LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

KpuonupuH-accoummpoBaHHbIe€ NepUoanUYecKne CUHAPOMbI
(Apyruve yTouHeHHble HapyLWeHUs C BOBNIeYeHUEM UMMYHHOIO
MeXxaHM3Ma, He KnaccuduumpoBaHHbIe B ApYrux py6pukax)

KnuHnyeckue pekoMeHaaumm MuHaapasa Poccunt - aeth - pefakums 2026 r., ctatyc «MpumeHaeTca» Ha 04.11.2026 - MKB-10: D89.8 -
Accoumauma MeMLMHCKMX FeHeTUKOB, AccoLmaums 4eTCKMX PeBMaTONoros

KpronupmH-accoLmMmMpoBaHHble nepuoanyeckme cuHapoMsl (CAPS) — pefkve MOHOreHHbIe ayTOBOCTanMUTeNbHbIe
3abonesaHus, BkntovatoLme FCAS, MWS 1 CINCA/NOMID. PekoMeHaaLmMsA NOCBALLEHa AMarHOCTUKe Y AeTew,
NCKNIOYEHNIO MHDEKLIMOHHBIX, OHKONOMMYECKUX 1 APYrnX BOCNANUTENbHbIX 3a601€BaHU, Tepanum UHrmeuTopamm
WJT-1, KOHTPOIMIO OCNOXHEHWI 1 FreModarouMTapHOro CUHOPOMA.

naBHOe

« CAPS cBs3aHbl ¢ MyTaumamm NLRP3 1 HacnedytoTCa npenmMyLwecTBeHHO ay TOCOMHO-A0MUHAHTHO: PUCK nepeaadm
bonesHu oT poanTena-HocuTens coctasnseT 50%.

+ 06K EHOTUM BKIIKOYAET NNXOPAaLAKY, YPTUKAPONOAOOHY!IO CbiMb, CYCTaBHbIE, MMa3HbIe N HEBPOOrnyeckue

NPOSABIEHNSA, HEMPOCEHCOPHYIO TYrOyXOCTb U pUCK AA-aMuniongo3a; ocTpodasosble MokasaTein 06bIuHO
noBbilweHbl, a PO 1 AHO oTCyTCTBY!IOT.

FCAS 06bl4HO MPOBOLMPYETCH XONOA0M: CUMIMTOMbI MOABMAOTCH Yepe3 1-2 yaca, 4OCTUraloT MakCnMymMa Yepes 6-
8 YacoB 1 NPOXOAAT B TEUEHWe 24 4acos.

'KvTUBIM He cneyeT Ha3Ha4YaTb [0 3aBepLUEeHNs MOMHOro NabopaTopHO-UHCTPYMEHTaNbLHOro 06CcneaoBaHNs,
NCKITIOYEHNSA OHKOJOMMYECKMX M OHKOreMaToNornyeckmnx 3abonesaHni 1 yctaHoBsneHnsa anarHosa CAPS.

OcHoBHas NaToreHeTu4eckas Tepanus npy CUCTEMHOM BOCManeHnn, opraHHbIx HapyLeHusx, CO3 6onee 30 MM/ Y,
CPB 60nee 20 Mr/n unv 6onee 4 BEPXHUX rpaHuLL HOpMbl — MHIMGKTOP W/1-1: KaHakMHymab unu aHakuHpa (YOO 3,
YYP B).

Mpv NOAO3PEeHMM Ha BTOPUYHBINM reModaroumTapHbI CUHAPOM OPUEHTUPYIOTCA Ha eppUTUH 6onee 684 Hr/Mn u
MWHWUMYM [Ba Npu3Haka: TpoméoumnTtbl <180x10°%/n, ACT >48 Ea/n, Tpurnvuepudbl >1,75 mmons/n nnv euéprHoreH
<3,60r/n.

[McnaHcepHbIt KOHTPOIb BKITIOYaeT OLeHKy akTuBHOCTM AIDAI M MWS-DAS vepes 3 mecsiLia nocrne Havana unm
KoppeKLmu Tepanuu, 3aTeM kaxasle 6 Mecaues; ADDI oLLeHMBaIOT eXerogHo.

OunarHocTuka

1.06cnenoBaTh NauMeHTa B CTauMoHape, OkasbiBatoLleM MOMOLLb AETAM C PEBMATUYECKUMM 3a60MEBaHUAMMU;
cobpaTb CBeeHVs 0 Bo3pacTe AebioTa, CBA3M MPUCTYMOB C XOMOLOM WU CTPECCOM, NOCTOAHCTBE CUMMTOMOB,
NopaxeH1M KOXK, CyCTaBOB, a3, HePBHOWM CUCTEMBI, CITyXa W NMOYEK, 8 TaKKE O CEMEMHbIX CyYasXx.

2. Mpv OCMOTpPE OLIEHUTL TeMMNepaTypy, obliee COCTOAHUE, PACMPOCTPAaHEHHOCTb M XapakTep Cbinu, TMMQOY3/bi,
CyCTaBbl M 06bEM ABMXEHMIA, MOXOMKY, MbILLILLbI U KOCTU, MPU3HAKM MOPaXeHUs MoYek, NeyeHu, ceneseHku, cepaua un
nerxkux (YOO 5, YYPC).

3. BbiNONHWUTL 06LWMI aHanu3 kposK, CPB, COQG, BUOXMMUYECKN aHanu3, Koarynorpammy, ObLLMiA aHanm3 Moy,
anbByMWH U CYTOUHYIO MPOTENHYPUIO; OLLEHUTL QYHKLMIO MOYEK M CKOPOCTb KIyBO4KOBOW GUbTPaLLmMmM npu
npuaHakax nopaxenus nodek (YOO 3-5, YYP C).

4. MNpoBecTu MoneKkynapHo-reHeTuyeckoe nccnenosaHve NLRP3; npu noaTBepXaeHHOM NaToreHHOM reHoTune
[AOCTaTOYHO OAHOIO U3 MPU3HAKOB — YPTUKAPHOWM ChiMk, MOKPACHEHWA FNa3 UM HEMPOCEHCOPHOW TYroyxoCTw. MNpu
OTCYTCTBUM MOATBEPXAEHHOIO FeHOTUMA HYXXHbl MUHUMYM ABA U3 3TUX TPEX NPU3HAKOB.

5. Ecnv reHeTuyeckoe nccnenosaHne HefocTynHo, AnarHo3 CAPS ycTaHaBnMBaloT Npy 0643aTeNbHOM MOBbILLEHWN
CPB nnn SAA ¥ MUHUMYM [OBYX U3 LLECTU NPU3HAKOB: YPTUKAPONoA06Has Cbifb, XONOLO- UM CTPecc-
NHOYLMPOBaHHbIE 3MN30/bl, HEMPOCEHCOPHAas TYroyXOCTb, MblLLEYHO-CKENETHbIE CUMMTOMbI, XPOHUYECKMI
acenTUYEeCKU MEHUHIUT, CKeNeTHbIE aHOManmu.

6. 119 OLLEHKM OpraHOB-MULIEHEW BbINOMHUTL Y3W BHYTPEHHUX opraHos v novek, OKI, OxoKr; npu akTMBHOM apTpuTe
— Y3 1 nyyesyio BU3yanusaumio cyctasa (YOO 4-5, YYP C).
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7.TTpwn nuxopagke y naupeHTta ¢ CAPS UCKNOUNTb BTOPUUHBIN FOC: OLLEHUTL reMorpammy, GeppuTuH, TpUrnmLepuasbl,
dubpuHoreH, ACT, koarynorpammy, Mapkepbl MHQEKLMK 1 MOpaXxeHne opraHoB; Npu Hanuumum kputepues A. Ravelli
BEPUDULMPOBATBL ANarHO3 1 HAYMHATb UMMYHOCYNPECCUBHYIO TEpPanuio.

NeueHue

- [lo ycTaHoBNEeHUs AnarHo3a 4onycTumMbl Tonbko HIMBI 4ng KOHTponsa nuxopanku 1 60nu; MoHoTepanuio HINBIM He
npoBoadAT fonblue T Mecdua. B TekcTe ykasaHbl AnKIodeHak, HUMecynua, Menokcukam 1 nbynpogpeH — B 4O3ax no
VHCTPYKUWMSIM; AN MBynpodeHa MHTepBsarnbl Mexay npuemamu cocTasnsoT 6-8 yacos (YOO 5, YYP C).

Mocne noarsepxaeHns CAPS npy CMCTEMHOM BOCMaNeH!Un U opraHHbIX HapyLWeHUAX HadHaqatoT KaHaknHyMao
B0 aHaknHpPY. AHaKMHpa: NaumeHTaM cTaplue 8 MecsLeB ¢ Maccon Tena =10 Kr — 1-2 Mr/Kr/cyT NOAKOXHO; Npu
THXENOM TEYEHUW UMW OTCYTCTBUKM 3ddeKkTa 403y MOBLIWAKOT A0 3-4 MI/Kr/CyT, Npn He06XoANMOCTU — A0 8 Mr/Kr/
cyt (vyOO 3, YYPB).

KaHakHyMab NpuMeHSIOT NaumeHTaM cTapliue 2 NeT Nno MHCTPYKLUMK; NedeHne AN nogaepxaHns peMmccum
onuncaHo Kak Noxu3HeHHoe. Ecnm knnHnyeckoro addekTa HeT Yyepes 7 AHEN NOCTe NepBOv MHbEKLLUN,
LOMycKaeTCsA BTOpas UHbeKLMS; y NaLMEeHTOB CTapLue 4 NeT Npu OTCYTCTBUM 3PPeKTa Yepes 7 AHEN Nocne BTOPOn
— TPeTbsA MHbEKLMA MO CXeMe pekoMeHaaLMn.

[Mpw BbipaXeHHOM 60K, CTONKOWM GeBPUNBHOM UM FreKTUYECKOW NUXOPaaKe, nepukapamTe, nnespuTe num
pedpakTePHOM TeueHun NpuMeHstoT [K: nynbc-Tepanuio MeTunnpeaHn3onoHoM 10-30 Mr/Kr BHYTPUBEHHO 3 OHS,
NPy HEOBXOAMMOCTM 5 AHEw, TG0 NPEeaHWU30MNOH U METUNNPEAHWU30MN0H BHYTPb 1 Mr/kr/cyT (YOA 5, YYP C).

Mpw FOC neyeHne NPoOBOAAT B CTaLMoHape: 'K coueTaloT C LIMKNOCMOPUHOM U HOpManbHbIM UMMYHOINO6YTMHOM
yernoBeka; MeTUnNPeaHN30noH BBOAAT No 20-30 Mr/Kr BHYTPUBEHHO MO0 NPUMEHSIOT AekcameTas3oH 10-20 mr/
M2/CyT BHYTPMBEHHO. LIMKNOCMOPWH Ha3HauatoT 3-5 Mr/Kr/CyT, UMMYHOrNo6ynuH — 1-2 r/Kr 3a KypcC B TeUeHue 2
aHen (YOO 4-5,YYPC).

Ecnu aktuBHOCTL FOC HapacTaeT B nepBble 48 yacos 6a30BoOV Tepanuu, 406aBNAOT aHakuMHPY 5-10 Mr/KkricyT
BHYTPWBEHHO B [iBa BBeAeHWA Ha 3-10 oHeNn, Npy HE06X0AUMMOCTU forbLie. [Npn HeadOEKTUBHOCTU 3TON
KOMBUWHAaLMW OOMOMHUTENBHO UCMONb3YIOT PYKCONUTUHMG: 2,5 MI ABaXAbl B CYTKM NMpu Macce Ao 10 kr, 5 Mr ABax bl
B CyTKM npu Macce 10-25 kr nnun 10 Mr ABax bl B CYTKM MpU Macce 6onee 25 Kr; anbTepHaTUBOM ABNAETCS
TodauUTUHMG 10 Mr asaxabl B cyTkm (YOO 4, YYP C).

Mpw aKTUBHOM MHPEKLUMOHHOM Tpurrepe MPC Ha3HayaloT STUOTPOMHYIO aHTMBaKTEPUanbHYyO, MPOTUBOrPUBKOBYIO
WM NPOTMBOBUPYCHYIO Tepanuto. MNpu CHUXKEHWUN abCOMOTHOMO Yncna HenTpodunos <1,0x10°/n NpUMEHSIIOT
ounrpactum 5-10 MKr/Kr/cyT NOAKOXHO 3-5 AHEN, Npn HEO6XOANUMOCTHM Aonblue; neveHne F'OC npogonxaT 40
OTCYTCTBUA NMXOPaAKM M CiNeHoOMeranumn, BOCCTaHOBMNEHWA KETOK KPoBK, peppuTuHa <500 MKr/mun
TPUrNMLEPUAOB © MMOJb/N.

Korpa HanpaBuTb U Kak HaénoaaTb
- [MaumeHTa c nogo3peHneM Ha CAPS rocnntannanpytoT B peBMaTONOrM4eckoe oTaeneHne s nonHon
[NarHoCcTuKK, anddepeHLManbHOro NoUCKa U Ha3HaYeHNst NaToreHeTUYECKOW Tepanmu.

« [pu akTrBHOM CAPS rocnuntanu3aums HyxHa Ana o6crne4oBaHua 1 KOppekLmn HeadheKTUBHOW Tepanuu; Bbinucka
BO3MOXHa Mocne CTabunnaaumm, KynmpoBaHUSA NMXOPaAKM 1 APYrMX CUCTEMHbBIX NPOSABIEHUI, CHUXEHNS
CYCTaBHOW aKTUBHOCTU N HOPManNu3aLmnm Unn 9BHOM TEHAEHLMM K HOpMann3aumm nabopaTopHbIX nokasaTenem.

« O60CTpEHME NN OCNOXHEHWE BOoMe3HKW, ConyTCTBYOLLEee 3aboneBaHne, NoboyHas peakLumsa NMbéo CTonkas
HenepeHOCMMOCTb KaHaknHyMaba 1nmn aHakMHpbl TPebyoT HEOTNOXHOW roCNUTan“3aLmnm B CTaumoHap,
WHULLMMPOBABLUMI MaTOrEHETUYECKYIO Tepanuio.

« [Tp1 NIOOO3peHnM Ha OHKOMOrnyeckoe 3abonesaHve HeMedneHHo oTMeHsAT MBI 1 rocnuTannanpyloT NauveHTa.
YacTble BONpochbl
Kakune kputepum no3sonaoT knaccuouumpoBaTb CAPS 6e3 reHeTMYecKoro noaTeepxaeHns?

Hy>Ho nosbiweHne CPB nnn SAA 1 MUHUMYM [iBa 13 LLECTU NPU3HAKOB: YPTMKAPONOA06HAaA ChiMb, XON040- UMK
CTPeCcC-1HAYLIMPOBaHHbIE 3MN30MAbl, HEMPOCEHCOPHAas TYrOyXOCTb, MbILLEYHO-CKENETHbIE CUMMTOMbI, XPOHUYECKNIA
acenTUYeCKUt MeHVHIUT 1 CKENEeTHbIe aHOMasnu.

Kak oTnnunTb KnnHnveckune sapmaHTbl CAPS?
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FCAS cBA3aH npenMyLLecTBeHHO € XonoaoM; MWS 3aHnMaeT npoMexyTouHoe nonoxeHue no Tsxectu; CINCA/NOMID
aBnseTcs Hanbonee Taxenon gopmomnt CAPS.

Korpa HaunHaTb Hrné6uTop UMN-1?

Mocne noaresepxaeHns CAPS 1 UCKMIOYEHNA MHDEKLIMOHHBIX, OHKOMOrMYECKUX 1 APYTrnx 3abonesaHuni — npu
NVXOPaLKe, ChinNK, OpraHHbIX HapyLueHusax, CO3 6onee 30 mm/y, CPB 6onee 20 Mr/n nnun 60nee 4 BepXHUX rpaHuL,
HOPMbI. OCHOBHbIE BapuaHTbl — KaHaknHyMab 1 aHakuHpa.

Kakasi no3a aHakuHpbl ucnonb3dyetcq npn CAPS?

MaumneHTam cTapLue 8 MecsLEeB C Maccor Tena =10 Kr HasHayatoT 1-2 Mr/Kr/cyT MOAKOXHO. MNpy TAXENoM TeUeHU Unm
OTCYTCTBUM 3hdeKTa O3y NOBLIWAOT 40 3-4 MI/Kr/CyT, NPy HEOBXOAMMOCTWN — [0 8 MI/Kr/CyT.

Kak neuntb CAPS, 0CNnoXXHeHHbIN reModaroumnTapHbiM CUHOPOMOM?

JleueHune npoBOAT B cTaumoHape: 'K coueTaloT € LMKNOCMOPUHOM 3-5 Mr/Kr/CyT 1 UMMYHOrNo6yrnvHOM yenoseka 1-

2r/kr 3a 2 gHs. MNpw HapacTaHuu TOC B nepsble 48 YacoB 006aBASOT aHaKMHPY 5-10 Mr/Kr/cyT BHYTPMBEHHO B ABYX
BBeAeHUAX; 3PPEKTUBHOCTb OLLEHMBAIOT Kaxable 48 4acoB.

BbIXuMKa caenaHa no TEKCTY pekoMeHAaLmMmn U He 3aMeHsieT ero. MonHbI odULManbHbI TEKCT, KanbKyNaTOPbl 1 COKPaLLEHHasa BepCHs:
https://lukonaceyeHoBa.pd/cr/758-kriopirin-associirovannye-periodicheskie-sindromy-drugie-utochnennye. OpuumManbHbIM UCTOYHWK:
https://cr.minzdrav.gov.ru/preview-cr/758_2
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