MaToreHese ayTOMMMYHHbIX 3aboneBaHui. [na
NnofiHOW akTuBauuun T-numdounToB Tpebyetcs 2 curHana oT
AHTUTEHNPE3EeHTUPYIOWNX KNETOK: MepBblM — A9 pacnos-
HaBaHWs crneundryecKoro aHTUreHa peuentopammn T-KneTok
(curHan 1); BTOpoM (HecneumduyecKuin) KOCTUMYUPYIOLLMI
curHan npegnonaraet cBa3biBaHne monekyn CD80 n CD86 Ha
NOBEPXHOCTU @aHTUIEHMPE3EHTUPYIOLMX KNETOK C peLenTopom
CD28 Ha nosepxHOCTU T-ntuMmboUMTOB (curHan 2). Abatauent
cneundunyeckn ceasbiBaetcd ¢ CD80 n CD86G, cenexkTMBHO
WHIMOUPYS 3TOT MNyTb. YCTAHOB/IEHO, YTO abaTtauenT B 60/b-
LIen CTENEHM BNUSIET Ha OTBET HEAaKTMBMPOBAHHbIX (HAUBHbIX)
T-numoounToB, yem T-numboumMToB Namsat [35].

A6aTauenT ABNsSeTCa NpeacTaBUTENEM TapreTHOM Tepanum
npu geduunte LRBA, xapaKTtepu3yloWwUMCA O4eHb HU3KOM
akcnpeccren CTLA4 wn conpoBoOXAaloWKUMCH aHTeponaTven
U OPYTUMW CUCTEMHBIMU MposBAEeHUAMU. OgHaKO WMHOP-
Mauua O 3HaAYUTENbHOM YYYLLEHUW COCTOSHUS MauueHTOB
¢ B3K-OPH otcytcTBYeT BBMAY OrpaHUYEHHOro Koiunyectsa
ncenefoBaHuim [35].

Eule ogHMM BO3MOXHbLIM MpenapaToM npu geduuute
CTLA4 aBnsetcs Beponndymab. OH npeactaBisieT cobomn
KnweyHocneumdunyeckoe MOHOK/I0HaIbHOe aHTUTENO NPOTHUB
adB7 uHTerpuHa, npepoTepalialollee MUrpauunio T-KIETOK
B TKaHb TOJICTOM KULLKK, BCNEACTBMUE YEro YMEHbLIAETCS Bblpa-
EHHOCTb BOCManeHusa KulevyHuKa. MiccnegoBaHua npenapa-
Ta NPOBOAM/IUCE B OCHOBHOM Yy B3POC/IbIX, U COOTBETCTBEHHO,
Befonn3dymab He peKoMeHOBaH B KayecTBe cpefcTBa nep-
BOM nuHMK npu B3K ¢ paHHnm Havanom. OgHaKo No MHEHMIO
A.E. Levine u coaBrT., Begonndymab 6e3onaceH n adpheKTnBeH
npu HegnoddepeHumpoBaHHom B3K-OPH ¢ yacToTon KnMHuye-
CKOro otBeTa 56% K 4eTBepTOMY BBeeHuo [21].

MHrM6UTOPbl KanbLUWHEBPUHA, K KOTOPbIM OTHOCATCS
LIMKIOCMOPUH A U TaKpoIMMyC, MOLaBAAIOT TPaHCKPUMLMK
reHoB IL-2, TNF-a u uHTepdepoHa-c (INF-c) B T-kneTkax
M MOFYT UCMNONb30BaTbCA AN MHAYKUMKM pemuccun npu B3K
y AETEN C PE3UCTEHTHOCTLIO K cTeporaam. OaHaKo uccnegoBa-
HWS HE Aann OQHO3HAYHbIX pe3ynbTaTtoB. B 0630pe naumeHToB
¢ pedvumtom XIAP, nonyyaBLlKX TakpPoaMMYC, OblI0 0GHapy-
YEHO, 4YTo 60Jsiee MNOSMIOBUHbI BOMbHbBIX OblLIM pedpaKTepPHbI
K e4eHnI0 KoMOMHaLUMen KOPTUKOCTEPOUIOB M TaKpoMmyca,
a TaKXe UMKIOCMOpMHOM M asatuornpuHom [36]. [daHHble
pesynbTaTbl HYXKAAOTCA B AOMOJHUTENBHOM MOATBEPMKAEHWU
B KpyNHOMacLUTabHbIX UCCef0BaHMSX.

Pan vccnepoBaHWii AEMOHCTPUPYIOT HECOCTOSATENbHOCTb
CcTaHAapTHbIX MeTooB neverHns B3K-OPH, oco6eHHo y nauum-
€HTOB A0 rofa. B ctaHAapTHylO Tepanuio BXOAAT Takue npe-
napartbl, Kak 5-aMUHOCannuunIoBas KMCNoTa, UMMYHOMOAYNS-

TOpbI (6-MepKanTonypuH, a3aTMONpuH, METOTPEKCAT), a TaKKe
aHtutena npotne TNF. Bbino BbiCKa3aHO NpeanonoxeHune o6
3hDEKTUBHOCTM NpUemMa aHTUBUMOTUMKOB Y NaLMEHTOB AaHHON
BO3pacTHOM rpynnbl [37].

Mpn HeanddepeHunpoBaHHoM B3K u paHHem B3K
LUMPOKO Mcnonb3ytoTcs npenapaTbl aHTU-TNF-a.. C nomoLbio
MHPAMKCMMaba AOCTUraeTcs BbICOKUMM MPOLLEHT PEMMUCCUHM
K 10-n Hep neyeHnsa. OgHaKO B TeyeHWe MepBoro roja
Tepanuu MHOTMM MaLMeHTaM MOXET NoTpe6oBaTbCs NOBbI-
LeHne TepaneBTUYECKON A03bl NpenapaTa B CBA3KU C OTCYT-
CTBMEM OTBETa Ha Tepanwuio. Y aeTen mnajlwero sospacrta
OTMeYaeTCs MOBbIWEHHbIM KIMPEHC, YTO TaKKe SBASeTCS
noKkasaHWeM Ana NPUMEHEHUs yBeNUYeHHOW A03bl npena-
paTta. Cnefgyet nNpoBOAUTb MOHWTOPWUHI TepaneBTUYECKOro
YPOBHS npenapata, 4Tobbl cneanTb 3a BbipabOTKON aHTUTEN
K MHONMKcmaby, 4TO MOXET MPMBECTM K NOTepe OTBETa
Ha Tepanuio [21].

MMMyHOMOAYNATOPbl a3aTMONPUH M METOTPEKCaT 4acTo
MCMOMb3YIOTCA B KayecTBe MOHOTepanuMu uanm B KOMOGMWHa-
LMK € BMONOrMYECKUMHM NpenapaTammn Ans NevYeHns paHHero
B3K. AzaTtMonpuH ocTaHaB/IMBAET Pa3BUTME MMMYHHbIX Kie-
TOK B CBfI3W C GNOKMPOBKOW CUHTE3a NypuHOB. [enctBue
MeToTpeKcata CBOAMTCS K MHIMOMPOBAHWIO CUHTE3a MNypu-
HOB U nupumuanHoB [38]. B cBS3n ¢ npumeHeHvem 60/b-
WUKX A03 npenapata CyWeCTBYET PUCK renaToTOKCUYHOCTU
M HegoCTaTOYHOCTM KOCTHOrO Mo3ra. Y MaNleHbKux aeten
¢ B3K-OPH, KoTopble HyatoTcs B NOBbILWEHHbIX 403aX METO-
TpeKcaTa, CyLWEeCcTBYET PUCK Pa3BUTUS renatocryieHU4ecKom
T-KNeTo4YHom NMMPOMbI C BO3MOXKHbBIM SIeTalbHbIM UCXO40M
npv AAUTENBHOM MPUMEHEHUWU. B CBA3KM C 3TUMMU AaHHbIMM
MMMYHOMOZAYNATOPbI HE PEKOMEHJ0BaHbI K MPUMEHEHMIO CPO-
KoM 6onee AByx fiet [6, 39-41].

Kpome BblllenepeymcneHHblx METOAOB SIeHeHUs, B nuTe-
patype YnomuHaeTCcsl TakXe O TpaHcnaaHTauun deKkanbHon
MWKPOOGMOTbI MauUMeHTy OT AoHOopa. B uccnegoBaHmax coo6-
LaeTca 0 JOCTUKEHUU peMUCCUM 3aboneBaHus Yepes Heae-
N0 Nocfe BbINOJIHEHHOW TpaHCnAaHTauuu, a Yepe3 3 Mec
aHanus3 geKanum nokasasn, YTo KuleyHas ¢aopa nauueHTta
WAEHTMYHA TaKOBOMW B GeKanunax AoHopa, 4TO roBOPUT O BOC-
CTAHOBNEHUN MUKPOOUOTbI. TaKkue pes3ynbTaTbl CBUAETENb-
CTBYIOT O NEPCNEKTUBHOCTM UCMONb30BaHMA AaHHOro MeToaa
B 6yayuiem [42].

MPOrHO3

[e6ioT B3K B Bo3pacTte g0 6 neT accouunpoBaH ¢ 6onee
BbICOKOM 4aCTOTOW Ha3Ha4YeHUs WMMYHOMOAYNMpPYOLWEN
Tepanuu 1, Kak cneactsue, AUTENbHOM UMMYHOCYNPECCHEN.
B cnyyae anutenbHO TeKylwero 3abofieBaHWs NOBbIWAETCs
PUCK Pa3BUTUS OHKONOMMYECKMX MPOLECCOB B CBSA3M C OCO-
GEHHOCTAMMU Tepanuu M HEMOJHbIM KynupoBaHWEM BocMa-
NIUTENbHOrO Mnpouecca B Kuwke. Havbonee 4yacto y aetew
pasBuBaloTCs IMMOPOMbI, KOMOPEKTaNbHbIM paK, a TaKxe
paK Koxu [43-45]. HeKkoTopble nccnegoBaHusl 4eMOHCTPK-
pylOT B3aMMOCBA3b Pa3BUTUS OHKOMOTMYECKMX MaTONOMMM
C ANWUTENbHOM KOMOGWHMPOBAHHOW Tepanuew npenapatamu
aHTU-TNF-a 1 TMonypuHamu. B nutepaType npeacraBieHbl
NPOTUBOPEYMBLIE AaHHble OTHOCUTENbHO CBS3M BO3pacTa
fe6tota B3K 1 cMepTHOCTH, OAHAKO CMEPTHOCTbL cpeau nawu-
€HTOB C paHHel MaHudecTauunen B3K nocToBEPHO BhillE, YEM
cpeau NoXuibix NauneHToB [8, 46-48].

3AKJ/IIOMEHME

Taknm o6pazom, B3K ¢ paHHUM HavyanoM MMEET TsKenoe
Te4yeHne ¢ XxapaKTePHbIMMU TONbKO A5 3TOM rPynnbl HO30/10M -
yecKkunx GopM NposiBAEHUAMU, Ha KOTOpble cneayeT 06paTuTb
BHMMaHKWe. [na KOMNAeKCcHoro o6cnefjoBaHns aTux naumeH-
TOB HEOOX0AMM MeXAUCUMNIMHapHbIM noaxod. Tema Tpebyet
JanbHENLWero U3y4eHns B KPymHbIX KOropTax.
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