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MbiweyHas gnctpogus [oleHHa — ogHa U3 Hanbosiee 4acTbiX POPM MbILLEYHbIX AUCTPOGUI feTCKoro Bo3pacTa. 1o pas-
HbIM UCTOYHMKaM, 3a60/1eBaeMOCTb M1oancTpoduer [leHHa oyeHnBaeTcsl Kak 1 Ha 3,5—6 TbiC. HOBOPOXXAEHHbIX Ma/lb-
4YnKoB. B ocHoBe 3ab6os1eBaHns nexxuT mytauusi reHa DMD, Koanpyroujero 6e/10K AUCTPOGUH, MPUBOASLLAS K OTCYTCTBUIO
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Duchenne Muscular Dystrophy:
Modern Approaches in Patient Management

Duchenne muscular dystrophy is one of the most common forms of childhood muscular dystrophies. Its incidence is 1 in 3.5-6
thousand newborn boys according to various sources. The disease is caused by the mutation in the DMD gene coding the
dystrophin protein, it leads to the dystrophin absence or malfunction. The disease is characterized by proximal muscle weakness
and gastrocnemius muscles pseudohypertrophy. In average, patients lose the ability to walk by themselves by the age of 11 and
become nonambulatory. The authors have present modern epidemiological data and etiopathogenesis features of Duchenne
muscular dystrophy, and have described clinical signs of different disease stages. The algorithm and key points of differential
diagnosis are indicated. Special attention was given to the patients’ management: pathogenetic treatment and rehabilitation of
pediatric patients.
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ONPEAENEHUE

Mporpeccupytollan Mbllie4yHas AMCTpPoduUs (MUMOANCTPO-
dua) AioweHHa (OMIM #310200) — aTo HacneAcTBEHHOE
X-cuenneHHoe HepBHO-MbllleYyHoe 3abofieBaHue, Bbl3BaH-
Hoe MyTauunen reHa DMD, Kogupytouwero 6e10K AUCTPOdUH,
npuBOAsLIEE K OTCYTCTBMIO MM HEOAOCTAaTOYHOM YHKLMK
ancTpoduHa. OGbIYHO NopaxKaeT Masib4MKOB B AETCKOM BO3-
pacTte. OHO XapaKTepu3yeTcss cnaboCcTbio MPOKCHMMasbHbIX
M nceBgorunepTpodmren MKPOHOXKHbLIX MbIlL,. B cpeaHem
K 11 rogam naumeHTbl TePSOT BO3MOXHOCTb CaMOCTOSTE b-
HO MepeaBUraTbCa U CTAHOBATCA HeaMOByNnaTOpPHbIMU 60J1b-

HblMKU. CMepTb 06bI4HO HacTynaeT K 20 rogam BcieacTeue
KapamMopecnupaTopHbIX OC/IOXKHeHuM [1-3].

KnnHunyeckn BblgensioT 2 GOopMbl: MPOrpeccupyioLyto
MmuoaunctTpooduto AroweHHa (MAL) v nporpeccupytoLLyto M1Mo-
auctpoouio bekkepa (MAB). M4 — Haubonee Taxenas
dopma ¢ MaHudecTauuen B Bo3pacTte 2-5 neT u npo-
rPECCUPYIOLLMM 3/10KA4YEeCTBEHHbIM TevyeHneM (popmMupo-
BaHWEM BS/IbIX Mape30B, Napannyen U KOHTPaKTYp MbILL,
ob6esaBuKeHHocTH). MAb — po6pokayecTBeHHas dopma
3aboneBaHusa ¢ no3gHnm aebotom B 10-20 neT 1 MeaneH-
HbIM NPOrpeccnpoBaHMeEM CUMNTOMOB MblLLEYHON CNaboCTH



C COXpaHEeHWeM CMOCOBHOCTM K CaMOCTOATENbHOM xoabbe
B TedeHne 15-20 net oT Havyana 3aboneBaHua [4].

3TUONIOTUA U NATOTEHE3

B ocHoBe M v MAB nexut mytaums B reHe auctpodu-
Ha DMD, npuBogsiuas K passutuio gebumumta n/mnu Hapy-
WeHnto GyHKLMM OAHOMMEHHOro 6enka. O6bI4HO MyTauwms
ABNAeTCs HacNeACTBEHHON, B TPETU Cly4YaeB — CMOHTaHHOM
(de novo). T'eH anctTpodunHa — OANH M3 caMbliX 60/bLUNX FEHOB
yenoBeKa — COAEPHKUT 79 aK30HOB. Cpean MyTaLui B Npu-
MepHO 65% cny4yaeB BCTpeYaloTCs KPynHble eNeLnmn; OKono
10% MyTauui npeacTtaBieHo AynavKauusamKn, a ocTanbHble
cny4yau — TOYEYHbIMU M MafbiMU MyTaLUAMM, U3 KOTOPbIX
10-15% — HOHCeHc-MyTaumu (cTon-myTtaumm) [5].

benok guctpoduH yyacTyeT B paboTe CKENETHbIX MblLLL,
AblXxaTeNbHOW U cepaevyHO-COCYyANCTOM CUCTEM — CBSA3bIBA-
€T BHYTPEHHWI LIUTOCKENEeT C CapKo- U AUCTPOrIMKaHaMu
B MeMbpaHe W BHEK/JETOYHOM MaTpuKce, obecneynBaet
MEXaHWYECKYI0 M CTPYKTYPHYIO CTabUIbHOCTb MeMOGpaHbl
MbILEYHbIX BOIOKOH NPKU MX COKpaweHnn. JUcTpoduH Tak-
e ABnseTcs amopTudaTopom, obecneynBalowMM Bo3Bpa-
LeHWe MblWLbl B UICXO4HOE COCTOSIHME MOCNE COKpaLLEeHUS.
Mpun nporpeccrMpoBaHnmn 3ab6oneBaHns MblleYHble BOJIOKHA
3ameultatotcss GUOPO3HON U KUPOBOM TKaHblO. M30dopMbl
6enKa gucTpodurHa ¢ MeHblUEN MOJIEKYSIIPHON Maccon yya-
CTBYIOT B paboTe pas/inyHbiX OPraHoB M CUCTEM, 3a4eNCTBO-
BaHbl B paboTe KNeTok Mo3ra [6, 7].

SANMUAEMHONIOrUA

[To pa3HbiM UCTOYHMKaM, 3aboneBaemocTb M/ oue-
HMBaeTcq Kak 1 Ha 3,5—6 TbiC. HOBOPOXAEHHbIX Mabyu-
KoB [8]. Mo Hanbonee akTyanbHbIM Hay4YHbIM JaHHbIM, 06 LLE-
MupoBas 3aboneBaemoctb M/ coctaBnser 1 Ha 5 TbiC.
HOBOPOXAEHHbIX ManbynKkoB [9-11]. 3aboneBaemMocCTb
M/B oueHnBaeTcs Kak 1 Ha 20 TbiC. HOBOPOXAEHHbIX Masb-
ynkoB [9-11]. AaHHble no 3aboneBaeMocTn B Poccuinckom
degepaumn Ha JaHHbIM MOMEHT OTCYTCTBYIOT.

OCOBEHHOCTU KOAUPOBAHUSA

Mo MEXXAYHAPOJHOW CTATUCTUYECKOM

KJIACCU®UKALIUM BONNE3HEN U NPOBJIEM,

CBA3AHHbLIX CO 3JOPOBbEM

CornacHo MKB-10, 3a6oneBaHune oTHOCUTCH K Knaccey VI,
60ne3HAM HepBHOM cucTeMsbl, «G71.0 MMepBUYHOE MopaXKe-
HUE MbIWL (MbllleYHas gucTpodus)».

K/NIACCUDOUKALUA

M/ 0THOCHUTCS K rpynne NOSCHO-KOHEYHOCTHbIX MblLleYy-
HbIX AMCTPODUIN, XapaKTePHUIYIOWMXCS NPENMYLLECTBEHHbIM
nopaXeHMeM MPOKCUManbHbIX OTAENOB BEPXHUX U HUKHUX
KOHEYHOCTEN. B 3aBMCMMOCTM OT NPOrpeccnpoBaHns CUM-
nTomMaTuKku Bbigensatot 5 ctagun MAA.

1-9 cTtaguag — OGeccUMNTOMHas (AOKJMHUYecKas).
Ha 3Ton ctaguMn gnarHo3 mMoxKeT ObiTb 3anofo3peH B CAy-
Yae onpepgeneHnsa NOBbIWEHHONW aKTMBHOCTU KpeaTuHOC-
doKkunHasbl (KPK) B KpoBM, HEOOBLACHMMOrO MOBbILIEHNUS
YPOBHS TpaHcamuHas (anaHuHamuHoTpaHchepasbl (AJT),
acnaptataMuHoTpaHcdepasbl (ACT)) UAK Hanuuma crnyyvaes
3a60/1eBaHNs B CEMENHOM aHaMHe3€e U YCTaHOBEH nocne
npoBeeHUs MONEKYNSPHO-reHETUYECKOr0 UCCNeaoBaHus.

2-9 cTagus (paHHaa ambynaTopHas) — COXpaHeHa cno-
COBHOCTb K CaMoCTOATeNIbHOMY NnepeaBuKeHuto. Ons aTon
CTajMn XapaKTepHbl cneaylolmMe CMMNOTOMbI: HapacTato-
Wwas MblweyHas cnabocTb, ObiCTpas yTOMASEMOCTb, YacTble
nageHus, ncnonb3oBaHWe npuvema foBepca npu nogbeme
M3 MOMIOXKEHUIN CUAS W NeXa, UBMEHEHME MOXOAKM MO Tumny
«YTUHOW», XOXAEHME Ha HOCKaxX, NnceBaornnepTpodms MbiLuLy
roneHen. CnocobHOCTb NogbEMA MO CTYNEHAM COXpaHeHa.

3-9 cTagusa (no3aHsasa ambynaTtopHas)) — COXpaHaeT-
Csl CNOCOBGHOCTb K CaMOCTOSTENIbHOMY MepPeaBUIKEHMIO,
HO OTMevaeTcs HapacTaHue BCeX CMMMTOMOB 2-M cTaguu
(HapacTaloT TPyAHOCTHU Npu xoabbe, yTpadymBaeTcs cnocob-
HOCTb NoAbema No CTYNeHsM v ¢ nona).

4-9 cTagus (paHHSas HeambynaTopHasa) — yTpayuBaeTcs
CMOCOBHOCTb CaMOCTOATENbHO MepeaBuratbCs, Ana nepe-
ABWXKeHna TpebyloTcs chneuuanbHble cpefctsa, pas3BuBa-
€TCS CKOSINO3, COXPaHSeTCs ABUraTeibHas akTUBHOCTb PYK.

5-a cTtagua (No3aHAa HeambynatopHasd) — QYHKUMK
BEPXHWUX KOHEYHOCTEW OrpaHuMYyeHHbl, TPYAHO YAEpXKMBaTb
NnoNIoXKeHWe Tena, HapacTalT cepheyHas W AablxatenbHas
HegocTaTo4HOCTh [1, 2, 12].

KJIMHUYECKAA KAPTUHA

bonbwrHCTBY ManbyinkoB avarHo3 M/ yctaHaBnuBa-
€TCS TONbKO MpW MOSIBNEHUM NEPBbIX MPU3HAKOB 60ne3HU
nocsne nepuoja OTHOCUTENIbHOMO MOTOPHOIO 6aarononyyus.
B aToT nepuog (Ao 2—3 NeT KMU3HWU) NPOUCXOAUT UHTEHCHB-
HOE ecTECTBEHHOE pa3BUTHUE CKENETHbIX MblLUL, Npeobnaga-
louee Hag AMCTpodUYecKMMM npoLeccamu, B CBA3U C Yem
CUMNTOMbl 60/1€3HU OObIYHO BbIPaXKeHbl HE3HaYUTENbHO
UM Mx obHapy»KeHue TpebyeT yrny6neHHOro W TwaTenb-
HOro noucka. OgHako nNpu TwaTelbHOM OCMOTpe M cbope
aHamMHe3a Ha 3ToM cTaguu 60NEe3HW 4acTo BbiBAAETCSH
3aepKKa peyeBoro 1 MOTOPHOro pa3euTus. Pe6eHoK nos-
€ HayuHaeT AepxKaTb ronoBy, CaMOCTOATENbHO CHAETb
n xoauTb. Mpn MO/ AeTy 3a4acTyto Ha4YnHAIOT XO4UTb B BO3-
pacTte 18 mec u cTapuie. TaKxe cny4yanHoW HaxoaKom MOXeT
ObITb 6eccMMnToMHOEe noBbiweHne KPK u TpaHcamuHas.
MoBbiweHne KK (B AeCATKM U farke COTHM pas) Habnoaa-
eTCs cpa3y Nocne poXAeHUs MafibinuKa U Ha amOBynaToOpHbIX
cTagusax 3aboneBaHWs M JOMMKHO paccmaTpuBaTbCs Bpa-
4YOM KaK oAHO3HayHblM noBoj 3anogo3puts MAL w npo-
BECTU [albHeWwune uccnefoBaHus 409 MNOATBEPKAEHMS
WAN UCKNtoveHua 6onesHu. MosbiweHne ANT u ACT (Tak-
e 4acTo B AeCATKM pasd) U naktatgerngporeHassl (J14I0)
(B HECKONbKO pagd) umeeT npu ML MbileyYHOoe, a He neye-
HOYHOE MPOUCXOXKAEHHE.

Ha paHHeln ambynatopHon cTagum (06bl4HO ¢ 3—5 neT)
HabnogaloTcs cneayolmne Knaccuyeckue npusHaku MA4:
HapacTalouwas MbllweyHas cnabocTb (60/blie B MPOKCHU-
MallbHbIX OTAEeNax PYK W HOT), CHWXXEHWEe ToNepaHTHO-
CTM K HarpysKkam, 6bicTpas yTOMASEMOCTb, HEYKIIOXECTb,
YyacTble NageHuns, 3aTpyaHeHns Npu nogbeme no NecTHULE.
Mpu noagbeMe U3 NONOXKEHUSA CUAA HA MONY UM Ha KOPTOY-
Kax nauueHT ucnonbadyeT npuem foBepca («nogbem neceH-
KOW» — onupaeTcs pyKaMun Ha cO6CTBEHHbIe 6eapa, NoMo-
ras ce6e NOAHATLCS B BEPTUKANIbHOE NOMOXKEHME), NOXOAKa
CTaHOBMWTCA NepeBanuBalowencs (Tak Ha3blBaeMas «yTu-
Has NOXoAKa»). XapaKTEPHO XOXAEeHWe Ha HOCKax Mau nogy-
Wweykax nanbuesB Hor. [pn ocMOTpe MOryT 06HapyKMBaTb-
csl nceBAorMnepTpodus MbllWL, roneHen, «KpblloBUAHbIE»
nlonaTtku, rMNepaopao3 NOSCHUYHOro OTAeNa NO3BOHOYHU-
Ka, CHUXKEHWE CYXOXWJbHbIX pedeKCoB M TOHYCa MbILL,.
Ha aton ctagumn (B 3—-5 net) yke B 5% cny4yaeB MOXKHO
06HapYXWUTb NOparkeHne cepaevHon MbllwLbl (KapAMOMKO-
naTtus) B BUAe CUCTOIMHECKON MUOKapANanbHON ANCHYHK-
uMn (CHWKeHune dpaKkunm BbiGpOCa NEBOro Kenyao4vka
MeHee 55% B uccnegoBaHuu no Tenxronbly) [13]. Mpun aTom
pasmep N1eBOro XKenyaoyka, Kak npaBuio, HE YBENUYEH.
Ha anekTtpoKkapauorpamme (IKI) BbIABAAIOTCS TaxMKapans
B AHEBHOE M HOYHOE BpeMms, yKOopoyeHue mHTepBana PQ,
NPU3HAKM NOBbIWEHNS INEKTPUYECKON aKTUBHOCTH NpaBo-
ro enygoyka (3ybeu, R > S B otBeaeHuax V1-V2), a Takxe
yBenuyeHne amnautyabl 3y6ua Q B otBeaeHusx lll, aVF,
V5-V6 [14-25].
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ha nosgHen ambynatopHoW cTagum €nabocTb MbluL,
HEYK/I0HHO nNporpeccupyeT. Xoabba CyLLeCTBEHHO 3aTpyaHS-
eTcsl, yBeNninBaeTcs runepnopao3 no3BOHOYHUKA, GopMU-
PYIOTCA KOHTPaKTypbl (OAHMMMU U3 NEePBbIX NOSABASIOTCS KOH-
TpPaKTypbl rONEHOCTOMNHbIX cycTaBoB). B Bo3pacte 6-9 net
KapanMomuonaTtus B BUAE CUCTONMYECKOW MUOKapAMaibHON
AMCOYHKUMK BbisiBnseTca yxe B 18% cnyyaeB. CornacHo
peKkoMeHAaumnsaM, He06X04MMbl eXerofHas oLeHKa CoCTos-
HMS cepaua, HasdHavYeHMe MHIMOUMTOPOB aHrMOTEH3UHMNPEB-
pawatowero dpepmeHTta (AMdP) nnu aHTaroHNCTOB peLenTo-
POB aHrMoTeH3nHa Il K MOMEHTY AOCTUMKEHUS MaLMEHTOM
Bo3pacTa 10 net [14, 15, 25].

PanHaa HeambynaTopHas CcTaaus XapaKTepusyetcs
yTpaTton CnocOBGHOCTM CaMOCTOSTENbHO NepeaBuratbes,
pebeHOK BbIHYKAEH MNOMAb30BATbLCA KPECIOM-KOMSACKOMN,
KOTOPbIM MOXET YyNnpaBisiTb CaMOCTOSTENbHO, NOKa coxpa-
HeHa ABwuratefnbHas aKTMBHOCTb PyK. lporpeccupoBaHue
60ne3HM NPUBOAUT K GOPMUPOBAHUIO CrnbaTteibHbIX KOH-
TPaKTyp KONEeHHbIX, Ta306eApEHHbIX M JIOKTEBbLIX CyCTa-
BOoB. ®opmuUpyeTCs BblparKEHHbIM S-06pa3Hbiit CKONMO3.
HauyunHaloT pa3BuBaTbhCs cepaeyvHas u neroyHas HegocTaTou-
HoCTb. B Bo3pacTe 10-13 neT n3-3a CHUKEHUA GU3NYECKOM
Harpy3ku (B nepsyto o4yepedb M3-3a yTpaTbl CMOCOGHOCTU
K CaMOCTOSITE/IbHOM XoAb6e) CHUaeTcqd Gpu3nonormyeckas
Harpy3ka Ha MMWOKapa. KapavomuonaTus B BMAE CUCTO-
JINYECKON MWOKapauanbHON AWCPYHKLMM Ha 3TOM CTaauu
60ne3Hu BbigBNseTcs B 18% cnydvaes [14-25].

Ha nosgHen HeambynaToOpHON cTaamMu GyHKLMSA BEPXHUX
KOHEYHOCTEeN nocTeneHHo yTpaduBaetcs [3, 8, 26]. Ewe
60/blUe HapacTaloT cepaeyHas u nerovyHas HeJoCTaTOYHOCTb.

dnbpo3 cephLa NPUBOAUT K Pas3BUTUIO AMNaTaLMOHHOM
KapAnoMUOoNnaThK, HapyLIEHUIO pUTMa 1 NPOBOAUMOCTH MUO-
Kapaa. HYacToTa BblIBNEHWUS KapgMomuonaTum yBenuymMBaeT-
cs no 38% B Bo3pacTe 14 net, 0o 57% — B 15 net, a y nuu
cTaplue 18 net — yxe 6onblue Yem B 61% cnyyaes [27, 28].

CepaeyHass natonorus MOXeT [JOAro npoTeKkaTb cy6-
K/IMHMYECKM (6e3 FBHbIX CUMNTOMOB CepAedHOW HeaocTa-
TOYHOCTM), MOCKOMbKY MPU3HAKKU XPOHMYECKOM CepaevHOwn
HefocTaTo4HOCTM cTaauu IIA 3aMeTHbl TONbKO npu GU3K-
YEeCKOW HarpysKke, HO Ha HeambynaTtopHoW cTaguu 60b-
HOM He MoXeT cebe MNOo3BONUTb GUIMYECKYIO Harpysky,
Heob6Xxo4MMYI0 ANS MPOSIBNEHUS CepAaevYHOW HepocTaTou-
HocTu. Mo mMepe nporpeccMpoBaHnst 60Ne3HN y nauueHTa
NosIBNSETCS BblpaXKeHHas Taxukapausa, ganee MoryT npwu-
COEAMHATLCSA OTEKM, AUCMHOI (BpemMS MOSIBAEHUS KOTOPOro
3aBUCUT OT COCTOSIHUS AblXaTeNbHbIX MblWL). [pK KpuTHnye-
CKOM CHUXeHun dppaKumm Bbibpoca (PB << 35%), a Takke
Ha doHe GUBPO3a NEeBOro *Kenyaoyka pas3BMBalOTCA aHa-
capKa, acuuT, BblparKeHHasa cnabocTb M Taxukapausa [14-—
25]. B aTux cnyvyasix Ha N1to60M aTane MoryT NpUcoeanHATLCA
HapylweHus cepaeyHoro puTMa pasiMyHoro xapakrepa [14].

MopaxkeHne Nerkmx NPUBOAUT K XPOHUYECKUM pecnupa-
TOPHbIM MHbEKUMAM Yy Bcex nauueHToB. C notepen amby-
NTAaTOPHOCTU U3HEHHast eMKOCTb Jierkux (XKEJT) HeyKnoHHO
ymeHbluaeTcd — Ha 8—12% B roa. Y 60/blUMHCTBA 60/bHbIX
o6HapyxunBaeTcs 06CTPYKTUBHOE anHo3 cHa [29].

Y 30% nauveHToB HabGMOAATCA WMHTENNEKTyallbHble
HapyLweHWsl, 0COBEHHOCTU HeMpopas3BUTUS, ONepaTUBHOM
namaTtn u noseaexus [30, 31].

OcTeonopo3 BcTpeyaeTcs y Bcex ageten ¢ MAJ v BbisSiB-
NnfeTcs Toraa, Koraa ManbyvKu elle cnocobHbl K CaMoCTOS -
TenbHOMY nepeasukeHuto. C BO3pacToM MAOTHOCTb KOCTEWH
NPOAOMKAET CHMXKaTbCA. [epenombl TpyGYaTbiX KOCTEN, CBSI-
3aHHble C OCTEOMNOPO30M M YacTbiMKM MafeHUsIMK, BCTpeYa-
toTCs YacTo, NpuéAn3nTensHo y 21-44% nauveHToB [32, 33].

Y 60nbHbIX ¢ M1/l 4acTO 6GbIBAIOT OC/IOKHEHUS CO CTOPO-
Hbl }K€NYA04YHO-KMLLEYHOr 0 TpaKTa 1 NpobieMbl C NUTAHKEM,

KOTOpble MPUBOAAT K AucHanaHcy nuTaTenbHbIX BELWECTB
W YKWMAKOCTKU, NoTepe unu, HaobopoT, Habopy macchl Tena.
Ha nosgHen ctagvn 3aboneBaHus NosBASKOTCS Ancdarus
N KOHTPaKTypa HUXKHEN YeNntocTu.

B cBSI3W C perynspHbiM NPUEMOM KOPTUKOCTEPOUAOB
CUCTEMHOrO AENCTBMA Y MHOTMX NauMeHTOB pa3BMBalOTCH
TaKkne HexenaTesbHble SBEHUS, KaK HapylleHus pocTa
M MOMOBOr0 CO3pPEBaHMUSA, HaAMOYe4YHWKOBaAs HeLOoCTaTou-
HOCTb, HapyweHWe TONEePaHTHOCTU K MIOKO3e M CaxapHblIn
avabeT 2-ro Tuna, apTepuanbHas rmMnepTeH3ns, ycuneHue
ocTeonopoda, ¢opMnpoBaHMe KaTapaKTbl. Bce nepeywuc-
fleHHble HapylweHus TpebyloT o0653aTeNbHON KOpPeKLUn
n HabnogeHUs y NpodubHbIX CneunanncTos.

B 6onbwuMHCTBE cnyd4aeB cMepTb nauyueHtos ¢ ML
HacTynaeT OT CEpPAEYHOM W AblxaTeNbHOM HeLOCTaTOYHO-
CTW B KOHLIE BTOPOro — cepeavHe TPeTbero AecATUNeTus
WU3HWU. TeM He MeHee, CBOEBPEMEHHOE Ha3Ha4YeHMe KOpPTH-
KOCTEPOUAOB CUCTEMHOIO AENCTBMSA, NPOBEAEHME Perynsap-
HbIX peabuanTaLMOHHbIX MEPOMNPUATUI, CBOEBPEMEHHLIN
KOHTpONb paboTbl CepaedYHO-COCYAUCTOM W AblXxaTeSbHON
CUCTEM, MOSIBNEHWE NaTOreHeTMYECKUX METOA0B Tepanuu
NO3BONSAOT CErOAHA 3HAYUTENbHO YBENUYUTb MPOLOIKM-
TENbHOCTb U KA4€CTBO XWU3HKM NauuneHTos ¢ MAA.

MAB saBnsetcsa 6onee [oOpoOKavyecTBEHHOM GopMoK
6one3HU. [1e6loT HabnogaeTcs 3Ha4YUTENbHO MO3XKe, B BO3-
pacte 10-20 net. 3ab6oneBaHMe NPOrpeccupyeT MeaeHHo
W pefKo NPUBOAMT K MHBanuan3aunu o 40 net. UHTennekr
npu MAB 06bI4HO coxpaHeH. [Mpn MB xapakTepHo nopaxe-
HWe MWOKapaa v pa3BuUTUE rMnepTpodUYecKon unu gunata-
LIMOHHOW KapamMomuonaTtum (o 50% cnydaes) [4].

MpuénnautensHo B 8% nposisneHns ML moryT Ha6nto-
[LaTbCl Y KEHLMH — HocuTenen 4edeKTHOro reHa. 310 MOXKeT
NPOUCXOANTb B pe3y/bTaTe Taknx HapyLlweHWN, Kak TanoHn3a-
LMs (MHaKTMBaLMSA) XPOMOCOMbI X, NPKW MOJTHOM UM MO3aUYHOM
dopmax cuHapoma LLepeweBckoro — TepHepa. KnnHuyeckue
NposiBNIEHNS 06bIYHO AeBIOTUPYIOT B NEPUOA FOPMOHabHbIX
nepecTpoeK, TakMx Kak 6epemMeHHOCTb, Hayano MeHcTpya-
LMK, KNnMMaKc. 3aboneBaHue y KeHLWmH 06bl4HO NpoTeKaeT
B 3HA4YMUTENbHO 60/1ee MArKom Gopme, 4em y My>K4uH. [Tommmo
MbILEYHON cnabocT, AOCTAaTO4YHO YacTo MOryT HabngaTb-
CSl HapYLIEeHUs CO CTOPOHbI CepaevyHO-COCYANUCTON CUCTEMBI,
TaKMe KaK HapyleHWs CepaeyHoro putma, pasButue guna-
TaUMOHHON KapauomuonaTtun [34]. OCHOBHblE CHUMMNTOMbI
MuoamncTpodun [oweHHa npeactaBieHbl B Tab. 1.

OnddepeHunanbHaa auvarHoctuka MA4/MAB nposo-
AWTCS CO BCEMU 6ONE3HAMM, OCHOBHbLIM KITMHUYECKUM MpPo-
fIBleHWEeM KOTOpbIX SBASETCs MbllleyHasa cnabocTtb [19, 35].
lMepeyeHb OCHOBHbIX 3abofieBaHWM, NpeacTaBASAOWMX
cobon auddepeHymanbHbii guarHo3 npu MAA/MAB, npea-
cTaBfeH B Ta6. 2.

AUATHOCTUKA

O6palwaem BHWMaHWE, 4TO, COrnacHo TpebGoBaHWUAM
K pa3paboTKe KIMHMYECKWUX PEKOMEHAALMN, K KarKao-
My Te3UCy-peKoMeHJauuMmM HeobXoAMMO YyKasbliBaTb CUIY
peKomMeHaaLnn 1 JoKasaTenbHyto 6a3y B COOTBETCTBUM CO
lIKanamMu OLEHKM YPOBHSI AOCTOBEPHOCTW AOKa3aTeNbCTB
(YOL4) n ypoBHA ybeauTenbHocTu perkomeHpauunn (YYP).
Ona mHorux TeamcoB YYP v YA/ 6yayT HU3KMMU NO NMpUYrUHe
OTCYTCTBMSA MOCBSIWEHHbIX UM KJIMHUYECKUX UCCNeaoBaHUM
BbICOKOr0O AM3ailHa. HeB3npas Ha 370, OHU ABNSAIOTCHA HEOO-
XOAMMbIMW 3n1eMeHTaMKn 06¢ceaoBaHMsa NaumMeHTa ang ycra-
HOBEHUS InarHo3a U Bbibopa TaKTUKKN NEeYEHNS.

OuarHo3s MA4/MAE ycTtaHaBnnMBaeTcsd Ha OCHOBaHWM
COBOKYMHOCTW A@HHbIX:
® aHaMHECTUYECKMUX;
®  KJIMHUYECKMUX;



Ta6nuua 1. OCHOBHblE CUMMNTOMbI MUOAUCTPODUK [ltoleHHa °

Table 1. Core symptoms of Duchenne myodystrophy

MpusHak

Yacrora, %

MUonaTu4ecKasa noxoaka

Mporpeccupytowas MblleyHas cnabocTb

C NPENMYLLECTBEHHbIM NOPaXKEHNEM
NPOKCUManbHbIX OTAENOB, CHUXEHWE
MOTOPHOM aKTUBHOCTH, CNaboCTb B HOrax
6onblle, 4eM B pyKax, ncesgoruneptpodus
MKPOHOMXHbIX MbILLL, CHUXKEHUE CYXOKMUbHbIX
pedneKcoB, NONOKNUTENbHbIE NPpUeMbl [oBepca,

100

MoBbiweHne ypoBHa KOK

100

COXPaHHbIV UHTENNEKT

HopmanbHoe ncuxopeyeBoe pa3BuTue,

96

HapyleHuns abixaHus, YacTble pecnupaTopHble
MHPEKLMM, AblxaTeNbHasa HEAOCTaTOYHOCTb,
OUCMHO3 NpY GU3UYECKOM Harpy3Ke,
06CTPYKTUBHOE anHO3 BO BPEMS CHa, OPTOMHO3

25-40 .

Noppaos, Kndo3s 1/mam CKoIMo3

9-25

YMepeHHas renatoMeranus

no 16 °

COHNMBOCTD, yTOMNAEMOCTb

no8

MpumeyaHne. KOK — kpeatnHdochoknHasa. °
Note. CPK (KPK) — creatine phosphokinase.

pesynsTaToB 1a6opaTopHOro MccneaoBaHua (6UOXUMU-
YECKOro U MOJIEKYIIPHO-TEHETUYECKOro aHanuaa).
K Bonpocam anddepeHLUmnanHon AnarHoCTUKRKU cneayet

noaxoAnTb 0c060 BHUMATENLHO (CM. Tab. 2).

Kputepuu yctaHoBneHUs auarHo3a u COCTOSIHUA

[narHo3 ycTtaHaBAMBAETCA Ha OCHOBaHWW pea3ynbTa-
TOB MOJIEKYNSAPHO-TEHETUYECKOrO 06Cef0oBaHna B clyyae
BbISIBJIEHUS NAaTOreHHbIX BapuaHToB B reHe DMD.

HanoGbl U aHamMHe3

Mpn c6ope aHamHe3a U Xanob cnegyetr 06paTUTb BHU-

MaHue Ha:

6ecCcMMMNTOMHOE MOBbILWEHWE aKTMUBHOCTU TpaHCaMUHA3
(ANT, ACT) n K®K, AT B cbiBOPOTKE KPOBY;

3a/lepKKy MOTOPHOrO M Pe4YeBOro Pa3BUTHUS;
nceBAoOrMNePTPOdUIO MblLLL, FONTEHH;

MOBbILLIEHHYIO YTOMIIEMOCTb (CHUXEHWE BbIHOCIMBOCTH);
YyacTble NaAeHUst U HEYKIIOKECTb;

M3MeHeHWe naTTepHa NOXOAKMK;

TPYAHOCTH NPU NoabeMeE Mo NECTHULLE;

CNOXHOCTW BbINOSIHEHUSI OObIYHbIX MOTOPHbLIX 3ajaHui
(npucenaHusa, 6er unuv npeofoneHne MnpensaTcTBuin),
Hecnocob6HOCTb MpbiraTh;

Mcnonb3oBaHWe BcnomoraTtenbHbiXx npuemoB loBepca
npv NogbeMe ¢ Nona;

Ta6nuua 2. OcHoBHble 3a6oneBaHusa Ana audodepeHumnanbHOro AuarHo3a MuoaucTpodumn oleHHa
Table 2. Major diseases for Duchenne myodystrophy differential diagnosis

Tun HapyweHus

AnarHos

OCHOBHbI€ CXO0XHWe CUMIMTOMbI

BocnanutenbHas muonatus

NMonnummosnt
Muosut

MocTeneHHO pa3BuBatowWascs cnabocTb Mbilll,
nosblweHne KK

BpoKAeHHbIEe CTPYKTYPHbIE
MuonaTtuu

HemanuHoBas muonaTtus

BonesHb LeHTpanbHOro CTEPKHS

U MyNbTUCTEPKHEBASA MUONATUS
LleHTpoHyKNeapHasa muonatus
MwuonaTus ¢ rmanuHOBbIMKU TeNbL,aMK
Mpoyne BpoXKAEHHbIE MMONATUK

MblweyHas cnabocTb, FTMNOTOHWUSA NPU HOPMabHOM UK
yMEpEeHHO NoBblWeHHOM ypoBHe KPK, Hanuymm ckeneTHbIx
HapyweHun

BpoxaeHHble MbllleyHble
ancTpodum

Mepo3uH-geduunTHas

BonesHb Ynbpuxa

BonesHb betnema

BTopuWyHblE AMCTpOrNMKaHonaTum

Mblwe4yHas cnabocTb, BblpaXKeHHas rmMnoToHus,
NnoBblWeHHbIN ypoBeHb KPK — nHOrga BbICOKWIA, Hannyne
CKENETHbIX HapyLIeHWI

KOHEYHOCTHO-MosICHbIe
MblleYHble ANCTPODUM

dopMbl C ayTOCOMHO-AOMUHAHTHbLIM TUMOM
HacnepoBaHus (LGMD1A-H)
dopMbl C ayTOCOMHO-PELLECCUBHBIM TUMOM
HacnepoBaHus (LGMD2A-Y)

MpenMyLLeECTBEHHO NPOKCMManbHas cnabocTb

MblLLILL KOHEYHOCTEN, BbicoKkMe undpbl KPK, yacTto
pa3BuTHE NceBaorMnepTpoodui, NnoTeps BO3MOXHOCTH
CaMOCTOATENIbHOMO NEPEBUKEHUS HA BTOPOM JECATUNETUN
YKW3HW, Pa3BUTME KapanomuonaTuu

MeTabonuyeckas mmonaTtums

nukoreHos Il Tuna, nosaHasa dopma (aebloT
nocne 1 roga)

YacTo fe6toT B AOLWKObHOM BO3pacTe, MpenMyLLeCTBEHHO
NpoKcHMMasbHas cnaboCcTb MblLUL, KOHEYHOCTEN, pa3BUTHE
OblXxaTeNbHbIX HapyLweHW, BbICOKNE Lndpbl KOK

MeTabonuyeckme mmonatumn
(mpyrue)

ukoreHoassl llla, IV, V n VIl Tunos
MwuTOoXOHAPHUaNbHbIE MMONATUK
Huposble Mmmonatum

[MnoToHMs, renaTtomeranus y aeten, cnabocTb MblLULL,
YTOMNSEMOCTb, CHUXEHME YCTONYMBOCTH K Harpy3kam,
nosbiwexHne KPK

BonesHn MoTOHEWpPOHa

CnuHanbHble MbllweyHble atpodun, Tun 1l n il
Bynb6ocnmHanbHas ammoTpodus (6onesHb
KeHHeaw)

BoKkoBoW aMnoTpodUYECKN CKNEepo3

CnabocTb MbllIL, HAPYLIEHWE [bIXaHUs, aTPODUSA MbILLLL,
BO3MOHO HEGONbLIOE NoBbIWeHNe KOK

BonesHu HepBHO-
MblLLEYHOM Nepeaayu

MwuacTeHus rpaBuc
BpoaeHHble MUACTEHUYECKUE CUHPOMbI
CuHapom Jlamb6epTa — UToHa

HapylweHus gbixaHus, cnabocTb MblLWL, yTOMASEMOCTb

ACMMNTOMHOE MOBbIWEHKE
KPK

BTopuyHas muonaTus, BKo4as
NNeKapCTBEHHYO

MNoBbiweHne KOK

MpumeyaHmne. KOK — kKpeaTnHpochoKknHasa.
Note. CPK (K®K) — creatine phosphokinase.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

° xoAb6y Ha nanbuax;

® CHMWXXEHMWEe MbILIEeYHOro TOHYCa;

®  CHMWXEHMWEe UK OTCYTCTBUE CYXOXKMU/bHbIX pedIeKCOB;

e 6071 B MbllLAX;

® 00/ B ClUHE;

® 3KBMWHYCHYIO YCTAHOBKY CTOTT;

® yTpaTy HaBblKa CaMOCTOSITENIbHOM X0AbObl;

° oBeAeHYEeCKME HapyLIEHNS;

°  3aJepXKy pevyeBOro pasBUTUS UKW HapPYLIEHUS apTUKY-
naumu;

®  TPYyAHOCTU C OBY4YEHWEM U BHUMAHUEM;

e 00WYy MblWeYyHy cnabocTb U ObICTPYIO PUIUYECKYIO

yTomnsiemocTb [1-3, 8, 36, 37].

AHaMHeCTUYeCKME COObITUSA, Ha KOTOopble HeobXo-
IMMO 06paTUTb BHMMaHME y NaLMeHTOB C MOA03PEHMEM
Ha MA4/MAB:
® 0/ NauMeHTa — MYMKCKOW;
® YCTAHOB/EHHbIA AMArHo3 «nporpeccupytoas mMuoau-

cTpodusa» y POACTBEHHWKOB MY)CKOro nosna no mate-

PUHCKOW JIMHUWU MW HEYTOYHEHHOE HEPBHO-MbIlEYHOE

3aboneBaHue;
® yCTAHOBJ/IEHHbIN GAKT HANNYMSA B CEMbE XKEHLIMH — HOCHU-

TeNbHWUL, NAaTOreHHOro BapuaHTa MmyTauuu B reHe DMD;
°* no3agHee GOpMMpPOBaAHWE HaBblKa CaMOCTOATENbHON

X0AbObl;

° 3ajepKa CTaHOBNEHUS peyu;

° 3HauuTenbHoe nosbiweHne KPK B aHaMHe3e;

®  1eb6loT KIMHMYECKUX NPOSIBEHUI B 6O/bLUMHCTBE Ccy4ya-
eB B Bo3pacTe 2-5 net ana MAA v 10-11 net ana MAb

[1, 2, 38, 39].

HKanobbl M aHamMHe3 TaKXe OnucaHbl
«KnuHnMyeckasa KapTuHar.

B paszjgene

dusukanbHoe o6cnegoBaHune
dusnkanbHoe obcnefoBaHue nauMeHToB Npu Nogoape-

HUKM Ha MOA/MIB BKntoyaeT:

° U3MepeHue pocTa;

° U3MepeHue Beca;

° BM3yaslbHYIO OLEHKY NOXO4KM: MMOMaTUYecKas, nepesa-
nuBatowascs (No Tuny «yTUHOW»);

° BM3yalbHbIM OCMOTP MblWL: nceBgoruneptTpodms
MKPOHOXHbIX MbIWL,; MPOKCUManbHOE pacnpegenexHve
MblLWEYHbIX FMMo-/aTpoduin n Nnapesos.;

® UCCNeAoBaHWE MbIWEYHOr0 TOHYCa: CHUMKEHWE Mblley-
HOro TOHyca, 60/blle B MPOKCMMasbHbIX OTAENAX;

° 1CCNiefoBaHME MbllEeYHOM CKUibl: cnaboCcTb NPOKCUManb-
HbIX MbILWL, KOHEYHOCTEN, MbILIL, TA30BOr0 U Njae4eBOro
nosca;

® MCCnefoBaHUE CYXOXMbHbIX pebneKCcoB: CHUXeHWe
WK yTpaTa CyXOXKUbHbIX pedeKCcoB;

°  MONOXWUTENbHLIN cumnTom [oBepca: MCnonb3oBaHue
BCnomMorarte/fibHblX MPUEMOB MpU NogbeMe ¢ nona;

® MCMO/Sb30BaHWe BCNOMOraTebHbIX MPUeMoB Npu cnabo-
CTW MblLL, Wen Npu NOAHUMAHKK FON0BbI NPU BCTaBaHUK
N3 NONOXKEHWS Nexa Ha CNUHe;

® OCMOTP KOCTHO-CYCTaBHOWM CUCTEMbI: MOSCHUYHbIN rMnep-
NopA03, TYrONOABUMKHOCTb WMAM KOHTPaKTYpPbl KPYMHbIX
CyCTaBOB, CKOIMO3, «KPbIIOBUAHbIE» NONATKK, Aedopma-
LMS TPYAHOW KNETKM, ynaoleHue 1 gedpopmanms cTon;

° Hanunyne noBeAeHYECKMUX PacCTPOMCTB: CUHAPOM Aedu-
LUMTa BHUMAHUA U runepakTnsHoctu (CABI), aytuctuye-
CKME MposiBAEHUs, 06CECCUBHO-KOMNY/IbCUBHbIE pac-
CTPOMCTBA;

° Henporpeccupylolme OTKIOHEHUS B KOMHUTUBHbIX
YHKLMSX: HapylweHne KpaTKOBPEMEHHOW CNOBECHOWM
namaTn, aucneKkcus, cneuuduyeckue pacctponcTsa
06yYeHus;

® Hanu4yMe 3IMOLMOHasIbHbIX PACCTPOWMCTB: Aenpeccus,
TPEBOXHOCTb, adDEKTUBHOCTb;

° uccnegoBaHWE CEPAEYHO-COCYAUCTON CUCTEMbI: YBENU-
YyeHue 4acToTbl CephAeydHblX COKpaLleHMKW, MOBbILEHUE
apTepuanbHOro AaBfeHuUs;

® uccnefoBaHWe AblXxaTelbHOW CUCTEMbl: YBeNUYeHue
4acToThbl AbIXxaTeNbHbIX ABUXEHWN, ocnabneHHoe Ablxa-
HWe Npu aycKynbTauuu [1, 2, 38].

Moapo6Ho AaHHble dM3MKaNbHOro ob6ceoBaHUsa OMu-
caHbl B pasgene «KnnHuyeckas KapTuHan.

JlaGopaTopHble JUarHoCTUYECKUE UccnefoBaHUsA

PaHHAs anarHoctnka MAA v MBb — 3anor npaBu/ibHO-
ro BeAeHUs nauMeHToB, CBOEBPEMEHHOIO MCMOJ/Ib30BaHUSA
[IOCTYMHbIX CXEM Tepanuu n peabunutauuun ana npodunakx-
TUKU OCJIOXXHEHWIN, COXPaHEHUs KayecTBa M YBENUYEHUS
NPOAOJSIKUTENBHOCTH KU3HU NALIMEHTOB.

Bcem naumeHTam ¢ KIMHUYECKUMU CUMNTOMaMM, Xxapak-
TepHbIMM ang MAA/MAB, ¢ uenblo paHHEW AWarHOCTU-
KM OONEe3HU peEKOMEeHyeTcs onpenefeHne aKTUBHOCTH
K®K Kposu [2]. YpoBeHb y6eaAUTENIbHOCTU peKoMeHaa-
uuin — C, ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeNibcTB — 5.

MoBbiweHne ypoBHA KPK — ob6nuratHbl, pPaHHUI
OOK/IMHUYECKUIM NPU3HaK. XapakTepHbim ang MA asnseTcs
nosbiweHne KOK B 10-100 pas. B o653aTenbHOM NOpsiake
ypoBeHb KOK fonmkeH onpenensatbcs y NnaLuuMeHToB B cneay-
IOLLMX CUTYaLUAX:

1) pebeHOK He xoaMT B 16—18 mMec, NpUMEHSET Npuem
[oBepca npu BCTaBaHWW UK XOOMUT Ha NanbLax;

2) UMeloTCH OTAroWEeHHbIM aHamHe3 no MAJ unn Hanu-
yne y OSIM3KUX POACTBEHHWMKOB HEYTOYHEHHOr0 HEPBHO-
MblLLEYHOro 3aboneBaHus;

3) y nauueHTa BbISIBIEHO MOBbIWEHWE TpaHCaMWHa3
(ANT, ACT) HeACHOro reHesa Ha [AOK/JIMHWUYECKOW CTaauu
(KNMMHUYecKas cuTyauus Yalle BCTpeyaeTcs y AeTen B BO3-
pacte no 3 neT) [1, 2, 39].

Heo6xoaMMo npoBeaeHne MOoSIEKYNSPHO-TEHETUYECKOTO
uccnegosaHus B reHe DMD BceM naumeHTam C CUMMTO-
MaMu, xapakTepHoimu anga MAA/MAB, wan nauyueHTam
6e3 CMMNTOMOB, HO C NOBbLIWEHHbIM YpoBHEM KPK (Gonee
2000 Ea/n) ¢ uenbto NOATBEPXAEHUSA AMArHo3a M npoBe-
[EHNS MEONKO-TEHETUYECKOro KOHCY/NbTUPOBAHWUS CEMbM
[1-3, 5, 37, 40]. YpoBeHb y6eaUTENIbHOCTU PEKOMeHAa-
uuin — C, ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNbCTB — 4.

MepBbIi aTan: onpeaeneHne KpynHblx geneuuin n ayniu-
Kauun B reHe DMD meToaoM MyJSIbTUMIEKCHOW aMnanduKa-
LMK NUrnpoBaHHbIX 30HA0B (MLPA). BTopow aTtan: npu oTcyT-
CTBMM 3K3O0HHbIX Aeneuvn unau gynivkauum B reHe DMD
cnefyeT NpoOBECTU CEKBEHMPOBAHUE reHa 419 06HapyKeHNUs
MasiblX M TOYEYHbIX MyTaL M. BO3MOXKHbIMW MeTOAaMU ABNS-
loTCS CEKBEHUPOBaHWE HOBOro nokoneHus (NGS) nnm metoa
ceKkBeHupoBaHua no CeHrepy. lNpeanoxeHHbI anroputm
BbiBNAAeT 98% MmyTauun B reHe DMD. B cnyvyae BbiiBAEHUS
ToYeYHbIXx MyTauun metogoM NGS Heo6XxoaAMMO NMPOBOAWUTb
MX MOATBEPMKAEHWE METOAOM MNPSMOro CEeKBEHMPOBaHUSA
no CeHrepy.

MauneHTam ¢ cumnToMamu, xapaktepHbimu ansg MA4/MAB,
unn nauyneHTam 6e3 CMMNTOMOB, HO C MOBbILEHHbIM YPOB-
HeM KPK (6onee 2000 Ea/n) nokazaHa 6GMONCUSA MbllLbI
M naTtosioro-aHaToOMMYeckoe wucciegoBaHne GMOMNCUIHOIO
(onepauUMoHHOro) Matepuana MbllEYHOW TKaHW C npume-
HEHMEM WMMYHOTMCTOXMMUYECKUX METOAOB Ha Hanuuune
OUCTpoduHa B cilydyasx COMHUTENbHbIX Pe3yNbTaToB reHe-
TUYECKOro o6¢nefoBaHns UM HEBO3MOXHOCTM ero npose-
[IEHNS C Lenblo NoATBEPXKAeHMA aAnarHosa [1, 2]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauun — C, ypoBeHb A0CTO-
BEPHOCTU JoKa3aTeNbCcTB — 5.



B 60/1bWKNHCTBE CNy4YaeB reHETUYECKUX METOAOB HUcce-
[OBaHWs 4OCTAaTOYHO AN MOATBEPKAEHNS AnarHo3a.

Bcem nauueHTaM € K/AMHUMYECKUMM MpuU3HaKamu
MAOA/MAB pekomeHayeTcs npoBedeHue oblieTepaneBTu-
4eCKOro 6MOXMMUYECKOro aHanmn3a KpoBwW (MccrnegoBaHue
ypoBHSA obuwero 6enKka, KpeaTMHWHA, MOYEBUHbI B KPOBM,
onpeaeneHune aktuBHocTn AJIT, ACT, ramma-rnioTaMmuaTpaHce-
depasbl (ITT) B KPOBK) C LieSblo OLLEHKU COCTOSHUSA NedYeHun
M noyek [41-45]. YpoBeHb yoeAUTENbHOCTU PEKOMeHja-
uu — C, ypoBeHb JOCTOBEPHOCTH OKa3aTeNbCTB — 4.

Take npu Heob6XO0AMMOCTM MPOBOAAT UccnefoBaHue
YPOBHSA [NIOKO3bl, GUAMPYOMHA CBSA3AHHOMO (KOHBIOMMPO-
BaHHOro), 6unmMpybrMHa cBOBOAHOIO (HEKOHBIOMMPOBAHHOIO)
B KPOBW, 06LEro Kasblus, MOHWM3MPOBAHHOIO KalbLus,
HeopraHuyeckoro pocdopa B KPOBM C LLE/bIO OLEHKM Kalb-
uneBo-pocdopHoro obmeHa.

BceMm nauueHTam C KAMHUYECKUMW MNpU3HaAKaMKU
MAL/MAOB pekomeHayeTcs 06WMUKA (KNIMHUYECKUIM) aHa-
/I3 MOYU C LEeNbl0 OLEHKU COCTOSAHUS MOYEBbLIBOASALMX
nyten v noyek [46]. YpoBeHb y6eaUTENIbHOCTU PEKO-
meHpaauun — C, ypoBeHb [OCTOBEPHOCTM [OKa3a-
TenbCcTB — 4.

UHcTpymMeHTaNbHble AUarHocTU4YeCcKue

uccnepoBaHus

MepeyncneHHble KAMHUKO-UHCTPYMEHTaNbHble MeTOAbl
ncecnefoBaHns Heo6xoauMbl Ans nepBuYHON U anddepeH-
LWanbHOM ANArHOCTUKK GONE3HMU.

MaymeHtam ¢ MAL4/MAB npu HanM4MmM NOKa3aHUM peKo-
MeHAYeTCA NPOBOANUTL UCC/ieAOoBaHWE CNPOBOLMPOBAHHbIX
AblxaTeNlbHblX 06bEMOB, HECMPOBOLIMPOBAHHbIX AblXxaTenb-
HbIX 0O6bEMOB M MOTOKOB C LIENIbI0 CBOEBPEMEHHOW Ana-
FHOCTUKM HapyweHun dyHKumMM AbixaHus [13, 29, 47-52].
YpoBeHb y6eauTeNbHOCTU peKomeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU flOKa3aTeNnbCTB — 4.

OueHKka GyHKUMKM BHellHero AbixaHua (PBJ) nposo-
ONTCS METOAOM CMMPOMETPUMU EXErogHo (MAM Npu Heob-
XOAMMOCTH — [ABaAbl B rog) ¢ 5 neT npu BO3MOXKHOCTH
NPOBEAEHMS.

C Lenblo OLEHKM CTEMEHM NopaxKeHuUs MblEeYHON TKa-
HM nauneHtam ¢ MAA/MAB npu nocTaHOBKE AMarHosa
W B AMHaMWKe MO MNOKa3aHMAM peKoMeHayeTcs nposeje-
HUE MarHUMTHO-pe3oHaHcHon Tomorpadum (MPT) MblleYyHO M
cuctembl (LeneBbix MbilL) [38, 53]. YpoBeHb yoeauTenb-
HOCTH peKoMeHpauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbCcTB — 4.

[aHHbln MeTog ob6cnefoBaHUs ABASETCS 4ONONHUTENb-
HbIM, MPOBOAMUTCA MO MOKa3aHuaM (C Lenblo anddepeHun-
anbHOM [MArHOCTWMKM, KaK [LOMOSHWUTENbHbIM MEeToh noa-
TBEPXAEHMSA AMarHo3a B COMHUTENbHbIX Clydasx n aHanusa
pa3BuTUa 3aboneBaHna B AuHaMuKe). MPT MblwL NO03BO-
naetT BuM3yanus3upoBaTb CTeneHb AncTpodun u Gubposa
MbILEYHOM TKaHW. BU3yannaunpyotca xapakTepHble nattep-
Hbl — MopaeHusa MbllL, 6eapa (MakcumanbHoe NopaxkeHme
npPUBOAALWMX MblLL, 6eapa NPU COXPaHHOCTU TOHKOM M NOpT-
HSXXHOW MbIWL) WU TONIEHK (KupoBas UHPUNLTPALMA B KaM-
6anoBUAHbIX U Mano6epLoBbIX MblWLAX U OTHOCUTENbHas
COXpaHHOCTb 60/ble6epUOBON MblwLbl) [54].

MauymeHtam ¢ MAA/MOB co ckonvo3om, Xanobamu
Ha 60/1b B MOSICHMLIE, @ TaKXe BCEM NauueHTam, noTepsis-
UMM CNOCOBHOCTb XOANUTb, HEOBXOANMO NPOBEAEHME PEHTTE-
Horpadun rpygHoOro U NOSICHUYHOIO OTAENOB MO3BOHOYHUKA
(M KomnbtoTepHOM ToMorpadusa (KT) N0O3BOHOYHMKA (0AMH
otaen)) B 60KOBOM NPOEKLNN C LLENbIO OLEHKKU CTEMEHN pas-
BUTUSA CKONMO3a, BbIIBNEHUSA MNEpPesoMOB MO3BOHOYHUKA,
a TaKXKe C LUenblo onpefeneHns Heo6xoaMMOCTHU leYeHUs
ocTeonopo3a 6ucdocodoHaTtaMu, onpeneneHnss Heobxoau-

MOCTHU, BO3MOXHOCTU M OObEMa XMPYPruyecKoro Bmella-
TenbcTBa [55-59]. YpoBeHb y6eaUTENbHOCTU peKoMeHAa-
uuii — B, ypoBEHb JOCTOBEPHOCTU JOKa3aTeNnbCcTB — 3.

PeHTreHorpadusa rpygHoro M MNOSICHWUYHOrO OTAEN0B
NO3BOHOYHMKA B GOKOBOWM MPOEKLUUN NMPOBOAMTCS Kamable
1-2 ropa y NauveHToB, NMPUHUMAIOWMUX KOPTUKOCTEPOUALI
CUCTEMHOrO AENCTBUSA, U Kaxkable 2—3 roga y nauueHToB,
HE MPUHUMAIOLNX KOPTUKOCTEPOUAOB CUCTEMHOIO [Aew-
cTBMSA [1], a TaKKe ABa)KAbl B roj nauueHTam, noTepsaslunm
CMOCOBHOCTb XOAMUTb, C anobamu Ha 60/1b B CMIMHE, CO CKO-
JIMO30M M TMNEePIOPLO30M.

C uenbto BbIIBNEHWS OCTEONOpPO3a M NepenomoB No3Bo-
HOYHMKA, a TaKXKe Npu NOArOTOBKE K Tepanum 6uchocdoHaTa-
MW UK OPTONELMYECKOMY XMPYPrUYECKOMY BMeLaTeNbCTBY
nauneHtam ¢ MAA4/MAB pekoMeHayeTcs peHTreHO4EHCUTO-
MEeTPUS NOSICHUYHOIO OTAENa NO3BOHOYHUKA B GOKOBOM Npo-
eKkumn [55-61]. YpoBeHb y6eauTeNlbHOCTU peKoMeHpaa-
uunii — B, ypoBeHb OCTOBEPHOCTU JOKa3aTeNbCTB — 3.

PeHTreHOAeHCUTOMETPUS PErYASPHO NPOBOAUTCS AETAM,
HaynHas CcO BTOPOWM CTaguM (paHHSAs ambynatopHas) npo-
rpeccupoBaHung 3abonesaHus. Ana naunentos ¢ M44/MAb
XapaKTepHa BbICOKas 4YacToTa OCTEOMEHMM W MEePesoMoB
NO3BOHKOB M A/MHHbIX TPyGYaTbiX KOCTeW. [JaHHble PUCKK
006yCNoB/IEHbI MbllEYHOM CNaboCTbio, MPUEMOM KOPTUKOCTE-
POMAOB CUCTEMHOIO AENCTBUSA U HU3KOM MOABUMKHOCTbBIO [1].

Bcem naunenHtam ¢ MAL/MAE ¢ uenbio BbiIBAEHUS
cneunduryecKoro NnopaxkeHus cepaLa peKoMeHayeTcs peru-
ctpaums Kl n npoBeaeHue axokapamorpadum (AxoKr) [14,
28, 36, 55, 57]. YpoBeHb y6eaUTENIbHOCTU peKoMeHaa-
uui — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 5.

[aHHble MeToAbl UCCnefoBaHUs MO3BONSAIOT BbIABUTb
HapyLWweHWs 4YacTOoTbl CePAEYHbIX COKPaLLEHNUI, pUTMa M Npo-
BOAMMOCTU cepiua, NPU3HaKW CUCTONMYECKOW AWCOYHK-
LMK, AMnaTalMOHHbIX HapyLleHui, runeptTpobum MMokapaa,
MUTPanbHOW peryprutauuun. Npu Heo6Xo0AMMOCTU BO3MOX-
HO nposeaeHne MPT cepaua [57] ¢ KOHTpacTUpoBaHUEM
AN OLEHKMU CTPYKTYPHbIX U3MEHEHWM MPaBoro u J1e€BOro
KENyAo4KOB, MarncTpanbHbIX U NepnudepuyecKmx Cocygos.

Bcem naumeHtam ¢ MAA/MAB npu cHukeHun MEJ
mMeHee 50% ¢ Lenbto BbIABNEHUS CUHAPOMA OGCTPYKTUBHOIO
anHoa cHa NoKas3aHo NpoBeAeHME NYNbCOKCUMETPUN BO CHE
[36]. YpoBeHb y6epuTenbHOCTU peKomeHaauun — C,
YPOBEHb JOCTOBEPHOCTHU fAOKAa3aTeNbCTB — 5.

Ha am6ynaTopHOM cTaAnn MOXKET BOSHUKHYTb HEOOXOAM-
MOCTb B NPOBELEHMMN UCCNELOBAHUIN CHa C KanHorpaduen,
0COBGEHHO NPKU NOBbILEHUN MacChl Tena BCAeLCTBME Tepa-
MUK KOPTUKOCTEPOUAAMU CUCTEMHOIO AENCTBUSA U NPU HaNK-
YMM CUMMNTOMOB HapylWeHWs AblXxaHWsA BO CHE (anHO3 cHa).
MccnegoBaHma CHa TaKyKe MOryT MCMONb30BaThCs KaK alb-
TepHaTUBHbIV MeToA AN MOHUTOPUHIa NoKasaTesnen BHeLW-
HEero AbIxaHus y Tex NauMeHTOB, KOTOPbIM HEBO3MOXHO NpPOo-
BecTu uccnepgoBaHrve ®B/. Ecnn BO3MOXKHO, nauueHTam,
He CMOCO6GHBIM CaMOCTOATENIbHO XOANUTb, UMEIOLMUM CUMNTO-
Mbl HapyLWeHWs AblXaHWsa BO CHe, MCCTIeA0BaHMs CHa cneayeT
NPOBOAUTL HE PEXKEe OAHOro pasa B rof.

MpoBefeHne KapauopecnupaTopHOro MOHUTOPUHra
(AMCTaHUMOHHOE HabnloAeHWe 3a MoKasaTeNsaMu YacToTbl
cepAeyHbIX COKpalleHuh u AWCTaHUMOHHOE HabnogeHue
3a GYHKUMOHaNbHbIMK NOKa3aTeNs MU BHELWHErO AbIXxaHWs)
B CTalMOHape HeobxoamMmo BceM nauuneHtam ¢ MAA/MOb
NpPU HaAN4YMK Kanob, COOTBETCTBYIOLLMX TMNOKCEMUM (AHEB-
Hasi COH/IMBOCTb, FONOBHbIE 60K, YTOMASEMOCTb, HOYHbIE
KoLWMapsbl, HEO6bACHUMOE CHUXEHWE MacChl TeNla Npu agek-
BaTHOM MUTaHWW), W/WUAN LaHHbIX O CHWXeHUU bopcupo-
BaHHOW XW3HEHHON eMKOoCTU nerkux (PHKEJ) meHee 50%,
W/ WK1 BbISBNEHUW CHUKEHUSA caTypaLumn No AaHHbIM HOYHOM
NyNbCOKCUMETPUU MeHee 94% C LeNbio BbISIBJEHUS CUHAPO-
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KJIMHUYECKUE PEKOMEHAALUUU

Ma 06CTPYKTMBHOIO anHo3 cHa [36]. YpoBeHb y6eauTteb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbcTB — 5.

KapanopecnupaTopHoe MOHUTOPMPOBaAHME MPOBOAMNTCS
L1151 OLLEHKU pUTMa CepAaLa, YPOBHS caTypaLmm (HacbleHUS
KPOBM KMCNOPOJOM), YAC/Ia OCTAHOBOK AbIXaHUsl B HOYHOE
Bpems. [laHHOEe nccnegoBaHue BaXKHO aAng Gukcaumm dakra
XPOHMYECKON AblxaTeNbHOM HeJOoCTaTO4YHOCTM M ANs pelue-
HWS BOMpoca 0 He06X0AMMOCTH AOMOJIHUTENBHON pecnupa-
TOPHOM MOAAEPKKM.

UHble guarHocTtu4yeckue uccienoBaHus

Mpn HanuMunuM nokasaHuW ANa onpegeneHus obbema
Heo6XxoAMMON ManInaTMBHOM MOMOLWM PEKOMEHAYITCH
NepPBUYHbIE KOHCYNbTaLMKM BpayYen U MHbIX CreuuanmucToB
M3 MEeOMLMHCKON opraHvM3auuun Uan ee CTPYKTYPHOro nog-
pa3aeneHunsi, oKasblBaloWero crneuuanManpoBaHHylo nasn-
JIMAaTUBHYIO MeAMUMHCKYI0 nomolwb getam ¢ MAA/MAB
[36, 50, 62, 63]. YpoBeHb y6eaAnUTEIbHOCTU PEeKoMeHAa-
uun — C, ypoBeHb OCTOBEPHOCTHU JOKa3aTeNbCTB — 5.

KoHcynbTaums OTHOCUTENbHO NaniMaTUBHON MeaMLMH-
CKOW NMOMOLLM MOXEeT OKa3blBaTbCH Ha BCeX 3Tanax Bepe-
HMA nauweHta ¢ MAA/M/AB: npu nocTtaHOBKe AMarHosa,
BO BPEMS MPUHATUS KTIOYEBbLIX TEPaNeBTUYECKUX PELLEHUN,
Np¥ BO3HUKHOBEHMWU KUSHEYTPOXKAIOLMX COCTOSHUM, a TaK-
e B TepMUHanbHOM pa3e 3abosieBaHuS.

Mpn HannMunuuM nokasaHuW ANa onpegeneHus obbema
Heo6xoAMMOKN NanInaTUBHOM MOMOLLM U OLEHKK ee addeEK-
TMBHOCTU PEKOMEHAYIOTCS MOBTOPHbIE KOHCYNbTaLMKW Bpa-
4yeh U UHbIX crneunannucTtoB M3 MeAMLIMHCKON opraHu3aLuu
WK ee CTPYKTYPHOIO Noapa3aefieHusl, OKasbiBatoLWero crne-
LUMann3MpoBaHHy0 ManInaTUBHYO MEAMLMHCKYI NMOMOLLb
aetam ¢ MAA/MAE [36, 50, 62, 63]. YpoBeHb yoeauteb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbcTB — 5.

Bcem petam ¢ nporpeccupyowen MAL n nporpec-
cupyrowen MAB pekomeHAyeTCcs BKJOYEHWE MNaHOBOMU
OLIEHKM 60MK COrnacHo LWKanam, COOTBETCTBYIOWMM BO3-
pacTy ¥ YPOBHIO HEPBHO-NCUXMYECKOr0 Pas3BUTUSI PeBEHKA,
ana nogbopa o6esbonunBaHus [64]. YpoBeHb y6eautenb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbcTB — 4.

Bbi6op METoAoB OLEHKM 60/M (B TOM 4YWUCNe LKasbl
OLLEHKM 60/11) OCYLLECTBASET Nevalnuin Bpay B 3aBUCUMOCTHU
OT BO3pacTa M KJIMHMYECKOro cTatyca pebeHKa.

C UeNbio OLEHKM MOTOPHbIX GYHKLMWA, BbIHOCIMBOCTH,
JMHAMUKKN Y NPOrHO3MPOBaHUA Te4eHUs 3a601eBaHna BCEM
ambynaTopHbiM nauyueHtam ¢ MAA/MAE pekomeHayet-
Cc npoBefdeHne TecTa 6-MUHYTHOM Xx0Abbbl [12, 65-69].
YpoBeHb y6eAUTeNnbHOCTU peKomeHaauun — B, ypo-
BeHb JOCTOBEPHOCTU AOKa3aTenbCcTB — 3.

Bcem ambynaTopHbiM nauveHtam ¢ MAA/MAB ¢ uenbto
OLIEHKM MOTOPHbIX OYHKLMIA M NMPOrHO3MPOBAHWSA TEYEHUS
3aboneBaHnsa MOKa3aHo npoBeAeHue GYHKUMOHANbHbIX
TECTOB Ha BPeMS: NOABLEM M3 MOSIOKEHWUS CUAA/Nexa, NOAb-
em/cnyck Ha 4 ctynenu, xoabba/6er Ha 10 meTpoB [66].
YpoBeHb y6eaUTeNbHOCTU peKomMeHpauun — C, ypo-
BeHb JOCTOBEPHOCTU OKa3aTenbCTB — 5.

C uenblo onpedeneHnMs MakKCMMaibHOro ob6bema [BM-
KEHWIN B cycTaBax M BbISIBIEHUS HaNM4NS pa3BUBatoLLMXCS
KOHTpaKTyp Bcem nauueHtam ¢ MALA/MAOB pekomeHayeT-
CS U3MepeHne NOABUKHOCTM cycTaBa (YyromMeTpus), onpe-
genexHve o6bema MacCMBHOIO [ABUKEHWS OAHOrO cycTaBa
B OJIHOM MJIOCKOCTU, onpeaeneHne o6bemMa akTMBHOIO ABU-
YEHWs OAHOro cycTaBa B OAHOM NNOCKOCTH [2, 70]. YpoBeHb
y6eauTeIbHOCTU peKoMmeHaauun — C, ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTenbCTB — 4.

BceM nauuMeHTamM C KJIAMHWYECKMMMU TNpPU3HAKaMK
MAA/MAB npu noctaHoBKe AMarHo3a Heo6XoAMMO MNpu-
MEHATb MYNbTUANCLMUNIIMHAPHBIA NOAXOA C Liefiblo COBMECT-
HOro BefdeHWs MauueHTa crneuuannuctaMu pasHbiX NPodu-
Ner, Tak KaK 3aboneBaHne xapaKTepusyeTcs nopaxKeHmem
MHOIMX OPraHoB M CUCTEM U TPEeBYyeT KOMMIEKCHOM Tepanuu
[1, 71]. YpoBeHb y6eaUTeNbHOCTU peKomeHzauun — C,
ypOBeHb AOCTOBEPHOCTU AoOKasaTenbcTB — 5. Kpome
TOro, Heob6xoanMma pas3paboTka MHAMBWAYAIbHOW Nporpam-
Mbl JlOroneanyecKkon peabunutaunm.

NEYEHUE

Nevyenne MAA/MOB BKOYaET Kak naToreHeTnyeckoe
fleyeHune, Tak U NpoBedeHne CUMNTOMATUMYECKON Tepanuu.
BegeHne nauuneHtoB ¢ ML npegnonaraet MynbTUAUC-
LUMNAMHAPHBIA NoAX0oA C o6sa3aTeflbHbiM y4acTUeM Bpaya-
neguMatpa / Bpada obuien NpakTUKKM (ceMenHoro Bpaya) /
Bpaya-TepaneBTa, Bpaya-reHeTuka, Bpaya-HeBposora,
Bpaya-nyn1bMOHONOra, Bpaya-Kapauonora [AeTCcKoro, Bpa-
Yya-Kapauosnora, Bpaya-racTpoaHTeposiora, Bpaya-aHAo-
KpWHONOra AeTCKOro, Bpaya-aHAOKpMHONOra, Bpaya Tpas-
mMaTtofniora-opToneaa, Bpadva-gueTonora, Bpadva-rncuxuaTpa,
Bpaya-opTanbmMosiora, Bpaya aHecTe3nosiora-peaHMmMaro-
fiora, MeAMLIMHCKOro ncuxonora, Bpaya no nevyebHon dms-
KynbType (Mnun Bpava-dusnoTepanesTa, Bpaya GpU3NYECKON
W peabuInTauMOHHOM MeANLMHbI), Bpada no naainaTuBHOM
MeAMLIMHCKON MOMOLLM, crneunanncTa no MeanLMHCKon pea-
OunuMTauMM M Bpadver APYrux cneunanbHOCTENR, UMEIOLLMX
ONbIT B Ie4EHMM ITOr0 peaxkoro 3a6oneBaxus. MNpu Hann4mm
CMMNTOMOB MOPaXXeHWs OpraHoOB-mMULIEHEN Heobxoanma
KOHCyNbTaLma NpoduabHOro cneumanucra.

MeauKkameHTO3Hasa Tepanus

MaToreHeTn4yeckoe neyeHne

Am6ynaTopHbIM NnauneHtam ¢ M4 ctaplue 2 net, y KoTo-
PbIX MONIEKYNSAPHO-TEHETUYECKOE MUCCNedoBaHMe BbISBUIO
HOHCEHC-MyTauMio (3aMeHa KofOHa, KOAMPYIOWEro amu-
HOKMCNOTY, Ha CTOM-KOAOH), PEKOMEHAYETCA MPUMEHEHUEe
NleKapCcTBEHHOro npenaparta atajypeH ¢ Lenblo nposege-
HUS natoreHeTu4ecKow Tepanuu [2, 60, 72-74]. YpoBeHb
y6eaAuTEeNbHOCTU peKkoMeHaauum — A, ypoBeHb A0OCTO-
BEPHOCTU A0Ka3aTeNbCTB — 2.

AMOGYNaToOpHbIM MauUeHT — 3TO MNaLMEHT, CMOCOBGHbLIN
K camocTosiTeNlbHOM Xoab6e. [peanaraetcs B peanbHON K-
HUYECKOW NpaKTUKe TpaKToBaTb «aMbynaToOPHOCTb» 6OJbHbIX
MAJ Kak cnocoBbHOCTb XO0AUTb 6€3 MCNONb30BaHUSA BCMNO-
MoraTefibHblX CPeACcTB M 6€e3 yKasaHua AUCTaHUMK U Bpe-
MEHM, a «noTepern ambynaTtopHOCTWU» CYMTaTb COCTOSIHME,
NP KOTOPOM NaLMEHT BbIHYXXAEH NMOCTOSAHHO MCMONb30BaTb
MHBaNMAHOE KPecno ANa NepeaBuKeHns — KaKk BHe JoMa,
TaK M B [lOMallHKX ycnoBuax. HoHceHe-myTauma AHK npo-
fABNseTca o6pa3oBaHNEM NPEXAEBPEMEHHOMO CTOM-KOAOHA
B MaTpunyHon PHK (MPHK). B pe3synbraTte HapyllaeTca CUHTE3
nofHopa3MepHoro 6enka guctpoduHa. HoHceHc-MyTaums
BbisBnsetrca y 18-20% poccuickmux nauueHtos ¢ MAU.
ATanypeH OeWCTBYeT Ha aTane TpaHcasummn 6enka B pubo-
come, NO3BOAISET cYUTbIBaTh MHdopmaumio ¢ MPHK, Hecmo-
TPS Ha HaAnyne B HEN NPEXAEBPEMEHHOr0 CTOM-KOALOHA,
W CMHTE3MPOBaTb NONHOPA3MepPHbIN 6enoK. ATanypeH npea-
Has3HayeH A4ng neyeHus ambynatopHblx nauneHTos ¢ MAJ,
Bbl3BaHHOW HOHCEHC-MYTaLMen B reHe AncTpoduHa, ot 2 net
n ctapwe. lMpuHUmaeTca nepopanbHo. PekomeHayemas
nosnpoBka coctaBnsier 40 mr/kr/cyT (10 Mr/Kr yTpom,
10 mr/kr aHem, 20 Mr/Kr Bedyepom) [75]. UHTepBan mexay
YTPEHHEN, AHEBHOM U BEYepHEN A030M JONKEH COCTaBNATb
6 4. IHTepBan mexay Be4epHen 1 yTpeHHen 40301 AOIKEH
cocTaBnAte 12 4. Mpu notepe amMbynatopHOCTU KOPPEK-



LUMs OO3MPOBKKM He Tpebyetcs. MocnegHne onybaMKoBaH-
Hble JaHHble, OoTpaxatwmne OonbIT NPUMEHEHNS aTanypeHa
B peanbHOM KIMHWMYECKON NPaKTUKe, NPOAEMOHCTPUMPOBaNH,
4YTO NPUMEHEHWE Npenaparta NPUBOANT K YBEIUYEHMIO NPO-
[O/MKUTENBHOCTU CaMOCTOATENbHON X0A4b6Obl Y NauUeHToB
B cpefHeM Ha 5,4 rofa no CpaBHEHMIO C NaLUeHTamm, nony-
YalolMMK TONbKO CTaHAapTHY0 Tepanuio (p < 0,0001) [12,
76]. Kpome Toro, B rpynne, noay4yatoLlen atanypeH, ToNbKO
20% nauneHToB yTpaTWaM CNOCOBGHOCTb CaMOCTOSTENbHO
nepeaBuratbCs No cpaBHEHWo ¢ 62% B rpynne, noayyas-
len TONbKO CTaHAapTHYO Tepanuio. TakKe Tonbko y 3,3%
nauveHToB, Nony4yaBLlUNX aTanypeH, nokasaTtenb PHEJT 6bin
MeHee 60%, B TO BpeMsl KaK B rpynne nony4yaBLiMX TObKO
cTaHAapTHYlo Tepanuio nokasartenb PHEJT meHee 60% 6bin
y 36,5% nauneHToB (p <0,0001), 4TO rOBOPMUT O CNOCOBHO-
CTW atanypeHa ANUTENbHO COXPaHATb AblXxaTenbHylo (YHK-
umto y naumeHto ¢ MAA [72].

Tepanusi KOpTUKOCTEpOMZaMH

CUCTEMHOro AeHCTBHS

Bcem nauneHtam ¢ MAA/MAB ¢ uenblo CHUXKEHUs BOC-
nanunTenbHbIX NPOLLECCOB, 3aMeANleHNs yTpaTbl MbIlEYHOMN
cuibl U GYHKUMIA, YMEHbLIEHWS pUCKa Pa3BUTUS OPTO-
neanYeCcKUX OCIOXKHEHWUNW, cTabunn3aunnm GyHKLMOHaNb-
HOro COCTOSIHUA [AblXxaTelbHOM W CepaevYHO-COCYAUCTOMN
CUCTEM PEKOMEHAYETCA Ha3dHavyeHne Tepanum npenapaTtom
npeaHn3osoH B go3e 0,75 Mr/Kr/cyT nepopanbHO nocne
3aBepuweHns GopMMUPOBaHUSA ABWraTe/lbHblX HaBblKOB,
HO A0 Hayana yracaHusi MOTOPHbIX QYHKLWK (Ha cTaguu
nnato) [2, 12, 36, 38, 77, 78]. YpoBeHb Y6eAUTE/IbHOCTH
pekomMmeHaauuin — A, ypoBeHb JOCTOBEPHOCTHU AOKa3a-
TenbcTs — 1.

KopTukocTeponabl CUCTEMHOrO AEeNCTBUS SABASIOTCSA
No-npeXHemy «30/10TbIM CTaHAAPTOM» Jle4eHUs nauueH-
T0B ¢ MO “ M3MeHWNU ecTecTBEHHOe TeyeHue 3abo-
NleBaHns 3a CYeT 3aMefNeHus MporpeccMpoBaHusa yxya-
WEeHNs ABUraTeNbHbIX U NIErOYHbIX GYHKUMI, YMEHbLUEHMS
KonnMyecTBa OPTOMEAUYECKMX OCNOMHEHM W onepauuin
Ha MO3BOHOYHUKE, @ TaKXKe YBeNUYEeHUs NPOAOIKUTENbHO-
CTU KM3HW. MNonoxutenbHble adPeKTbl KOPTUKOCTEPONLOB
CUCTEMHOrO AeNCTBUS OODBACHAOTCA MX NMPOTMBOBOCMANN-
TeNbHOW aKTUBHOCTbLIO, 0COGEHHO B MbILWL,AX C HU3KUM YPOB-
HeM gucTpoduHa, 4YTO NOMOraeT COXPaHWTb CMOCOGHOCTb
K NepeaBUKEHNIO 3a CHET 3a4EPKKMN PA3BUTUS pas3pyLLEHMs
MbllwL [79]. TNIOKOKOPTUKOMABI YMEHbLIAOT HEKPO3 MblLLL,
W BOCManeHne 3a CYET MOAY/IMPOBaHUS KJIETOYHOIO OTBE-
Ta Ha BocnaneHue, ycunuBaloT nponuvdepaumio MUOreH-
HbIX CTBOJIOBbIX K/IETOK-MpeALecTBEHHUKOB (MMO61acTOB)
M TaKMM 06pa30M MOBLILWAIOT pereHepaumnio U PoCT MbILL,
CHUXAIOT CKOPOCTb pacnaja MblleYHbIX KNeToK, Moandu-
LMPYIOT TPAHCKPUMLMIO, MOBbIWAas aKCnpeccuto guctpoduHa
B MOpPaXEHHbIX MblEYHbIX BONOKHAX WAK yBENUYNBas CUH-
T€3 CUHEePruyeCKUX MONEKYS, TaKMX KaK MblleYyHble M-
KOMPOTEMWHbI, KOTOpble AONOMHAIOT AeNCTBME AUCTPOdUHA,
o6nagaloT UMMYHOAENPECCUBHON QYHKLIMEN, CHUMXKASA KOSN-
yectBO T-KkneToK [80]. MaclwTabHble uccnenoBaHUs npo-
[EMOHCTPUPOBANK, 4YTO MPUMEHEeHMEe KOPTUKOCTEPOMAOB
CUCTEMHOrO AeNcTBMS npoaseBaeT ambynaTopHOe CoCcTos-
HWe naumeHToB ¢ MAJ B cpeaHem Ha 3-5 net [72].

Ha4ano ropmoHanbHOM Tepanuu 3aBUCKT OT Gasbl pas-
BUTWA ABUraTenbHON GyHKLUMKM pebeHKa, NnepBoHayanbHoro
dn3M4eCcKoro cratyca, Hanm4ms paHHUX OCNOXKHEHUI, dop-
Mbl U TedeHnsa 3aboneBaHus. Tepanus KOPTUKOCTEPOMAamMK
CUCTEMHOrO AEeNCTBMA He MNoKasaHa pebeHKy, Y KOoTopo-
ro npogomxatT GOPMUPOBATLCH ABUraTefbHble HaBblKH,
0COBEHHO €ecnn OH Mnagwe 2 net. B tunnyHom cnydvae
y ManbyvMka ¢ MAJ aBuratenbHble HaBblKWM MPOLOIKAOT

pasBuBaTbCs 4O Bo3pacTa 4—6 neT, XoTa M 6onee MeaneH-
HbIMW TEMNaMK, 4eM Yy ero poBeCHMKOB. Havyano npuema
KOPTUKOCTEPONLOB CUCTEMHOIO AEWUCTBUSA A0 7 NeT OKa-
3blBaeT HanboJsiee BblparKEHHbIN 3GDEKT Ha CNOCOBHOCTb
N NPOAOCIKMUTENBHOCTb CaMOCTOSITENIbHOIO NEepPenBUKEHNUS
[68]. 9dbEKTUBHOCTb FOPMOHANIbHOW Tepanuu 3aBWUCHUT
0T GM3MONOrMYECKNX OCOBEHHOCTEN LETCKOro opraHuadma,
WHAMBUAYaNbHOM MEPEeHOCUMOCTH, ajeKBaTHoro nogéopa
CYTOYHOM J03bl M PEXMMA, MOHUTOPUHIA U KOHTPONS NO60Y-
HbIX 3 beKTOoB. MNpn HENepeHOCUMOCTU NPEAHN3010Ha BO3-
MOYHO NPUMEHEHME LPYTrMX KOPTUKOCTEPOUAOB CUCTEMHOIO
nencteus [12, 77, 78].

Mpn HenepeHoCUMOCTU PEryaspHoW Tepanuu npeaHu-
30/10HOM nauueHtam ¢ MAA/MOB pekomeHayeTcs Mnpo-
BOAWTb Tepanuio Mo MHTEPMUTTUPYIOWKMM cxemam (4epes
[leHb, MO BbIXxoAHbIM, 10 aAHen npuem, 10 AHEN nepepbiB)
C LLe/IbI0 CHUXKEHMS YaCcTOTbl pa3BUTHA NO60UHbIX 3DdEKTOB
1 NOBbIWEHUS NPUBEPIKEHHOCTH NeyeHuto [2, 77]. NokasaH
CNeayoLWwnin pexmnm 4o3npoBaHKs: 03a MMIOKOKOPTUKONLOB
yBenn4nMBaeTca o Habopa naumeHTom Beca B 40 Kr, TO eCTb
MaKcuManbHas go3a coctasnset 30 Mr B AeHb. Ecnun Habnto-
fJaloTcs HenepeHocumble NO60YHble 3DDEKTbI, JO3UPOBKY
cnefyeT NocTeNeHHO yMeHbWwNnTb Ha 20-25% [1]. YpoBeHb
y6eAUuTeNnbHOCTU peKoMmeHaauuin — C, ypoBeHb JOCTO-
BEPHOCTU fAOKa3aTeNbCTB — 5.

Tepanua KoOpTUKOCTEPOMAAMU CUCTEMHOIO AENCTBUSA
JOMKHaA MPOBOAMTLCA Ha perynsapHon ocHose. Haubonee
nccnefoBaHHbIM U PEKOMEHLYEMbIM ABASETCSH PerynsapHbIn
exeHeBHbIM Nnpuem NpegHU3010Ha.

Mpun nepexoge Ha HeaMbynaTopHyto cTaguio 3abonesa-
HUsa BceM naumeHtam ¢ MAA/MOB pekomeHayeTcs npoaon-
WUTb NPUMEHEHME TMIOKOKOPTUKOMAOB, HO B YMEHbLUEHHOWM
LO3UPOBKE C LENbl0 CHUXKEHUS BEPOSATHOCTM pa3BUTUSA
no6o4YHOro AemcTeusa ropmoHoB [1, 2, 12, 77]. YpoBeHb
y6eaAuTeNnbHOCTU peKoMmeHaauun — C, ypoBeHb JOCTO-
BEPHOCTU fiOKa3aTeNbCTB — 5.

Havano tepanuu rnoKOKOPTUKOMAAMKU Ha Heambyna-
TOPHOM 3Tane TaKe gBfseTcs 060CHOBaHHbIM [2]. B Knu-
HUYECKOM NpaKTUKe Hanmbosee YacTo LO3bl NPeaHU300Ha
CHWxatoTes fo 0,3 Mr/Kr/cyT.

B cnyyasnx, He NoafdaloWMXCS KOHTPONIO, UK B CliydHasx
HEeNepeHOCUMOCTN MOBOYHbIX IGPEKTOB MIOKOKOPTUKOM-
noB nauumeHtam ¢ MAL/MAB peKOMeHOYITCS CHUXeHue
[103MPOBKK Ha 25-30% Nn60 nepexosa Ha UHTEPMUTTUPYIO-
YO Tepanuio ¢ Leblo YMeHbleEeHUS No60o4YHbIX addeKToB
[IeNcTBUS TOPMOHOB [1, 2, 75]. YpoBeHb Y6eAUTEeIbHOCTHU
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 3.

MNauneHtam ¢ MAA/MIB Ha HENONHOM AO3€ KOPTUKOCTE-
pOMAOB CUCTEMHOIO AENCTBUSA B CnyyYae yxXyaweHus GyHKUn-
OHaNIbHOr0 COCTOSIHUS MOKa3aHO MOBbIWEHWE LO3bl KOPTU-
KOCTEPOMAOB CUCTEMHOMO LENCTBUSA 4O PEKOMEHAOBAHHOM
eXeAHeBHOW JO3bl HA Maccy Tena € Lenbto yay4lleHus,/cTa-
6unnsaunn coctoaHus [2, 12, 75, 77, 78]. YpoBeHb y6eam-
TeNbHOCTU peKoMeHaauuin — C, ypoBeHb JOCTOBEPHOCTH
AoKasartenbcTB — 5. ExxeqHeBHas fo3a Ans npegHn3ono-
Ha — 0,75 Mr/Kr[2, 12, 36, 38, 77, 78].

He peKomeHayeTca pe3KOoe npepbiBaHWe Tepanuu
rMIOKOKOPTMKOMAAMU BO M36exaHne BO3MOXKHOIO pasBu-
TUS OCTPOM HaAMOYEe4YHWKOBOW HedocTaTo4HOCTM [2, 75].
YpoBeHb y6eauTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbCcTB — 5.

CHWXKeHMe JO3MPOBKM MIOKOKOPTUKOMA0B LOMKHO Npo-
MCXOAWUTb B COOTBETCTBUM CO CTaHAAPTHbLIM MPOTOKONOM
OTMEHbl KOPTUKOCTEPOUAOB CUCTEMHOro aencteua [75].
C poautensamMu fomkHa 6biTb NPOBeAeHa pa3bACHUTENbHAs
6ecela O HEBO3MOXHOCTU PE3KOW OTMEHbl KOPTUKOCTE-
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poufa CUCTEMHOro AencTBusa. HeobxoauMmo nocTeneHHoe
CHWXeHWe ao3bl npenapata Ha 20-25% Kaxable 2 Hepn
[10 MOSTHOM €ro OTMEHbI.

B cnyyae pa3BuTUS CMHAPOMa OCTPOM HAAMOYEYHNKOBOMK
HeLOCTaTOYHOCTM B pe3y/nbTaTe Pe3KOM OTMEHbI MIIOKOKOP-
TMKOMAOB C LIe/bl0 KYNMPOBaHWSA AaHHOIO COCTOSHMUS nauu-
eHTam ¢ MA4/MIbE pekoMeHayeTcst SKCTpeHHOe BBeAeHWEe
rMAPOKOPTM30HA BHYTPUMbIWEYHO [2, 12, 78]. YpoBeHb
y6eaAUuTeNnbHOCTU peKomeHaauun — C, ypoBeHb fOCTO-
BEPHOCTU floKa3aTenbcTB — 5. [leTaM A0 2 neT rugpoKop-
TM30H BBOAMTCA B Ao3e 50 mr. leTam nocne 2 net — B 4o3e
100 mr. CTpecc-a03bl rMapokopTaoHa 50-100 mMr/m2/cyT
MOryT notpeboBaTbCs MauueHTam, nony4yaBwum 6onee
12 Mr/M2 NnpeaHn30/0Ha B CYTKM.

CumnTomaTHU4yecKoe sie4eHue

Bcem nauuneHtam ¢ M/ ¢ Bo3pacta 6 net (paHee —
npwW HaaM4YUKU NOKa3aHUM) HE3aBUCMMO OT HaNM4YMUa cepaey-
HO-COCYAMCTbIX HAapPYLWEHUI C Lenbtlo NPOOUIAKTUKN Pa3BHu-
TMS KapavMomuonaTuM MOoKa3aHO Ha3HavyeHwe npenapaToB
rpynnbl «<MHrM6mTOpPLI AMN®» [14-25]. YpoBEeHb y6eauTenb-
HOCTU peKomeHaauun — C, ypoBeHb [OCTOBEPHOCTHU
AOKa3aTenbcTB — 5.

Ona naumeHToB ¢ MAB paHHble npenapaTbl Ha3Haya-
I0TCS MPU BbISIBIEHWM NATONOMMYEeCKMX M3ameHeHun Ha IKI
unn 3xoKrl. Ha cerogHsAWHWM JeHb MHEHUS O Havyane npu-
MeHeHUs UHrnéutopos AMNP u aHTAaroHMCTOB PELIENTOPOB
aHrnoteHsuHa Il y nauymeHtoB ¢ M/ 6e3 naTtonorn4yeckux
HapyLlEeHUI cepaeyHO-COCYAMCTON CUCTEMbI pasHATCA. TeMm
He MeHee, 6bl10 NPOAEMOHCTPUPOBAHO, YTO paHHeEe Hava-
10 Tepanuu uHruéeutopamu AMNP paxe npu OTCyTCTBUM
BMAMMOW cepAeyvHOM NaToforMn NpuUBOAMUT K 3aMeaNieHnto
pPas3BUTHUS CEPAEYHO-COCYANCTbIX HAPYLEHWI Y 3TOM rpynmnbl
nauveHToB. Ans nog6bopa Tepanum TpebyeTca KOHCYNbTaLlus
Bpaya-Kapauonora / Bpada-Kapauonora geTtckoro [19, 27,
28, 36, 81].

HasHavyeHune npenapaToB rpynnbl «beta-
afpeHob6noKaTopbl» (NpeanoYTeHne oTaaeTcs npenapaTam
24-4acoBOro AencTBUA A9 YBENMYEHUS MPUBEPKEHHOCTH
Tepanuu) nokasaHo nauueHtam ¢ MAA/MAB, umetowmm
anobbl Ha MOCTOSIHHO Yy4yallleHHoe cepauebueHne, u/unm
MMEIOLWMUM MO AaHHbIM MCCNea0oBaHUsA CUHYCOBYIO TaxuKap-
[IM0 B TEYEHUE CYTOK, /NN CUCTONIMYECKYIO MUOKapananb-
Hyl0 AMCOYHKLUMIO, U/MNKn AunaTalMoOHHOE pPemMoaennpoBa-
HWEe MWOoKapaa, W/WUAN KIMHUYEeCKUEe NPU3HaKKU cepaeyvHom
HEeOCTaTOYHOCTH, C LIeNbl0 KOPPEKLMU AaHHbIX HapyLEeHUH
[2, 14-25, 34]. YpoBeHb y6eAUTENIbHOCTU pPEeKoOMeHAa-
uuin — B, ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNbCcTB — 3.

YKa3aHHasa Tepanus O0/XKHa NPOBOAMTLCH B COOTBET-
CTBUKU C pa3paboTaHHbIMU KITMHUYECKUMU PEKOMEHAALUAMMU.
Ha cerogHsiWHWM 1eHb HE CYLLECTBYET cneundUYecKmx Knu-
HUYECKUX PEKOMEeHAaUWN ANs NeYeHUss cepaeyHo-CcoCyau-
CTOW natosiormu y naumeHtos ¢ M/, BBMAY HEr0 KOPPEKLUSA
[laHHbIX HApyLIEHW NPOBOAUTCH B COOTBETCTBUM C 06LMMHM
peKoMeHAaLMUSMU N0 NEeYEHNIO CEPAEYHO-COCYAUCTbIX Hapy-
lweHnn. Tak, HanpuMmep, NpU NPU3HaKax *}Kenyao4KoBon anc-
PYHKUMKM NOKa3aHO Ha3HavyeHWe 6eTa-apeHo60KaToOPOoB,
npu ABHbIX NPU3HaKax cepaeyHONn HeaoCTaTOYHOCTU MOXKET
6blTb PACCMOTPEHO MPUMEHEHWE NpenapaToB W3 Trpynmnbl
[IMYPETUKOB, aHTAaroHUCTOB anbjocTepoHa [19, 34, 36, 55,
81]. Ansa noabopa Tepanum Heo6xoanMMa KOHCyNbTalus Bpa-
Yya-Kapauonora / Bpada-Kapauonora AeTCKoro.

MauneHtam ¢ MAL4/MAB, umeloWMM HapyleHUs pUuTma
cepaua, peKoMeHayeTcs NpoBOAUTbL NOA60P aHTUaApPUTMUYe-
CKOW Tepanuu cornacHo AenCTBYIOLMM KapanoorMyecKnum
KNMHUYECKUM pPEKOMeHAAUMAM MO KOHKPETHbIM Hapylle-
HUSM pUTMa cepaLa C Lenblo KOPPEeKLMU yKa3aHHbIX Hapy-

weHnn [14-25]. YpoBeHb y6eAUTENIbHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.
Ona nogbopa TepanuuM HeobxoaMMa KOHCYyNbTauus Bpaya-
Kapauonora / Bpadya-Kapavonora AeTCKOro.

NauneHtam ¢ MAA/MAB, vMelWnUmM CUCTONUYECKYIO
MUOKapAnanbHYO AUCOYHKLMIO C KIMHUYECKMMU NposBe-
HUSIMWM cepaedYHOV HefOoCTAaTO4YHOCTM, NMOKal3aHOo npoBeje-
HWe Tepanuu npenapatamu rpynnbl «AHTAaroHWCTbl anbAo-
CTepoOHa» C LUeNbio KOPPEKLMN AaHHOIO COCTOSAHUS [14-25].
YpoBeHb y6eAUTeNbHOCTU peKomMeHpauun — C, ypo-
BeHb JOCTOBEPHOCTU fJOKasarenbcTB — 5. [lna noa6o-
pa Tepanun Heob6xoaMMa KOHCYAbTaLMs Bpava-Kapauosno-
ra / Bpaya-Kapauosnora AgeTcKoro.

NauneHtam ¢ MAA/MAB, vMelWwnmM CUCTONUYECKYIO
MUOKapAnanbHYO AUCOYHKLMIO C KIMHUYECKMMU NposaBie-
HUSMWU CEPAEYHON HEeAOCTAaTOYHOCTH, C LiENb0 KOPPEKLMM
[laHHOTO COCTOSIHUS PEKOMEHAYETCA MPOBOAMTbL Tepanuio
npenapatamv M3 rpynnbl agnypeTnkoB [14-25]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauunm — C, ypoBeHb JOCTO-
BEPHOCTU JOKasarenbcTB — 5. [Ina noabopa Tepanuu
Heobxo4MMa KOHCYNbTauus Bpava-Kapauonora / Bpaya-
Kapaunonora AeTcKoro.

Cpagy nocne ycTtaHOB/eHUA guarHo3a 3abosieBaHus
C Lenblo NPoOUNaKTUKKM OCTEONMEHMM BCEM MNaLMeHTaM
¢ MAA/MOB pekomeHayeTca npoBefeHWe uccnefoBaHus
ypoBHSA 1,25-OH BnTamunHa D B KPOBM U MPK €r0 CHUKEHUM
Ha3Ha4yeHue npenapaTtoB rpynnbl «ButammH D 1 ero aHano-
rM» MO CXemam, pa3paboTaHHbIM AN KOppeKumn aeduumnta
BuTamuHa D, unu aeduumnta ButamuHa D, npu MAA [2, 17].
YpoBeHb y6eAUTeNbHOCTU peKkomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.

MNopgaepxaHve ONTUMaNbHOrO YpPOBHSA BUTaMuHa D
(30-50 Hr/mn / 75-125 HMONb/N) Ha NPOTSKEHUN BCErO
YU3HEHHOro uukna M/ nonoXuTtenbHO BAUSAET Ha Tede-
HWe 3aboneBaHNsA U Ka4eCTBO KU3HW 60bHbIX. OCHOBHbIE
KJIMHWYECKME pe3ynbTaTbl YyCTPpaHeHus aeduunTa BUTaMU-
Ha D — npepynpexaeHve pa3BnTUa ocTeonoposa (0cobeH-
HO MocJie Hayana npuema rtoKOKOPTUKOWAOB), MEPEOMOB
Tpyb4aTbiX KOCTEM W MO3BOHKOB, NPOANEHME CNOCOOGHO-
CTW X0OUTb, 6onblas 3QPEKTUBHOCTb Tepanunn 6ucdocdo-
HaTaMu, BKJOYas YMEHbLUEHME KOSIMYECTBA OCOXKHEHMM
npv NEPBUYHOM MPUMEHEHMMU Y HEKPO3OB HUXKHEW YENOCTH,
NOJSIOXKUTENIbHOE B/IMSIHUE Ha BbIPAXXEHHOCTb CMMMTOMOB
ayTUCTM4ecKoro cnektpa. [Ansg 60JibHbIX C MHOIOJIETHEN
Tepanuen rMIoKOKOPTUKONAaMK, HapyleHnem mMetabonms-
Ma M BOBJIEYEHWEM MEYEHW B MATONOTMYECKMI MpoLecc
BO3MOXEH NepecmoTp Tepanuu ang 6onee adbeKTUBHOIO
BOCMOJIHEHUS AedbunumTa ButammHa D [82].

Mpn BO3HWKHOBEHWM MPU3HAKOB OCTEOMEHUM U KOM-
NPEeCCUOHHbIX NEepPenoMOB MO3BOHKOB (3a4acTylo 6eccum-
NTOMHbIX WM/IM HE CBS3a@HHbIX C TAXENOoW TpaBMoW) nubo
NepenoMoB A/IMHHbIX KOCTEW C LENbi0 KOPPEKLUMU AaHHbIX
COCTOSIHMM nauneHTam ¢ MAA/MIB pekomeHayeTcs npo-
BeJeHWe Tepanuun npenapatamu U3 rpynnol 6uchocdoHaToB
[56, 83]. YpoBeHb y6eauTeNbHOCTU peKoMeHaauum — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTs — 4.

[lepenomMbl MO3BOHKOB, HE Bbi3BAHHbIE TAXKENOW TpaB-
MOW, U NepenomMbl ASIMHHBIX KOCTEN SBASOTCH KIAMHUYECKHU-
MU NPOSIBNIEHUSMM MOBbIWEHHOM XPYMKOCTU KOCTHOM TKaHU
[56, 83]. Ang paccMOTpeHUS BOMPOCOB O HEOBGXOAMMOCTHU
Ha3HayeHus Tepanum 1M o uenecoobpasHoM crnocobe npu-
eMa npenapatoB Heo6xoAuMMa KOHCyNbTauus Bpadva-sHAo-
KpuHonora / Bpaya-aHAOKPUHOIOra AETCKOro.

MauneHtam ¢ M v noaATBEPXKAEHHbLIM FMMOroHaAN3-
MOM C Bo3pacTa 14 neT ¢ uenbio HopManu3auuu rop-
MOHaNbHOIO cTaTyca PEeKOMeHAyeTcs MnpoBeAeHue Bpa-
YOM-3HOKPUHONOrOM 3aMeCTUTE/IbHOW T[OPMOHasbHOM



TepanuuTecTocTepoHoOM (rpynnanpenapatos«[1pon3BoaHbIe
3-0KcoaHAapocT-4-eHay) [2, 84—-87]. YpoBeHb yoeauTenb-
HOCTM peKomMeHpauuin — C, ypoBeHb AOCTOBEPHOCTHU
AoKasaTtenbcTB — 5.

JleyeHwne foNKHO 6bITb COrNacoBaHO C BPa4OM-3HL0KPH-
HO/IOrOM / BpPa4yoM-3HLOKPUHONOrOM AETCKMM. [pu Bbipa-
KEHHOM 3afepKKe MOM0BOro COo3peBaHUs y MNauWeHTOB,
noslyyatoLWwmnx Tepanmio rMioKOKOPTUKOMAAMU, Tepanus TecTo-
CTEPOHOM MOXET 6bITb paccMmoTpeHa ¢ 12 neT. HepaBHUI
CUCTEMaTUYEeCKUI aHanM3 NPoLEMOHCTPMPOBaA, Y4TO Tepa-
Nusi TECTOCTEPOHOM B LLEIOM XOPOLWO MepPEeHOCUTCS nauu-
eHTamun ¢ M/, a npeumyLiecTBa JaHHOMO Ie4eHns NPeBOC-
XOASIT BO3MOXHbIE PUCKKU Pa3BUTUSA NOGOYHBbIX IDDEKTOB.
3amecTuTenbHas Tepanus TeCTOCTEPOHOM AOJMIKHa OblTb
HavyaTa C Heb6OMblMX A03 C MEANEHHbIM MNOBbIWEHUEM
[0 CTaH4apTHOM AO3MPOBKHK [84].

HemeaukameHTO3HOE neyeHue

MpK NosIBAEHWM CNOXKHOCTEN C rNOTAHWEM MNauMeHTam
¢ M/ pekomeHayeTcs 30HAOBOE KOPMJIEHUE (KopMeHue
TAXKEeNo60NbHOM0 NauMeHTa Yyepeld UHTECTUHANbHbIA 30HA)
WY COBMELLEHME NEPOPAIbHOIO U 30HAOBOIO NUTaHKUS (MpKU
COXpPaHEeHWW afJeKBaTHOrO rMOTaHUsA U OTCYTCTBMM MOMEPXU-
BaHMS) C LeNblo HOpManu3aumun pexunma 1 npolecca nuta-
HUA [2]. YpoBeHb y6eauTenbHOCTU peKoMmeHgauuin — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTB — 5.

Mpun coxpaHeHun pedntoKca 1 BbICOKOM PUCKe acnupa-
UMK naumeHtam ¢ MA[J pekomeHayeTca Ha3o4yoAeHanb-
HOe 30HAOBOE KOpMJEHWE (YyCTaHOBKa Ha3oracTpanbHOro
30HAa, KOPMNEHUe TAXKeNo60AbHOro nauneHTa vyepes poT
/WA HasoracTpajbHbii 30HA) C LEeNbilo HOopmannaauuu
pexuma 1 npolecca nutaHusa [2]. YpoBeHb y6eauTesb-
HOCTH peKomMeHAaauun — C, ypoBeHb JOCTOBEPHOCTHU
AoKasaTtenbcTB — 5.

B cnyyae npu3HaKkoB BblpaxkeHHoOW aucdaruu, acnupa-
LMK, BbIPAXKEHHOrO CHUXKEHWS MaccChbl Tena Man UCTOLLEHUS
nauuneHTam ¢ M1 pekomeHayeTcs ycTaHOBKa racTpOCTOMbl
(racTpoCTOMMS) C LieNbio HOpManu3alLMmn pexxuma 1 npoLecca
nutaHus [2, 88]. YpoBeHb y6eauTesibHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 4.

MayneHtam ¢ M pekomeHayeTcs perynspHas 1 yme-
peHHas du3nYecKas aKTMBHOCTb MOA KOHTPONEM poAu-
Tenen / 3aKOHHbIX NMpeacTaBuTenen, Bpada GU3NYECKON
M peabunnTaLnoHHON MeaULMHBI UK BpaYa, BbINMOMHSAOLWE-
ro ero pyHKUMIO (CneymanucTa no MeguLMHCKON peabunu-
Tauuu: Bpaya rno ne4yedbHom GUIKyNbType U A4p.), adeKkBaTHas
COCTOSIHUIO U CTaAuK 3ab60neBaHus ¢ Luenblo obecneyeHns
Hagnexauwehn GU3n4ecKon akTMBHOCTU U NpeaynpexxaeHns
BO3HWKHOBEHUSA KOHTpaKTyp [2]. YpoBeHb y6epuTenb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AoKa3aTtenbcTB — 5. Heo6xogmMma KOHCynbTauus Bpadva
GU3n4ecKon U peabuInTaLMOHHON MeaULMHbI UK Bpaya,
BbIMNOAHAOWeEro ero GyHKUMIO (cneunanucTa no MeauLmH-
CKOM peabunutaumun: Bpada Mo Jsie4yebHon UIKYIbType
uap.).

Mpu BbIABNEHHOM CcHWeHun PB < 60% nauueHTam
¢ MA4/MB/[, ¢ uenblo HOpManuM3auuMu pecnupaTopHOMm
dYHKLMKM peEKOMeHAYeTCs WMCnonb30BaHWe cneuualnbHbIX
CpeacTB (MeLWoK ANs AblxaTeNbHOro KOHTYpa MHOropa3oBo-
r0 UCMOJIb30BaHUA — MeLWoK AMOY), YCTPOMCTB AN MeXaHu-
YECKON MHCYPNAUMU-IKCyPnsaummn (MHCybasTop-acnupatop)
[36, 52, 89-91]. YpoBeHb y6e4uUTeIbHOCTU peKoOMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTHU AJOKA3aTEeNbCTB — 4.
[JaHHoe nevyeHne o6blYHO HAYUHAIOT Ha paHHEN HeaMbyna-
TOPHOM CTaguu.

Mpn ®HKEN < 50%, NKOBOM 06bEMHON CKOPOCTH BbIA0-

xa (I'IOCBHA) < 270 N/MWH WMNM MaKCUManbHOM 3KCMnupa-

TOpHOM AaBsieHnn < 60 cm H,O ¢ uesbio Hopmanusaumu
pecnupaTopHon GyHKUMM nauneHtam ¢ M pekomeHayeT-
CSl UICNONIb30BAHME PYYHbIX WAM MEXaHWYEeCKUX NpubopoB,
obneryawlmx oTKalWIMBaHWe (MHcybnaTopa-acnupartopa),
W PYYHbIX KOMMOPECCUI FPYAHOM KNETKWM WK AblXaTeNbHbIX
ynpaxKHeHu, obecnevymBalomMx peHMpPoOBaHNe, B KOMOU-
HaLUMKW C MEAULMHCKUM 3NEKTPUYECKMM acnnpaTopoMm (acnum-
paTop Ha3aibHbIA C aneKkTponuTaHuem) [36, 52, 89-91].
YpoBeHb y6eauTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU JOKa3aTenbCcTB — 5.

Mcnonb3oBaHWe oOTKawnuMBaTenen SABASETCA KpanHe
BaXKHbIM, TaK KaK cnabocCTb AblXxaTelbHOM MyCKynaTypbl
NPUMBOAMT K HEBO3MOXHOCTM HOPManNbHO OTKaWANATHCSH
W MOBbIWEHHOMY PWUCKY Pa3BWUTUS aTeneKTa3oB, MHEBMO-
HWUKU, HapyweHuto AndPY3MOHHO-NEPPY3NOHHOIO COOT-
HOWEHUSE M MPOrpeccun AbixaTesbHOM HEAOCTaTOYHOCTH.
OTKawnuBaTtenb 06bIYHO HA4YMHAIOT MPUMEHSATb B KOHLE
paHHen HeaMbynaTopHOM — Havasie No3aHen HeambynaTtop-
HOW cTagnn 60Ne3Hw.

B cnyyae BO3HMKHOBEHUSA CUMNTOMOB HOYHOW FMMNOBEH-
TUASILMKM MAW APYTUX AblXaTebHbIX HapyleHWi BO Bpems
cHa u npu OXEJT < 50%, mMakcMmManbHOM MHCNMPATOPHOM
AasnieHnn < 60 cm H,0, catypaumnn O, Ha MOMEHT NPOGYK-
neHnsa < 95% wnv napunanbHOM AaBeHUN 002 > 45 MM pT.
CT. naymeHtam ¢ MA4/MIB B HOYHOE BpeMSA peKoMeHAy-
eTCcsl NPOBeAeHne BCNoOMOraTenbHOM UCKYCCTBEHHOM BEH-
TUASILMM NETKUX C LeNbio Hopmanuaauuu pecnupaTopHOn
dYHKLUMK [36, 52]. YpoBeHb y6eAUTEeIbHOCTU pEKOMeHAaa-
uui — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 5.
[aHHble Meponpuatus 06blHHO HEOBXOAMMbI Ha MO3AHEWN
HeambynaTopHOM cTaauun 3abosieBaHus.

HeunHBa3nBHas BEHTUAALUMS C 4BYXYPOBHEBbLIM MONOXKM-
TeNbHbIM AaBneHneM (BiPAP) naymeHtam ¢ MA4,/MAE peko-
MEHAYeTCA B ciy4ae, eciin, HECMOTPS Ha HOYHYIO BCNomora-
TeNbHYI0 MCKYCCTBEHHYIO BEHTUNSALMIO NETKUX, COXpaHsaeTcs
caTypauus O2 < 95% wnu napumanbHoe aaBneHue CO2 >
45 MM pT. CT. B JHEBHOE BpeEMS, C Lefblo NPodUnaKTUKm
TMNOTPODUN TPYAHOM KNETKMU, 06NeryeHns ofblilKu U 60pb-
6bl ¢ runoBeHTUNaUMen [36]. YpoBeHb y6eaUTe/IbHOCTHU
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5. [laHHble MepOoNpUATUA 00bIYHO HEOBXOAUMBI
Ha no3aHen HeambynaToOpHOM cTaauu 3aboieBaHmS.

Xupypruyeckoe neyeHue

C uenblo KOppeKUMU OpTONeaNYECKMX HapyLLeHni nawm-
eHTam ¢ MA4/MAB Ha ambynaTtopHOM CTaauMm 3a6oieBaHns
peKoMeHayeTcs NpoBefeHUe NAACTUKU axuioBa CYXOXM-
nvsa [36]. YpoBeHb y6eauTenbHOCTU peKoMmeHgauuin — C,
YPOBEHb JJOCTOBEPHOCTU AOKAa3aTeNbCTB — 5.

Onepaumn Ha cTONE W axMANOBOM CYXOXWIWUK
ANS KOpPPEeKLUn aKBUMHOBapycHoM gedopmauunn Hanpasne-
Hbl Ha yBenuyeHne obbema ABUXKEHWW B FONEHOCTOMHOM
cycTaBe W ynydleHue xoabObl NauneHToB. ITW onepauuu
noKasaHbl MPU COXPaHHOM CuEe YeTbiPeXrnaBon MbIWLbl
6eapa. BmewartenbctBa Ha Ta306e4pEeHHOM W KOSIEHHOM
cycTaBax 06bl4HO HE PEKOMEHAYIOTCS.

He pekomeHayeTcs NpoBeaeHne onepaTMBHOIO 1eYeHus
3KBMHOBapycHon fgedopmauun (apTpofes CTonbl U rone-
HOCTOMHOro cyctasa) nauuveHtam ¢ MAA/MAB c uenbio
ynyyleHns NO3ULMOHUPOBAHMS CTON B UHBANMAHOM Kpecne
W ONs HoweHust o6yBU Ha paHHEW HeaMbynaTopHOW cTaguun
B CBfI3M C HEBO3MOXHOCTbIO CaMOCTOSATENIbHOM XOAbObl
[36]. YpoBeHb y6epuTenbHOCTU peKomeHaauun — C,
(ypoBEHb AOCTOBEPHOCTU fOKa3aTtenbcTB — 5. [laHHoe
BMeLWaTebCTBO MOXET ObiTb CAENaHO WCKYUTENBHO
NpPY MHAUBKUAYANbHbIX NOTEHUMANbHBIX BO3MOXHOCTSAX BEP-
TUKanuMsauuu nauneHTa nocne onepaumu.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

MNpoBefeHne onepaTMBHOrO fleyeHns (apTpoaes No3Bo-
HOYHMKa (CNOHAWMNOAES) C MCMNONb30BaHMEM BWAEOIHAO-
CKOMUYECKNX TexHonornn) nauneHtam ¢ M44/MAE peko-
MEHAYeTCS B C/lydae Hanuyus UCKPUBIIEHUS MO3BOHOYHOIO
cton6a 6onee 20° ¢ LeNbl0 KOPPEKLMU CKONMO3a U ynyy-
LIEeHMS KayecTBa XU3HM [36, 92, 93]. YpoBeHb y6eauTenb-
HOCTU peKoMeHpauuin — C, ypoBeHb [JOCTOBEPHOCTHU
AOKasaTenbCcTB — 4.

MNpoBefeHWe apTpoge3a NO3BOHOYHWMKA (CNoHAWNOAE-
3a) C UCMONb30BaHMEM BUAEOIHLOCKOMUYECKUX TEXHONOMMM
peKkomeHayetcs nauyveHtam ¢ MA4/MAB Ha Heambynatop-
HOW CTaguu, UMEIOLWMM UCKPUBSIEHNE MO3BOHOYHOIO CTON6A
20-30°, He gocTurwmm nybepraTa v He nosnyyYaBlUMM Tepa-
MU0 [IIOKOKOPTUKOMAAMM, C LENblo YAYYLEeHUs KayecTBa
HN3HU [36, 93, 94]. YpoBeHb y6eaAUTeIbHOCTU peKoMeHa-
uunii — C, ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB — 4.

Y AaHHOWM rpynnbl NaLMEHTOB yKa3aHHas onepaums SBas-
eTcs Lenecoobpa3Hom B CBA3KM C BbICOKMM PUCKOM Mporpec-
CUpOBaHuKs cKonnoaa. MNepeaHuit CNOHANMNOAES, KaK NpaBu-
N0, He TpebyeTcs, Tak Kak CnoHAMN04e3 06bI4HO NPOBOASAT
BO BTOPOMW [eKaje, Korga oxuaaetcs He3HayuTenbHbIN
LONONHUTENbHbIN MPOAOSIbHbLIN POCT NO3BOHOYHMKA.

Y nauueHtoB ¢ MAA/MAB Ha nosgHen ambynaTop-
HOW CTaann peKomeHayeTcs usberatb XMPYypruyeckux BMe-
WaTenbCTB, HanpaBf€HHbIX Ha KOPPEKLMIO KOHTPaKTyp.
McKtoveHne cocTaBNSAOT Halnyne BbiparkeHHoro 601eBoro
CUHAPOMA, HapyweHWs LLEeNOCTHOCTU KOMHbIX MOKPOBOB,
Bblpa*eHHOro auckomdopta B CBSA3M C HemnpaBWbHbIM
NO3MLMOHMPOBaHNEM. B nepeyncneHHblix cayyasax Xupyp-
rMyecKkoe BMeLWaTenbCTBO AONYCTUMO C Lenblo npodunak-
TUKWM OCNIOXKHEHWUIA U YXYALUEeHUS COCTOSIHUS ONOPHO-ABUra-
TenbHOro annapata [36, 94]. YpoBeHb y6eAUTEeNbHOCTH
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTs — 5.

C uenblo NeYeHUss KOHEeYHbIX CTagun cepheyHon Hepo-
CTaTOYHOCTH, YNyYlEHUA MPOrHO3a M KayecTBa MKW3HU
peKkomeHayeTca onpegensatb MNOoKasaHua K npoueaype
MCKYCCTBEHHOIO KPOBOOGPALLEHNS M/UNN TPAHCNAAHTaL MK
cepaua nauneHtam ¢ MA4/MIB ¢ 6bICTPO Nporpeccupyto-
Len cepaevyHon HegoctaTo4HocTblo 4o -1V dyHKUMOHaNb-
HOrO Knacca M Pe3UCTEHTHOCTbIO K NPOBOAMMOM Tepanuu
[14-25, 95]. YpoBeHb y6eauTe/IbHOCTU peKoMeHpaa-
uui — C, ypoBeHb JOCTOBEPHOCTHU A0KAa3aTeNbCTB — 5.

Mpu npoBefeHWN XWUPYPrMYECKOro BMmelaTenbcTBa
nauyveHtam ¢ MAA/MAOB pekoMmeHayeTcs MNpPUMEHEHUE
TOTa/bHON BHYTPMBEHHOM aHECTe3MM C Lenblo npodunak-
TUKWM BO3HUKHOBEHWUSI OCNOXHEHMI BO BpeMs HapKo3a [36].
YpoBeHb y6eaUTeNbHOCTU peKomMmeHpaauun — C, ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTenbCcTB — 5.

MpumeHeHne KOMOWHUMPOBAHHOIO 3IHAOTPaAxeanbHOro
HapKo3a NOBbILAET PUCK Pa3BUTUSA pabLoMHUONN3a U rnunep-
Kanmemuun. NpuMeHeHne CyKCaMeTOHMS Xnopuaa AaHHbIM
nauueHTam CTporo NPOTMBOMNOKa3aHo (BO3MOXKHO pa3BuThe
pabaomMuonusa v runepkanvemun) [96]. NposeaeHne peru-
OHapHbIX METOAOB aHecTe3uu (AnugypanbHas aHecTesus,
CMUHaNbHas aHecTe3us, CrnuMHaNbHO-3NUAYypanbHas aHe-
CTe3us) MOXKET OblTb 3aTPyAHEHO BCAEACTBME UCKPUBNEHUS
No3BOHOYHMKA. lNepes NobbiM XMPYPruyecKuM BMeLaTesb-
CTBOM Heob6XxoAMMa KOHCynbTauusa Bpaya-nyibmMoHo0ra
W Bpa4va-Kapauonora / Bpada-Kapaunosnora getckoro. Kpome
TOoro, Heo6xoAMMO 06paTUTb BHUMaHMWE, YTO y MaLMEHTOB
¢ MAA/MIB noBbIlWEH PUCK Pa3BUTUA CEPAEYHOM U AblXa-
TeNbHOW HeJOCTaTOYHOCTU BO BPEMS M NOCAEe onepaLmm.

MannnaTuBHaA MegULMHCKaA NOMOLb
MannnatnBHas nNoMolb — MOAXO4, Le/bio KOTOPOro
ABNAeTCcAa yny4ylweHne Ka4ectsa XM3HU NnayneHToB U Y1EHOB

MX CEMEWN, OKa3aBLUMXCS Nepes NNLOM KU3HEYrpoXKatoLLero
3aboneBaHnsa. 3Ta LeNb AOCTUraeTcs NyTem npeaynpexae-
HUSA 1 obneryeHus ctpagaHui Gnarogapsi paHHEMY BbifB-
JIEHWIO, TLWATENbHOM OLIEHKE U KYNMPOBaHWIO 60U U APYrUx
TATOCTHbIX OU3NYECKUX CMMMNTOMOB, a TaK)e OKa3aHWio
NcUxocoumManbHON U AyXOBHOW noaaepxku [97]. MasBHasn
3aja4ya naniMatuBHOM MOMOLLM — [JOCTUKEHME, MOAAEPIK-
Ka, COXpaHeHWe 1 MOBblIlIEHWE, HACKO/IbKO 3TO BO3MOXHO,
KayecTBa *W3HM nauneHta. OgHaKo onpeaennTb, YTO Takoe
«Ka4yeCTBO MW3HMW», MOXET TONbKO CaM MNaLMeHT, HyXaato-
mMrcs B nananaTtMBHon nomoum [98]. BaKHO He NpoTUBO-
NocTaBAATb NaNMATUBHYIO NOMOLLb Y aKTUBHOE (MHTEPBEH-
LIMOHHOE) NeYyeHne, a B3aUMHO MX AOMNOJHATb.

OKasaHue [OoCTYNHOW ManinaTUBHOM MeAULIMHCKON
nomouwu getam ¢ MAL/MAB, KOMNNIEKCHO OcCyllecTBase-
MOV COTPYAHWMKAMMW MEAMLMHCKUX OpraHu3auui M ux noj-
pasaeneHuin, oKasblBaloWMX CreunanM3mpoBaHHylo nan-
JIMATUBHYIO MEAMLIMHCKYIO MOMOLLb AETSM, peKomeHayeTcs
B perynsipHom B3aMMOAENCTBUM C CEMbEN ANs ob6ecneyeHus
noTpebHOCTEN NaLMEHTaA U ero 3aKOHHbIX NpeacTaBuUTENewn
Ha pas3nunyHbIX aTanax 3abonesaHus [50, 63, 64]. YpoBeHb
y6eauTeNnbHOCTU peKomeHgauun — C, ypoBeHb A0CTO-
BEPHOCTU JOKa3aTeNnbCcTB — 5.

MauneHtam ¢ nporpeccupyowen MAL n nporpeccu-
pytowen MAB, HyXaalowmMmcs B OKasaHuMW nasinaTUBHOM
MeAMLIMHCKON NoMOLM, HEOBX0AMMO NPOBOAUTL NMaTPOHaX
Bble3HOW MaTpoHa*HOW Opuragon OTAeNEeHWUS Bble34HOM
naTpoHaXHOM NaninaTMBHON MEAULIMHCKON NOMOLLM AETAM
C UeNblo OKasaHWs nanivaTUBHOM Chneuuann3npoBaHHOM
MeUUMHCKOM nomolwun [99-101]. YpoBeHb y6eauTenb-
HOCTU peKomeHaauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKa3aTenbcTB — 4.

MEAMLMHCKASA PEABUJIMTALUA

B HacToslee Bpemsa JoKa3aHo, YTO perynsapHas yMepeH-
Has dusnyeckan Harpyska, duamyeckas Tepanusa 1 peabu-
NMTauma NnauMeHToB cNocoB6HbI UBMEHUTb TPAEKTOPMIO ecTe-
CTBEHHOro TevyeHus MAL/MIAB: npoanuTb CNOCOBGHOCTb
K CamMOCTOATENbHOMY NepeaBUKEeHUI0, NPeaoTBpaTUTb pas-
BUTUE TAXKENbIX MHBANMUAN3UPYIOLMX KOHTPAKTYP U OCNIOXK-
HEHWIN, NOBLICUTb MPOAOSIKUTENBHOCTb U KAaYeCTBO XU3HM
nauMeHToB, YNyYlnTb UX GYHKLMOHANbHbLIA U COLMANbHbIN
cTtatyc. Peanusauua aTtol KOHUEMNUMM BO3MOXHA TONIbKO
B dopmaTe nepcoHann3mpoBaHHOM GU3UYECKOW Tepanuu
N peabunuTaunu.

Llenn Heo6xoaMmMoO onpeaenaTb Kak Npu NnoBceaHEBHOM
paboTe ¢ pebeHKOM — 6osiee AONrOCPOYHblE LEnu, Tak
M C KaxablM npuxoaom pebeHKa Ha Kypc peabunutauuu
B peabunuTalMOHHbIA LLEHTP — KPaTKOCPOYHbIE U OTCPO-
YeHHble Lenu.

Peabunutauua naymeHtos ¢ MAA/MAB — KaxkgoaHeB-
Has MHOroneTHsAs pabota cembu. MeanKu MOryT OLEHWUTb
COCTOSIHME, 3a4aTb BEKTOP ABWMKEHMWS, COCTaBUTb CMUCOK
npoueayp u oby4nTb, HO ob6s3aTeNbHa exxeaHeBHas pabo-
Ta ceMbMl. Heob6xoaMmo BceMepHO Mnoadep:KuBaTb CEMbM,
C TeM YTO6bl OHM NOHMMaNN HEOBXOAUMOCTb KaxA0AHEBHOM
paboTbl ¢ pebeHKOM W [Aenanu Ha3Ha4yeHHble npoueaypbl
6e3 oWmnboK.

[Ons oKazaHWsa AaHHOro BMAa MOMOLLM TpebyeTcs yva-
CcTue Bpava PpU3M4YECKON U peabuIUTaLMOHHOM MeaMUMHbI,
Bpa4ya Nno MeauLMHCKON peabunuTauun an Apyroro Bpadya,
BbIMNONHAOWEro QYyHKLUMIO cneunannucta no MeauLMHCKON
peabunutauun (Bpada no nevyebHon OGUIKYNbTYpe, Bpada-
pu3noTepaneBTa, Bpaya-pednekcotepanesTa, Bpaya TpaBs-
mMaTonora-opToneja, Bpada-HeBposora 1 ap.). Bpay ¢usunde-
CKOW 1 peabunutauMoHHON MeauLUMHbI, Bpay no MeanuMHCKOM
peabunuTaumMmM WAM Bpay, BbINOMHAKOWWIA ero GyHKLMIO,



OCYLLECTBASAIOT MOHWUTOPUHI U MPUMEHEHMEe NporpamMm pea-
6unuTaummn, aganTauuio/HacTpPoOMKy noa WMHAMBUAYalbHble
noTpebHOCTM NaLMeHTa B COOTBETCTBMU C MexayHapoaHoM
Knaccuodukaumen GyHKLMOHUPOBAHUS, OrpaHUYEHNIN XKN3HE-
aesitenbHocTv U 380poBbs (MK®P) B 3aBMCHMOCTHM OT CTaguu
3a6oneBaHus, YPOBHA MOOGUABHOCTU MU HaNWU4UsA/OTCYTCTBUSA

conyTcTBytoLmMXx 3a6onesaHun [102].

Mpn HEO6XOAMMOCTHU K KOHCYIbTUPOBAHUIO U peabunura-
LLMOHHOM MOMOLLM MOAKIOYAOTCA Bpay-HENPOXMPYpPr, Bpay
CYPAONOr-0TOPMHONAPMHIONON, a TaKKe norones, gedekTo-
Nor M gpyrue cneumnanucol.

Maynentam ¢ MAA/MAOBE Heob6xoaMma MaKcumaib-
Has noaaeprkka GYHKUMI CKeNeTHO-MbIWeYHOro annapara
AN9 NpeaynpexaeHns 1 MUHUMU3aLMU BTOPUYHbBIX OCNOX-
HEHWN (pa3BUTUE KOHTPAKTYpP, MblWEYHbIX aTpOPuin, KOM-
neHcaTopHon gedopmauun cKeneta, OCTEOMNEHWU, OCTEO-
nopo3da). MokasaHbl perynspHble ymepeHHble Guanyeckme
Harpy3ku. Mpu npoBeaeHnn peabunmTaunoHHbIX MEPONPUS-
TUM cnefyet naberatb Ype3aMepHbIX (MaKCcUMasbHbIX) Harpy-
30K, 9KCLLEHTPUYECKMUX YNpPaXKHEHUN C BbICOKUM COMPOTUB-
nexvem [103].

Metogbl peabunutauun MAAL/MOB genartca Ha HeTex-
HUYECKME (K HUM OTHOCATCA PpU3nyecKasa Tepanusa — neveb-
Has ¢uU3KynbTypa, xoAbba, MnaBaHWe, Benocunen wu ap.)
M TeXHUYECKUE (OpTe3MpoBaHME KOHEYHOCTEN), a TaKxKe
MeXaHW4YecKkne n pobOoTU3UPOBaAHHbIE METOAbI (MexaHoTe-
panus, BepTUKann3daums, NnpuMeHeHne peabunmutauMoHHbIX
TPEeHaXKepoB.).

Mpu npoBeaeHnn peadbUAUTaALUOHHBIX MEPONPUATUIN
HeobxoaMmo:

e CcTapaTbCs BCTPOUTb GU3UYECKYIO Tepanuio U perynsap-
HYl0 GU3MYECKYI0O aKTMBHOCTb B MOBCEAHEBHYIO aKTUB-
HOCTb pebeHKa, chopmMMpoBaTb Ha UX OCHOBE 06pas ero
KU3HMU;

®  Y4yuTbiBaTb, YTO AOMWMHMPYIOLMM CUMNTOMOM Y AeTew
ABNAETCS YCTaNoCTb, @ 3HA4YUT — pacnpenensite Guaun-
YeCKYIO Harpy3Ky Ha BeCb [€Hb (<MOHEMHOTY, HO 4acTo»);

° [eilcTBOBaTb ynpexjaownm o06pa3om — CTaBUTb Lenu
peabunuTaumMmn Ha OnMXKamlmMe HECKONbKO MecCsLEB
C y4€eTOM TEeKYLLErO CKENETHO-MbILWEYHOro cTaTyca nauu-
€HTa U NPOrHO3UPYEMbIX YXYALLEHWUNA.

PeaGunutauuoHHble NporpamMmmbl
B 3aBMCMMOCTM OT BefylMX KAMHUYECKUX CMMMATOMOB
nauneHtam ¢ MAA/MAOB MoryT 6biTb Ha3Ha4YeHbl pasny-

Hble peabunuTaunoHHbIE NPOrpPaMmbl.

1. MeToabl dn3nyecKkon peabunmtaymm:

® aKTMBHOE W MacCUBHOE pacTArMBaHue (caMocTosATeb-
HO€ M C MOCTOPOHHEN Momollbio) 5—6 pa3 B Heaento
He MeHee 60 C Ha KaXayto MbllLeYHyto rpynmny;

® ANWUTENbHOE BbITSXEHWE C MCMONb30BaHWEM MO3MULMO-
HUPOBAHMS, WMHUPOBAHUS;

° OpTe3UpoBaHWE U TENMUPOBAHUE;

° npucnocobneHns ans BepTUMKanu3auuu (BepTukanunaa-
TOp, KpoBaTb-BepTMKann3aTop, napanoanym-BepTUKa-
nnsartop), Xoabobbl U opToneanyeckas obyBb;

° KWHe3uoTepanusa, B TOM Yucie TMApOKMHe3noTepa-
nusa (neyebHas OU3KynbTypa B 6accenHe; NpoBOAUTCS
npu Temnepatype Boabl 30—-33 °C, 4TO ABNAETCH ONTU-
ManbHbIMK TEMNEPATYPHbIMU paMKaMK A9 Hauny4we-
ro metabonuama Mmblilwl) Npu 3abosieBaHUAX cepaua
W nepuKkapaa, rmagpoKMHe3noTepanus ¢ UCNONb30BaHM-
€M MOoABOAHbIX TPEHaXepoB Npu 3aboneBaHuUsax cepaua
W nepuKkapaa;

° MexaHoTepanusi, 6e3Harpy3o4yHble MOTOMETOAbl (Mexa-
HoTepanus, poboTU3NPOBaHHAA MexaHoTepanus, anna-
paTHble CTaTO-KMHETUYECKNE Harpy3Ku, neyebHas dus-

KynbTypa C WCNOMb30BaHMEM TpeHaxepa, nevyebHas
MexaHoTepanusa B BOAE), TPEHUPOBKM C BUONOrMYECKOM
06paTHOM CBA3bID MO KOOPAMHALWK OBUXKEHUW (CTa-
6unonnatdopma) ana nogaeprkaHus GyHKUMOHaNbHbIX
BO3MOXHOCTEN MbIWL, M YAYYLWEHNUS KOOPAUHALMK ABU-
YEHUN, TPDEHUPOBKM C BUONOTMYECKOM 0BPAaTHOM CBA3bIO
MO ONOPHOM peaKLuK, ynparKHeHUS ne4yebHon GUSKYb-
TYpbl C UCMONb30BAHNEM NMOABECHbIX CUCTEM, UMUTALMUS
X04b6bl CO cTabunulauunen, banaHcorepanus.
dusnyecknme Harpysku: ansg npeaoTBpalleHus aTpo-
UK M BTOPUYHBIX OCNOXKHEHUIN NALMEHTbI C COXPaHHOWM
CNOCOBGHOCTbIO K CaMOCTOATENbHOMY NEepeaBUKEHMIO
W MauueHTbl Ha paHHen cTaguMu NoTepu CnocobHOCTU
K CaMOCTOSITENIbHOMY MEPEABUKEHUIO AOMKHbI perynsp-
HO 3aHMMaTbCs YKpenaeHMem Mblll, B cybMaKkcumanb-
HOM (N1erKOM) peXKMMe Noj HabntgeHNneM MHCTPYKTOPOB,
MEAMLMHCKOro nepcoHana nam oby4eHHblX poguTenen.
JleyebHas dpusKynbTypa:

npu 3aboneBaHUsX cepaua M nepukapga: MHAWBUAY-
alibHble 3aHATUS NeYyebHON GUIKYNLTYPOM, rpynnoBble
3aHATUS Nle4ebHON GUBKYNLTYPOR, ie4ebHana GU3KYIb-
Typa ¢ 6uonorn4yeckon ob6paTHOM CBSA3bIO, JleyebHas
U3KyNbTypa C UCNONb30BAHUEM TPEHAXKEepPOB, TPEHU-
pOBKa € 61oI0rnM4yecKon obpaTHOM CBA3bLIO NO Cruporpa-
duyecknm nokasatensim, TPEHUPOBKA C BUONIOrMYECKOM
0o6paTHOM CBA3bIO MO reMOANMHAMUYECKMM NoKa3aTensim
(apTepunanbHoe aaBneHune);

npu 3ab6oneBaHUsX GPOHXONEroYHOW CUCTEMbI: WUHAM-
BUAyanbHOE 3aHATUE le4ebHOM PUIKYNbTYPOM, rpynno-
BOE 3aHATUE NnevyebHON GUIKYNLTYPON, MexaHoTepanus,
MexaHoTepanusa Ha MNpPOCTEMIMX MexaHoTepaneBTuye-
CKMX annapaTax, MexaHoTepanus Ha 6/10KOBbIX MEXaHo-
TepaneBTUYECKMX annapartax, nevyebHas GU3KybTypa
¢ 6M0N0rMyecKomn obpaTHOM CBA3bIO, TPEHMPOBKA C BMO-
JIOTMY4ECKON 06paTHOM CBA3bIO N0 AMHaMOrpadu4ecKum
nokasartesnsam (Mo cuse), TPEHUPOBKA C BUONOrM4YeCcKom
06paTHOM CBSA3bID MO OMOPHOW peaKkuUWnKn, TPEHUPOBKA
¢ 6MOSIOrMYecKon obpaTHOM CBA3bID Mo nogorpadu-
YeCKMM MnoKaszaTensiM, TPEHUPOBKa C OGMONOrMyecKowm
o6paTHOM CBA3bID MO KWHE3MONOrnyeckomy obpasLy,
TPEeHUpPOBKa ¢ 6GUONOrMYeCKOM 06paTHOM CBA3bIO MO Crn-
porpadunyecknum nokasatensiM, TPeHWpoBKa ¢ 6uoo-
rMYECKOMW 06paTHOM CBA3bID MO reMOAUHAMWUYECKUM
nokasatensim (apTepuanbHoe pJaBieHue), nedvebHas
dU3KynbTypa € MCNOMb30BaHMEM annapatoB M TpeHa-
KEpPoB;

npu adasuu, AU3apTpuu: WMHAMBUAYasbHOE 3aHATUE
nie4ebHon PUBKYNbTYPOH, TPEHUPOBKA C BUOTOrMYECKOM
o6paTHOW CBA3bl0 MO 3neKTpomuorpadun, TPEHMPOBKA
¢ 61onorn4yeckom obpaTHOM CBA3bIO MO ANEKTPO3IHLEeda-
norpadun, TpeHUpoBKa ¢ 6GUONOrMYecKon o6paTHOM CBSI-
3bl0 MO cnuporpadpuyecKkumM noKasaTensiMm, TPEHMPOBKA
€ 61MoNornyecKomn ob6paTHOM CBA3bIO NO reMoguHaMu4e-
CKMM NnoKaszaTensMm (aptepuanbHoe gaBieHue);

npu aucdaruu: TPEHNPOBKa ¢ BUONOrM4ecKon obpaTHOM
CBA3bt0 N0 aneKTpomuorpadum [104];
BOCCTaHaB/MBalOWME YNParKHEHUS pPeKpeaunmoHHOM
HanpaB/IEHHOCTH.

Jloronegnyeckne 3aHATUA MNPU HaIMYUU HapyLlEeHWR
peuyu, rMoTaHus, XeBaHus, canmBaLmu.
Cypaonormyeckoe COMPOBOXAEHWE MPU HapyLlEeHWUH
cnyxa.

[dedeKTonornyeckme 3aHATUA NPU HaNIUYUKU KOTHUTUB-
HbIX HapyLEHWN.

dusnotepaneBTUYECKME METOAbI peabunutaymu:
NoKanbHble TennoBble NpoLeaypbl: anniuKauun o3e-
KepuTa, napadwuHa, GanbHeonpoueaypbl, TepmasbHble
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KJIMHUYECKUE PEKOMEHAALUUU

BaHHOYKM (Hanpumep, napadrHO-030KePUTOBAS anmniu-

Kauwus), Bo3aencTeme napadmMHOM Ha KMCTU MAK CTOMbI

(napadunHoBas BaHHOYKA), BaHHbl MUHEpPasibHble fieveb-

Hble;

° urnopednexkcorepanus.

Xupypruyeckoe BMeLwaTeNbCTBO MPU HaNUYUKU CKeneT-

HblX gedopmaL it (COrnacHO COOTBETCTBYIOLMM KIAUHM-

YECKMM peEKOMEHAaLNAM) — CM. pa3aen «<Xupypruyeckoe

neyeHuer.

9. BcnomoratenbHble NpucnocobaeHns 4N KomneHcaumm
GYHKLUMIM M aganTaymu:

° Kpecna-KonsiCKM, ynpaBisieMble MauMeHTOM, Kpecna-
KOMSICKK, ynpaBnsieMble nauuMeHToM / CONpoBOXAato-
WUM IULIOM (PYYHbIE Kpecna-KoNsCcKu);

® Kpecna-KonsiCKW C afleKTpoasuratenem, ynpasnsemble
nauneHToM / COMNpoBOXAAOWNUM AMLOM (MOTOPU3NPO-
BaHHblE Kpecna-KoNsaCKK);

® KpoBaTW C 3NEKTPONPMBOAOM ajanTalMOHHble, Kpo-
BaTW ajanTaLuMOHHbIE C PYYHbIM yrNpaBfiieHWeM, KpoBa-
TM 6OSIbHUYHbIE MexaHU4ecKue, KpoBaTu 6OJSIbHUYHbIE
C TMAPaB/MYECKMM MNPUBOLOM, KpPOBaTW OONbHUYHbIE
CTaH4apTHble C 3NEeKTPOMNpPUMBOAOM (aBTOMATUYECKHM
perynupyemsble KposaTw) [105].

Mpn dopmynmpoBaHMM peabunnTaLMOHHOrO AuarHosa
no MK® u paspaboTke vHAMBWAYaNlbHON peabunnTaLmoH-
HOW NPOrpamMMbl BaXKHO paHKMpoBaTb NaLMEHTOB Mo cTene-
HX MOBUIBHOCTK:

° xoasyme (ambynatopHas cTagus);

° cuasayue (paHHaa HeambynatopHasa cTagus);

° Jfexayue (No3gHas HeambynaTopHas ctagus).

[aHHaa byHKUMOHanbHaa KnaccudbuKauus no3Bonser
KOHKpeTu3nMpoBaTb 3ajayu peabunutaumm ans onpege-
NEHHOro nauMeHTa ¢ y4eTOM ero BO3MOXHOCTEN U NoTpe6-
HOCTEN.

PerynspHo npoBogaTtcs du3notepaneBTUYECKUE MPO-
ueaypbl, MEAUUMHCKUIA Maccax, nevyebHas GU3KybTypa,
noroneaus, pecnupatopHas Tepanusa (abixatenbHas ruMHa-
CTUKa), 06y4yeHne caMOOOBCNYKMUBAHUIO U MCMNONb30BaHMIO
BCnomMoraTtefibHblX NPUcnocobaeHni (3aBUCHUT OT Bo3pacTa
pebeHKa). [lo NnoKasaHuUsiIM — 3aHATUSA C Noronegom, Bpa-
4OM CYpPA0SI0rOM-0TOPUHONAPUHIOSIOrOM.

HeunHBasnBHas pecnupaTopHas NoAAepKKa (co3paHue
NONOXMUTENbHOIO AaBNEHUS Ha BbIOXE) — MpPWU PasBUTUM
runokcemun. Cnegyet o6y4nTb poauTenen paboTe ¢ oTKall-
nvBartenem unn Mewxkom Amoy.

Bonblwoe 3HavyeHne UMeeT npaBuibHbIM 06pa3 XuU3-
HW C ajeKBaTHbIM pacnpefeneHueM Harpys3oK, 3aHATUS-
MW nle4eBbHON GUIKYNbTYPOW MOA4 KOHTPOSEM MHCTPYKTOpa
no ne4yebHOM GUBKYNbTYpeE.

Ho4yHble WWHbI (TONEeHOCTOMHbIE TYTOPblI MW OPTE3bl)
npefoTBpaLLaloT pasBUTME KOHTPAKTYpP B rOMIEHOCTOMHOM
cycTaBe.

Mocne noTtepn CNOCOGHOCTM MNepeaBuraTbCs MOXKHO
MCNONb30BaTb AHEBHbIE LWWHbI, HO TOIBKO HEe AN NauueH-
TOB, KOTOPbIE elle MOTryT XOANUTb.

ONWHHbIE WWHBI ANA HOr (KOMIEHHO-rOeHOCTOMNHbIE
opTe3bl (OpTE3bl AN HUXKHEW KOHEYHOCTH)) MCMONb3YITCH
B Nepuof, Koraa O4eHb C/IOXKHO MM HEBO3MOXHO XOAMTb.
MpUMeHeHne TaKkMx OPTE30B MOXET NPeaoTBpaTUTL gedop-
MaLMI0 CYyCTaBOB.

YcTpoincTBa AN CO3[4aHUs CTOSYEro MoaoXeHusa (Bep-
TMKaNnM3aTopbl, Kpecna ¢ 3NeKTPUYECKUM NPMUBOAOM, MpU-
Ccnoco6ieHns 4Ns NOMOLLM NPU BCTaBaHUKN) PEKOMEHAYIOTCS
B C/lyyae, Korja nauneHT y3Ke He MOXKEeT XOA4MTb.

Mpu noaBneHun crubatenbHblX YCTAHOBOK W Tyronog-
BWXXHOCTM B Nanblax PyK NPMMEHSIOTCA NoaAepK1BatoLme
WWHbI NS KUCTK (OpTe3bl 419 BEPXHEN KOHEYHOCTH).

PerynapHoe HabniogeHne 3a OCaHKOW — npeaynpex-
aeHne GopMMPOBaHUSA CUMMETPUYHBIX KOHTPaKTYp Yy nauu-
€HTOB, KOTOpble CMOCOGHbI nepenBuratbcs, npaBuibHas
no3a CUAEHUS B Kpecne-KoNsicke, KoTopas noaaepxusaet
NMO3BOHOYHYIO M Ta30BYID CUMMETPUIO, @ TaKXKe BbITArM-
BaHWe MO3BOHOYHMKA. Mcnonb3oBaHne duKcalmMum No3Bo-
HOYHMKa (MPUMEHEeHWe KOPCETOB) He SABMAETCH ajlbTepHa-
TMBOM AN NPOBEAEHMUS M OTKNafblBaHWS XMPYPruyecKoro
BMelLaTeNbCTBa, HO MOXET NMPUMEHSATLCSA B ClyyasX, Kor-
[a XMpypruyeckoe BMelwaTte/lbCTBO HEBO3MOXKHO WK elle
He BblGpaH onTUMasnbHbI METO4 ero NpoBeAeHus.

Bcem nauuneHtam ¢ MA4/MAE ¢ uenblo cocTaBneHus
nnaHa peabunuMtaunn pekomeHayeTcs npuem Bpada dbusu-
4YeCKOM 1 peabunnTaLMoOHHON MeANLMHbI MK Bpaya, BbINos-
HAOWero ero QyHKUMIo (cneuuManucta nNo MeauLMHCKON
peabunuTauuun: Bpada no nevyebHon GUIKyIbType U ap.), —
nepBUYHbI M NOBTOPHbLIV [106]. YpoBeHb y6eAUTEeNbHOCTH
peKkomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbcTB — 5. B 3aBMCMMOCTM OT NOKa3aHWM MOryT npume-
HATbCS METOAbI, NepeYncIeHHble B HavYane pasaena.

MeponpuaTtua no agantauuun K yCNOBMSM MaKpocpeabl
pekomeHaytTca nayveHtam ¢ MA4/MAB, nmeowum aBu-
raTenbHble HapyLUEeHUS, C LeSbio NMOBbILLEHUS Ka4eCTBa 13-
HM [106-108]. YpoBeHb y6epuTebHOCTU peKoMeHpaa-
uuin — C, ypoBeHb JOCTOBEPHOCTHU AI0KA3aTEeNbCTB — 4.

Heo6xoaMmMbl MeponpuaTMa No agantauuu LOMalHeN
(M ppyron OKpyrKatowen) o6CTaHOBKKU AN obecnedyeHus
MaKCUMasibHON HEe3aBMCUMOCTM NaLMEeHTOB 3a cYeT 6e30-
NacHOCTU U AOCTYMHOCTM BCEX HEOOXOAMMBIX UM CPEACTB.

Bcem naumeHtam ¢ MA4/MAE pekomeHayeTcsi NpoBO-
OWTb NPOOUNAKTUKY Pa3BUTUSA KOHTPAKTYp C LEblo ynyy-
LIeHMs KayecTBa XKU3HM [1, 2, 106]. YpoBeHb y6eauTenb-
HOCTU peKomMeHAauuin — C, ypoBeHb JOCTOBEPHOCTHU
AOKa3aTeNnbCcTB — 5.

Heob6xoanMmo npoBefeHne perynspHbix (4—6 pa3 B Hepe-
N110) NPOPUNAKTUYECKNX PaCTAXKEHUN B 061aCTU NOAbIXKEK,
KONneH u 6eaep, 3ansacTuin, pyk u weun. O6yyeHne poaute-
el U NauMeHTOB NPaBUIbHOMY BbIMOJHEHUIO PACTAKEHUI
LOMKHO NPOBOAMTBCSH BpavyoM GU3MYeCcKon M peabunu-
TaLUMOHHOM MeAWUMHbI WA BpayoMm, BbIMNOAHSAOWMWM €ero
dYHKUMIO (cneunannucTt no MeauUMHCKOW peabunutauuu:
Bpay no ne4yebHon GUIKYNbLTYpPE U Ap.), NOC/e Yero AaHHble
yrnpaxKHeHUs enatTcsa Ha perynsapHoi ocHoBe. PerynspHoe
1 NpaBUIbHOE BbIMO/HEHWE PACTAXEHUI ABNSETCS BaXKHEN-
LWKXM ycnoBrUEM NPODOUNAKTUKMN Pa3BUTUS KOHTPAKTYP.

Ons nogaeprkaHus NpaBWUAbHOIO MOJMIOXEHUS cycTa-
BOB M NPaBWIbHOIMO NO3WLMOHWPOBAHUS C Leblo npeay-
npexgeHns GopMUPOBaHWUS KOHTPaAKTyp BCEM MaLMeHTam
¢ MAA/MOB pekomeHayeTcs MCNoNb30BaHWe OpTe30B
N5 BEPXHUX U HUXKHUX KOHEYHOCTEN (0pTE3 ANS NOKTS/3ans-
CTbSl / KMCTU PYKM U opTe3 ang 6eapa/KoneHa / rosieHo-
CTOMHOro cyctaBa / CTOMbl) U/WUAKN WKWH (lWUMHA C NOAJOMXKKOM
MHOropa3oBoro ncnonb3oBaHua) [1, 2, 109, 110]. YpoBeHb
y6eauTeNnbHOCTU peKomeHaauun — C, ypoBeHb AOCTO-
BEPHOCTU fA0Ka3aTeNbCcTB — 4.

OpTesbl NpeacTaBnaioT cobow TeXHUYECKUe cpeacTBa
peabuauTauun, UCNonblyemble AN U3MEHEHUS CTPYKTYp-
HbIX 1 GYHKLMOHAaNbHbIX XapaKTePUCTUK HEPBHO-MbILLEYHON
M CKeNneTHoM cucTeMm u obecnedymBatloLliMe, B 3aBUCMMOCTH
OT MEAMLMHCKMUX NOKa3aHUI, OPTONEANYECKYIO KOPPEKLMIO,
pasrpysky, duKcaumio, aKkTMBM3aLnto ABuUrateNibHblX QyHK-
unin. CymmapHoe BpeMsi HaxoXKaeHus B opTe3ax Ans amoy-
NnaTopHbIX NaLMeHToB — 5 pa3 B Heaento Ao 8—12 4 B AeHb.

OpTe3bl AOMKHbI M3roTaBAMBaTbCH WHAMBUAYaANbHO
4N KaXKAOro nauueHTa nof KOHTposnem Bpada odwusunye-
CKOW M peabuUnMTauMOHHOW MeaWLMHbl UK Bpaya, BbiNoN-
HAOWero ero QyHKUMio (cneuuManucta nNo MeauLMHCKON



peabunutauuun: Bpada no sie4ebHom PUIKynbType U ap.).
Y am6ynaTtopHbIX NaLMEHTOB NPUMEHSAOTCS A9 PaCTAKEHUS
B HOYHOE BpeMS.

[MpuMeHeHne roNeHOCTOMNHbIX OPTE30B B AHEBHOE BPEMS
MOXET MCMONb30BaTbCA ANA PACTAXKEHUS MAU NO3ULMOHMU-
poBaHus Ha HeaMbBynaTopHOW cTaaum 3ab6oneBaHus.

MpuMeHeHWe KONEHHO-TONEHOCTOMNHbIX OPTE30B BO3-
MOXHO Ha no3aHen ambynaTtopHOW M HeamOynaTOpHOM
ctagun. Bo Bpems HeambynaTtopHOW cTaguMM MOryT ObliTb
MCNOMb30BaHbl WWHblI Ha 3andcTbe WAWM PYKY AN pacTs-
EHUS AJIMHHbBIX W 3ansacTHbIX crubaTenen/pasrubartenen
nanbues. CepuitHOE TUNCOBaHUE MOXKET MNPUMEHATLCS
KaK Ha ambynaTopHOM, Tak U Ha HeaMbBynaTopHOW CTaguK.

MauymeHtam ¢ MAL/MIAB pekoMeHAyeTcs paccMoTpeTb
OKa3aHue ycnyr no MeguUMHCKOM peabunutauuu peten
C HenpoopToneanyecKomn naTosornen metogamu ne4ebHoro
TENNUPOBaAHKA C LLeNbl0 YMEHbLIEHUS Harpy3Ku Ha MbllLbl
[111]. YpoBeHb y6eauTeNbHOCTU peKkomeHaauun — C,
YPOBEHb JOCTOBEPHOCTU AOKa3aTenbcTB — 4. [laHHasd
MeToAMKa MOXET ucrnonb3oBaTbea y geten ¢ MAA4/MAB.
Tenn (neHTa aare3vBHas 4/ KUHE3UMOTENNUPOBAHUS) CrO-
cobeH MpuvHMMaTb Ha cebs YacTb HarpysKu MbllLbl, TeM
caMblM JaBas nauMeHTy No4yBCTBOBaTb paboTy 3TON MblLu-
Ubl.

B 3aBuMCMMOCTM OT cTeneHu MOBWMIbHOCTWM MNauneHTam
¢ MAA/MAB pekomeHAyeTcs NpUMeEHeHue peabunuTauu-
OHHbIX M afanTUPOBaHHbIX AN WMHBANMLOB MEAMLMHCKMX
nsgenun (Beptukanuadartop, KpoBaTb-BepTUKanusartop,
napanoanym-BepTUKanM3aTop) ¢ Uenbld MaKCUMManbHOro
COXpaHeHUs BO3MOXXHOCTU BeEpTUKanu3aunn[l, 2]. YpoBeHb
y6eauTeNnbHOCTU pekomeHaauuin — C, ypoBeHb AOCTO-
BEPHOCTU fl0Ka3aTeNbCcTB — 5.

[Mpn 3a6oneBaHUaX GPOHXONErOYHOM CUCTEMBI, Cepa-
ua v nepukaga nauueHtam ¢ MAA/MOB pexkomeHayeT-
ca nevyebHaa OGU3KynbTypa (ApPeHUpylowne abixaTesbHble
ynpaxKHeHus) ¢ Lenbio ynydleHns GyHKLUMKU AblXaHnsa 1 cep-
[€4YHO-COCYANCTOM CUCTEMBI, a TaKKe o6Lero Guan4eckoro
coctosaHma [1, 2, 112-115]. YpoBeHb y6enuTe/IbHOCTU
peKkomeHpauui — A, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 2.

HeobxoamMmo naberatb ynpaxHeHWn ¢ BbICOKMM COMpo-
TUBNEeHWeM, o0693aTeNlbHO CNeguTb 3a BblINONHEHUEM
ynpaxHeHUn BO U36eXaHWe nepeHanpsixeHus. KpaihHe
BaXHO MMETb AOCTATOYHbIM OTAbIX MEXAY YNparKHEHUSMU,
a TaKXe cobnogaTb OCTOPOXKHOCTb B OTHOLEHWW MOTEH-
LlMaNbHO CHUXEHHOW KapAauopecnupaTtopHoOM cnocobHOCTH
M pUCKa MOBPENKAEHUS MbllL, Aaxe MNpu XOpoweMm Kau-
HUYECKOM (YHKLMOHUPOBaAHMU. BO3MOXKHbI Takve BUAb
aKTMBHOCTKM, KaK nnaBaHwWe, e3ha Ha Benocunege [106,
114, 116]. 3aHAT1s NnaBaHWeM NoSIe3Hbl U MPUATHBI NaLm-
eHtam ¢ MA4/MAB. Boga HenTpanudyet AeWCTBUE CUIbl
rpaBuTauMK, 4TO MO3BOASET pebeHKy Mo-APYyromy Mno4vyB-
CTBOBaTb CBOe Teno. lnaBaHue — xopolwas asapobHas
TpeHWpoBKa. ATO BapuMaHT aKTUBHOW nevyebHOn OUIKYb-
Typbl ana pebeHka ¢ MA4/MAB. Kpome Toro, nnaBaHue
NoBbIWAET 3IMOLMOHaNbHbIN GOH aeTen. MeTog He umeet
abCoNoTHBIX NpoTuBonokasaHun npu MA4/MAB. MNepBble
HECKONbKO 3aHATUIM AOMIKHbI NPOXOAUTL HE TONbKO C poau-
TEeNSAMU, HO U C MHCTPYKTOPOM, KOTOPbIN 0BYYUT poauTenen.
MNepepn KaxabiM 3aHATMEM HEOOXOAMMO OLLEHWUTb coMaThye-
CKoe 6narononyyue pebeHKa.

Mpyv HanWyuuM peyeBbiIX HapyWeHWHn nauuveHTam
c MAA/MAB pekomeHayloTcs perynspHble 3aHATUS € J10ro-
nefoMm, Npu Heo6XxoAMMOCTM — MpPUEM (OCMOTP, KOHCYNbTa-
LuMsa) Bpava CypAosora-oTopuMHONapMHronora nepBUYHbIN
M NOBTOPHbIN C LEeNbio AUAarHOCTUKKM U KOPPEKLMU CUMNTO-
MOB MEPBUYHON U BTOPUYHOW 3a[EPIKKM PEYEBOro pasBu-

TWS, TaKMX Kak au3apTtpus, Ha GpoHe 3aboneBaHusa [2, 46].
YpoBeHb y6eauTeNbHOCTU peKomMmeHpauun — C, ypo-
BEHb AOCTOBEPHOCTU JOKa3aTenbCcTB — 5.

MauneHtam ¢ MA4/MIB MoryT npoBOAUTLCS:

° MeAMKO-oroneanyeckoe nccnegoBanune npu aucdarum,
adasunu, au3apTpuu;

° MeAuKo-noroneguyeckasa npoueaypa npu agucdaruu,
adasunu, au3apTpuu;

° MeAMKO-floroneanyeckas TOHanbHO-PUTMMUYECKAs MPo-
ueaypa;

° MeAMKOo-fioroneanyeckas npoueaypa C MCNONb30BaHU-
€M MHTEPaKTUBHbIX MHOOPMALMOHHbBIX TEXHONOMMHN.
Bcem nauyumeHtam ¢ MAL/MOBE pekomeHAoBaHbI

npU HEOBXOANMOCTHU PEryAsSPHblE 3aHATUS C MEAULMHCKUM

NCUXOJIOrOM C LLeNbl0 KOPPEKLIMM MCUXONOTMYECKOr0 COCTO-

AaHuA [1, 50, 117]. YpoBeHb y6eaUTe/IbHOCTU PpEeKOMeHAa-

uui — C, ypoBeHb JOCTOBEPHOCTHU AOKA3aTE/NIbCTB — 5.
Mcuxonornyeckas noadepiKKa ABNSAETCS BaKHbIM ane-

MEHTOM YyCNeLwHon coymannsaummn naumneHtos ¢ M44/MIb.

Kpome TOro, oHa MOXeT noTpeboBaTbCs U POACTBEHHUKAM

nauuneHTta. CnegyeT perynsgpHo NpoBOANTb OLLEHKY NCUXONO0-

rMYEeCKOro ctaTyca nauueHTa u ero 61M3Knx, BOBPEMS OKa-
3blBaTb MCUXONOMMYECKYI0 nomoub. Mpu HeobXxoauMocTu

MEAMKaMEHTO3HOM KOPPEKLIMMU MCUXMYECKMX PaCCTPOMCTB

LOMIKEH NpuUBAEeKaTbCs Bpay-ncuxmaTtp.

Pea6bunutauua amoynaTopHbIX NaLMEeHTOB

[Ansa am6ynaTopHbIX NaUMEHTOB COXpaHAEeTCs MPUopwU-
TETHOCTb MPUHLMUMNOB PErynsgpHON yMePEHHON GU3NYEeCKOon
Harpy3ku n BHeapeHns Gruanyeckon Tepanum B NoBCeaHEB-
HYIO KM3Hb pebeHKa C Lenblo YBeNUYeHnUs NpogoKUTENb-
HOCTM aMbynaTopHOro nepuoga v NPoPUNaKTUKKU BTOPUY-
HbIX OCNOXHEeHUN 3aboneBaHns. PeabunnTaunMoHHbIe Lenu
ans ambynaTtopHblX NaLneHToB:
® MOBbIWEHNE BbIHOCAMBOCTH / TONEPAHTHOCTH K dU3nye-

CKWUM Harpyskaw;
® MOBbIWEHNE MOBUIBHOCTH;

° 3ameffieHne NporpeccrpoBaHns MblleYHOn cnabocTy,
notepu QGyHKUMM M dopmupoBaHusa atpoduin 6esnen-
CTBUS;

° yayyweHue GyHKLMOHUPOBAHUS PYK W HOT;

° coO3jaHue YCN0BUI ANS pa3BUTUS U HOPManbHOro GyHK-
LLMOHMPOBAHMA BHYTPEHHWX OpPraHoB W npegynpexae-
HWe CKONMOTUYeCcKon aedopMaLm NO3BOHOYHMKA;

° paspaboTKa cycTaBOB M MNpodunakTuka obpas3oBaHus
KOHTPaKTyp;

* dopmMupoBaHue 1 nogaepraHme CUMMETPUYHOCTHU NO3bl;

°  npodunakTMKa U KOPPEKLUS KOTHUTUBHbLIX U pPeyveBbIX
HapyLleHWi;

* 06y4yeHue OblITOBbIM HaBblKaM M HaBblKam camoo06Chy-
KMBaHUA B cpeje.

AmM6ynaTopHbIM nauneHtam ¢ MA4,/MAB ¢ uensto obner-
YeHus ABUraTenbHOM aKTMBHOCTM PEKOMEHAOBAHO Holle-
HWe Nerkon u ynobHon nnéo optoneanyeckon obysu [106,
118]. YpoBeHb y6eauTeNIbHOCTU peKomeHpauun — C,
YPOBEHb JOCTOBEPHOCTHU AOKAa3aTeNbCTB — 5.

B HOYHOE Bpemsl peKomeHAyeTCcs MCMnonb3oBaTb OpTe-
3bl 419 FONEHOCTOMHbIX CYCTaBOB C LENblo 06neryeHuns
N coxpaHeHus xoabb6bl [106, 119]. YpoBeHb y6eauTeb-
HOCTU peKoMeHpauuin — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbcTB — 5.

Mpn orpaHM4eHHOM BbIHOCAMBOCTU WK NpU Heobxoau-
MOCTU NepeaBUKeHN Ha 60/bLUME PACCTOSHUS C LieNblo yBe-
NIMYEHUS MOBUIBHOCTU PEKOMEHYeTCS NPUMEeHeHne agan-
TUPOBAaHHbIX CPEACTB MEPEABUKEHUA — KpPEeCen-KONSCoK
aKTMBHOIO TUNa (Kpecna-KonsiCKW, ynpasasemble nauueH-
TOM, Kpecna-KoNsiCKK, ynpaBnseMble nauneHTom / ConpoBo-
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KJIMHUYECKUE PEKOMEHAALUUU

XKOQOWKMM ULOM (PYYHbIE Kpecna-KOoMSiICKK); Kpecna-Kons-
CKM C py4YHbIM NMPMBOAOM; Kpecna-KoNACKK ANs UHBaNUaoB
C PYYHbIM MPUBOAOM; KPecNa-KONsSICKU C aNeKTpoaBurate-
nem, ynpaBnsieMble NaLuneHToM / CONPOBOXAAIOLUM IMLOM,
n ap.) [105, 106]. YpoBeHb y6eauTe/IbHOCTU peKoMeHaa-
uuii — C, ypoBeHb JOCTOBEPHOCTH AOKa3arTeNibcTB — 5.

C uenblo NPodUNaKTUKK Pas3BUTUS KOHTPAKTYP rofeHo-
CTOMHOro cycTaBa pPEeKOMEHAYeTCs WCMoSib30BaHWe peatu-
JMTALMOHHbIX M afanTMPOBaHHbIX AN MHBANUAOB MeAWULIMH-
CKWUX U3AeNnin — onop ANs CruHbl (0nopbl GYHKLMOHANbHbIE
ANS CUAEeHUs Ans feTel-MHBaNUA0B), OTBEYaloLMX BCEM Tpe-
60BaHUSM NPaBWIbHOIO MNO3MLMOHUPOBAHUS, C NOACTABKOM
A5 CTOM U MEXaHU3MOM PEeryninpoBaHus yrna HaknoHa [105,
106]. YpoBeHb y6eauTenbHOCTU peKomeHaauun — C,
ypoBeHb JOCTOBEPHOCTH fJOKa3aTe/IbCTB — 5.

PeaGunutauua HeamoGynaTopHbIX

CUAAYUX NALUEHTOB

[ns cnasaymx naumeHToB BaXKHO cOG0ieHME KaK NPUHLK-
na 1o3upoBaHna GU3NYECKOW Harpy3Ku, TaKk U NpUHLMNAG BHe-
npeHust Guanveckon Tepanum B 06pas Kmn3Hu pebeHka. OaHo
M3 Beaywmux U NOOUMbIX MONMOXKEHUA TaKMX NaLMEeHTOB —
NnosIoXKeHWe Ccuas, KoTopoe B CUJly OCHOBHOrO cuMMMToMa
3aboneBaHus (CNaboCcTu CKENEeTHbIX MbIlL, HEeCrnoCcoBHOCTH
K CaMOCTOATENIbHOMY M3MEHEHWUIO MONOMXEHUS Tena / no3bl
(nepemelaTbCcs B NOMOXKEHUN CUAS) U MOrPELHOCTEN MOCTY-
pafibHOro KOHTPOSISA) CNOCOGHO GOPMUPOBATL HECUMMETPKY-
Hbl NaTTEPH MNOCA[KM C HEPABHOMEPHbLIM pacnpeaeneHnem
onopbl Ha KOCTM Tasa (cnpaBa/cneBa) C NEepeKkocoMm Tasa
(HaaTa30BOro reHes3a 3a CYET CKOM03a) U BbICTPO NPOBOLIU-
poBaTb pa3BUTUE CKOMMOTMYECKOW aedopMaLmm NOo3BOHOY-
HWKa. B cBA3K ¢ 3TMM 0co60e BHUMaHWE [OKHO YAENnsaTbCs
CUMMETPUYHOMY Pa3BUTUIO TENTOC/IOKEHMS NALMEHTOB U Npa-
BUJIbHOMY NMO3WULIMOHUPOBAHMIO.

PeabunutaunoHHble 3aga4m AN CMaASHYUX NaLMEHTOB:
® MOBbllWEHNE MOBUIBLHOCTH;

° 3aMeffieHne NPOrpeccrpoBaHMa MbllleYHON cnabocTH,
notepu ¢yHKUMM U dopMUpoBaHuUs aTtpoduin 6e3gen-
CTBUS;

° yny4yuweHne PyHKLMOHMPOBAHUSA PYK;

® co3faHuWe yCNoBUI ANsl Pa3BUTUS U HOPMAJSIbHOTO PYHK-
LLMOHMPOBaAHUSA BHYTPEHHUX OPraHoB;

° paspaboTKa CcycTaBOB W NpoduiakTnka ob6pa3oBaHuA
KOHTPaKTYyp;

°*  (GopMHpPOBaHWE 1 NoaaepPHKaHNE CUMMETPUYHOCTH NO3bl;

° npeaynpexaeHne cKkonnoTuieckon gedopmaLmm no3Bo-
HOYHWKa M NepeKoca Tasa;

° nNpodUNaKTUKA M KOPPEKLMUS PeYEeBbIX HapyLIEHWUH,
HapyLIEeHUI cannBaL K, eBaHUA U IMOTaHUS;

e 06y4yeHMe ObITOBbIM HaBblkaM M HaBblKaM camoob6ciny-
¥UBaHUA B cpeae.

C uenbto MUHMMKU3aLUKUK pa3BuTUS agedopmMaLnin cuaaymm
nauneHtam ¢ MAA/MAB pekomeHayeTcs MCNONb30BaHUE
OpTE30B A1 FOIEHOCTOMNHbIX U KOMEHHbIX cycTaBoB [106,
119]. YpoBeHb y6epuTeNbHOCTU peKomeHpauunm — C,
ypoBeHb [AOCTOBEpPHOCTM pAOKasaTtenbcTB — 5.
MuHUManbHasa 4acTtoTa npebbiBaHWs B opTe3ax — 5 pas
B Hepento.

C uenbto obecnevyeHns obLLeN MOOUNBHOCTU CUASHUM
nauneHtam ¢ MA4/MAOB pekomeHayoTCa cpeacTBa nepe-
[BWXEHUS afganTUMpoBaHHble (Kpecna-KoNsiCKu, ynpasnse-
Mble MauMeHTOM, Kpecna-KoNsSCKK, ynpaBasemMble nauueH-
TOM / COMPOBOMXAAOLWMM NNLOM (PyYHblE Kpecna-KOonsCKK);
Kpecna-KoNsCKM C Py4YHbIM MPUBOAOM; Kpecna-KOJACKM
191 MHBANU0B C PYYHbIM NPUBOOM; KPeCna-KONACKM C pyy-
HbIM MPUBOAOM C AOMONHUTENbHOM PUKcaLMen (NoaaEpPK-
KOW) rofioBbl M Tena ANns MHBaANWAOB W AeTen-uHBaNUAoB,

B TOM yucne ans 6onbHbIx AUM (MHAMBMAYaNnN3NpoBaHHbIE
Kpecna-KoNsiCKM C py4yHbIM MPUBOAOM C AOMOSHUTENbHON
durKcaunen (NoaaepKom) ronoBbl, PyK, HOr U Tena, KOM-
HaTHble W MNPOryfoYHble) U UIrOTOBMIEHHbIE WHAMBUAYASb-
HO MO O6BbEMHOM TPEXMEPHOW MoAenn 3agHen NMOBEPXHO-
CTW Tena NIOKEMEHTbI, YCTaHOB/IEHHbIE HA KOMECHy0 6a3y
Kpecna-konsickn) [106, 120]. YpoBeHb y6eauTEeNbHOCTH
peKkomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TeNbCTB — 4.

Mpu nopgbope KONACOK cneayeT PYyKOBOACTBOBATbCS
MaKCUManbHON QYHKLMOHANbHON HE3ABUCUMOCTBIO U KOM-
dopTHOCTLIO NpebbiBaHUS NaUMeHTa B Kpecne; npegnoyre-
HWe cnefyeT oThaBaTb KOMSICKAM aKTMBHOMO TMMa U Kons-
CKaM C 3/IEKTPONpPUBOAOM.

Qprotepanua cuaayum naumeHtam ¢ MAA/MAB peko-
MeHAyeTCs ANS OKa3aHWs NomMoLliM pebeHKy B NOBCEAHEB-
HOW YXWU3HW, Pa3BUTHUA U NOAAEPIKAHUS eXeQHEBHO NCMOSb-
3yeMblX UM HaBblkoB [2, 106]. YpoBeHb y6eAUTeNIbHOCTH
peKkomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbCcTB — 5.

CnepyetT npuBnekatb cneunannucta no aprotepa-
nuu (Bpada uU3MYeCcKOn M peabunnTauMOHHON Meauuu-
Hbl, Bpaya No MeAWLMHCKON peabunuTaumv unv Apyroro
Bpaya, BblNofHAOWEro ero GpyHKLMIO) Kak npu noaéope
nporpaMmMmbl GU3MYECKMUX YNPAXKHEHUIN U PaACTIXKEHUSA, TaK
W AN peKoMeHAauMhn OTHOCUTENbHO COLMabHbIX B3awu-
MOAENCTBUN, TaKMUX KaK MNocelleHne y4ebHbIX 3aBedeHUH,
Bbl6Op Npodeccun 1 yyactme B coumanbHblX aKTUBHOCTSAX.

Peabunutauma nexaymx naumeHToB
OCHOBHOE MOOXKEHME ITUX NALMEHTOB B JOMALLHMX YCNO-
BUSAX — MONIOXKEHUE NiexKa, KOTOpoe onacHo GopMUMpoBaHMEM
NPVBbIYHbIX (3aNOMUHAIOLLMXCS) MOPOYHbBIX YCTAHOBOK KOHEY-
HOCTEM M MX CErMEHTOB BBMWAY AEWCTBUS CUA rpaBuTaLLmK
Ha KOHEYHOCTM M OTCYTCTBMS CMOCOBHOCTM NaLMeHTa K aHTH-
rPaBUTALMOHHBIM ABMKEHUSIM, @ TaKKe BO3HWKHOBEHMEM
OCNoOXHeHun. TaK, xapaKTepHas AN Takux geten (B cuny
cnabocTv MblWL-aaayKTopoB 6efep) nola Nnexa Ha CruHe
C NOBEPHYTbIMK Hapyxy 6eApamu Cnoco6CTBYET He TOsb-
KO GOPMUPOBaAHMIO NapaIMTUHECKMX BbIBUXOB Ta306enpeH-
HblX CYCTaBOB, HO U BO3HUKHOBEHMWIO TSXKENbIX MPOSEKHEN
Ha 6o0nbwunx BepTenax 6eaep. O4eHb BaXKHO B 3TOM KOHTEK-
CTe, YTOObI NONOXeHWe BONBHOI0 B NOCTENN U Ha NtOO60N Apy-
roM NOBEPXHOCTMU 6bIN0 GYHKLMOHANBHO BbIFOAHBIM U NPELOT-
Bpallano BO3MOXHOCTb peann3almn NOpOYHbIX YCTaHOBOK
M UX OCNOXKHEeHWN. C 3TOM LEeNbl0 PEKOMEHAYITCS 4YacTble
CMeHbI MOMOXKEHWS Tena B NOCTENM; UCNOSIb30BAHWE NOAPYY-
HbIX CPEACTB, KOTOPbIE MOTYT IerKO U3MEHSATb CBOIO dopmy
U NPUHMMaTb BEC KOHEYHOCTH Ha cebsl, TEM CaMbIM UMUTUPYS
aHTUrpaBUTaLMOHHOE AENCTBME.
PeabunutaunoHHble 3agayn 405 Nexaynx naumeHToB:
° yBelnMyeHue ob6bemMa U amnauTyabl aKTUBHbIX/MacCcuB-
HbIX ABUXKEHWUI B NIO6OM CerMeHTe Tena u KOHeYHoCTew;
°  yAyyweHWe ABUKEHUI B NONOKEHUN NeXKa Ha CNUHE;
°  yAyylweHWe ABUKEHUN PYK;
® CcO3j4aHue YCNoBUI AN Pa3BUTUS U HOPManbHOro QyHK-
LLMOHMPOBAHMSA BHYTPEHHMX OPraHoB;
° 3amMep/ieHue pa3BuTUA aTpodui 6e34enCTBUS;
° pa3paboTKa cycTaBoOB W NpodunakTMKa obpa3oBaHUs
KOHTPaKTYyp;
° npodunakTMKka M KOPPEKLMUS peyeBbIX HapyLeHWw,
HapyLEeHNs canmBaLmMm, }KeBaHUS 1 roTaHus.

HeTexHu4yeckmne metogbl peabuantaymm

N1e)Ka4ymx nayueHToB

Nexkaunm naymeHtam ¢ M/, ¢ uenblo yBenmyeHus 06b-
emMa ¥ amnauTyabl ABUKEHWA W MPODUNAKTUKKM Pa3BUTUS



KOHTPaKTYp ¥ BTOPUYHBIX MHOEKLMOHHbIX OCNOXKHEHUN
PEKOMEHAYETCS BbINOAHATL YyNparKHEHUs nevyebHon Gus-
KynbTypbl C MCMONAb30BaHMEM MoABeCHbIX cuctem [106].
YpoBeHb y6eauTeNbHOCTU peKomMmeHpauun — C, ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.

Bo Bpems 3aHATUI PU3MYECKON Tepanuen ¢ nexxadymmm
nauneHTaMu ygo6Ho NoaBelnBaTb CErMEHTbl KOHEYHOCTEN.
Takor cnoco6 MNOAXOAWUT ANS MPUMEHEHWS KaK Ha Bepx-
HUX (MS1eYn), TaK U Ha HUXKHUX KOHEe4YyHoCTax (6eapo-Kone-
HO-rofieHb). Hanpumep, ong coxpaHeHus GyHKLWMOHaNIbHON
AKTUBHOCTM BEPXHMX KOHEYHOCTEW MOXHO MCMOJSb30BaTb
METOJ YCTPaHEHUS CUN rpaBuTaLmMmM NyTemM NoABeLInBaHms
NPOKCUMaNbHbIX CETMEHTOB BEPXHUX KOHEYHOCTEN Ha NeH-
Tax, TeM cambiM 06eCNeyYnB BO3MOXKHOCTb ABUMKEHUI BCEN
BEPXHEN KOHEYHOCTH.

TexHu4Yyeckue merobl/cpeacTBa peabuauTaLnmn

(TCP) nexxaymx nayMeHTOB

[TocTypanbHbIM MEHeaXXMEHT BKto4YaeT B cebs npa-
BW/bHOE NO3ULMOHUPOBaAHMWE (B MONOXKEHUN CTOS — BeEp-
TUKanu3auumsa (CymmapHo He MeHee 1 4 B [eHb), Npeobbl-
BaHWe B TeYeHUEe AHSA B NPaBWUIbHOM MONOXKEHUU CUASA),
opTe3MpOBaHNE KOHEYHOCTEM M UCMOJSIb30BaHWE Cheuu-
anuM3MpPOBaHHbIX M afanTUPOBaHHbLIX MPUCNOCO6NEHUM
A9 NO3ULMOHUPOBAHMUS (CUCTEMbI AN OPTOCTaTUYECKOM
NoAAEPKKM, BKAOYaoWmMe B cebs BannMku, opmMoBaHHble
NOAYLWKN Pa3IM4HOM KECTKOCTU U KOHPUTypaLmMm) C Lenblo
npUAaHUa HeobXoAMMOro QGYHKLMOHaNbHOIO MNOOXKEHMS
C HeobxoanMmon GpuKcaumen Tynosua, NOAAEPKKON roso-
Bbl U BEPXHUX KOHeYHocTen. CymMapHoe BpeMs Haxoxae-
HUS B opTe3ax — Ao 8—-12 4 B AeHb. MnHMManbHasa Yyactota
NPUMEHEHNA OPTE30B A/ Nieayux nauneHtos — 5 pas
B Hegento [121].

Cuasumm naumeHtam ¢ MA4/MAB ¢ uenbto obecneve-
HUS obLe MOBUIBHOCTM PEKOMEHAYETCSH UCMOSIb30BaHMe
NPOryN0YHbIX KPECEN-KONACOK C 3NEKTPUYECKUM NPUBOAOM
C OONONHUTENbHOM PUKCaLMEN (NOAAEPKKON) rONOBbI, PYK,
HOr W Tena (ANs wWHBaNMAOB M AeTen-uHBanwuaoB) [106].
YpoBeHb y6eauTeNbHOCTU peKomeHpauun — C, ypo-
BEHb AOCTOBEPHOCTU fJOKa3aTeNbCTB — 5.

[ns npebbiBaHWs B NOIOXKEHUM CUAA UCNONb3YIOTCS OMOo-
pbl 4N CUAEHMSA UKW KPecna-KONSCKM KOMHaTHble C 4OMNoN-
HUTENbHOW QUKCcauMen (NOALEPIKKOM) ronoBbl, HOI, PYK
n Tena. CuaeHve B TEXHUYECKOM CPEeACTBE AOJIKHO MPOBO-
OWTbCS B TYTOpax Ha rofeHoCTOMNHbIe cycTaBbl. [IpebbiBaHne
B NPaBWIbHOM NOMIOXKEHUN CUAS PEKOMEHAOBAHO CyMMapHO
[0 6 4B jeHb. B KayecTBe AONONHUTENbHbIX QYHKLMI B cpea-
CTBE AN CUAEHUS [OMKHbI BbICTynatb QyHKLUMOHaNbHbIV
NnoAroNoBHUK, obecneymBatowmMin GOKOBYIO M NepegHe3an-
HIOI0 CTabMIn3aLunio roNoBbl U HE OrpaHU4MBalOLLMIA BO3-
MOHOCTU ABUMEHUS FOIOBOM, CUAEHBE C PEryanmpyeMbiMu
rny6GuHOM, LUMPUHOW M YrNOM HakoHa. KOHCTPYKTUBHO cuae-
Hb€e pa3AeneHo Ha Ta3oBYio M 6efpeHHbIE YacTH, 4TO NO3BO-
n9eT MakCMManbHO MOJHO pellaTb nMetowmnecs y nauneHTa
npo6nembl ¢ 6anaHcoOM U CUMMETPUEN, BbI3BaHHbIE BTOPUY-
HbIMW OPTONEANYECKUMU OCNOKHEHUAMM. JONOAHUTENBHYIO
duKcaumo obecneynBaloT peryampyemas no BblCoTe U yriy
HaK/IOHa CMMHKa, duKcaTop TynoBMLA (KUNET), Npeaoxpa-
HUTENbHbIM Ta30BbIA MOSIC, PErynaMpyemMble NOANIOKOTHUKM,
pasfenbHble peryavpyemble MOAHOXKKM € dUKcaTopamu
cton. Takxe Lenecoobpa3Ho UCMONb30BaHWE NPUCTABHOIO
CTONIMKA, NPOTUBOMPONEKHEBON MOAYLLKH.

Mpeb6biBaHWE B NONOXKEHUN CUAS PEKOMEHAYETCH Nexa-
4yuM naumeHTta ¢ MA4/MAB ¢ uenbio NPObUIaKTUKKN OpPTO-
neanyecKmx OCNOXHEHW OCHOBHOIo 3a6oneBaHunsa U co3aa-
HUSE PUBNONOTUYECKMX YCIOBUIM ANS1 HOPMAbHOrO Pa3BUTUS
N GYHKLMOHUPOBAHUS BHYTPEHHUX opraHoB [106]. YpoBeHb

y6eauTeNnbHOCTU peKomeHaauun — C, ypoBeHb J0CTO-
BEPHOCTHU JOKa3aTenbCTB — 5.

AmM6ynaTopHbIM nauuveHtam ¢ MA4/MAB ans npepot-
BpallEeHNs 1 3aMeNeHns npoLiecca 06pa3oBaHNs KOHTPaK-
TYp CyCTaBOB KOHEYHOCTEN PEKOMEHAYeTCs exeaHeBHoe
MCMonb30BaHWe OPTE30B Ha HUMHME KOHEYHOCTM (opTe-
3bl Ana 6enpa/KofneHa / roneHOCTONHOro cycrasa / CTO-
Mbl), U3rOTOBMEHHbLIX WHAWBWAYANbHO (Hanpumep, TYTOPbI
Ha roneHoCTonHble cycTaBbl — Ans cnaerms) [106]. YpoBeHb
y6eauTeNbHOCTU peKomeHaauun — C, ypoBeHb J0CTO-
BEPHOCTHU JOKa3aTenbCTB — 5.

NMPO®UNIAKTUKA U AUCNAHCEPHOE

HABJIIOQAEHUE

MpodunakTuka

Bcem nauuventam ¢ MAL/MAOB pexkomeHayeTcs npwu-
€M (OCMOTP, KOHCynbTalus) Bpava-reHeTuKa MepBUYHbIN
M MOBTOPHbIA (MPpU HEOBXOAMMOCTH), MPU HaIU4YMKU MOKa-
3aHUN — YNeHam MX CEMEWN WU MX odUuUManbHbIM Npea-
CTaBUTENSAM C LIENbl0 Pa3bsCHEHUI FeHEeTUYECKOro puUcKa,
06CyXKAEeHMA BO3MOXHOCTEN NpeHaTtaibHOW U NpeuMniaH-
TALUMOHHON AWArHOCTUKM MPWU NAaHUMPOBaHWKN GEpeEMEHHO-
cTu [2]. YpoBeHb y6eaUuTeNnbHOCTH pekoMmeHpaauun — C,
yPOBEHb AOCTOBEPHOCTHU OKa3aTtenbcTB — 5.

CemMbsiM C geTbMM, 60nbHbiMM MAA/MAB, nokasa-
HO MEeAMKO-TeHETMYECKOE KOHCYNbTUPOBAHME C LENbIO
onpeaeneHns reHeTM4eckoro pucka. Kak v npu apyrux
X-cuenneHHbix 3a6oneBaHunsax, npu MAL/MAOB ang Kax-
10 B6EPEMEHHOCTU PUCK POXKAEHUS 6ONbHOrO pebeHKa
cocTaBnset 25% — npu yCnoBuu, 4TO MaTb NePBOro 60/b-
HOTrO AB/ISETCHA FreTEPO3UTOTHOM HOCUTENbHULEN BONE3HMU.
B cembsx, roge ectb pebeHok, 6onbHon MAA/MAB, Bo3-
MOXHO NMpoOBeeHNe NpeHaTalbHON U NPeUMMNIaHTaLOH-
HOW AMarHocTuku. lNpoBeaeHne 4OpPOAOBOM AMATHOCTUKMU
NOKa3aHo M B cllydae, ecin MaTb 60/1bHOMO He SBNSETCSH
HOCUTEeNbHULEN 3aboneBaHus, 41O OOYC/NOBJIEHO BO3-
MOMHOCTbIO Ha/IM4MS Yy HEE TepMMUHaNIbHOr0O Mo3anLmn3ma
(15% puck, ecnun B ceMbe ecTb pebeHok ¢ MAA). Ang aTo-
ro poguMTensiMm Heo6xoaAnMMo 06paTUTbCs B CNELNaN3mMpo-
BaHHble AMArHOCTUYEeCKne nabopaTopum U MeauLMHCKKe
LLEHTPbI.

MpeHaTanbHas AMarHOCTMKa NPOBOAMUTCS MOJIEKYNSPHO-
reHEeTUYECKUMU MU BUOXMMWUYECKUMWU MEeTodaMMu nyTem
nccnegosanmsa [OHK, BbigeneHHon m3 6uontata BOPCUH
XOpuoHa Ha 9-11-1 Heg 6epPEMEHHOCTU /UMK KNETOK aMHMU-
OTMYECKOW MUAKOCTHU, NYNOBUHHOM KpoBU Ha 20-22-i Hepd
6epemeHHOCTU. OnTUManbHbIM ABASETCS MccnefoBaHWe
6uonTtata xopuoHa: npu HebnaronpuaTHOM NMPOrHo3e 6epe-
MEHHOCTb MOXET 6blTb NpepBaHa B CPOKU 06bIYHOro Meaun-
UMHCKoro abopta. [MpeMmnnaHTauMoHHasa reHeTuMyecKas
JMarHoCcTMKa 3MOpUOHa (C UCMOJSIb30BAHMEM 3KCTPaKopno-
panbHOro OnjaoJ0TBOPEHMS) NMPOBOAMTCH MaTepu nauueHTa
¢ MAA/MAOB, a TakXe XeHwuHaMm C MNOATBEPXKAEHHbIM
reTepo3nroTHbIM HOCUTENLCTBOM MyTauuu B reHe DMD
C Lienblo NpeaoTBpaLLeHNst MOBTOPHOIO POXAEHUS pebeHKa
cMA4d/MAb.

lpoBegeHMe MONEKYNAPHO-reHEeTUYECKOM ANarHOCTUKK
Heob6xoaMMOo MaTepsiM NauneHToB M cubcam, B TOM 4ucne
KEHCKOro rnona.

PekomeHgyeTca Bcem naumeHtam ¢ MAA/MIB nposo-
AWTb BaKUMHaLUMIO MPOTUB rpumnmna U NHEBMOKOKKA C Lefbio
npodUNaKTUKKM COOTBETCTBYIOLWNX MHbeKUMM [36, 50, 122,
123]. YpoBeHb y6eAUTENbHOCTU peKkomMeHpauun — C,
YPOBEHb AOCTOBEPHOCTHU fOKa3aTtenbcTB — 5.

BakunHauus nposoautca getam ¢ MA4/MAB cornacHo
HauMOHaNbHOMY KaneHaapto NPodUIaKTUYECKMX MPUBUBOK.
BaKuUWHaLMIO XMBbIMW BaKLUHaMM Lieiecoobpa3Ho 3aBep-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

WKNTb A0 Hayana npuema KOpTUKOCTEPOMAOB CUCTEMHOIO
newncteua [1, 2, 3].

PekomeHayeTcsa Bcem nauneHtam ¢ M44,/MAB, He3aBu-
CMMO OT CTeneHn 06e34BUKEHHOCTH, MPOBOAUTL 06yYeHne
BCEM MepaM MpPefoCTOPOXKHOCTM C LeNibio NPOPUNaKTUKK
nageHuss u nepenomoB [36]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauuin — C, ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5.

CHW)XeHMe MWHepanbHOM MNOTHOCTM KOCTeW siBNseTcs
yacTbIM NposiBneHnem y naymeHtos ¢ M. HeyctonynBocTb
npu xoab6e, CNOXHOCTb MNOAAEPKAHMUA paBHOBeCHUS
B pe3ynbraTe MbIWEYHOW CNnaboCcTM B COYETAHUKU C OCTEO-
NMOPO30M YrpoOXKaloT BO3HWKHOBEHWEM MEPEOMOB KOCTEN
M NO3BOHOYHMKaA. [MpoBOANTL OByyYeHWe MOXKET Kak Neyva-
LMK Bpay4-HEBPONOr, TaK U Bpay GU3NYECKOM N peabunuta-
LUMOHHOW MeAMLMHbI MW Bpay, BbiNOAHAOWEro ero GyHK-
LMo (cneumanucT no MeauuMHCKOM peabunuTaumu: Bpad
no ne4ebHOM GUIKYNbTYPE U Ap.).

AucnaHcepHoe HaGngeHue

PerynspHoe HabntogeHne n obcnefoBaHue cneuuanu-
CTaMu MYNbTUAMCLMNAMHAPHON KOMaHAbl ABASETCA BaXK-
HbIM acrnexkTom BBeAeHus nauueHtos ¢ MAA/MAB.

C Lenblo OLEHKM OCHOBHbIX MapaMeTpoB KpoBeTBOpe-
HUS M HaNM4yMa BOCMANUTENbHbIX MPOLLECCOB BCEM Nauu-
eHTam ¢ MAA/MIB nokasaH KAWMHUYECKUWM aHaln3 KpPoBw
(MccnepoBaHMe ypoBHS o6wero remornobuHa, apuTpoLm-
TOB, NIEMKOLMUTOB, TPOMOOLMTOB B KPOBH, AnddepeHumpo-
BaHHbIK MoAcyYeT NEMKOUMTOB (nerMKouuTapHas dopmyna),
onpeaeneHne cpeaHero CoaepXaHus U cpefHer KOHLEeH-
Tpauumn remornoburHa B apuTpoLmMTax, MccnegoBaHne CKopo-
CTW oceflaHnsa apuTpoLnToB) [42, 45]. YpoBeHb yoeauTenb-
HOCTU peKoMeHpauuin — C, ypoBeHb [JOCTOBEPHOCTU
AOKa3aTenbcTB — 4. YacTtoTa — He pexke 1 pa3a B 6 mec.

MauneHTam ¢ ycTaHoOBJIEHHbIM aguarHo3dom MAA/MIbB
npu NOAO3PEHUU Ha Hanuyne AbixaTeNbHblX HapyLEeHWN
noKazaHo NpoBejeHWe WCCNefoBaHMA KWMCAOTHO-OCHOB-
HOMO COCTOSIHMA M Fa30B KPOBM C LiEeNbl0 OLIEHKWM CTEMEHU
KOMMEHCaLMK AbIXxaTeNlbHblX HapyleHWn U onpegenexHus
TaKTUKW pecnupatopHon nogaepxku [124, 125]. YpoBeHb
y6eaUuTeNnbHOCTU peKomeHaauun — C, ypoBeHb JOCTO-
BEPHOCTU fAOKa3aTeNbCTB — 4.

MN3MeHeHNU B KWUCMOTHO-LLEN0YHOM pPaBHOBECUM BO3-
HUKaIT Ha Aaneko 3awejwnx crtaguax AblxaTelbHON
HeAOCTaTOYHOCTU. [Na CBOEBPEMEHHOM AMArHOCTUKM
enartefbHO Mcnonb3oBaTh 601ee MHPOPMaTUBHbIE UHCTPY-
MeHTaNbHble MeTOAbl UCCNeaoBaHMa (KanHOMETPUIO U Ap.).
[eKkomneHcauumsa abixaTenbHblX HapyLEeHW KoHCTaTMpyeTcs
NPW HaNUYMK rMNepKanHMn u aumaosa.

Bcem naumentam ¢ MA4/MAOE Heobxoanm nepBUYHbIN
M MOBTOPHbLIN MpueM Bpayvya PU3MYECKON M peadbunmntauu-
OHHOW MeAWUMHBblI MAM Bpaya, BbIMNOMHAOWEro ero QyHK-
LMio (cneuunanucTa no MeAULMHCKON peabunutaumun: Bpada
no neyebHon OGUIKyNbTYpe U Ap.), C Lelbio MOHUTOPUHIa
COCTOSIHUS U NpoBeAeHUs peabunnTaumoHHbIX Meponpus-
Tui [2]. YpoBeHb y6eauTenbHOCTU peKomeHaauun — C,
YPOBEHb JOCTOBEPHOCTU AOKa3aTeNbcTB — 5. (Cm. pas-
nen «<MeanuMHCKasa peabunutaums».)

Bcem naumenHtam ¢ MAA/MAB 0o mMomeHTa 3aBep-
WeHUa NoIOBOro Co3peBaHUs M 3aBeplueHus pocTa npo-
BOAMUTCS OLEHKa pocTa (aHTpomomeTpuyeckue uccnepo-
BaHMA) KaxAable 6 Mec ¢ Lenbio NpoPUNaKkTnKK pasBuTms
ero 3agepxku [2, 88, 126] YpoBeHb y6eAUTENIbHOCTHU
peKkomeHaauuin — C, ypoBeHb JOCTOBEPHOCTHU JJOKa3a-
TenbcTB — 4.

OueHKy pocTa MOryT nNpoOBOAUTb Bpay-HeEBPONOr
unu Bpay-neguaTp, perynspHo Habnwgatowue nauueH-

Ta. B KavecTBe 3ajeprKKM pocTa cleayeT pacueHuBaTtb
N060N M3 cnegylowmx NPU3HAKOB: CKOPOCTb PocTa MeHee
4 cm/rop, nokasaTenb pocta < 3-ro nepLeHTUns, U3ameHe-
HWEe B HanpaB/eHWU CBEPXY BHU3 nepLeHTuns pocta [127].
B cnyyae BbiiBNeHUS 3afepyKKM pocTa nauueHTta cneayet
HanpaBWTb Ha KOHCYNbTaLMIO Bpaya-aHLOKPHUHOora.

Bcem nauuentam ¢ MAA/MAB HauunHas ¢ 9 neT npo-
BOAWTCSA OLlEHKa MNOJIOBOr0 CO3pPeBaHMS KaxAable 6 Mec
C LeNblo CBOEBPEMEHHOIO 4MArHOCTMPOBAHUS OTCTaBaHUSA
nonoBoro passuTtusa [2, 86, 87] 1 ¢ LEeNbio KOHTPONS Na6o-
paTopHbIX NoKaslaTtenen [46]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauui — C, ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbctB — 5.

OueHKY NONOBOro coO3peBaHMsa MOryT NPOBOAUTL Bpay-
HEBPONIOr UNWM Bpay-neguaTp, perynsapHo Habnwopawowue
naumeHTa. O6bem anyek < 4 cm3 B BospacTte 14 net v cTap-
Wwe cnegyeT pacLeHMBaTb KaK YETKUI MPU3HaK 3afeprKKu
nosoBoro co3peBanns [127]. B cnyyae BbIIBIEHWUS 3aePHK-
KM MONOBOr0 CO3pPEBaHUSA HEOOXOAUM MPUEM (OCMOTP, KOH-
cynbTaums) Bpavya-aHAOKpMHONOra.

Bcem nauyneHtam ¢ MAA/MOB pekomeHayeTcs npuem
(oCMOTp, KOHCynbTauus) Bpava-aHLOKPWUHONOra / Bpaya-
3HAOKPMHONOra AETCKOro (NepBUYHbIM M MOBTOPHbIN —
npu Heo6Xo4MMOCTH) C LIeNbl0 CBOEBPEMEHHOM AMarHo-
CTUKM 3HAOKPUHHBIX HapyleHui [2, 86, 87, 126]. YpoBeHb
y6eauTeNnbHOCTU peKomeHaauun — C, ypoBeHb AOCTO-
BEPHOCTU AOKa3aTenbCcTB — 5. YacToTa — He MeHee
1 pa3a B 6 mec.

Bcem naumneHtam ¢ M44/MAE pekoMmeHayeTcs npoBe-
[eHne aHann3a KpoBM BMOXMMUYECKOro obLleTepaneBT1ye-
CKOro (MccnefoBaHMe ypoBHA obuero 6enka, KpeaTuHuHa,
MOYEBUHbI B KpPOBMW, onpeaeneHne aktnsHoctu AJIT, ACT,
[TT B KPOBM) C LIENIbIO OLLEHKN COCTOSIHUA NMeYeHn U NoYeKk
[41-45]. YpoBeHb y6eauTenbHOCTU peKoMmeHaauum — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTeNbCcTB — 5.

TakXe npu HeobXoaMMOCTM MPOBOAAT MCCnefoBaHue
YPOBHS [IOKO3bl, 6UANPYyOMHaA CBS3AHHOMO (KOHBLIOrMPO-
BaHHOr0), 6MnMpybuHa cBO6OAHOIN0 (HEKOHBIOTMPOBAHHOMO)
B KPOBW, 06LWEro KajbLus, MOHM3UPOBAHHOIO KanbLiug,
HeopraHnyeckoro pocdopa B KPOBM C LIE/NBIO OLEHKM Kaflb-
umeBo-pochopHoro o6meHa. Yactota — 1 pa3 B 12 mec
4NS XOAA4YMX NaumneHToB, 1 pa3 B 6 Mec Ans Hexoasa4umx nauu-
€HTOoB. Yalle — no Heo6XxoAMMOCTH.

Bcem nauneHtam ¢ MA4/MAOE pekomeHayeTcs ucchne-
noBaHue ypoBHs 1,25-OH ButammHa D B KpoBM C LieNbO
MOHWTOPUHIA U CBOEBPEMEHHON KOPPEKLWUW MpU HEeobXo-
ammocTu [2, 55]. YpoBeHb y6eaUTeNbHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTHU A0KAa3aTe/NbCTB — 5.
ExxerogHo, 4yalle — no HeobxoaMMOCTH.

Mpu BbIIBNEHWUM UBMEHEHMSA AAHHbIX MOKa3aTenen Heob-
XOAMMO HanpaBWTb NaLMeHTa Ha KOHCy/nbTauuto Bpada-
3HAOKPUHOMOra U NPOBOAUTL COOTBETCTBYIOLLYIO MeaWKa-
MEHTO3HYI0 KoppeKuuto. MaymeHTol ¢ MAL/MAB, oco6eHHO
nofiyyalolme Tepanuio KOPTUKOCTEPOMAAMU CUCTEMHOIO
LEeNCTBUSA, OO/MKHbI perynapHo o6cnefoBaTbes Ha Hanuyue
runoKanbunemun v ageduumta BuTamuHa D. HasHaveHue
npenapaTtoB rpynnbl «ButammH D M ero aHanoru» Takxe
MOXET NPUMEHSATLCH B NPOPUNAKTUYECKMX LIeNsiX, B OCO-
OEHHOCTU B OCEHHE-3UMHUIM NEPUOL.

MauneHTaM ¢ KIMHUYECKUMU MPOSBAEHUAMMU CEPAEHHON
HeJOCTaTO4YHOCTM (OTEKM/NACTO3HOCTb MOAKOMHOM KMPO-
BOW KNeTYaTKM, ofbllKa, TaxMKapaus (nocnefHas — TONbKO
B COYETaHUMU C APYrMMU NepPEeYUCNeHHbIMU CUMNTOMaMM),
yBeNMYeHUe neyveHn) peKoMeHayeTcs uccnenoBaHue ypoB-
HS N-TepMUHanbHOro pparmMeHTa MO3roBOro HaTpPUNypeTH-
yeckoro nponentnaa (NT-proBNP) B KpoBM C Lenbio CBOe-
BPEMEHHOW AMArHOCTUKW CepAevyHOn HeAoCTaTOYHOCTH,



ondodepeHumanbHOM AMAarHOCTUKKU C OAblWKONW, BbIS3BAHHOM
pecnuMpaTopHbIMX HapyLleHUsSMKU, ANS pPelleHns BONpocoB
0 CTapTe/KOppeKUUU KapaumoTponHon Tepanuun [16, 128,
129]. YpoBeHb y6eAUTeNIbHOCTU peKkomMmeHpauun — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTB — 4.

MauymeHtam ¢ MAA/MAB ¢ nogo3peHMem Ha Hapylle-
HUe YHKUMKW MOYeK peKoMeHAyeTcs npoBeaeHue oblero
(KNIMHMYECKOro) aHanM3a MOYM C LeNblo KOHTPOAS GYHKLMK
noyek [46]. YpoBeHb y6eaUTE/IbHOCTU PEKOMeHAaLun —
C, ypoBEeHb JOCTOBEPHOCTHU AOKa3aTenbcTB — 4. O6bem
nccneoBaHui M fanbHenlwas TakTUKa ANMarHOCTUKKM onpe-
AensTcs BpayoM-Hedponorom.

UHcTpymMeHTaNbHbIe Ucc/ieJoBaHuUA

Bcem nauuneHtam ¢c MAA4/MIE pekoMmeHayeTcs perynap-
Hoe npoBeaeHne KT 1 IxoKI ¢ Lenbto BbiIABNEHUS HapyLue-
HWUI paboTbl cepaua [8, 27, 36]. YpoBeHb y6e4uTebHOCTH
peKkomeHpauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 4. He pexxe 1 pasa B rog. [pyv BO3MOXHOCTH
M HeobxoamMmocTn IxoKI MoxKeT OblTb 3aMeHeHa Ha MPT
cepaua M MarucTpanbHbIX cocyfoB. 1o Ha3HaYeHuo Bpaya-
Kapauonora TaKMe [OMIKHO MPUMEHATLCSH XONTEPOBCKOE
MOHUTOPUPOBaHUE CePAEYHOro puTma.

MayneHtam ¢ MA4/MAB, vmelowmm npusHaku cep-
[Ee4YHON HefoCTaTOYHOCTH, KOTOPbIM BCNEACTBME Y3KOro
yNbTPa3BYKOBOrO OKHAa HEBO3MOXHO MpPOBefeHWEe TpaHc-
TopaKanbHoM 3IxoKI, pekomeHayeTcs npoBeaeHne MPT
cepaua v MarucTpanbHbIX COCYAOB C LeNbld MOHUTOPUHIa
M CBOEBPEMEHHOM KOPPEKLMKN NPOrpeccupoBaHnsg cepaey-
HOM HepgocTaTo4HOCTH [14-25]. YpoBeHb y6e4UTeNbHOCTH
peKkomeHpauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 4.

MauymeHtam ¢ MAA/MAB, y KOTOPbIX NO AAHHBIM PYTUH-
Hon OKI BbIIBNEHbl HapyleHUs puTMa W/uan NpPoBOAM-
MOCTU cepaua nMbo UMelTCs Xanobbl Ha HepUTMUYHOE
cepauebueHne, NpecuHKonanbHble/CMHKONaAbHble COCTO-
HUS, a TakXXe BceM nauneHtam ¢ MAA/MAB ctapwe 17
neT (nocnegHMM — BHE 3aBUCMMOCTWM OT Haluyus Kanob
UM unameHeHun Ha IKI) pekomeHayeTcss npoBefeHue
XONTEPOBCKOr0O MOHWTOPUPOBAHWUS CEPAEYHOro pUTMa
B TeyeHue 24 4 C Lenbl0 CBOEBPEMEHHOW AMArHOCTUKMU
YyKa3aHHbIX cOCTOSHMI [14—-25]. YpoBeHb y6eAUTEeIbHOCTHU
peKkomeHpauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5.

MauymeHtam ¢ MAA/MAB, melOWMM MPU3HaKK Bblpa-
KEHHOro MWoKapauanbHoro ¢ubposa, peKomeHayeTcs
nposefeHne MPT cepaua ¢ KOHTpacTUpOBaHMEM C LieNblo
CBOEBPEMEHHON AWArHOCTUKM U MOHUTOPMHIa NPOrpeccu-
poBaHWs yKal3aHHOro cocTosiHug [14-25]. YpoBeHb y6e-
AUTENIbHOCTU peKomMmeHaauun — C, ypoBeHb JO0CTOBEP-
HOCTHU filOKa3aTeNbCcTB — 5.

MauymeHtam ¢ MAA/MAB ¢ KNMHUYECKUMU CUMITOMaMKU
HapyLlweHWs 0CaHKKM PeKOMEHAYETCA NPOBEAEHNE PEHTIEHO-
rpadun rpygHoOro M NOSICHUYHOrO OTAENOB MO3BOHOYHWMKA
(unn KT no3BOHOYHMKA (0AMH OTAEN)) C LeNblo MOHUTOPUHIa
nporpeccupoBaHua gedopmaunin NO3BOHOYHMKA M OLEHKM
MX CTEMNEHW, a TaKXKe onpeaeneHns BO3MOXKHOCTU U cTene-
HU XMPYPrMYEecKOro BMelwaTtenbcTBa MpuM Heo6XO4MMOCTH
[56-59]. YpoBeHb y6eaUTeIbHOCTU peKomeHaauun — C,
YyPOBEHb JOCTOBEPHOCTHU JOKa3aTenbCcTB — 3.

KaKk npaBuno, ckonnotuyeckas gedpopmauus no3Bo-
HOYHWKa y nauyueHToB ¢ MAA/MIAB npossnsgercs nocne
TOro, KaK MnauMeHT CcTaHoBUTCA HeamMbynaTOPHbIM.
MccnepoBaHne nNpoBOAMTCS MNauMeHTaM C HapylweHWem
oCaHKM 1 pas B roj nocne T0ro, Kak nawlMeHT CTaHOBUTCS
HeambynaTopHbIM, U ganee 1 pa3 B 6 Mec Npu Nporpeccu-
pOBaHWK CKONNO3a.

Bcem nauweHtam ¢ MAA/MOB pekomeHayeTcs npo-
BeAeHNEe PEHTreHOAEHCUTOMETPUM MOSCHMYHOrO oTaena
NO3BOHOYHMKA C LIEeNbIO UCKIIOYEHMS OCTEONOPO3a U onpe-
AeneHus ero cTteneHu, a Takxe Npu NoAroToBKke K opTone-
[IM4ECKOMY XMpypruyeckoMy BmewartenscTBy [32, 33, 36,
61, 130, 131]. YpoBeHb y6eauTeIbHOCTU pEeKoMeHAa-
uuni — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 4.
MpoBoauTCs AeTam cTaple 6 net ¢ Yactoton 1 pa3 B rog.

Bcem naumentam ¢ MA4/MAE pekomeHayeTcs npose-
AeHWe ncenefoBaHUs HECNPOBOLMPOBAHHbBIX AblXxaTeNbHbIX
06BbEMOB 1 NMOTOKOB, NMPK HEOBXOAMMOCTU — UCCNiefoBaHne
AblXxaTeflbHblX 06BbEMOB C MPUMEHEHWEM NEeKapCTBEHHbIX
npenapaTtos, Ny/JbCOKCUMETPUMK, ONpeaeNieHne napuuanib-
HOrO JaBNeHUs KUCIOpOAa B MATKUX TKaHAX (OKCUMETpKS),
HayMHas ¢ paHHen HeamObynaToOpHOM CTaauu, C Lenbto CBoe-
BPEMEHHOM [AMAarHOCTMKM HapyleHUn OYHKUWMWM OblXaHWUs
[13, 36, 47-49]. YpoBeHb y6eAUTEeNIbHOCTU pEeKoMeHAa-
uui — C, ypoBeHb JOCTOBEPHOCTU fAOKA3aTENbCTB — 3.

Onpeaenenune B[ npoBoAUTCA METOAOM CMIMPOMETPUN
C U3MepeHneM BCeX OCHOBHbIX Noka3aTenen (MKEJI, PHKEJ,
0®B,, COCy5_75 MOCys_,5, MOC,,, ) 1 pa3 B roa, Npu CHu-
*eHun nokasatenen OXKEJ meHee 60% — 1 pa3 B 6 mec.

MNauneHtam ¢ MA4/MAB npu Hanu4mm xKanob, COOT-
BETCTBYIOLMX TMNOKCEMUM (GHEBHAS COHIMBOCTb, FONOBHbIE
601K, YyTOMASEMOCTb, HOYHble KolMmapbl, HEOGBACHUMOE
CHUXEHWe Maccbl Tena npu ageKBaTHOM MUTaHUK), U/Unu
JlaHHbIX O CHUXeHUU PHKEJT meHee 50%, n/1Mnun BbiISBNEHUN
CHUXEeHUs caTypaLmm No JaHHbIM HOYHOM NYIbCOKCUMETPUK
MeHee 94% ¢ Lenbto BbIIBIEHUSA CUHAPOMA O6CTPYKTUBHOIO
anHo3 CHa, BbISIBNEHUS paHHEeN [AblxaTelbHOW HepocTa-
TOYHOCTM U pelleHns Bonpoca O NPUMEHEHWW Bcnomora-
TeNbHbIX METOAOB PECNUPaATOPHON MOAAEPKKU PEKOMEHAY-
eTcsl NpoBeAeHWe KapAuopecnupaTopHOro MOHUTOPUHIa
(AMCTaHUMOHHOE HabnloaeHWe 3a MoKasaTeNsaMu YacToTbl
CepAeyHbIX COKpalleHWh u AWCTaHUMOHHOE HabnoaeHue
3a GYHKUMOHaNbHbIMU NOKa3aTeNs MU BHELWHErO AbIXaHWs)
B cTauunoHape [32, 33, 36]. YpoBeHb y6eauTEbHOCTH
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5. Yactota — 1 pa3 B 6 mec.

Mpn BO3MOXHOCTM MOKa3aHO NPUMEHEeHWe KamHorpa-
dun KaK Hanbonee 4yBCTBUTENBHOrO MeToAa AMArHOCTUKMU
paHHen [AblxaTeflbHOW HefgocTaTtoyHocTn [13, 36, 47-49,
130, 131].

UHble meTOabI

Mpn HabnogeHnn nauneHtos ¢ MA4/MAB pekomeHay-
eTCs MPUMEHATb MYNbTUAUCUMINIIMHAPHbBIA NOAXOA C LieNblo
KOppeKuMn Tepanun u AMHaMMUYeCcKoro MOHUTOpUHra [72].
YpoBeHb y6eauTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb AOCTOBEPHOCTU JOKa3aTenbCcTB — 5.

MNauneHtam ¢ MAA/MAB, nmeoLWUM HapyweHUs QyHK-
LM COOTBETCTBYIOLWMX OPraHoB M CUCTEM, MOKa3aHbl nep-
BWYHbIE W MOBTOPHbIE KOHCYNbTaLMK Bpaya-reHeTnKa, Bpa-
Yya-HeBposiora, Bpava-nylbMOHONOra, Bpaya-Kapauosnora
LETCKOro, Bpayva-Kkapauonora, Bpada-racTpoaHTeposora,
Bpaya-aHAOKpPMHONOra AEeTCKOro, Bpadva-aHLOKpUHONOra,
Bpaya TpaBMaTonora-optoneaia, Bpadva-guetosnora, Bpaya-
ncuxvatpa, Bpada-neguatpa / Bpaya obOLierd NpakTUKK
(cemenHoro Bpaya), Bpadya-tepaneBTa, Bpaya-opTanbMoso-
ra, Bpaya aHecTtesunonora-peaHmmaroniora, MeguLMHCKOro
rncuxonora, Bpaya Gn3n4eckomn n peabunmtaunmoHHON meam-
LIMHbI MW Bpaya, BbIMOMHSAOWeEro ero GyHKLUMIo (cneynanm-
cTa No MeAWLMHCKOM peabununtauuu: Bpada no sieyebHom
GU3KyNbTYPE U Ap.), Bpaya no naaiMatMBHOM MEAULMHCKOM
NOMOLLM, @ TaKXe Bpayen Apyrux cneumanbHocten. Kpome
TOro, Heobxoanma paspaboTKa MHAMBUAYANbHOM Nporpam-
Mbl NOronNeanyYecKkon peabunutamu.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

PekomeHgyeTcs npuvem (OCMOTP, KOHCYy/NbTauus) Bpaya-
HeBposiora NepBMUYHbIM U NOBTOPHbLIA (MPU HEOBXOANMMOCTH)
C UeNblo OUEHKM W HabnlogeHus B AUMHAMUKE HEBPOJO-
rMYECKOro cratyca, MOTOPHbIX YHKUMI, 06beMa ABUKe-
HUI 1 KOppeKuuun Tepanuu [2]. YpoBeHb y6eaUTEeNbHOCTH
peKomeHaauui — C, ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5. Yactota HabnwogeHusa ans ambynaTtopHbIX
naumeHtoB — 1 pa3 B 12 mec, Ang HeaMbynaTopHbIX Nauu-
eHToB — 1 pa3 B 6 Mec.

OueHKa MOTOPHbIX PYHKLMI 1 06 beMa ABUKEHUN MOXKET
TaKXe NpoBOANTLCH Bpayom dU3MYECKoW n peabunutaum-
OHHOW MeAMUMHbI UK BPavyoM, BbIMNOMHAOWNUM ero QyHK-
LMo (cneumanucT No MeauuMHCKOM peabunuTaumu: Bpad
no ne4ebHOM GUIKYNbTYPE U Ap.).

Bcem nauyueHtam ¢ MA4/MAE ¢ uenbio mMakcuMainb-
HOIO COXpaHeHUs ABUraTenbHbIX GYHKLMN U NpodUNaKkTm-
KW KOHTPaKTYp KPYMHbIX CYCTaBOB PEKOMEHAYEeTCs Mpuem
(ocMOTp, KOHCynbTaumMs) Bpadya Gpu3MYecKon n peabunuta-
LMOHHOW MeAULMHbI MKW Bpaya, BbiNONHAOWEro ero GyHK-
LMo (cneumanucT No MeauuMHCKOM peabunuTaumu: Bpad
no ne4yebHon GUIKYNLTYPE U A4p.), MEPBUYHBLIA U MOBTOPHbLIN
[2]. YpoBeHb y6eauTenbHOCTU pekoMmeHaauum — C, ypo-
BEHb AOCTOBEPHOCTU AOKa3atenbcTB — 5. Yactota —
He pexe 1 pa3a B 6 Mec.

Bcem naymeHtam ¢ MAA/MAB ¢ uenbto cBoeBpeEMEH-
HOWM AMarHOCTUKM SHLOKPUHONOMMYECKUX HAapPYLWEHNI PEKO-
MeHAyeTca npuem (0OCMOTpP, KOHCyNnbTauus) Bpaya-aHAo-
KpWHONOra / Bpaya-aHAOKPHUHONIOra 4ETCKOro NepBUYHbIN
M NOBTOPHLIN [2, 86, 87, 126]. YpoBeHb Y6e4UTEeIbHOCTH
pekoMmeHaauuin — C, ypoBeHb JOCTOBEPHOCTH JOKa3a-
TenbctTB — 5. Yactota — 1 pa3 B 12 mec, Yaue — B Chy-
Yyae BbISIBJIEHUS 3a4€PXKKM NONOBOIro Pa3BUTUSA, 3aJEPKKHU
poCTa, HapylWeHMa TONePaHTHOCTM K MIOKO3€e, caxapHoro
avabeTta, oxupeHus, cuHgpoma KylwuHra, a TakxKe gpyrux
BO3MOXHbIX MO6OYHbIX IPHEKTOB TEPANMU KOPTUKOCTEPO-
naamum CUCTEMHOIO AENCTBUS C LIeNbio AONONHUTENBHON
AMarHOCTUKM U HeO6XOAMMON MEeANKaMEHTO3HOM KOpPPEK-
LK.

Bcem nauyueHtam ¢ MAA/MAB ¢ uenbio onpeaeneHus
HEeO6X0ANMMOCTM U TaKTUKM ONepaTMBHON KOPPEKLMKU OpPTO-
nefuYyecKMX HapylweHu peKomeHayeTcss npuem (0CmoTp,
KOHCY/NbTauus) Bpadya TpaBMartonora-optoneaa nepBuyHbIN
M NOBTOPHbIA (Npy HeobxoammocTy) [2]. YpoBeHb y6eau-
TEeNbHOCTU peKomeHaauun — C, ypoBeHb AoOCTOBEP-
HOCTHU AOKa3aTeNbCcTB — 5. HacToTa — No noKasaHusm,
HO He pexxe 1 pas3a B 12 mec.

Bcem naumentam ¢ MAA/MAIB ¢ uenbio KOHTPONSA Beca,
BbISIBIEHWSA CUMMNTOMOB ANcdarnun, HannM4musa HapyLeHUs CTy-
Nna (3anopoB), ractpoasodareanpHoro pedsoKca, nobou-
HblX 3dpbdeKTOB Npuema KOPTUKOCTEPOMULOB CUCTEMHOIO
[LEeNCTBUS CO CTOPOHbI XKEeNYAOYHO-KMWEYHOIO TpaKTa U UX
nocnegyowen MeauKaMeHTO3HON KOpPPEeKUUU peKoMEeHAY-
eTCcs Npuem (OCMOTP, KOHCYNbTauMs) Bpaya-racTpoaHTepo-
flora NepBUYHbLIK M MOBTOPHbLIA (NpU HeobxoaumocTK) [2].
YpoBeHb y6eaUTeNbHOCTU peKomMeHpauun — C, ypo-
BEHb JOCTOBEPHOCTM AOKasaTenbcTB — 5. YacTtota —
no NOKa3aHUsaM.

Bcem naumentam ¢ MA4/MAE pekomeHayeTcs npoBe-
[eHne ncenefoBaHUs HECNPOBOLMPOBAHHbBIX AbIXxaTeNbHbIX
06bEMOB M NOTOKOB, NPW HEOBXOAUMOCTU — UCCefoBaHNe
AblXxaTeflbHblX 06BEMOB C MPUMEHEHUEM NleKapCTBEHHbIX
npenapaToB, Ny1bCOKCUMETPUMU, OnpeaeNieHne napuuanib-
HOrO JaB/ieHMA KMCNOpOAa B MATKUX TKaHAX (OKCUMETPUS),
Ha4YyMHas ¢ paHHen HeamOBynaToOpHOM CTaauu, C Lenblo CBoe-
BPEMEHHON AMArHOCTUKM HapylweHWn OGYHKLUMU AbiXxaHus
[13, 36, 47-49]. YpoBeHb y6eaAUTEeNbHOCTU PEKOMEeHAa-
uui — C, ypoBeHb JOCTOBEPHOCTU AOKA3aTENbCTB — 4.

YacTtoTta npoBefeHus cnupomeTpun ansa oueHku OB/
C M3MepeHNEeM BCeX OCHOBHbIX NokazaTtenen (MKEJ1, PHKEJ,
0®B,, COCy5 ;5 MOC,5 ;5, MOC,, ) — He pexe 1 pasa
B 6 Mec. Ha amb6ynaTopHOM cTaamn 3aboneBaHua cneayet
npoBOAMTL O6y4YeHMe NauMeHTOB MPOBEAEHUIO ClMpOMe-
Tpuun. lMauveHTam cnegyet peKkoMeHAoBaTb MMETb AoMa
NyNbCOKCUMETP ANS PErYASPHOro U3MEPEHMS caTypaLnu.

Bcem nauneHtam ¢ MA4/MAB ¢ uenblo BbIABAEHUS
0GCTPYKTUBHOIO amnHo3d CHa WKW APYrux NPU3HaKoOB Hapy-
WeHNa AblXxaHUS BO CHE pPeKOMeHAyeTcs npoBeAeHue Karn-
Horpadum BO BpeMs CHa, Ha4yMHas ¢ paHHen ambynaTopHOM
ctaamu [29, 36]. YpoBeHb y6eauTeibHOCTU peKoMeHpaa-
uuin — C, ypoBeHb JOCTOBEPHOCTU A0KA3aTENbCTB — 4.
[aHHbIM MeTo4 0CO6EHHO PpeKOMEHAYETCA MPOBOANUTL NaLy-
€eHTaM € M36bITOYHbIM BECOM, MONYYalOLMM KOPTUKOCTEPO-
nabl CUCTEMHOIO A4ENCTBUS.

Bcem nauyueHtam ¢ MAL4/MAE ¢ uenbto AMarHOCTUKK,
MOHWTOPUHIA COCTOSIHUSA U KOPPEKLMM CUMMNTOMOB [blXa-
TeNbHOW HeJOCTaTOYHOCTM pEKOMEHAYETCA npuem (0CMoTp,
KOHCy/NbTaLMs) Bpaya-nybMOHOI0ra NepBUYHbIN U NOBTOP-
HblM (Npun HeobxoaumocTu) [51]. YpoBeHb y6eauTenb-
HOCTU peKoMeHpauuin — C, ypoBeHb [OCTOBEPHOCTHU
AOKasaTenbcTB — 5. Ha MOMEHT MOCTaHOBKM guarHosa
W panee. HayvHas ¢ nosgHen ambynaTtoOpHoOM cTagum —
1 pas B rofl, Ha4nHasa ¢ paHHen HeaMbBynaToOpHOMW cTaann —
1 pa3 B 6 Mec, Yalle — Mo NoKa3aHuaM.

Bcem nauyueHtam ¢ MA4/MAE ¢ uenbto AMarHOCTUKK,
MOHWTOPUHIa COCTOSIHUS U KOPPEKLMKM NaTonornm cepaey-
HO-COCYAMCTON CUCTEMbI PEKOMeHZyeTcsi npuem (0CmoTp,
KOHCyNnbTauuMsa) Bpava-kapguonora / Bpadva-Kapauonora
[IETCKOr0 NePBUYHbIA U NMOBTOPHLIN [27, 36, 56]. YpoBeHb
y6eaAuTeNnbHOCTU peKomeHaauun — C, ypoBeHb [ROCTO-
BEPHOCTU AOKa3aTeNbCcTB — 4. Yactota — Ha MOMEHT
nocTaBKKW AuMarHosa v ganee He pexe 1 pasa B rog.

HabnoaeHne MoXeT 6bITb 60n1ee YyacTblM MO Mepe npo-
rpeccupoBaHns 601e3HU U Pa3BUTUSA CEPAEYHO-COCYANCTON
natonorun. Kpome Ttoro, BceM nauumeHtam ¢ MA4/MAB
Heob6X0AMMbl KOHCyNbTauMs Bpava-kapauonora / Bpayva-
Kapaunonora AeTCKOro, a Takxe pernctpauns 3Kl n npose-
aeHune IxoKI nepep nnaHoBbIM ONepaTUBHLIM BMeLLaTEb-
cTBOM [36, 56].

Bcem nauneHtam ¢ MAA/MAOE pekomeHaytoTca pery-
napHas peructpauunsa KM n nposeaeHne IxoKl ansa BbIAB-
NleHna HapyweHuin paboTbl cepaua [8, 27, 36]. YpoBeHb
y6eaAuTeNnbHOCTU peKomeHaauun — C, ypoBeHb JOCTO-
BEPHOCTU AOKasatenbcTB — 4. Yactota — He pexe
1 pa3za B roa. Npu BO3MOXKHOCTU U HeobxoanumMocTn IxoKI
MOXET ObITb 3aMeHeHa Ha MPT cepgua v marncrpanbHbIX
cocynoB. o HasHavyeHUIo Bpava-Kapanosora LOMKHO Tak-
e MPUMEHATHCA XONTEPOBCKOE MOHUTOPUPOBaHUe cepaey-
HOro puUTM™Ma.

C uenbto perynsapHoro CKPUHWHra NCUX03aMOLIMOHaNbHO-
r0 COCTOSIHMSA MaLMEHTa U yXaxKMBaloWMX 3a HUM UL, BCEM
nauneHtam ¢ MA4/MIAB pekomeHaoBaH npuem (Tectmpo-
BaHWe, KOHCyNbTauMs) MeAULIMHCKOro rncuxonora nepBuy-
HblM M NOBTOPHbLIA AN OKa3aHWa WHAWBMAYaNbHOW, rpymn-
noBOM, CEMENHON ncuxonornyeckon nomouwm [1, 50, 117].
YpoBeHb y6eAUTeNbHOCTU peKomMeHpaauun — C, ypo-
BEHb [JOCTOBEPHOCTU AOKa3aTtenbctB — 5. YacTtota —
no NoKa3aHusM.

B cnyvyae pa3BuTUS / NOAO3PEHUS HA NOSIBIEHUE NoBe-
[LEHYECKMX 3MOLMOHAabHbIX PaCCTPOMCTB NauueHTam
¢ MAA/MAB pekomeHaoBaH npuem (0CMOTP, KOHCY/bTaLus)
Bpava-ncuxmaTpa NepPBUYHbIA M NOBTOPHBLIA C LEeNblo Ana-
FHOCTUKM M Ha3HayeHus Tepanuu [1, 50, 117]. YpoBeHb y6e-
AWUTENbHOCTU peKomeHpauuii — C, ypoBeHb JOCTOBEP-
HOCTHU lOKa3aTeNbCcTB — 5. HacToTa — Mo NoKa3aHUsaM.



Bcem nauyueHtam ¢ MAA/MAOB o6a3aTeNbHO exeroj-
HOe NpoBefeHUEe PEHTFEHOAEHCMTOMETPUMN C LeNbio CBOe-
BPEMEHHOM KOPPEKLMM NOSly4aeMoro nevyeHus no nosogy
ocTeoneHunn n octeonoposa [33, 36]. YpoBeHb yoeaUTenb-
HOCTH peKoMeHpauun — C, ypoBeHb JOCTOBEPHOCTHU
AoOKasaTenbCcTB — 4.

CHMKEeHMe MUHepanbHOW MNJAOTHOCTM KOCTENM ABNSA-
eTcd 4YacTblM CUMMNOTOMOM Yy nauyueHtoB ¢ MAA/MABE.
HeycTtonumBocTb npu xoabbe, CAOXKHOCTb MOAAEPIKAHMS
paBHOBeCKUS B pe3ynbraTe Mbllle4yHOW cnabocTn B coveTa-
HUKM C OCTEOMNMOPO3OM YrpOXKalT BO3HWKHOBEHWEM nepe-
JIOMOB KOCTEW M NMO3BOHKOB. Bce nauuneHTtsl ¢ MAA/MAB
HE3aBMCUMO OT CTeneHU 06e34BUIKEHHOCTU (Hanpumep,
HyXAaloWwnecs B Kpecne-KONSCKe) AOMKHbI OblTb 06y4ye-
Hbl BCEM MepaM MPeAoCTOPOXKHOCTU ANA NPOPUNaKTUKK
nageHvs 1 nepenomoB B 6biTy. Kpome TOro, nauueHTbl
W YNeHbl CeMbW AOMKHbI 6bITb MHPOPMUPOBaHbLI 060 BCEX
NocneCTBUAX HEBHUMATENbHOrO OTHOWEHUSA K npobneme
ocTeonopo3sa.

Bcem nauuenHtam ¢ MAA/MAB ¢ uenbio Koppek-
UMK NUT@HUSA W Ha3Ha4YeHWs AMeTbl PEeKOMEHAOBaH Mpw-
eM (OCMOTpP, KOHCyNnbTauus) Bpaya-AueTonora nepBUYHbLIN
1 MOBTOPHbLIN [2]. YpoBEeHb y6eaUTe/IbHOCTU peKoMeHaa-
uun — C, ypoBeHb JOCTOBEPHOCTHU AJOKA3aTeNIbCTB — 5.

Bcem nauymeHtam ¢ MA4/MB nepen nnaHoBbIM onepa-
TMBHbIM BMELIATENbCTBOM PEKOMEHAYIOTCS npuemM (0CcMoTp,
KOHCYyNnbTauus) NepBUYHbIN M MOBTOPHbLIA (NPU Heobxoau-
MOCTW) Bpava-Kapauonora / Bpaya-Kapauonora LETCKOro,
a Takxe peructpauua IKI n npoBeaeHne IxoKI ¢ uenbto
onpeaeneHns BO3MOXHbIX MPOTMBOMNOKa3aHUM K onepa-
TUBHOMY BMellaTenbcTBy [36]. YpoBeHb y6eauTenbHOCTH
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU [OKa3a-
TenbcTB — 5. YacTtota — He pexe 1 pa3 B 12 mec ans Heam-
OynaTopHbIX NALMEHTOB, Yalle — Npu HEOO6X0ANMOCTH.

C uenbto onpegeneHnsa obbema Heob6XOAMMOMW Nanau-
aTMBHOM Nomolun BceM nauueHtam ¢ MAA/MAB nokasaH
npuem Bpaya Mo naniMaTUBHOW MEAMLMHCKOM MOMOLLM
NEPBUYHBLIN M NOBTOPHbLIA (MPU HEOBXOAMMOCTH), a TaKkKe
WHbIX CNeLManncToB U3 MeAULMHCKOM OpraHmM3auunn unm ee
CTPYKTYPHOIO MoApasjefieHnsl, OKasblBalowWwmnx crneuuanu-
3UPOBaHHYIO NaIMaTUBHYIO MEAWLMHCKYIO NOMOLb (Mpu
HannMunn nokasanuin) [132, 133]. YpoBeHb y6eautesb-
HOCTH peKomMeHApauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbCcTB — 4.

OPrAHU3ALIUA OKA3AHUA
MEAWLIMHCKOW NOMOLLH
MNoKazaHus ang NNaHoOBOM rocnuTanu3almm B MeanLMH-

CKYl0 opraHu3saumio [86]:

° npoBeaeHve anddepeHUnanbHOM AUAarHOCTUKKU U ycTa-
HOBMIEHUS OKOHYaTENbHOMO ANarHo3a, nevyeHus, Tpebyto-
Lee KpyrnocyTo4HOro MeguLMHCKOro HabnoaeHus;

°  noabop oNTUMaNbHOrO PeXmnma v o3bl KOPTUKOCTEPOU-
0B CUCTEMHOIO JENCTBUS;

e noabop crneunduyeckKonm Tepanuu B 3aBUCUMOCTHU
OT BMAA MyTaLuu;

° MNpoBeAeHME XMPYPTUYECKMUX BMeLIaTEeNbCTB MO KOPPEK-
LMK CKONMO3a, agedbopMaLimm CToMNbl, onepaunmn Ha axun-
JIOBOM CYXOXMNNMK;

° Jle4yeHne oCcTeonoposa;

® yCTaHOBKa ractpoCTOMbl;

® COCTOSIHME, Tpebylolee aKTUBHOIO NEeYEHUs U Kpyrno-
CYTOYHOIr0 MeAULIMHCKOro HabneHus (HapacTatowas
AblxaTenbHas HeLOCTaTOYHOCTb, HapyweHus putma
cepaua);

® COCTOSIHME, Tpebylouiee NPOBEeAEHUS BbICOKOTEXHONO-
TMYHbIX METOAOB NIeYEeHNs U peabunutaunu;

°*  Heob6X0AMMOCTb NPOBEAEHMUS Pa3finyHbIX BUAOB IKCNep-
TU3 MAKM 06CNeaoBaHMA B MEAMLMHCKOW OpraHu3dauuu
NPU HEBO3MOXHOCTU MPOBELEHUS UX B aMOBynaTOpPHbIX
YCNOBUSX, TPEBYIOLMX AMHAMUYECKOrO HabNOAEHUS.
MoKka3aHua ONA 3KCTPEHHOM rocnutanu3dauuuM B meau-

LIMHCKYI0 opraHm3aumto [46]:

® ocTpble 3a6oneBaHns, 060CTPEHUA XPOHUYECKMX BoNes-
HEen, oTpaBneHUs M TpaBMbl, COCTOSIHUA, Tpebylolme
WHTEHCUBHOM Tepanuu v nepesoja B peaHUMMaLMOH-
Hble OTAENEHUS WU OTAENEHNS MHTEHCUBHOM Tepanuu,
a TaKXe KPYrnocyTo4HOro MeauMUMHCKOro HabntoaeHus
W nNpoBefeHns cneuuanbHbiX BMAOB o06cnefoBaHus
N NeYeHus;

® Ccepbe3Hble OCMOXHEHNS CO CTOPOHbI CEPLEYHO-COCYAU-
CTOM CUCTEMbI — KapAMT, cepaeyHas HeJOCTaTO4YHOCTb,

aApUTMKUA;
® Cepbe3Hble OCNOXHEHUA CO CTOPOHbI PECNUpPaTOPHOM
CUCTEMblI — TdAXenad NHEeBMOHUA, acnupauusa, Ablxa-

TeNlbHasi HeJOCTAaTOYHOCTb 2—3- CTeNeHwY;

° nepenombl KOCTeW;

° HaAno4Ye4YHWKOBAs HEAOCTATOYHOCTb Y NMaLMUEHTOB, NpPW-
HUMaIOLWMX KOPTUKOCTEPOMUIbl CUCTEMHOIO AEWCTBUS,
Ha ¢oHe nnxopaKu, PBOTbI, MCUXONOMMYECKOr0 cTpecca
WITU XMPYPrYecKoro BMellaTeNbeTea [2].

MoKa3aHwus K BbINMWCKE NauneHTa U3 MeuLMHCKON opra-

HM3aumu [86]:

® OTCYTCTBWE Yrpo3bl }WU3HU NaLUEHTA;

® OTCYTCTBWE Yrpo3bl PA3BUTHUS OCIOKHEHUI, TPEBYIOLLMX
HEOTNIOKHOIO SIeYEHUS;

° CTAabWIM3aLMs COCTOSIHUS M OCHOBHbIX KJIMHMKO-Na6o-
paTopHbIX MOKa3aTenel naToNorMyeckoro npouecca
1Mo OCHOBHOMY 3a60/1€BaHMUIO;

° OTCYyTCTBME HEOOGXOAMMOCTM B MOCTOSSHHOM Bpaye6-
HOM M KPYrnocyTO4YHOM MeAMUMHCKOM HabnioaeHnu
Mo OCHOBHOMY 3a60/1€BaHMUIO;

° HeoGX0AMMOCTb MepeBoja NauWeHTa B Apyrylo mMeau-
LIMHCKYIO OpraHvM3aLuIo UK yupexaeHne couunalibHoro
obecneyeHus [2].
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NMPUIOKEHME

METOZ0J1I0rUfl PA3PABOTKHU K/IMHUYECKUX PEKOMEHAALIMA

HacTtoaue pekomeHgauumn npeaHasHadeHbl 418 npu-
MEHEHUA MEJULUHCKUMU OpraHn3auusamMu U yUpemaeHu-
amu deaepasbHbiX, TEPPUTOPUATbHBIX U MYyHULMNANbHbBIX
opraHoB YynpaB/ieHus 34paBOOXpPaHeHWeM, CUCTEM 06%-
3aTelbHOro U [06POBOILHOIO MEAMLMHCKOro CTpaxoBa-
HUS, APYTUMU MEAULMHCKUMMU OpraHn3aunamMmn pasindHbix
opraHusaLMoHHO-NPaBoBbLIX GOPM AEATENIbHOCTHU, Hanpas-
NEHHOM Ha OKa3aHWe MeAULIMHCKON NMOMOLLM.

LleneBas ayAMTOPUA AaHHbIX KJIMHUYECKUX

pekomMmeHaauumn

1. Bpauyu-negunaTtpsbl.

2. Bpauu-HeBponoru.

3. Bpayu-reHeTuKu.

4. Bpauu obuen BpayebHON NPaKTUKK (CEMENHbIE
Bpauu).

5. Bpauyn-tepaneBTbl.

6. Bpauun nabopaTopHble reHeTUKM.

7. Bpayn-kapgunonoru.

8. Bpauu-Kapguonoru getckue.

9. Bpayu no nannMaTMBHON MEAULIMHCKON NOMOLLM.
10. Bpauun-sHaoKpuHONOrMU.

11. Bpayu-peHTreHosoru.

12. Bpayuu dbyHKUMOHANBHOM ANArHOCTUKM.
13. Bpauu-nynbmoHonoru.

14. Bpayu-racTpoaHTEPOIIOrH.

15. Bpauu TpaBmartonoru-optoneabl.

16. Bpauun-odtanbmonoru.

17. Bpayn-OTOPUHONAPUHTOSIOTU.

18. MeauLUMHCKKME NCUXOSIOT .

19. CTyaeHTbl MEAWLMHCKUX BY30B.

20. O6yvatouimecs B opanHaTtype.

Ta6auuya 1. lLIkana oueHKM YpOBHEN AOCTOBEPHOCTU AoKa3aTenbcTs (YA4) Ans MeTOAO0B AMarHOCTUKM (AMarHOCTUYECKUX BMeLLaTeNbCTB)

Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

yan PacwudpoBka

1 CuctemaTtnyeckune 0630pbl UCCNeA0BaHUI C KOHTPOJIEM pedepeHCHbIM METOAOM UK CUCTEMATUYECKNIM 0630p PaHAOMU3UPO-
BaHHbIX KIIMHUYECKMX UCCNeOBaHUI C NPUMEHEHMEM MeTaaHann3a
OTaenbHble UccnefoBaHUs ¢ KOHTpPonemM pedepeHCHbIM METOLOM WK OTAENbHbIE PaHAOMU3UPOBAHHbIE KIMHUYECKME UCCne-

2 [OBaHWS 1 cucTemMaTMyecKkne o630pbl nccneqoBaHnin Nto6oro AgM3anHa, 3a UCKAYEHUEM PaHAOMMU3UPOBaAHHbIX KITMHUYECKUX
nUccneaoBaHui, C NPUMEHEHWEM MeTaaHanusa
MccnepoBaHus 6e3 nocneaoBaTeNbHOr0 KOHTPONs pedepeHCHbIM METOAOM MU UCCef0oBaHKs ¢ pedepeHCHbIM METOAOM, He

3 ABNAOWMMCH HE3ABUCUMbIM OT MCCNELYEMOro MeTofa, Uin HepaHAOMU3NPOBAHHbIE CPaBHUTENbHbIE UCCNEeA0BaHUSA, B TOM
yucne KoropTHble nccnegoBaHus

4 HecpaBHUTENbHbIE UCCNEA0BaHNUS, ONUCAHME KITMHUYECKOrO cllyyYas

5 MmeeTcs nuwb 060CHOBaHWE MexaHU3Ma A4eNCTBUA WU MHEHUE IKCNEePTOB




Ta6nuua 2. lLikana oueHKn ypoBHeW 4OCTOBEPHOCTM AoKa3aTenbcTs (YAA) Ans MeToaoB NpoduaaKTUKK, NeYeHns 1 peabunutaymu
(NpodunakTU4eCKunx, nevyebHblX, peabuUnnTaLnoHHbIX BMeLWaTenbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,
rehabilitation interventions)

yan PacwudpoBKa
1 CuctemaTnyeckuit 0630p paHLOMU3UPOBAHHbIX KIMHUYECKUX UCCNIEA0BaHMI C NPUMEHEHWEM MeTaaHan13a
9 OTaenbHble paHAOMU3UMPOBaAHHbIE KIIMHUYECKUE UCCNelOBaHUS U CMVCTeMaTVI‘-IECKVIe 0630pbl UccneaoBaHWi IO6GOro AM3aiHa,
3a UCKJIIOYEHWEM PaHAOMU3UPOBAHHbIX KIIMHUYECKUX UCCNENOBaHUIM, C NPUMEHEHWEM METaaHanM3a
3 HepaHaoMU3WpOBaHHbIE CPaBHUTENbHbIE UCCNEA0BaHUS, B TOM YUC/Ie KOrOPTHbIE UCCNef0BaHUS
4 HecpaBHUTENbHbIE UCCNELOBaHUS, ONUCAHWE KIMHUYECKOrO CyyYas uamn cepumn cnyvyaes, MCCNeoBaHUs «cy4am — KOHTPOSb»
5 MmeeTcs nuwb 060CHOBaHWE MexaHM3Ma AeNCTBMA BMellaTeNnbCeTBa (AOKIMHUYECKUE UCCNEeOBaAHMS) MU MHEHWE IKCNEPTOB

Ta6nuua 3. LLIkana oueHKn ypoBHeN y6eanTenbHOCTU pekoMeHaauunin (YYP) ans MeToaoB NpoduUnaKTUKK, AMarHOCTUKKU, neveHns
1 peabunutaumnn (NpodunakTUYECKMUX, AMAarHoCTUHECKUX, le4ebHbIX, peabuanuTalMOHHbIX BMeLlaTeNbCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP

PacwudpoBKa

CunbHas pekomeHaaums (Bce paccMaTpuBaemble Kputepnu addeKTUBHOCTH (MCXObl) ABASIOTCS BaXKHbIMM, BCE UCCNIef0BaHUs
MMEIOT BbICOKOE MU YA0BNETBOPUTENIbHOE METOO0OMMYECKOE KAauyeCcTBO, X BbIBOAbI MO UHTEPECYIOWMM UCXOAaM SBASIOTCS
cornacoBaHHbIMM)

YcnoBHas peKkoMeHaauus (He Bce paccMaTpuBaemble Kputepun abhEKTUBHOCTH (MCXO/bl) ABNAIOTCS BaXKHbIMU, HE BCE UCCe-
[I0BaHWS UMEIOT BbICOKOE WU YA0BNETBOPHUTENIbHOE METO0/I0MMYECKOE KaYeCTBO U/UK UX BbIBO/IbI MO MHTEPECYIOLIUM UCXO-
[aM He SBNSAIOTCA COrnacoBaHHbIMM)

Cnabasi pekomeHaaumsa (OTCyTCTBME JOKa3aTeNbCTB Haj/exallero Kayectsa — BCe paccMaTpuBaemble Kputepum adbdeKTmB-
HOCTM (MCXOAbl) ABNAIOTCSH HEBaXKHbIMU, BCE UCCIeA0BaHUSA UMEIOT HU3KOE METOL0N0rMYeCKoe Ka4yeCTBO U UX BbIBOAbI MO UHTe-
pecylowmnm ucxogam He ABASIOTCSA COrTacoBaHHbIMM)

MopAaaoK 0GHOBNEHUSA KIMHUYECKUX PEKOMeHaauumn ONArHOCTUKK, NevyeHus, nNpodunakTUKkM U peabuamtaumu
MexaHM3M OGHOBNEHUSA KIIMHUYECKMX pPEKOMeHaauum KOHKPETHbIX 3a6051eBaHni, Hain4ymMm 060CHOBaHHbIX 4OMNOS-
npegycmaTpuBaeT UX CUCTEMATUMYECKYIO aKTyanusauuio — HEHWN/3aMevyaHU K paHee YTBEPXKAEHHbIM KIMHUYECKUM
He pexe 4em 1 pa3 B 3 roaa, a TaKKe Npu NosiBJIEHUU HOBbIX pekomeHaaumam, Ho He Yalle 1 pa3a B 6 mec.
NaHHbIX C MO3ULIMK IOKa3aTebHOM MeAULIMHbBI MO BONPOCcaM
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