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CKpbiTble ayTOUMMYHHbIE
yrposbl

CKpbITble ayTOMMMYHHbIE Yrpo3bl: MeToAnYecKoe nocobume HalumoHanbHoM
accouuaumm 3KCnepToB Mo pPeaKUM 3a60/1eBaHUAM NPU NoAOePXKeE ....

MeTogudeckoe nocobue NpeacTaBnsieT Co60M 0630p Hanbosiee YacTbiX ayTOMMMYHHbIX 3a60/1eBaHUN,
KOTopble MOTyT MaHudecTMpoBaTb B AeTCKOM Bo3pacTe. VIHpopMaums nocobusa NnoMoXxeT negmatpam
BOBPEMS BbISBMATb AETEN C ayTOUMMYHHbIMW 3a60/1€BaHMSAAMM U HANpaBiaTb K creumanucTam.
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CKpbITble ayTOMMMYHHble yrpo3bl — (akTopbl pUcka W MNepBble MPU3HaKKW, MO KOTOPbIM MOMXHO
3anofo3puTb ayTOMMMYHHOE 3a6oMeBaHue.

AyTOMMMYHHOE 3a60/IeBaHNe — COCTOsIHME, NPU KOTOPOM ayTopeakTuBHble T-KNeTKu 1 ayToaHTUTena
MOBPEX4atoT OpraHbl M TKaHW OpraH1M3Ma 1 NPUBOAAT K HAPYLLUEHUIO UX QYHKUMIA [1]. ATakn UMMYHHOWM
CUCTEMbI MOTYT 6bITb OpraHocneuudUYHbIMU U CUCTEMHBIMU, XapakKTepHbl COYeTaHUs HECKOMbKUX
ayTOMMMYHHbIX 3a601eBaHuni [2-4]. OHM MOTYT CTaTb MPUYMHON CMepPTH Kak caMu Nno cebe, Tak 1 BHOCA
BKJ1aZ B CMEPTHOCTb Yepes3 MHOXECTBEHHbIe CONyTCTBYoLWMe naTonoruu [5-71.

Y oeTei ayTOMMMYyHHble 3a60/eBaHNUsA MOTYyT MPUBECTU K HeoBpaTUMOMY MOBPEXAEHUIO OpPraHoB B
paHHeM BO3pacTe M HeraTMBHO MOBMUATb Ha POCT M pasBUTUE C AONTOCPOYHBIMU NOCNeACTBUAMMU BO
B3POC/ION XMU3HU [8]. MpOnyLieHHbIN gMarHo3 caxapHoro guaéeTta 1 TWna CTAHOBUTCA MPUYMHOWM
AMabeTnyecKoro Ketoauunaosa u cmepTtu y geten [9].

AyTOMMMYHHble 3a6oneBaHUs pas3BMBalOTCA MNPUMEPHO Yy OAHOro W3  fOBaguatTv  YesloBek,
pacnpocTpaHeHHOCTb WX pacTeT, NpW 3TOM JAMarHoCTMKa Hepepko 3anasgbiBaeT. Jllogu MoryT
MecsiLlaMu UK rogamMu UCMbITbiBaTb CUMMTOMbl M HakKannMBaTb MOBPEXAEHUS TKaHen, npexae 4yem
6yneT yCTaHOBMEH TOYHbIM AnarHos [2, 3, 10-12].

[locobue paccmaTpmuBaeT Kro4YeBble 0COO6EeHHOCTN AdYTOUMMYHHbIX
3060/1eBAHNMN, KOTOPble YACTO BCTPEYArOTCSA y AeTen U HEKOTOPbIX
QyTOMMMYHHbIX 3060/1eBAHUIN, KOTOPbIE XAPAKTEPHbI 4J18 B3POC/IbIX,
HO MOTYT MQHUGECTUPOBATL U Yy AeTeu.

Llenb nocobua — cHabguTb neanaTpoB TOM MH(DOpMaLJ,MeVI, KOTOpad MNOMOXeT CBOEBPEMEHHO
3anoao3punTtb ayTOMMMYHHYHO naToJiornto n HanpaBuUTb K cneyunanucty ao pas3BuUTUA
XKN3HEYrpo>XXakoLwmnx OCNOXXHEHUN.

Kakue AYTOMMMYHHbIE 3a6oneBaHuUs BOLWU B Noco6ue u noyemy

Cnnckn ayTOMMMYHHbIX 3a6oneBaHui BkodarT oT 80 go 150 HaMMeHOBaHUK, Y KaXaoro n3 KoTopbIx
CBOM MefMaHHbiM  Bo3pacT MaHudectaummn [1,2,13]. T[loCKONbKy HET CBOAHbIX [aHHbIX O
3a60/1eBaEMOCTM M pPacnpoOCTPaHEHHOCTN ayTOMMMYHHbIMU 3aboneBaHusMU y pgeTen B Poccum,
3a60/1eBaHusa gnsa nocodms oTéupanu Ha ocHoBe MHGOPMaUUKN U3 APYruX CTPaH.

EcTb Heckonbko paboT Mo 3NMAEMMUONONMN ayTOMMMYHHbIX 3a60/1eBaHUIN KaK Knacca, U3 HUX ofgHa
COLEPXMUT JaHHble no 3aboneBaemMocTu y geten [2,4]. 3To nonynsunoHHoe nccnegosaHue Conrad et

al, 2023, B KOTOpOM MnpoaHanuM3nMpoBanu fAaHHble 22 MUNNMOHOB Xutenen Benuko6putaHuu. Ha
OCHOBaHMM 3TUX AaHHbIX B MOCO6Me Bownu 15 3aboneBaHun, KOTopble MaHNGECTUPOBaIM B AETCKOM
Bo3pacTe [2].
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aYTOMMMYHHbIX 3a60M1eBaHnN
MaHudecTupoBanu y aeTen u MonoabIx
nopen o 20 neT B NonynsiyoHHOM
nccneposaHmm Conrad ¢ coaBT., 2023
[2]

AyTOMMMYHHble 3aboneBaHnsa u3 uccnegosaHus Conrad c¢ coaBT., 2023 MOXHO pa3fenutb Ha
COCTOSIHUSA, KOTOpble MaHUpeCTUpOoBanu B AEeTCKOM U B NOAPOCTKOBOM BO3pacTe U COCTOAHUSA, KOTOpble
MaHUpecTUpoBanun y NogpoCcTKOB. TakXe 3a60sieBaHUsA OT/IMYaNUCh MO CUle MHUMOEHTHOCTU. Y aeTen n
NOAPOCTKOB Hambosbluasg cuna MHUMOEHTHOCTM OTMeYanacb y caxapHoro guaéeta 1 Tuna, BUTUAUTO,
Lennakumn, BoCnanuTenbHblX 3a00fieBaHUI KMWeYHMKa, ncopurasa. C MeHbLlUen CUMON UHLUMAEHTHOCTU Y
HUX MaHMdeCTMPOBaNM BaCKyNUTbI, XPOHUYECKas HaANOYeYHNKOBasS HELOCTAaTOYHOCTb, CKepoaepmMus,
CUCTEMHas KpacHasa BoOnYaHka. B nogpocTtkoBoM Bo3pacte M Ao 20 neT MaHudpecTupoBanu
ayTOUMMYHHbIN  TUpeoUanT, OUOPY3HbIN TOKCUYECKUA 306, MNEPBUYHbLIA BUMAPHBIA  XONaHIWUT,
AHKMUNO3MPYHOLWUIN CMOHAWMINT, MUACTEHUSA U pacCesaHHbIN cknepos. CuHapom LerpeHa ¢ MUHMManbHOM
WHUMOEHTHOCTbIO OTMeYeH 6nuxe K 20 rogam [2].

B uccnepoBaHmmn Conrad et al. n3 19 Hambonee 4YacTbiX ayTOMMMYHHbIX 3aboneBaHun o 18 net
MaHudecTupoBanu:

caxapHbIn guabeT 1Tmna HagNoOYe4YHUKOBasi HEQOCTAaTOYHOCTb
uenuakms AHKMNO3UPYHOLWMI CMOHAMANT
BUTUNUIO ANPPY3HBIN TOKCUYECKNI 306
BaCKynuTbI aYTOMMMYHHbIN TUpeonguT

ncopwuas paccesiHHbIN CKepos
BOCnanuTenbHble 3a60/1eBaHNA KULLIEYHNKA MuacTeHus

CUCTEMHas KpacHas BOMYaHKa NEePBUYHbIN BUIMAPHBIN XONaHTUT

cknepogepmus [2]

B utore B nocobue BowAM ayTOMMMYyHHble 3abofieBaHWs U3 3nUAEeMUONIOrMYecKoro uccriefoBaHus
Conrad c coaBT., 2023, KoTOpble MaHUdeCTUPOBaNN U B OETCKOM M B NOAPOCTKOBOM Bo3pacTe. Ewe
BKNHOUMNM [Ba 3aboneBaHWst C <«MNOLPOCTKOBOM» MaHudpecTaumen: ayTOMMMYHHbIN TUPEOUAUT W
andoy3HbIM TOKCMYeckn 306. OTM COCTOSIHMS 4acTo BCTpevarTcsa B KOMOWHaUuM C  Opyrumu
ayTOMMMYHHbBIMW 3a6oneBaHuamMun [14,15].
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CaxapHbiit puabeT

CaxapHbin  guabet 1 Twmna, CO1, BO3HMKaeT WU3-3a ayTOMMMYHHOW [ECTPYyKLUK
VHCYNNH-TIPOAYLMPYIOWMX B-KNEeTOK MOoOXeNnynouHoM >enesbl. [eCTpykuna wucrtowaet nyn
B-kneTok, pas3BMBaEeTCA HEOOCTAaTOYHOCTb WHCYIMHA W Ha 3TOoM ¢QoHe — XpoHUYyecKas
runepriavkeMus, Kotopasa TpebyeT NOXU3HEHHON Tepanum UHCYIMHOM [,

Y peTen 3aboneBaHWe 4acToO [AOWArHOCTUPYIOT B >KU3HEYrpoXarolwem COCTOSHUMU
AnabeTnyeckoro kertoaumgosa, XOTH [MarHO3 MOXHO MOCTaBUTb elle Ha OOKINHUYECKUX
cTagmsax -° . PaHHAs anarHocTuka nossondeT getam ¢ CA1 ncuxonornyeckn afantupoBaTbCs K
NPeAcTOALWEMY COCTOAHWUIO, MPUHATL yYyacTune B KIIMHWYECKNX UCCIe0BaHUAX, @ B NepCcrneKkTmnae
— NONyYnTb Tepanuo, Of00PEHHYIO ANSA AOKAMHUYECKUX cTagui 6onesum 45 . Tlpu guarHocTuke
CO1 npoBOAWNTCA CKPUHUMHI Ha p[Apyrue ayToMMMYyHHble 3abofieBaHuA, KOTOpble 4acTo
covyeTarotcac CO1 M.

CkpbiTbie yrpo3sbl CA1

o [eHeTMyecKas NpenpacnonoXeHHOCTb: puck pa3snTtusa CL1 Bbiwe y poaCcTBEHHMKOB NEPBOM
nunHuK [5].

o Livpkynupyowme cneundunyeckme ayToaHTUTENA: NOBbILAOTCA elle 40 MaHndecTauum
KJIMHUYecKux cumntomos [1,5].

o Hecneundunuyeckne cCMMNTOMbI: 3aTPYLHAT OUArHOCTUKY, OCOBEHHO Yy AeTen mnagLwe S net
[6,7].

o CoyeTaHue C ApyrumMm ayTOMMMYHHbIMW 3a60neBaHUAMN: Hanbosiee YacTo BCTpeYaroTCA
ayTOMMMYHHbIN TUpeonguT 1 uenvakus [8,9].

PacnpocTpaHeHHOe ayTOUMMYHHOEe

B 2025 rogy ¢ C[11 BO BCeEM MUpe XMBYT 9,5 MUNTNOHOB YeNOoBEK, U3 HUX T MUNIINOH feTen go
14 net 1 0,8 munnnoHa nogpocTtkoB 15-19 neT. PacnpocTpaHeHHocTb CL 1 pacTeT: ewe B 2021
rogy ¢ C1 B Mmpe HacumTbiBanochb 8,4 MunnnoHa yenosek, a B 2040 rogy ux bypet yxe 14,7
MUInoHos M,

CA 1 TMna yacTto MaHudecTupyeT B AETCKOM U MONoAOoM Bo3pacTe. B 2025 rogy no pacyetam B
Mupe C[] 3aboneno 513 000 yenosek B Mupe, U3 HUX 164 000 geten ot O go 14 net n 58 000
noapocTkoB 15-19 net 1'% . B Poccun B 2023 rogy CO1 oTMeyvancsa B 374,2 cnydasax Ha 100 000
JeTCcKoro HaceneHua ',

peten 3aboneno CO18 2025 rogy [10].

Tpu pakTopa

C[1 passuBaeTCA Npu B3aMMOLENCTBUN Tpex GaKTOpPOB:

e reHeTUYyecKom NpenpacrnosioXXeHHOCTH,

e COCTOAHNA NMMYHHOW CUCTEMBbI.

e ripegpacnonararowmx GakTopoB OKpYyXaroLen cpeabl.
FeHeTUYeCKylI0 NpeapacnosioXXeHHOCTb ONpeaensAtoT reHbl, KoTopble GOPMUPYIOT
ayTOMMMYHUTET K OCTPOBKOBbIM [-kfneTkaMm. B nepsyto odepenb ¢ C[IO1 accoummpoBaHbl
HECKONbKO ranfioTUNOB rNaBHOro Komnnekca ructocoBMmectumoct (HLA). Takxe ecTb



OTAefNbHble reHbl ¢ 6oMblwon ponbto B natoreHese CA1 Tuna: INS, PTPN22 n IL2RA 7,

naBHbIA KOMMNEKC FTMCTOCOBMECTUMOCTMU U €ro ransioTunbl npu cal

['NaBHbIN KOMMIEKC rmcTocoBMecTMMocTU (Major Histocompatibility Complex, MHC) — yyacTok reHoma
YyernoBeKa, KOTOpble Tak)Ke M3BECTEH KakK YeI0BEeYECKUA NenKoumTapHbl aHTureHd (human leukocyte
antigen, HLA). 9TOT y4acTOK pacrnosioXXeH Ha KOPOTKOM Mrieye 6- XpOMOCOMbI U OXBaTblBaeT OKOJo 4
MWUIIMOHOB Nap HyKNeoTUAOoB, BKOYaeT nokycel A, B, C, DP, DQ, DR, C4, Bf n C2 [12].

[eHbl nokyca HLA KogupytoT MONEKYbl, KOTOPbIE YYaCTBYIOT B NPE3eHTaL MM aHTUIeHOB, perynaumm
BOCManeHuns, paboTe CUCTEMbI KOMMIIEMEHTA, @ TakXe B peanusaumm BPpOXXAEHHOro U aganTUBHOMO
MMMYHHOro oTeeTa [12].

Y MHC (nnn HLA) HecKonbkKo 0COBEHHOCTEN:

1. NonureHHocTb. MHC COCTOUT M3 MHOXECTBa TECHO CLLeMNSIEHHbIX FEHETUYECKNX NTOKYCOB,
NPOAYKTbI KOTOPbIX 06/1a4at0T OANHAKOBLIMW NN CXOOHBIMU GYHKLUAMU.
2. Nonumopdun3sM. Ha 0fHOM reHHOM JIOKYCe CYLLeCTBYET MHOXECTBO assesier, BOSHUKLLUX B
pesynbTaTe reHHon MyTauuu Nn reHeTUYecKom pekoMbrHauuu.
3. FannongHoe HacnegosaHue. N'eHbl MHC, pacnonoXeHHble Ha 0OgHON XpOMocoMe, COPMUPOBaHbI B
TECHbIN CLLeMNSIEHHbIN KnacTep, M3BECTHbIN Kak ranioTun WAy ranaoung. 3ToT ranioTun HacnegyeTtcs
NOTOMKOM Kak efinHoe Lenoe. [ToTOMOK HacnegyeT OA4MH ranioTun oT oTua U Apyron — oT Matepu.
4. HepaBHoBecHOe cuenneHne. OnpegeneHHble annenu ns pasHbix nokycos MHC yctonumso
COBMECTHO HacneayTcs. BsanmMocBsAsm Mexay reHamm He ABASKOTCA MOMHOCTbLIO CNyYalHbIMU;
onpepfenieHHble reHbl 0KasblBatoTCA MOCTOSHHO CUEenfeHHbIMY Apyr ¢ apyrom [13].
MonMMopdn3mMbl B IOKYCe rNaBHOroO KoMmniekca ructocoBmectumocTtu (MHC) onpegenstoT
WHOMBUAYANBbHYIO BOCMPUMMYNBOCTD K KOMMIEKCHBIM, @y TOUMMYHHbLIM U MHOEKLIMOHHbBIM 3a60/1eBaHNAM
[12]. Nokycbl HLA DR n HLA DQ 06ycnoBnvBatoT NPUMEPHO MOSOBMHY FEHETUYECKOro prcka pasBuTus
can [5].

Haunbonbwmni puck C1 cBA3aH ¢ rannoTunamMu:

e HLA DRB1*03:01-DQA1*05:01-DQB1*02:01 (Tak>ke ob6o3HavyaeTcs kak DR3-DQ2),
e HLA DRB1*04:01-DQA1*03:01-DQB1*03:02 (Tak)xe ob6o3Ha4yaeTcs kak DR4-DQ8) [5].

Y nrogen, umeroLynx poaCcTBEHHNKOB NepBon cteneHn pogctea ¢ CAT,
OTHOCUTEJIbHbIN MOXXU3HEHHbIN PUCK pa3BUTMNS 3TOro 3abosieBaHNS MOXET
6bITb 40 15 pas BbIle MO cpaBHEHWUIO C obLyen nonynsaumen [5].

B obwen nonynauum y pgeten ¢ rannotunom DR3-DQ2 wnn DR4-DQ8 puck passuTus
ayTOMMMYHUTETa MNPOTUB OCTPOBKOBbIX KneTok M CO1 coctasnsetr 5%. [OnA poaCcTBEHHUKOB
nepBon cTeneHn nauymeHtoB ¢ C[H1, koTopble yHacnepgosann DR3-DQ2 wnnm DR4-DQS8,
BEPOATHOCTb pa3BuUTUA BONE3HN yBENMUYMBAETCA U COCTaBNAeT okoso 20% 1,

PO CTBEHHUKMN NEPBON CTEMEeHN — 3TO POAUTENN, AeTu, 6paTbs, CECTPbI.

AyTOMMMYHHOeE pa3pyLueHue 6eTa KNeToOK — MHOroaTarnHbIn NpoLecc, B Xo4,e KOTOPOro
aKTUBUPYIOTCA M KNETOYHOE U rymMopanbHOe 3BeHbA UMMYyHUTETa. lNepBMYHOE MOBpEXOeHue
B-kneTok npwuefiekaeT ayTopeakTuMBHble T-NIMMOOUUTBI, MOHOUUTLI U Makpodarn. OHu
MHOUIBbTPUPYOT OCTPOBKM JlaHreHrapca, nospexpgaroT [OHK B-KneToK W MHOYUMPYOT WX
anonTos. B-KNeTKM paspyllarTcA C  PasIMYHON CKOPOCTbH, KJIMHMYECKME MposBeHUA
passmBatoTCA NpU NoBpexgeHnm npumepHo 70-90% mx nonynsauunm.

Ceponoruyeckune Mapkepbl paspylleHnsa 6eTa KNeToK — OCTPOBKOBbIE ayToaHTUTeNa:

o AT K rnyTamaTgekapbokcunase GADA,

o AT K TUpO3nHpochaTase IA-2A,

o AT K TpaHcnopTepy LUnHKa 8 ZnT8,

o AT K HCYnUHY IAA,

e AT K CTPYKTYypaM OCTPOBKOBbIX kKneTok ICA 15,



TUMOB ayTOAHTUTEN OMNPEAENSAOT ay TOMMMYHHbIN npouecc npu CA1 [1,5].

JocToBepHble paKTOpbl OKpYXKatlow,en cpepbl (MHOEKLNOHHbIE, aNMMEHTapHbIe Un
xnummyeckme Tpurrepbl CL 1 Tmna) — noka HeMsBeCTHbl. ECTb faHHble 0 BOZMOXHOM BAUSHUN
SHTEPOBUPYCHOM U POTaBUPYCHOMN UHPEKLNIA, paHHEro BBeLEHUSA TOTEHA U CMECEN Ha OCHOoBEe
LEenbHOro KOpPOBbEro MOoKa, HO WX HeJoCTaTOYHO pAna Toro, 4tobbl dopmmpoBaThb
pekoMeHgauun rno npopunakTuke M .

Tpu ctagum

C/A 1 Tuna npoxoanT TP OCHOBHbIX CTagumn pa3BUTUS: OT NOSBEHUS
cneynpuyeckmnx aHTuTesn 6e3 CUMNTOMOB A0 rMNeprinkeMmm n
K/IMHNYeCcKom KapTuHbl [1,5].

Korga y yenoBeka MOABAAOTCA OT ABYX BMAOB OCTPOBKOBbIX ayTOAHTUTEN, TO BEPOATHOCTb
nporpeccmpoBaHnsa 00 KIIMHNYECKOro AnabeTa B TeUYeHme XU3HU npubnmxaetcs K 100% 15 .

Crtapus 1, BOKJIMHUYECKaA: Yy TOUMMYHUTET U HOPMOITMKEMUSA. B KpoBK onpenenstoTcs oT
OBYX TWMOB OCTPOBKOBbLIX ayTOaHTUTEN, HO YPOBEHb caxapa KpoBW B Mpefenax HoOpMbl,
cumnToMoB HeT 04 | N3 585 peten ¢ AByMA M 6ofiee OCTPOBKOBbIMU ayToaHTUTENamMu
MaHudpecTHbIn C1 passunca y 43,5% yepes naTb NneT, y 69,7% yepes 10 net ny 84,2% yepes 15
net 0o,

CTtapgus 2, fOKNUHNYECKAs: ayTOMMMYHUTET U AUCTrNnkemMus. B KpoBu onpefensatoTca oT ABYX
TUNOB OCTPOBKOBLIX ayTOAHTUTEN, NOABNAETCA OUCTNIMKEMUSA, CUMATOMOB HeT 14 | Cpeaun 1151
yenoBeka C ABYMA U 6onee OCTPOBKOBLIMWU ayTOAHTUTENaMU PUCK pasBuTus gunabeta 1 Tvna
cocTtaBun 74% depes 4 roga OT MOMEHTaA NOATBEPXAEHHOrO HapyLeHWA TOMNEepPaHTHOCTU K
rnoKose e,

OucrankemMmio AMarHoCTUPYOT UK Mo ABYM KPUTEPUAM UK MPU COOTBETCTBUM OJHOMY U TOMY Xe

KPUTEPUIO B Ba pa3HbIX MOMEHTa BPEMEHU B TeveHune 12 MecsLeB:

e [7IOKO3a B MiasMe BEHO3HOM KPOBU HaTowak oT 6,1 8o 6,9 Mmmonb/n

e MIOKO3a B M/jla3aMe BEHO3HOW KPOBW Yepes 2 Y Nocsie HarpysKu ritoKO30M B MepopasibHOM
rNOKO30TONEepaHTHOM TecTe oT 7,8 fo 11,0 mmonb/n

e [fOKO3a B MsiasMe BeHo3How kpoBu Yepes 30, 60 1 90 MUHYT Nocrie HarpysKku raoKo30M B NepopasibHOM
rNIOKO30TONEPaHTHOM TecTe =11,1 MMonb/n

e HbA1C 5,7-6,4% nnu nosbiweHne HbA1C Ha >10% [1].

CTtagumsa 3, KNnMHUJYecKas: CToMKas runeprimkeMmnsa B Co4eTaHMM ¢ CMMNTOMaMn unm 6es Hux, B
KPOBW onpenensieTcsa oT OAHOro Tuna OCTPOBKOBLIX ayToaHTuTen 114



TMnepriavkemMuo AnarHoCTUPYHT MO OAHOMY U3 CNELYHOLMX KPUTEPUEB:

e [JIOKO3a B M1a3Me BEHO3HOW KPOBU HaToLWaK OT 7 MMOb/N

e fIOKO3a B MjiasMe BEHO3HOW KPOBW Yepes 2 yaca nocsie HarpysKku riroKo30M B OpasibHOM
rNHOKO30TONepaHTHOM TecTe 11,0 MMonb/n

e MIFOKO3a B M/1a3Me BEHO3HOW KPOBW MpW CyYyanHoM onpegeneHmmn =11 Mmonb/n.

e HbA1C ot 6,5 % [1].

[Mpy oTCyTCTBUM ABHOM runepriankeMun gnarHo3 Cl, noctaBneHHbI Ha OCHOBAHUW 3TUX KPUTEPUEB,
HeobX0AMMO NOLTBEPXKLATb MOBTOPHbIMU TEeCTaMU. YPOBEHb MeHee 6,5% He NUCKIIKoYaeT BO3MOXHOCTM
aunarHocTtukn CL, no ypoBHIO FtoKo3bl. Ponib camoro no cebe HbA1c B guarHoctuke C1y geten fo KoHua
HesAcHa [1].

MexxagyHapogHoe o6wecTBO NO AeTCKOMY M noapocTkoBoMy amabety (ISPAD) BbigensieT eue
YeTBEPTYHO CTagUIO: ONINTENBbHO Tekywmn CO1 B,

Bes cBoeBpeMeHHOM AMArHOCTUKM W Hadana WHCYNuHoTepanuum ayTOMMMYHHOe paspylleHue
B6eTa-KneToK Nog)enyngoyHom Xenesbl NPMBOAUT K AnabeTunyeckomy ketoauungosy, OKA. OKA
pasBuMBaeTCH, Korga nus-3a abComoTHOro geduumTta NHCYNnHa nepudepruyeckmne TKaHm CHUXarT
YTUNN3aLUIO TNKOKO3bl, NMeYeHb HauyMHaeT BblpabaTbiBaTb 6OMblIe [IHOKO3bl, aKTUBUPYETCA
KeTOoreHes 1 noBblwaeTcs BblpaboTKa KOHTPUHCYNAPHbLIX TOPMOHOB FikOKaroHa, ropMoHa pocTa,
KaTexonaMmHOB U KopTusosa. Bce aTo nNpmBOOUT K CTOMKOW rUMeprinkeMmm c¢ pasBuUTUEM B
OanbHeWWeM KeTo3a U MeTabonmyeckoro aunagosa !,

KeToreHes npu KA

B ycnoBusix geduunTa MHCYMHA U NOA, LENCTBUEM KOHTPUHCYIAPHbBIX FOPMOHOB aKTUBUPYETCA
NINNONN3 XXMPOBOW TKaHW, YTO MOBbILWAET NPOAYKLM CBOOOAHbBIX XUPHbIX KUcnoT (CXK). B nedyeHun
nog, AencTenem rintokaroHa CXK okmMcnaoTca 00 KETOHOBbLIX TeN. FOPMOH pocTa ToXe BHOCUT BKIIaf,
B KeToreHes, nosblwas ypoeHb CXK kposu. B ycnoBuax nsbbiToO4HOro o6pasoBaHms KETOHOBbIX Ter
BbICOKUX TEMIMOB NUNOMN3a, 6eTa-oOKNCIEHUA U CUHTE3a aLeTU-KoaH3Ma A KoA pasBuBaeTcs
aumpos [18,19]. NomruMo KeTOHOBbIX Ten nNpu KA noBbileHbl YPOBHU SPYTUX OPraHNYeCKMX KUCHOT,
Takmx Kak D-nakTtaT. Y naymeHToB ¢ [IKA KOHLUEeHTpauusa D-naktaTa KoppenmpyeT C BblPaXEeHHOCTbHO
aumngosa [19].

AnarHocTuka no aHTuTenam, rMmKeMmm u

C[IO1 MoxeT 6bITb AMarHOCTMPOBaH Ha N60N CTagun PasBUTUSA MO COBOKYMHOCTU CReayroLmx
napamMeTpPOB: HaIMYMIO OCTPOBKOBbIX aHTUTES, FIMKEMUYECKOMY CTaTycy, cuMmnTomMam .

OCTpoBKOBbIe aHTUTEes1a MNO3BOJIAKOT AnarHocTuposatb CL 1 Ha
LAOKITIMHNYECKNX CTaamnsaX, HO UMEET 3Ha4YeHNe nx KoJIn4yecTBo U
rIMKeMu4ecKkuii npogunsib

Ecnu onpepgensaoTca ABa BMaa OCTPOBKOBbIX aHTUTEeN 6e3 CMMNTOMOB, TO nMeeT MecTto CL 1
TUNa Ha AOKIMHUYECKOW cTagun. Ecnv npu 9TOM rMKEMUYECKUIA NMPOodUib B HOPME, TO peyb
naet o nepson ctagum CLO 1 Tuna. Ecnnm ecTb AUCTIIMKEMUA, TO pedyb WAET O BTOpOM
OOKInHMYeckonm ctagum CL 1 tuna. Ecnu ecTb runepravkemums, To gnsa noctaHoskn CL 1 Tuna
LOCTaToOYHO Halnumsa OfHOr0 BuMOa OCTPOBKOBbLIX aHTUTEN. Mpu 3TOM MNOMHOE OTCYTCTBUE
ayTOaHTUTEN He UcKMoYaeT Hannume CA1 (manonatuyeckumi). .

Fnukemuyeckuii npodunb Ha NepPBON AOKINHNYECKON CTaaun B HopMe. Ha BTopon
OOKIIMHUYECKON CTaAumn — AUCTNINKEMUSA, Ha TPETben — CTOWKas rmneprinkemMums.

CuMNTOMbI CaxapHOro gnabeTta roBopAT o0 TpeTben, KnnHmnyeckon, ctagmum CA1. Bce
HauYMHAETCsH C HEOCTPbIX HECNeUnPUYecknx CUMMNTOMOB, HO NPU OTCYTCTBUN UHCYIMHOTEpPaNnuu



COCTOSIHWE NporpeccupyeT Ao agnabetmnyeckoro Ketoaumaosa, AKA 1,

HeocTpble Hecneuyudpuueckue nposisneHunsa CA 1:
e flonngunncusa,;
o MONINYPUA N SHYpPES;
e MiporpeccupytoLan noTepsa Maccol Tena,
e HeobbsACHMMOE OTCyTCTBUE I'IpM6aBKVI MaccChbl Tenay neten nepBoOro roga >XwmsHu,
. CJ'Ia6OCTb, YyTOMNAEMOCTb
e peunamBupyoLLe MHOEKLIMM KOXW U HapY>KHbIX MOMOBbIX OpraHoB (BynbBUT, 6anaHuT) [,

OcTpble cumntTombl [1IKA:
e JermapaTauuny (CyxoCTb KOXHbIX MOKPOBOB M CIM3UCTbIX, CHUXKEHHbIN TYProp KOXW, «3anasLine rnasa»)
e MHOFOKpaTHOM PBOTHI
 AbixaHusa Kyccmayns (paBHOMepHoe pefKoe fbixaHue C ry60oKUM LLYMHbIM BAOXOM U YCUNEHHBIM BblJ0XOM)
e PacCTPOWCTBO CO3HAHUA (4e30pueHTaL s, MPEKOMaTO3HOE UMK, pexe, KOMaTO3HOe COCTOsHME)
 3anaxa alLleToHa B BblablxaeMoM Bo3ayxe 7,

Buoxumunuyeckas Tpuaga OKA:

e TUNEPranKemMmnsa (ypoBeHb MHOKO3bl B KPOBK =11 MMOnb/N),

* KeTo3 (ypoBeHb B-rugpokcmnbyTtupata > 3.0 MMOnb/n)

* MeTabonmyecknii aumaos ¢ yBeNMYEHHbIM aHNOHHBIM MPOMEXYTKOM (pH apTepuanbHon KpoBu < 7.3

n/vnn ypoeHb brukapboHaTa < 18 mmonb/n) [20,21].

BpeMeHHO MNpoMeXyTOK OT MOSBMEHUSA MNepBbiX CUMATOMOB A0 pa3sutma LKA 06bl4HO
COCTaBnsieT oKosno 2-4 Hepenwu. Y geten Mnaflwero BospacTa nporpeccupoBaHne nponcxoguT
ObicTpee un3-3a 06ofiee arpeccuMBHOroO paspylleHnMs B-KNeToK M MeHee pasBUTbIX
KOMMEeHCaTOPHbIX MexaHn3MoB 22,

XXusHeyrpoxxawuiue oC/1I0XXHEHUA U PUCK NleTasIbHOCTU NpU
nospHeun

OuarHoctuka CO1 y peTenm 4acTo 3anasfblBaeT, M3-3a 4Yero [eTuM MOryT oKasaTbCsa B
XXN3HEYTPOXaloLWeM COCTOSHUN UM NOrnbHyTb. B 2025 rogy KonmM4yecTBO MpexgeBpeMEHHbIX
cmeptenn ot CO1 oueHmBanocb B 174 000, npuuyeMm 17,2% w©n3 HUX OblIM  BbI3BaHbI
HecBOEeBPEMEHHOW JMarHoCcTukom ol .

Yactota KA B gebrote CA1y geter MoXeT goxoantb Ao 80% [23].

Ha npoTtsaxeHun 40 neT yactota OKA B gebrote CL1 ocTaeTcs Ha BbICOKOM ypoBHe 24261 | B
My fibTUHaLNOHaNbHOM nccnegosanHum 2001 roga B OTAENbHbBIX KIMHUYECKUX LLEHTpax 4yacToTa
OKA B pgebrote CL1 poxogmna go 67% 27 . B koropTHoM uccnegoBaHum 2002 roga OKA B
pebiote CO1 oTmevanacb y 80% peten 23 | B MHOMOUEHTPOBbLIX W MNOMNYAALNOHHBIX
nccnegosaHnsax guardHos CL1 y geten yctaHasnusancsa B coctosHun KA B 28-40% cny4yaes
(236272291 B KOropTHbIX nccnegoBaHuax nocne 2020 roga 4yactoTta KA no-npexHemy ocTaeTcs
Ha BbICOKOM YypoBHe, Bapbupys oT 30% o 50% 26251,

B Hambonbwem pucke OKA Ha MOMEHT MOCTaAHOBKM AMArHosa HaxogsaTca pgetu Ao 5 ner,
NOAPOCTKM, @ TaKXKe OETU U3 3THNYECKMUX MEHBLUMHCTB [,

AKA y ManeHbKkux paetem

Bbicokas yactoTa [JKA B febroTe y ManeHbKUX feTen MOXET ObiTb CBA3aHa C 0COBEHHOCTAMU
KJIMHNYECKNX MPOSIBNEHUI 1 6onee arpecCuUBHbIM U O6LLIMPHBIM pa3pyLlLieHeM 6eTa-KIeTok, a 'y
NOAPOCTKOB — C UX HEXENaHNEM AEeNNTbCSA C POAUTENAMM CBOUMU CMMNTOMamMu [6,7].
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LAunabeTnyecknmn KkeToaungos MOXET NMPUBECTU K TAXEsIbIM OCI0OXKHEHNAM
n cmeptun [21].

PasnuuatoT oCcTpble N OTCPOYEHHbIE OCNOXHeHUA KA.

OTeK rofioBHOro Mo3sra — Hanbosiee onacHoe oCTPoe OCNoXHeHne. BcTpevaeTcs B 0,5-0,9%
cnydasax [OKA, a ypoBeHb NneTanbHOCTM cocTaBnsaeT 21-24%. Yawe BCTpedyaeTca y peTen
Mnaglero BospacTa, y N1l C BrepBble BbIABMEHHbIM OMabeTOM U y TeX, Yy KOro CUMMNTOMbI
NpoABNAIUCH JoNblue 21301

OcTpoe noBpeXxaeHue noyek passmBaetcs B 43-64% annsonos KA n cosgaeT puck
0ONrOCPOYHON MUKPOCOCYOUCTON NaToNornm n gnabetnyeckom 60aesHmn novek 721,

Apyruve ocTpble 0CI0XXHEHUSA BKKOYAOT rMnokanmeMuio, rmnorinkeMmnto, BEHO3HbIN TpoOM603,
pPabaoMNOMNS, OCTPbIN NAaHKPeaTUT, CEMNCUC U IEFOYHbIE OCIOXHEHNUSA 21301

LonrocpouHblie nocnepacteusa KA BkoyatoT 6051€e NNOXON MUKEMNUYECKUA KOHTPOb,

CHMXXEHME ocTaToYHOM QYyHKUMKN B-KNeTok, bonee HMU3KME nokasaTenu peMuccum sabonesaHus
[3,21]

JleTanbHbit ucxop npu KA npenmyLecTBeHHO 06YCNOBEH NOBPEXAEHNEM FOSIOBHOMO MO3ra.
B pasBuTbix CTpaHax ypoBeHb cMmepTHoCcTU oT [OKA cocTaBnseT MeHee 1%, Torga Kak B
pa3BMBaKOLLMNXCA CTPaHax OH 3HaUYUTENbHO Bbilwe — oT 3% A0 13% 21,

MpodunakTuka KA n nogrotoBkKa K KJIMHU4eCKon maHudecrtalmm

Y gnarHocTtuku CO 1 Tna Ha OOKIMHUYECKOW CTagumn ecTb psg NPeuMyLecTB Mo CPaBHEHMIO C
AMarHoCTUKOWM Ha CTaauUu KINUHUYECKUX NPOSABIEHWU.

Bo3moxxHocTb n3bexaTtb [1IKA B gebtoTe. KeToaumnos npu gnarHocTMKe caxapHoro guabeta 1
TMna y peten — nMpeankTop HeyaoBNeTBOPUTENIbHOrO LOSTOCPOYHOIo FIMKEMUYECKOrO
KOHTPONA N GaKTop pUCKa XU3HEYrpoXaroLmx OCMOXHeHUn B21 | T1o cpaBHEHUIO C OeTbMU, Y
KoTopbix CL1 6bin BbISBMAEH B KIAMHUYECKOW CTaguu, AeTw, HaxoguBLUMEcCs nog HabnogeHnem
nocsne nosoXUTENbHOIO CKPUHUHIA Ha OCTPOBKOBbIE aHTUTEeNa, B AebtoTe KIMHNYECKOn cTagum
B OECATb pa3s pexe pasBuBany AnabeTuyeckuin ketoaumgos n nMenn 6onee HU3KUA YypoBEHb
HbA1C [5,25,31-36] .

YuacTtune B nporpaMmax CKpUHWHra ¢ nocaegyromm MOHUTOPUHIOM Ha
80-90% cHuxaeTt puck KA B nebrote 3 ctagnm CA1[25,31,34].

B MHOrouymMcneHHblXx WUCCNefoBaHUSAX pPasHbiX CTpPaH MporpaMMmbl CKPUHMHIA B COYeTaHUMU C
ONNTeNbHBbIM HabngeHnem cHmxaroT YyactoTy KA B gebrote fo 2,5-5% npoTtme 29-40% OKA B
nebroTe 6e3 CKPUHMHIA, YacToTy rocnutanusaunn B gebtote Ao 3,3% npotus 44% [2531-361 |

WccneposaHue DAISY, Barker J.M. ¢ coaBT., 2004. CpaBHunn ocobeHHocTU TedyeHns CYO1 B pebroTte
KnuHu4yeckom ctagmm mexay 30 geTbMU, BbIABAEHHbIMU Ha AOKAMHMYeCKUX cTtaamsax n 101 pebeHkom,
BbIIBMIEHHbIM Ha MOMEHT fgebitoTa KiuMHu4yeckon cTtagun. B pebiote CLO1 peTtw, HabnogaBlimecs C
OOK/IMHNYEeCKON CTafun, rocnutannampoBanucb Ha 90% pexe, yeM geTtu 13 obuwen nonynauun: 3,3%
npoTus 44% B,

Mccneposanue BABYDIAB, Winkler C. n coaBT., 2012. CpaBHUIM gaHHble AebioTa KIMHUYECKOWN CTagumn
CO1 pByx rpynn peten: 101 pebeHka, [MarHOCTUPOBAHHOINO Ha [AOKIMHUYECKOM CTagum U
HaXOAMBLUEroCsA C Tex Nop nopg HabnogeHnem, n 49 883 peTen, y KOTOpPbIX AnarHos Obis ycTaHOBMEH 6e3
NnpeaLwecTBYOWEro BbIABNEHNA Ha OOKAMHWYeckon ctaguu. HbA1c nepsbix 6bin 8,6% npoTtuB 11%
BTOpPbLIX, p < 0,001; yacToTa AnabeTmMyeckoro kKeTtoaumpgosa y nepsbix Obina 3,3% npotms 29,1% vy
BTOpPbLIX, p < 0,001. AHanornyHble pesynbTaTbl OblM MOMyYEHbl, KOorga aHanuia orpaHuumnm 759
HeobcnefoBaHHbIMU  OeTbMU, UMEKLWMMU POACTBEHHUKOB MEPBON CTEMEHW POACTBaA C CaXxapHbIM
onabetomM 1 Tuna. He OblNO BbIABNEHO pasnuunin mexay obcnefoBaHHbIMU U HeobcnenoBaHHbIMU
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LeTbMW Mo YpoBHIO HbAC 1 03€e MHCYNIMHA B TeYeHne nepBbIx 5 feT nocne NocTaHoBKM AnarHosa B2,

WccnepgosaHue TEDDY, Elding Larsson H u coasT., 2014. Onucanu nepsbix 100 pgeTen AOLWKONbHOMO
BO3pacTa, OMarHOCTUPOBaHHbIX Ha AOKIMHUYECKOW CTafuu U Nepelleflmx B KavHU4Yeckyro. BospacT
neTeil Ha MOMEHT AMarHOCTUKK KAMHMYecKon ctagum 6bin 2,3 roga (0,69-6,27 roga). HecmoTps Ha
MaJsiblil BO3pacT, C KOTopbIM accoummpoBaH KA, puck passutus KA 6bis HUSKMM 1 cocTaBnsn 8% 61,

MccneposaHne Hekkala A.M. ¢ coaBT., 2018 r. OueHunu yacToTy passutusa OKA y geTten, npoweawmx
reHeTU4Yeckuin cKpMHMHr Ha CA1 trna. Jetam onpegenunu reHotunsl HLA-DR/DQ, accounmnpoBaHHbie C
MOBbILWEHHBIM PUCKOM pPas3BUTUA caxapHoro amabeta 1 Tuna v panblwe Habmoganu. Yactota OKA y
neTei C NOBbILWEHHbIM FreHeTU4YecknMm puckom 6eina 5,0% (n=159). B ocTanbHbix rpynnax yactota OKA
6blna 3HauMTeENbHO Bblwe: 22,7% Yy MNaLWEHTOB, HE MPOXOAMBLUMX CKPUHWHI Ha FEHEeTUYECKUIA PUCK
(n=229); 26,7% y Tex, KTO NPOLLEST CKPUHWHT, HO HE UMES MOBbIWEHHOro pucka (n=81); 23,4% y peten c
MOBbILLUEHHbIM FeHETUYECKMM PUCKOM, KOTOpble He Haxoaunuck nog HabnogeHnem (n=48) 331

MccneposaHue Ziegler A.G. ¢ coaBT., 2020 r. B TeyeHne Tpex neT NpoBOANIN CKPUHWUHT Ha OCTPOBKOBbIE
ayToaHTuUTena getaMm B Bo3pacTte oT 1,75 0o 5,99 net. 13 90 632 getenn y 280 BbIABUAN AOKIINHUYECKUI
CO1 (0.31%; 95% ClI, 0.27-0.35), 13 HMX 3a BpeMs HabnroaeHUs KIMHUYecKast cTagua passBuniacb y 62
neten. N3 62 peten y 2 (3,2%) B MaHubecTauum 6bin nabopaToOpHbIA AnabeTuyeckuii KeToaumnpos
nerkon (pH 7,28) wnu cpegHenn (pH 7,14) cTeneHn TsHXecTu 6€3 KIAMHMYECKUMX CUMNTOMOB. [ns
CpaBHEHVEe aBTOpPbl NMPVBOAAT [AaHHble AOCTYMHbIX Ha TOT MOMEHT uccnegoBaHuin KA B gebrote 6es
CKpVHWHra: B Fepmanumn 20% v B CLUA 40% 341,

Nccneposanne Wentworth JM. ¢ coaBT., 2022 r. CpaBHunu yacTtoTy passutua OKA B gebtoTe 3 cTtagum
CO1 Tuna mexpay 178 poacTBeHHUKaMu nauneHToB ¢ C1, BbISBNEHHbIMU Ha AOKIVHUYECKOW CTaguun, n
nvuamMm n3 obLen nonynauunm, y KoTopbiX AnarHos 6bia1 ycTaHOBMEH 6€3 NpefBapUTebHOro CKPUHUHTA.
B rpynne npolweawmnx CKPUHUHI POLACTBEHHUKOB CPEedHUI BO3pacT Ha MOMEHT MOCTaHOBKWU AMarHosa
6bin 13,4 roga npotus 10 neT B obwen nonynauyun. N3 178 poACTBEHHUKOB, Y KOTOPbIX Oblna
OnarHocTtupoBaHa 3-A ctagua COT1, y 9 (5%) passunca OKA, npuyem 7 M3 HUX He Habnoganucb 00
MaHndecTauum 3 ctagun. Hactota KA B gebroTte B obLien nonynsaumm coctasunia 31%. MNocne nonpaBku
Ha BO3pacT, MOA WU Hannuynme cemMenHoro aHamHesa C[O1 puck passutna LKA y poACTBEHHUKOB,
NPOLUEALINX CKPUHUHT, ocTaBascs Ha 80% HuXe, 4yeM B 06LL el nonynauum 259,

MccneposaHue Frida, Hummel S. ¢ coaBT., 2023. CpaBHUNU faHHble febroTa KnmHuyeckon ctagum CA1
OBYX rpynn geten: 128 peTen, oMarHOCTUPOBAHHbIX Ha OOKIMHUYECKON CTagun N HaXOOMBLUUXCA C Tex
nop nop HabnoogeHnem n 736 geTen, y KOTOpbIX AMarHo3 6bln ycTaHOBMEH 6e3 npenlecTBYHOLWEro
BbIIBNIEHNA Ha [oKavHM4Yeckon ctaguu. HbA1 nepsbix 6bin 6.8% npoTtuB 10.5% BTOpbLIX, YacToTa
OnabeTnyeckoro ketoaumzosa nepsbix 6bina 2,5%. MNpu aHanuse faHHbIX genanu nonpaBky Ha Mo,
BO3pacT W KaneHAapHbIA rog Ha MOMEHT NMOCTaAHOBKM AMarHo3a caxapHoro gvabeta 1 Tvna 3- cTagun, a
TaKXXe Ha Hanmuune poACcTBEHHMKA NEPBOI CTENEeHN PoAcTBa C caxapHbiM Anatetom 1 Tuna B3,
BO3MOXXHOCTb 06YUYUTLCA U NOATOTOBUTLCSH K KJIMHNYECKOMN CTaauu NCUXONornyecku. PaHHsas
anarHoctnka C1 Tvna nossonseTt getaMm n pogutenam nogrotoButbca K CO1 Tuna, 3apaHee

NOJYYMUTb 3HAHUA U HABbIKWM, HEOBXOAMMbIE AR XU3HWN C 3a60NeBaHnem 1534371

Ecnun cembs npoxoanT obyYeHne n HaxognuTcs rnog MeauLuHCKUM
HabrogeHnem, 1o BbisBrieHne C/L1 1 Tmna Ha AOK/IMHUYECKON CTaanmn He
BbI3bIBAET Yy poANTENIEN TAKOIrO CUIbHOI O NCUXOJIOrMYECKOro CTPecca, Kak
B Tex c/ly4asix, korga gnarHo3 CTaBUTCA YXKe Mpu NosBIEHUN ABHbIX
cumnTomos [5,34,37].

Ha MOMEHT AWarHOCTUKW AOKIMHUYECKOW CTaauun y poamTenen MoXeT MOoBbIWaTbCs YPOBEHb
CTpecca, HO CO BpeMeHeM OH cHuxaeTtca B4 . [pn aToM y poauTenen peten, y3HaBWMUX O
OuarHose TONbKO B MOMeEHTe MaHudecTaumm CO1 Tuna, 6e3 [OKINHUYECKOW [MarHOCTUKMK,
YPOBEHb CTpecca Bblle, YEM Y POAUTENEN Ha MOMEHT OOKAMHUYECKOM ANArHOCTUKMK 1B4371 |
ObyueHre 1 ncuxonornyeckasa NoggepXxKa MoryT CcnocobCcTBOBaTb CHMXEHUKO TPEBOXHOCTU Y
L, OCYLLEeCTBAALWMX yxon, obneruntb nepexopq K 3 ctagum CO1 1 Havyany MHCYNMHOTepanmu

5,371

B nccneposaHun Ziegler A.G. ¢ coaBT., 2020 r. y pogutenen peten ¢ goknvHuyeckum CO1 oueHunm
YPOBEHb fenpeccumn no 6annamMm ONpoCHMKa COCTOAHUA 300poBbA PHQ-9 Ha MOMEHT [OKIMHUYECKON
anarHoctukm CO1 Tuna n yepes 12 MecsiLeB U CPaBHUIN 3TOT YPOBEHb C POAUTENAMU AETEN, Y KOTOPbIX
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CKPWHWHI He BbIABWA oKauHuYyeckoro CA1 Tuna u ¢ poauTensMmn, KoTopble ysHanm o guarHose Ha 3
ctagun C[H1. Y maTepen peten € npecuMnTOMaTUYeCKMM caxapHbiM gunabetoMm 1 Tuna ypOBEHb
genpeccun Obin Bbille, YeM Y MaTepen geTeil C oTpuuaTeNbHbIMU pesynbTaTaMu Ha OCTPOBKOBbIE
aytoaHtutena: 3 71 6anna npoTtms 2 4 Gannos, p = 0,002. Yepes 12 mMecsALEB y MaTepen geTein ¢
OOKNMHMYeckum CL1 Tuna nokasaTenn 3HauMMo CHuXanucb go 2 4 ; p < 0,001. YpoBeHb fenpeccum
poauTenen Ha MOMEHT AOKIMHUYECKON amarHocTuku COT1 'y ux feTen Obin HUXe, YeM y poguTenen, y
KOTOPbIX caxapHblii gnabeT 1 Tuna 6bin AnarHoCTUpPOBaH 6e3 NpeaBapuUTENbHONO CKPUHMHIA: Y MaTepen
3 716anna npotme 5 3-8 : p < 0,001), y oTuoB 2 (>4 6anna npotme 4 271 ; p < 0,001 341,
MeXxgyHapogHoe obLlecTBO Mo AeTCKOMY M NoApOCTKOBOMY guabeTy (ISPAD) pekomeHayeT
OLleHMBaTb 3MOLMUOHaNbHbIE, KOrHUTUBHbIE W TMOBeAEHYecKMe napamMeTpbl Yy peten c
poknuHmnyeckum C1, a TakXKe y YNeHOB UX ceMen. PEKOMEHAYIOT PacCMOTPETb BO3SMOXHOCTb
ncuxocoumanbHON NogaepXKu SeTAM ¢ paHHUMK cTaguamu CO1 Bo BpeMA pYyTUHHbIX BU3UTOB K
Bpayy. [lpepgnaraloT NO BO3MOXHOCTW Mopy4vYaTb Takyko MOoALEepPXKY TeM MeAULUHCKUM

paboTHUKaM, KOTOpble MPOLLN CreLuanbHyro NoAroToBKY Mo Bonpocam anabeta ! .

B03MOXXHOCTb CHU3UTb 3aTpaTbl. PaHHsA anarHocTuka CL1 cHMXaeT 3aTpaTbl Ha JieueHune
nauveHTa, B TOM UMC/ie 33 CYeT MOTPEeBHOCTUM B rocnMTanusauumn, Konmyectsa Tpebyemoro
WHCYNMHA, CUCTEM €ro AOCTaBKM U CUCTEM MOHUTOPMHIa FIFOKO3bl 431

CKPUHWHI B TeYEHUEe OAHOIro rofa MOXXeT COKOHOMUTb 225,5 MAIH pybrien

[4].

B 2025 rogy oakcnepTbl MHU &by HMWL, sHpokpuHonorun um. ak. WUN. W. [eposa u
Bonrorpagckoro rocyfapCTBEHHONO MEAULMHCKOrO YyHUBepcuTeTa onybnukosanu
KJIMHUKO-3KOHOMUYECKUIA aHanuM3 cKpuHuHra CLO1 y peten B Poccuinckon ®depepauumn.
AHanusupoBanu apPeKTUBHOCTb U CTOMMOCTb CKpUHUHIra Ha CO1y geTten oT poxaeHus o 18
neT, UMEeLWKNX poACTBEHHMKOB NepBon nuHUM ¢ C1. B aHannse yunu saTpaTthbl Ha onpegeneHune
yeTblpex ayTOaHTUTESN, KOHCYIbTUPOBaHME Npu UX 0BHapYy>XeHnn, ambynaTopHoe HabntogeHne,
a TakXe rocnmTanusaumio no geKomneHcauum v no ApyruMm pasnmyHbiM npuynHam. Nocumntanu
pacxogbl [Ofs [BYX CLEHapueB: CO CKPUHWHIOM U 6e3 Hero. B pacuyeTax CKPUHUHI C
NoCneayroLWmnM KOHCYNbTUpoBaHNeM Ha 39,9% cHmMxan abCooTHbIN PUCK AebioTa 3aboneBaHns
¢ OKA, B oBa pasa cHuxan puck cmeptu npu OKA n puck cnydyaes NoOBTOPHOM rocnntannsaumm
nocne OKA no nobon npuynHe B TedyeHne roga. B pesynbtate obwme pacxofbl CHUXANNCh Ha
5,5% no cpaBHEHMIO C MPaKTUKOM 6e3 CKpuHMHra: 3,865 mnpg py6. npotms 1 4,091 mnpg pyb6.
OKOHOMUKO Ha ofHOro pebeHka, npolwefllero CKpPUHUHIOBOEe obcrefoBaHWe, oueHunn B 57
559,37 py6 B rop, ¢ .

BO3MOXXHOCTb OTCPOUYUTb KJIMHNYECKYIo MaHudecTal,uo

PaHHee BbifBneHne C[1 — noTeHUManbHas BO3MOXHOCTb OTCPOYUTb  KIIMHUYECKYHD
MaHudpecTauuto 3abonesaHma M . Ha MOMeHT nopgrotoBkn nocobua B CLIA pencreyet
peructpaumsa npenapaTta aHTU-CD3 MOHOKJ/IOHANbLHOro aHTUTena A8 OTCPOYKM HACTYMNeHUs
TpeTben ctagum C1y B3poCnbIX U geTen oT 8 neT, UMeroLnx BTopyto ctaguo C1 B,

CkpuHuHr Ha C[11 B Poccun
Poccunckue knnHuveckme pekomMeHgaumm no CO1 y peten 2025 ropa peKoOMeHOyHT

onpenensiTb OCTPOBKOBbIE aHTUTENA AeTAM C POACTBEHHUKAMW NepBOM cTeneHn poactea ¢ CA1
1,39]

PoacTBeHHUKU NepBOW CTeNeHN: pafume poamaeny/OpamyA]icaetpbl [1,39].
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B Poccuun paHHroro gnarHoctuky CL1 peanunsyroT pervoHbl v THL OI'bY
«HMWL] sHgokpuHonorum um. ak. M. N. legosa» [39,40].

B pamkax ckpuHuHra Ha CO1 y pOACTBEHHMKOB MEPBON NMHUM PEKOMEHAYHOT onpeneneHve
AdHTUTEN K OCTPOBKOBbBIM KJIETKAM:

o AT k rnyTamatgekapbokcunase GADA,

o AT Kk TuposuHbocdaTase IA-2A;

e AT K TpaHcnopTepy uuHKa 8 ZnT8,

o AT K HCYNNHY B KpoBHU |AA,

o AT K CTPYKTYpaM OCTPOBKOBbIX kneTok — ICA [,
TeCcT Ha aHTUTEena K aHTUreHam nop,»(eny,n,quoM Xenesbl BK/IKOYEH B  HOMEHKNaTypy

MeANLIMHCKUX YCNYTr U B CTaHAapT MeAULNMHCKOM MOMOLLM OeTAM Npu caxapHoMm gvabeTe 1 Tuna
[41,42]

BoT, kak 0003HayeHO wWcCnefoBaHWE aHTUTEN B HOMEHKNatype MeguUMHCKUX YChyr,
ncnonbayrouwencsa B 2026 rogy “:

Kop HaumeHoBaHue
A12.06.020. OnpepfeneHve cogepXxaHns aHTUTeN K aHTUreHamM OCTPOBKOB KJIETOK NOAXENYA0YHOM Xefesbl B KPOBU.
A12.06.039. OnpepeneHve cCoaepXXaHns aHTUTeN K MHCYIMHY B KPOBU.

MOHMTOpMHr n 06yquVIe Ha AOKJ/IMHUYEeCKUX cTaauax no

MOHUTOPUHI Ntogen Ha [OKAMHMYeckmx cTagmsax C[O1 nossonseT CBOEBPEMEHHO BbIABUTH
nepexop 3aboneBaHns B KNMHUYECKYIO CTaguto 533361 MexayHapogHoe obLlecTBO No AeTCKOMY
N noapoctkoBoMy paunabety (ISPAD) paspaboTano TpexaTanHblihi anroputM MOHUTOPUHra
NnauneHToB Ha [OKAMHMYecKux cTaguax CO1 Tuna. PekomMeHgauuwn BKAKOYaOT OLEHKY B
OVNHaMUKe YPOBHA ayTOaHTUTEN, nokasaTesnen rMnMKeMmMYeckoro npoduns, a Takxke obydeHune v
NCUXOCOLManbHYO NOAAEPXKKY CEMEN.

CKpPWHUHI Ha ayToaHTUTenNa n HabnogeHve 3a NaLueHTamMm ¢ OfHUM ayTOAHTUTENOM: Bpay
o6LLLeit NpaKTUKKU. [1py MOSIOXUTENIBHOM CKPUHUHIE PeKOMEHA YT NOBTOPHOE UCCIefoBaHune,
yTOBblI MOATBEPAUTb pPe3ynbTaT W UCK/UYNTbL peBepcuto aytoaHTuten. Ecnm  BTOpoe
nccnegoBsaHve NOATBEPAUSIO HalWyMe OfHOro OCTPOBKOBOro ayToaHTuUTena, TO pfanblue
PEKOMEHAYIOT PerynsapHO M3MepATb YPOBEHb ayToaHTUTEs, MPOBOAUTbL MeTabosmyeckui
MOHUTOPWHI B ANHaMUKKe, a TakXXe 0byyaTb CEMbW U OKasbiBaTb NCUXOCOLMANBHYIO MOALEPXKKY.
MeTabonnyecknin MOHUTOPUHI — onpegeneHne HbAIC nnn cnydvanHble U3MEPEeHUs rNHKOo3bl
Kposwu. B!,

YacToTa KOHTPOJIbHOrO UCCefoBaHUA 3aBUCUT OT BOo3pacTa pebeHka. Y geTten mnaguwe 3 net
OHO MPOBOAMTCA KaxpAble 6 Mecsua B TeueHue 3 neT, y geTen cTapuwe 3 net — Kaxgable 12
MecsLEeB B TeUYeHne nocneyowmx Tpex net. Metabonunuyecknin MoHnTopuHr (HbA1c, cnydyanHoe
onpegenieHne ypoBHS MHOKO3bl U Ap.) MPOBOAUTCA B T€ XE CPOKU. YXXe Ha 93TOM 3aTane obyyaroT
npuvsHakam un cumntoMam [OKA, paxke ecnu nauumeHTbl He MpOorpeccupyroT WAN TecCTbl
CTaHOBATCA oTpuuaTenbHbIiMn 1.

30/10TON cTaHAapT oueHku nporpeccumn CLT1— aByx4acoBoun opasibHbin
TECT Ha TOJIePaHTHOCTb K FIOKO3€ C Harpy3Kou riaoKosbl B gose 1,75 r/kr,
Makcumym 75 r [5].

Ha6nogeHue 3a naL,MueHTaMu Ha NepBO [OKJIMHUYECKOI CTagaun: 3HA,0KpUHonor. [Mpu
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NOMOXMNTENbHOM pesysfibTaTe ABYX N 6onee ayTOAHTUTEN OLLEHUBAIOT MMKEMUYECKUIA CTATyC Mo
opanbHOMY rtoKo30ToNepaHTHOMY TecTy, O TT. Ecnn no O TT HopMOrnankemMus, To aTo nepsas
OOKIIMHUYEeCKaa cTagusa, Ha KOTopon nepuogudeckn onpegenaroT HbATc, npoBoaAT crnyvyanHble
U3MepEHUA THOKO3bl KpoBUW. Y aeTer Ao 3 neT nccnefoBaHne NoBTOPSAOT Kaxable 3 Mecsaua, y
neten ot 4 oo 9 net — Kaxgable 6 Mec, y geten ctapwe 9 net — Kaxgble 12 mecsues ) .

Ha6niogeHuve 3a naw,MueHTaMu Ha BTOPOi AOK/IMHUYECKOWN CTaaun: SHAOKpPUHoor. [pun
nepexoge Ha BTOPYH [LOOKINHUYECKOMY CTafMO PEKOMEHOYHT pacCcMOTpeTb BO3MOXHOCTb
oueHkn HbATc n cny4yanHOro ypoBHSA FIFOKO3bl KPOBWU Kaxable 3 Mecsila y neTen N nogpoCcTKoB
M Kaxgable 6 mecsaueB y nuy, ctapwe 18 net. Bo BpeMs 601e3HM Unn npu NosBAEHNUM CUMMTOMOB
ISPAD pekoMeHLyeTCcs pacCMOTPEeTb BO3MOXHOCTb KOHTPONA [HOKO3bl KPOBUM [AOMALUHUM
rNIOKOMETPOM WU T/IIOKO3bl B MOYEe aHaniMs3oM Mouu. BmecTto oueHku HbDATC MOXHO
NCMOMb30BaTb HEMpepbiBHOE Kn3MepeHne [oko3bl (HMI) Tam, rge 9TO  MpakTUYecku
OCYUW,eCTBMMO, C YYEeTOM WHAMBUAYalbHbIX OOCTOATENbCTB, MNOXENaHuh W noTpebHoCTewn
nauueHTa n ero cembu B,

CoueTaHusa c aApyrumm ayTomMMyHHbIMUA

AyTOVMMYHHbIV NpoLLecc, Bbi3biBaroLlmii CL1, MOXeT TakxXe nopa)aTb Apyrue opraHbl, Npusoas
K PasBUTUIO JOMOMHUTENbHbIX ayTOUMMYHHbIX 3a60/1eBaHNA U YCNOXHAS BeeHne anabeTa.

Y nauymeHToB ¢ C1 Tvna Hanbosiee 4acTo BCTPEYaroTCA ay TOUMMMYHHbIN
TMpeougunTt n uenvakus [8,9,43].

geten ¢ CO1 MMetoT No KparHen Mepe eLle O4HO ay TOMMMYHHOe
3aboneBaHue [8,43].

B nccnepoBaHum Gimenez-Perez G. ¢ coaBT., 2019, us 13,5 Tbica4y nauwneHToB ¢ C 1 Tuna
apyrme ayTOMMMYHHble 3aboneBaHMa oTMedanucb y 18% nauwneHToB. Hambonee uyacTto
BCTPeYanucb: ayTOMMMYHHbIN Tupeomant (10,2%), ncopumas (2,7%), sutunuro (1,2%),
runeptupeos (15), peBmatongHoin apTpuT (0,4%), NEPBUYHDLIA CKIEPO3UPYIOLLUA XOMAHTUT
(0,1%) ®© .

B cuctemaTtnueckom o63ope ¢ MeTa-aHannsomM Nederstigt C. ¢ coaBT., 2019. npoaHanusnpoBanu
280 ny6bnukaumin no codetaHuto CA1 Tvna ¢ ayTOMMMYHHbIMK 3a60f1€EBaHUAMU LLNTOBUAHOWN
Xenesbl, UennMakmen, ayTOUMMYHHbIMU MOpaXKeHUaMU Xenyaka (BKIYas MNepHULNO3HYHO
aHEMMIO), BUTUNIO N HEAOCTAaTOYHOCTbIO HaAMOYEYHNKOB.

B 0630pe Nederstigt C. ¢ coaBT., 2019 r. cpegun nauneHTos ¢ CA1 Tuna:
e rMNoTMpPeo3 oTMevancay 9,8% (95% AN: 7,5-12,3, no fgaHHbIM 65 nccnenoBaHui).
o uennaknsa —y 4,5% (95% OWN: 4,0-5,5, no aaHHbIM 87 nccnenoBaHui).
* ayTOMMMYHHOE nopa)keHune xenyaka —y 4,3% (95% [W: 1,6-8,2, no AaHHbIM 8 nccnenoBaHui);
o BUTUAMIO —y 2,4% (95% OWN: 1,2-3,9, no AaHHbIM 14 nccnenoBaHui).
e Hagno4yeyHnKoBasi HegoctatoyHocTn —y 0,2% (95% AN: 0,0-0,4, no gaHHbIM 14 nccnefoBaHui);
o runepTupeo3 —y 1,3% (95% [OW: 0,9-1,8, 45 uccneposaHunii);
e BO BCEX aHaNM3ax CTaTUCTUYECKasA HEOAHOPOAHOCTb MeX Ay UCCef0BaHNsIMU Bblna YMepeHHOM NN BbICOKOW 1,

B nonynaumoHHoOM unccnepoBaHun BenukobpuTaHuM y nuy, KoTopble ¢ getcTtBa 6onenu CA1,
Habn4anmcb 3HaYUMTENbHO 60J1ee BbICOKME NoKasaTesu:

o 60one3Hn AgancoHa (koag. 3abonesaemMocTu 26,5 [95% A1 17.3-40.71)

o Liennakmm (koad. 3abonesaemocTtun 28,4 [252-32.01)

e ayTOMMMYHHOIO TUpeonauTa (Koad. 3abonesaemocTu 13,3 [11:8-14.91),
o 6onesHn Npelica (koad. 3abonesaeMocTu 6,7 [51-851) 1441,
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B weepckom nonynsuMoHHOM nccnegosaHnm Samuelsson J. ¢ coasTopamu, 2024 r., n3 15 188
peten ¢ CO1 Tvna:

e Lenvakmsa 6oinay 10,6%,

e 3a60/1eBaHNA WNTOBUAHOM Xenesbl y 7,1%,

e ncopuasy 0,9%,

e BUuTUNMIOoy 0,7%

e peBMaTMyeckne 3aboneanus cyctasoBsy 0,7%,

e BOCManuTesnbHble 3aboneBaHna kmweyHnka y 0,6%,
e CUCTEMHble 3a60/1eBaHNA COEANHNTENBHON TKaHn y 0,5%,
e yBenty 0,4%,

e 6onesHb AgancoHay 0,2%,

e paccesiHHbIN ckneposy 0,1%,

e BOCManuTenbHble 3abonesaHunsa nedyenn y 0,1%,

e aTpodumyecknin ractpuT y 0,1% 1“3,

B weepgckon nonynsaumm y 6onblwinHcTBa geten CA1 6611 AuarHocTUpoBaH 00 NOABAEHUA LPYrnX
AaYyTOMMMYHHbIX 3aboneBaHui. Hanuume [AONOMHUTENBHOrO AaYyTOMMMYHHOrO 3aboneBaHus,
nommmo C[11, He oKasbliBano CTAaTUCTUYECKN 3HAUYMMOIO BIMAHUA Ha ypoBeHb HbATC unn puck
CMepTHOCTHN 431,

CKPWHMHT Ha ppyrue ayTOUMMYHHble 3ab0/ieBaHuns

Poccunckue knuHuyeckme pekomeHgauum no CO1 y peten oT 2025 roga peKOMEHOYHT
CKPUHMHI Ha NaToNormio LWUTOBUMAHOM Xenesbl W uennakmo npu aunardHoctuke CAO1 wn
nepuoanyecku B guHammke .

CKPWHUHI Ha TUpeonaTuio. PeKOMeHAYHOT onpeaensaTb B KPOBU YPOBEHb TUPEOTPOMHOIO
ropmoHa (TTI) ceobogHoro TupokcuHa (CT4), cogepXXaHue aHTUTen K Tupeonepokcugase u
TUpeornobynuHy npu nepBnYHom anarHoctmke CL n ganee perynsapHo Kaxgble 2 roga [ .

CKPVHUHT Ha L,ennakuio. PeKoMeHayoT onpeensaTb B KPoBu ypoBeHb AT IgA K TKaHeBOM
TpaHcrnoTaMmmHase B KpoBu npu anarHocTuke CL1, 3aTeM kaxpgble 2-5 neT. [puU CHUXEHUN
obwero ypoBHA IgA pekomeHaoyeTca onpefenate cogepxaHua AT IgG K TkaHeBow
TpaHcrnyTammHase B KpoBU U/unn onpefenaTb cogepxaHue AT IgG K aHAOMUSKIO B KpoBHK [ .

JleueHue

JleyeHne C11y peTen cknagbiBaeTCsa U3 CNeayrowmnx OCHOBHbIX KOMMIOHEHTOB:

e MHCYNMHOTEpanuu,
e 06Y4YeHMss CaAMOKOHTPOJIO,

e MPOBEAEHNA CAMOKOHTPOJIS;
o MUTaHUSA;

o GU3NYECKUX HAarpysoK;

e ricuxonoruyeckon nomotum M,
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Llenvakuss — aTo ayToMMMYHHOE 3a60neBaHne, KOTOPOoe XapaKTepusyeTcs aHTeponaTUen TOHKON KULLKM
M CUCTEMHbIMWM CUMMNTOMaMW, CBSI3aHHbIMM C Manbabcopbumern WM MMMYHHOW aKTMBaLMewn,
ayToaHTUTENaMM K TKAHEBOM TpaHcriytamuHase. Tpurrep Uennakum — nuweBon rnTeH. Ero
UCKJIFOUEHME U3 paLMoHa HUBENMPYET CUMMATOMbI MU BOCCTaAHaBIMBAET C/M3UCTYHO 060M04UKY KULLIEUYHMKA
y 60/blUMHCTBA NauueHTos [1].

Llenvakna MoXeT [o/iroe Bpemsi NpoTekaTb 6e3 XapaKTepHbIX raCTPOMHTECTUHANBbHBIX CUMMITOMOB, YTO
3aTpyOHAET ANarHOCTUKU U YCYry6sieT TAXeCTb TedeHus [2].

CKpbiTble
HLA-DQ2/DQ8
I'eHeTnveckas TpurrepHoli
npeApacmnosioXXeHHOCTb dakTop
[3] [3]
BHEKMLUIEYHble CoyeTaHue ¢ pyrumu
CUMNTOMBI AN3
[4] [5,6]

FeHeTUYecKas NpeppacnosoXXeHHOCTb: PUCK PA3BUTUA LieSIMakun Npyu Hanuyumn npegpacnosnaratoLmx
rannoTtunos [3].

TpurrepHbin ¢akTop: BCTpeya C T[/IIOTEHOM 3anyckaeT WMMYHOBOCManuTeNbHOe MOBpexaeHue
CITU3NCTOM 060/T0UYKN TOHKOM KULLKK [3].

Hecneuudpuueckme CUMNTOMDI: LEIMaKUA MOXET WMMETb TONbKO BHEKWLUEYHbIe CUMMTOMbI, 4TO
3aTPyOHSIeT AMarHOCTMKY M OTKNaAblBaeT NOCTAHOBKY AuarHosa [4].

CouetaHMe Cc pApyrMMu ayTOMMMYHbIMWU 3a60sIeBaHUSIMMU: 4acTO COYeTaeTcs C ayTOMMMYHHbIM
TMPEOMANTOM U CaxapHbIiM anadeTtom 1Tuna [5,6].

PacnpocTpaHeHHOCTb:

Y uenvakmm ecTb fgBa NapamMeTpa PacnpoCcTpPaHEeHHOCTU: NOo pe3yfibTaTaM TeCcTa Ha aHTUTesNa K TKaHEBOM
TpaHcrnyTamuMHase UM No  pesynbTaTaMm  OGMONCUM  CAU3UCTOM  TOHKOM  KUWKW. [nobanbHas
pacnpocTpaHeHHOCTb NOATBEPXOEHHOM Buoncuen uenmakmm coctasnseT 0,7%, a pacnpoCTPaHEHHOCTb
no pesynbTaTaM CEepPONIOrnMYeckmnx TecToB oueHmBaeTcs B 1,4% [7].

0,7% 2:1

NoATBEPXAEHO Mo Ceponornyecknm LeBOYKU/ManbumKu
6éuoncuen Tectam cpeav peten
[71 7] (8]

B koropTe 737 pfeTen C LenMaknen CoOOTHOLWEHNE OEBOYEK U MaflbuyMKOB C Lenvakmen coctapnsano 2:1,
cpefHuin BO3pacT Ha MOMEHT MOCTaHOBKM AMarHosa npuxogutcs Ha 8,9 net [8]. 3a6oneBaeMocCTb U
pacnpoCTpaHEeHHOCTb LeNnakumn cpean AeTen n B3pocnbiX yBenmumsatoTcs [9].
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an‘-IMHbIZ reHeTudyeckad rnnpeapacnosiodXXeHHOCTb, INioTeH,
dYTOUMMYHUTET

Llennakmnsa passuBaeTca npu B3aMMOLENCTBUN Tpex HeCKONbKUX (GaKTopOB: reHeTUu4yeckom
npenpacnosioXXeHHOCTH, Tpurrepa, CoOCToaHuA IAMMyHHOIZ CUCTEMDbI.

FeHeTUUYecKasa NpeapacnosioXXeHHOCTb. Llennaknsa nmeeTt CUnbHy accounaumio ¢ BapMaHTaMu reHoB
rNMaBHOro KOMMJekca rmctocoBmMectTuMocTu Il knacca, a uMeHHo ¢ rannotunamu HLA-DQ2 1 HLA-DQ8. B
penkux cnydyanax oHa MOXeT pa3BMBaTbCS NPW OTCYTCTBUM 3TUX Npeapacnonararowmx rannotunos [3].

[ nioTeH - KNYeBOM aHTUTeH B NaToreHese Lenmakmm.

Llennakmsa oTnuMyaeTcs OT APYrUX ayTOMMMYHHbIX 3a60feBaHUil TeM, 4YTO MMeeT YeTKO W3BECTHbIN
Tpurrep — raTeH. CTPOro roBopsi, TeEPMUH IIHOTEH» OTHOCUTCSA TOMBKO K 6efIKaM MeHWULbl, HO BO PXU
N AYMeHe codepXXaTcs CXOXue Geflkiu, KoTopble 6oraTbl MPOSIMHOM M FYTaMUHOM U TOXE Bbl3blBatOT
uenvakumio. MosToMy B MEOMUMHCKOM nuUTepaTtype Mog <«rioTeHOM» MOHMMAloT FIMaguHbl 3epHa
NWeHWULbI, CeKanuHbl PXW, XopaeuHbl aumMeHs [3,10].

AYTOMMMYHUTET. B NpoKcuManbHOM OTAeNe TOHKOW KULKW TKaHeBasi TpaHCryTamMmnHasa Ae3aMuHupeT
TMOTEH U YCUNMBAET ero aHTUreHHble CBOMCTBA. MoneKy bl FMaBHOro KOMMIeKca rmcToCOBMECTUMOCTH
DQ2 wu DQ8 cBA3bIBAOT  [e3aMWHMPOBaHHble  MIHOTEHOBble GenkM U MPEe3eHTyT  UX
rnoTeH-cneumdunuHeiM CD4+ T-numdoumtam. locne 3Toro 3amnyckaeTtcs WMMMYHOBOCMANUTENbHbIN
npouecc B MPOKCUMMAnbHOM OTAENEe TOHKOW KWLIKWU: 3MUTENUNA UHOUIBTPYHOT NUMGOLUTI, KPUMThI
rMnennasupyoTcs, CM3ncTas 0605104Ka paspyLlaeTcs, BOPCUHKM yrnowatotea [3].

KnuHunyeckue ctagum: ot NaTeHTHOM [0 pemMmuccumn

BoigenstoT 3 nepuoja 3a60/1eBaHMA: NAaTEHTHbIN, aKTUBHbIN, pemMuccuto.

OnucaHue

JlaTeHTHbIN HaunHaeTca ¢ MOMeHTa BBeAeHUA rMoTeHa U 3aKaHuMBaeTca C MaHudpecTaumen [10]
KIIMHUYECKUX NPOoSABAEHUA. [NUTCA OT HECKOMbKUX AHEN [0 MHOIUX NET, Yalle He
[ANarHoCTUPYETCH, HO MOXET BbiTb BbIABNIEH MPU LieNneHanpasieHHOM
[AMarHoCTMYEeCKOM Moucke B rpynnax pucka v npu CraoWHOM CKPUHUHTE.

AKTUBHbIN Mepwop, KNMHUYeCKoM MaHUdecTaumm, Koraa nosiBAstoTCA NepBble CUMNTOMbI [10]
3a60n1eBaHusi, 06y CIIOBEHHbIX Manbabcopbunen. ITo XpoHUYecKas anapes,
Hef0CTaTOYHOCTb NUTaHUA, AePULUTHBIE COCTOAHWS, BblI3BaHHbIE HAPYLLEHNEM
BCacCblBaHWSA HYTPUEHTOB.

HenonHas HacTtynaet cnycta 3-6 MecsueB Nocne HasHaYeHUs CTPOron 6e3rnoTeHOBON ANETDI. [6]
pemMmuccus YMEHbLIAeTCs UHTEHCUBHOCTb CUMMTOMOB, CHUXAETCH TUTP cneunuduyYecKnx aHTuTen,
COXPaHSIOTCA NPU3HAKN aTpOPUUYECKON IHTEPOMaTUN.

MonHas pemuccusa HacTtynaet yepes 1-1,5 roga oT Hayana cTporon 6e3rntoTeHOBON AneTol. Het [10]
cneundunyecknx aHTuTen, Mopdonornyeckas CTpykTypa CM3McTon 060/104KN TOHKON
KMLLKW MpUXoauT B HOpMY. MNpn HecobntogeHnmn 6e3rnoTeHoBOM ANeThl 3aboneBaHne
BHOBb MEPEXOAMUT B aKTUBHbIA NepUoS.

KnuHun4yeckue NPOABJIEHUA: KMLLEeYHble U
MYJIbTUCUCTEMHDbIE

MuLLeHb Ana ayTOMMMYHUTETa NPy Lennakum — Cn3ncTas TOHKOW KULLKKM, HO KIIMHUYECKe NPosiBeHus
He OrpaHMYMBalOTCA KULLIEYHBIMU CUMMTOMaMW. LlenMakma — 3TO He TOMbKO Manbabcopbuus, HO
aedUUUTHBIE COCTOSHUA, 3afepIKKa PoCTa U Beca, HapyLLeHUa NCUXOMOTOpHoro-pasenTtua [10].
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B nccneposaHumn 726 naumeHToB ¢ Uennakuen 18% nayneHToB nmesnn B
OCHOBHOM BHEKMLLUEYHbIE NPOSBIEHNS U OTCPOYEHHYH ANArHOCTUKY [2].

B wnccnepoBaHWM  BHEKULWLEYHbIX  MNPOSIBAEHWM  uenvakmm y 737  nauueHToB  Haubonee
pacnpocTpaHeHHbIMWU CUMMATOMaMu y peten 6bliM HuU3kopocnocTb (33%), yTomnsemMocTb (28%) u
ronoBHasi 6onb (20%). Y B3poCHAbIX 4acTo BCTpevyanucb xenesogeduumtHas aHemua (48%),
yTomnseMocTb (37%), a Takxke ronoBHas 60nb W MNCUXMYecKne paccTtponctBa (24%). VY peten
Habnganocb 6osee 6bICTPOE M NOMHOE paspeLlleHne CUMMNTOMOB MO CPaBHEHUIO CO B3pocabiMn. Y 28%
OeTeln, y KOTOpbIX HU3KOPOCOCTb COXpaHsanacb Ha ¢oHe 6e3rNtoTEHOBOW AMeTbl, OblN BbISBEHDI
Apyrue conyTcTByoLWMe 3a6oneBaHus [8].

BeccMmnToMHaa LenMakna MoXeT ObiTb Y MauMeHTOB C caxapHbiM guaGeTtoM 1 Tvna, ayTOMMMYHHbIM
TUPEOUANTOM, ayTOMMMYHHbBIMW 3a60JIEBaHUAMM NEYeHUN, CeNeKTUBHbIM geduumTom IgA, cnHapomamm
[ayHa/lllepeweBckoro-TepHepa/Bunbsamca, y pOACTBEHHUMKOB MEPBOM JSIMHMM POACTBA MaLMEHTOB C
uennakuen [10].

MposiBneHus yenakum y peten mnagluero BO3pacCTa

Cucrema MposiBneHus

FacTPO3HTEPONoOruyeck O6UIbHbIN NEHWUCTLIN, XUPHbIN, 310BOHHLIN CTYN (CTeaTopes, nonudekanusa), 60m B
ve XWBOTE, METEOPU3M, YBENNYEHNE XMBOTA, PBOTA, HapyLUeHWs anneTuTa, CToMK1e 3anopsbl
WK 3MNMU304b6I KULWEYHOM HenmpoXoanMocTu/uHBarmHaumum [10].

dusnuyeckoe u CHUXXeHMe NpubaBKN Macchl Tefla, oTCTaBaHMEe B POCTE, MbllLeYHas rMnoTOHUA, anaTus,
NCUXOMOTOpPHOE HeraTMBM3M, NOTEPS MOTOPHbIX HaBbIkoB [10].

passuTtue

OeduuuTtHble runokanbunemMums (MHOXECTBEHHBIN Kapuec, paxnutmyeckne N3MeHeHuss KOCTen, cyaoporu);
COCTOSIHUSA pedpakTepHas xeneso-, ponmeso- unu B12-gedpunumtHan aHemus [10].

MposiBneHus yenakum y peten CTapuiero eo3pacTta

Cucrema MposiBneHus

FacTpo3aHTeponoruyeck 60Jb B XWBOTE PeLMAMBUPYIOLLas; B3LYTUE XNBOTa, METEOPU3M; TOLLIHOTa, MOBTOPHas
ve PBOTa; CTY/ HEYCTOMUMBLIN, AMapes, 3anopbl; MOBbILLEHbI NeYeHOoUHble TpaHcaMuHasbl [10].

dusmnueckoe passutue HU3KOPOCSIOCTb; CHUXEHME MacChl Tena; U3bblIToYHasa Macca Tena n oXXnpeHue [10].

Koxa u cnusucTble repneTMdopPMHbIN fepMaTUT; anoneuus; BUTUAUIO; PeLMANBUPYIOLIMI adTO3HbIN CTOMATUT;
XEeMNUTBI, CyXOCTb KOXMW, HapyLLEeHUa pocTa HorTen 1 sBonoc [10].

KocTHas cuctema 601 B KOCTAX U CycTaBax; 0CTeornopo3, ocTeoMansiLmsi, NOBTOPHbIE Nepenombl;
MHOXECTBEHHbIN Kapuec, aedekTbl 3y6Hon amanu [10].

FemaTonornyeckue pedpakTepHas xeneso-, ponneso- unu B12-gedpnuntHas aHeMUs; IKXMMO3bI U
KpoBoTeueHus (aeduumt Butamuna K) [10].

Heeponoruyeckue rOfIOBHbIE BOJM, MUMPEHU; HAPYLUEHUS CHa; CYy40pOru, anuniencus; noanHenponaTus;
rnroTeHoBasa atakcusa [10].

Hecneuunduueckue [Oenpeccus; XpoHUYecKas ycTanocTb; C/laboCTb, YTOMISEMOCTb, PasfpaXKUTeNlbHOCTb,
CHUXeHue ycnesaemocTu [10].

PenpopykTuBHas 3aiep>Ka NonoBoro pas3suTus; 6ecnnogne; HeBblHalLIMBaHNE 6EPEMEHHOCTH, CMIOHTaHHbIe
PyHKUMUA abopTbl, MepTBOPOXAEHMA [10].



Pucku

[axe ecnv naumeHT B COCTOSIHUM BbICOKOIO pUCKa Mo PasBUTUIO LieNnakmuu, AnarHocTmka 3abosieBaHus
yacTo 3afep>xmBaetcs Ha rogbl [11].

OT MOMeHTa nepBbiX CUMNTOMOB A0 NMOCTAaHOBKW OMarHo03a MOXeT NpoxoauTb A0 10 net [4]. Mpn aTom
TSXKECTb LefiMakum ycyryonsieTcsi C yBesiIM4eHMeM BpeEMEHN 4,0 NOCTaHOBKM AMarHosa [2].

Bonee gnntenbHas 3a4ep>XXKa B ANArHOCTUKE Lie/IMAKMmM 6blsia CBS3AHA C
60s1ee HU3KUM POCTOM A1l AAHHOro BO3pACTA, 60/1ee HU3KUM YPOBHEM
reMors1061Ha, 6os1ee BbICOKMM KPATHbIM MOBbILLEHUEM TUTPOB IgA-aHTUTEN K
TKAHEBOW TPAHCI1YTAMUHA3€E M 6OJ/IbLUeN BbIPAXEeHHOCTbH aTPOPUM BOPCUH U
natonoruv Kpunt [2].

[JaHHble ABCTPanMNCKON CUCTEMbI aNUAHaA30pa 3a AeTCKUMU 3a6oneBaHusMu (DPSU) nokasbiBatoT, YTO
50% w13 1107 HOBbIX CNy4YaeB KIMHUYECKM AMArHOCTUPOBAHHOW Liennakuun y aeten B Bo3pacte 0-14 net
6binn Mragwe 4 net. Y 3Tux peTten Mrafwero Bo3pacTta Habnioganvicb Haubornee BblpaXKEHHble
CUMNTOMbI  LEeNMakunM, BKIOYas  XPOHWYECKyto guapeto U notepto  Beca (71,0%) wnum
UCTOLLeHNe/3agepXKy dusmyeckoro passutusa (65,9%) [12].

IouarHocTuka:

CornacHo npoeKTy KIAMHUYECKUX peKoMeHZauun no uenuakum ot 2025 roga, ob6cnefoBaHUio Ha
Lennakuio nognexar:

MauyueHTbl C HEOGBbACHUMbIMU NPUYUHAMMU XpOHI/Il-IeCKOIZ/peLI,VI,D,I/IBVIpy}OLLLel‘;I aonapen, 3anep>XkKm pocTa,
noTepun mMacchl Tesia, OTCTaBaHUA B NMOJIOBOM pPa3BUTUN, aMEHOPEMN, )KeJ'Ie30,D,e¢VILI,VITHOVI aHemMuu,
TOLIJHOTbI/pBOTbI, YMNOPHbIX 6onewn B XUBOTE, MeTeopusma, CTOMKUX 3anopos, peungneupyrownx
adTO3HbIX CTOMATUTOB, BbICbII'IaHVIVI, CUHOpOMa XpOHI/I‘-IeCKOVI YCTanocTu, nepesioMoB npu
HeCyLeCTBEHHbIX TpaBMaX/OCTeOI'IeHI/IVI, OCTeOonopo3a, NoBbllLEeHNA TpaHCaMWUHa3.

BeccMMNTOMHbIE NALMEHTbl U3 FPYNMbl PUCKA: C CaxapHbIM gnaGeToM 1 Tuna, ayToUMMYHHbIM
TUPEOUANTOM, ayTOUMMYHHbIMU 3a60JIEBAHUSAIMU MEYEHU, CENEKTUBHBIM AeduumTom IgA, cMHapoMamm
DayHa/lllepelueBckoro-TepHepa/BunbamMmca, poACcTBEHHUKN MepBO NIMHUN POACTBA NALMEHTOB C
Luenuakuen [10].

Moaxon K AMarHOCTUKE LeNnakum 3aBUCUT OT YPOBHA CI'IeLI,VI(bI/I‘-IeCKVIX aHTUTEN N UMMYHHOIo CTaTtycCa
nauneHTa.

Ecnu y pe6eHka ypoBeHb aHTUTEN K TKaHEBOMN TPaHCIyTaMUHa3e NpeBbIlaeT BEPXHIOK rpaHnLy HOPMb
B 10 pa3 3aboneBaHus, TO AMArHO3 MOXeT ObITb YCTaHOBSIEH MO pe3ynbTataM OWoncun unuM no
pesynbTataM OOMNONHUTENbHON OLEHKM cneunduyecknx aHtuten. Ho Bo BTopoM criydyae, 6e3 6uoncum,
Mo YPOBHIO aHTUTEN, OAMarHo3 MOXET MOCTaBMTb TONbKO Bpay-ractpoaHTeposnor [10]. Y naumeHToB C
UMMYHOAEDULMTHBIMU  COCTOSIHUSIMU  LIeNIMakua  MOXET npoTekaTb 6e3  MNOBbIWEHUS  YPOBHSA
cneunduyecknx aHTuten. B atom cnydyae o6a3atenibHO NPOBOJAT GUOMCUKO CMM3UCTON 06010YKN TOHKOM
KULIKN U MOJNIEKYNAPHO-TEHETMYECKOE UCCNefoBaHNe Ha MOWCK XapakKTepHbIX ANS Lenuakuuu annenewu
HLA-DQ2/DQ8 [10].
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OuarHoctuka: cneumduyeckme auturtena e Poccumn

B 2026 rofy nepeyeHb MeAMUMHCKMX YCAYT B NMpoekTe npukasa MuHagpaea Poccun «06 yTBep>KaeHUn
HOMEHK/aTypbl MEAULMHCKUX YCIYr» COAEPXUT cneunduyeckme ana Lenmakum aytoaHturena [13]:

'pynna aHTUTen Kop,
K TkaHeBOM 03.E02.10.067.000
TPpaHcrnyTaMmuHase

03.E02.10.067.018
03.E02.10.067.021

03.E02.10.068.000
03.E02.10.068.018
03.E02.10.068.021

K aHgomusuto 03.E02.10.041.000
K rnmapguHy 03.E02.10.034.018
03.E02.10.035.018

K peamnpgupoBaHHbIM 03.E02.10.036.018
nenTugam

03.E02.10.037.018

HaumeHoBaHue

Onpepenenue aHTUTeN IgA K TKaHeBOW TPaHCryTaMuHa3se B KPOBM

OnpepeneHve aHTUTen IgA K TKaHeBOW TpaHCryTaMuHase B KpoBu MeTogom VIDOA

OnpegeneHue aHTUTEN IgA K TKaHEBOI TPaHCryTamMuUHase B KPOBW METOLOM
NXNA

OnpepeneHune aHtuten IgG K TKaHeBOW TpaHCrIyTaM1MHa3e B KPOBU
OnpepgeneHuve aHTuTen IgG K TKaHeBOW TpaHCrnyTamMuHase B KpoBu metogom VDA

Onpepenerune aHTuTen IgG K TKaHEBOW TpaHCrNyTaMMHase B KPOBU METOAOM
NXNA

OnpepeneHve aHTUTeN K 3SHAOMU3UIO B KPOBU
Onpepenexune aHtuten IgG K rnvaguHy B Kposu meTogom MIPA, konnyecteeHHoe
OnpepgeneHuve aHtuTen IgA K rmmaguHy B kposu MmetogoM VDA, konmyecTBeHHoe

OnpepgeneHuve aHtuTen IgG K geaMmManpoBaHHbIM NenTuaam ranagnHa B Kposu
MeTogom VDA

OnpepgeneHuve aHTUTeN IgA K feaMnampoBaHHbIM NenTUaAaM rnmagumHa B KPoBU
MeTogom VDA

CBoeBpemeHHaﬂ ANArHOCTUKaA: KOro HanpaeuTb

PaHHAS guMarHOCTMKa LUennakuu no3BOSUT CHU3UTb YacCToTy TaAXenblX KIWHUNYEeCKUX I'IpOFIBJ'IeHVIIZ n

OCNOXHEHUN uenvakum y geten [4].

CornacHo npOeKTY KIIMHUYECKUX peKoMeHOauuii no uenuvakum oT 2025 ropa, 0o6CNefOBaHUIO Ha

Luenmakuno nognexart:

uennakuen [10].

MayMeHTbl C HEO6BACHMMbIMU MPUUMHAMM XPOHUYECKOW/PEeLMONBUPYIOLLEN AMapeu, 3a0epXXKn PoCTa,
roTepu Macchl Tena, 0TCTaBaHWsA B MOSIOBOM Pa3BUTUM, aMeHOpPeU, XenesoaeduLmMTHON aHemMum,
TOLUHOTbI/PBOTbI, YNOPHbIX 6ONEN B XUBOTE, MeTeopun3Ma, CTOMKUX 3aMopoB, PeLuanBUPYHOLLMX
adTO3HbIX CTOMATUTOB, BbICbINaHNA, CUHAPOMA XPOHUYECKOMN YCTanocTu, NepesioMos npu
HeCyLLIeCTBEHHbIX TpaBMax/0CTEeOoNeHN, OCTEOMNOPO03a, MOBbILIEHUA TPaHCaMMUHa3s.

BeccUMNTOMHbIe NaLMeHTbl U3 Fpynnbl pUcKa: C CaxapHbIM gnMa6eTom 1 Tuna, ayTOMMMYHHbIM
TUPEOUANTOM, ayTOUMMYHHBIMU 3a60NEBAHUAMM MEYEHU, CENTEKTUBHBIM AeduumTom IgA, cMHapoMamm
OayHa/lllepelweBckoro-TepHepa/BunbsMmca, poACTBEHHMKM NepBON MMHUKN POACTBA NaLMeHTOB C

PUck gpyrmx ayToumMmMyHHbIX 3a60/1€eBaHui

Llennakus yacto coyetaeTcs C ayTOMMMYHHbIM TUPEONOUTOM U caxapHbIM guabetom 1 Tuna [5,6].

B KpynHOM NpocneKTUBHOM UCCNefoBaHun ¢ yyacTvem 920 B3pOC/bIX NALMEHTOB C LieNIMakmein ayToMMMYHHbIN
TMpeonauT BCcTpeyancs B 24,2% cnyvaes, a caxapHbli gnabet 1 tmna — B 2,9% cnyyvaes [6].

B vccnepoBaHum 61 nauueHTa ¢ Lenvakuen, cpeam 32 nauueHToB, AMarHoCTUPOBaHHbIX MO aHTUTENaMm,
pacnpocTpaHeHHocTb C1 1 Tupeonguta coctaBuna 53%, cpeam 29 nauveHToB AMarHoCTUPOBAHHbIX MO GUONCcUn —

Tonbko 24% [6].
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NMpodunakTukKa n nevyeHue: NckJiroyYeHue rnTeHa

B 2026 ropy eOMHCTBEHHbIM MeTod NPOGUNaKTUKM U JIeYeHUs LenuMakum — MOXU3HeHHas
6e3rnoTeHoBas aueTa. Ecnu getu ¢ Lenvakuei cTporo cobnogaroT 6e3rnioTeHoBY ANETY, TO Y HUX
pasBuBaeTCa KNNMHMKO-Cceponornyeckas u Mopponormyeckas peMmccus.

MpuHYyMnbI 6e3rnTeHoBoON JUeTbl

e MMOJIHOE UCKJ/IKOYeHne rTeHa (FUMagMHOB MLLUeHULbl, CEKA/IMHOB PXXMU,
XOPAENHOB SSYMEHS).

e paspelleHHble 3/1aKN: pUC, KyYKypy3a, rpeykd, rnpoco, KNHoa, AMapaHT.

e MUHUMQJIbHASI CYTOYHAS 4030 IIF0TeHa 4J151 NpoBoKaumy cuMnToMoB — 151
(=3 KycKa nLeHn4yHoro xsie6a).

e 06513aTe/IbHOE 06YyYeHne ceMbu n pebeHKa, paboTa ¢ guetonorom [10].

Ecnv ecTb Manbabcopbums U HYTPUTUBHBLIM AedUUMT Ha GOHe AMEThl, TO KOPPEKTUPYHT peduumnt
xenesa, ButamuHoB (B12, D, ¢onmeBas kucnoTta), Kanbuusi; HazHavyatoT GpepMeHTbl Npu AUCOYHKLMM
NoaKenygouyHom  enesbl WAM  CUMMOTOMaTUYEeCKyto Tepanuto  (MPOTMBOBOCMANUTENbHbIE  MpU
BblpaXkxe€HHOM 3HTepuTe) [10].
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Burunuro

Butunmro — xpoHunyeckoe ayTOMMMYHHOe 3aboneBaHMe KOXXM, XapaKTepusyeTcs AenurmMeHTaumen
KOXW M3-3a NoTepu mMenaHoumToB. Npu BUTUANIO BO3MOXHA CMOHTaHHbLIN NN MeANKaMEHTO3HbIN
perpecc I'IpOFlBJ'IeHVIVI. PaHHee Hayano neyeHus accouMMpPOBaHO C JIyYLWMMW MapamMeTpaMn TAXECTH

Te4YyeHna n 4acTtoTbl peungnBoB, YeM Mpu OTCpOLIeHHOVI Tepanuu [1].

CKpbITble yrpo3bl

PUCKM No3gHEen AMarHoCTUKU: 3aepiKKa Havana fleyeHns yBenmunBaeT PUCK Nporpeccun u
4yacToTy peumManBoB BUTUMAUIO [2].

CoueTaHue C gpyrMmm ayTouMMYyHHbIMU 3a60/1EBaHUAMM: 418 NALMEHTOB C BUTUITUTO
XapaKTepeH psag ayTOMMMYHHbIX COCTOSIHUA, CaMoe YacToe U3 KOTOPbIX — ayTOMMMYHHbIN
Tnpeongmt [1].

PacnpocTpaHeHHoe ayToOMMMYHHOE COCTOAHUE

[nob6anbHas pacnpoCTPaHEHHOCTb BUTUAMIO, AWMArHOCTMPOBAHHOrO BpayoMm, cocTtaBnseT 0,36%.
PacnpocTpaHeHHOCTb BhbIlEe Cpean B3POCIbIX, YeM Cpeau [f[eTen, pasBMBaeTCs C OOUHAKOBOW
4YacToTOM cpean MYXUMH U XeHwuH [3]. PacnpocTpaHEeHHOCTb BUTUAUIO CPean POACTBEHHUKOB

nepBon CTeneHn poacTea coctaensiet 7-20% [1].

MNMpUUYMHBI: reHeTUYecKas NpeapacnonoXXeHHOCTb, ayTOUMMYHUTET,
daKkTopbl OKpYyXXaloLen cpeapbl

B pasBuTUM BUTUANIO UFPAET PoJib FreHeTUYecKas NpeapacnofioXXeHHOCTb, ayTOMMMYHUTET U GaKTopbI

oKpy>atolen cpegpl [1].

FeHeTHUecKas NpeapacnosioXXeHHOCTb. Y NaLMeHTOB C BUTUIIUIO HAaXo4AT NOMMMOPdU3MbI B FreHax,
OTBEYaIOLLMX 38 UMMYHHYHO PEryNifLmMio U ayTOUMMYHUTET, 33 GYHKLMOHMPOBAHME U MUrMEHTaLUuIo
MeJSIaHOLMTOB, 3a peaKUMto Ha CTpecc M anonTos. [eHeTMYeckas npenpacnonoXeHHOCTb co3daeT
YCNoBUS A1 NOBPEXAEHMSA MeNnaHoUMTOB U 3aMycKa ayTOMMMYHHOW peakuun. B Hopme B npouecce
CVHTEe3a MeflaHHa 06pasyoTcs peakTMBHble GopMbl Kucnopoaa. OHM MOryT 3anyCcTuTb
OKUCNUTESIbHBIN CTPECC, HO 3TOT PUCK HUBENUPYHOT aHTUOKCUAAHTHBIE CUCTEMBI. Y reHeTUYeCKU
NpeapacrnonioXeHHbIX MWL, 3TOT 6anaHC HapyLleH, MO3TOMY MeNaHoUUTLI NMoaBepraroTca
OKUCNIUTENIbHOMY CTpeccy v nospexgatotcs [1].

AyToMMMYHUTET. [TOBpeXAEHHbIE MENAHOLMTbLI 3KCMPECCUPYIOT NPOBOCHANUTENbHbIE 6EKU U
BbICBOOOXAAOT aHTUIeHbl, MPOBOLMPYHOLLME ayTOMMMYHHbIN OTBET. AKTUBUPYETCS NyTb
nUHTepdepoHa |, KoTopbI NoaaepX)MBaeT NpsMoe LUMTOToKCUMYeckoe aenctene CD8+ T-numopouunTos
NPOTUB MENaHOLUMTOB; BO3HMKAET AUCOYHKLMSA PErynaTopHbIX T-kneTok [4].

O,QHOI;I reHeTn4yeckou rnpegpdacriosiocKeHHoCcT HeJOoCTATO4YHO AJ14
pPAa3BNTUA BUTUJTNTO
dakTopbl OKpyXaloLei cpegbl. B nccrefosaHnm pacnpocTpaHeHHOCTU BUTUANIO cpeam

0AHOANLIEBbIX 6/IM3HELIOB, BUTUIIUIO Y 060UX BIN3HELIOB pa3BUBanoch ToNbKo Y 23% nap, 4To
rOBOPUT O BANAHUM HereHeTUYeCKUX GpakTopoB Ha pasBuUThe BUTUANTO [5].
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B kauyecTBe TpPUITEpPOB BUTUAMUIO YacCTO BbICTYMAalOT TPaBMbl KOXU. Dusmyeckas TpaBMa KOXMW, OHa
npoBoUUpYeT NosiBIeHNEe HOBbIX OYaroB B aKTUBHYHO da3y 60ne3Hn. Takoe nosiBfeHne HOBbIX 04aros
B OTBET Ha (QU3NYECKYI TpaBMy W3BECTHO Kak peHoMeH KebHepa [6]. HekoTopble Xxumuuyeckue
COefMHEHNEe TakXe MPoBOUMPYHOT BUTUANIO. MOHOGEH30H, 4-TpeT-6yTundeHon u poJoAeHapon
cofepXaTcsi B HEKOTOPbIX MPOMBbILLIEHHbIX NPOAYKTaX, CMoOfax U Kpemax Ans ocBeTNeHUss KoXu. OHK
BbI3blBAtOT XMMUYECKN UHAYLMPOBAHHOE BUTUIUIO, KOTOPOE MOXET pacnpoCTpaHATbCSH 3a npegensb
MecTa KOHTaKTa KOXMW C peareHTom [7].

Mcuxonornyeckuii CTpecc NpeawecTByeT HayabHOM AenUrMeHTaLUmMmn UM o60CTPEHUO 3a6oN1eBaHNA
npumepHo y 50% nauueHTos [1].

Elle y NauMeHTOB C BUTWUIUIO BbISIBASIOT USMEHEHUS B KOXXHOW U KMLLEYHON MUKpooBuoTe [1].

Ctapguu pa3suTus: oT iMM¢poLUTapPHOMU MHPUNbTPALUK

Pas3Butnio BMAMMbBIX MOPaXXeHU NpealecTByeT NOBPEXAEeHNe U MMMYHHas aTaka Ha MenaHouUThI.
lMocne noTepu NMUrMeHTa BO3MOXHa ero pereHepauus. lNMocne nosBNeHMA OYaroB AenurMeHTauun
BUTUSIUIO TEYET C YepefoBaHMeM ha3 akTUBHOCTM U cTabunbHocTu [1].

MpepBapuTenbHoe UMMYHHOE noBpeXxaeHue. [1o0 pa3BUTUA AenUrMeHTaumMm B MenaHoumTax
HernopaXXeHHOM KOXW MOBbILLEH OKUCIUTENbHBIN CTPECC, HapyLleHa aaresvs u GyHKUMM
MUTOXOHAPUIA, YXe NpucyTcTeyroT CD8+ T-numopouuTsl [1].

®a3bl TeueHus. B akTMBHOM dpasze oyarn gennurMeHTaLmm yBenmunBatroTCcs 1 NosiBASOTCS HOBbIE, B
cTabunbHOM pase — nepecTaroT PpacTh U HOBble He BO3HMKaT. O6 akTUBHOCTU GONE3HM CyaaT Nno
naTrepHam AenurMeHTaLMmn 1 Hanuuni NPU3HakoB BocnaneHus. B akTMBHYHO ¢pasy HoBble ovaru
MOFYT HaUMHATbLCH C KOHPETU-NOAOBHBIMU FPYNN MENKUX 6enbix NSTeH Ao 1cm, a y paHee
NPOSBMBLLMXCS 04aroB BO3HMKAIOT MMMNOXPOMHbIE Kpasi, KOTopble OTpaXkatoT Havasno notepu
nUrMmeHTa. BocnaneHune nposiBNAETCS 3pUTEMOM MO Kpasim ovaros [6].

CrnocobHOCTb K pereHepaunn otnndaet BUTUJINIro oT Apyrux
ayTOMMMYHHbIX COCTOSIHUMN.

PereHepauums. PenvrmeHTaumnsa BO3HUKAET TONIbKO B 06/1aCTAX KOXU C aKTUBHLIMW BOSIOCAHbLIMM
donnukynamu, Tak Kak OHU codepykaT CTBOJSIOBble KNeTKN MenaHouutoB [1]. B uccnegoeanun 167
nauneHToB CNOHTaHHas penurmMmeHTaumsa Habnoganacb y 21% nauMeHToB, pe3ysbTaT COXpaHAnca B
cpefHeM B TeyeHue 4,4 net. CTeneHb penurMeHTaLmm 3HauymMTeNbHO BapbUpoBana, Ho Tofbko y 3,6%
OHa 6blna nonHom [8].

KnuHuyeckue

BbigensatoT Tpu GOpMbl BUTUAUIO: CEerMeHTapHoOe, HecerMeHTapHoe W HeonpefeneHHoe unu
HeknaccupumumpoBaHHoe BUTUNMIo [9].

HecermeHTapHoe  BUTWAMIO  MNPOSIBASIETCA  OBYCTOPOHHWMM,  CUMMETPUYHbIMM  O4Yaramu
penvrMmeHTauumn kKoxu. Ovarnm 4yacTo 3aTparmBaroT fMLO, KUCTM, CTOMbl U KOXHble CKNagku U co
BpeMeHeM 00blYHO yBenunyusatotcs [1].

CermeHTapHO€e BUTUANIO NPOSIBASIETCS OQHOCTOPOHHUMU LEMUIMEHTUPOBAHHLIMW NSSTHAMU, KOTOpble
cnenyroT aMopuoHanbHbIM NuMHMAM Bnawko. CermMeHTapHOe BUTUAMIO MaHUECTUPYET paHblle U
ObICTPO cTabunuanpyetca. Oyarm BUTUAUIO — YETKO OrpaHUYEHHble y4YacTKM 6efioro LiBeTa pasHom
dopMbl M pasmMepoB. s BUTUANIO HE XapaKTepeH 3y UK LWenyLeHne, HoO MOXEeT OblTb MON03 —
nocefeHne BoNoC B Npeaenax agenurMmeHTMpoBaHHom o6nactu [1].
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AunarHocTuka rno KJIMHUu4YecKkum npodaBieHnaAmM

[VarHo3 ycTaHaBAMBAKOT KIIMHUYECKM MOCNE WCKIHOYEHUS OPYIrMX BO3MOXHbLIX FMAOMUIMEHTHbBIX U
AENUIrMeHTHbIX 3a6oneBaHui. MIMM MoryT 6biTb: GenblA NULWAN, TUMNONUIMEHTHbIA FPUGOBUAHbIN
MWKO3, OTPYyGEeBUOHbIA Nullan, MAMOMATUYECKUA KamnneBWOHbIA TUMNOMENaHo3, MenaHogepMus vy
CBET/IOKOXWUX Ntoge’ U1 Opyrne COCTosiHMs. B oTAMuMe  OT  ApYyrMx  MNPUOGPETEHHbIX
rMNOMeNaHOTUYECKMX COCTOSIHUAX o4varM BUTUIIMIO CBETATCA APKO-6enbiM Unu rony6oBaTo-GesbiM
useTtom [1].

Pucku nosgHen AMarHOCTUKU

Mo3aHAA OUMarHOCTMKa MOXET OTCPOUYUTb SleYeHne, a 3afeprkKka Havana nedyeHns yBenmumBaeT puUckK
MPOrpPeccumn 1 4acToTy PeLnaMBOB BUTUNUIO.

40,7% npotue 12,3%

napameTpbl MPOrpPeccum y NauneHToB, HayaBLUMX TeYeHne C 3af4ePXKKON MO CPABHEHUIO C TEMU, KTO
Hayan nevyeHue BoBpems [2].

B nccnepgoaHum Xinya Xu 1 coasT., 2021, y nauneHToB, HaYaBLUKX JIeYEHUE C 3afeP>XKKOM BbiNn Bbille
napameTpbl MPOrpeccum M 4Yactota peuumamBoB, YeM Yy TeX, KTO Hauvan neyeHue sospems: 40,7%
npoTus 12,3% no napameTpam nporpeccun n 32,1% npotme 12,2% no yactoTe peunansos [2].

PuUck apyrmx ayToMMMYHHbIX COCTOSSHUM

B 2026 rogy HeT MeTOAOB LOKIMHUYECKOW AMAarHOCTUKM BUTUAMIO. HO TakK Kak BUTWIMIO 4acTo
coyeTaeTcad C ApyrMMu  ayTOMMMYyHHbIMW  3a60MeBaHUAMW, TO MauMeHTaM MOXeT ObliTb
peKkoMeH[,0BaHO o6CcnefoBaHne Ans paHHe oUarHoCTUKKN 3Tux 3aéonesanun [1].

15-25%

NauMeHTOB C BUTUINIO MMENN ayTOMMMYHHbIA TMpeongut B uccnegoBaHun Seneschal n coasT., 2025

[1].

B 0630pe Seneschal 1 coaBT., 2025 y nauneHToB C BUTUUTO:

» B 15-25% cnyyaeB BbIIBASIN ayTOMMMYHHbIN TUPEONANT,
e B 1-4% caxapHbin gnabeTt 1 Tmna,

e B 2-3% aTpPOPUUYECKUN racTpuT,

e B 1-3% peBMaTOMAHbIN apTpuT,

e B 0,3% cnUCTEMHYIO KpaCHYO BOJTYAHKY,

o B 3-8% oyaroByto anoneumto,

e B 10-20% aTtonunyecknn gepmaTur.

ABTOpPbI 0630pA PEKOMEHAYHT CKPUHUHI HQ Ay TOUMMYHHbIN
TUpPEeouaunT BCeM NauneHTam ¢ BUTUINIo, a HaA gpyrue
AyTOUMMYHHbI€ COCTOSIHUS — MpPU OTArOLEeHHOM ceMenHoOM
aHamMmHese [1].
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Butnnuro moxet 6bITb O4HUM U3 KOMMOHEHTOB ayTOMMMYHHbIX NOMAUINaHGYNSPHbIX cuHApomoB, AlC,
HO 3TO HEe OCHOBHOE U He YacToe nposeneHne AlNC. B uccnegosanum Opnosow E. M., 2017, Butunuro
oTMevancs y 10% naumeHToB C ayTOMMMYHHbIM NOAUrNaHAYNSPHBIM cnuHgpomoM 1 Tuna (14 pgeten us
138) 1 He GblN1 NePBbIM KOMMOHEHTOM, Yy BCcex nauneHtoB AMC1 Tuna MaHnpecTMpoBan ogHUM U3 Tpex
YacTblX  MPOSIBMEHWMN, KOTOpPbIM  Gbil  FMMOMapaTUMpeons3, XPOHW4YecKass  Ha[mno4vyeyHWKoBas
HeLOCTaTOUYHOCTb UM XPOHUYECKUIA KOXKHO-CITIM3UCTBIN KaHANA03, BUTUANIO nosBunock nosgHee [10].

JleyeHune

B nleyeHnn Cnonb3yoT TOMMYECKMEe U CUCTEMHblE UMMYHOMOAYNATOPLI, poToTepanuio [1].
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XPOHUUYECKUN aYyTOMMMYHHbIN TUPEOUONT

XPOHUYECKUN ayTOUMMYHHbIM Tupeongut, XAWUT, BO3HMKAET W3-3a ayTOMMMYHHOW AEeCTPYKLUK
KNeToK LWMTOBUAHOW >Xenesbl. [ecTpykuuss ucTowaeT Myn TUPEOUMUTOB — KNETOK LUMTOBUAHON
Xenesbl, KOTopble BblpabaTblBalOT FOPMOHbI TUPOKCUH W TPUMOATUPOHWH. [deduunT TUPeouaHbIX
FOPMOHOB NPUBOAMUT K TMNOTUPEO3Y, ayTOMMMYHHasi aTaka Ha TKaHb WUTOBUOHOW Xene3bl MpUBOAUT K
ee nepecTpoike, GopmMmupoBaHuto 306a unu runonnasum [1].

CKpbITble Yrpo3bl

Cneuundunueckne aHtutena: y 95% naumeHtoB ¢ XAUT onpepensatoT aHTUTENa K
TUpeonepokcuaase, Ho anarHo3 XAUT pekoMeHAYoT CTaBUTb NpU CoYeTaHUU aHTuTen K TIMO u
XapaKTepHbIX axo-npusHakos XAUT [1,2].

Hecneunpunuyeckue KIMHNYECKMEe NposiBieHns: y pebeHka MoxXeT 6biTb XAUT B oTcyTCcTBUE
KTMHUYECKUX CUMNTOMOB WU MOTYT BbITb MYNIbTUCUCTEMHbIE Hecneumdnyeckme nNposiBNeHus
[1,2].

Puck TnpeoTokcukosa: B Havyane XAUT Bo3MOXHa pa3a TMPEOTOKCMKO3a, KOrAa MOBbILWEHHbI
YPOBEHb TMPEOULHbIX TOPMOHOB KPOBM OKa3blBatOT TOKCMYECKOE AENCTBME Ha
opraHbl-muwenn [1].

Puck runotnpeosa: xots npn maHndpectaumm XAUT wnutoBngHas xenesa MoxeTt
bYHKUMOHMPOBaTb HOPMasbHO, TEM HE MeHee, C TeYeHUeM BpeMeHeM MOXET pa3BUTbCS
runoTupeos [1].

Puck gpyrnx ayToMMMYHHbIX COCTOSIHUI. Y naumeHToB ¢ XAUT BbIABNAOT caxapHbi guadeT 1
TUNa, UenvMakunio, apTponatiumn 1 3aboneBaHnst CoegmMHUTeNbHOM TkaHm [3].

PacnpocTpaHeHHOe ayTOMMMYHHoOe 3a6osieBaHue

[no6anbHass pacnpocTpaHeHHoCTb XAWUT cocTtaensieT oT 5% Ao 10%, HO pacnpocTpaHeHHOCTb
3HauYMTENbHO BapbUPyeT MeX4y KOHTUHEeHTaMu, CTpaHaMn U perMoHamMu BHYTpu cTpaH. 3aboneBaHue
BCTpPEYaeTCs B 2—7 pas Yalle Y XEHLUMH, YeM Y MY>XUMH [4].

9-10%

rno6anbHasa pacnpocTtpaHeHHocTs AUT [4].

PacnpocTpaHeHHOCTb yBeNnYMBaeTCa C BO3PacTOM: MOXWIION BO3pacT B coUYeTaHUU ¢ aHTUTENamu K
LUMTOBUAHOW Xefnese CUMTarTCA NPeANKTUBHBIMU GpakTopaMu runotupeosa [4].

Tpu pakTopa paszeutusa

XPOHUYECKUA ayTOUMMYHHbIA TUPEOUAMT pasBUBaAETCA MpPU B3aMMOAEUCTBUMU Tpex (aKTopOoB:
reHeTMYeCcKon NpeapacnosioXXeHHOCTU, ayTOMMMYHUTETA, GaKTOPOB OKpy>KatoLlen cpeapl [5].
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FeHeTUYyeckue pakTopbl

® reHbl rNaBHOro Komnnekca ructocoemectumoctu (HLA knacca [ m ll)
® UMMYHOperynsatopHole reHol (Hanpumep, CTLA4, PD1, CD40)
® Tupeong-creumdunyHble reHol (TG)

® TreHbl, accounmnpoBaHHble C CUHTE3OM aHTUTENT K TVIpeOI/IIJ,HOVI nepokcunaase (Hanpmmep,
TPO, BACH2)

dakTopbl OKpyXXaloLen cpeabl, Cpeamn KoTopbixX:

® Tepanuu, MogyIMpPYoLWMe UMMYHHYIO CUCTEMY;
o nNTuK;

® o6nyyeHue.

HeoTbemnemble pakTopbl

® >KEHCKUM non

® 6epeMeHHOCTb
® BoO3pacT

® cuHgpom [ayHa

® accouuupoBaHHble 3a6ofieBaHuA (MPOTUBOPEUMBLIE AaHHbIe MO NPONaKTMHOME,
annepruyeckomMy PUHUTY, NogOCTPOMY TUPEOUAUTY)

- J

OCHOBHble reHeTUYeCcKune, cpeoBble U HeoTbeMeMble GaKTopbl, aCCOLMUPOBAHHbIE C TUPEOUAUTOM XalLMMOTO.
Tabnuua n3 ctaten Weetman AP. An update on the pathogenesis of Hashimoto's thyroiditis. J Endocrinol Invest.
2021 May;44(5):883-890 [5]. IameHeHus opurnHana: nepeBop, CoKpalleH 610K C paKkTopamMu OKpyXKatoLwemn
cpegapl. Ha npaBax nuueH3un CC BY 4.0: https://creativecommons.org/licenses/by/4.0/

Cpeon $aKTopoB OKpyXatowen cpedbl paccMaTpuBascs BOMPOC, NoBbilWaeT nn puck XAUT npuem
noampoBaHHOM conn. HekoTopble KPOCC-CEeKUNOHHbIE UCCNefoBaHMsA MoKasann, YTo B NepBble roabl
nocne BHeOPEHUA BCeOOLLEro MNOAMPOBaHUA MOBbLIWAETCS pacnpocTpaHeHHocTb XAWT. Ho
KOJIMYECTBO 3TUX UCCNIeA0BaHUIN OrpaHNYEHO, KaK 1 Nepunog Habnio4eHns 3a KoropTamu, a ele ecTb
AaHHble, 4YTO NpU [AONrOCPOYHOM peanus3aumm Takux NporpaMm pacnpocTpaHeHHocTb XAUT
yMeHbLuaeTcs [6]. Takum o6pa3om, Mo 3TMM [aHHbIM OLHO3HAYHOrO BblBOAA COeNaTb Henb3s, B TO
BpeEMS KaK MporpaMMbl BCEOGLUEr0 MOAMPOBAHUS HanpaBfieHbl Ha npefoTBpalleHne TaxXesblxX
nocneacTeun geduunta noga cpeam yasBUMbIX rpynn HaceneHus.

29



HapyweHue GyHKLUUN U CTPYKTYPbI LIMTOBULHOM

XAWT HauvMHaeTcs C npssiMOM T-KNeTOYHOM aTakM Ha LWMTOBUAHYI Xenedy. VIMMyHHble KNeTku
UHOUNBTPUPYIOT TKaHb LWMTOBUOHON Xenesbl U 3arnyCcKatoT Kackaf, peakLuuin, KOTopble paspyLluatoT ee
dbonnukynsapHble kneTku. MNpu AecTpyKunK KNeTkn BblgensaoT pepMeHT Tupeonepokcugasy, TMO, u
6enok Tupeorno6ynuH, T, KOTopble OOMNONHUTENbHO CTUMYMPYHOT BbipaGoTKy aHTuTen [1]. Oanblie
HapyLwaeTcs GYHKLUMSA U CTPYKTYpa LWUTOBUAHOM Xenesbl.

HapylueHne ¢yHKLMUU NPOUCXOOUT M3-3a AEeCTPYKLUMUM GONNUKYNAPHBIX KNEeTOK LMTOBUAHON Xenesbl,
KoTopble BbipabaTblBaloT TUPEOUAHbIE FOPMOHbI.

Temnbl OEeCTPYKUMM OMNPefensatoT pasHble BapumaHTbl QYHKUMOHANbHOTO COCTOSIHUS LUMTOBUOHOWN
Xenesbl. [JecTpykKuuss MoxXKeT pa3BUBaTbCA HACTOIbKO MeJIEHHO, YTO Ha MPOTSXXEHUM BCEMN XUIHU
coxpaHsieTcs aytTupeos [1]. Ninn e Hao6GopOoT, AECTPYKLUMUSA MOXKET BblTb TaKOW GbICTPOM U MACCUBHON,
YTO BbI3blBaeT GOMbLIOM BBIGPOC B KPOBb TUPEOULHbLIX FOPMOHOB, HaKOMAEHHbIX B QOMANKYNAPHbLIX
KneTkax, YTo MPUBOAWUT K BPEMEHHOMY runepTupeosy. Takon runepTtupeos npu XAUT HasbiBatoT
XalUTOKCUKO30M, HO 3TO peakun BapuaHT ManudecTaumm XAUT y petenm [2]. Yawe Bcero
LECTPYKUMA MeLIEHHO MPOrpeccunpyeT, UcTowwaeT nyn GoNInKynsapHbIX KNeToK WUTOBUAHOW Xenesbl
W NpUBOAUT K runoTupeosy [1].

TTr

TunpeoTponHbIn FOPMOH. BeipabaTbiBaeTcsa B runoduse u perynmpyet GyHKUUIO LUMTOBUOHOM
»enesbl N0 MexaHM3My oTpuuaTesibHON 06PaTHON CBA3W. OTO 3HAYMT, KOrga roOpMOHOB
LWMTOBMAHOM Xene3bl HeJoCTaTOUYHO, TO runodu3s ycunmeaet cekpeuuto TTI 1 ero yposeHb B
KpPOBM pacTeT, a Korga ropMOHOB LLUMTOBUAHON Xenesbl B U36bITKe, rmnodus TopMosuT
cekpeunto TTI 1 ero yposeHb B KpOBUM Nnagaer.

T4cBu T3cB

CBo6ogHble Gppakunm TMPEOUAHbBIX FOPMOHOB TUPOKCUHA, T4, n TPMNOATUPOHUHA, T3. Ewe
ecTb Gpakuum, cBa3aHHble C anbOyMUHOM. B KpOBM MOXHO onpefensatb oblme yposHu T4 n
T3 1 cBOGOAHbIE PpaKkumu. [puK oLeHKe QYHKLMMU LUIMTOBUOHON Xenesbl OLEeHNBAOT YPOBEHb
CBOOOAHbIX GpaKuui.

TTl T4cs, T3cB

QyTnpeos: B KPOBM B Npeaenax HopMbl U TUPEOTPOMHbIN FOPMOH, TTI, KOTOPbIN perynupyeTt GyHKLu
LUMTOBUIHOM Xenesbl, U TOPMOHbI LMTOBUAHON XKeNe3bl TUPOKCUH U TPUAOATUPOHMH.

MTTI T4cs, T3cB

CyBKNMHUYECKUIA TUNOTUPEO3: B KPOBY MoBbIWeH TTI, HO rOPMOHbI LMTOBUAHOM Xesesbl B Npeenax
HOPMBbI.

MTTr 4 T4cs, ¥ T3cB

MaHW$eCTHbIN TMNOTUPEOD3: B KPOBM NoBbiweH TTI U rOPMOHbI LWMTOBUOHON Xenesbl YXXe HUXKE HOPMBbI.
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VTTI T4ce, T3ce

CyBKNMHUYECKUI TUNepTUPEO03: B KPOBU CHUXeH TTI, HO FOPMOHbI LUMTOBUAHON Xefe3bl Noka elle B
npegenax HoOpMbI.

VTTr 2T4ce, 1T3cB

FMnepTMpeos: FOPMOHbI LLI,I/ITOBVIFI,HOVI Xenesbl NoBblweHbl, a TTI KOMMEHCATOPHO CHUXKEH.

JTTIr, 2T4cs, T3cB + cUMMNTOMBbI

TUPeoTOKCHKO3: KIMHUYECKUI CUHOPOM, KOTOprVI OTpa>kaeT TOKCU4eckoe aencTeune TUpeongHbIX
rOPMOHOB Ha OpraHbl-MULLEHN.

XalnTOKCMKO3, OT UMEHM Bpaya XalMMOTO: TUPEOTOKCUKO3, 0BYCNOBMEHHbIN AeCTPYKLUMEeN WUTOBUOHOM
xenesbl Npyn XAUT. Xakapy XawmmMoTo 6bin BpayoM, KOTopbi Bnepsble onncan XAUT B 1912 roay.

NCcTOYHUKMU

Oepnos WN. W. OeTtckas aHAokpuHonorus. Atnac / nog ped. . W. Oepo.a, B. A. MNMetepkoBoit. — Mockga: FTOOTAP-Megua, 2016. — 240 c. — ISBN
978-5-9704-3614-1.

Poccuiickas accoumaums SHAOKPUHONOroB. KNMHWYecKne pekoMeHAaumn. TupeonanTsl y aeTel. BoapacTHas KaTeropus: AeTu. YTBEpXAEHb!
Muhn3sgpasom Poccun B 2024 rofly. Be6-caiT: py6puikaTopa KIMH1YeCKux pekomeHgaumi. [lata goctyna: 13.02.2026.

Hashimoto H. The knowledge of the lymphomatous changes in the thyroid gland (struma lymphomatosa) [in German]. Archiv fur klinische Chirurgie.
1912; 97: 219.

CDyHKLI,VIFI LLMTOBUOHON Xenesbl B TepMUHaX U OTHOCUTESIbHbIX MOKa3aTesniaX TupeonaHbIX rOPOMOHOB KPOBMU.

HapylieHne CTpPYyKTypbl LWWTOBUOHON >Kenesbl pa3BMBAeTCS MO OOHOMY W3 [BYX BapWaHTOB:
runeptpodust ¢ pasBuTMEM 306a XalMMOTO UM atpodus, KOTopas onpenensercs Kak nepsuyHas
Mukceaema [1].

Pa3Hble BapuaHTbl KIIMHU4YECKUX I'IpOFlBﬂeHMﬁ

B 3aBucumocTu ot ctagum n popmbl y XAUT MoOryT 6bITb pasHble npossreHus. B ctaguu aytnpeosa
eCcTb JlaGopaTopHble W ynbTpa3BykoBble Mpu3Hakn AUT, Ho HeT cumnTomoB [1]. CumMnTOMBI
NOSABNSAIOTCS MPU XalWMTOKCUKO3e UNN MaHUECTHOM rMnoTupeose, HO B NonoBuHe cnydyaes XAUT vy
JeTen oMarHoCTUpYyoT B COCTOSIHUM ayTupeo3sa [10].

Mpumep

B 2012 rogy Wasniewska c coaBTopamu oLeHUIM BapuaHTbl pyHKLMOHANIbHOrO COCTOSAHUS
LMTOBMAHOM Xene3bl HA MOMEHT NMOCTaHOBKM AuarHo3a y geten. M3 608 geteny 52,1% peten
oTMevancs aytTupeos, y 41,4% MaHndECTHbIN N CYBKIMHNUYECKUA TMnoTMpeos, y 6,5%
MaHNGECTHbBIN UNN CYBKNNMHNYECKUI runepTupeos. [leTn ¢ HapyLweHHON GYHKUMEN HA MOMEHT
OMarHoCTUKKM BbiNn Mnague, Yem eTu C 3yTUPEeOo30M, CPeAu HMX Yalle BCTpevanuchb Aetu Mmnaglwe
10 net [10].
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CMMNTOMbI FMMo- U rMNepTupeosa

MwuLeHn TupeonaHbIX
ropMmoHoB

HepBHas cuctema

MbiweyHas TKaHb

CeppeuHo-cocyaucTas
cucrtema

Nérkune

YXenypo4yHo-KULLIEYHbIN
TpakT

enaTo6unuapHas
cuctema

Koxa, xuposas
KneTtyaTka

Tepmoperynsums

Kpoeb

PenpopykTtusHas
cuctema

UcTouHnKn

CvmMnTOMbBI NPU MaHUpecTHOM
runoTupeose

HapyLueHMe KOHUEHTpauun BHUMaHUA
n nam4aTn, genpeccud.

CnabocCTb, CHUXEHHble pedreKchl.

Bpafuvkapams, CHUXeHe cephaeyHoro
BbIGpOCa, NepukapananbHbii BbIMOT.

BpaaunHoe, runokcus, BoIMOT B
nnespasnbHyo NOMOCTb.

3anopbl, KALWEeYHasi HeNPOXOAMMOCTb.

rMnepaMnuaemMus, runoToHNs
YKEYHOr O My3blps, KAMHU B XXENYHOM
nysbipe.

CyXOCTb, XEeNTU3HA, YTOSILLEHNE KOXMW,
OTEKM, BbiNaaeHne BoocC.

OwyuieHne 356K0CTU.

AHeMus, koarynonartusi.

HapyLieHne MeHCTpyanbHOro Uukna,
6ecnnoaue.

CvMNTOMBI MPU TUPEOTOKCUKO3E

HapymeHme KOHUEHTpauun BHUMaHUA
N NamMATU, pasgpa>kKnutenbHOCTb,
TPEBOXHOCTb, rTMNEePakKTUBHOCTb,
I'IOBerHOCTHbIVI COH.

Tpemop, runeppednekcus.

Taxvkapaus, cuctonnyeckas
rmnepTeHsus, Gpuépunnauus
npeacepaun.

Opbiw Ka, HeXBaTKa BO3ayxa.

Monudekanus, TOWHOTa, pBOTAa.

MoBbiweHne ACT, ANT, WO,
onnnpyouHa.

MoTnneocTb KOXW, NnoTepa Beca.

Cyb6dpebpunbHaa TemnepaTypa, noteps

Beca.

MaHuMTONEeHus.

HapyLueHne MeHCTpyanbHOro uukna,
6ecnnogue.

1. Klubo-Gwiezdzinska J., Wartofsky L. Hashimoto thyroiditis: an evidence-based guide to etiology, diagnosis and treatment // Pol. Arch. Intern. Med. 2022.

T.132, N2 3. C.16222.

2.De Leo S., Lee S. Y., Braverman L. E. Hyperthyroidism // Lancet Lond. Engl. 2016. T. 388, N2 10047. C. 906-918.
3. Lima C. S. P. u gp. Pancytopenia in untreated patients with Graves' disease // Thyroid Off. J. Am. Thyroid Assoc. 2006. T. 16, N2 4. C. 403-409.
4. Concepcion-Zavaleta M. J. u gp. Thyroid dysfunction and female infertility. A comprehensive review // Diabetes Metab. Syndr. 2023. T. 17, N 11. C.

102876.

OunarHocTtuka u

KnuHuyeckne pexkomeHgaumm 2025 roga pekomMeHAyT guarHoctupoBatb XAUT, ecnu y pebeHka

ecTb ABa kputepus [1]:

o [MoBbILLEHbI aHTUTENA K TUpeonaHon nepokcugase (TrNO).

« EcTb xapakTepHble gna XANT ynbTpasByKoBble MU3MEHEHUA CTPYKTYPbI LMTOBUOHOM Xenesbl.
OTO CHUXEHHasA 3XOreHHOCTb, HEOAHOPOAHAA IXOCTPYKTYPa, YBE/IMYEHME U CHUXEHNE 0BbeMa.

AHTUTENa K TUpeonepokcuaase onpeaenstoT OAHOKPAaTHO, TO/IbKO B MOMEHT NOCTaHOBKU AMarHosa, B
JanbHenweM oueHMBatoT GyHKLUMOHaNbHOE U MOPPONOrMyeckoe COCTOSIHWE LWMTOBUOHOWM >enesbl.
QyHKUMOHanbHoe — no ypoBHto TTIT, T4cB; mopdonornyeckoe — no Y3U [1].
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MNMnaH Ha6nmoaeHus 3a pe6eHkom ¢ XAUT B 3aBMCUMMOCTHU OT BapuaHTa MaHudpecTauum

CocTosiHue WUTOBUAHOMN OcmoTp aHAokpuHonora u TTI, T4ce Y3U wutoBnagHom xxenesbl
xenesbl

dyTupeos 1pa3Bropj KoHTponbHoe 1 pas B rog, yalle
no NnokasaHusm

CyOGKIMHUYECKUN 1 pa3 B 6 mecsueB KoHTponbHoe 1 pa3 B rog, vaile

rmunoTupeos no nokKasaHusim

MaHudecTHbIN rMNoTUpeos 1 pa3 B 6-8 Hepgenb, Noka noabupatoT KoHTposnbHoe 1 pa3s B rog, yaile
003bl 3aMeCcTUTeNIbHOW Tepanuu no nokasaHusm
NIeBOTMPOKCUHOM HaTpus, fanee 1pa3 B 6
MecsiLeB.

XalnTOKCUKO3 OnHamunyeckoe HabnogeHne geTCKoro KoHTponbHoe 1 pa3 B rog, Yawe
3HAOKPUHONOra, TMpeocTaTnyeckas Nno nokasaHusm

Tepanusa no nokKasaHnAaMm.

UcTouHnKNn

1. Poccuiickasn accoupaumsa aHA0KPUHONOroB. KnMHnyeckne pekomeraaunv. TupeonanTsl y feTein. BospactHas kateropus: getu. YTeepxaeHsl MuH3gpasom
Poccumn B 2024 rony. Be6-caiT: pybpurkaTopa KNMHUYECKMX pekoMeHaaumin. [ata goctyna: 13.02.2026.

2. Lebbink C. A. n gp. 2022 European Thyroid Association Guidelines for the management of pediatric thyroid nodules and differentiated thyroid carcinoma //
Eur. Thyroid J. 2022. T. 11, N2 6. C. €220146.

Cneuuduuyeckume aHturena

B KpuTepun oLeHKN KayecTsa MeguLmMHCKon nomoum no XAUT BxoauT:
A12.06.045 OnpepaeneHune cogepXXaHnsa aHTUTEN K TUPeonepokcuraase B Kposu [16].

AHTUTeNa K TMO npucyTCTBYIOT NPUMEPHO y 95% nauMeHToB, TOorAa Kak aHTuTena K TMpeorno6ymHy
(aHTn-TT) y 60-80% [2].

Puck gpyrux coctossHum

Y nauuneHTtoB ¢ XAUT BbIABNAOT caxapHbll auabeT 1 Tuna, Lenvakuio, apTponatum u 3aboneBaHus
coeauHNTENbHOM TKaHu [3].

JleyueHue

Mpy rUnoTMpeose pPeKoOMeHAOBaHa 3aMecTuTesNbHas Tepanus JfeBOTUPOKCUHOM HaTpusa. [Mpu
XalUUTOKCMKO3€ Tepanuns MOXET BbiTb HadHaYeHa B OTAENbHbIX cny4dasx [1].
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OndPy3HbIM TOKCUUYECKUU 3006

Onoddy3HbIM  TOKcMYeckmn 306 (6ones3Hb baseposa-IpenBca) pasBuMBaeTcss WM3-3a TOro, 4TO
ayToaHTUTena K peuentopamM TUPEOTPOMNHOro ropMoHa CTUMYSIMPYHOT 3TU peLenTopbl B LWMTOBUAHON
Xenese, YTo NPMBOAMUT K YPE3MEPHON CEKPEeLUN TUPEOUAHbBIX FOPMOHOB 1 TUPEOTOKCMKO3Y [1].

CKpbITble yrpo3bl

eHeTUYecKasi NpeapacnoioXeHHOCTb: NPUMepHoO B 15% cnydaeB y geten ¢ 4T3 ecTb
POLCTBEHHUKM NEPBOM IMHWUM C aYyTOUMMYHHbIMUW 3a60NEBAHUAMM LUMTOBUAHON Xenesbl [2].

Hecneundunyeckne KNMHNYECKNE NMPOSBIEHNS 3aTPYAHSAIOT MArHOCTUKY [2].
Cneumndpunyeckune aytoaHtutena: T3 pa3BmBaeTcs n3-3a aytoaHtuTen K peuentopy TTI [2].

PUCK XXM3HEYrpOXatoLWmMX OCNOXHEHWI: OTCPOYEHHAs ANarHOCTMKA MOXET NPUBECTU K
TUPEOTOKCUYECKOMY KPU3Y U cMepTu [2].

Puck gpyrux ayToMMMYHHbIX 3a6oneBaHuit: [1T3 accoummpoBaHa ¢ ApyrumMm ayTOMMMYHHbIMU
3a6051eBaHMAMMU: C caxapHbiM guadeTom 1 Tuna, uennakmemn, BUTUIUro [2].

YacToe ayTOMMMYyHHOe 2aGoneeaHme

OT3 — camaa 4acTas npuuMHa runeptvpeosa y AeTeh U pacnpocTpaHeHHoe ayTOMMMYHHOe
3abonesanue [1].

9%

OT BCcex cnyyaeB [ T3 Ha NPOTSXEHUN XMN3HM NPUXOANTCA Ha aeTckoe T3 [3].

B nonynauMoHHoOM uccneposaHun Benukobputanun LT3 BcTpevanacbk B 0,9 cnydasax Ha 100 000
peten po 15 net [4]. B mupe 3a6onesaemMocTb y geten BapbupyeT oT 1,5 go 6,5 Ha 100 000 yenosek
[11.

MaHnudpectupyetr OT3 B no60oM nepuofe [eTcTBa, HO 4acToTa yBenuMuMBaeTcd C Bo3pacToMm. B
BO3pacTe A0 5 NeT pacnpocTpaHeHHOCTb NMPUMEPHO B AeCATb pa3 HWXe, COOTHOLIEeHWe AeBOYeK K
Manbunkam cocTaBnseT 1:4. 3TO COOTHOLWEHNEe 3aMeTHO YBeNNYMBaETCA C BO3PacTOM, OCOGEHHO BO
BTOPOM AECATUNETUMN XU3HK [2].

Tpu pakTopa paszeutusa
OT3 pasBuBaeTca U3-3a yTpaTbl MMMYHHOM TONEPaHTHOCTM K peuenTopy TUPEOTPOMHOro ropMoHa,

TTr. VIMMyHHasi TONepaHTHOCTb TepsieTcs Mpu B3aMMOLEUCTBUM (aKTOPOB OKpY>Katolen cpedbl C
reHeTMYecKon NpeapacnosioXeHHocTbo [5].

HacnegyemocTtb T3 cocTasnsetr 63% [6].
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FeHeTHMUYecKas npeppacnonoXXeHHOCTb. B nonynauMoHHOM LWwBefckoMm uccnegosaHum mns 110 814
6nu3HeyoB AT3 oTMmeyanacb B 558 cnyyvasix, KOadpPUUMEHT HacnegyemMocTu cocTtaBun 63% [6]. C
OT3 accoummnpoBaHbl FreHbl, CBA3aHHbIEe C UMMYHHbIM oTBeToM (MHC, CTLA4, PTPN22, CD40, FCRLS3,
PD-1, BAFF), Tupeoung-cneundunynble rerol (TSHR, TG) M ecTb faHHble O BAUSHUU HEKOAMPYHOLLMX
reHeTu4yeckmnx sapmaHToB [1].

dakTopbl OKpy>XXawlen cpegbl. PaccmaTpuBatoT ponb MHOEKUUN, MUTAHWUS, KypeHus, CTpecca,
MUKpPOGKOTLI. [pegnonaraeTcs, YTO BO3OENCTBUSA OKpPYXXarolWen cpedbl U MHPEKLUUN UHOYLUMPYIOT
AYTOUMMYHUTET  LIMTOBUOHOW  Xefesbl  MOCPencTBOM  «MOJSIEKYNSAPHOM  MUMUKPUKM» WK
HeaHTUreH-cneundmnyecKom akTMBaLmMm ayTopeakTUBHbIX TumoumTos [1].

MonekynspHas MUMUKPUA — NepeKkpecTHasd PeakTUBHOCTb MeXAY MWUKPOOHLIMU WU 3K30reHHbIMU
areHTamm n peuentopom K TTT.

OCHOBHAs1 MULLIEHb AYTOUMMYHHOU aTaku rpu 4T3 — peuentopsbl K
TUPEOTPOrNnHoOMY ropMoHy, pTTI [5,7].

AyTOoMMMYHUTET. AHTUreH-NPeACcTaBAsAloWMe KNETKU Npe3eHTyrT T-numdpountam pTTI. T-kneTku
aKTUBUPYIOT B-KNeTku 1 nnasmaTuyeckme KNeTKU, KOTopble UHOUIbTPUPYIOT LWUTOBUOHYIO XXenesy.
HauuHaloT BblpabaTbiBaTbCs ayToaHTMTena npotus PTTI, BbICBOOOXOAOTCA MpPOBOCNanNUTENbHbIE
UMTOKMHbI, NJ1-2 n 1-17, 4To NpMBOAMT K OanbHENLeNn akTMBaLUMmM MMMYHHBIX KNETOK, pearupyroLmx
Ha pTTI [5].

TTr

TupeoTponHbIn FOPMOH. BeipabaTbiBaeTcs B runoduse u perynmpyet GYHKUUIO LUMTOBUAHOM
xernesbl N0 MexaHM3My oTpuLuaTenbsHON 06paTHON CBA3U. DTO 3HAUMT, KOrga ropMOHOB LMTOBUAHOWM
»enesbl He4OCTAaTOYHO, TO rMNodun3 ycunueaeT cekpeumto TTI 1 ero ypoBeHb B KPOBK pacTeT, a
Korga ropMOHOB WMTOBUAHOWN Xese3bl B U36bITKe, rMnodus TopmMo3nut cekpeuunto TTI 1 ero yposeHb
B KpoBu nagaet [8].

pTTIC

PeuenTop K TMPEOTPOMHOMY FOPMOHY. DKCNPEeCcCcUpyeTcs B LUIMTOBUAHOW Xenese,
peTpobynb6apHom KneTyaTke, numooumTax [2,5]. B wmtoBugHom xenese TTI cBA3bIBAETCS C 3TUM
peuenTopoM 1 CTUMYNNPYET CUHTE3 U cekpeumto T4ce u T3cB.

T4ceuT3cB

CBo6ogHble Gpakumm TMPEOoUAHbIX FOPMOHOB TUPOKCUHA, T4, n TpunoaTnpoHuHa, T3. Ewe ecTb
dpakunn, ceasaHHbIe C anb6yMUHOM. B KpOBM MOXHO onpefensatb obumne yposHU T4 n T3 u
cB0oGoaHble dpakumu. Mpn oLeHKe GYHKLUNN LLMTOBULHON Xene3bl OLLeHNBAOT YPOBEHb CBOOOLHbIX
dpakuun [7].
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TTr, T4ce, T3cs

QyTMpeos: B KPOBM B Npeesiax HopMbl U TUPEOTPONbIi FOPMOH, TTI, KOTOPbI Perynnpyet GyHKLUmMIO
LUMTOBUAHOM Xenesbl, U FOPMOHbI LLMTOBUAHOW Xenesbl TUPOKCUH U TPUAOLTUPOHMH [8].

VTTI, T4cs, T3cB

CyOKNNHUYECKNIA TUMEPTUPEOD3: B KPOBU CHUXEH TTI, HO rOPMOHbBI LUMTOBUOHOWM Xene3bl Noka eLle B
npegenax Hopmbl [8].

VTTI, 2T4ce, MT3cB

MaHWpeCTHbI TMNepTUPeos: TOPMOHbI LMTOBUAHOM Xenesbl MoBbiweHbl, @ TTI KOMNEHCATOPHO CHUXEH
[8].

VTTI, *T4ce, 2T3cB + CUMMNTOMbDI

TUPEOTOKCUKO3: KIIMHUYECKUI CUHAPOM, KOTOPbIA OTpaXkaeT TOKCUYECKoe AeNCTBME TUPEOUOHbIX
rOPMOHOB Ha OpraHbl-MuLLEeHn [8].

CDyHKLI,VIH LLMTOBUOHON Xenesbl B TePMUHaAX U OTHOCUTEJIbHbIX NMOoKa3aTenax TMpeongHblX rOOMOHOB KPOBU.

Heckonbko muweHeun gns ayTouMMyHHOMU

B wmToBMAaHON xenese pTTI paGoTaeT Kak aroHUCT: CTUMYUPYET peLenTopbl, NoBbillas CUHTE3 U
CeKpeLmio TMPEOUAHbIX FOPMOHOB. [MNepTUPeos Bbi3blBaeT TUPEOTOKCUKOS3.

Peuentop TTI ecTb He TONbKO B LMTOBUAHOW Xenese, HO ewe B NMMPOLMUTaX, XXUPOBON TKaAHU U
¢ubpobnactax. [osTomy aHTMTENa K peuentopy TTI NpPOBOLMPYHOT pPasBUTUE 3SHLOKPUHHOWN
opTtanomonatum (0TI, yacTo BCTpeyaeTcs), NPeTMOnanbLHOM MUKcegdeMbl (gepmonatus [perBca,
0YeHb PefKo BCTpeyaeTcs), accoummpoBaHHon ¢ 4T3 runepnnasuv Tumyca [2,5].

M36bITOK TUPEONAHbBIX FOPMOHOB KPOBWU OKa3blBaeT TOKCUUYECKOE AENCTBME HA MHOXECTBO OPraHoB U
cuUcTeM, NPOBOLMPYS TMPEOTOKCUKO3 [2].

CumnToMbl rMnepTupeosa

MwuLweHn TUpeonaHbIX FOPMOHOB CUMNTOMbI NPU TUPEOTOKCUKO3E

HepBHaSI cucrtema HapyLueHMe KOHUEHTpauun BHUMaHUA U NaMATU, pa3gpa>KUTenbHOCTb,
TPEBOXHOCTb, r’MNepakTMBHOCTDb, I'IOBerHOCTHbIVI COH.

MbiweyHas TKaHb Tpemop, runepepnekcus.
CeppeuHo-cocyaucTasi cCUCTeMa  Taxukapams, cUCTonuyeckas runepTeHsus, Guépunnsaumnsa npeacepamn.
Nerkune OppbllwKa, HexBaTKa BO3gyxa.

YXenypo4yHo-KULLIEYHbIM TPaKT Monnpgedekaums, TowHOTa, pBOTA.
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lenaTo6unuapHasa cuctema MoBbiweHne ACT, ANT, W®, 6unupy6buHa.

Koxka ¢ npupgatkamm, Xxuposas [MoTNnMBOCTb KOXMW, NOTeps Beca.

KneTyaTka

Tepmoperynsaiuus u nunoreHes Cyb6debpunbHasa TemnepaTypa, noTeps Beca.

Kpoeb MaHyMTONEHmS.

PenpopykTuBHas cuctema HapylieHne MeHCTpyanbHOro umkna, 6ecnnogue.

OpO6UTbI OK30¢TanbM, peTpakums 1 oTCTaBaHMe BeKa, MepnopouTanbHbIi OTEK,

MHbeKuMﬂCOCyAOBKOHbmHKTMBbIMX6M03,0¢TaﬂbMOnﬂeFMR
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Pucku nosgHen AmMarHoCTmKkm

OTcpoyeHHas guarHocTtuka [1T3 MOXeT NpUBECTU K TUPEOTOKCUYECKOMY KPU3y.

TnpeoToKCUYECKNIN KPpU3 — XU3Heyrpoxaroljee ocsioxHeHne T3

[2].

TupeoTokcuueckun kpus, TK, NposaBnaeTca CMMNTOMaMmn TUPEOTOKCUKO3a, BblpaXXeHHbIMU B KpaHekn
CTeneHu: MxopagKa, Taxmkapaus, apuTMus, 3acTolHas cepeyHas HefoCTaTOYHOCTb, BO36YXAeHue,
6pen, NCuUxo3, CTynop, KOMa, TOWHOTA, PBOTa, AMapesi, NnevyeHoyHass HefoCTaTOUYHOCTb. lMpUUMHBI
cMmepT oT TK: nonvopraHHas HegoCTaTOYHOCTb, cepAeyHas M AblxaTeNlbHas HeaoCTaTOYHOCTb,
apuTMuUsi,  OMCCEMMUHMPOBAHHOE  BHYTPUCOCYAMCTOE  CBepTbiBaHWE  KPoBW,  nepdopaums
XenyaoUYHO-KULWEYHOro TpakTa, rMNoKCMYecKun CUHAPOM Mo3ra u cencuc [7].

IOuarHocTuka

Bcem pgeTtam ¢ nogo3peHneM Ha runepTupeos cnegyet uccnegosatb TTI, T4ce, T3cB KpoBU. Tak Kak
OT3 — camas yacTaa npuumHa runepTupeosa y AeTeun, TO Takxke PeKOMEeHOYHOT onpenensite YPOBHU
aHTMTENn K peuentopy TTF u K Tupeonepokcugase. [oBbIWEHHbIN ypoBeHb T3cB — Gonee
YyBCTBUTENIbHBIN Mapkep MaHW(ecTHOro runeptMpeosa, yYem T4cB. Ecnv KNuHWYeckas KapTuHa
yKasbiBaeT Ha [AT3, HO aHTUTeNa K LWMTOBUOHOWN Xefe3e OTCYTCTBYHOT, MPOBOAAT NMOBTOPHYHO OLIEHKY
X YPOBHS 4Yepe3 HEeCKONbKO Hefenb, BbIMOSHAKT YIbTPa3ByKOBOE MWCCNeAOBaHWE LWMTOBUOHON
Xenesbl C OUEHKOW KpoBoToka. [lo Y3W wuToBMAHas >Xenes3a yBeNMYEeHa, MOXeT ObiTb
rMNepaxoreHHon, ¢ HeOQHOPOAHOW 3XOCTPYKTYPOMN U yCuneHnem sackynsipusaumu. Npu nogospeHun
Ha TUPEOTOKCMYECKUI Y3en NPOBOAAT CLUMHTUrpadputo [2].

Cneuuduuyeckue aytoaHTurena

A12.06.046 OnpepeneHne cogepXaHus aHTUTEN K peLenTopy TUPeoTPOnHOro ropmoHa (TTIM) B KpoBM
[11.

JleyeHue
B pe6ioTe 3aboneBaHust Has3HayaloT aHTUTUpeougHble npenapaTbl. [lpy HeadPeKTUBHOCTU wunu

HEBO3MOXHOCTU MeAMKaMEHTO3HOW Tepanuu paccMaTpuBalOT BapWaHTbl PaAMKanbHOro JeyeHus:
TUPEOUAIKTOMUM UK pagnonoatTepanum [2].
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PUCKM ApYyrux ayTOMMMYHHbIX 3a60/1eBaHni

OT3 accouumpoBaH C gpyruMu ayTOMMMYHHbIMWU 3a60feBaHUAMU: C CaxapHbiM guadeTom 1 Tuna,
uenuakunen, sutunuro. Ewe OT3 accoummpoBaH ¢ cuHapomom [ayHa. MpumepHo B 15% cnydyaeB y
POLACTBEHHMKOB MEPBON NMHUM UMEETCHA ayTOMMMYHHOe 3aboneBaHue LWMTOBUAHOM Xenesbl. OAT3
TakXXe MOXET pa3BUTbCS NMOCJIe TPAHCMIaHTaUMmM KOCTHOro Mo3ra 1 Ha ¢oHe Tepanun BUY [2].
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AyTOI/IMMyHHaFl nepBnyYHaa XpoHU4YeCKas
Haano4ye4yHUKoBas

AyTOMMMYHHas nMepBUYHAA XpPOHMYecKasa HapnoyeyHMKoBas HepocTaToO4yHoCTb, [IXHH:
pasBMBaeTCA M3-3a ayTOMMMYHHOW [OEeCTPYKUUM KOpbl Hagno4yeyHukoB. [ecTpyKuMsa Kopbl
HagMno4YeyHNKOB o0b6ycnoBneHa ayTOMMMYHHbIMM MpoLeccaMn U npoasnseTcs Aeduumntom
rMIOKO- M MUHEpanoKOPTMKOMAOB. [eCcTpyKuMs HadyMHaeTcsa 3afo/iro OO MaHudbecTauum
KIIMHUYECKNX NPOSBMIEHN, MO3TOMY Y NNL, U3 Fpynnbl pucka ayTouMMyHHasa NMXHH MoxeT 6bITb
BbISIB/IEHA Ha LOKINHNYECKOW CTagum No YPOBHIO crneundmnyeckmx ayToaHTmuTen. AyTOMMMYHHas
MXHH MoXxeT 6bITb KOMNOHEHTOM ayTOMMMYHHOIO NMOAINIaHZYAsPHOro cnHapoma .

CKpbITble yrposbl

o Creuunounyeckne aHTUTENa NOSBNSIOTCS 00 KIMHUYECKUX nNpoasneHui [1].
e MoXeT 6bITb KOMMNOHEHTOM ayTOMMMYHHOIO MOJIUTTaHAYNSPHOro cuHgpoma [1].
o [034HAS OMarHoCTUKa YpeBaTa pasBUTUEM afpeHanoBoro Kprsa 1 netanbHbiM ncxomom [1].

Pepkoe 3abonesaHue n BTopas no yactorte ¢opma XHHy

Y B3poCnblX W peTeln OTANYarTCA OCHOBHble npuyuHbl MXHH. AyToMMmyHHaa [MXHH —
Hanbonee yacTtaa ¢opma XHH y B3pocnbix 2 . Y geTten nepsas npuumHa NXHH — BpoxaeHHas
OUCOYHKLMA KOpbl HapnoyeyHMKoOB Bcnepcteue peéuumta 21 rugpokcunasel, BTOpad —
ayTOMMMYHHble 3aboneBaHua B4,

NMXHH noboro reHesa — peakoe cocTosiHMe. B EBpone oHa BcTpevaeTtcsa y 100 yenosek Ha
MWNINOH HaceneHusa M .

B ¢uHCcKoOM rionynsaymoHHOM nUccrenoBaHnn y geTen B Bo3pacTte 5 net um
cTapuwe HoBble criydan XHH 6b171n B OCHOBHOM @y TOUMMYHHOIO reHesa [4].

Camble yacTtble npuuunHbl MXHH y peten Utanua, n=803 [3] duHnanguna, n=97 [4]
BAKH BcnepcTeue pepuuuta 21-rupokcunasbl n=682 (85%) n=55 (57%)
AyTOMMMYHHble 3a601eBaHuUsA n=36 (4,5%) n=28 (29%)

ANC 1THMna n=25 (3,1%) n=8 (8%)

u3onuposaHHas ayToumMmyHHasa XHH n=12 (1,5%) n=13 (13%)

AMC 2 Tuna n=8 (1%) n=7 (7%)
X-cuenneHHas appeHonenkogucTpopus n=25 (3,1%) n=6 (6%)
[Apyrve nssecTHble NPUUYMHbI n=51(6,4%) n=6 (6%)
Heun3BecTHble NPUYUHDBI n=9 (1,1%) n=2 (2%)

KOMNOHEHT ayTOMMMYHHOI 0 NOAUrNaHAYNAPHOro CUHAPOMA UNN
cnefcTBUE BapUaHTOB B A,PYrUX reHax/reHeTUYecKux
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AyToummyHHas MXHH passusaeTca npu gedektax B reHe AIRE nnn Ha doHe accounmpoBaHHbIX
BapmaHToB B HLA n B gpyrux 7 reHax 34 | MaTtonorus AIRE nnm accounmpoBaHHble BapuaHThbl
APYrux reHoB/NOKYCOB HapyLllalT UMMYHHYHK TOIEPaAHTHOCTb U CNOCOBCTBYIOT GOPMUPOBAHUIO
crneymdnyeckmx HagnovYeyYHMKOBbIX ayToaHTuTen 5o,

MaToreHHble BapuaHTbl B AIRE: ayTOMMMYHHbIN noAurnaHaynapHbin cuHgpom 1 tuna. NpogykT
aToro reHa, 6enok AIRE, akcnpeccupyeTcad B TUMyce. TaM OH CnocobCTByeT 3Kchnpeccum
TKaHecrneunduyHbIX aHTUreHOB W HeraTMBHOW CenekuuuM ayTopeakTMBHbIX T-1MMeounTOoB.
Oeovumt AIRE HapywaeT MMMYHHYHO TONEPaHTHOCTb B TUMyCe W NpPUBOAUT K BbIXo4y B
nepudepuryeckoe pycno camMopeakTUBHbIX T-TMMPOLUTOB, a TakXe K BblpaboTke MHOXeCTBa
ayTOaHTUTEN, HaUENeHHbIX Ha LUWTOKWHbl W TKaHeBble aHTureHol. B wuTore passuBaeTcA
ayTOMMMYHHOE [OpaXeHne MHOXeCTBa OpraHoB, W3BECTHOE KaK ayTOMMMYHHbIN
noaurnaHaynsapHein cmHgpom 1 tuna, ArfcC 1 tuna © .

[epBuYHas Hagno4Ye4YHNMKoBass He4OCTaTOYHOCTb — OANH U3 TPEX
K/1aCCUYECKUX KOMIMOHEHTOB ay TOUMMYHHOIO NoAnNriaHAyspHOro
cuHapoma 1 Tuna [5].

AyTOUMMYHHbI NOAUrnaHpynsapHbln cuHgpom 1 tuna, AMNC1 tuna

AYTOVMMYHHbIA NOAUrNaHZYNAPHbIN cnHapoM 1 Tuna, AMNCT TMna — MOHOreHHoe
ayTOCOMHO-peLeCcCnBHOE MyibTUCUCTEMHOE 3aboneBaHune. Pa3BrBaeTcA U3-3a gedekTta
6enka-ayTouMyHHoro perynstopa AIRE, KOTOpbI KOAUPYET OAHOUMEHHbIN reH AIRE. bonesHb BO3HUMKaET,
€CNM NaToreHHble BapyaHTbl ecTb B 06oux annensx reHa AIRE. Y cuHgpomMa ecTb Tpuaga Knaccuyeckmnx
NPV3HaKOB N MHOXECTBO APYruX NpoABneHni [5].

Tpuaga Knaccuyecknx NPoABAEHUA: XPOHNYECKUA KOXHO-CAU3UCTbIN KaHAMA03, rMnonapaTupeos u
nepBUYHasa Hagmno4Ye4YHMKoBas HeAOCTaTOUYHOCTb [7,8].

Opyrvne komnoHeHTbl AMNC 1 TvMna: KonbueBuaHas spuTemMa, anoneuuns, BUTUAINIo, rmMnonaasnsa amanu,
aednumnt BuTaMunHa B12, KepaTOKOHBHOHKTUBUT, MUIMEHTHbIA PETUHUT, 8y TOUMMYHHbIA MHEBMOHMUT,
TYyBYyNnouHTEPCTULMNANBHBIN HEGPUT, 8y TOMMMYHHbIA FrenaTuT, ay TOUMMYHHbIA racTpUT, ay TOMMMYHHas
3HTeponaTua (Manbabcopbumsa), caxapHbli anabet 1 Tvna, ayTOMMMYHHbIN TUPEOUANT,
npexaeBpeMeHHOe UCTOLWEeHNe ANYHUKOB, HeOCTaTOYHOCTb GYHKLMM AnYek, acnneHus [7,8].

KnuHnyeckn gruarHos YCTaHaB/IMBaKOT B O4HOM N3 ABYX CJly4aeB:

1. EcTb fBa KOMMOHEHTa KlaCCUYECKON Tpuagbl.

2. ECTb 0MH KOMMOHEHT 13 Tpuagbl M eCTb poAHou 6paT unm cectpa ¢ ArC 1 tmuna [5].
[varHos noATBEPXAA0T MOJEKYAPHO-FEHETUYECKMN NPU OEeTEeKL MU NaToreHHbIX BapuaHToB B reHe AIRE B
rOMO3UIrOTHOM UNN KOMMNAyHA-reTepo3nrOTHOM COCTOSIHUN.

3KcnepThbl NpegiaraoT BKIKOYNTb B KPUTEPUN OMArHOCTUKM AONOSTHUTENbHYIO TpUagy KOMMOHEHTOB U
NPOBOAMUTbL MOJIEKYNSPHO-TEHETUYECKOE UCCefoBaHMe, ecnn y pebeHka ecTb Nobble ABa KOMMOHEHTa U3
KacCUYeCKOoM Uun SOMOSHUTENBbHON TpMag KOMMOHEHTOB. [JononHMTeNnbHas Tpuaga komnoHeHToB AlC1:
runonnasusa aManu, xapaktepHasa ans ArcC1 ceinb, Mansabcopbuusa [5].

[pyrvue BapnaHTbl reHeTUYECKOIN NpeapacnosodXeHHOCTU. [10/THOreHOMHbIN MOUCK
accoumaumin ayToumMmyHHon MXHH BbISBU HECKOSIbKO FEHETUYECKUX JIOKYCOB, U3 HUX CaMbl
BbICOKMI pUCK 6bln cBAsaH ¢ HLA-obnacTbto. Hawnu cunbHbin addeKT pucka y ransoTvna
DRB1*04:04 B npucytctBum DQB1*02:01, y ABYX aMWHOKUCNOTHbIX ocTaTkoB B HLA-DQB1 u
O[HOrO aMWHOKMCOTHOro ocTtaTka B HLA-DQA1. Takxe puck ayTouMmMyHHon XHH 6bin cBfizaH ¢
reHamu BACH2, PTPN22, CTLA4, LPP, SH2B3, SIGLEC5, UBASH3A n geymMs nonmmopdunsmamm B
reHe AIRE [,

CnepcTtBMe ayTOMMMYHHOW AEeCTPYKL,UU KOPbI

AyToumMMyHHaa XHH pa3BuBaeTcs M3-3a OECTPYKLUMM KOpbl HaAno4yeyHMKoB. [oBpexaeHune
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TKaHW HayMHaeTcAa C MHGUNbTpPaALUN MOHOLMUTaMN, NOALEPXKMBAETCA 3a CYET ayToaHTuTen K 21
rMApoOKCMNase, akTMBHOCTW MpPOBOCNANUTENbHbIX LWTOKMHOB. AYTOMMMYHHOE BOCMaNneHune
OJINTCA HECKOMbKO MeCcsALEeB-JeT, ero ncxof — paspyLlleHne Kopbl HagnoyeyHnKoB. [ecTpyKuus
KOpbl HafMOYeYHUKOB MPMBOOMT K HELOCTAaTOYHOM BbipaboTKe KOpTU30Ma, albAOCTeEpPOHa W
perngpoanvangpocTtepoHa M,

Hapnoye4yHukoBasi HeOCTaTOYHOCTb

HapgnoyeyHnkoBas HeAOCTAaTOYHOCTb, HH — cocTosiHMe, Npu KOTOPOM nepecTaeT GYHKLUOHNPOBATb Kopa
HaAnoYeYHNKOB.

B HOpMe KOopa Hagno4YeyYHUKOB BbipabaTbiBaeT MIOKOKOPTUKOUABI, MUHEPANOKOPTUKOUAbI 1 Criabbin
aHpporeH. OCHOBHOM MHOKOKOPTUKOWA, — KOPTMU30J1, OCHOBHOM MUHEPANIOKOPTUKONA, — anbAOCTEPOH,
OCHOBHOW aHAPOreH Kopbl HagnovyeyHnkos — [Ar9A-C. HagnoyeyHMKoBas He4OCTAaTOYHOCTb — AebuunT
KopTK3ona n/unm anbaocTtepora [5].

ECTb HeckonbKo ypOBHEN NMopaXeHNsA Kopbl HAANOYEYHNKOB, KOTOPbIe onpeaensatoT Kakasd aTo HH —
nepBuUYHaa MM BTOPUYHaA:

1. Ecnn dyHKUKNSA KOpbl HAANOYeYHUKOB HapyLleHa 13-3a NaTosiorun B caMomn Kope Hagno4YeyHnKoB, TO 9TO
nepBrvYHasa HagNoYe4YHNKoBas He0CTaTOMHOCTb Unn 60n1e3Hb AQANCOoHa.

2. Ecnu dyHKLMA KOPbI HAANOYEYHUKOB HapyLLeHa 13-3a NaTonormm runopusa, To 9To BTOpUYHas
HafnoYeYHNKoBas He4OCTaTOYHOCTb. FMNodus BoipabaTbiBaeT afpPEeHOKOPTMKOTPOMHbIA FOpMOoH (AKTT),
KOTOPbIN perynupyeTt GYHKLUIO KOPbl HaAnoye4yHnKoB. [pu ero gepuuunTe Kopa HaanovyeyHMKoB
nepecTaeT CUHTE3MPOBaTb KOPTM30n [5].

Cneuunduyeckue

AHTUTENa K 21-rngpokKcunase — xapakTepHbI MpU3HaK ayToMMMyHHon XHH. 21-rnmapokcunasa
— 9TO GepPMEHT, KOTOPbIN MPUCYTCTBYET TOMbKO B KOpe HagNno4YeyYHNKOB. TaM OH KaTannsupyoT
XUMUYECKME peaKkLumn, B Xo4e KOTOPbIX CUHTE3SUPYIOTCA CTePOUAHbIE TOPMOHbI anboCTEPOH U
KopTuson. AHTUTeNna K 21-rugpokcunase BbICOKO crneuuduyHbl s ayToOMMMyHHon XHH un
CnyXaT HafeXHbIM MapkepoM 3To ¢popmbl XHH. Bonee Toro, ux npucytcTeue y nuy C
HOpMasnbHOM QYHKLUMEN HaAMoOYeUYHUKOB YKasblBaeT Ha PUCK pasBuTUA MaHudpecTHon XHH B
oyoywem. MoaToMy 3aTW aHTUTena B COYETaHUM C FeHeTUYeCKUMKU dakTopamu pucka MOoryT
ncnonb3oBaTbCA AJ1A BbIAB/IEHMA NauneHToB ¢ XHH Ha goknnHndecknx ctaguax sabonesaHus

AHTUTENa K 21-rugpokcunase — mapkep ayToumyHHoun NXHH. AHTuTena K
NoOH-omera n NJ1-22 — mapkepsbl AMCT tuna [1].

Y naumeHToB ¢ AMCT Tuna, NOMUMO aHTUTEN K 21-rngpoKcuiase XxapakTepHbl ayToaHTUTena K
LMTOKUHaM, B YaCTHOCTU K UHTepdepoHy (MDH) omera u nHtepnenkuny (1J1)-22 .

CMyrnasi KoXka, runorjiukeMum, aJIeKTPOJINTHbIE HapYLUEHUS,
pedbvuumt

KnunHnyeckne nposisneHnsa NMXHH obycnoeneHbl AeduumMTOM FIHOKO- U MUHEPANOKOPTUKOMOOB,
KOTOpble BEAYT K rMNorankeMnn, geduumty sHeprum, runoHaTpueMunmn, runepkanemmn. Kpome
TOoro, AeduunT TrAHKOKOPTUKOUGOB CTUMYNMPYET runepnurMeHtauuo. Leduunt
rMHOKOKOPTUKOMO0B CTUMynupyeT BbipaboTky AKTI. B npouecce obpasoBaHna AKTE
BblpabaTblBaeTCA TakXe MeNaHOUUTCTUMYUPYIOWNA FOPMOH, KOTOPbIM U npoBouupyet
NOTEMHEHME KOXMU [,

OeduuuT rnoKoKopTUKOUAO0B:
e C/1TaboCTb M NOBbIWEHHas YTOMNIAEMOCTb;
e N0TEpA BeCa, CHMXeHne anneTnTa.
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e TOLWIHOTA, PBOTa;
e rUNepnUrMeHTauus KoXmn, ocobeHHO Hag, CycTaBaMu, B MecTax TPEHUSA OAEXAbI;
e rUNepnUrMeHTauus CinsncTbiX (Kpas feceH, A3biK, He6o);

e ronoBHas 60nb, 0CO6EHHO Mo yTpam;

e 60/b B XMBOTE;

e runornvkemus 1100,

Adeduuut MMHEepanoKopTUKOUAOB:
o FMNOHATPUEMMUS, FTUNEPKaNMeMms;
e TAra K CONEHoM nuule;
e 00JIb B XXUBOTE;
o FOJTOBOKPY>KEHUE;
e TOWHOTA, PBOTA;
e runoToHua 119,

XapaKTeprle nokKa3aTteJiun ropMOHaJIbHOro I'IpOdJI/IﬂFI nu
ANIEeKTPOoINTOB

3anopo3putb [MXHH cnegyeT Ha OCHOBaHUW KJIMHUYECKUX MNPOABNEHUR, TUMOrUKEMUN,
rMNOHATPUEMMN. YCTAHOBUTb [AMArHO3 MOXHO TOJIbKO Ha OCHOBaHUW  XapaKTepHbIX
nabopaTopHbIX AaHHbIX.

KpuTepumn aepuumta rnoKoKoOpTUKONAOB:

1. YpoBeHb KopTusona meHee 140 HMonb/N Ha poHe noBblweHns yposHs AKTI 6osiee ABYX HOPM B
paHHWe yTpeHHme Yachbl [10].

2. YpoBeHb KopTnsona MeHee 500 HMonb/n Ha doHE CTUMYNALMOHHOIO TecTa ¢ aHanoramm AKTT .
KopTuson ot 140 go 500 HMonb/n TpebyeT NOATBEPXKAEHMA NPU MOMOLLY CTUMYIALMOHHOrO TecTa
aHanoramu AKTT [1,10].

KpMTepvm apedpuuyuta MUWHepanoKopTUuKongose

NOBbILIEHHbIN PEHUH (akTBHOCTM peHI/IHa) njasmMbl NP HA3KOM unun ncesgoHoOpMasZibHOM ypOBHE
anbOoCTEPOHa, T’MNoHaTPMeMIMK, runepkanemMmmn. Ho cnepyet MMeThb B BUGY, YTO B Havane
3aboneBaHus ANEKTPOSIUTHbIE HapyLeHUs MOoryT BbiTb CJ'Ia6OBpra)KeHHbIMI/| WJIN OTCYTCTBOBATb
[1,10].

YTOUYHeHMe NPUUYUHbBI MO YPOBHIO aHTUTEN U
MOJIEKYNIAPHO-TreHeTU4eCKoOMYy

Mocne TOro, Kak YycTaHoOBMEH pfAuarHos nepsuyHon XHH, npoBogsaT [AOMNOMHUTENbHOE
obcrnegoBaHue ANA yTOYHEHUA ero NpuymHbl. Manbymkam oT 3 neT peKOMeHOYHT uccnegoBaHune
YPOBHA OYE€Hb [ANIMHHO-LLENOYEYHbIX >KUPHbIX KUCIOT ANA  WUCKMYEHUA X-CLenneHHown
agpeHonenkogucTpodmmn. Bcem pgeTamM OT Tpex NleT PEKOMEHAYIOT UCCNefoBaHMe aHTUTen K
21-rugpokcunase gns NCKItYEHUS ayTOMMMYHHOro reHesa XHH 197,

Bcem petam ¢ nogteepxaeHHonm [IXHH pekoMeHOyrT MONEKYNApHO-reHeTu4yeckoe
nccnegosaHne. Bblbop reHa pns uWcCnefoBaHWA 3aBUCUT OT BO3pacTa MaHudecTauuu
3aboneBaHus, Nona naumeHTa, KIMHNYECKON KapTUHbI U CEMEHOrO aHamMHesa 1'%,

PuUckun oTCpoUYeHHOM

MXHH ycTaHaBnMBalOT, Korga Gosfbluasi 4acTb KOPbl HaAMOYEYHUKOB YXKe paspylieHa, 4To
npeacTaBnseT COGOM KOHEYHY CTaauo ayTOMMMYHHOrO BOCMafieHus, pasBUBalOLLErocs B
TeyeHne MHOMMX MecsLeB 1 neT. MHOrne nauneHTbl NMo-npeXxXHeMy AMarHOCTMPYHTCS BO BPEMS
afipeHasrioBoro Kpu3a, UCXofd KOTOPOro MOXeT 6bITb NieTanbHbIM [,
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AZpeHanoBbI Kpn3 (CoNbTEPSAIOLYMNIA KPU3, KPU3 HaAMNOYEeYHNKOBOM
HeOCTaTOYHOCTH): XXN3HEYrpoxaroLee COCTOSAHNE U3-3a AepuumnTta
[7IIOKO- M MUHEPasIioKopTUKOMAOB. HapyluaeTcs CO3HaHue, pa3BuBaeTCcs
rUNoOTEH3Us, T’MNOBOJIEMUS, LLIOK Ha GOHE OCTPOU KapamMoBacKyIPHOMN
He[OoCTaTOYHOCTU U rpybBbIX dNIEKTPONTHbIX HapyLeHnn [10].

KnuHuyeckue nposiBnieHna agpeHanoBoro Kpusa:
* MOBTOpPHAasi PBOTA,
e Onapes,
e 00/Ib B XXNBOTE,
e KapTWHa OCTPOro XMBOTa,
e MOBbILEHWE TeMMNepPaTypbl Tena,
* Bblpa>XeHHas NoTeps Beca, aHOPEKCHS;
o FMNOHATPUEMMUS, FTUMOFIMKEMMUA, MeTabONNYECKUNIA aLmaos,
e BO3MOXHa runepkanbumemMms;
o FMNOTEH3US U TMNOBOJIEMUYECKUIA LLIOK;
e JeNVpWUI, CUHKONanbHble COCTOAHWSA, FeHepanu3oBaHHble cygoporu [0,

COI'IyTCTByIOLI.I,VIe dYTOMMMYHHbIE COCTOAHUA

AyTOUMMYHHbIN TIXHH MoXeT O6blTb KOMMOHEHTOM ayTOMMMYHHOrO MNOAUrnaHAyNsaApHOro
cuHApoMa 1 unm 2 Tuna n ConpoBOXGATLCA NPOABAEHUAMU aYy TOMMMYHHbIX MOPaXKeHNn gpyrux
opraHoB un cuctem M,
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CucrtemMHasn KpaCHaA BoJivaHKa

CucteMHaa KpacHaa Bon4yaHka, CKB, — XpoHM4Yeckoe MyJSIbTUCUCTEMHOE ayTOUMMYHHOE
3abonesaHne. B naToreHese urpatoT posib MHTepdepoH 1 Tuna n ayToaHTUTENa K HYKJIEMHOBLIM
Kucnotam u 6enkam, CBA3bIBAOWMNM HYKIEMHOBbIE KUCNOTbl. 3aboneBaHne MOXeT nopa)kaTb
NOBOM opraH, XapakTepHbl MaTONOrMA KOXMW, CYyCTaBOB, MO4YeK, CepnevyHoO-COCYAUCTON WU
LleHTpanbHoM HepBHas cucTemMbl 121, Y neTen CKB npoTekaeT Taxenee, YeM y B3pOCbIX 4],

CKprTbIe Yrposbl

BapuabenbHas KNMHUYecKasa KapTUHA: MOXET OblITb MHOXECTBO BapnaHTOB MOPaXXeHUsA KOXN, a
elle XxapakKTepHbl apTpuUT, HeGPUT, NATONOrNA cCepaevYHO-COCYANCTON U HEPBHOW CUCTEMbI U
naTonorus Apyrux opraHoB U CUCTEM. Y KaXXA0ro naumeHTa CBos YHUKaNbHaA KapTuHa
3aboneBanus [1].

Cneuundpuyeckue aututena: gns CKB xapakTepHbl HECKONbKO TUMOB aHTUTEN. BXOogHbIM
KpUTEpMEM KNacCUdUKaLLMM CYNTaOTCA aHTUHYKIeapHble aHTuTena [5].

PycK no3pgHei AUarHoCTUKK: OTCPOYEHHasA ANarHoCTmKa NpUBoAUT K 60/ee BbICOKON akTUBHOCTH
3a601eBaHNsA, MHOXECTBEHHOMY MOPaXXEHUO OPraHoB, MOBbILLEHHOMY PUCKY FrOCMUTann3aLLmum,
NMCUXOCOLManbHbIM OCIOXHEHMAM [6].

P1CK conyTCTBYIOLWLMX ay TOUMMYHHbIX U ayTOBOCNaNuTeNbHbIX cocTosiHMit: CKB accouunpoBaHa
C ayTOMMMYHHbIM TUPEOUANTOM, CUHAPOMOM LLierpeHa, ayTOMMMYHHbIM renaTtuToM, Liennaxkumen,
caxapHbIM AnabeToM 1 Tuna, aHTUGOCHONUNUAHBIM CUHAPOMOM, MUO3UTOM, CKiepoaepmMuen [7-9].

Pepkoe 3aboneBaHune y fertei

Jetckaa CKB BcTpeyaeTcsa pefKo, HO OLEHKU 3NUAEMUONOrMYECKUX MOKasaTenen BapbupyoT
M3-3a pasinyuim B An3anHe uccrenoBaHuii, obcnenyemMon nonynsaumm, Kputepmes onpegeneHns
cnyJvaeB 3aboneBaHusA. ExxerogHaa 3abonieBaeMocTb cocTtasnaeTt oT 0,36 go 3,97 Ha 100 000
neTten, a pacnpocTpaHeHHocTb — OT 1,89 go 25,7 Ha 100 000 pgeTen o011,

0,36-3,97 :100 000 peTen 1,89-25,7 : 100 000 peTen

3abonesaemMocTb getckoit CKB [10, 11] pacnpocTpaHeHHOCTb geTckoin CKB [10]

MepgnaHa Bo3pacTa NOCTaHOBKU AnarHosa npuxogutca Ha 11-12 neT. MaHudecTauma go 8 net
BCTpeyaeTcA MeHee, yeM B 20% cnyyaeB. B 6onee toHOM Bo3spacTe petckas CKO vawe
OTMevaeTcs y NaunueHToB He eBpOoneonaHon pachbl MO CPaBHEHMIO C MaLMeHTaMn eBponeougHom
pacsbl. 21,

B knTanckomMm nonynaumMoHHOM MCCNefoBaHuu y geTen 5-7 neT nokasatenn 3abonesaeMocTu 6biin CTabUNbHbIMKU, HO B

rpynne 8-12 net 3aboneBaeMoCTb Hayana pacTu. B 9ToM BO3pacTe KaXAbli Cefyrowmnini rof XX1UsH1 yBennumBan puck: B
cpepHeM Ha 0,92 cnyyas Ha 100 TbicAY YenoBek M,

YactoTa CKB y peTeil 3aBUCUT He TONbKO BO3pacTa, HO M OT nona. Oetckaa CKB uvawe
BCTpeYaeTCs Yy AEeBOYEK, YEM Y MaNb4YMKOB, B COOTHOLWEHUN 4-6:1 1412)
B kuTanckomM nonynsuMoOHHOM UCCNefoBaHMM pocT 3abonesaeMocTu B rpynne 8-12 neT Npoucxoann B OCHOBHOM 3a cyeT

OEeBOYEK: Y HUX C KaXabIM rogomM 3aboneBaemMocCTb yBenmymeanachk Ha 1,64 cnyyas Ha 100 TbicAY, Torga Kak y Manb4ymkoB —
TONbKO Ha 0,40 0,
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AyTOMMMYHUTET M BOocnanieHne Ha GOoHe reHeTUUYECKMUX,
ropMoHasnbHbIX ¢paKTOpPOB U PaKTOPOB OKpYIKaloLleil

B 6onbwmnHcTBe cnydyaeB CKB pasBuBaeTcA Npu B3aUMOLENCTBUM FeHeTUYeCKUX (GpakTopos,
rOpPMOHasbHbIX U3MEHeHU 1 GaKTOPOB OKpY>KatoLern cpefpbl 2131,

FeHeTnyeckaa npepgpacnonoXeHHocTb. CKB MoxeT 6biTb 06ycroBieH KoOMOUHauMsaMK
pPacnpOCTPaHEHHbIX TFEHETUYECKMX BapMaHTOB W pefKMMM MaTOreHHbIMKM BapuaHTamMu B
OTAENbHbIX FeHaxX. Ka)l(,D,bIVI N3 pacnpocCcTpaHeHHbIX BAapNaHTOB OKa3blBaeT HebonbLlOe BNMSAHME
Ha puUcK 3aboneBaHunA, pegkme myTaumm BbidbiBatoT CKB npu BbICOKOW MEHETPAHTHOCTK, a elle
MOXET ObITb COYEeTaHNE PacnpoOCTPaHEHHbIX U PefKUX NaToreHHbIX BapnaHTos 1,

Ectb 330 reHeTmyeckux noOKycoB pucka passutna CKB. OHuM 3aTparmBatoT OYHKLUO
B-kneTok/nnasMaTtnyecknx KneTok, T-KNeTOK, OEeHOPUTHbIX KNEeTOK, MOHOLMTOB/Makpodaros,
€CTEeCTBEHHbIX KUepbl, HENTPOPUIIOB N SHAOTENMASbHbBIX KNEeTOK 141,

eHeTn4yeckme pakTopbl CKB BAUAOT:

e Ha perynsaumo aganTUBHOIMO U BPOXAEHHOTO UMMYHHOIO OTBETA, BKIKOYaA akTUBaLMIO U
ondodepeHLNPOBKY UMMYHHbIX KNETOK;

e NPOAYKLMKO U OTBET Ha LLMTOKMHBI, BKOYasA MHTepdePOH | TMNa;

e pacnosHaBaHue 1 yganeHne UMMYHHbIX KOMMIEKCOB U anonTOTUYECKUX YaCTuL,;

* UMMYHHbI OTBET Ha MHPeKLMW, BKNOYaa BUpyC dnwTenHa-bapp n cumbunotTnyeckmne
MUKPOOPraHN3Mbl;

e arionTos [14].

B 1-3% cny4asax BoamoxxHa MoHoreHHass CKB, koTopas obycrioBrieHa
naToreHHbIMW BapaHTaMu B KOHKPETHbIX reHax [2,13].

K 2025 roagy vgeHTuouumposaHo 6onee 30 reHoB, BHOCALMUX BKNag B pasBuUTMe MOHOMEHHON
BO/TYAHKN. OTW TreHbl B OCHOBHOM CBfi3aHbl C AeOULNTOM KOMMOHEHTOB KOMMIEMEHTA,
aKTMBauUMeln nyTu uHTepdepoHa | Tuna, HapyleHeM TONepaHTHOCTM B- 1 T-KNeTok, a Takxe
MeTabonuyeckmx nyten n RAS-MAPK nyTtun. Cpegmn atux reHos: ACPS5, ADAR, BACH2, BLK, C8,
CD3G, COPA, DDX58, DNASE1L3, DNASE1L3, DNASE2, IFIH1, IKZF1, IKZF2, NLRC4, PLD4,
PTPN2, SAT1, SHOC2, TLR7, UNC93B1 5131 ,

MonoBble ropMoHbl. Co4yeTaHMe [EeHEeTUYECKOW MpenpacrnofioXXEHHOCTU W FOPMOHasbHbIX
W3MEHEHU MPUBOLUT K TOMY, YTO nocfie nybepTaTa 3aboneBaemocTe CKB pacteT u cpegu
XeHwmH CKB BCTpeyaeTcs valle, YeM Cpean My>KYmH 12131

MonoBble FOPMOHbI MOTYT BANATL Ha NAaTOreHes, KIIMHNYEeCKMEe 0COBEHHOCTU N TaKTUKY BeAEHUSA
CKB. 3cTporeH n nporectepoH CnocobCcTBYHOT MMMYHHOMY OTBeTYy | Tvna, CUrHanbHbIA NyTb
SCTPOreHOBOro peuenTopa y4yacTBYeT B aKTUBaUWMM WM TONEPAHTHOCTU MMMYHHbIX KNETOK,
TECTOCTEpPOH ycunmaaeT oTBeT T-xennepoB 1 Tvna. M3MeHeHNs YPOBHSA MOMOBLIX FOPMOHOB BO
BpeMs 6epeMEeHHOCTN MOryT BAMATb Ha akTuBHOCTb CKB 1 ncxon 6epeMeHHOCTH Y NaLneHTOK ¢
CKB, a 3aMecTuTeNbHasA ropMoHasibHasa Tepannsa crnocobHa n3MeHnTb TeyeHne CKB el ,

¢aKTOpbl Opr)|(a|ou.|,e|7| cpeabl MOryT nocnepoBaTteslbHO MHULMMPOBATb U NOAAEP>XMBaATb
Pa3BunTne ayTOMMMYHUTETA.

[lBoiiHOM yaap Kak MexaHU3M pa3BUTUs ayTOUMMYHHOr o 3a60sieBaHUA

[eHeTMYecKasn NPeapacnosiodKeHHOCTb UNN BO3AECTBIE CPefbl 3aMyCKaeT NepBoHaYabHbI OrpaHUYeHHbI c6oi
TONIEPaHTHOCTU 1 BbIPabOTKy ayToaHTUTEN. ATO «NepBbli yaap». Korga npoucxoput «BTOpoin yaap» —
BO3[,ENCTBME APYroro GpakTopa oKpyKatoLlen cpefbl, — ayTOMMMYHHbI OTBET CTaHOBUTCS 60J1ee BblpaXXeHHbIM,
pa3BuBaeTCA BOCMalleHWe B OpraHax-MULLEHsX, U HacTynaeT KNuHUYeckas MaHudecTauusa 3abonesanus [17].
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dakTopbl OKpYyXatoLen cpefbl, accounnpoaHHble ¢ CKB:

o ynbTpaduonetToBoe obnyyeHue
e KypeHue,

e yNoTpebeHne ankorons,

e KOHTaKT C KPEMHMEM.

MeHblle faHHbIX O CBA3W C AeduumToM BuUTamMuHa D, 3arpAsHeHWeM BO3Ayxa, OXWMPeHueMm,
YepHbIM YaeM n Kode, InwTenHa-bapp BUPYCHON UHOEKUMen, KOHTaKTOM C necTuuuaamu,
0COBEHHOCTAMU MUKPOBUOTHI 121 .

AyToMMMyHUTET M ayToBocnaneHue. QyHOamMeHTanbHbI BKNag, B pas3BuTMe 3aboneBaHus
BHOCAT MHTepdepoH | Tuna (MOH-1) n ayToaHTMTENa, HaueneHHble Ha HYKTEMHOBbIE KUCNOTbI U
6enkn, cBAsbIBarOLWLNE HYKTENHOBbIE KUCNOTbl. KNeTkn BPOXOEHHOM N afanTUBHON UMMYHHOMN
CUCTEMbl HauYMHaT B3aUMOLENCTBOBaTb B paMKax ayTOMMMYHHOro OTBETa, YTO MPUBOAMUT K
KNnHnyeckon MaHnoectaumm CKB 1,

NOH | cTuMmynupyeT BOCManeHne, akTUBUPYET pasfinyHblie KIEeTKU WMMYHHOW CUCTEMBI,
CMOCOGCTBYS HAPYLIEHVIO WMMYHHOW perynauum u anonTtosdy. [loBbIlEHHbIA anonTo3 wu
HapyLueHne KnupeHca anonToTUYECKUX OoCTaTKOB nopaepxueaeT dYHKLMIO
AHTUreH-NPEe3eHTUPYIOLWMX KIIETOK 1 BOCManeHme 2,

AyToaHTUTeNa 06pasyloT C aHTUreHamn UUPKYIUPYOLWME UMMYHHbIE  KOMIIEKChbl U
OTKNaAblBatOTCA B CYy6aHAOTENNANBHOM c/loe 6asanbHON MeMb6paHbl COCY0B PasHbIX OpraHoB.
9Tn pgenoauTbl LMK BbI3biBalOT BOCManeHne, aKTUBUPYKOT KOMMJIEMEHT W MUTrpauulo
HeNTPodUNoB, BbICBOGOXAAT KUHWHbI, MNpPOCTarfaHAuvHbl W Apyrue o¢akTopbl. B wutore
pa3BMBaETCH NMOBPEXAEHME Pa3/IMYHbIX OPraHOB U TKaHen (2,

MynbTUCUCTEMHbIE

Y getckon CKB pa3HoobpasHble KMHMYeckue 1 nabopaTopHble NPOsBNEHUS.
KnuHunuyeckue npossnexHns CKBy geten

O6wue nposBReHUs: nMxopagka, yToMnaeMocTb, 60Mb, noTeps Beca [ .

Koxa: $oTOUyBCTBUTENBHOCTb, 3pUTEMATO3HAs CUMMETPUYHaa Cbinb Ha nuua («6aboukar),
AUCKOWAHAs CbiNb, KanuAnspuT, remopparnyeckre BbiCbiNaHWs, ceTyaToe NMBeno, anoneuus,

deHoMeH PelHO, guruTanbHble A3Bbl, Nypnypa, KpanuBHULLbI, B6ynnesHble BbICbINaHWUA, anoneums
[2]

CnusucTble 060/104KU: SHaHTEMaA TBEPAOro HEGa, ahpTO3HbIN CTOMATUT, XENNNT.
CycTaBbl: apTanrmm, apTpuT 2,
Moukn: HedpuT. KAMHUYECKME TMPOABMEHUA BapbUPYOT OT YMEPEHHON WM30NPOBAHHOMN

reMatypum wunn nNpoTeEUHYpUU [O HeppOTUYECKOro CUHApOMa C pPasBUTUEM OCTPOro
noBpeXAeHns noyek n/unm GopMmMpoBaHNEM XPOHNYECKON BONe3HM noyek 2,

KocTHasa cuctema: acenTUYeCKUii HEKPO3 anndun3sa ronosku 6eapeHHon KocTu (2,
MbiweyHaa TKaHb: MUanry 1 NOIMMMUO3NT, Yalle NPOKCUMasbHbIX MbILL, KOHEYHOCTEN (2
Cepo3Hble 060104KH: NIEBPUT, MEPUKAPANUT, MEPUTOHNT 2],

AbixaTenbHas cucTeMa: MHEBMOHUT, XPOHMYECKOE MHTEPCTULMANbHOE MOpaXkeHne Jerkux,
KpailHe peako — OCTPbI PEeCcnUpPaTopHbIi  AWCTPECC-CUHAPOMOM Ha GOHEe JeroyHbix
(anbBeoNspHbIX) reMopparuii, NerodyHasi runepTeHsuns, TPoM603 COCyL0B U MHPAPKT Nerkux 121 .

Cepaue: nepukapanT, MMOKapauT, SHOOKAPAUT, KOPOHAPUT, aHEBPU3Mbl KOPOHAPHbIX apTepuii
[2]

)‘KeJ'IyAOtIHO-KVII.LIetIHbIVI TPAKT U renaT06mmap|-|aﬂ cucrtema: 33o0darnT, racTpuTt, LYOLEHUT,
3p03UN N A3BbIl, renaToMeranua renaTuT, NaHKpeaTuT 21,

HepBHO-Ncuxuyeckasa [eATeNbHOCTb: OCTPbIA NCUX03, WN30PPeHONoA0bHble PacCTPOCTBa,
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adpdeKkTnBHble CUMHAPOMbI, [ABUratesribHoe 6eCrnoKONCTBO, HapYLeHUA CHa, OpraHn4yeckui
MO3roBoK CMHAPOM 21,

HepBHas cuctema: ronoBHasa 60/b, CYAOPOXHbIA CUHOPOM, XOpes, TPaH3UTOPHbIEe HapyLleHns
MO3rOBOro KpOBOOGPALLEHUA, WLIEMUYECKMIA WHCYNbT, MOMEPeyYHbIn MUENUT, MNopa)KeHune
YyepenHo-Mo3roBbIX HEPBOB, NMOJIMHENpPONaTHA, NoOIMPaanKyIoHenponaTma 121 .

3peHune: ONUCKNEPUT, UPUAOUMKINT, HEBPUT 3pUTENIbHOTO HepBa, PETUHOBACKYJIUT,
nponvoepaTBHas peTUHONATUS, HapYLIEHNUS 3peHuns 121 .

HapyweHuss CcO CTOpPOHbl KJIETOK KPOBU: T[EMONIMTUYECKAA aHeMus, JIeAKOMeHus,
TPOMOOLMTONEHMS.

AHTUGOCOONMNNAHBINA CUHOPOM (2],

Ewe CKB MOXeT ConpoBOXaaTbCA: apTepuvanbHoOn runepTeHsnen, noveyHom
HeLOoCTaTOYHOCThHO, aTepockeposoMm, KapguomMuonaTuen, YacTbIMK MHOEKLNOHHDI
3aboneBaHns,  QYHKLWOHaNbLHOM  acnfleHnen, 3/10Ka4YeCTBEHHbIMU  HOBOOOpPA30BaHUAMMN,
OCTEeOoMNnopo30M, HEKPO3aMM KPYMHbIX TPybuyaTbiX KOCTEW, KaTapakKToW, rnayKoMoWn, CnenoTon,
AnabeToM, HU3KOPOSOCTbI, 3afEePXXKOM MOMIOBOro PasBUTUSA, OXUPEHUEM, HEeBbIHALLMBAHMEM
6epeMeHHOCTH [21,

bonee TAXenoe Te4yeHUe, YeM Yy B3pOCIbiX

Oetckas CKB npoTekaeT Tsaxenee B3pocson. Y pgeTen 3aboneBaHWe akTUBHEE C MOMEHTa
NMOCTaAHOBKM AmarHosa. [leTu ObicTpee MofyyaroT HeobpaTuMMble MOBPEXAEHUS OpPraHoB, UM
TpebyeTcs bosiee MHTEHCMBHOE NleYeHne, U PUCK JIeTallbHOro UCX0A4a Y HUX Bblille 341,

Y netei 6051e3Hb MPOTEKAET THAXENee, YEM Y B3POC/IbIX, KAK B MOMEHT
ANarHoCTUKW, TaK U B gasibHewLleM [3].

ECcTb HECKOMbKO CpaBHUTENbHbIX UCCNeoBaHUN OETCKON U B3pOCon KoropT nauneHtos ¢ CKB,
KOTOpble CBUOETENbCTBYOT O BOMbLWNX pPUCKax Aas 340poBbA npu MaHudecTaumm CKB B
0EeTCKOM Bo3pacTe. BoT gaHHble 6pUTaHCKNX N aMepPUKaHCKNX KOropT.

B amepukaHckom nccnegosanmn 2008 roga Brunner ¢ coaBTopamMun cpaBHUAN JaHHble 67 geTen
¢ CKB ¢ gaHHbiMK 131 naumeHTa, y KoTopbix CKB MaHudecTupoBana BO B3pPOC/IOM BO3pacTe.
HabniogeHne 3a geTbMuM gnannocb B cpefgHeM 3,2 roga, 3a B3pocnbiMum — 3,5 roga. B obenx
KoropTax npeobnagany mnauneHTbl XeHckoro nona: 85% B rpynne pgeten n 88% cpegu
B3pocnbiXx. Y geten CKB npoTekana 6osiee akKTUBHO, YEM Yy B3POC/bIX, Kak B AebroTe, Tak U B
ANHaMKKe, OCOBEHHO B OTHOLLUEHWM MOpaxkeHusa nodek. [eTn nonyvyann 6onee MHTEHCUBHYHO
NIEKAPCTBEHHYIO Tepanuio W HakanamBann 60nblle HeobpaTUMbIX MOBPEXAEHUN, YacTo
CBSI3aHHbIX C TOKCMYHOCTbIO MIFOKOKOPTUKOMAOB [ .

PesynbTaTbl nccnegosaHus Brunner ¢ coasT., 2008 31 :

e MOYKM BbINK NopaxeHbl Y 78% feTelnt NpoTuB 52% B3POC/bIX U MopaxKeHne 6bino 6osee cepbesHbIM y AeTel, YeM y
B3POC/bIX;

e TJIIOKOKOPTUKOWAbI nonyyvyann 97% feten npoTuB 72% B3POCbIX;

e VIMMYHOZenpeccaHTbl nonyyvanu 66% peten npoTus 37% B3POCSbIX;

e 3a BCe BpeMms HabMoAeHNA YMepo YeTBepo B3POC/bIX, a Cpeaun AeTen cMepTel He bbi1o;

e CpefHVe nokasaTenn HeobpaTUMbIX NOBPEXAEHWUI MO UHAEKCY NoBpexaeHnsa MexayHapoaHon accoumaLuum no
NIeYEHMIO CUHAPOMa KpacHOW BONYaHKM Oblnv Bbile Yy AeTeln, YeM Y B3POCbIX.

B 6puTtaHckom nccnegosaHnm 2016 roga Ambrose ¢ coaBTopamMun CpaBHUIM gaHHble 413 geten ¢
CKB ¢ gaHHbiMKn 511 nauuneHToB, y KoTopbix CKB MaHudecTmnpoBana Bo B3poc/iioM BospacTe. B
obeunx rpynnax 6bino 60MblUE MALMEHTOB XEHCKOro nona: 6:1 B getckom koropte m 13:1 BO
B3pOC/on KoropTte. PesynbTaThl Nokasanu 6ofee arpeCcCcuBHbIn GeHOTMN U XYLLWNIA NPOrHO3 Npu
MaHudecTaumm CKB B feTcKoM Bo3pacTe, YeM BO B3POC/IOM 4,
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PesynbTaTbl uccnegosaHus Ambrose ¢ coasT., 2016 41 :

e apTpuT BCTpeyvancsay 93% geTen NpoTuB 72% B3POCIbIX;

e ropa)keHue novyek oTMevanocb y 44% peten npoTtuB 33% B3POC/bIX;

. anoneuuen ctpaganv 47% peTten npoTms 23% B3POCTbIX;

e adTOo3HblE A3Bbl UMenu 39% peTen n 26% B3POCbIX;

e TpombouuToneHua oTMevanacb y 21% geten npoTtme 15% B3pOChbIX,

e remMonuTMYyeckas aHeMus passmsanacb y 20% npoTus 3% B3POCIbIX.

e BbICOKME YPOBHM ayTOaHTUTEN K ABYyXuenoyeyHon JHK oTMeyeHbl y 71% peTen npoTus 63% B3pOChbIX,

e BbICOKME YPOBHU ayTOAHTUTEN K SM-aHTUreHy BbiABNEHbl Y 22% feTen npoTtus 16% B3pOCbIX,

e BbICOKME ypoBHM ayToaHTUTEN K RNP oTMeueHbl y 36% npoTtus 29%;

e CTaHOapTWU30BaHHbIN KO3DOULMEHT cMepTHOCTU cocTasun 18,3 ans toseHunsHon CKB 1 3,1 ana CKB ¢ Hayanom Bo
B3pPOCJ/IOM BO3pacTe.

KnaccudukaunoHHble KpuTepun

KnnHunyeckas KapTWHa MOXET WMUTUPOBaTb MHOrve pApyrue 3aboneBaHusi, MNO3TOMY
ONArHOCTMKa OCHOBbIBAeTCA Ha pacro3HaBaHWW pasHOOOpasHbIX CUMMNTOMOB, a TakXe
KIIMHNYECKNX U NabopaToOpPHO-UHCTPYMEHTasbHbIX OaHHbIX. [JMarHOCTUYECKUX KPUTEPUEB HET,
HO eCTb KnaccudukaLMoHHbIE KPUTEPUKN, KOTOpPble paspaboTanu Ana knaccudmkaumm naumeHTos
¢ CKB B KIMHWYECKMX WCCMeAoBaHUAX WM Hay4dHbiXx paboTax 8 . WX wucnonbsywT ANs
NoATBEPXAEHNA auarHosa getckon CKB.

Ansa nogteepxaeHns CKB ncnonb3yroT KnaccupukaymoHHbIe KpuTepuu,
KOTOpbIe BK/IOYAKOT KIIMHUYECKME MPOABIEHUS U UMMYHO/1I0rM4YECKNEe
Mapkepel [2,19,5].

AmMepukaHckasa konnermsa pesmaTonoros (ACR) npepgnoxuna 11 KpuTepueB, U3 KOTOPbIX Y
nauneHTa 4OJIKHO 6biTb MUHUMYM 4, YTOObI ANarHOCTUPOBaTb COCTOsHME Kak CKB.

KnaccuumkauymoHHble kputepun CKB no ACR 119

Cbinb B popmMe «6abouKm».

doToceHcubunmsayms.

JunckongHas cbinb.

A3Bbl Ha CN3NUCTbIX 06004YKaXx.

ApTpuT.

Ceposut

[MopaXkeHne noyek.

[MopaxeHune LeHTparbHON HEPBHOW CUCTEMBI.

HapyLleHunss CO CTOPOHbI KNIETOK KPOBMU.
. MIMMyHoOnornyeckune HapyLeHus:

e aHTUTENA K pochonunmnaam B KPoBy;

e aHTUTENa K HaTuBHOM [HK;

e aHTUHYKJIeapHble aHTUTeNa K Sm-aHTUreHy.
11. NO3MTUBHOCTb Ha aHTUHYKNeapHble aHTUTeNa (AHA).

©EONOOE®N =

Y
o

B 2019 ropy EBponenckuin anbsHC peBMaTOIorMYecKmnx accoumnaumin 1 AMepuKkaHckasa Konnerus
peBMaTONIOroB MNpeasioXxuna HoBble KhnacCUPUKaLWOHHbIE KPUTEpUW, KOTopble npegnararoT
NO3NUTUBHOCTb MO aHTUHYKMeapHbiM aHTuTenam (AHA) B KayecTBe BXOOHOro kKputepwus. Mpu
HannMumm nonoXxnTenbHbix AHA NCNOMb3YKOT KPUTEPUUN, CTPYMNMNUPOBaHHbIE B 7 KIIMHNUYECKNX U 3
UMMYHOJTOrMYECKNX AOMEHBDI [51
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KnaccudukaumoHHble kputepum 2019-EULAR/ACR [5]

BxoaHoM KpuTepuin: NO3MTUBHOCTb Ha AHA. KnnHnyeckne gOMeEHbI KpUTEPUEB: KOHCTUTYLMOHAlbHbIE,
remMaTosIorMYecKmne, HEMPOMNCUXNATPUYECKNE, KOXKHO-CITM3UCTbIE, CEPO3HbIE, ONMOPHO-ABUraTesNbHbIE, MOYEYHbIE.
MIMMyHONornyeckne SOMeHbl KpUTePUEB: aHTUGoChoNnNmaHble aHTUTENA, BENKN KOMMIEMEHTA,
CKB-cneunduyHble aHTUTeNa. Kaxapii Kputepuin nmeeT Bec oT 2 o 10 6annos. MNauuneHTsbl, Habpaswue oT 10
6annoB., kKnaccupuumnpyoTca Kak nmetowmne CKB [5].

XapakTepHble

Y nauveHToB ¢ CKB onpefensoT HECKONbKO BUAOB aHTUTEN. HeKOTOpbIe U3 HUX BbIABAAIOTCA U
npw gpyrux saboneesaHusax, gpyrue cneundunyHbol gns CKB 21,

AHTuTena npu CKB [2]

AHTUHYKNeapHblil pakTop (AH®D): ayToaHTUTENa NPOTUB PAaCTBOPMMbIX KOMMOHEHTOB K/IETOYHOr O AApa
PUBOHYKNEOMNPOTENHOB, COCTaBMAT Lie/loe CEMENCTBO aHTUMHYKeapHbIX (aHTUAZEPHbIX) aHTuTen (AHA).
OTtmevaroTcs y 93-98% 60MbHbIX, HO 6bIBa€T NONOXMUTENbHLIM MPU APYTUX PEBMATUYECKNX U HEPEBMATUYECKMX
3abonesaHuAX.

AHnTuTena Kk peycnupanbHoi AHK: cneuundunyHbl, BoisnsatoTca y 40-70% 60nbHbIX. VIX ypOBEHb 06bIYHO
KOpPpEenupyeT C akTUBHOCTbIO BONTYAHOYHOrO HEQpPUTA U HAIMYMEM HEMPOMCUXNYECKNX PAaCCTPOUCTB.

AHTUTENa K rMcTOHaM 6onee XapaKTepHbl ANna neKkapCcTBeHHOro BOJIYaHOYHOMOA06HOr O CnHApoma, HO
BbIABJIAOTCA TaKXe Yy 60MbHbIX BOTYaHOYHbIM HebpuTOM.

AHTUTeNa K HyKneocomam o6Hapy>xmBatoT y 60-90% 60nbHbIX BONYaHOYHbIM HEGPUTOM U Y BONBLUMHCTBA
60/bHbIX TEKaPCTBEHHOWN BOYaHKON.

AHTUTENna K Sm-aHTuUreny BbisiBnsAoT y 10-30% naumeHToB, BbICOKO cneundunyHbl ans CKB, Ho moryT
BbISIBMIATLCA Y 6BONbHbIX C APYTMMU CUCTEMHbBIMW 3a60N1€BaHUSAMN COEANHUTENBHON TKaHM U Y NaLUEHTOB C
AnwTenHa-bapp BUpycHOM nHeKLnen.

AHTuTena k SSA/Ro-aHTUreHy BbIABNAIOT Yy 22-50% 60nbHbIX CKB, accounnpoBaHbl ¢ oToceHCUbrnmnsawmen n
reMaToNorMyecKMMmn HapyLLEeHNAMMN.

AHTUTena k SSB/La-aHTureny He cneumounyHbl gns CKB, ykasblBalOT Ha HMU3KYH BEPOATHOCTb PasBUTUS
BONTYAHOYHOr 0 HEPPUTa, BbIABMAAOTCA Yy TPETU NALUEHTOB C NOJAOCTPON KOXHON BONYAHKOW.

AHTUTena Kk SSA/Ro- n SSB/La-aHTUreHamMm — nNpeguKTopbl HEOHaTaNbHOM BONYaHKM U BPOXKAEHHOW MOJHOW
nonepeyHol 6nokagpl cepaua, xapakTepHbl 4na cuHapoma LLlerpeHa, Takxxe o6Hapy>XMBatOT NPU CUCTEMHOW
CKNepoaepmum, AepmaTto/noammMmosmnTe.

AnTuTena k UTPHI HuskocneunduyHbl ans CKB, obHapyxmBatoT y 20-30% 60/bHbIX, HO paccMaTpuBatOTCS B
KayecTBe NpeanKTopa HebNaronpUATHOro TEYEHUS C Pa3BUTUEM CUHAPOMA PeliHO 1 TAXEeNoro nopaxeHuns
BHYTPEHHWNX OPraHoB.

AnTuTena Kk PCNA BbicokocneunduyHbl ans CKB, Ho BbisBNSAOT nvwb Y 5-10% 60MbHbIX, aCCOLUNPOBaHHbI C
rMNOKOMIMIEMEHTEMUEN.

AHTUTENa K Sm-aHTUreHy, aHtu-Ro n aHTn-La gonxHbl 66ITb 0693aTENbHO BKIKOYEHBI B M1aH o6cnegoBaHmns
peTen c nogo3peHnem Ha CKB.

AHTUTena K pochonunupgam Kpoem (K ochoonnnmaam, KapanonmnmHy, 6eta-2-rnmkonpoTenHy B KpOBH,
BOJIYAHOYHbIN aHTUKOArynaHT) obHapyxwmBaoT y 50-60% petein ¢ CKB, mapkep ADC.

PeBmaTounaHbin pakTop HepeaKo BbiBAAOT y AeTen ¢ CKB ¢ BbipaXeHHbIM CyCTaBHbIM CUHAPOMOM.

CHMXXEHUE o6LLLeli reMOIMTUYECKOM aKTUBHOCTU KOMIMJIEMEHTa U ero KoMrnoHeHToB (C3, C4) 06bl4HO
KOpPEeNMpyeT C akTUBHOCTBIO BONYAHOYHOro HehpuTa, B OTAENbHbIX CyYasx MOXeT OblTb CNeacTBMEM
reHeTUYeCcKn AeTepMNHMPOBAHHOrO aeduunTa.

Puckun nosgHemn

Mexay nosB/IeHMEM MepPBbIX CUMMTOMOB UM MOCTAHOBKOM [AMarHosa 4acTo npoxoauT
3HaunTenbHoe BpeMms 120 . OTcpoyeHHan anarHocTuka getckon CKB npuBoguT K 60ee BbICOKOWN
aKTUBHOCTU 3abofieBaHUA, MHOXECTBEHHOMY [MOPaXEeHWo OpraHoB, MOBbLILWEHHOMY PUCKY
rocrnvranunsauum, NncMxocoumanbHbIM OC/TOXHEHUAM, BAVAIOWMM Ha CaMOOLLeHKY, obpa3oBaHue,
TPYAOYCTPOMNCTBO, NCUXNYECKOE 300P0BbE 6],
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Pucku APYrmx ayTouMMYHHbIX COCTOSIHUN

C CKB accouunmnpoBaHbl Apyrne ayTouMMYHHbIE COCTOSHUSA:

e ayTOMMMYHHbI TUPEONANT,

e cuHppom LLerpeHa,

e ayTOMMMYHHbI renaTuT,

o Lenunakums,

e caxapHbln gnabet 1 TMNna [7,8].

OpHoBpeMeHHO ¢ CKB MOXeT Takxe BO3HMKaTb aHTUGOCHONUNUOHbLIA CUHOPOM, MUO3UT,
cknepofepmusa u uHTepdepoHonaTum. B naToreHese BCeEX 3TUX COCTOSHUA UrpaeT posb
nHTepodepoH 1 Tmvna 9 .

JleyeHue

JleyeHne saBucuT oT QopMbl U akTuBHocTM CKB. WcnonbsytoT HIBC, raoKoKOpTUKOUAHI,
rMOPOKCUXITOPOXUH, MMMYHOLENpeccaHThl, NPOTMBOOMYXOJIEBbIE npenaparTbl,
reHHO-UH>XXEeHepHble éunonornyeckue npenapathl, aHTUTpoMbBOTUYECKne "
AHTUOUOPUHONUTUYECKNE CPEACTBA, reMoTpaHcdysun, npocTarnaHguHbl, UMMYHOMIOBGYNH,
NPOTMBO3NUIENTUYECKNE NpenapaThbl 21,
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Ncopuas

Mcopras —  XpoHMYeckoe  BOCManuTenbHoe  3aboneBaHWe,  KOTOpoe  nopa)kaet
NpenMyLLLeCTBEHHO KOXY, HOrTK " cycTaBbl. NmeeT CMeLLlaHHYH
ayToBOCMNaNUTENbHO-ay TOUMMYHHYHO npvpoay, XapakTepusyeTcs nponuoepauuen

KepaTUHOLMTOB, BOCMaseHMeM W HeoBacKynapusaumen. 3abosieBaHWe TECHO CBA3aHO C
MeTaboNMyeckuMm 1 cepaeyHo-CoCYAUCTbIMU KOMOP6GUOHBIMUA COCTOSHUAMMU U CHUXKEHMEM
KayecTBa XMW3HM 13,

CKpbITble yrpo3sbl
HeO)Ku.qaemoe y neTeﬁ 3aboneBaHue: I'Icopmaa cumnTtaeTcs 6051e3HbIO B3POC/IbIX, XOTA Ha CaMOM
nene 0o TpeTu cnydyaeB MaHUdEeCTaLnn NPpUXoaMTCs Ha OeTCKuii Bo3pacT [4].

FeHeTuYeckKas npeapacnoNnoXeHHocTb: CornacHo nccnefoBaHuo ¢ yyactmem 69 828 naumeHToB,
pVCK Ncopuasa y nnu, UMeLnX poaCTBEHHNKOB NEPBON M BTOPOW CTEeNeHn poAcTBa C NCopuasom
6b11 B 5,5 1 2,5 pasa Bbllwe NO CpaBHEHMIO € 0bLwen nonynsaunen [5].

HeTunuyHbie nposeneHua: Y feten MnagLlero Bo3pacTta Ncopmas MoXeT MaHndecTupoBaThb B
¢0pMe neneHo4yHoro gepmaTtuTa, y neten CTapLiero so3pacTta — B BUAe NcopnaTnyecknx bnsawek,
HO 3JIEMEHThI CbIlN HEe TUNNYHbIE: TOHbLLE, MeJlb4ye N MeHee LWenyllalinecd, 4eM y B3pOoCJiblX [6].

Puck koMmop6uaHbIX cOCTOAHUI: KOBEHUNBbHBIV NCOpPMas acCoOLUNPOBaH C MOBbLILLEHHON YacTOTOMN

rMNepaMnUAEMNN, OXXMPEHUA, TMNEPTOHUN, caxapHoro anabeTta, peBMaTONOHOrO apTpuTa U1
6onesHn KpoHa [7].

Yalle BCcTpeyaeTcs y B3pOC/biX, HO MOXXeT MaHudecTupoBaTb y
peteun

MNcopnas yawe MaHupecTUpyeT Yy B3POCHbIX, HO 00 TPETU CyYaeB HAYMHAOTCHA B OETCKOM
Bo3pacTe “ . Cpeau nogen cTtapwe 16 net rnobanbHas pacnpoCcTpPaHEHHOCTb Mcopuasa
cocTaBnseT 4,4% 181 .

PacnpocTpaHeHHOCTb ncopuasa y geTen:

* 0,7% B nonynsunMoOHHOM nccnegosaHum F'epmanumn 2005 roga 1.

¢ 0,2% no ogHon 6ase gaHHbIX 1 0T 0,5% Ao 0,7% no gpyron B NonynsLMOHHOM
nccneposanun Utanum 2015-2019 rogos [ ;

* 128 cnyyaes Ha 100 000 yenosek B nonynsauMoHHoOM nccnegosanHmm CLUA 2015 roga 1.

¢ 393 cnyyas 13 15 287 npuwnmck Ha Bo3pacTHyro rpynny oT O go 19 neTt B uccnepoBaHum
AMNOHCKOro obuecTBa no nsy4deHuto ncopmasa ¢ 2013 no 2018 rog, 10!,

* 664 100 cnyyaeB geTckoro rncopmasa, sabonesaemoctb 33,0 cnyyas Ha 100 000 geTen no
OaHHbIM rnobanbHOro nccneposaHnsa 6pemenn 6onesHen 8 2021 rogy .

PacnpocTpaHeHHOCTb rncopuasa cpeamn AeTem yBem4nBaeTcs C
Bo3pacTtom [7,4]

B nonynaunmoHHOM uccnefoBaHuy 'epmMaHuMM pacnpocTpaHeHHOCTb ncopuasa yBenuumeanacb noytu nvHenHo ¢ 0,12% B
Bo3pacTe 1rofa o 1,2% B Bo3pacTe 18 neT 1 . B nonynaumoHHoM nccnegosaHmm CLUA pacnpocTpaHeHHOCTb cpeaun geTen
0-9 net 6bina 48 cnyyaeB Ha 100 000 yenosek, a cpegun 10-17 net — y>xe 204 cnydana Ha 100 000 “ . B nccnegosaHmm
AMNOHCKOro obLliecTBa MO M3YYeHUO fncopuasa cpefHee 3HayeHue BospacTa fgebtoTa B BospacTHou rpynne 0-19 net
cocTasuio 11 net 001,
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AyTOMMMYHHOE U ayTOoBOCNanuTesibHoe

MaToreHes ncopuasa BKIKOYAeT KaK ayTOMMMYHHble, TaK W ayTOBOCNanuUTENbHblE peakLuy,
KOTOpble OTBEYAKOT 3a pasHble CTagun ncopurasa 2 . Ha paHHUX CTagusax v npu oboCTpeHumn
aKTUBHbI 3N1EMEHTbI BPOXAEHHOr0 UMMYHUTETA, a T-TMMOOLUTLI B MOPa>KeHHOW KOXe peaku
WV MOSTHOCTbIO OTCYTCTBYHOT. 0 Mepe MporpeccupoBaHns Ncopuasa KoXxy UHOUAbTPUPYHOT
KNeTkn aganTMBHOM MMMYHHOM CUCTEMbI, B OCHOBHOM Th17-kneTkn. B panbHenwem vy
O0/bLUIMHCTBA NaLWEHTOB C NCOPMAsOM pasBUBaeTCA BONSLWEYHbIR NCopmas, Npu KOTOPOM KOXY
MHOUIBTPUPYOT B OCHOBHOM Th1-knetkm M . Y nauMeHToB C OnfAWEeYHbIM NCopuasom
OBHapyXuBatoT ayTopeaKTUBHble T-KMeTKU NPOTUB KaTenuuuanHa LL-37, MmenaHoumTapHoro
ADAMTSLS, nunuagHoro aHTureHa PLA2G4D u kepaTuHa 17 181,

AyToBocnaneHue vs ayTOUMMYyHUTET

AyTOoBOCNanUTeNbHbIE N ayTOUMMYHHbIE 3a60N1eBaHUA Pa3INYatOTCA UMMYHONOTrMYECKN. Ay TOMMMYHHbIEe
3a60/1eBaHNS Pa3BUBAIOTCA 13-3a NATONOMMN aAanTUBHON UMMYHHOW CUCTEMbI C FNaBHbIMU AENCTBYOWNMN
nvuamu B Buge T- nnu B-knetok n opmupoBaHmemM ayToaHTuTen. AyToBocnanuTesnbHble 3abonesaHmns
0bycnoBfieHbl gucperynsaumen BpoXAeHHOro MIMMYHUTETA, 3aMyCcKatoTCA MeTabonmyeckuMm Megmatopamy n/mnm
LMTOKMHaMW. [N ayTOBOCNannTeNbHbIX 3a60NeBaHNi He XxapakKTepHbl ayTopeakTuaHble T-numoounTol [1].

ﬂpe,u,nonaraeTc;l, yTo I/IMMyHOI'IaTOJ'IOFMLIeCKI/IIZ npouecc npun ncopuase pasBmMBaeTCA BOT TakK
[14,15,3] -

1. [eHOpuTHble aHTUMeH-NPOAYLNPYIOLWNE KTETKN NPE3EHTYOT aHTUreH.

2. B OTBEeT Ha npes3eHTaLuo aHTUreHa T-KIeTKU BblAeNsatoT UHTEepPNeNKuHbl 12 1 23,

nponnoepupyoT 1 guddepeHumpyrotca Ha Th-1u Th-17.

Th-1 BeipabaTtbiBatoT UJ1-2, IFN-y, ®HO-a, a Th-17 — nHtepnenkunsl 21, 22, 17A.

4. WNJ1-17A B COBOKYMHOCTW C APYTUMU LUTOKNHAMKU CTUMYINPYET nponndepaumo
KepaTMHOLMTOB 1 BblpaboTKy NPOBOCMNanMTENbHbIX aHTUMUKPOOHbLIX NENTULO0B U LLUTOKUHOB.
JononHutensHo UIT-17A MHMLUUPYET ellle Koarynsaumo U KOCTHYHO pes3opbumio.

5. KneTkn UMMYHHOW CUCTEMbI U KepaTUHOLUTbLI MPOAYLUPYIOT LUTOKMHbI, KOTOPblE
noaaepXuBatoT TEKYLLNA BOCMANUTESNbHbIN NpoLecc. PasBnBaeTCA akaHTO3, HapyLllaeTcs
anddepeHUMpoBKa KepPaTUHOLMTOB.

w

FeHeTUYeCKU aeTepMUHUPOBaAHHOE COCTOAAHME, HO He

MNcopnas — MHoropakTOpHOE reHeTuyeckoe 3aboneBaHWe, HO WM3BECTHbIX TEeHEeTUYECKUX
$aKTOpOB pUCKa HeLOCTAaTOYHO A1A MPOrHO3MPOBAHUA U OLLEHKN TAXECTU ncopurasa. Hamnbonee
CUNbHO acCOLMMPOBaHbI C PUCKOM PasBMTUA NCopuasa reHbl YeI0BEYECKOro IENKOLMTApPHOro
aHTureHa (HLA), ocobeHHo HLA-C*06:02 sl , Bcero nssecTtHo 6onee 80 reHeTUYECKUX NTOKYCOB
npPeapacnosioXXeHHOCTU K Ncopuady, HO OHM OOBACHAKT NMWb OKOJI0 OJHOW TpeTu
HacnegyemocTu ncopuasa. M3 aToro cnefyeT, YTO €eCTb ele He UgeHTUoMUMpoBaHHble
NCTOYHNKN HacslegoBaHms 16171

B nccnegosaHnm Huang Y.H. ¢ coaBT., 2019, puck ncopuasa y numy,
MMerLnX pogCTBEHHNKOB C NCOPUa3oM rnepBoOv U BTOPON CTENEHU
poacTtBa 6bis1 B 5,5 1 2,5 pasa BbliLe ro cpaBHeHUO ¢ 06Lyen nonynaymnen.
B 10 Xxe BpeMs, 6onee 80% cnydaeB bbinn criopagndeckmumm [5].

Y ncopvasa MoryT 6biTb BHelWHuWe npoBouupyowmne ¢aktopbl. K HMM  OTHOCST
NMCUXO3MOLIMOHANIbHOE MepeHanpsaXeHne, XpoHuYyeckrne UHbekuMn (Yalle CTPEnTOKOKKOBbLIE),
3710ynoTpebneHne  ankoronem, npueM  XJIOPOXMHA/TUAPOKCUXIIOPOXMHA,  FOPMOHAsIbHbIX
nepopasbHbiX KOHTPALENTMBOB, NHTEPGEPOHOB M OPYrUX UMMYHOCTMMYNSITOpoB 1B . Y pgeTei
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ncopvas MOXeT MaHupecTUpoBaTb Ha GOHe CTpecca, CBSA3aHHOrO C HayanoM LUKOJIbHOro
06yUeHMA UK pasnyKor ¢ poanuTensiMu, Ha poHe TPaBMbl MU UHOEKLUN 18],

MopaXxeHus KoXXu, Horten u

KnnHnyeckne ¢popmbl ncopmrasa:

e 0ObIKHOBEHHbBIV (BY/IbrapHbIN, 6ALLEYHbIN),
e cebopenHbIn,

e KannesngHbIn,

e NYCTYN1E3HbIN,

* UHBEPCHbIN,

ncopmaTnyeckas apuTpogepmms,

e NICOpMaTUYECKNN apTpuUT B1 .

LeTckunii ncopunas dalye nopaxxaet JINLOo N BOJIOCUCTYH YaCcTb rOJ10Bbl,
4YacTo BbI3bIBAET 3y, MOXET UMETb HETUMNYHbIE MPosBAeHUSA [6,19].

lNMcopuas y geten MMeeT CBOUM OCOBEHHOCTU. Y ManeHbKMUX OeTell OH MOXeT MNpOoSABAATbCSA B
dbopMe NeneHoYHoro gepmMaTtuTa, KOTopbI HE MPOXoauUT Ha ¢doHe ObbIYHOro neyenus. 4o 75 %
CnyyaeB Mncopuasa y [AeTel cTapwero Bo3pacTa MaHudecTupyroT B dopMe 6ALeYdYHOoro
ncopwasa. 9neMeHTbl Ncopunasa BbIrAQAT KakK YETKO OYepyeHHble 3pUTEMaTO3HO-CKBAaMO3HbIE
nanynbl UM BGAAWKN C MOBEPXHOCTHLIM cepebpuUcTo-6enbiM WenyLweHnem. Y geTen aneMeHTbl
bonee TOHKME, MAMKME N MEHbLLE LWEeNyWaTCcs, YeM Yy B3pPOCNbIX 6 . Y aeTen ¢ ncoprasom value,
YeM y B3POCIbIX, MOpaXatoTCA KOXa fu1La, BONOCUCTON YacTu rofioBbl U HOMTK 16.201

61% 39%

OeTen ¢ ncoprasoM UCnbITbiBatoT 3y4 [19] neTen ¢ ncoprasoM xanyroTcs Ha 6onb B koxe [19]

tOBEHWNbHBLIN ncopuaTUdecknin apTpuT BCcTpedaeTtca y 1-10% peTten ¢ ncopumasom. fetn ¢
ncopnaTMyeckMM apTpUTOM [AeNATCA Ha ABe BO3pacTHble MONynAauunM, KaXkgas M3 KOTOpbIX
MMeeT CBOU OCOBEHHOCTU TeueHuA. MNepBas nonynAuuMa — geTu Mnagle 5 neT co cpefHuM
Bo3pacTtoM 1,8 net. BTopas nonynsauus — et ot 5 neT u cTaple, co cpegHum sospactom 10
net. B Mnagwen BO3pacTHOM  rpynne  ncopuvaTUYecKum  apTpuUT  MOXeT  BbiTb
NONMaPTUKYNSAPHbBIM, Yalle BCTPEYalTCA OakKTUINT U MOpaXXeHue Menkmx CycTaBoB, Bbille
BEPOATHOCTb MOMIOXMUTENbHbIX PE3y/IbTaTOB TECTOB Ha aHTMHYKeapHble aHTUTena. B cTapwein
rpynne ncopuaTtuyeckun apTpuT — OJIMFOAPTUKYNIAPHbIA, MPOABMAAETCA SHTE3UTOM W
nopaeHMeM akcuasnbHbIX cycTaBoB. CMMNTOMbI BKIKOYaAKOT 0TeK B 06/1acTh CycTaBoB, YyBCTBO
AaBneHuns, 60nb Npy ABMXEHUN, OLLYLLEHME Xapa WU HapyLLeHne ABUratenbHom QyHKLUKM el

AnarHocTuka no KIMHN4YeCKUM

[na ncopnaTnyecknx aNeMeHTOB XapakTepHa Tpuaga ¢eHoMeHoB 3 ;
deHoOMEeH cTeapUHOBOro MATHA: NpuX NIerkoM NockabaneaHUM nNanynibl yCUNMBAETCA WenyLeHne,
naryna CTaHOBUTCSA MNOX0XeW Ha pacTepTyro Kanso cTeapuHa.

deHoMeH TepMMHaﬂbHOﬁ MAEeHKU: ecnv yaanuTb BCe Yellynkn, To Yy 3N1eMeHTOB NpoABNAeTcs
BNa)kHasi TOHKas bnecTsLas npoceevymBarolad NOBEPXHOCTb.

deHOMEH To4YeYHoro KpOoBOTEe4YeHUdA: ecin NocKob6nUTb TEPMUHaNbHYK MJIEHKY, TO BbICTYMNatOT
TOYeuYHble Kanjn KpoBu.
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Mpn nporpeccupoBaHMM TMcCopMasa MOXHO HabnogaTb ¢deHoMmeH KebHepa: B MecTax
TpaBMaTuM3aLLUM KOXN NOABNAKOTCA HOBbIE 3/IEMEHTHI 1,

Puckuv nosgHen anarHocTUKn

[narHocTuka ncopunasa y geten MoxXeT O6biTb 3aTpygHEHa: KIIMHUYecKasa KapTMHa YacTo b6onee
cTepTasn, nopaxeHna MoryT BO3HMKaTb Ha 3aKpbITbIX yYacTKax Tena 21,

LwvarHos ncopuasa y getein MoXeT 6biTb OTCPOYEH N3-3a CTEPThIX
MpPoSABAEHUIA U NMPeACTaBEHNSA O Ncopuase Kak 601€3HM B3pocbix [21].

HepocTaTouyHas 0CBeAOMIIEHHOCTb W MO3AHAS AMArHOCTUKA Ncopuasa y AeTen MoryT NnpuBecTy
K HeagekBaTHOMY JleYeHMO U OTCYTCTBUKO MOHUTOPMHra COMYTCTBYHOLWMX 3aboneBaHUi,
BKJ1HOYAA FOBEHUNbHbIA NCopuaTUUecKuin apTpuT 1,

Puck conyTCcrtByrounx COCTOSIHUM

O6LWMin ypoBEHb KOMOPOMAHOCTM Y MaLMEeHTOB C NcoprasoM B Bo3pacTe Ao 20 neT B ABa pasa
Bbille, 4YeM Yy nauueHToB 6e3 ncopuasa. [loBbILEH PWUCK PasBUTUA TUNEPAUNULEMUM,
apTepuanbHOM rmnepTeHsnn, caxapHoro gnabeTta, PEBMaTOULHOrO apTpuTa U 6onesHn KpoHa 171

PaHHAS AMarHOCTMKa U CBOEBPEMEHHOE JleYeHMe MOryT OTCPOYUTb WU NPefoTBpaTUTb
cepbesHble MOCNeACTBUA AN KAYeCTBa XU3HW pebGeHKa U pasBUTME KOMOPOUAHbBIX COCTOSIHMM 2]

MecTHas unm cuctemMHasa Tepanus

JleyeHne HauyMHaOT C MECTHOW Tepanum KOPTUKOCTepougamMu, cannununoBon KUCOTORN,
Kanbuunotpuonom. lNpu cpegHen unu TAXENON CTeNeHn TAXECTU Has3HayatT CUCTEMHYIO
TepannMo MeEeTOoTpeKCaToM, peTunHoungamn, umMmMyHoaenpeccaHtTaMm, reHHO-UHXEHEPHbIMA
oronornyecknmMm npenapatamm B,
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CucTteMHbIN cKiiepos

CunctemMHbln  cknepod (CC) — 3aboneBaHMe COEOUHUTENbHOW TKaHW, 0OYCMOBNEHHOE
Backynonatunen, GnbposomM KOXUN N BHYTPEHHUX opraHoB [ . [poaBnseTca ynaOTHEHNEM KOXU U
NMOAKOXHOM KnetyaTkn, OUbPO3HbIMM W OereHepaTUBHbIMU WU3MEHEHUSIMUW CUHOBUAsIbHOWM
060104YKN CYCTaBOB, CKENETHbLIX MbILWL, U BHYTPEHHUX OpraHos [,

B natoreHese urpaeT pofb OUCPErynsauna BPOXLEHHOMO U NPUMOBPETEHHOrO MMMYHUTETA.
9TNONOrMYECKMIN GaKTOP He YCTaHOBMEH 31,

CKprTbIe yrpo3sbl

Macku nopa>keHus1 KOXXK1 U NaTosIorusi BHyTPEHHUX OPraHOB: MaLMEHTbl C KOXXHbIMMU
NPOSIB/IEHNSIMIN YacTO CHayana HanpaBnsloTCs K AepMaToory, a He K peBMaTosIory, a nauueHTbl ¢
naTonoruein BHyTPEHHNX OpraHoB — K NPOodUbHbIM CReLnanmcTamM. 3To 3aaepXnBaeT
OWarHoCTUKY M Havano Tepanuu [4].

Pucku oTcpoyeHHOoro nevyeHus: 3agep>kka Hayana e4yeHns accounmnpoBaHa ¢ 6bonee gaMTenbHOm
aKTUBHOCTbIO 3a6oneBaHnA 1 6onee BbICOKOW YaCcTOTOW peungmeos [5].

YXusHeyrpoxatoume ocnoXxHeHus: Mporpeccupyrollas apTepuanbHasa neroyHasn runepTeHsuns u
NHTEPCTULMANbHOE MOoPaXeHne Nerkux — 0CHOBHbIE MPUYMHBI cMepTu npu CC [2].

Pepgkoe zaboneeaHue

CUCTEMHBI CKNIepo3 BCTpevaeTcs KpaiHe peako. Mpun aToM y HEero camble BbICOKME NnokasaTenu
3260/1€BaEMOCTUN N CMEPTHOCTM Cpeayn PeBMaTUYecKnx 6onesHen ©

B nccneposaHum Muntyanu ¢ coasTtopamu, 2024, cpean nogen ¢
CUCTEMHbIM CK/1ep0O30M CaMbl BbICOKUW CTaHAAap TU3NPOBaHHbIN
KO3(pPULMEHT CMEPTHOCTH OTMevYarsica y geten [7].

B kaHagckoM nonynauMoHHOM uccnegoBaHum 2024 roga 3a 23 roga AMarHo3 CUCTEMHOro ckneposa yctaHosuiam 8180
nogaMm, n3 Hux 80% >eHLWnHbl. MegunaHHbI BO3pacT ANArHOCTUKU NpULLEncs Ha 58 neT y XeHWUH 1 59 y My>XUuH. Jlnwb
2,3% OnarHoCTMpoOBaHHbIX bbiv mnagwe 20 net 1.

Mo paHHbIM aMeprKaHCKOro MonynsaunMoHHOro uccnegoBaHus 2025 roga 3aboneBaemMocTb CUCTEMHBIM CKIEPO30OM Y AeTel
cocTasuna 2,4: 1 000 000 uyenoeko-neT, a pacnpocTpaHeHHocTb 12:1 000 000. Camada Bbicokas 3aboneBaeMoCcTb U
pacnpocTpaHeHHOCTb OTMeYanach y geten 12-17 net 1,

Oucperynauua UMMYyHUTETa, MUKpoBacKynonaTtusa, dubpos

9Tnonornsa CC He yCTaHOBIEHA, €CTb [aHHble O BANAHUN reHeTUYeCcKnX GakTopoB N GakTOpOB
OKpYy>XatoLlen cpefbl Ha Ancperynaumo BpoXLEHHOMO U MPUOBPETEHHOrO0 UMMYHUTETa. Ho aTa
aucperynauma He oObACHAET pasBUTUE MUKpoBackynonatum u  ¢mbposa, XxapaKTepHbIX
npunsHakos CC @1,

FeHeTUUYecKasn NpeppacnonoXXeHHOCTb U PpaKTopbl OKpyXKaloLeli cpegbl. Hacnegyemocts CC
HUXeE, YeM MpK APYrux ayTOMMMYHHbIX 3ab0oneBaHusX, a Bknag GakTopoB OKpY>KatoLlen cpeabl
N 3NUreHeTUYECKnUX BAUSHUA 6onee 3HauymM. QakTOpPOM OKpYXKatolleh cpefbl MOXeT ObiTb
TOKCVH, XMMWUYeCKoe BelecTBO, MHOEKLMOHHbIV areHT (&1,

BackynonaTus, UMMYHHaa gucperynauusa, ¢ubpos. HensBeCTHbIN TPUrrep Yy reHeTU4ecku
npeapacrnosioXXeHHbIX JIML, MNPOBOLMPYET BacKynonaTuio; akTUBMpyeT npodubpoTuyeckme
LUMTOKMHbI; NPUBOOUT K OMCPErynsunM MMMYHHOW CUCTEMbl 3a CYeT akTuBauuu mMakpodaros,
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MOHOUMNTOB W T-KNeTok. 3T NpoLecCbl COBMECTHO 3amnycKatoT M36bITOYHYHO MNPOAYKLMIO
BHEK/IETOYHOrO MaTpukca ¢ubpobnactamm, 4YTo U oOycnaBnMBaeT MporpeccupoBaHne
3aboneBaHun 181,

YNnoTHeHUe KOXXU U NopaKeHne BHYTPEHHUX

KntoyeBble NpusHaku CC: YN/IOTHEHNE KOXN N NopaXXeHne BHYTPEeHHNX opraHos 2,
lMopaXkeHne KOXXWN MPOXoANT B HECKOJIbKO 3Tanos [ :

1. OTek. [NNOTHbIN OTEK KOXMU, MOLKOXHO-XXNPOBOW KreTyaTKu, Mblwy,. Koxa nnmnoBo-po3oBas,
cobupaeTcs B YTOJLWEHHYH CKMafKy, XOTS MOXeT 6biTb guddysHas runepnurMeHTaumns 6es
YNAOTHEHUSA.

2. WHpypauwms (cknepos). Koxa umaHoTUYHO-6Yporo LiBeTa 1 yTOWeHa HAaCTObKO, YTO ee
HEBO3MOXHO cobpaTb B CKMagKy, POpMUPYOTCA CrnbaTesibHble KOHTPaKTypbl.

3. ATpoodus. Koxa UCTOHYaeTCs, HauMHaeT 6necTeTb, CTAHOBUTCH CYXOWN, LWepLUaBon.
McyesatoT BONOCHI, MOABNAKOTCSA TeNleaHrnakTasnn. YMeHbllaeTcs poToBas anepTypa,
bopMupyroTCA paguasnbHble CKNagky BOKPYr pTa, UCTOHYaeTCA KpacHas Kanma ryo
(cumnTOM «KmnceTa»). NMofgKOXHO-XMPOBas KNeTyaTKa U MbllLbl aTPOPUPYHOTCS.

B 3aBUCMMOCTM  OT  pacnpOCTPaHEHHOCTU MOpaxeHus  pasnmyaloT  gnddysHyro U
JMMUTUPOBAHHYO KOXHYHO ckrepogepMuto. Mpu anddysHom yrnnoTHEHUE KOXW OBLIMPpHOE W
ObICTPO  MpoOrpeccupyrollee, XapakTepHO  MopaXKeHue  BHYTPEHHWX  opraHoB. [pwu
ﬂMMMTMpOBaHHOVI YANOTHAETCA KOXa AUCTallbHbIX OTAEesI0B KOHeLIHOCTeVI, MOXeT ObITb
naToNoOrnsA Nerknx, NeroyHas apTepuanbHas rmnepTeHsns nam Manbabcopobumns 2,

JInMnTMpoOBaHHas cknepoaepmms n3BecTHa ewe kak CREST-cnHgpom:
e C — KanbuwnHo3 (calcinosis)
* R — 6onesHb PelHo (Raynaud's phenomenon)
o E — 330¢arut (esophageal dysmotility)
o S — cknepopgakTunus (sclerodactyly)
o T — TeneaHrnoskrtasmsa (telangiectasias).

[MopakeHne BHyTpeHHuxX opraHoB npu CC BKAOYAET NaTo0r vk
MbILLEYHOW TKaHW, CyCTaBOB, NIErKux, cepaLa, Xenyao4YHo-KNLLIEYHOro
TPaKTa, MoYeK, HEPBHOM CUCTEMBI.

MopaxxeHne XKT: rmnoToHUA nNuweBofa W Xenygka, HapylleHne MOTOPUKU KULIEeYHUKa,
TMNOTOHMA  aHanbHOro  COuHKTepa. [lposBneHus:  OGbICTpoe  UYyBCTBO  HacbIWeHMUsA,
racTpoasodareancHbin peditoKe, pBoTa, 3anop, guapes, Manbabcopbums, HegepXXaHne Kana 2 .
MaTonorua cyctaBoB: MOAMApPTPUT C CUHOBUTOM, B pAeboTe No TUNy HOBEHWbHOMO
NMANOMATUYECKOrO apTpuTa, TEHOCUHOBUTLI (21,

MaTonorusa MblleYHOM TKaHU: MUONATUSA HeBocnanuTenbHaa ¢uMbposHasa M BocCnanuTenbHas.
ﬂpOHBJ‘IeHVIFII cnabocTb NPOKCUMalbHbIX rpynn MbllWd, MUanrnn, nNpokKkcumMalsbHaa MbllleYyHadn
CNnabocCTb, NOBbIWEHNe akTUBHOCTU KOK B CbIBOPOTKE KPOBW, BOCMaNUTENbHbIE UBMEHEHUSA MPU
anekTpoMunorpadum, rMCTonaToNorMyecknx NCCnefoBaHnaAx 2 .

MaTonorua nerkux: neroyHaa apTepuanbHaa TUNEPTEH3Us, MHTepCTULMaNbHOE MnopaxeHue
Nlerknx, nopa>keHume nnespbl (2,

MaTonorua no4yek: XpPOHWYecKas HedpponaTus, CKAEPOLEPMUYECKUA TMOYEYHBIN  KPUS3,
nwemunyeckas Hebponatms 2,

MaTonorua ceppua: apMTMUA, 3aCTOHas ceppedyHas HeAoCTaTOYHOCTb, KapguvomMumonaTtusa u
nepukapauT 2 .

MaTonorusa HepBHOW CUCTEMbI: NMOSIMHEBPONATUA, TPUreMnHanbHas CEHCOpHas HerlponaTmns [ .
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Mpu CC onpepenstoT:

AHTUCKNepoaepMaribHble aHTUTeNa K HEr’MCTOHOBOMY XPOMOCOMHOMY 6efky, aHTu-Scl-70, y
28-34% naumeHToB. ACCOLMUPOBaAHbI C TAXENbIM Mopa)XeHnem nepudepruyecknx cocypnos,
WHTEpPCTULManbHbIM GUBPO3a NErknx, MoOpa>KeHnem rnoYek, BbICOKON CMEPTHOCTbIO 21,

AHTUULEHTPOMEpPHbIEe aHTUTena y 7-8% nauymeHToB. [lpyM "AUMUTUPOBAHHOM CUCTEMHOM
CKNepo3e accoLunpyoTcsa ¢ U30NUPOBAHHOW NTErOYHON rnnepTeH3nen n nopaxeHnem XKT 2,

AHTuTena K PHK-nonumepase | unu lll accoummnmpoBaHbl ¢ nopa)xeHnem noyek 2,

AHTuUTena Kk puboHykneonpoTteuHy (PHIT). XapakTepHbl ANA MNepekpecTHbIX CUHOPOMOB W
CMeLlaHHOro 3aboneBaHnA COeAUHUTENBHON TKaHM 21,

AHTUHYKNeapHbI ¢pakTop Yy 81-97% naumnmeHToB 21,
PesmaTounpgHbiit pakTop y 17% naumnmeHToB (2,
AHTUHYKNeapHble aHTUTeNa K Sm-aHtTureHy, PM-Scl 21 .

OavH 6onbluon Kputepun u 20

Y peten CC pgmarHoCTUPYHOT MPU COYETaHUU MPOKCUMAanbHOW CKNepogepMmn MUHUMYM C 2
Kputepuamm ns 20. OQHOM MPOKCUMASNBbHOW CKIepogepMnUM HeAoCTaTOYHO AS1A MOCTaHOBKU
AnarHosa, noToOMy YTO YMJOTHEHNE KOXW MOXET OTMeyaTbCs Npu 303MHOOGUIBHOM dacuumTe,
nporepuun, GeHNNIKETOHYPUN, AMabeTUYeCcKon xanponaTnum n Apyrux COCTOAHUAX (21,

MNMpokcumanbHasa cknepopepmus

CUMMETPUYHOE YINIJIOTHEHNE KOXMWN, paCnpoCTpaHALLeeCa Bbllle NACTHO-GanaHroBbIxX CyCTaBOB [2].

20 MmanbIx Kputepuner CC (21 ;

CknepogakTtunus.
CuHpgpom PeiHo.
TUNUYHbIE NSMEHEHWUA COCYA0B NPU KanunaspocKonuu.
JvrutanbHble A3BbI.
Ouncoarns.
MacTpoasodarearnbHbin pednrokc.
Apntmus.
CeppeyHast HEAOCTaTOYHOCTb.
OcCTpblt CKNepoaepMUYECKUI KPUS.
. Bnepsble passuBLluascs Al.
. JleroyHbin ¢pnbpos.
. CHMXeHune anddysmoHHOM CnoCcobHOCTU nerknx meHee 80%.
. JleroyHas runepTeHsus.
. HenponaTtus.
. CMHAPOM 3ansaCcTHOro KaHana.
. Kpenuntaumsa cyxoxumnun.
. ApTpuT.
. Munosur.
. AHTUAOepHble aHTUTenNa
. CneumndunyHble gna CC ayToaHTUTENA: aHTULEHTPOMEpPHbIE, aHTU-Scl-70
AHTUOUOpUNNAPHbIE, aHTU-PM-Scl; aHTudnbpunnmHoBsble, aHTUTeNa K PHK nonnmepase | n
I.

N ~®Dd S

N = =22 o
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Ecnu y pebeHka ecTb oauH 60MbLUOV KPUTEPUA U MUHMMYM [Ba MarbiX, TO Aanblue NpoBoasAT
obcnenoBaHWe, HanpasneHHoe Ha BepuduKaLuo amarHosa 2,
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Pucku OTCqueHHOVI ANarHOCTUKU N JieveHud

KoxHble nposasneHma CC yacTo c/lyxaT NpuuYnHOi obpallleHns 3a MeauLMHCKON MOMOLLLbH, HO
M3-3a He3aMeTHOro W MOCTEMeHHOro Havyana W3MeHeHWn MNOoCTaHOBKa AuarHosa 4acTo
3agepxuBaeTtcsa 9 . OTCpoYeHHOe Hayano fieyeHua accouumpoBaHo C Bofee AnUTeNbHow
aKTMBHOCTbIO 3a60neBaHnsA 1 60/1ee BbICOKOWM YaCTOTON pPeLnanBoB € .

cpefHee BpeMs Mexay nepBbiM npuaHakom CC n gnarHosom [10].
1,9-2,8 net

MaumeHTbl ¢ CC MOryT CHayvana nonacTb K crneunanncTam gpyroro npoduns. JinMnutuposaHHas
CKNIepoAepMms MOXET HauMHATLCA NOL MAcKoM reMaToM, NATEH «KOope-C-MOSIOKOM» U OpYrux
epmMaTtonornyeckmx COCTOHHVIVI, NO3TOMY TaKMUX MNauyMeHToOB CHa4ajla HanpaBndarwT K
AepmMaTtonoram, a He K peBmaTonoram 1,

CucrtemHas Tepanua TONbKO nocne sepupukaLmum auarHosa

B neyeHun CC npumeHstoT K, mMMMyHogenpeccaHTbl, FeHHO-UHXXEeHepHble buonornyeckue
npenapaTbl. HO 3TO NleyeHne MOXeT OblTb HazHa4yeHO TOJIbKO Mnocne BepudukKaunm guarHosa.
9TO CBfI3aHO C TEM, 4YTO OHKOSIOFMYECKME W OHKOremaTtonormyeckme saboneBaHua MoOryT
npotekatb nog Mackom CC M HasHayeHMe CUCTEMHOM WMMMYHOCYMNPECCUBHOM Tepanun
3aTpygHUT BepUdUKaLMo AnarHosa, Tak Kak npenapaTtbl MOTYT HUBENUPOBATb KIAMHUYECKYIO Y
MOPHONOrNYECKYHO KapTUHY 3/T0Ka4YeCTBEHHbIX HOBOOOpasoBaHui [ .
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IOBeHUbHbIN AUONATUYECKUN

CWHOHUMBbI: FOHOLLECKUI apTpuUT

tOHOWecCKnin apTpuUT (KOBEHUNBbHBIN nanonaTundyeckmin aptput, FONA) — anarHos-ucknrodeHme. OH
BK/OYaeT pasnmyHble GOpMbl apTpuUTa HEACHOW 3TMONOrKK, KOTopble MaHubecTupytoT fo 16
NeT XW3HN 1 gnatca 6onee 6 Hegenb. B naToreHese 3aboneBaHns y4acTBYHOT ayTOUMMMYHHbIE U
ayToBocnanuTesnbHble npouecchl 12,

CKpbITble yrposbl

FeHeTMuYeckKana nNpeapacnoNioXXeHHOCTb: ECTb Heckonbko HLA-rannoTnnoB, acCoLUMNMPOBaHHbIX
OLHOBPEMEHHO C FOHOLIECKNM ONIMFrOapTPUTOM N CEPOHEraTUBHbBIM FOHOLIECKUM NONapTPUTOM.
FOHOLIECKNI aHKWTO3PYHOLLMIA COHANINT accoLMMpoBaH ¢ rannotunom HLA-B*27 [3].

AyToaHTUTena: B 3aBncnmMocTu oT Tuna KOMA? NoBbIWEH TUTP aHTUHYKSIeAPHbIX aHTUTEN,
peBMaTouaHOro GakTopa, aHTUTEN K LMKIINYEeCKOMY LIMTPYIMHCOAEPXXalleMy nentuay [4].

Mo3pHAA gMarHoCTUKa: acCoLMUPOBaHa C MOBbILIEHHbIM PUCKOM XPOHUYECKOro NMopaXeHns
CYCTaBOB, yBeMTa, HU3KOPOCNocTy [5].

Accounauusa ¢ ApyruMmn ayToMMMYHHbIMM 3a60/1€BaHUAMMN: XPOHNYECKas KPanuBHULLA, CaxapHbIi
anabet 1 Tuna, nepBUYHasA XPOHUYECKas HaAno4YeYHNKoBaa He[0CTaTOYHOCTb, BUTUIINIO, MUO3UT,
Mopdea, aNnCKNepPUT/CKNEpUT, CMHAPOM PeiiHo, dMbpo3s nerkmx/MHTepcTULManbHoe 3abonesaHne
NErkux, BaCKynuT, cuHapom LLlerpeHa, nenkounToknacTMyeckun Backynmt [5].

FeTeporeHHas rpynna

MexpayHapogHasa nura peemMaTtonorndeckux accoumaumin (ILAR) nogpasgenset IOMA Ha wecTb

KaTeropuvin B 3aBUCUMOCTU OT KOMMYECTBaA MOPAXXEHHbIX CYCTaBOB W CBA3U C MNCOPUasoMm,

SHTE3UTOM U APYrUMU NpU3HaKamm 6l ;

1. CUCTEeMHbI apTpuUT.

2. OnuroapTpuT.

3. TMonnapTpuT: C NONOXNTENbHbIM peBMaTongHbIM dakTopoM (PP+) n 6e3 peBMaToONLHOro
dakTopa (PP-)

4. DHTEe3UT-aCCoLUNPOBaHHbLIA apTpPUT.

5. TlcopunaTtnyeckum apTpuT.

6. HeanddepeHuUMpoBaHHbIN apTPUT.

Accounauna OeTCKUX peBMaToNloroB pasfenseT HOHOWECKUA apTPUT Ha HOHOLWECKUR apTpuT,

FOHOLLIECKUIA apTPUT C CUCTEMHbBIM HayasrioM 1 NCOpUaTUYECKUI apTPUT U S8 KaXKAoN U3 aTuX

HO30/I0MNN co3fjana CBOW KJIMHMYEeCKne pekoMeHpaumn 2781 | BoigeneHne cuctemHoro KOMA B

OTOENbHYKO  KaTeropuo  onpaBgaHO €  TOYKM  3peHua  naTtoreHesza. C-IOMA —

ayToBocnanuTenbHoe 3abonesaHune co CBOUMMU reHeTu4yecKnMmn dakTopamu

npeapacnosioXeHHOCTKN, Torga Kak gpyrue ¢opmbl KOUA oTnnyaoT ayTOUMMYHHbIE MEXaHU3Mbl

pasBuTUA 3,

Accoumnauna petckux pesmatonoros u MKB-10 gennT HOHOLWECKUMA apTpUT Ha HOHOLIECKUN
peBMaTougHbii  apTpuT (P®+), HOHOLWECKUA aHKUIO3UPYHOWNIA  CMOHOWANT, HOHOLIECKUIA
nonuapTpuT (CepoHeraTuBHbIN), ONUroapTUKYNASPHbIA (MayuMapTUKYNAPHbIA)  FOHOLLECKUIA
(HOBEHWUIbHbLIN) apTpUT (21,

KOBEHUNbHBIN MgmnonaTUYecknin apTpuT: kKnaccuoukaumm ILAR, accoumaumm OeTCKUX PEeBMaTOIoroB U
MKB-10 B 2026 rogy ")
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ILAR [6] Accoumauusa aeTckux pesmartosoros u MKb10 Poccuiickue KMHu4eckue

[2] pekomeHgauum, KP

CuUCTEeMHbIN lOHOLWECKMN apTPUT C CUCTEMHBIM Ha4yanom KP no toHoLleckoMy apTpuTy ¢
CUCTEMHbIM Havanowm [7]

OnuroapTput MayunapTUKynapHbIA (0NUroapTUKYNSPHBIN) KP no toHoweckomy apTpuTy [2]
FOHOLLECKMNN

MonunapTput PO+ lOHoLwWecKniA peBMaTOMAHBIN apTpUT (PO +) KP no toHowweckomy apTpuTy [2]

MonunapTtput PP- lOHoLeCKMIN NONMapTPUT CepoHeraTUBHbIV KP no toHoweckomy apTpuTy [2]

ApTpUT, acCOLMMPOBaHHbIN C IOHOLeCKNA aHKMNO3NPYIOLWUIA CNOHAUANT KP no toHoweckomy apTpuTy [2]

3HTE3UTOM

McopuaTuyeckuii apTput McopuaTuyecknin apTput KP no ncopuaTtunyeckomy aptpuTty [8]

Camoe pacnpocTpaHeHHOe peBMaTu4yeckoe 3abosneBaHune y

B cuctematmyeckom o063ope 43 anNMAEMUONOrMYECKUX UCCnenoBaHuin 3abonesaemMocTb HOUA
BapbupoBana oT 1,6 go 23 Ha 100 000, a pacnpocTpaHeHHocTb — oT 3,8 oo 400 Ha 100 000
yenoeek [,

pacrnpocTpaHeHHOCTb FOWA no pasHbiM
cTpaHam B 0630pe Thierry S., 2014 [9].

PacnpocTtpaHeHHocTb B 400:100 000 nonyuyunu B MNONynAaUUOHHOM uccnefoBaHum ABcTpanun. B aToM uccrnepoBaHuu
OeTckuin peBmMaTtosior ocmaTpuBan 2241 pebeHka 12 neTt, npuyeM Aetm Obinn OoTOoBpaHbl ClyyaHO M3 cooblecTBa,
HacuuTbiBaroLWwero npumepHo 221 700 peTenn B Bo3pacTe 12 neT. Ha OCHOBaHWM 3TUX AaHHbIX aBTOPbl 3aKIKOYUIN, YTO
NCTUHHas pacnpocTpaHeHHoCTb FKOMA MOXeT 6bITb 3HaUNTENbHO Bbille OBLENPUHATLIX NoKasaTenen 1o,

B o63ope Thierry S., 2014 cymMmapHble nokasatenn 3aboneBaemMoCTU U PacnpPOCTPaHEHHOCTWU BbIle Yy AEBOYEK, YeM Yy
ManbynkoB. Camom pacnpocTpaHeHHOW GopmMor Bbi 0NnroapTpuT © .

MHorogakTopHoe 3a6oneBaHue HEICHOM

Y kaxpgoro nogtuvna HOWA cBoi natoreHes M cBou ¢GaKTOpbl pasBUTUA, Cpean KOTOopbIX
reHeTU4eckume, UMMYHosOrnyeckue n GakTopbl OKpyXKatoLen cpefbl.

FeHeTUYecKasa MNpeppacrnosioXXeHHOCTb UrpaeT UeHTpanbHYtO poNnb B natoreHese HOUA. Y
MOHO3UIOTHbIX 6IM3HELLOB BOJIee BbICOKasA YacToTa KOHKOPAAHTHOCTU, a 'y cubcos feten ¢ OMA
bonee BbICOKUIA OTHOCUTENbHLIM PUCK 3aboneBaHus. BapuaHTel HLA knacca |l nosblwatoT
BOCMPUUMUYMBOCTb K ONIMFOapTUKYNAPHOMY K nonuapTtukynsapHomy HOWA, a HLA-B*27 — «
FOHOLLECKOMY aHKUI03UPYHOLLEMY CMTOHOUNTY (31,

Y onnroapTukynapHOro v noanapTUKyISpHOro apTputa ectb obLymne
accouymnmnpoBaHHble rannotunbl HLA, a HLA-B*27 accouynnpoBaH ¢
FOHOLLECKUM aHKUI03UPYHOLUM CIIOHANANTOM [3].

[eHeTMYecKoe CXOACTBO pPasfenAlnT HOHOWECKUA ONUroapTPUT W HOHOLIECKU MNonuMapTpuT
CepoHeraTuBHbIN: Yy 0b6oux cunabHaa accouunaumna c rannotunom HLA-DRB1*08. OTaenbHo
onuroapTput accouummpoBaH ¢ rannotunamm HLA-DRB1*01, HLA-DRB1*11, HLA-DRB1*13,
HLA-DPB1*02 n HLA-DQB1*04, a c rannotmnammn HLA-DRB1*04 n HLA-DRB1*07 cBsisbiBatOT
3aWNUTHbIN adpdpekT. OTAENbHO HOHOLWECKU CepoHeraTuBHbIA MONMapPTPUT accouUMpoBaH C
HLA-DPB1*03 31,

tOHowecknn  peBMaTougHbIn  apTpuT accouummposaH ¢ HLA-DRB1*01, HLA-DRB1*04,
HLA-DQA1*03 n HLA-DQB1*03 2.
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FOHOWECKNN aHKMUNO3UPYHOLWWIA CIOHAWANT acCoLMMpoBaH ¢ rannotunom HLA-B*27 &1,

dakTopbl oKpyXXawleit cpeabl. MHOrMe dpaKTopbl OKPYXaroLen cpefibl BHOCAT HEBONbLUON, HO
B COBOKYMHOCTM BaXXHbIA BKMaA B pUCK pa3BuTua 3abonesaHus. B 2022 rogy Clarke S.L.N. ¢
CoaBTOpaMu NPOBENN MeTa-aHanNu3 4ecATU NCCNe0BaHu, B KOTOPbIX pacCMaTpuBanuy BINAHNE
BOCbMW (aKTOPOB. BbiABUAM CHuMXeHue pucka FOVA npu Hannumm cuBCOoB, He Haln CBA3U
MeXAY KOHKPeTHbIMU UHPEKLMOHHbIMU areHTamn 1 FOWA, onpefenunn KecapeBo ceyeHune Kak
dakTop pucka HOUA. Mpegnonoxumnu, 4To KecapeBo cedyeHne MOXeT OblTb cBfAizaHO c¢ OUA
yepes BAUSAHME Ha MUKPOBUOM MM MOXET OnocpefoBaTb ApYyroe BO3AENCTBME, BbICTyMasa B
ponn BTOPUYHOrO dakTopa pucka. B HekoTopbIX wuccnefoBaHusax Obliv  faHHble 33
NONOXUTENbHYIO CBA3b Mexay FOUA n aHTMbnoTnkaMmm n MHoGeKUAMM B paHHEM BO3pacTe, HO B
9TMX paboTax Mpu OLEeHKe CBA3SW He pJenanu nonpaBoK W OblNO Mano AokKasaTesbCTB B
OTHOLWIEHUM KOHKPETHbIX MaToreHoB. bbino Mano paHHbix 0 cBA3W mMexay OWA 1 nutaHuem
MaTepu/pebeHkKa, UCKIOYaa BO3MOXHOE  BAUAHWE NoTpebneHus  pbibbl.  [lonyynnn
NPOTMBOPEYMBbIE JaHHble 0 CBA3N MexXay FOUA 1 Tunom BckapmamBaHms I,

AyTonmMMyHUTeT M aytToBocnaneHue. [1na FONA xapakTepHa aHOMasbHaA akTuBauna T-KMNeToK,
B-kneTok, ecTtecTBeHHbix KunnepoB (NK-kneTok), aeHOopuTHbIX kneTtok (OK), makpodaroB u
HenTpodUNoB, a TakXe BbipaboTKa MpoBocnannTeNbHbIX MeanaTopoB, KOTOPble CNOCOBCTBYHOT
paspyLLEeHNIO CYyCTaBOB U Pa3BUTUIO CUCTEMHBIX OCITOXXHEHUN.

MNpu ONUroapTUKYNAPHOM U NoAMapTUkynspHoM KOWA akTUBMPYHOTCA ayTOpeakTUBHble
aHTUreH-creunduyeckne T-KIETKU, ONPefenseTcsa BbICOKMA TUTP aHTUHYKIIEaAPHbIX aHTUTenN
(AHA). HapywaeTcs 6anaHc Mexay nposocnannTebHbIMU Th1/Th17 n
NPOTMBOBOCMANUTENIbHLIMU PErYNATOPHLIMU T-KNeTKaMu U pasBnBaeTCA BOCMNaneHue.

MaToreHes OHOLWECKOro aHKMo3mpyrowero cnoHgunuta obycnosneH HLA-B27, koTopbie
onocpefyeT NpeseHTauuto noka ele He UAeHTUOULNPOBAHHOIO apTpUTOreHHoro nentuga. OH
BbI3blBaeT akTueauuo numoounTos, cekpeuumo WIT-23 u WIT-17, KoTopble B [AafbHENLWEM
aKkTmBupytoT T-xennepbl 17 241,

AyToaHTuUTenau gpyrue

C pasnnyHbiMu  dopmamm  HOUA accoummpoBaH Uenbld  psg  ayToaHTUTen, BKKOYas
aHTUMHyKNeapHble  aHTuTena (AHA), peBmaTtoumgHbin  dakTop  (P®), aHTMTENna K
LUTPYIMHNPOBaHHbBIM 6enkam 1 apyrume.

AHA onpegensatoTca B 60% npwn onuroapTtpute, B 40% npu nonvapTpuTe U Npu HOHOLIECKOM
peBMaTONOHOM apTpuTe 141,

PeBmaTounpgHbin ¢pakTop, PD: KpUTepuin FOHOLIECKOTro PEBMaTONAHOIO apTpuTa 41 .

AHTUTENa K UUKINYECKOMY LUUTPY/UIMHCOAepXXawemMy MNenTuay XapakTepHbl gns
nonvapTpura 4.

HLA-B27-aHTureH BoisiBnsaeTca y 90% AeTen C FOHOLWECKUM aHKUI03UPYHOLWMUM CMOHAUAUTOM [2]

AnarHocTuka no xapakrepucTukam apTputa v

Onsa kaxgon ¢opmbl FOMA xapakTepHbl CBOM OCOBEHHOCTUM MOpPaXKeHNsA CyCTaBoB.

OnuroapTukynsapHbiin KOUA: apTpuT 40 4 CyCTaBOB B TeYeHue nepsBbix 6 Mecsaues 60n1esHn 2.

MonunapTukynspHbii FOUA, cepoHeraTUBHbIN: apTPUT OT S5 CYCTaBOB B Te4yeHue nepsbiXx 6
MecsLeB 60nesHn. TecT Ha PO oTpuuaTesnbHbIn (21,

lOHowecKnin peBMaToUAHbIA apTpuUT P®+: apTpuT OT 5 CycTaBoB B TeuyeHwe nepBbix 6
MecsaueB 6onesHn. [1Ba NonoXuTenbHblX TecTa Ha PO B TeyeHue 3 mecsaues 2,

IOHOoWeCKUi aHKUNO3UPYIOLWKIA CMOHAUANUT: apTPUT U 3HTE3UT, AWM apTPUT WM IHTESUT B
coyeTaHUN MUHUMYM C ABYMSA U3 CrefyroLnX Npu3HaKoB:
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» BOCManuTenbHasa 60/b B NOSACHNYHO-KPECTL,0BOM OTAe1e NO3BOHOYHMKA U/Unn
60M1e3HEeHHOCTb KPEeCTL0BO-NOAB340LWHbIX COU/IEHEHUI B HACTOALLEM U NPOLLJIOM

e ecTb HLA-B27 aHTuUreH

e MY>XCKOW MOJ1 M BO3PacCT cTaplle 6 net

e OCTpPbIV NepefHNn YyBENT.

e €CTb POACTBEHHWKM MEPBON CTEMNEHN POACTBA C 3HTE3UT-aCCOLUMPOBAHHBIM apTPUTOM,
AHKWITO3MPYHOLWNM CNOHAUIUTOM, CaKPOUIENTOM MPU BOCMaNNTESbHbIX 3ab60n1eBaHnsAX
KWLWEeYHWKa, OCTPbIM NepeHUM YyBEUTOM UM CUHAPOMOM PenTepa (6 .

Puckun nosgHen gMarHocTukmn

FOMA MOXET OCMOXHUTbCS XPOHNYECKMM MOpPakKeHNeM CYCTaBOB, YBEUTOM, HU3KOPOCIOCTHO.
PUCK OCNOXHEHWI TMOBbLIWEH MNPWU paHHeM f[ebroTe, OTCPOYKE Havyana Tepanuu, NOo3gHEM
obpalleHnn K peemaTonory 1,

JleyeHue ot HIMBC po MBI

JleyeHne HauMHaeTCa C HeCcTepougHbliX NPOTMBOBOCMNANUTENbHbIX npenapatos (HMBM), ¢
nocneayrowmnm HasHadeHneM 6a3nCHbIX MPOTMBOPEBMATMYECKUX MpenapaToB (4Yalwie BCEero
MeToTpeKkcaTa) U/unn BHYTPUCYCTaBHbIX UHBbEKLMIA KOPTUKOCTEPOMAOB. [Mpn HeE3PPEKTUBHOCTH
NOCNeaHNX — NepexoanT K FeHHO-UHXXEeHepHbIM buonorndyeckmum npenapatam (FTMBM) @21,

Accouuauuma c opyrumm ayToOMMMYHHbIMM 3a6oieBaHnsamMun

B nccneposaHuun Lovell D.J. ¢ coaBTopamu, 2021, no cpaBHeHWO C obulen nonynauuen y
naymeHToB ¢ KOMA dale BCTpevanucb: XpoHMYecKas KparnuvBHUUa, caxapHbln guabet 1 Tmna,
nepBuvYHas XPOHWYecKas HafnoyYeyHukoBas HeJoCTaTOYHOCTb, BUTUAUIO, MWO3UT, Mopdea,
SMNUCKNEPUT/CKNEpPUT, CUHOPOM PerHo, ©®ubpo3 nerkmx/mHTepcTuumanbHoe 3aboneBaHue
Nerknx, BacKynuT, CMHAPOM LLlerpeHa n nemkoumnToKNacTUYECKNIA BaCKYNUT 151,
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BocnanutenbHble 3a60neBaHnsA
KULWWEe4YHUKa

BocnanuTtenbHble  3aboneBaHus KULLEeYHWKa (B3K) —  XPOHMYeckoe BOCManeHme
XEeNnyaoYHO-KMLWEYHOro TpakTa, B NaToreHese KOTOPOro UrpaeT posfib Kak ayTOUMMYHUTET, Tak
M ayToBocnaneHue [,

B3K penat Ha 6onesHb KpoHa (BK) u A3BeHHbIn konnT (AK). Mpu 9K BocnaneHne orpaHuyeHo
CNM3NCTON 0BONOYKONM TONCTOM KULWKK, a Npu BK BOocnaneHne TpaHCMypanbHOE, BO3HUKAET B
NO60OM oTAene XenygoyHo-KUWeYyHoro TpakTta. [na obenx ¢opm xapakTepHbl 60/ B XXUBOTE U
Avapesi, a Tak)Xe BHeKulle4dHble nposiBneHns. B3K MoryT 6biTb CBA3aHbl C XM3HEYrpoXXaroLnmMm
COCTOSAHUAMMW, BKJIOYAA MEPBUYHBIA CKIEPO3UPYIOLWMA XONAHTUT, TPOMBO3bl U paK TONCTOW
KULLIKW (241,

B3K MoxeT npoaBnsaTbcA B IO60OM BO3pacTe, HauMHass C HOBOPOXOEHHbIX. PaHHOK dopMmy C
MaHudpecTaumnen o 6 neT HasbiBatoT B3K ¢ 04eHb paHHUM Havanom [,

CKprTbIe yrpos3bl

FeHeTUUecKas npeapacnonoXeHHocTb: VigeHTuonumpoBaHo 240 reHeTUYECKUX JTOKYCOB,
accouunmpoBaHHbIx ¢ B3K, HO 60MbLIMHCTBO anfenen pucka Bctpeyvarotcs peako © . B3K ¢ oyeHb
PaHHUM HayanoMm Yalie accounmpoBaHa C MOHOreHHbIMK NpuyYnHamu, yem B3K ¢ 6onee nosgHen
MaHudpecTaumen 1 .

Hecneuudpuueckue nposenenus: [1na B3K xapakTepHa peumansmpyroLLias Ui XxpoHmyeckas
Ounapes ¢ KpoBbko nnn 6e3 Hee, 6011 B XXMBOTE U BHEKULLEYHbIE NPOABNEHUS 341,
Hecneuundunyeckne nposiBNeHNA acCOLMNPOBaHbl C OTCPOYEHHOW OMArHOCTUKOMN 71 .

HeTununyHoe TeyeHue: KnnHnyeckas KapTmHa Ha paHHMX aTanax B3K MoXeT 6biTb CTepTow.

CoyeTaHue ¢ ayTOMMMYHHbIMU coCcTOAHUAMM: [pn B3K 0co6eHHO NoBbIWEH PUCK Liesiakmm n
caxapHoro gnabeta 1 Tuna, npu BK oco6eHHO NoBbILlLEH PUCK MEPBUYHOIO CKI1IEPO3UPYIOLLErO
XonaHrura @l .

OcnoxHeHus. Y geten B3K npu nosgHen anarHOCTMKe, NOBbILWEH PUCK @Yy TOMMMYHHOIO renaTtuTa,
NePBMYHOIO CKIEPO3UPYIOLLEro XONaHruTa, yBenTa, naHkpeaTnTa, BEHO3HON TpoMb0oambonmy,
aHKNNO3UPYIOLLEro CrloHAUNnTa, nepubepmnyeckoro apTpuTa, raHrpeHo3HoM nNMogepmmu,
3/10KaYeCTBEHHbIX HOBOOBPA30BaHUIM XeNyJ0UYHO-KULIEYHOr o TpakTa 7.9 .

PacnpocTtpaHeHHOCTb OT 5 f,0 75 Ha 100 000 HaceneHusn

anngemMmnonornyeckne nokasatenn B3K y getein pasnmyaoTca no cTpaHaM U reorpapmyecknm
permoHam.

Long D. ¢ coaBTOpamu npoaHann3npoBanu AaHHble uccnenoBaHusa rnobanbHoro 6pemenn 6onesHern 2019 roga (GBD 2019).
OHu oueHnnK 3a6onesaemocTb B3K cpean geteit B 0,95 Ha 100 000 HaceneHua (o1 0,77 go 1,17), a pacnpoCTpaHeHHOCTb B
3,28 Ha 100 000 HaceneHus (o1 2,81 go 3,84) 1o,

Kuenzig E. c coaBTopamMu MpoOBeNn cucTtemMaTuyeckuin o63op 117 nNonynauMOHHbIX UCCNedoBaHM n3 42 CcTpaH,
onybnukoBaHHbIX B nepuog ¢ 2010 no 2020 rog v pacnpefenvinu anugeMmnonornyeckme nokasatenum no reorpapuyecknm
pervoHam. 3abonesaemocTb B3K Ha 100 000 4yenoBeko-neT y peten cocTtaBuna ot 2,5 po 10,6 B pasHbiX pervoHax.
PacnpocTpaHeHHocTb B3K Ha 100 000 yenoBek — oT 5 A0 75 B pasHbIX permoHax i .,

B Teyenne nocnepgHux 60 neT Ha @®apepckux OCTpoBax pacTeT 3abosieBaeMoCTb U pacnpocTpaHeHHocTb B3K.
MpepnonaratoT, YTO POCT CBfi3aH C BO3OEWCTBMEM MeEHSAOWMXCA (aKTOPOB OKpYXXatolwei cpefdbl Ha reHeTU4ecku
npeapacnonoXeHHY Nonynaumwo 12,

B o63ope Kuenzig E. ¢ coaBT. 2022, ecTb anuaeMunonornyeckme paHHole no B3K ¢ o4yeHb paHHMM Havyanom.
3aboneBaemocTb B3K ¢ oueHb paHHMM Havyanom Ha 100 000 yenoseko-neT Bapbuposana B Asumn ot 0,2 go 1,4, B EBpone ot
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0,4 po 3,3, B KaHage o1 0,5 po 3,6. PacnpocTpaHeHHocTb B3K ¢ o4yeHb paHHUM Havyanom Ha 100 000 yenosek cocTaBuia oT
2,7 0o 18,101,

B cuctematnyeckom ob63ope Kuenzig E. c coaBTopamu y neteun
3aboneBaeMocTb 60s1€3HbIO KpoOHa bblsia Bbille, 4eM 3a60/1€BaEMOCTb
S13BEHHbIM KosimTom [11].

Mo pgaHHbIM nccnegoBaHuit U3 38 cTpaH cooTHoweHue BK kK AK coctaBuno npumMmepHo 2-3 K 101,

MHorogakTopHoe

B3K pasBuMBaeTcs 3a Cc4YeT B3aMMOLENCTBUSA HECKONbKUX GaKTOPOB: FEHETUYECKON
npenpacnosioXXeHHOCTN, GakTOPOB OKPYXKarkoLen cpefbl, gucperynaumm UMMYHHON CUCTEMBI U
M3MEHEHMI KNLLEYHON MUKPOBUOTDI.

FeHeTUyeckas  nNpepapacnosiodXXEeHHOCTb. 3BECTHbI 240 reHeTUYEeCKUX  JIOKYCOB,
accoummpoBaHHbix ¢ B3K. Hambonee cunbHble reHeTuyeckme adpodekTbl HabnaogaroTca npu
BapmaHTax B reHe NOD2 npu BK, B reHax HLA npu BK n dK 6 | Takxe nssectHo 80 reHos,
OTBETCTBEHHbIX 3a B3K ¢ o4eHb paHHUM Hayanom 5 .

Puck B3K noBblileH B BOceMb pa3s y poACTBEHHUKOB NepBOU JINHUN
naymneHToB ¢ 60s1e3HbIO KpOoHa 1 B YeTbipe pa3a — Y po4CTBEHHVKOB
nepBoyi JIMHUN C A3BEHHbIM KOJIMTOM [6].

Y HocuTenem pByx accouummpoBaHHblXx ¢ B3K BapuaHTOoB B reHe NOD2 puck passutmna bK
noBblWeH B 2-4 pasa. Y N1l ¢ roMO3UroTHbIMU NN KOMMayHA-reTepos3nUroTHbIMMU NaTOreHHbIMU
BapmaHTaMmn B reHe NOD2 puck BK nosbiweH B 15-40 pas. Ho myTaHTHble annenun NOD2
BcTpeyatoTca y 0,5-2% 3gopoBbix nuy, 'y 60% naumeHtoB ¢ bK HeT myTauwmnm NOD2. Ewe
pacnpocTpaHeHHble reHeTnyeckme BapumaHTbl NOD2 obycnosnuBatoT pUCK 3aboneBaHus Ans
€BpOnencKnx nonynaunm n agpoaMmepurKaHLEeB, HO He 418 a3naTCKoM nonynaymm

Cpegun annenen HLA Hambonee yctonmumBasa accouunaumsa ¢ B3K Habnogaetca ¢ HLA-DRB1 un
HLA-DQB1. HLA-DRB1*0103 cWfbHO accouUMMPOBaAH C TAXENbIM pacrnpocTpaHeHHbiM AK u©
ToncTokuweyHonm ¢opmon BK, HO BCcTpeyaeTcs MeHee, 4yeM B 2% cnydaeB. HLA-DRB1*1502
accouumpoBaH ¢ 9K 1 pacnpocTpaHeH B arnoHckon nonynauun. HLA-DRB1*07 n HLA-DRB1*04
accouumpoBaHbl ¢ BK. HocutenbctBo annena HLA-DQA1*05 ygBavBaeT pUCK MMMYHOTre€HHOCTH
K aHTu-®HO Tepanun © .

Ha MoHOreHHble npuumHbl npuxogutcs Ao 30% Bcex B3K C OYeHb paHHUM Hayanom.
MOHOreHHble BapWaHTbI 3aTparusaroT HEeCKO/bKO KOMMOHEHTOB romeocTasa
XENyAoYHO-KULLEYHOrO TpakTa, BKIOYas LENOCTHOCTb 3MUTENNsA, peakuuyM KIeToYHOro
CTpecca, MOHHbIV TPaHCNOPT, GYHKLUM KNETOK BPOXAEHHOrO M afanTUBHOMO UMMYHUTETa 5,

dakTopbl okpyXXatwein cpepbl. KypeHne — xopoLlo nsBecTHbIN ¢pakTop pucka B3K, HO ecTb
OaHHble U O ApYyrux Moanouumpyembix ¢akTopax, cpefy KOTOpbIX OCOBEHHOCTU MUTaHUA W
CcTpecc 31,

Oucperynsauusa MMMYHHOro oTBeTa — OCHOBa naTtoreHesa B3K. VY reHeTunyecku
NPeapacnosioXeHHbIX UL, B KULWEYHUKE HapylwaeTcsa 6anaHCc MeXgy TONepaHTHOCTbI K
KOMMEHCallbHbIM MWKPOOpraHnamMaM W afekBaTHbIM OTBETOM Ha MaToreHHble ¢GaKTopbl.
daKkTopbl OKpyXXaroLwen cpefbl yCyryonaoT aTy ANCPErynaLmMiO U NPOBOLMPYHOT HeadeKBaTHbIN
BoCnanuTenbHbIM oTBET. BocnanutensHyto cpeny npu B3K obecneunBatoT oTBETbI T-Xennepos
(Th): Th1 npn BK wn Th17 npun {AK. AKTMBaUMA I3TUX KIETOK MNPUBOAUT K MNPOAYKLUMU
NpoBOCMNannTeNbHbIX LUTOKMHOB, KOTOPbIE MOAAEPXXUBAIOT NOBPEXAEHNEe TKaHel U BocnaneHme
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na |

AHTUTEnNna npu

Hanbonee wHPoOpMaTUBHble ayToaHTuTena npu B3K — 3T0 aHTMHenTpoduibHble
ymtonnasmatudyeckne aHtmutena (ANCA) n aHtuTena kK Saccharomyces cerevisiae (ASCA), xoTsa
MX NaToreHeTnyeckas posnb 00 KOHLLA He BbiiCHEHa .

KuweuyHble n BHeKULLIEeYHble

MNposaBneHus B3K MOXHO pa3fennTb Ha KMeYHble, BHEKULLEYHbIE U 00yCnoB/ieHHble TOKCEMUNEN
N HapyLWweHHbIM BCaCbIBaHMEM.

TokcemMusi, MeTtabosMyeckue U remartosiormyeckue nposiBIEHUA Ha ¢GOHe HapyLleHHOro
BCacCbIBaHUA: nMxopagka, obwaa cnabocTb, NOTEPA Macchl Tena, 3afepXXkKa pocTa, 3ahepxka
NoNn0BOIro pa3BnTnA, aHeMuna )KeJ'IeSO,EI,ed)I/ILI,VITHaH nnn aHemMuna XpoHM4YeCKoro BocnaseHuns 341,

KnweyuHble nposasneHus AK:

o XPOHUYECKas v peLnanBmpyroLlas auapes ¢ KPoBblo, NMPenMyLLLeCTBEHHO B HOUYHOE
Bpems;

* KPOBb B CTY/€;

e TEeHe3Mbl;

* 3aMopbl NPV AUCTaNIbHOM MOPaXXeHUu;

e cnacTuyeckas 60nb B XusoTe I .

MopaxeHune XenypouyHo-KULWIeYHoro TpakTa npu BK moxeT 6biTb nobon nokanusauum, oT
NosioCTU pTa [0 aHanbHOro OTBEPCTUSA, HO Yallle BCEroO NopakaeTcsa nneowekanbHbln oTaen &,

YacTble cumnToMbl nopaxeHunsa XXKT npu BK:

e XpOHMYEecKas anapes, yailie 6e3 npumMecu Kposu;

e 60/1b B XXMBOTE YNOPHOr0 XapakTepa C YeTKOWN SIoKanmsaumnen;

e NepuaHasbHble OCNOXXHEHNS (XPOHNYECKME aHaNbHbIe TPELLMHbI, NapanpoKTUT, CBULLMK
NPAMOWM KULLKK) 31,

BK MoXeT npoTekaTb NaTEHTHO B BuAe 3afepXKu OU3SUMYEcKoro passutmsa  Uu
MaHudecTNpoOBaTb CPasy C OCMOXHEHUN NN BHEKULLEYHbIX NPOABAEHUN 2],

MopaxeHne XXKT npu BK MOryT OCHOXHATBHCA PasNUYHbIMU CBULLLAMWU: KULLIEYHO-KOXHbIMU,
MEXKULIEYHbIMW, KULIEYHO-MY3bIPHLIMU  peKTO-BarnHanbHbIMU. MoryT O6bITb  WHOUABLTPAT
OPHOWHON MONMOCTU, MEXKULIEYHble UM WHTpaabgoMuHanbHble abcueccbl, CTpUKTypbl XKT,
aHanbHble TpeLuHbl, NapanpPoOKTUT NPU aHOPEKTaslbHOM MOpaXKeHUU, KUWeYyHoe KPoBOTeYeHne
(peako) @,

lpn B3K yepeayroTca pasbl pemMuccuii n 060CTPEHUIA, Npu 3TOM Y AETCKOMN
B3K 6onee arpeccuBHoe TeyeHne, YeM y B3pocC/bix. [TopaxkeHne 6osee
pacrpocTpaHeHHoe, TAXECTb rnporpeccupyeTt, bosiee BEpPOATHO pasBUTUE
OCJ/1I0XXHeHwu [4]

BHekuwweyHble nposeneHusa npu AK u BK MoryT 6biTb ntobbiMK, HO Yalle BCero BCTpeyvarTcs
naTosIoOrMA CyCTaBOB, MeYeHN, r1as N KoXu 3.4

1.  AyTOMMMYHHblE BHEKULLIEYHbIE MPOSABEHNSA, CBA3aHHbIE C aKTUBHOCTLIO B3K:
nepudepmyeckas apTponaTns, ONMroMOHOAPTPUT, y3ioBaTan spuTeMa, raHrpeHo3Has
nvoaepMus, cMHAPOM CBUTa, adTO3HbIA CTOMATUT, YBEUT, UPUT, UPUAOLMKINT, SNUCKNEPUT
[3].

2. AyTOUMMYHHblE BHEKULIEYHbIE MPOSB/IEHNSA, HE CBSI3aHHbIE C aKTUBHOCTLIO 3a60M1eBaHUS:
NONNaPTPUT, aHKMUNO3MPYHOLLMIA CNIOHAUINT, CAKPOUIENT, NEPBUYHBIN CKNIEPO3UPYHOLLLWN
XOMaHrnT, 0CTEoNopos, ocTeoMansums, ncopmas [3].
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3. BHekuwweyHble NpoABAeHns, 06yCNOBAEHHbIE O/IMTENbHbIM BOCNANIEHNEM U
MeTaboNMYeCKMN HapyLLEHUSIMU: XONENnTMas, CTeaTos NevyeHn, cteatorenaTmuTt, TPoMb603
nepmndepnyecknx BeH, TPOMO03aMB0NA NeroyHom apTepun, ammnonaos [3].

OnarHocTuka no KJIMHN4YeCKom KapTuHe n SHAOCKOoNMn4YeCKnum

OnarHos AK n BK y peTten ycTaHaBnMBatOT MO COYETaHUKO [aHHbIX aHaMHesa, OCMOTpa,
TUMNYHbIX 9HAOCKOMUYECKMX N TUCTONOMMYECKUX AaHHbIX 341

Korpa nopospesatb AK y pebeHka 4 ;

1. [mapes ¢ KpoBbko, TEHE3MaMK, 60MSIMU B XXMBOTE B TeYeHMe MecsLa Unmn 6onblue ABYX
3NM3040B ANapen B TeyeHne 6 MecsLeB.
2. WcknoueHbl Apyrue npudnHbl Takom guapen.

OuarHos #AK nogTteepXxpgaoT No pesynbTaTaM 3HAOCKOMUYECKOro uccnefoBaHuUs TOJCTON
KAMWKN. HeT cneunduyHbiX SHOOCKOMUYECKUX MPU3HAKOB, HO ecTb xapakTepHble. lMpun AK
BOCMaleHne HernpepbiBHOE, UMEET YeTKNe rpaHuLLbl, OrpaHNYeHO TONTbKO CITIU3UCTON 060JTI0UKON,
HauMHaeTca OT MPAMON KUWKW W pacrnpocTpaHAeTCcsa npokcumasnbHee. AKTUBHOCTbL HK
onpepenstoT No TOMY, €CTb UIN HeT 3p03uM U A3Bbl, BbIAENAETCA NN KPOBb MPU KOHTaKTe C
9HA0CKOMOM, eCTb /I COCYAUCTbIN PUCYHOK 4] .

LaHHble, KOTopble HaCcTopaXxmBaroT B OTHOLEHUN B3K: TunnyHeie
KnLLeYHble MpOoSAB/IEHNA COMPOBOXAAKOT 3aepXXKa pocTa v Nos1oBOro
pasBUTUA; B KPOBU MOBbILLEHBI MapKepbl BOCMNasneHN NN OTMEYaeTcs
aHeMUs; ecTb YsieHbl ceMbu ¢ B3K. B Tsaxesnbix cnydasax MOXeT bbITb
rnoteps Beca, cnabocTb, pBoTa [4].

7 KpuTepues anarHocTuku bK no JleHHapa-[xoHcy B1:

1. MaTtonorusa XKT oT nonocTu pTa A0 aHanbHOrO KaHana: XpoHM4YecKoe rpaHyneMaTosHoe
nopaxeHue CrmsncTon ob60os04KM ryd unm LWek; nopaxeHme NMnopoayoaeHanbsHoe, TOHKOM
KULLKK, NepuaHasnbHoe.

2. TlopaxeHune XXKT o4yarosoe HepaBHOMeEPHOE.

3. TpaHcMypanbHbIA XxapakTep nopa)keHns: adTo3HbIE A3Bbl, A3Bbl-TPELLMHbI, abCLecchl,
CBULLN

4. CTpuUKTYypbI.

5. TpaHcMmypanbHoOe BocnaneHune n numMeongHble CKOnNeHus.

6. HopmanbHOe cofepXxaHne MyLMHa B 30He aKTUBHOIO BOCMNAaNeHNsA CNU3NCTON 060/104KN
TONCTOW KULLKWN.

7. HekaseosHas rpaHynema.

[narHo3 BK gocToBepeH, ecnn ecTb TPU KPUTEPUS UNK TpaHyfemMa B COYeTaHUu C ellle OOHUM
Mo6bIM KpUTEPUEM 31

OTCpO‘-IeHHaﬂ AVarHocTukKa npu Hecneuudpuuyecknx NPoABIEHUAX U
Y MaJieHbKUX

B wnccnepoBaHMm Sulkanen ¢ coaBTopaMu MeAmaHa OTCPOYKM AumarHosa y peten ¢ B3K
COCTaBMWa 5 MeCsLEB M Yallle BCEro BoO3HMKana Ha aTane «nepBble CUMNTOMbI = HanpaBfieHNe K
crneunanucty». Y geten ¢ BK guarHocTuka 3anasgbiBana vauwe, yemMm y getenn ¢ AK. KopoTkas
OoTCpoyka [pumarHosa Oblfla accounmMpoBaHa C KPOBbO B CTyfne, a ANUTeNbHaad — C TakuMu
CUMNTOMaMM Kak 60/ib B XXMBOTE, paHHUN BO3PaCT, U30IMPOBAHHOE MOpaXKeHne TOHKOW KULLKWN.
3ajepXxkKa AumarHosa 6blla CBfi3aHa C MOBbLIWEHHBIM PUCKOM OCNOXHEHUA M KOMOPOUOHbIX
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COCTOSIHUN. OCNOXHEHUsT U KOMOPOUAHbIE COCTOSHUS: ayTOMMMYHHbIA FenaTuT, NepBUYHbIi
CKNIePO3MPYIOLLMIA XONaHIUT, YBEUT, NaHKpPeaTUT, BEHO3HaaA TPOMB03IMBONNS, aHKMNO3MPYHOLL M
CMOHAWNUT, Nepudepuyeckuin  apTpuT, TaHrPeHo3Has MMOLAEepPMUs,  3/10KaYeCTBEHHOE
HOBOOGpPa30BaHMe XeyL04YHO-KULLIEYHOro TpakTa 7.

NMowaroeoe neyeHne B 3aBUCUMOCTHU OT OTBETA Ha Tepanuio

JleueHne BKOYaeT AueTy, MeOMKaMeHTO3HYK Tepanuio U nNpu ee HeddPeKTUBHOCTU —
XMpypruyeckoe neyeHve. B 3aBUCMMOCTM OT THAXECTU TEYEHUS U OTBEeTa Ha Tepanuio
NPUMEHAT  aMuHocanuuunatbl, 5-ACK, KOpTUKOCTEpougbl  CUCTEMHOrO  [ENCTBUSA,
UMMYHOLENPECCaHTbl, TEeHHO-UHXEHepHble Buonornyeckne npenapaTtbl. Xupypruyeckoe
nevyeHne NpUuMeHAT npu Heed)d)eKTVIBHOCTVI MeanKaMeHTO3HOro, OHO MOXeT ObITb MMAHOBbIM
WX 3KCTPEHHbIM, B 3aBUCUMOCTM OT KIIMHUYECKOW CUTYyaLumn B4,

CoyeTaHue ¢ ayTOUMMYHHbIMM 3260/1€BaHNUAMM

Y naumeHToB ¢ B3K uvauwe, yem B obLien nonynsunum BCTpeYaroTCA UMMYHOOMNOCPEeAOBaHHbIe
3abonesaHus. B Bo3pacTe f0 28 neT y HUX Ha 58% Bbllwe pUCK caxapHoro gruabeta 1 Tuna, 4yem B
COMoCTaBMMON MO BO3pacTy W nony nonynaumm U4 . Ewe npu B3K noBbIWEH PUCK LlenMaknm m
NepPBUYHOIO CKIIEPO3UPYHOLLLErO XONaHrnTa @ .
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