LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

NMepuoanyeckun CUHAPOM, aCCOLLUMPOBAHHbIA C MyTaLlMen reHa
peuenTtopa pakTopa HeKpo3a onyxonu (TRAPS) (Opyrue
YTOYHEHHble HapylleHUs ¢c BOBlleYeHMeM UMMYHHOIroO MexaH1U3Mma,
He KnaccuduuMpoBaHHbIe B ApPYyrux py6pukax)

KnuHuyeckune pekomeHdaumn MuHsapasa Poccun - oetw - pepakumns 2026 ., ctatyc «MpumengeTca» Ha 05.11.2026 - MKB-10: D89.8 -
Accoumaumsa MeOULIMHCKMX FreHEeTVKOB, ACCoLMaLIMs ETCKNX PEBMATOMOMOB

TRAPS — HacneACTBEHHbIV 8y TOCOMHO-AOMUHAHTHbIN NEPUOONYECKUI NTUXOPAA0YHbI CUHAPOM, CBA3aHHbIV C
reTepo3nroTHbIMK BapuaHTamu reHa TNFRSF1A. PekomeHaaums noceseHa pacno3HaBaHMio 3abonesaHns,
NCKNIOYEHMNIO MHPEKLIMOHHBIX, OHKONOrMYECKUX 1 PEBMATUYECKUX UMUTATOPOB, NEYEHNIO BOCMaNeH!s 1
npodunakT1Ke ammnonao3sa u reModaroLMTapHOro CMHAPOMa.

naBHoOe

* TUNWMYHBIN GEHOTUN BKITIOYAET NeproamUeckmne atakm NMxopanku, MIrpupyroLLyo 60M1e3HEHHYIO Cbilb, MUANT N,
60K B XMBOTE UMK IrPyaM BCNeACTBUE CEPO3nTa, apTpanruu, KOHbIOHKTUBKT 1 NepuopbuTanbHblii OTEK; CUMITOMI
1 BOCManuTenbHbIe MapKepbl MHOr Aa COXPaHSOTCSA MexXAy aTakamu.

Mpw NOATBEPXAEHHOM MaTOreHHOM WM BEPOATHO NaToreHHoM BapuaHTe TNFRSF1A ang knaccuovkaumm TRAPS
[OCTaTOYHO OAHOMO NMPW3HaKa: MPUCTYMbl =7 AHEN, MUaNTUA, MUTPUPYIOLLAA Chifb, MEPUOPOUTANbHBIN OTEK UMK
3abonesaHne y poACTBEHHWKOB. [Py OTCYTCTBUM MOATBEPXKAEHHOrO FEHOTUME HYXHbl MUHUMYM [1Ba TaK1X
npu3sHaka; 4o6poKayeCTBEHHbIE BApUaHTbI UCKIOYAIOT.

KnuHnueckue kputepun Eurofever/PRINTO fatoT 2 6anna 3a nuxopanky =7 gHewn, no 16anny — 3a nmxopanky 5-6
OHEWN, MUTPUPYIOLLYIO CbiMb, NEPUOPBUTANBHBIN OTEK, MUaNTUI0 N CEMENHBIN aHaMHE3, a TakxXe 3a OTCYTCTBME
adTO3HOro cTOMaTUTa U GaPUHIOTOH3UNINTE; AMArHOCTUYECKMI Nopor — =5 6annos.

bes neuerna ammnongos onuncaH y 15-25% naumeHTOoB; BbICOKUI YpOBEHb AA-MPOTENHA B KDOBU ABNAETCH
MHOMKaTOPOM OTNOXEHUS amuionaa. [MpoTenHypma BbISBNSETCA NPK PA3BUTUN aMUNOMA03a M MOXET BbITb €ro
nepBbiM CUMMNTOMOM.

I'Iepeu naToreHeTnyeCknM nevyeHneM Hy>XHO UCKMOUNTb NMHbEeKLMH, onyxonmu reMob1acTosbl, opyrue
ayToBocnanuTelibHble 1 peBMaTn4yeckne 3aboneBaHug, l/IMMyHO,EI,eq)l/ILLMTbI W BOCManuTebHble 3aboneBaHns
KULEeYHnKa.

KaHaknHymab — 0CHOBHOE CpeCTBO NaTOreHeTU4eCckomn Tepanum npuv CUCTEMHOM BOCMaNeH!n N OpraHHbIX
nposasnenundx, CO3 >»30 mm/y, CPBE >20 Mr/n nnbo >4 BEPXHUX rpaHunLL HOPMbI 1 =3 aTakax 3a 9-12 MecsLEeB.

Y naumnenHTa ¢ TRAPS v nxopanakon cnefyeT akTUBHO UCKaTb BTOPUUHbIM reMOodarounTapHbii CUHAPOM: ero
paHHWe MapKepbl BKIIOYAOT MTMMMaAEHONaTUIO, 3PUTPOLLUTLI < 4,34 MIH/MKIT, TPOMBOLMTI < 208 ThIC./MKIT,
xnopuabl <101,9 mmons/nwn A >412 Ea/n.

OunarHocTuka

1. CobpaTb aHaMHe3: BO3pacT AebtoTa, ANUTENBHOCTb M NEPUOAMYHOCTb MPUCTYMOB, CUMMTOMbI MEXAY aTakamu,
TpUrrepsbl, XxapakTep Cbinv 1 60Mew, NopaxeHwue rnas, CyCTaBoB, CepALLa, Nerkux, X1BoTa 1 NoJyek; OTAENbHO
BbISICHUTb CEMEWHbIE CryYamn NMXOPaaKK, Chilu, apTpUTa 1 NOYEUHON HELOCTATOYHOCTY.

2.TpoBecT OCMOTP C TEPMOMETPUEN, OLLEHKOM OBLLETO COCTOAHNS, KOXM U CNN3UCTBIX, TMMPOY3N0B, CepALLa U
NErkux, XMBOTA, CYCTaBOB, MbILLILL M MOYEBbLIAENUTENBHON CUCTEMDI; MPU apTPanrUaX N apTpuTe onpeneniTb
06beM ABUXEHUIN U OLLEHUTb MOXOAKY.

3. OLEeHUTb BOCNANUTENbHYIO aKTUBHOCTb Y BO3MOXHbIE OCIIOXHEHMS: 001N aHann3 kposwu, CPB, COJ,
BUOXMMUYECKMNE MOKA3aTENN, KOarynorpamMmy, o6LwmM aHanms Mouu, anbbyMuH 1 6€MoK B CyTOYHON MoYe; npu
npu3Hakax nopaxeHus noyek paccumtatb CK®.

4. TposecTu anpdepeHLManbHbi MOUCK: MPOKanbLMTOHUH M MUKPOBMONOr ieckue ccnefoBaHms Ansg UCKMoUeHNs
cercuca, TeCTbl Ha Ty6epKynes 1 nHdexkLmnm, UMMYHOMOrMYecKme UCCnefoBaHns, KanbnpoTEKTWH Kana Ans
ncknoveHns B3K; npu HETUNMUYHOM TeueHnn — obcnenoBaHne Ha Apyrue ayToBOChanuTenbHble CUHOPOMbI.
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5. MoareepanTb TRAPS MonekynspHo-reHeTnyeckum nccnenosanvemM TNFRSF1A; BbITONHAOT YaCTUYHBIN UK
MOSHbIV aHanNn3 reHa, Hanbonee YacTo OLEeHMBas 2-4-11 3K30HbI. [py ONUTENbHOCTM aTak 4o 7 AHEW UNn
HEeTUMUYHBIX NPU3HaKax UCCneayloT reHbl APYrMX MOHOMEeHHbIX 8y TOBOCMaNUTENbHbIX 32a601€BaHNUI.

6. BoinonHutb Y3 opraHos 6ptoLuHon nonoctu 1 nodek, 3xoKr n OKT; npu abaoMmMHanbHOM CUHOPOME UCKMIOYNTL
OCTPYIO XMPYPrUYECKYIO MNaToNorunio, Mpu apTpmTe UCronb3oBaTh Y3M cycTasa 1 Mo NnokasaHUsaM PpeHTreHorpaguio,
KT nnu MPT.

7.T1py Nnopo3peHun Ha reModarounTapHbI CUHOPOM onpenenuTe GeppuUTuH, TpoMéounTol, ACT, TpUrnvLepuabl 1
PUBPUHOreH: AMarHOCTUYECKUN KpUTEPUN — GEePPUTUH >B84 HI /M NITIOC Mobble 2 NpU3HaKka: TPOMOOLUTLI
<180x10°%/n, ACT >48 Ea/n, Tpurnvuepnibl >1,75 mmonbs/n, pubpuHoreH <3,60 r/n.

INeueHue

+ [lo ycTtaHoBNeHWs gMarHo3a Ha atane o6cneoBaHna MCNonb3ytoT ToNbKOo HIMBIM Ana kynMpoBaHua Nnxopanku n
6011u1; MoHoTepanuio HIMBIM He cnepyeT npoaomkats 6onee 1 Mecaua. BoaMoxXHble npenapaTts!: AMKIodeHaK,
HUMECYNWL, MENOKCHKaM U nbynpodeH — B 038X MO MHCTPYKLIMM.

[o 3aBepLueHma NoMHOro 06CnenoBaHNS U UCKMIOUEHNS OHKOMOMMYECKMX M OHKOreMaTOoNornyeckmx 3abonesaHumi
He Ha3HavatoT 'K, konxuumH nnu M'MBr. Mpu yctaHosneHHoM TRAPS ¢ BbipaxeHHOM 60751bto, CTONKOW GebpunbHon/
reKTUYECKOW MMXopaaKkon, MepnkapanToM U NNeBPUTOM BO3MOXHbI METUNNPeaHN3010H 10-30 Mr/kr
BHYTPWBEHHO 3 OHS, NPWY HEO6XOONMMOCTU 5 AHEN, NMBO NPEOHN30N0H UK MeTUNNPeaHn30noH 0,5-1Mr/kr/cyT
BHYTPb.

KaHakHyMab NpuMeHSIOT AeTAM cTapLue 2 neT: npu Macce 7,5-40 Kr — 2 Mr/Kr TOAKOXHO 1 pa3 B 4 Hepenu, npu
mMacce >40 kr — 150 Mr noakoxHo 1pa3 B 4 Heaenu. Ecnv uepes 7 oHen apdekTa HeT, BBOAAT BTOPYIO MHbEKLMIO B
TOW Xe [03e; nocre nonHoro addexTa nogaepxmeatoLllas 4o3a coctasnaeT 4 Mr/kr nnbéo 300 Mr 1 pa3 B 4 Hepgenu
COOTBETCTBEHHO.

Mpy HeahHEKTUBHOCTU UMK HENEPEHOCUMOCTH KaHaKMHYyMaba BO3MOXeH aTaHepLenT 0,4 Mr/Kr NOAKOXHO 2 pa3a
B Hepento nnv 0,8 Mr/kr 1 pa3 B Hedento. Y oeTen ¢ akTUBHbLIM XPOHWUYECKUM apTPUTOM U codeTaHrem TRAPS ¢
tOBEHWUIbHBIM aPTPUTOM NPK HEIDDEKTUBHOCTU UMM HENEPEHOCUMOCTH KaHaKUHYyMaba 1 aTaHepLenTa
NCNOMb3YIOT TOLMNM3YMab 8 Mr/Krr BHYTPMBEHHO 1 pa3 B 2 Hefenu unmn 162 Mr noAKoXHO 1 pas B HeAerno.

Mpy 0OBPOKaYECTBEHHOM TEUEHUM C PEAKUMM MPUCTYNaMn U yMEePEHHOM NabopaTopHON aKTUBHOCTbLIO BO3MOXEH
konxuumH: 0,5 mr/cyt oo 5 ner, 0,5-1,0 mr/cyT B 5-10 neT, 1,0-1,5 Mr/cyT cTapwe 10 neT; npy COXpaHALWEMCH
BOCManeHun o3y nosbiwatoT Ha 0,5 nnun 0,6 Mr/cyT, HO He NPEBBILLAOT 2 Mr/CyT.

Mpu TRAPS ¢ remogaroumnTapHbiM CUHOPOMOM NPUMeEHSIOT 'K B KOMBUHALLMK C LIMKNOCMOPUHOM 1 HOPMasibHbIM
MMMYHONoB6YynMHOM Yenoseka. MNynbc-Tepanus: MeTunnpeaHn3onoH 20-30 Mr/Kr BHYTPUBEHHO B0
nekcameTa3oH 10-20 Mr/mM2/cyT BHYTPUBEHHO; LIUKITOCNOPWH — 3-5 MI/Kr/CyT, UMMYHOIrNo6ynuH — 1-2 r/kr 3a Kypc
B TeyeHue 2 AHew.

OtBeT Ha neveHne MOC oLEeHUBAIOT Kaxable 48 YacoB: NpeKpaLLeHWe NMXopanku, yMeHbLLEHWE Cene3eHKMU,
TpomboumnThl =100x10°/n1, HopManu3aums GUBPUHOreHa 1 CHUXeHWe heppuTrHa Ha 25%. Mpu HapacTaHuK
aKTWBHOCTM B NepBble 48 yacoB 06aBNA0T aHaknHpy 5-10 Mr/Kr/cyT BHYTPUBEHHO B 2 BBeAeHUd Ha 3-10 aHen,
NPy HEOH6XOAMMOCTY JOSbLLE.

« AIDAI oLLleHMBaIOT Yepe3 3 MecsLLa NMocrne Havara 1unm KoppekLmMmn Tepanui 1 aanee kaxasie 6 mecaues; ADDI — 1
pa3 B ron.

Korpa HanpaBuTb U Kak HabnogaTb

« MMauneHTa ¢ nogo3peHveM Ha TRAPS HanpasnsiioT B PEBMaTONOMMYECKMI CTaUMOHap AN AMarHOCTUKMN,
OnddepeHUmanbHOro MoUcKa n Ha3HauYeHWs NaToreHeTUYeCKom Tepanmm.

« [pn akTBHOM TRAPS rocnutanusaums HyxHa ans o6cnefoBaHusa 1 KOppekummn HeapheKTUBHOW Tepanuu,
BbINXCKa BO3MOXHa nocne CTabunmnsawmim, KynmpoBaHusa NMxXopanku U pyrux CUCTEMHbIX MPOABNEHUI, CHUXEHUA
CYCTaBHOW aKTUBHOCTU U TEHOEHLIMW K HOPManu3aLmmn nabopaTopHbIX MoKa3aTenewn.

« [py akTMBHOM remodaroumMTapHOM CUHOPOME roCnuTanM3aumns 0ba3aTensHa; BoiMUCbIBAIOT NOCNE KYyNMPOBaHMS
KIMHUYECKMX 1 NabopaTopHbIX Npu3Hakos MOC 1 OTCyTCTBUS akTUBHOCTU TRAPS.

« O60CTpEHME NN OCOXHEHME BOMNE3HW, COMYTCTBYIOLLEe 3aboneBaHne, MOBOYHbIN 3PPEKT UMK CToMKad
HenepeHoCcMMOCTb MBI nnu konxuunHa TpebyoT HEOTNOXHOW rOCNUTaNM3aLmnmn B pEBMaTONOrMyeckKoe
OoTAeneHve, MHMUMMPOBaBLLEE NaTOreHEeTUYECKYIO Tepanuio.

LLikona CeyeHoBa - WkonaceyeHoBa.pd/cr/759 - yuebHas BbiX1MKa, CBEPANTECH C oduLIManbHbiM TekcTom KP 213



« Npv NOJO3pEeHUM Ha MHEBMOHMIO, FreHepanu3aumm reprnetTuyeckon MHeexumu, LIMB- nnu SnwrenHa-bapp-
BMPYCHYIO MHPEKLLMIO, 8 TakXe Mpu BblPaXXEHHOM anneprniyeckon peakLmnm Hy>XXHa SKCTPEeHHas rocrmMTannsaums.

YacTble BOMNPOChHI

Kakne npusHaku cunbHee Bcero ykasbiBatoT Ha TRAPS?

Havbonee xapakTepHbl MPUCTYMbl IMXOPaAKN ONUTENBHOCTLIO =7 AHEW, MUanTUs, MUrPUPYIOLLAS CbiMb,
nepuvopbuTanbHbIM OTEK M CEMENHbIE CNyYaun 3abonesaHna. KnnHuyeckas cymma Eurofever/PRINTO =5 6annoB
no3sonseT KnaccupuumposaTtb TRAPS.

Kak nogreepxpatoT guarHo3 TRAPS?

MpoBoOdAT MonekynapHo-reHeTuyecknin aHann3 TNFRSF1A v ncknoyaoT MHGEKLLMK, OnyXOonu, UMMYHOOEDULNTSI,
Opyrve ayToBOCMNanuTenbHble N peBMaTuyeckme 3aboneBaHus.

KakoBa nepBas NMHWA NaToreHeTuyeckom Tepanum?

OcHoBHOE CPeaCTBO AN UHAYKLMN PEMUCCUM — KaHaKMHYMab Npy CUCTEMHOM BOCManeHnn, OpraHHbIX MPOSIBNEHUSX,

nosblweHHbIXx CO3/CPB 1 yacTbix atakax. [Ina aeTen ctaplue 2 neT CTaHAapTHas HavanbHasd cxema — 2 Mr/kr nmoo 150
MI NOAKOXHO 1pa3 B 4 HeleNnn B 3aBMCUMOCTM OT MaccChl Tena.

Korpa cnepyet 3anofo3puTb remModaroumTapHbii CUHAPOM?

HnarnocTnyeckuin nopor: GeppuTuH >684 Hr/mMn Nntoc niobble 2 n3 4 kputepues — TpomMboumnTsl <180%10°/n, ACT >48
Ea/n, Tpurnvuepuabt >1,75 Mmons/n, pubpuHoreH <3,60 r/n.

Kak KoHTponupoBaTb puck amunongosa?

PerynapHo nccnenytoT o6LLmni aHanm3 Mouu, anbeyMuH 1 6enok B Moue; NPOTENHYPUA MOXET BbITb NepBbIM

NPU3HaKOM aMnnonao3a. MNpu KMMHUYECKMX U NabopaTopHbIX MPU3HaKax NopaxeHns NoYeK NPOBOAST
KOMMNEeKCHOe UccnefoBaHme GyHKLMU NOYeK.

BbIXn1MKa caenaHa no TeKCTy pekoMeHaaLUmmn 1 He 3aMeHseT ero. MonHbI oduLManbHbI TEKCT, KabKyNATOPbI 1 COKpaLLéHHaa BepCusa:
https://lukonaceveHoBa.pd/cr/759-periodicheskij-sindrom-associirovannyj-s-mutaciej-gena-receptora. ObuLmanbHbI UCTOYHMK: https://
cr.minzdrav.gov.ru/preview-cr/759_2
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