LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

CeMelHasa cpeaM3eMHOMoOpcKas nuxopaaka (HacneacTBeHHbIN
ceMenHbI aMmMnonaos)

KnuHuyeckune pekomeHdaumm MuHsapasa Poccun - getu - pepakumns 2026 r., ctatyc «MpumeHaeTca» Ha 04.11.2026 - MKB-10: E85.0 -
Accoumaumsa MeOULIMHCKMX FreHEeTVKOB, ACCoLMaLIMs AETCKNX PEBMATOMOMOB

CeMeliHasa cpean3eMHOMOpPCKas NMxopaaka — HacneACTBEHHOe MOHOMrEHHOE ayTOBOCManMTenbHoe
3aboneBaHme C NepUOANYECKMMM MPUCTYNaMu IMXopaaku, 60NsMm1 B XMBOTE W/WUNW FPYAHOM KNeTke 1
MOoBbILLEHMEM OCTPOGha30BbIX MapKepPOB. PEKOMEHAALLMSA NOCBSALLEHa AMarHOCTUKE U NIEYEHNIO MPENMYLLECTBEHHO
LeTel, NpodunakT1ke aMmnnonao3sa, KOHTPOmMo 6e30MacHOCTU Tepanun U BeAEHWIO reModaroLumMTapHoro
CMHOpOMa.

naBHOe

« [ins CCJ1 XapaKTepHbl pELWAMBUPYIOLLVE SMM30AbI NMXOPaAKU U NEPUTOHUTA, MHOAa C MNEBPUTOM,
NepUKapaNTOM, CbiMblo, aPTPUTOM W MUANTUSIMU; TPUCTYMbI Yalle ANATCs 1-4 CYyTOK, @ Mexay NpUcTyrnamu
CaMOYyBCTBME MOXET NONTHOCTbLIO HOPMaNM30BaTLCS.

CCIl cBsa3aHa ¢ myTaumammn MEFV 1 06bl4HO HacneLyeTca ayTOCOMHO-peL.eccuBHO. Hanbornee Taxenoe TedeHue 1
BbICOKMI PUCK aMUNOKNL03a accoLMnpoBaHbl ¢ p.M694V; oTcyTcTBre MyTaLmlit MEFV He nckntoyaeT KNMHUYEeCKuit
AnarHos.

Mo Tenb-Xalomep OOCTOBEPHbIV AMarHO3 yCTaHaBIMBAaIOT NPY HanMumMm 2 605bLLMX v 1 60bLWOro 1 2 MarbiX
KpUTEpWEB; BEPOSATHBIVM ANarHO3 — rnpwu 1 60/1bLLOM W T ManoM Kputepmu. B TypeLkmx neamaTpudeckmx Kputepmsax
[OCTaTOUHO 2 13 5 NpU3HaKkos.

Hanbonee Taxenoe ocrnoxHeHne — AA-aMmnonaoa, valle C nopaxeHuem novek. lNMpn cBoeBpeMeHHOM Ha3Ha4YeHnn
KOMXuUMHa B aeKBaTHOW [O3e PUCK aMUNona03a yKa3aH Kak MeHee 1%; puck ammnonaosa coctaenaet 25-70% B
3aBUCUMOCTU OT MOMYNALLUMN.

OCHOBy nieyeHna CoCTaBndaeT annTelibHad NoCTOAHHaA Tepannd KONXMUMHOM; nNpenapart crneayeTt Ha3HadaTb
HemMeaneHHO nocne yCTaHoBNeHnA AnarHo3a. Y NaUMeHTOB Ha KONXMUMHE HEOBXOOMMO peryndapHo
KOHTPONMPOBaTb KINMHNYEeCKNe 1 na6opaTopr|e nokasaTesnn n3-3a pucka LLMTOMNEHWI, MMOMaTHKM M MOBbILLEHNSA
TpaHCaMnHa3s.

Mpw nuxopagke y naupeHTa ¢ CCJ1 Heo6x0AMMO OLLEHMBATbL NMPU3HaK1 BTOPUYHOO reModaroLMTapHoOro
CVYHOPOMA: OPUEHTUPbI — PEePPUTUH Bornee 684 HI/M 1 2 U3 CneayoLwmX NPU3HaKoB: TpoMbeoLmMTbl <180x10°/n,
ACT »48 En/n, Tpurnuuepuabl >1,75 MMmonb/n, ubpuHoreH <3,60 r/n.

OunarHocTuka

1. 06cnenoBaTh NaLmMeHTa ¢ nogo3peHnemM Ha CCJ1 B cTalMoHape, OKka3blBatoLLEM MOMOLLL AETAM C peBMaTUYECKUMU
3a60oneBaHnAMY, BKMOYasa anddepeHumansHyio amarHoctuky (YOO 5, YYP C).

2. CobpaTb aHaMHe3 NPUCTYMNOB: BO3pacT AebloTa, MHTepBanbl v ANUTENbHOCTb aTak, nuxopanky o 38-40 °C, 605b B
XWBOTE NN FPYLOHOM KNETKE, apTPUT, MUanTuIo, Cbifb, MPOAPOMY 1 COCTOSHME MeXAY NMPUCTYNnamu; OTAEeNbHO
YTOUHUTb CEMENHBIE CyYau, KPOBHOPOACTBEHHbIN 6paK 1 aTHUUEecKoe npovcxoxaeHve (YOO 3, YYP C).

3. T1pv OCMOTpPE OLIEHNTb TeMrepaTypy 1 obLiee COCTOAHWE, MPU3HaKN NepUTOHUTA U MNeBPUTA, Chiflb,
nMMdaneHonaTuio, apTpuT, NOPaXeHNe CepPALA, NErkmnx 1 NoYeK; NPy CyCTaBHbIX Xanobax onpeaenTs 0bbem
LOBWXEHUI W Hanuume aHTe3uTos (YOO 5, 4 1 3, YYP C/B).

4. BbInONHUTL 06LWMKN aHanus kposu, CPB, 6roxmmMnyeckuin aHanms Kposum 1 koarynorpammy. [1ns obLiero aHanmsa
KpoBw yka3aHbl YO 3, YYP B. B akTMBHYIO aTaky BO3MOXHbI HEUTPOPUIIbHbIN NENKOLIMTO3, NoBbileHne COS n CPb;
0BLWMIM aHaNM3 KPOoBK HecreLmpUyeH, NoaToMy AnddepeHLmanbHbIi NOUCK NPOLOMKAIOT.

5. OUEHUTb NOYKK: OBLLIMIA aHaNM3 MOYK, anbByMUH 1 CYyTOUHYIO MPOTENHYPUIO; NPW MPU3HAaKaX NOPaXeHNs
paccuntaTb CK® no LLsapLiy.

6. BMOMCKIO MOYKM MPOBOASAT MPW KNMHNYECKNX, MTabopaTOpPHbIX MK Y3-NpuaHakax nopaxeHus n/1unm npoTenHypmm
6onee 500 Mr/CyT Npu OTCYTCTBUM NpoTuBonokadaHuin (YOO 4, YYP C).

7. Tpy aKTUBHOW NXopaaKke OLLEeHUTb Npu3Hakut I'@C 1 BLINOMHWUTL PACLUMPEHHbIN KITMHUKO-NabopaTOPHbIA NMOUCK:
LUMTONEHUN, GEePPUTUH, TPUranLepuabl, dubpuHoreH, ACT, koarynorpammy, BUOXMMMIO, UHEKLMOHHbIE
nccnenoBaHKsa 1 BU3yanusaumio; 3aTeM COMOCTaBUTb AaHHbIe C KpuTepuamm A. Ravelli.
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INeueHue

- [lo ycTaHOBNEHUS AnMarHo3a 4onycTuMbl Tonbko HIMBI Ana KOHTpona nMxopanky 1 601, nocne NnoaTBepXaeHUs UX
NCMOMb3YIOT Kak CUMNTOMaTU4YeCkyto Tepanuio. MoHoTepanuio HINBIM He cnedyeT npofonxaTe 6onee 1 Mecaua
(yOO 4, YYPC).

* KOMXuUMH Ha3Ha4atoT NOCTOAHHO NPW TUMMYHBIX aTakax, BKITIoYas NaLumMeHTOB C FrOMO3UIrOTHOCTbLIO, KOMNayHA-

reTepo3nroTHOCTbIO UMW reTepo3nroTHoCTbIo MEFV (YO 2, YYP B). CTapToBas cyTouHasi o3a: 0,5 Mr AeTsam Ao 5

net, 0,5-1,0 Mr B 5-10 neT, 1,0-1,5 mr cTapuie 10 net (yOQ 4, YYPC).

[Npuv coxpaHALLENCS BOCMan1TENbHOM aKTUBHOCTM [O3Y KOMXMLMHAE NnosbiwatoT Ha 0,5 nnn 0,6 Mr/cyT npu

TWATENbHOM KOHTPONE HexenaTenbHbix asnerHuin (YOO 5, YYP C); npesbiwats 2,0 Mr/cyT He cneayeT (YOO 2, YYP

B). YBenuunBaTb [O3Y BO BPEMS CAaMOV aTaku He CreflyeT; Ha BpeMs aTaku KOMXMUMH codeTatoT ¢ HIBM.

[Mpw BbIpaXeHHOM 60M UK OMAaCHbBIX CUCTEMHbBIX NPOSIBNEHUSAX AOMYCTUMA NyNbC-Tepanus MeTUNNPeaHU30N0HOM
10-30 Mr/Kr BHyTPMBEHHO B TeUeHwWe 3, Mpu HeOBXOAMMOCTU 5 AHeN. [Npu 3aTAXHON GebpUnbHON MUanrm
NpPeaHU30MOH UM METUANPEAHU30MNOH Ha3HaYakoT BHYTPb no 1 Mmr/kr/cyT (YOO 4, YYP C).

MpyY KONXMLMHOPE3UCTEHTHOCTHN — Bosee 1 aTtaky B MECAL, HECMOTPSA Ha MakC1MarbHO NEPEHOCUMYIO 003y
KOMXMLMHA B TeYeHWe He MeHee 3 MECSHLLEB — MPUMEHSIIOT MHMMBUTOP W/T-1: KaHaknHyMab feTsM cTaplue 2 neT unm
aHakuHpy aeTam ctapwe 8 mecaues (YOO 3, YYPB).

KaHaknHymMab Ha3HavaloT OeTsaM CTaplle 2 neT: npy Macce 7,5-40 kr — 2 Mr/Kr NOAKOXHO 1 pa3 B 4 Hefenu, npu
mMacce 6onee 40 kr — 150 M NoAKOXHO 1pa3 B 4 Hegenu. [py oTCyTCTBUM addeKkTa Yepes 7 AHen NPOBOAAT BTOPYIO
WMHBbEKLMIO; MOCNEe NONHOro addekTa noaaepxveatoLLan o3a coctasnaeT 4 Mr/kr nnn 300 Mr cCOOTBETCTBEHHO
(yOa 3, YYPB).

AHaKMHPY Ha3Ha4aloT OeTAM CTaplle 8 MecsaLeB: Npu Macce MeHee 50 kr — 1-2 Mr/Kr/cyT NOAKOXHO, NPy Macce He
meHee 50 kr — 100 Mr/cyT; Npy HeloCTaTOYHOM OTBETE [103Y MOBbILWaoT A0 4 Mr/kr/cyT (YOO 3, YYPB).

Mpun F®C neveHre NpoBOAAT B CTaumoHape: K coyeTaloT C LIUKIOCNOPUHOM 1 HOPMasibHbIM UMMYHOTNOBYNIMHOM;
MEeTUNMNPeaHU30/10H Ha3HadatoT 20-30 Mr/Kr BHYTPUMBEHHO uiu AekcameTasoH 10-20 Mr/M2/CyT BHYTPUBEHHO,
LMKMNOCMOPUH — 3-5 Mr/Kr/Cy T, UMMYHOTrNOBYnH — 1-2 r/kr Ha kypc 3a 2 aHs (YOO 5, YYP C). Qb dekT oLeHnBaioT
Kaxable 48 yacos.

Korpa HanpaBuTb U Kak HaénoaaTb
« Mopno3perune Ha CCI1 TpebyeT rocnutanvsawmm Ans AnarHoCTvkY, AnddepeHLmanbHOro NoMcka 1 HasHauYeHWs
naToreHeTMYeCKon Tepanmmn B peBMaToNOrMYeckoM OTAENEHNM CTaUMOHaPa.

« [pu akTnBHOM CCJ1rocnMtanusmpytoT ang o6cnenoBaHns 1 KOPPEKUMn HeadOeKTUBHOM Tepanuu; BbINMCKa
BO3MOXHa Mocne cTabunmaaumu, KynupoBaHUs NMXOPaLKM 1 APYruX CUCTEMHbBIX MPOSBIEHWUI 1 HOpManu3auum unm
BbIPaXXEHHOr 0 yNy4yLlleHs nabopaTopHbIX NokasaTenen.

« AKTUBHBIN FOC TpebyeT NeyeHns B CTaLMOHape; BbINMCKa BO3MOXHA NOCNE KYNMMPOBaHWSA KITMHUYECKMX U
nabopaTopHbIX Npu3Hakos [OC 1 cTabunmaaLm COCTOAHNS.

« OboCTpeHMe, OCMOXHEHWS, CONYTCTBYOLWME 3a60M1eBaHNS, CTOMKaa HEMePEHOCUMOCTb UMW BblPaXeHHbIe
No60oYHbIe 3hdeKTbI KonxmumHa, 'MIBI unn UMMYHOAeNPEeCCaHTOB — NOBOJA A/151 HEOT/IOXHOW rocnuTan13aumm B
peBMaTONornyeckoe oTaeneHne, MHULIMMPOBABLLEE Tepanuio.

« [Tp1 NIOOO3pEeHNM Ha MHEBMOHWIO, FeHepanu3aLLmMmn repneTnyeckon MHOEKLMU, CHUXEHNUN UMMYHOTTOBYNMHOB UMK
DebpUbHON HENTPOMEHUM HY>XHa CPOYHAs roCnUTanmn3aums.

YacTble Bonpochl

Korpa cnenyet 3anoo3puTb CEMENHYIO Cpean3eMHOMOPCKYIO nMxopaaky?

Mpyv NOBTOPHBIX CTEPEOTUMHBIX MPUCTYNax NMXopaakm ¢ 60Mbto B XKMBOTE U/UNW FPYAHOW KNETKE, CePO3UTOM,
ApPTPWTOM UIIN CbINbtO, OCOBEHHO ECNM MPUCTYMbI ANSTCS 1-4 CYTOK U MEXAY HUMM COCTOSIHME HOPMarbHOE.
OTHUYECKUN GakTop He ABNSETCS OnpeaensoLMM B MOCTaHOBKE AMarHo3a.

UckntouaeT nu CCJ oTpuuaTenbHbii aHanns MEFV?

HerT. MpumepHo y 10% naumneHToB C AOCTOBEPHbBIM AMarHO30M My Taumm MEFV He BbIABNAIOTCS; 3a601eBaHme MOXeT
Pa3BUTBLCA Ny FeTEPO3NroT. [€HETUYECKNI PE3YNbTaT OLLEHMBAKOT BMECTE C KIMHNUYECKOW KAapTUHOM 1 KPUTEPUAMU.

Hy>xHO N1 noBbIWwaTh 403y KONXMLMHA BO BpeMsi NpucTyna?
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HeT. lNoBblleHWe [03bl BO BPEMSA aTaku He KynupyeT NPUCTYN U KITMHUYECKU Helenecoobpas3Ho. Ha MOMEHT aTaku
KONXULMH NPUMEHSAOT B MOCTOAHHOM [03e B codeTaHum ¢ HIMBIM.

Korpa nepexoauTb Ha uHrnéutop U/1-1?
Mpu NoNHOM NPUBEPXEHHOCTH, BOonee YeM 0OHOM aTake B MECSILL M COXPaHEHUMN aKTUBHOCTU HECMOTPS Ha

MaKCUMarnbHO NepeHoCUMYIO 03y KOMXMLMHA B TedeHue He MeHee 3 MecALeB. KaHakMHyMab NMpUMEHSIOT € 2 NET,
aHaKWHpY — C 8 MecsLesB.

Kakne NPU3HaK1 3aCTaBnAOT AyMaTb O reMOCpaFOLI,VITapHOM CMHHpOMe?
YcTonduneas Nnnxopanka, LMToneHmn, yeenndeHne nevyeHun, Cenie3eHkn n J'IVIMCDOyZBFIOB, nopaxeHne nevyeHu, nodex,

nerkux, cepgua nnv LIHC. ®opMarnbHbii OpUeHTUp: GeppuUTUH >684 HIr/MN NOC HEe MeHee ABYX NPU3HaKoB —
TpomboumnTel <180x10°/n, ACT >48 Ea/n, Tpurnvuepuasl >1,75 mmonb/n, ubpurHoreH <3,60 r/n.

BbIXMMKa caenaHa no TeKCTy pekoMeHAaLmMm U He 3aMeHseT ero. MonHbIN opuLIManbHbIN TEKCT, KanbKyNaTopk! 1 COKpaLLéHHas Bepcus:
https://lukonaceyeHoBa.pd/cr/757-semejnaya-sredizemnomorskaya-lihoradka-nasledstvennyj-semejnyj. OduumManbHbIM UCTOYHUK:
https://cr.minzdrav.gov.ru/preview-cr/757_2
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