LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Bone3Hb lOwWwe

KnuHnyeckue pekoMeHaaumn MuHaapasa Poccum - B3pocnble - peaakums 2024 1, ctaTyc «MpumMeHaeTcsa» Ha 04.11.2026 - MKB-10: E75.2 -
Accoupalps TpaBMaToNoros-opTonenos Poccun, HalmoHanbHoe reMaTonormyeckoe obLecTso, HekoMmepyeckoe MNMapTHepcTBoO
"HaLmoHanbHoe 06LWeCTBO Mo 13y4YeHno 601e3Hu MNapknHCOHa 1 pacCTPONCTB ABMXEHNN"

bonesHb lole — HacneacTeeHHasd ay TOCOMHO-PeLLeCCBHasA NMM30COMHasd 60Ne3Hb HaKoMMNeHWs, Bbl3BaHHas
neduvumnTom B-D-rntokoLuepedbpo3naasbl 1 HakonneHneM Nunuaos B Makpodarax. PekoMeHaauUums onmcoiBaeT
noaTesepxaeHne AnarHo3a, OLEeHKY NopaxeHWsa OpraHoB, NoKas3aHWs K NOXM3HEHHOW 3aMeCTUTENbHOM
depPMEHTHOW Tepanuu 1 AnHaMuyeckoe HabnioAeHme NaLUeHToB.

naBHOe

» OCHOBHble NPOosABNEHNS — CrIEHOMEranus, renatoMeranms, UMTONEeHUK 1 MopaxeHne KOCTEN; Npu
HenpoHonaTuyeckux Tunax Il v lil npucoe AMHATCA HEBPOIOrMYECKME CUMMITOMbI.

BbloenatoT Tpu Tuna: | — 6e3 HeBPOIorMyeckux NposBneHun, [l — ocTpbit HEMPOHOMATUYECKUI C Ha4YarnoM OBbIYHO B
nepsble 6 MeCALLEB XM3HW, Il — XPOHUYECKU HEMPOHOMATUYECKUI, MPY KOTOPOM HEBPONOrMYECKNE CUMIMTOMBI
Yalle nosBnAlTCA B 6-15 ner.

[OwnarHos noaTeepXaatoT CHUXEHNEM aKTUBHOCTHU B-rmoKouepe6po3mna3b| B KJTIETKaXx KpOBWU 1 BbiABNEHNEM
BuannenbHbIX NaToreHHbIX BapMaHTOB reHa GBA; Hanuune nnu OTCYTCTBME KITETOK [owe B KOCTHOM MO3re camo Mo
cebe gnarHos He nogreepxpaaeT 1 He UCKITIOYaeT.

MoXM3HEHHas 3aMeCcTUTENbHast PEPMEHTHAsi Tepanus nokasaHa npu CTOMKOW KIMHUYECKM 3HAUMMON LLUTOMNEHWM,
KOCTHOM MOpaxeHun € KNMHUYECKUMI 1 PaamMonornyecknmMm NnpraHakamu, 3HaumMMown crnneHomeranum n/mnm
renaToMeranui, a Takke NopaxeHnn Nerkux Unm Apyrmx XM3HeHHO BaxHbIX OPraHoB, 06YCNOBNEHHOM 60ME3HbI0
Fowe (YYPA, YOO 1).

[lns Tepanunu MCNonb3yloT UMK MIOLLEPa3y, BenarnoLepasy anbda unv Tanuriouepasy anbda; npenapatsl BBOAAT
BHYTPWBEHHO Kaxzable 2 HeAenw, a NPUroTOBEHHbIN PacTBOP UHDY3UPYIOT B TeUeHue 1-2 4acos.

CnneHakToMWs Npu yCTaHOBNEHHOW 60Me3HM [oLe He PeKOMEHAYEeTCH; OHa BO3MOXHa TOMNbKO MO a6CONIOTHLIM
MoKasaHVsaM, HanpuMep Npy TpaBMaTUYEeCKOM pa3pbise ceneseHku (YYP C, YOO 5).

HabntoaeHwe BkMtoYaeT perynsapHbie OCMOTPbI, 1TabopaToOPHbIV KOHTPOSb, Y3W 0praHoB 6ptoLWHOM MOMOCTU U
OLLEHKY KOCTEW; KOHTPO/IbHOE KOMMMEKCHOE 06CnefoBaHNe AN OLUEHKU 3PHEKTUBHOCTM NEUYEHNS N KOPPEKLLMM
L003bl MpoBoaAT 1pa3 B 1-3 roaa.

OunarHocTuka

1. 3anopo3puTb bonesHb Mowe cnegyeT Npu cnineHoMeranum u/nnm renatoMeranum, LUToneHu ogHON-Tpex NMUMHUM
W NpU3HaKax BOBNEYEHMS KOCTHO-CYCTaBHOM CUCTEMBI.

2. B aHaMHese yTOUHSAIOT CEMENHbIE CryYaun, HaLMOHANbHOCTb, MEPEHECEHHYIO CMNIEH3KTOMMUIO, KDOBOTOUMBOCTD,
CUMMTOMbI TEFOYHOW MMNEPTEH3NN Y NaLMEHTOB NOCNE CNIEHIKTOMUU U HEBPOIOrMYeCcKme NPOSIBNEHNS Y
B3POC/bIX NaLneHToB npu 6onesxu lNowe il Tuna.

3. Mpv OCMOTPE OLEHUBAIOT NUTaHWE 1 MHOEKC MaCcChl Tena, 6reaHOCTb M FreMopparmyeckui CUHOPOM, pa3Mepsbl
MEeYeH 1 CeneseHKu, KOCTHbIE AedOPMaLLN 1 MOABMKXHOCTb CyCTaBOB, MPU3HAKM NIErOYHOMN MMNEPTEH3UM 1
HeBposoruyeckme cumntombl (YYP C, YOO 4).

4. BbINOMHAOT 3H3UMOANArHOCTUKY: CHUXEHME aKTUBHOCTU B-TIHOKOLLEPE6p03naa3bl HMXE pePepeHCHbIX 3HaUYEHNN
NOATBEPXOAET AMarHO3, HO CTEMNEHb CHUXEHUS PepMeHTa He OTpaxaeT TAXeCTb 60ne3Hu. Takxe NPoBOAAT
MOEKYNAPHO-reHeTu4eckoe nccnenosaHune GBA; anarHo3 BepnduLMpyOT NPu BbiSBNEHNW B1annebHbIX
naToreHHbix BapuaHTos (YYP C, YOO 4).

5.Y B3pocnbix Npu NOL03peHUn Ha 6onesHb MoLe nccnenoBaHme KOCTHOrO MO3ra 06bI4HO BbINMOMHAIOT A0
3H3UMOAMAarHOCTUKM ONA UCKTIOYEHWS reMOo61acTO30B 1 APYrux 3a601eBaHui C renaTocnneHoMeranuen u
uuToneHven. Y neten 601e3HEHHOE UCCrefoBaHne KOCTHOrO MO3ra NpOoBOAAT NOCNE 3H3MMOAMArHOCTUKM, €CIN
aKTUBHOCTb (hepMeHTa HopMarbHa.

6. [Nocne ycTaHOBNEHWS AMarHO3a OLLEHMBAIOT OBLLMIM aHaNM3 KPOBUW, MOYY, BUOXMMUYECKMNE NOoKa3aTenu @yHKLUM
neYeHn 1 obMeHa BELLECTB, XeNe30 M NnokasaTenu ero TpaHcnopTa, BUTaMuH B12, donvesyto KUCTOTY,
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Koaryrnorpammy, MMMYHOTTOBYMHbI M MapanpoTEUHbI; MPOBOAAT 06CrnefoBaHne Ha B/Y, BUPYCHble renatuTbl 1
cnounnc ans anodepeHumanbHON OnarHOCTUKM.

7. na onpefeneHnsa CTeneHn TAXeCTW BINONHSIOT Y3W opraHoB 6ptoLlHOM NonocTu 1 nodek, MPT unn KT opraHos
BpPIOLLIHONM MONOCTYU C OnpeaeneHneM obbeMOoB, BU3yann3aumio 6epeHHbIX KOCTeW C KONeHHbIMU 1
Tazob6eapeHHbIMM CycTaBamu, a Takke 3K (YYP C, YOO 5).

8. [lononH1TenNbHbIE CCNefoBaHMA BbIOUMPAIOT MO nokasaHuaM: axokapanorpadus, A AC, KT rpyaHON KNeTku,
LeHCUTOMeTpuUs U peHTreHorpadus nunn KT 601e3HEHHOro yyacTka ckeneta.

INleueHue

« [1py HanNU4MM NokKas3aHUM Ha3HaYyatoT NMOXUIHEHHYIO 3aMECTUTENbHYIO GEPMEHTHYIO TEPanuIo aHanoramm
YeroBeUYeCKOoN rnioKoLepebpo3naasbl: UMUINOLLEpa3on, BenarnoLepason ansda vunv TanurioLepason anbpa
(YYPA vOO).

Y B3POCIbIX C TAXENbIMU MPOABNEHNUAMM 60Me3HM MoLle | TUNa HadvanbHas [o3a UMUITIIoLLEepasbl, BenarnioLepasb
anb®a unv Tanurnouepasbl anbda coctasnseT 30 EA/kr Ha BBeaeHue 2 pasa s mecau (YYP C, YOO 3).

Mpwu TSXENOM OCTEONOPO3€e C NOBTOPHbLIMU NMaTONOMMYECKUMU NepenoMamm TpybUaTbIX KOCTeN Moo npwu
NnopaxeHuu Nerknx ¢ Nero4HoON rmnepTeH3nen N renaTonynbMOHapHLIM CUHOPOMOM CTapTOBYIO 403y MOXHO
nosbICUTb A0 60 EA/KI Ha BBEAEHWE; pelleHne NpUHUMaeT OKCNePTHbI COBET.

Mocne [oCTUXEeHWA Lenen neveHns y B3pocribiX C 6one3Hblo [owwe | Tna npuMEHSIoT NOAAEPXKMBAIOLLMI PEXUM: 15
En/kr 2 pa3a B MecsL, 160 15-20 EA/Kr 1 pas B MecsL, ANns MUroLepassl v Benarnouepass ansda (YYP C, Y44
3).

MpenapaTbl BBOAAT BHYTPMBEHHO Kaxble 2 Heaenu; pacTeop pa3soadaT 0,9% pacTBOpOM HaTpusa xrnopuaa oo
obuero obbema 100-200 M 1 MHPY3MpYtoT 1-2 yaca, He BBOAA OAHOBPEMEHHO C APYTrMMM NEKaPCTBEHHbLIMU
CpeacTBamu.

Y B3pOCIbIX C NEerkon n yMepeHHO TAxenown 60ne3Hbto Molle cybcTpaTpeayLmMpyoLwasn Tepanms MOXeT BbiTb
anbTepHaTUBHbLIM CMOCOBGOM NeYeHUs; ee NPenMyLLECTBO — NpueM TabneTMpoBaHHbIX NpenapaTos BHyTPb (YYP A,
yaoa?2).

HeobpaTuMble NopaxeHnst n XpoHUYeckne MHOEKLLMN KOCTHO-CYCTaBHOM CUCTEMbI ABNAIOTCS NOKa3aHUSIMMN K
XUPYpPruyeckoMy opToneanyeckomMy neveHunto. lNnaHosble onepaLunm NPOBOAAT B YUPEXAEHNAX, UMEIOLLMX OMbIT
neyeHNsa 60ne3HM MoLle 1 BO3MOXHOCTb 3aMEeCTUTENbHOM Tepanium KOMNoHeHTamu kposw (YYP C, YOO 4).

O['IepaTl/lBHoe neyeHne KOCTHbIX KPpU30B, OWMBOYHO paccMaTpmMBaEMbIX Kak OCTEOMUETTIUT, HE MPOBOANTCA; Npun
noAaTBepXaeHHOM AnarHo3e He Ha3HavatoT MOKOKOPTHKOWAbI ANA KynnMpoBaHMA LMTONEHNYEeCKOro CMHapomMa m
npenapartbl XXene3a HenevyeHbIM NauneHTaM, Tak Kak aHeMna B 3TUX Cnydadx HOCUT XapakTep aHeMin BOCNaneHus.

Korpa HanpaBuTb U Kak HabnogaTb

« [1naHoBasa rocnuTanM3aLmsa Hy>XHa Npu NepBUYHOMN MOCTAHOBKE AMarHo3a AMA OLLeHKM TAXECTU U OnpeaeneHns
nokasaHun K GepMeHTHOM Tepanuu, a Takxe AN OLEeHKN 3QDEKTUBHOCTU NTEeYEHUS 1 KoppeKLmm Ao3bl 1 pa3 B 1-3
roga.

- [ocnuTannaaums Takxe nokasaHa npu HEOBX0AMMOCTH opToneanyecKkoro nnn pyroro Xxmpyprmyeckoro nevyeHmnad
nmbo npuv Hannynm 3aboneBaHui, YTAXEeNALWMX COCTOAHME NauneHTa.

+ OKCTPEHHO rOCMUTaNM3nPYOT NPKY OCTPON XMPYPrYecKomn NaTonorum unmn TpaeMme, a Takke Npu HeO6XoAUMOCTH
CPOYHO HaYaTb 3aMECTUTENbHYIO GEPMEHTHYIO TEpanuio.

» ®epMEHTHYIO Tepanuio NPOBOAAT aMbynaToOPHO, HO MHAMBWAYASbHbIN M1aH NeYeHus LenecoobpasHo
dOpPMMNPOBATDL B CNELNanM3MpPOBaHHOM YUPEXOEHWN C BpaYaMu pasHbiX MPOodUIen 1 onbliToM BeAeHWS 60Ne3HN
[owe.

YacTble BOnpochl
Kakune npu3Haku AOMKHbI 3aCTaBUTb 3anofo3puTb 60ne3Hb Mowe?

Hanbonee xapakTepHbl CriieHoOMeranms unu renatocnneHoMeranms, LMTONEeHNs, KDOBOTOUNBOCTb, KOCTHbIE 60/
WK KPWU3bl, NaTONOrMYECKME NepenomMbl M KOCTHbIE AedopMaLiim; npu Tunax |-l BO3MOXHbI HEBpOnormyeckme
CUMMTOMBI.

MoxHO 1 noaATBEpPAMTbL 60M€e3Hb [oLe TONbKO Mo KneTKam lowwe B KOCTHOM Mo3re?
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HeT. KneTku l'owe MoryT OTCyTCTBOBaTb M3-3a OCOBEHHOCTEN NPUrOTOBNEHMS M MPOCMOTpPa NpenapaTa, a CXOAHble
nceBaoOKNeTKM BCTPEYatoTCA Npu APYrux 3abonesaHusax. [oaTBepxaeHne 0CHOBAHO Ha 3H3MMOANArHOCTUKE U
MONEeKYNAPHO-TreHeTU4YeCcKoM nccnenosaHmn GBA.

Korpa HaunMHaTb 3aMeCcTUTENbHY GEPMEHTHYIO Tepanuio?

\ B3POC/bIX NOKa3aHNAMK CnyxaT CTOVIKas KIMHUYECKU 3HaUMMas LLUTOMNEHNS, noaTeepXxaeHHoe KNnnHn4eckoe 1

pannonormn4yeckoe nopaxeHue KOCTEW, 3HaYMMas CrieHoMerannsa n/mnm renatoMeranms, a Takxe nopaxeHne nerknx
NN Opyrux XM3HeHHO BaXXHbIX OPraHoB 13-3a 6onesHun rowe. I‘Iepe,u Ha4anom feyveHna NCKNYatoT Apyrmue NnpuynHbl

LMTOMNEHUN U OPraHHbIX MOPaxXeHUNn.
KakoBa cTapToBas 1 noaaepxusatollas o3a pepMeHTHOM Tepanun y B3pochbix?
Mpwu Taxenon 6onesHu Mowwe | Tuna ctapToBas fo3a coctasngaeT 30 EQ/Kr Ha BBeaeHue 2 pasa B MecsLl. [locne

OOCTUXEHWS LLenen nederHnsa Bo3MoXHbI 15 EA/kr 2 pasa B MecsL, unm 15-20 EA/kr 1 pa3 B MecsLL; U3MeHeHre 403bl
NPUHUMaET OKCNepTHbLIN COBET.

MOXHO N1 BbINONHATb CANEHIKTOMMIO NpW 601e3HN Mowe?
CnneHakToMus He pekoMeHayeTcs. OHa [oMyCcTMMa TOMbKO MO aBCONOTHBIM NMOKa3aHWsM, HanpyMep npu
TpaBMaTUYECKOM pa3pbiBe CeneseHkn. ECn npu HEACHOW CrneHoMeranum n LLUTONEHUU Y MOMOAOMO NaLMeHTa

BO3HMKaET HEOOXOAUMOCTb NIe4ebHO-AnarHOCTUYECKOM CMNEHIKTOMUK, [0 HEE LLeN1eCo0bpa3HO BbIMOMHUTL
3H3UMOANArHOCTUKY.

BbIXr1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3amMeHseT ero. MonHbI oduLManbHbI TEKCT, KabKyNATOPbI 1 COKpaLLéHHaa BepCusa:
https://lwkonaceyeHoBa.pd/cr/834-bolezn-goshe. OpuumanbHbI UICTOUHMK: https://cr.minzdrav.gov.ru/preview-cr/834_1
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