LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Bone3Hb HUMaHHa-NMuka TMN C

KnuHnueckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble, AeTH - pefakums 2024 ., ctatyc «[pumeHsaeTcsa» Ha 04.11.2026 - MKB-10:
E75.2 - Coto3 neamaTtpos Poccuu, Accoumaumsa MeanUMHCKNX FreHETUKOB

BonesHb HnuMaHHa-Trka Tvna C — pekoe ayTOCOMHO-PELLECCUBHOE MYTbTUCUCTEMHOE 3ab01eBaHME,
CBA3aHHOE NPenMYLLECTBEHHO C NaToreHHbIMK BapuaHTamun NPC1 nnmn NPC2 1 HapyLueH1eM BHY TPUKIETOYHOIO
TpaHcnopTa NMNUAOB. PEKOMEHAALMS ONUCHIBAET CENEKTUBHBINM OTOOP NaLMEHTOB, NOATBEPXAEHWE AnarHo3a
BUNOXUMUYECKUMU U MONEKYNTAPHO-FEHETUYECKUMMN METOAAMU, NaTOr eHETUYECKYIO TePanuio MUIyCTaTOM U
KOMMIEKCHOEe CUMNTOMaTUYeCKoe HabnoaeHne aeTemn 1 B3poCbiX.

FnaBHOe

+ OHM-C cnenyeT oymMaTb Npy COYETaHWUN BUCLLEPasbHbIX, HEBPOIOMMUYECKMX U MCUXMATPUYECKNX MPOSIBNEHNIA:
CnneHoMeranuu Unn renaTocrnieHoMeranum, XonecTasa B HeoHaTanbHOM Nepuoe, HapyLEHWUI cakkag,
BEPTUKaNbHOMO HabsiAEPHOr 0 Napanuya B3opa, aTakCum, AUCTOHWUM, ANCHarum, KaTannekcum, anunencum,
KOTHUTMBHBIX UM NCUXOTUYECKMX PACCTPOMCTB.

KrntoueBow oTnnunTe NbHbIM HEBPONOrMYECKUI NPU3HaK — HapyLUeHWe cakkaamnyecknx ABUXEHWN rna3 C
nocrnenyoLwmMM BO3MOXHbBIM pa3BUTUEM BEPTUKANBHOMO HaAbSAEPHOrO Napanuya B3opa; Npu noao3peHum
LBWXXEHWS rNa3 HYXHO OLEHMBATb LieneHanpaBneHHo.

®opMy 3aboneBaHUs onpeaenstoT No BO3pacTy MaHMbecTaumm: nepuHaTanbHas — 40 3 MECALLEB, PaHHSA
MnageHueckasd — 3 Mecdua-2 rofa, No3aHAg MnageHyeckas — 2-6 neT, toBeHunsHag — 6-15 net, nogpocTkoBas/
B3pocnad — ctapuwe 15 nert.

HIM-C HacnepyeTca ayTOCOMHO-PELLeCCUBHO; MaTOreHHble BapuaHTbl BbigsnAoTcA B NPC1 npuMmepHo B 95%
cnyyaes, B NPC2 — npuMepHO B 4% Criy4aes.

PaHHAA AnarHocTrKa 1 Havyano naTtoreHeTMYeCckoro v CUMNTOMaTUYeCKoro neyeHmna MOTYT 3Ha4YMNTENbHO
NOBNMNATb Ha NPOrHO3 N ncxon 3abonesaHus.

HpM BbIsIBNeHWW 3a60n1eBaHna HEO6XOAMMO ONNTENbHOE MynbTUanCUnNnIMHapHoe HabnogeHve ¢ KOHTpOneM
HEBPONOIrn4YeCKnX, rasoaBnraTesibHbIX, C/TyX0BbIX, BUCLLePallbHbIX, MCUXUYECKUX U OblXaTebHbIX HapYLLJeHVIVI.

OunarHocTuka

1. CobepuTe aHaMHe3 C y4eTOM BO3pacTa AebioTa: 3aTaxHas XenTyxa, Xonectas u renatocniieHoMeranms,
HEYKMIOXECTb M YacTble NafeHwWs; yTOUHWUTE ClyyYan MePTBOPOXAEHNS MW BHYTPUYTPOBHON rMbenu nnogda B
cembe.

2.MpoBeanTe KOMMNAEKCHbI OCMOTP: OLLEHUTE aHTPOMOMETPUIO 1 MUTaHWe, HEBPOMOrMYeCKuin CTaTyc ¢
0ba3aTensHON NPOBEPKOM Mas3oasuraTerbHbIX QYHKLUWA 1 FNOTaHKS, NCUXOMOTOPHOE 1 peyeBOe pasBnTue,
KOTHUTWBHbIE U NCUXUYECKMNE HapYLLEHWSA, Hannume XenTyxu, xonecrtasa v renatocrnneHomeranvun. YYP C, YOO 4.

3. Ha3HaubTe B KaueCcTBe NepBOw NMHUM ONpeaeneHne OKCUCTEPOoB B nna3me MmetoaomM BOXX-MC/MC v
NM30CPUHIONUMMAOB B MATHAX BbICYLLEHHOM KPpoBKM MeToAoM BOXX-MC/MC. YuuTbiBanTe pepepeHcHble 3HaueHus
nabopaTopun 1 NPaBUbHOCTb XPaHEeHUS 1 TPaHCNOPTUPOBKM 06pa3uos. YYP C, YO 4.

4. Ty KNMHUYECKMX 1 BUOXMMNYECKMX NPU3HaKax BbINONHUTe cekBeHnpoBaHue NPCT, a npu HeobxoanmocTtu NPC2
ANA MOMEKyNAPHO-reHeTUYECKOro NOATBEPXAEHUSA; MPU CMIOXHbIX Cyyaax MoryT notpebosaTbcd NGS 1 MLPA. Y
naLMeHTOB TOMbKO C O4HMM NaTOreHHbIM BapnaHTOM AnarHO3 U HOCUTENbCTBO OLLEHMBAIOT KonnermanbHo. YYP
c,vyoas.

5. Ha aTane nocTaHoOBKM AMarHoO3a BbIMOMHWUTE O6LLMIM aHann3 KpoBK, BUOXMMUYECKMIN aHanmn3 KpoBK, Koarynorpammy,

obLWMIM aHann3 Moun 1 onpeeneHune anbda-GeTonpoTenHa; NOCNeAHN B AanbHENWeM UCCNeayroT B CpeHeM
OAMH pa3 B rof. YpoBHW y6eanTenbHOCTH Ang atux nccnegosaHun — C, YO 4-5.

6. Ing oLeHKM nopaxeHusa opraHos nposeanTe MPT ronosHoro Mo3ara, 336, Y3 opraHoB 6pIoLLHOM MONOCTH,
TOHamNbHYIO ayANOMETPUIO M 3N1EKTPOOKYNOrpaduio; Npu NoA03PEeHMN Ha NIero4HOE nopaxeHune nobasbTe
peHTreHorpaduio nnu KT nerkux. [ns Bcex nepeduncneHHbiX AarHoCTUYECKUX CCnefoBaHui B pekoMeH4aLmm
ykasaHbl YYPC, YOO 5.
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INeueHue

« Npwv ycTaHOBNEHHOM AnarHo3e Ha3HavarTe CybcTpaT-peayLmMpyoLLYyo Tepanuio MUrNyCcTaToM COrnacHo
WHCTPYKLLK; NeYeHme 1 ero KOppeKLMIO NPOBOAUT CreLmanicT, uMetowmni onbiT BeaeHua HM-C. YYP A, OO 2.

MaumeHTaM 12 neT 1 cTaplue C HeBPONOrMYeCKNMMU HapyLLEHNSIMU peKkOMeHA0BaHa fo3a murnycTtaTa 200 Mr 3 pa3a
B CYTKM; AETAM 4-12 neT AO3y pacCuMTbIBAIOT MO NAOLWaaM NOBEPXHOCTM Tena.

Mpwv onapee, METEOPU3ME, BOMNM B XMBOTE NN CHUXEHUW BECa Ha MUTTTyCTaTe U3MEHUTE AMETY U/VUNN YMEHbLUUTE
[03y npenapaTa; BO3MOXHO NpUMEHeHWe nonepammnaa v CUMATOMaTUYeCKOW crna3monuTuyeckon Tepanun. YYP B,
yoas.

[Mpw Cepbe3HbIX XeNyO0UYHO-KULLEYHbIX HeXenaTeNbHbIX peakUmsax MUryCTaT NpeKpaLlatoT; pelleHue o
NPOAOCIXEHNU, UIMEHEHUW UMM OTMEHE Tepanum NPUHUMAaIOT MHAMBUAYANbHO COBMECTHO CO CMELLManMCTOM Mo
MeTabonM4ecknm 3abonesaHmnam 1 cemben. YYP C, YO 5.

Hespornormnyeckme OCnoXHEHWS, 3NUMENCUIO U MCUXNYECKME PACCTPONCTBA eyaT Nno NpodUbHbIM KINMHUYECKUM
pekoMeHaaumsaM. Npu BUnonsapHOM PacCTPONCTBE Y B3POCTIbIX MOXET MPUMEHSATLCA BarbnpoeBas KUCoTa, Npu
LOENpeccumn — cenekTnBHbIE MHIMBUTOPBLI 0BPaTHOIro 3axBaTa CEPOTOHWHA; MPU 3KCTPanMpamMmnaHbIX HapYyLWEHUSX —
npenapatsl rpynnel NOSAX. YYP B, YO 3 ans obLwen cumntomMatmndeckon tepanuu; YYP C, YOO 5 Ang ykasaHHbIX
npenapaTos.

MNpu prcke acnmpaLLmMm KOHTPONMMPYMTE FNoTaHWe 1 PaHO OPraHNU3ynTe KOPPEKLMIO NMUTaHWA: 6oMee MArkasg unm
rycTas nuiia, 30H40BOE NUTaHne, NP HEOH6XOAMMOCTM raCTPOCTOMMUA. [NpK BTOPUYHOW 1IerO4HON NaToNorMm
BCMeACTBME acnmpaLunm Ha3HayaloT CUCTEMHbIE aHTUBaKTepuanbHble npenapaTsl. YYP B, YO 3 Ansg MOHUTOPUHIa
rnotaHus; YYP C, YOO 5 ona aHTnbakTepuanbHOW Tepanmu.

MpW XPOHMYECKOM aKTUBHOM rernaTuTe C XonectaTtnyeckim CMHAPOMOM Yy HOBOPOXAEHHbIX 1 AeTEN NepBbIX NeT
XW3HW MPUMEHSIIOT YPCOAE30KCUX0NeBYIO KMCNOTY 10 Mr/Kr/cyT nnu 15 Mr/kr 2 pasa B CyTKW; C 3aMECTUTENbHOM
LLlefIblo Ha3HaualoT XunpopacTBopumMble BuTamuHbl. YYP C, YOI 4 anga ypcogesokcuxonesom knucnotel v YYP C, YO 5
ANSA BUTaMWHOB.

[ns yMeHbLUEeHWS Xenya0oUYHO-KULLEYHbIX 9DOEKTOB MUINyCTaTa UCMONb3YIOT ANETY C MOHWXEHHBIM COAEPXaHNEM
[McaxapuaoB 1 ONMrocaxapuaos B TpW aTana: CTporas, pacluMpeHHasi C MOCTENEHHbLIM BO3BPAaTOM MPOAYKTOB U1
NpaKTUYeCKM 06bI4HAA C UCKOYEHWEM NIOX0 NEPEHOCUMbIX MPOAYKTOB. Kaxabin aTan 4NMTCA OT HECKObKMX
Henenb 0o Heckonbkux Mecaues. YYP C, YOO 5.

Korpa HanpaBuTb M Kak HabnogaTb

« HanpaBsbTe nauneHTa ¢ noao3perHvemM Ha HIM-C K Bpady-reHeTuKy 1 Bpauy-HEBPOIIOTY; TakXe NoKasaHsbl
KOHCYNbTaLUun neguaTtpa unu TepanesTa, odTanbmornora v Apyrux CneumanmcTos Nno UMeLWwmnMcsa NPOABNEeHNAM.
YYPC, YOO 5 nng 60nblWMHCTBA KOHCY MbTaLMN.

« [TNaHoBas rocnuTanu3aLums Hy>XXHa 4ns AMarHOCTUKM UNW NeYeHns], TPeBYoLWMX KPYrnoCyTOUHOro HabnoaeHus,
aKTWBHOIO NTeYEHMS], BBICOKOTEXHOMOMMYHBIX METOA0B, NMMB0 06CNEe0BaHUI U SKCMEPTUS, KOTOPLIE HEMNb3S
BbINOMHUTbL aMBynaTOpPHO.

« OKCTPEHHO UM HEOTNOXHO FOCNUTANM3NPYNTE NPU OCTPLIX 3a601EBaHUSAX, 0BOCTPEHUM XPOHUYECKNX BONE3HEN,
OTpaBneHuK, TPaBMe U COCTOAHUN, TPEBYIOLLEM MHTEHCUBHOW Tepanuu, peaHuMaLLmMm, KpyrnocyTOYHOro
HabntoaeHnsa 1 cneupnanbHbix 06cne4oBaHNM NN NEYeHNS.

« [py CTabUNbHOM COCTOAHUM, OTCYTCTBUN YIPO3bl XKM3HN 1 OCNOXHEHWI, TPEBYIOLUMX HEOTNOXHOI O NeYeHus, a
TakXe Npy OTCYTCTBUM HEOHBXOANMOCTHM B KPYrTOCY TOYHOM HabnioaeHUW NaLMeHTa MOXHO BbiMMcaTb.

« [py ancdarmum 1 pucke acnmpaLmm MOHUTOPUPYMTE QYHKLMIO MMOTaHMA 1 Kak MOXHO paHbLLe pelmTe BOnpoc O
KOpPEKLLMM NUTaHKS, BKKOUYas 30HA0BOE NUTaHME UK raCTPOCTOMMUIO.

YacTble BOnpochl

Kakue cMuMnToMbl CUbHEE BCEro HaBoAAT Ha MblIC/b 0 60ne3HM HuMaHHa-Trka Tmna C?

Hanbonee XapakKTepHbl COYeTaHne CriieHoMeranmm nnnm HeoHaTasibHOro xonecTtasa C HeBpOosorm4eCknMmMm
npn3HakaMn — HapylweHneM Cakkaf, BepTukanbHbIM HaabAOEePHbIM MapannM4oM B30pa, aTakCcuen, OUCTOHWEN,
nmccparmem WNW renacTnyeckom kaTannekcmen. Y NnoapOCTKOB M B3POCTIbIX BO3MOXHbI MCUXO03, KOFHUTUBHOE CHMXEHNEe
n apyrue ncnxmyeckne npodaBneHnd.

Kakune aHann3bl ABNAIOTCA NepBON NUHMEN anarHocTuku HIM-C?

LLikona CeyeHoBa - WKkonaceyeHoBa.pd/cr/294 - yuebHas BbIXNMKa, CBEPANTECH C OPULIManbHbIM TeKCToM KP 213



OnpenensoT OKCUCTEPOrbI B NNasMe 1 MM30COUHronunmnabl B NATHaX BbICYLLEHHOM KpoBM MeToAoM BOXX-MC/MC.
Mocne KMHUYECKOW N BUOXUMNUYECKOW OLLEHKM NPOBOAAT MONEKYNAPHO-reHeTuyeckoe nccrnenosaHue NPC1, a npu
HeobxoammocTn NPC2.

KakoBa ctaHOapTHana nosamurnycrata npu HM-C?

[na nauneHToB 12 neT 1 cTapLle C HEBPOMOrNYeCKUMIN HapyLLeHnaMm pekomeHgosaHo 200 Mr 3 pa3a B CyTKW. Y feTen
4-12 neT 403y pacCcuMTLIBAKOT MO NNOLLaAN MOBEPXHOCTU TENa; NedYeHme NpoBOASAT COrNacHO UHCTPYKLMK 1 No4
KOHTPO/EM OMbITHOIrO CNeLManmncTa.

Kak yMeHbLNTb Anapeto 1 apyrue XenyaouyHo-K1WeyHble peakuum Ha MurnycTaT?

Mpwy XenyaoUYHO-KULEYHbIX PeakLMsX Ha MUFYCTaT U3MEHSIIOT AMETY U/UIN YMEHbLAIOT 403y NpenapaTta; BO3MOXHO
Ha3HaueHWe nonepammuaa 1, No NoKasaHUsIM, CasMoNMTUYECKON Tepanmi. Mpu CepbesHbIX XeyaoYHO-KULLIEYHbIX
peakLmMsX npenapaT NpekpaLLatoT.

Kak HabntogaTb nauyeHTa ¢ noaTeepxaeHHon HM-C?

MNeproanyHOCTb 06CneoBaHWM onpeaensdioT UHANBUAOYAbHO; B NepeYeHb HabnoaeHNA BXOOAT KIMHUYECKUM U
BMOXMMUMYECKMI aHann3bl KPOBW, kKoarynorpamma, MPT ronosHoro mo3ra, 33l Y3/ opraHoB 6pIoLLHOM MOMocTy,
ayoMoMeTpuma 1 3MeKTpookynorpadus. iccnenoBaHus nerkix npoBOAAT NPW KIMHUYECKOM HeO0bXoANMOCTH,
HanpuMep Npw NOLO3PEHUN Ha MoPaxeHue Nerkmx.

BbIXuMKa caenaHa no TeKCTy pekoMeHAaLmMmn U He 3aMeHsieT ero. MonHbI opULManbHbI TEKCT, KanbKyNATOPb! 1 COKPaLLEHHaa BEpCHs:
https://ikonaceyeHoBa.pd/cr/294-bolezn-nimanna-pika-tip-s. OpuumanbHbI ICTOUHKMK: https://cr.minzdrav.gov.ru/preview-cr/294_2
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