LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

TpaHcTUpeTMHOBasA ceMenHass aMunonaHas nonMHeMponaTums

KnuHnyeckue pekoMeHaaumm MuHaapasa Poccum - B3pocrnble - peaakums 2026 r., ctatyc «[pumeHseTtca» Ha 04.11.2026 - MKB-10: E85.1 -
ABTOHOMHas HekoMMepYeckas opraHu3aLmns "HaunoHanbHoe 0bLWeCcTBO Mo U3y4YeHUIO CEPAEYHON HeJOCTaTOYHOCTH 1 3a60NeBaHNN
Munokapaa', ObLuepoccumnckas obLecTBeHHas opraHusaumns "Poccumnckoe obLecTBo NaTonoroaHaToMoB', Accoumaumns MeAnNLMHCKNX
reHeTuKoB

TpaHCTUPEeTMHOBaA CeEMeNHas aMmnonaHasa NoNMHeNPonaTa — NPorpeccupyoLlee ayToCoMHO-A0OMUHAHTHOE
cuctemHoe 3aboneBaHue, Npyv KOTOPOM aMUNouna NpenMyLLECTBEHHO NopaxaeT nepudepuyeckmne HepBbl, HO
TaKxe MOXeT BoBnekaTb cepaLe, XKT, noyku 1 rnasa. lmasBHoe B pekoMeHdaLmm — paHHee pacrno3HaBaHue no
nporpeccupyoLLen MonMHenponaTumn n CUCTEMHbIM NPU3HaKaMm, NoATBEePXAeHWe BapuaHTa B reHe TTR u
CBOEBPEMEHHOE Hayaso NaToreHeTUYecKon Tepanuu.

naBHOe

« MNopospesante AT TR-IH y B3pocnoro ¢ nporpeccupyoLen CUMMETPUYHOM CEHCOMOTOPHOM NonnHenponaTtuen,
HerponaTuyeckon 60mblo, BeretaTnBHOM AMCPYyHKUMEN, nopaxeHueM XKT nnv 4ByCTOPOHHUM KaprasbHbIM
TYHHENbHLIM CUHOPOMOM, OCO6EHHO NPY CEMENHOM aHaMHe3€e aMnnonao3a, NoNMHenponaTum NN paHHen
ceppaeydHo-cocyamcTon cmeptu. YYP C, YO 5.

« 3abonesaHne HacneoyeTcs ayToCOMHO-AOMUHAHTHO: NaToOreHHOro BapuaHTa B 04HOW Konumn TTR 4OCTaToOuHO, a
pucK nepedayun kaxaomy pebeHky coctasnaet 50%.

 Ang ATTR-TTH TMNWM4YHO codyeTaHne NopaxeHUs TOHKMX U TONCTbIX HEPBHbIX BOMOKOH: XOKEHWA 1 HerponaTUiecKom
60nn, OPTOCTATUYECKOWN MMNOTEH3MW, HAPYLIEHWN MOTOPUKM XXKT 1 MOUencnyckaHus, a Takxe cnabocTy,
apednekcum, pacCTPoONCTBa YyBCTBUTEIbHOCTM U CEHCUTMBHOW aTakCUu.

+ PaHHsA AMarHoCcTvKa BaxHa: TSXKENbIN HEBPOMOrMYECKUI AeDULMT K MOMEHTY BepUdUKaLLMK, COMyTCTBYIOLLEe
CcoMaTMUYeCKoe NopaxeHune 1 NoXmIoNn BO3pacT yxXyALWatkoT NPOrHO3.

+ Mocne noATBEpPXAEHNA AMarHO3a TSKECTb HEBPOMNATUM OLLEHMBAIOT Kaxable 6 MECSILLEB; yBeNMUeHWe pesynbTaTa
OLLEHKM Ha 7-16 NMyHKTOB yKa3blBaeT Ha yXyALWEHNE 1 HEOBXOAMMOCTb NepPecMoTpa Tepanmm.

+ HabntoaeHne OoMKHO 6biTb MyNbTUANCUMNNMHAPHLIM: B 3aBUCUMOCTM OT MNOPaXeHWsa OpraHoB y4acTByIoT
HEBPOIOT, KapAMONOT, HEDPONOT, raCTPO3HTEPONOT, ODTANBMOION, TEPAMNEBT U FEHETUK.

OunarHocTuka

1. CobepuTe xanobbl  aHaMHe3: TEMMN NPOrpPeCcCUpoBaHng CNaboCcTu U PacCTPONCTB YyBCTBUTENBHOCTMY,
HenponaTuyeckyio 6onb, opToctaTndeckune n XKT-CUMATOMBI, CHUXEHWE MacChl Tena, KapnanbHbi TYHHEbHbIN
CUHOPOM, TOKCUKOMOrMYECKUIM 1 OHKONOMMYECKUI aHaMHE3, a Takxe Criydau nonvHenponaTum, bonesHen cepaua u
cMepTr 4o 50 neT y poaCcTBEHHWKOB. Y B3POCTbIX C MPOrPECCUPYIOWLMMM YYBCTBUTENBHBIMW, BEFETaTUBHBLIMA U
OBUraTeNbHbIMU HapYLLEeHNSMU NpoBoanTe AndodepeHumanbHyto anarHoctuky ATTR-MH. YYP C, YOO 5.

2. MNpoBeanTe 06LWmI U HEBPOOrMYECKMI OCMOTP: OLLEHUTE MHOEKC MaCChl TeNna, COCTOSHWE KOXM 1 ee NpuaaTKoB.,
OTEeKM 1 KOCTHO-CYCTaBHble AedopMaLLn; OLLeHUTE QYHKLIMM BereTaTUBHOW HEPBHOW CUCTEMDI, ONpefenuTe
NOTOOTAENEHNE N YACTOTY CEPAEYHbIX COKPALLEHWI, BbIMOMHUTE OPTOCTATUYECKYIO U TMNEPBEHTUNALMOHHYIO
npo6el. YYPC, YOO 5.

3. BbinonHuTe CTUMynAaUMoHHY0 SHMIT MOTOPHbIX M CEHCOPHbBIX BOMOKOH Kak MUHUMYM N. medianus, n. ulnaris, n.
tibialis, n. peroneus v n. suralis. OBbIYHO BLIABNAETCS aKCOHANbHbIN TUM MOPaXeHWsA 1 4acTo ABYCTOPOHHWE
NPW3HaKK KapnanbHOro kaHana; GyHKUMO TOHKMX BONOKOH OHMI™ He oueHumBaeT. YYP C, YO 5.

4. [poBeanTe MONeKynapHO-reHeTuYeckoe nccnenoBanune TTR, NPeanoyTUTENBHO NPSMOE CEKBEHNMPOBaHME BCEX
KOAMPYIOLLMX YHaCTKOB N 3K30H-UHTPOHHbIX COeAMHEHWNI; AOMYCTUMbI TakxXe TapreTHOE, MOMHO3K30MHOE U MHOe
BbICOKOMPOW3BOANTENBHOE CEKBEHMPOBaHWE. [InarHo3 NOATBEPXAAET MAaTOreHHbIN UM BEPOATHO-NAaTOr €HHbIN
BapWaHT; He0bX0AMMbI NepBUYHAS M MOBTOPHas KOHCYNbTauum reHetuka. YYP C, YOO 5.

5. Ang anodepeHumanbHON OnarHOCTUKMU UCKMIOYUTE YaCTbIe MPUYMHBI MONMMHENpPOnaTun: UCCneaymnTe obLmmn 1
BUOXMMUYECKMI aHaNMM3bl KPOBW, MIOKO3Y, MMUKUPOBAHHbIV FeMOrTO6uH, BUTaMUH B12, KpeaTuHUH, a Takxe
BbIMOMHUTE 3NeKTPOdOope3 6€KOBbLIX GpaKkLLM U UMMYHOUKCALLMIO ANA ncKmtodeHns AL-ammnongo3sa. ObLwmm u
BUOXMMUYECKMI aHanNM3bl KPOBK NPOBOAAT MPWU AMArHOCTUKE U fanee He pexe 04HOro pasa B 6 MecsLEeB Unu valle
no HeobxoanmocTu. YYP C, YO 4-5.
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6. OueHunTe cuctemMHoe nopaxeHue: 3KI™ 1 TpaHCTOpakanbHas axokapanorpadus — npu nogos3peHun Ha AT TR-TH
AN UCKITIOYEHNA aMUNOUOHON KapAMOMUONAaTUW; aHaNn3 MoYmn, anbbyMnH MO, KpeaTUHUH KPOBU U MOYM — A4
OLLEHKM MopaxeHna noyek; npu noateepxaeHHoM AT TR-TTH koHTponvpyiTe TponoHuHbI I/ T, NT-proBNP, OKT 1
axokapaunorpaduio He pexe ogHoro pasa B 6 Mecsaues. YYPC, YO 4-5.

7. Ecnu reHeTU4eckoe UccrnenoBaHne oTpuuaTenbHO, HO COXPaHSIOTCA NPOrpeccupyoLLas noMHenponaTus n
CUCTEMHbIE NPOSBMEHNS, BbINOMHUTE BUOMNCUIO AOCTYMHOW TKaHW UM NOPaXeHHOro OpraHa; aMmniovs,
NMOATBEPXOAOT OKPAaLLUMBAHNEM KOHIO KPaCHbIM 1 MUKPOCKOMWEN B MOMAPN30BaHHOM CBETE. [1pn JOCTOBEPHO
NoATBEPXOEHHOM MOMEKYNAPHO-reHeTUYEeCKOM AnarHo3e 61oncusa opraHoB 1 TkaHew He nposoanTtca. YYP C, YOO
5.

IleueHue

« TapamMnaMc Ha3HavaloT NaumeHTaM C reHeTuuecku noareepxaeHHon AT TR-TH Ha 1-3-# ctagmax: 20 Mr BHYTPb B
CYTKM, HE3aBUCMMO OT NPUEMa NULLM, HENPepPbLIBHO U NoXu3HeHHo. YYP B, YOO 2.

Mpwn ATTR-TTH nnn TpaHCTUPETUHOBOM aMUNONa03e ONKOro Tuna Ha 1-3-11 cTaamsax C NoATBEPXOEHHOM
amMuionaHon KapavoMmonaTien NPUMeEHaT TadamMnamc 61 Mr BHyTPb B CYyTKK, UTO cOOTBETCTBYET 80 M
Tadammanca MermoMnHa; NPUEM He 3aBUCUT OT MULLK, NeYeHne HenpepbIBHOE 1 NoxmnsHeHHoe. YYP B, YO 2.

OnNoHTEPCEH Ha3HavatloT B3POC/bIM C reHeTu4eckn noareepxaeHHon AT TR-TTH Ha 1-3-#1 cTagnsax NoAKOXHO No 45
Mr 1 pa3 B MecsL, HenpepbiBHO. MNpenapaT MOXET NPUMEHATLCA NpU pa3Hbix BapuaHTax T TR, nocne
CTabunmn3aTopoB 1 NP1 CMELLaHHOM PEHOTUNE C NONUHENponaTnen n kapamommonaTtven. YYP B, YOI 3.

OpTOTONUUECKYIO TPaHCMNaHTauUuMo NeyYeHn NpoBoasaT nauveHTam mnaguwe 50 net ¢ HebobLWWUM CPOKOM 60ME3HM,
HOpMarnbHbIM MHOEKCOM MaccChl Tena, BapnaHToM Val30Met 1 1-2-1 ctagmnen ATTR-MNH. YYP C, YOO 4.

TpaHcnnaHTaLMIo NeYeHn He peKkoMeHdyeTCs MPOBOAUTL NauneHTam ctapLue 50 neT, npu AnMTenbHOCTN 6ONe3HN
bonee 5 net, Ha 3-1 CTagumy Npu HanUYMM TEXENOM NONMHENPOMNaTUW, OPTOCTATUHECKOW MMMNOTEH3NK, XPOHUYECKOW
CepAeYHOM HeJOCTaTOYHOCTH, YANIMHEHUM KoMrnekca QRS 6onee 120 MC 1nn yTOMLLEHMN MEXCKENYA0HKOBOM
neperoponku. YYPC, YOO 4.

Mpu HenponaTuyeckon 60V NpenapaTamMuy NePBOV NIMHUKU MOYT BblTb aMUTPUNTUINH, FabaneHTuH, NperabanvH
Nnn cenekTUBHbIE MHMMBUTOPLI 0BPaTHOMO 3axBaTa CepOTOHWHA; BO3MOXEH NPUEM OTAENbHO UM B KOMOUHALMM.
Mpr XPOHMYECKOWM CKENETHO-MbILLEYHOW 60NV NPUMEHAIOT AynokceTuH. YYP C, YO 5.

[na nevyeHna HemponaTuyeckomn 60nm BeHNnapakCH Ha3Ha4yatoT C HeMeA/IeHHbIM BbICBOBOXAEHMEM M0 12,5 Mr 2
pa3a B CyTKkuM nepsble 3 AHA, 3aTeM Mo 37,5 Mrr 2 pa3a B CyTKM criefytoLme 3 OHS; danee Ucrnonb3yoT
MPONOHrMPOBaHHYIO GOPMY 37,5 Mr 1 pa3 B CyTKM C NOBbILLEHWEM Kaxable 3 AHA 00 75 Mr/cyT, 3aTeM 00 150 Mr/cyT 1
Bbille Npu HeobxoammocTu. YYP C, YO 4.

CuMMTOMaTUYECKYIO Teparnmio NoabmpatoT No BeAyLEMY NOpPaxkeHmIo: KOPPeKTUPYIoT HapyLLeHms XKT,
OPTOCTATUYECKYIO FMMOTEH3MIO, CEPAEYHYIO HEAOCTAaTOYHOCTb, apPUTMUM U HaPYLLEHUS NPOBOAMMOCTU. [1pu
aMMnNonao3e NPOTUMBOMNOKAa3aHbl CEPASYHbIE MMKO3Mabl M Bepanamun unun auntuasem. YYP C, YOO 5.

Mpwu Taxxenom TedeHun AT TR-TTH y ManonoABmxHbIX NaLMeHToB CObNoAaloT Npasunia yxoaa Ana npodunakTuki
MPONEXHEWN, rMNoCTaTUYECKON MHEBMOHMMN, KOHTPAKTYP, BTOPUUYHBIX MHPEKLLMOHHbBIX OCIOXHEHWI, TDOMO030B
rny6oKnX BeH 1 TpoMb03aMbonuu nerovHon aptepun. YYP C, YOO 5.

Korpa HanpaBuTb M Kak HabnogaTb
« OKCTPEHHO rocnUTanuanpymnTe naumeHTa ¢ noaresepxaeHHom AT TR-TH npu 0CTPOM HapyLeHun GyHKLMKM cepaLa
WY MPOrPECCUPYIOLLMX ONCMETab0NNYECKNX HAPYLLEHNUSX Ha GOHE XPOHUYECKOW Anapen.

- [TnaHoBas rocnuTanM3awmsa nokasaHa npw NPorpeccupyoLLen nonMHenponaTnm 1 nogospeHunn Ha ATTR-MNH anq
KOMMIeKCHOro obcnenoBaHns u andboepeHLUmansHon AMarHOCTUKK, @ Takke Npu NOATBEPXAEHHOM 3aboneBaHum
ANA peabunuTaLmm n CUMNTOMaTUYECKOW Tepanmu.

- [pu noaTBepxaeHHOM anarHo3se AT TR-INH HeobxoaAMMO MynbTUANCLMNIMHAPHOE HabNOeHWe C y4acTUEM
HEeBpOsora, reHeTuKa, kapamornora, He@ponora, raCTPoO3HTEPOSora, OPTarbMOOra U TepaneBTa, a Takke APpYruX
CMeLManMcToB Npu HanMYMM HapyLLEeHW COOTBETCTBYIOLLMX OPraHOB U CUCTEM.

YacTble BOnpochl

Korpa cnepnyet 3anono3putb ATTR-TH?

LLikona CeyeHoBa - WkonaceyeHosa.pd/cr/1077 - y4ebHas BbXXMMKa, CBEPANTECH C OdULMaNIbHbIM TEKCTOM KP 213



Mpv NporpeccupytoLert CUMMETPUYHOW MONMMHENPONATUN C YyBCTBUTENbHBIMWY, ABUraTENbHLIMW UMW BEreTaTUBHLIMU
HapyLEeHUsaIMK, 0COBEHHO eCNM eCTb HerponaTmnyeckas 60nb, noxyaaHue, XKT-CUMATOMbI, KapnasnbHbIA TYHHENbHbIN
CWHOPOM UN CEMENHbIN aHaMHEe3 amMnnonao3a 1 paHHen cepaeyvHo-cocyanctor cmeptun. YYP C, YOO 5.

Kak nogreepxpatot anarHo3 ATTR-TH?

OcHoBHOM MeTOO — MONEeKynapHo-reHeTn4eckoe nccrnegosaHne TTR. dnarHos noATBepPXAatoT NMpu BbiABIEHNN
MaToOreHHOro UM BepoATHO-NaTOreHHOro BapmaHTa; npmn oTpulaTenbHOM reHeTU4YEeCKOM pedynbTaTe NpoBOAAT
évoncuio ana O6Hapy>KeHl/|ﬂ OT/IOXEeHWN amunonaa c OKpalrBaHMeM KOHIo KpaCHbIM U MMKpOCKOFIVIel;I B
nonAapmn3oBaHHOM CBETE.

Hy>xHa nn 6uoncuma npyu HangeHHoOM naToreHHoM BapuaHte TTR?

HeT, npy 0OCTOBEPHOM AMarHo3e, NoATBepPXAEHHOM MONEKYNAPHO-reHeTUYeCKUM MeTOL0M, BUOMCUIO OPraHoB U1
TKaHen NpoBoaAnTb He pekomeHayeTcs. YYP C, YOO 5.

Kakas naToreHeTnuyeckas Tepanus npuMeHseTcs npu ATTR-MH?

Mcnonb3ytoT Tadpamuanc 20 Mr/cyT BHYTPb UKW ANNOHTEPCEH 45 M NOAKOXHO 1 pa3s B Mecsu, Ha 1-3-11 cTaausx. MNpu
COMyTCTBYIOLLEN aMUNOUOHON KapAnoMuonaTum TadaMmanc HasHauatoT B o3e 61 Mr/CyT; nedyeHne HernpepbiBHOE U
NMOXW3HEHHOe.

Korga Bo3aMoOXxHa TpaHCnNaHTauusa neyeHun?

Ora nokasaHa naumeHtTamM mrapte 50 neT ¢ HebobWMM CPOKOM 60M1E3HU, HOPMaSbHBIM MHAEKCOM MaccChl TenNa,
BapuaHToM Val30Met 1 1-2-1 ctagunen AT TR-INH. TpaHcnnaHTauuio He pekoMeHAyeTCA NPOBOANTL NaLneHTaM
cTapwe 50 neT, npu AnnTensHOCTN 60ne3Hn 6ornee 5 neT, Ha 3-1 CTaaum NPy HanuumMm TAXeNoM NoNMHenponaTm,
OPTOCTaTUYECKOW MMNOTEH3MM, XPOHUYECKOW CepAeYHON HEAOCTaTOUHOCTH, YANMMHEHWUN KOMMNekca QRS 6onee 120
MC 1K YTONLWEHWUM MEXOKENYA0oUKoBOM nNeperopoaku. YYP C, YO 4.

BbXrMKa coenaHa no TeKCTy peKoMeHOaumm U He 3aMeHsAET ero. MNMonNHbIM OpULManbHbI TEKCT, KanbKyNATOPbI M COKPaLLEHHAas BEPCUA:
https://iukonacedeHosa.pd/cr/1077-transtiretinovaya-semejnaya-amiloidnaya-polinejropatiya. OpuumansHbI ICTOUHMK: https://
cr.minzdrav.gov.ru/preview-cr/1077_1
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