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KaroueBble ci1oBa

Anrmoko3unasa anbda,
Anbda-raroko3nnasa;

bone3ns [lomme;

Bonesns [Tomne ¢ mo3aHUM HAYaAIOM;
l'unepTpoduyeckas KapIMOMHUOTIATHS;
I'muxorenos Il Tuma;

Kapaunomeranus;

Kucnas anbda-riroko3nasa,

Kucnas manbTasa;
Kpearundocdoknnasza;

JInzocoMubIe OOIE3HN HAKOIUICHUS,
Metabomuueckuii 1edexT,;

Muonarus;

Mnanendeckas popma 6omne3nu Iomre;
Hapymienne moaBM:XKHOCTH B CycTaBaX, 00YCIOBICHHOE aCENITUYECKUM HEKPO30M;
Opranomeranusi;

Opdannbie 3a00neBaHNS,
[Tarosiornyeckue nepenomsl,
[TosicHO-KOHEYHOCTHAS MBITIIeUHast AUCTPOPus;
PexoMOMHaAHTHAS 0-TJIIOKO3UA34;

cDepMeHTHEUI 3aMCCTUTCIIbHAA TCPAIlUd



Cnucok coxkpaueHui

DBS - dry blood spot (cyxoe msiTHO KpoBH)

NT-proBNP — N-terminal prohormone of brain natriuretic peptide (Mo3roBoii HaTpuilypeTUdeCcKuii
ropmoH (N-KOHIIEBO# (aMHUHOTEPMAJIBHBIN ) TPOTICTITHL))
AJIT — anannHaMUHOTpaHCchepasa

ACT — acnapratamuHoTpaHchepasa

BIT — 6osie3ns [lomne

BIIIH — 6one3up [lomrie ¢ mo3qHUM Hayanom

KKT - >xeny104HO-KUIIEUHBIA TPAKT

KATI - Kucnas anbga-rioko3uaasa

KT — komnbrorepHas ToMmorpadus

KOK - kpeatundocdoknnaza

JIAI' — makTaTaeruagporeHasa

MBII — mnanenueckas ¢popma 6onesnu [lomre

MPT — marauTope3oHaHCHas TOMOTpadus

OPUT - oTneneHne peaHMMaluy U UHTEHCUBHOM Tepanuu
TMC — TangeMHast Macc-CIEKTPOMETPHUS

VY31 — ynbTpa3ByKoBOE UCCIEIOBAHNE

@B/l - hyHKIMS BHEITHETO BIXaHUS

@®3T — depMeHTHAsE 3aMeCTUTENbHAS TEPATHS

OKI - snexrpokapauorpadpus

OHMI - sanekrponeiipoMuorpadus

Ox0KI - sxokapauorpadus

ITHC — nentpanbHasi HepBHas CHCTEMaA



TepMI/IHLI H onpecacjacHus

JIn3ocoMHble 00JIe3HW HAKONUIEHUS] — TpyINNa peAKuX TeHeTHYecKuX 3a0oJieBaHUil,

BBI3BaHHBIX HApYIIEHUEM (YHKLUU JTU30COMATBHBIX (DEPMEHTOB U BHYTPUKICTOYHBIM HAKOTJICHUEM
cyOcTpara, 4To B JajdbHEHIIEM MPUBOINUT K Pa3peIICHUIO KIETOK M TKaHEH.

@depMeHTHAS _ 3aMeCTUTEIbHAS __Tepamus — cIocoo MCIHUKaAMCHTO3HOTO  JICUCHMA,

HAIpPaBJICHHBI HA BOCIIOJIHEHUE T€HETHYECKU OOYCIOBIIEHHOTO neduiura GepMeHTa B OpraHu3Me
MaryeHTa MyTeM BBEACHUS HCKYCCTBEHHO-CHHTE3UPOBAHHOTO (DePMEHTA.

Cyxue mnsitHa _kpoBu _(dry blood spot, DBS) — B pamkax [JaHHBIX PEKOMEHIAIUI

OMOJIOTUYECKUN MaTepHuall, IOJIydCeHHbI IIyTeM HaHECeHUs Kalld KpPOBH Ha CHEIHAJIBHO
MOJTOTOBJICHHYIO (PUIBTPOBAIbHYIO Oymary, ¢ IENbl0 JAIbHEHIIEro HMCCIeJOBAHUS AKTUBHOCTU
¢bepmenTa anbda-L-uaypoHua3bl.

Macc-CleKTpOMEeTpus - METOA UCCIICIJOBaHHA BCIICCTBA, OCHOBaHHBIN Ha ONpCACIICHUN

OTHOIIEHHS MAcChI K 3apsAy HOHOB, OOpa3ylOIIUXCS IPU MOHU3ALMUH MPEACTABIAIONINX HHTEPEC
KOMIOHEHTOB MpoObl. [Ipu TaHAEMHONM Macc-CIEeKTPOMETPUH HMCIIONIB3YIOTCS MacC-CHEKTPOMETPHI €
IBYMsI aHAJIM3aTOPAMHU.

DJIeKTpOHeiipoMuorpadus - METO AIEKTPUUECKON 3aIIMCH MBILIEYHON aKTUBHOCTH, KOTOPAs

moMoracT B AMarHoCTUKEC HCPBHO-MBIIIICUYHBIX SaGOﬂeBaHHﬁ, BJIIMAOIIHNUX Ha HepI/I(bepI/I‘ICCKI/IC HCPBEI.
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1. Kparkast unpopmanus

1.1 OnpeneaeHne
bonesns [Momne (BII), Takke mupoko u3BecTHas Kak riaukoreHo3 Il Tuma, oTHOCUTCS K peaKuM

MYJIBTUCUCTEMHBIM HACJIEJICTBEHHBIM OOJIE3HSM HAKOIUICHUS, CBSI3aHHBIM C JeduiuToM (hepMeHTa
KHCTION MasibTas3bl (KUCTOW anib(a-TIoKo3uaa3sl) B JM30coMax. [IpenMyinecTBeHHOE HaKOIUICHHE
TJIMKOT€HA OTMEYEHO B CKENIETHBIX MBIIIIAX, HO B Pa3HOW CTEMEHHW MOKET OOHapyKUBAaThCS U B
JIpPYrUX OpraHax M TKaHSAX, BKIIOYAs CEPACYHYIO MBIIINY, [I€YEHb, HEPBHYIO CUCTEMY, TIAIKYIO

MYCKYJIATYpy H T.IL

1.2 DTHOJIOTUS M IATOreHe3

ITHOJIOTHSA

I'enernueckuit nedexr npu BII mposBisercs HEIOCTATOYHOCTHIO (pepMeHTa KHUCIOW anbda-
rmoko3uaasel (KAL), KOTOpBI OTHOCHTCS K TpyIIe JIH30COMalbHBIX Tuaponaz. I'en GAA,
koqupyromuii KATD', nokanu3oBan Ha miauHHOM 1wiede 17 xpomocomsl (17q25.2-q25.3), coctout u3
20 sk3oH0B U umeet pazmep 20 K6. Ceroans unentudunupoBano Oonee 350 myranuii reHa u ux
YHCII0 MOCTOSIHHO pacTeT [4]. XoTs HekoTopble MyTanu reHa GAA BCTpedaroTcsi IPEeUMYIeCTBEHHO
B ompezaereHHON sTHuueckoi rpymme (Tabm. 1), mis GOJIbIIMHCTBA MOMYJNSALUN OTCYTCTBYIOT TaK
Ha3piBaeMble founder-myranuu, COCTaBISAIONINE CKOJIBKO-HUOYIb 3HAUMMYIO JIOJIIO BCEX MYTaIMil
MOMYJISIUN U IOTOMY 1L1€JecO00pasHble I MPULIETEHOTO BBISBICHUS.

Ta6muua 1. Haubouee pacripocTpaHeHHbIE B HEKOTOPBIX MOMysinusix mytanuu mpu bIT [2,3,19]

I'enotun OTHuYeckas rpynmna
‘IVS1-13T>G
(c.-32-13T>G)
Asp645Glu (c.1935C>A) TaiiBanb

EBponeonbl

Arg854X (c.2560C>T) Adpo-Kapubcekuii peruon
del525T (c.525delT) INomnangus
del exon 18 Tonnanus

Myrauun reHa GAA NpuBOAAT K CHIDKEHHIO WIM TIOJHOMY OTCYTCTBUIO akTuBHOCTH KAIT.
3aboneBaHre MOHOTEHHOE, HAaCJIeAyeTCs [0 ayTOCOMHO-PELIECCUBHOMY THITY.

IIaTodusuosiorus

Myrauuu B AByx Konusix reHa GAA, Koaupyromero Jm3ocoManbHelil 3H3uM GAA, oTBeuaromui 3a
Jerpajalliio TJIMKOTeHa B JIM30COMaX, NPUBOAAT K pa3HOM cremeHd JeduuuTa SH3UMA.
Mnanendeckas ¢opma BII (MBII) pa3BuBaeTcss mpu 3HAYUTENBHOM CHW)KEHUH WM TOJHOM

orcyrctBun akTuBHOCTH KAI', Gone3ns I[lomme c¢ mozmuum nHawanom (BIIIIH) — mpu menee



BbIpakeHHOM Je¢urure aktuBHOCTH KAI', 0OyCIIOBIEHHOM «MSTKMMH» MyTauusMu reHa GAA
[2,4,5]. Bosbliie Bcero rJIMKOreH HAKAIUIMBACTCS B CKEJIETHBIX MBIIIIAX U nedeHu. OTI0XKEeHne Win
YTUIM3AlMs TIUKOTE€Ha 3aBUCAT OT MOTPEOHOCTHM OpraHM3Ma B TIUIIOKO3e. buoxumuyeckue
MpEeBpaIleHHs TIMKOTE€HAa B MIEUYEHH CHOCOOCTBYIOT MOIEPKAaHUIO HOPMAIBHOTO YPOBHS TJIFOKO3bI B
KpOBH. B CKeleTHBIX MbIIIIAX MpH MeTadoIM3Me TIMKOoreHa oOpasyercs TiIroKo30-6-(ocdar,
YUYaCTBYIOUIMH B TPOIECCE OKUCIEHUS M TPOAYKIMHM SHEPTHH, HEOOXOIUMOM I HOPMAIbHON
paloTHI MBIIIIL (€€ COKpAILEHHs U PACCIA0ICHHMS).

MeTaboa13M TIMKOreHa MPOUCXOAUT MMyTEM MOCIEI0BATEIFHOTO OTHICTIIICHUSI OCTaTKOB TIIFOKO3BI
B BuJe TIJoKo30-1-¢ocara. I[nmko3maHas CBA3p  paclIEIUIIETCS C  HCHOJIb30BAHUEM
Heopranudeckoro Qocdara u pepmenTa rauxoreHpochopunassr:

I'mukxorengochopunasa paciienisier Toapko o-1,4-rnuko3uaabsie cBs3u. [losTanmHoe oTHiemnieHne
OCTaTKOB TJIFOKO3bI IPEKPAILIAECTCsI, KOTJa 10 TOUKH BETBIIEHUS OcTaéTcsi 4 MoHOMepa (peakius 1).

Peakuus 2 3axirodaercss B IEPEHOCE TPEX OCTABIIMXCS O TOUKHM BETBJIEHMS IIFOKO3HBIX OCTaTKa
Ha HepeIylIUpPYIOINUKA KOHEIl COCEAHEH IeTH MPU YYaCTUU OJIUrocaxapuarpanchepasbl, YAIHHSIS e
Y TaKuM 00pa3oM co3faBasi yCIoBHS s AercTBUs (HhOCHOpUIashL.

Peakiust 3 mpoucxoaut mpu ydactuu ¢pepmenta KA, 4To NpUBOAUT K THIPOIUTHYECKOMY
OTIICTIJICHUIO TJIOKO3HOTO OCTaTKa B BHUJAE CBOOOJHOW TJIOKO3bl. B pe3ynbTare OTIIEIUICHUS
CBOOOJHOW TJIIOKO3bI HEPa3BETBICHHBI y4YaCTOK TIJIMKOT€HAa MOXXET BHOBb aTaKOBAThCS
docdopunazoit. OrcyrcTBue win 3HauuMbIi Aegunut KA mpruBOAUT K MacCHUBHOMY HAKOIUJICHHIO
IJIMKOT€HA B JIN30COME U €€ NMEPEPACTKEHUIO, BIUIOTh 10 pa3pyLICHUS.

ITpu Gonesnu ITomrme, He3aBUCUMO OT (POPMBI, TTUKOTEH MOKET HAKAIIMBAThCS MPAKTHYECKH B
JOOBIX TKaHSAX, HO TIPU 3TOM UMEETCsl IPEUMYIIIECTBEHHOE CKOIUIEHUE IIIMKOT'eHa B PAa3HBIX OpraHax
U TKaHAX, KOTOpoe YK€ 3aBUCHT OT (popmbl Oosne3nu. Tak, mpu MBIl raukoreH HakamiuBaeTcs B
CKEJIETHOM MYCKYJAType, CEpASCYHOM MBIIILE, [EYEHU, MbIIax s3blka. Pexe aHoMalbHbIE
OTJIOKEHUSI TJIMKOT€Ha MOTYT BCTPEYaThCs B MBILIEYHOM CJIO€ COCYOUCTOW CTEHKH, OIpenesis
pa3sBUTHE aHEBPU3M U Maib(popMaluid, a TaKkKe — B KJIETKaX LEHTPAIbHON M mepudepuyeckon
HepBHOU cuctemsl [5,11]. [Ipu BIIIIH, B otnuume ot MBII, Gonbiiie Bcero cTpagaeTr CKeleTHas
MYCKyJaTypa, B TO BpeMsl KaK MOpPakKeHHUE OCTaJbHBIX OPraHOB M TKAHEH BCTPEUYAETCS 3HAUYUTEIBHO
pexe U Mo TshKecTH nmopaxkeHust He conoctaBumo ¢ MBII [4,6,15]. Ha maneko 3amenmux ctagusx
BIIIIH cHmwkeHne ciyxa, HapylmIeHHE MOYEHCIYCKaHMS M Jedekaluu, a TakkKe CIy4aiHo
BBISIBIISIEMBbIE BHYTPUMO3TOBBIE COCYAMCTBHIE Majdb(OpMAaIMK Yallle BCErO SIBISIOTCS MPOSBICHUSIMU
OCHOBHOTO TeHeTHuYecKoro aedekra [15].

Bropuunsie (hakTopsl MOTYT BIUATH Ha KIMHUYecKoe TeueHue Bl y manueHToB ¢ OMHAKOBBIMU

FCHCTUUCCKMMU MYTallUIMHU, YTO COOTBCTCTBYCT ciaaboi Koppeisinuu  MCKAY TCHOTHIIOM H



¢enotunom. HecMoTpst Ha pazHooOpa3ue kimHUUeCKoi kapTuHbI, BII XapakTepusyercss HEYKJIOHHO

IIPOrPECCUPYIOLIUM TEUEHUEM C Pa3HBIMU BapUaHTaMU IIPOTPECCUPOBAHUS.

1.3 DnuaeMuoJ0rus

Tounas pacnpocrpanenHoctsh BI1 HensBectHa. [1o JaHHBIM pa3HBIX aBTOPOB YACTOTa OOJIE3HU, B
3aBUCUMOCTHU OT CTPaHbl U ATHUYECKOW MPUHAAJIEKHOCTH, BapbUpyIOoT B auamna3zoHe ot 1:40.000 mo
1:300.000 [12]. Hanpumep, B 1okHoM Kutae u Ha TailBaHe "acToTa KIaCCHYECKON MIaJeHYECKOM
(uadanTmibnoi) popmer BII coctaBnser 1:40.000-50.000, sBsAACH caMbIM YacThIM TJIMKOTEHO30M
[12]. TIpu paccMoTpeHUM HaHHBIX MO TaiiBaHIO OTAEIHHO, YACTOTa 3a00JIEBAEMOCTH COCTaBHIIA
1:33.134. Ilo pe3ynpraTaM CKpUHHMHIAa HOBOPOXKJEHHBIX 110 cyxoMy nsaTHY Kposu (CIIK) B ABctpun
yactota BII cocraBmia 1:8.684[31]. B l'ommangum wactorta raukoreHo3a Il tuma y mianeHues
cocraniser 1:138.000, a popmsl BIT ¢ mo3aaum Havamom - 1:57.000 [29,30]. CeroaHsi cuutaeTcs, 4To

cymmapnas gyactota BIT cocraBnsier 1:40000 [4,14].

1.4 KomupoBanue no MKBE-10

E74.0 - Bone3nu HaKOTUIEHUS TIUKOT€HA
CepaeuHblii TTUKOTEHO3
bonesHs:

AHJniepceHa

Kopu

dopbcea

I'epca

Mak-Apna

Homme

Taypu

I'mpke

O O O O o0 0 oo

Henocrarounocts pochopunassl nedeHn

1.5 Knaccudukanus
CeronHs, ¢ y4eTOM €IMHOTO IaToreHes3a rimkoreHosa Il Tuma, BBIAENSAIOT TOJNBKO /IBa BapuUaHTa

BII B 3aBucuMOCTH OT BpeMeHU MaHupecta cumnToMoB [2-10]:

0 Muanenyeckast 6one3np [lomne (MBII), manugectupytomas B mepruo] HOBOPOXKJICHHOCTH
unm  MiageHdeckom Bospacre. MBIl xapakrepusyercs TsDKENIBIM — IIPOTPECCUPYIOIIUM
TEYEHHEM M OBICTPHIM pPa3BUTHEM MOJHOPTraHHON MATOJOTHMHM - MBIILIEYHON THUIIOTOHUH,
cnaboCTH M CEepACYHOM  HEJIOCTaTOYHOCTH B pe3ylbTaTe  TUIepTpoduyeckoi
KapJAMOMHUOTIATHH, JbIXaTeIbHOW HEJOCTaTOYHOCTH Ha (oHe cmaboctu auadparmMel U
MEXpEOEpHBIX MBI, HApYyIMIEHUH NHUTaHUS (TPYIHOCTH TPU BCKApPMIIMBAHWHU) H3-32

c1abOCTH JIMIIEBOM MYCKYJIAaTyphl W YBEIMYCHMS SI3bIKA, yBeNUYeHUS meyeHu. CMepTh mpu



MBII Ge3 CBOEBpPEMEHHOTO JICUEHHUS Yallle BCEr0 HACTYNaeT Ha IMEPBOM TOJY JKU3HU OT
CEpAEYHO-/IbIXaTENIbHON HEAOCTATOYHOCTH.

0 bounesns [Momne ¢ mo3aaum Haganom (BIIITH). BITITH otnugaercs ot MBII Gonee Msrkumu
KIMHUYECKUMH TPOSIBIICHUSMU M TEYEHHUEM, OTCYTCTBHUEM IIOJIMOPIaHHOM MAaTOJIOTUU
(mopaxeHue cepana KpailHE peako) M 0Oojee MO3AHUMH OCIIOKHEHHSIMU CO CTOPOHBI
IBIXaTeNIbHOM CHCTEMBI B pe3yibTare ciaadocTh MbII auadparMbl U MeKpeOepHOi
MyckynaTypsl. OOBIYHO TAalMEHTHl MOTHOAIOT OT JAbIXaTeJIbHOH HEJOCTAaTOYHOCTH H
MHQEKIIMOHHBIX JIETOYHBIX OCIOXHEeHUH. Bpems rubenu narmuentos npu BIIIIH 3aBucur ot
MOMEHTA Hayajlla W TOCJIEAYIOIIer0 XapakTepa Te4eHUs OOJEe3HH M MOKET HACTymUTh B

ACTCTBC, IOHOIICCKOM, B3pPOCIIOM WJIM NPCKIIOHHOM BO3paCTC.

2. luarHocTuka

2.1 Kaao0bl 1 aHAMHE3

ITpu MBII MaTe yacTo KajlyeTcs Ha TO, 4TO PeOEHOK:

CTaJ IJI0X0 OpaTh Pyl U OTCTAET B BECE, IIOXO III0TAET, OBICTPO YCTAET IPU COCAHUU
MaJIOAKTUBEH, OTCTAET B PA3BUTHUH, Pa3IPaKUTEIICH, MTOBBILICHA IOTIIMBOCTh

HE JICPKUT I'OJIOBY, HE MOXKET CaM IIEPEBOPAYUBATHCS, HE MOXKET CECTh

gacTo 0oJieeT pecupaToOpHBIMU UH(EKIUAMHI

BCETJa ACPKUT POT IIPUOTKPBITHIM, SI3bIK YBEIMYEH

HMMeEET 4acTOE JIbIXaHUE

gyacTo OBIBAIOT 3aMOPBI, MHOTJa PBOTA

O O O O O o o o

MMEET CHWKEHHBIN CIIyX

ITpu BIIITH yacTo MMEOT MECTO CHEAVIOLIUE KAJIOObL:

O TMPOTPECCHPYIOIIas MEBIIIeYHasi CJ1a0ocTh (0COOEHHO MBIIMIIIBI TOSICOB KOHEYHOCTEH W
MPOKCUMAJIbHBIE OTJIEbI MBI KOHEYHOCTEN ).

Kommenrapuu: Crabocms muiuiy s613emcsi OCHO8HOU Hcalobou y e3pocavix nayuenmos BIIITH.

Cnabocmv  mbluly  KOHewHOCmelU  s611emcs OCHOBHOU  dcanobou  nayuenmos ¢ BIIIIH,
oounapyscusaemou 6 93% cayuaes [6,11,14]. Ilo nammepny pacnpedenenuss mMvluleyHou ciabocmu
ommeyaemcs HeCKOIbKO MeHbULAsl 8apUADEIbHOCIb MedcOy nayuenmamu. B 6orvuuncmee ciyyaes
MAKCUMANIbHASL CIAOOCMb KACAemCs NAPACNUHATIbHLIX MbIUUY U MblUUY NepeoHell CIMeHKU JHCUBomd,
MbIUY NPOKCUMATBHBIX OMOEN08 HO2 U Mblidy nieuesozo nosca. Ciabocms NPOKCUMATbHBIX 0MOeN08
npeobiadaem HAO CHUNCEHUeM CUNbL 8 OUCIANbHBIX MblUYax (eciu maxkoeas Habawoaemcs). bonee
mo2o, 8 ciyuae 0OHapydceHUs C1abocmu Mbluiy KOHEYHOCmel U ee OYeHKU Yepe3 200 Nocie nepeoco
ocmompa 601bHO20, NPocpeccupyrouee CHUNCeHUe MbIULeYHOU CUbl OmMedeHo bobue 0/ Ho2, YeM

ons pyk. B cpednem, cuna mwviuy noe naoaem Ha 7,1%, a pyk - na 4%/[7,9]. Ilo xapaxmepy



pacnpeoeneHus MbluedHou ciaboCmu pasHvle dgmopbl OmMMedaom ciedyruue 3aKOHOMEPHOCT.
Onucano 6onvuiee CUMMEMPUYHOE BOBICUEHUe OMBOOAWUX Mbluy Oedep U 200Uy Npu
OMHOCUMENbHOU COXPAHHOCMU Mbly ceubamenell Oedpa, OMHOCUMENbHASL COXPAHHOCMb MblUY
bedep no CpasHeHuro ¢ MbIUYAMU MA308020 NOACA U CLAOOCMbIO Mbluy pazeubamerneli beopa.

O HU3MEHEHHE MOXOKU (MHOT/A MO TUIY YTHHOM), OBICTPOE yCTaBaHHUE MPH X0b0e
HEBO3MOXHOCTh CECTh, BCTATh U3 TIOJIOXKCHHUS Jiexka 0¢3 TIOMOIIH PYK
MOBBIIICHHAS YTOMJISIEMOCTb, HETIEPCHOCUMOCTh (DU3NYECKUX HArPY30K, TOJIOBHAs 00JIb
OJIBIIIIKA, 3aTPYJAHECHUE JIBIXaHUS, YyBCTBO HEIOJHOTO BJIOXA

YBCIIMUCHUC SA3bIKA

O O O O O

crabble UM YMEPEHHbIE XPOHUYECKHE OOJIM B MBIIIIIAX

KommenTapuu: Pempocnekmugnulii anaius sxaiob nayuenmos ¢ BIIIIH nokazan, umo nepgvle

nposGIeHUs. U NPU3HAKU OOJIe3HU, KOmopble CYObeKmU8HO He paccMampuaiucy NayueHmom Kax
OMKIOHeHUue om HopMbl, 8 77% cayuaes Kacaiucoy mpyoHocmel npu 3aHAMUAX CHOPMom (nayueHmal
nioxo bezanu, He Mo2iu NOOMAHYMbCA Ha mypHuke), 28% Ovicmpo ycmasanu npu xoovbe no
necmuuye, 20% ucneimulganu 3ampyoHeHuss Npu 6CmMasanu ¢ Huskoeo cmyna, 17% ycmasanu npu
00b1uHOU X00b0e u 11% He mo2nu 6cmamv U3 NONONCEHUs. Jledca Ha Chune Oe3 nomowu pyk[6-
9,17,23,26-29].

Ocob0enHocTH cObopa ceMeMHOro aHaMHesa opu noxo3penun Ha BIl.

Cnenyer BBISICHUTD:

HMEJH JTIU MECTO OBITh paHHUE CMEPTH B CEMbE

rubenb 1eTel B paHHEM JETCKOM BO3pacTe

HaJTM4YMe HEOOBIYHBIX MBIIIECYHBIX MTPOSBICHUHN, MUOTIATHH Y POJICTBEHHUKOB

HaOro1aMach M 3aJIePKKU (PU3MUECKOTO Pa3BUTHA B JETCKOM BO3pacTe y pOJACTBEHHHUKOB;

O O O O O

MMeNoch M y narnuenTa noseiienne KOK B anamuese

2.2 Ou3uKkaJIbHOE 00CIeT0BAHUE

Ocob0enHocTy (pusnkanpbHOro oociaenosanusa apu MBII

IlepBrie npusHaku u cumntoMsl MBII nosBistores yxe Ha 2-3 Mecsauax xu3Hu. Ilpu ocmotpe Ha
NeNaTPUYeCKOM TMpHeMe oO0paliaeT BHMMAHHE MBIIIEUHAs THIOTOHUS W IPOrpeccHpyromias
MblIIeyHas ciaadoctb. JInmo pebeHka mpuoOpeTaeT XapaKTepHbIM BU: POT MPHOTKPHIT, MOJIOCTh pTa
3aloJIHeHA YBEJIWYEHHBIM si3bikoM (y 1/3 MianeHieB), Mumuka ocnabnena. [lanpHeWmmmii ocMoTp
BBISBJISIET IUIOTHOCTh ~ MBIIIL, OOHApyKMBAIOTCS TNPU3HAKK JBIXaTeJIbHOM M CepACYHOU
HEIOCTAaTOYHOCTH: OJEIHOCTh KOXHM, IEHTPAJbHBIA M aKpOIMaHO3, THUIEPIUapo3, CTOHYILEEe

yUallleHHOE JIbIXaHWe, YYacTHE BCIIOMOTaTEeIbHOM MYCKYNaTyphl B akKTe IbIXaHus, nedopmanus
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TPYIHON KIETKH MO THUILY «CEpIEHYHOTO ropOa», paclIMpeHHe I'paHUI] OTHOCHUTEIHHON cepleyHOn
TYIOCTH, oOciabjeHue mnepudepuyeckord MyabCalluy, TenaroMeranus, Hepupepuyeckue OTEKH.
AyCKYJIBTaTUBHO B JIETKUX KECTKOE JIBIXaHWE, YacTO - MPOBOJHBIC XPHUIIBI, OCIA0JIIEHUE IBIXaHUS
ClleBa, TaxXWITHO?; TOHBI ceplla TJIyXue, CHUCTOJMYECKHMH IIyM HaJX BcCel o0macTbio cepala,
HapylIeHHe pUTMa cepaua (Taxukapaus, Opaaukapaus, xemygoukoBas aputmus). [lpu OGosee
no3aHeM nedtore MBI - B aHamMHe3e yacTble pecMpaTopHble HHPEKIIH.

HeBponoruyeckuii ocMOTp OOHApYKHBAET BRIPAKEHHYIO 33JIEPKKY (PU3NYECKOTO PA3BUTHUS B BUJIE
HapymeHust (OpMHUPOBAHUS MOTOPHBIX HABBIKOB: CHIDKEHAa CIOHTaHHas M IPOM3BOJIbHAS
JBUTaTeNIbHAsT aKTUBHOCTb, PeOCHOK HE JIEP)KUT TOJIOBY, HE TIEPEBOPAUUBACTCS CAMOCTOSITEIBHO, HE
cuauT. Ci1aboCcTh MPOKCHUMAIBHBIX MBIIII B MOJIOKEHHUH JISKa MPHUIAET peOCHKY XapaKkTepHYIo "Mo3y
JAATymKy'", TpU TMOMBITKE TMOTHATH €r0 3a PYKM TOJIoBa OTKHIbIBaeTcs Haszan. llpm ynep:kanuun
peOeHKa Ha pyke - TUNUYHBIN Bup "Bsutoro peGenka". Bo3mokHa m3buparenbHas runeptpodus u
NAIBIATOPHAS TUIOTHOCTh MBI HM)KHUX KOHeuHocTel. CyXOoKuibHbIe pedieKkcsl B 1e010Te MOTYT
OBbITh COXpaHEHBI, HO 110 MEpe MporpeccupoBaHus 3a0oneBaHus yracaioT. B Tabi. 2 mpeactaBieHbI
ocHOBHBIE cuMNITOMbI MIIb.

Tabnuua 2. OcuoBHbie cumnToMbl MBI o nanHbM JuTepatypsr [2,3,5,10,11,13,18,24]

Knunnueckuit cumnrom Yacrora
CunzipoM «Bsloro pebeHka», OBICTpOE MPOrPECCUPOBAHUE  MBIIICYHOM
c1aboCTH, aKCHAJIbHAS TUMIOTOHUS, CHU)KEHHE MOTOPHOM aKTMBHOCTH, €1a00CTh 969,
MUMHYECKUX MBIIIL, ape(IeKCus B MO3AHEH cTaaquu 3a00JeBaHMs], UKPOHOXKHBIE e
MBIIIIIBI TVIOTHBIE IPY TaTbIAN
Kapanomeranus (nepkyccusi) 1 IpU3HAKUA CEPIEYHON HETOCTATOYHOCTH 10 95%
I'enaromeranus (nepkyccus, najabrarus) 1o 82%
Maxpornoccus 10 62%
TpyaHocTH npu BCKapMIIMBaHUU U HU3Kasi MpUOaBKa B Bece 1o 50%
YacTtele pecnupaTopHble MH(EKIHUH, PECIUPATOPHBIA TUCTPECC M CHIKEHHE

30-40%

JBIXaTeTbHON QYHKITUN
BricTpoe 1 HeyKIIOHHOE MPOrPecCHpOBaHUE 3a00IeBaHUS 100%

JIOCTaTO4HO 4YacTO K ONHMCAHHBIM BBIIIE W3MEHEHHMSM MPUCOCTUHSIOTCS HeclenupuIecKue
HapyLIEHHs B BUJE OOILIEr0 HEIOMOTaHUs, Pa3IpaXUTEIbHOCTH peOeHKa, MOBBIIIEHHOMN MOTIUBOCTH,
PBOTHI U 3a0poB. PeaxuM, HO HACTOPAKUBAIOLIUM IIPU3HAKOM IOJUOPIaHHOM MaTOJIOTUU SBISETCA
CHIDKEHHME ciyXa. B pesynbTare HapyiieHHs pe30pOLUU CIIMHHOMO3TOBOM JKHMJIKOCTH Pa3BHBAETCS

ruzporedaus.
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Ocob6enHocTH (pusnkanpHoro oociuenosanus opu BITTTH

IIpu ocmoTpe nanueHTa KpaliHe BaKHO BBIACIUTH HacTOpaxkusaromue cuMnromsl bITTTH:

CnabocTh MBI IEpeHEN CTEHKH )KHBOTA

CnabocTh mapacnMHaIbHBIX MBI (JIOP03, KU(0O3, CKOIHO3)

CnabocTh SATOAMYHBIX MBI U TPYJHOCTh YAEPKaHUS PABHOBECHS IIPU BCTABAHUU
CoXpaHHOCTb CHJIBI YETHIPEXTJIABBIX MBI IPU CIA00CTH MBIIII IPYTUX OTIEIOB

Cnabocts crubareneii men

Cnaboctp auadparmsl, ObIIIKA

Cna0ocTh MBIIIII A3bIKA

O O O O O o o o

CnabocTh MUMHYECKHX MBI, 0COOEHHO aCHMMETpUYHAs

(0] YTpeHHHH T'OJIOBHasdA 60.]1]:, Taxukapausda, JTHCBHAA COHJIMBOCTD, HEOOBIUHAs YTOMIIICMOCTD

IIpn ocMoOTpe pEKOMEHAYETCS NMPOBECTH TECTUPOBAHME MBIIIIl PAa3HBIX I'PYII C BBIIOJHEHUEM

MPOCTHIX 33aHuil (cM. Tabxd. 3), MO pe3yabTaTaM KOTOPHIX MOKHO CO 3HAYUTEIBHON BEPOSTHOCTHIO

000CHOBAaTH HEOOXOAUMOCTD 00ciienoBanus nauenTa Ha Haauuue BITITH.

Tabnuma 3. BeimonHerne qBurareabHbix TectoB mpu BITITH [11]

Beimonasier 6e3 | BrrmounHsieT ¢ He moxer
[IpenpsaBnsemoe 3ananue
Tpyaa TPYIOM BBITIOJIHUTH
[TogHsATE pyKH HaJ rOJIOBOM 55 % 29 % 16 %
[IpuHATE BEPTHKAIBHOE IOJIOKEHUE 14 % 45 % 41 %
U3  TOJIO)KEHUS  HAKIOHUBILIHCH
BIIEpE]T
Bcerathb ¢ HU3KOTO CTyNa 12 % 53 % 35 %
Bcerate  6e3  momommu  pyk W3 8 % 37 % 55 %
MIOJIOKEHHSI JIe)Ka Ha CIIMHE
[TonnpeIrHyTh Ha MECTE 6 % 29 % 65 %
Xoxap0a BBEpX/BHH3 T10 JIECTHUIIE 2% 57 % 41 %
[ToaHATH HOTU B MOJIOKEHUH KA 2% 43 % 55 %
[TonusATHCSA ¢ KOPTOUEK 2% 22 % 76 %

IIpu manudecre BIIIIH B gerckom Bo3pacTe, HO MOCIE MNEPBOro roja >XKM3HMU (MHOTHA

B

muteparype 3Ty ¢popmy BIIITH Ha3bIBatOT 10BEHWIBHOM, U1 TOTO, YTOOBI MOAYEPKHYTh, YTO OOJIE3Hb

MaHH(ecTUpoBaia B AETCTBE, HO IOCIE MEPBOro roja >KU3HU), 0OHAPYKUBACTCS MHUOMATHUECKUI

CHHIpOM, opraHomeranus. HaOmronmaercs 3anepxka (GOpMHpPOBAaHUS JBUraTEIbHBIX HAaBBIKOB.
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BoBieueHne B MaTOJOTMYECKHH TPOLIECC CEpACYHONW MBIIIIBI BapuaOenbHO, 4Yalle pa3BHBAETCS
JbIXaTeNbHask HeJOCTaTOYHOCTh B pe3ylibTaTe ¢1abocTu AuadparMbl U MEeXPeOESPHBIX MBIIIIII.

IIpu ocmotpe mammenta ¢ BIIIIH c¢ nebooTom B AETCKOM BO3pacTe OTMEUEHBI CIEAYIOIINE
OCHOBHBIE CUMNTOMBI (Tabia. 4), MpenCTaBIEHHOCTh KOTOPBIX MOXET YMEHBIIATHCS C BO3PACTOM
peOeHKa, 3a UCKIIIOUEHUEM MTOPAKECHUS CKEJIETHON U IBIXaTEIbHON MYCKYJaTyphl.

Tabnuua 4. OcHOBHBIE KIIMHUYECKUE CUMITOMBI JeTckoil ¢popmbl BIIITH no naHHBIM IUTEpaTyphI

[2,4,6-8,15,19].

IIpusnak Yacrora

[Iporpeccupytomasi  MbllIeyHass  CcladOCTh € MPEHMYILECTBEHHBIM
MOPAKEHUEM MPOKCUMAJIBHBIX OT/IEJIOB, CHIYKEHHE MOTOPHOM aKTUBHOCTH,
cnabocTh B HOrax OoJbllie, YeM B pyKaxX, THOEPTPO(US HKPOHOKHBIX

30-90%
MBIIII, BOBJICYEHUE NAPACHHHAIBHBIX MBI (y JeTeld mocTapiie),
THIOTOHUS, CHIDKEHHE CYXOXWIBHBIX pe(IeKcoB, MOJIOKUTEIbHBIE
npuemsl ['oBepca, MuonaTnyeckasi HoXo Ka
Hapymenust npixaHus, 4acTble pecrupaTopHble MH(EKINHU, IbIXaTelbHas
HEIOCTaTOYHOCTh, JUCIHO? MpH (PU3HUECKONH Harpyske, OOCTPYKTHBHOE 25-40%
altHO? BO BPEMs CHa, OPTOITHOD
YMmepeHHas renaroMeranus (majabnanus, NepKyccHsl) 1o 16%
Kapaunomeranus (nepkyccus) 0-12%
Maxpornoccus 10 4%
CoHNIMBOCTD, YTOMJIIEMOCTD 1o 8%
Jlopno3, kudo3 uw/uinm cKoJImo3 9-25%
HopmanpHoe ncuxopeueBoe pa3BUTHE, COXPAHHBIM MHTEIUIEKT 96%

PopuTenn yacto HENMpaBUIBHO OIICHMBAIOT COCTOSIHME PEOCHKa, cuuTas ero "IeHUBBIM" U HE
oOpamaroress K crnenudanucty. B mocienyromem y peOeHKa pa3BHBAaeTCs HapyLIEHHE OCaHKH,
MOSIBJISIETCSI TUIIEPIIOP/I03, CKOJINO3, TIOXOJKa CTAHOBHUTCS BIEPEBAIKY (YTHHAS MOXOJKa). MBIIIIIBI
HOT M Ta30BOrO TOsCAa MOPAKAIOTCS OOJbIe, YeM MBIl IUIEYEBOTO Mosica. Y JeTei 4acTo
pa3BUBAETCS pPETHOHApHAs ICEBIAOTUNEPTPO(US MBI CIUHBL, @ TAK)KE CHUMOTOMBI PUTHIHOTO
no3BoHOYHUKA. [IporpeccupoBanue OOJIE3HH NPHBOJUT K HApPYIICHUSM JAbIXaHHs, Yallle BCEro B
(opMe HOUHBIX TUITOBEHTUIISLIUN, YACTBIX IPOCTYAHBIX 3a00JI€BaHUN U aCIMPALIMOHHOM THEBMOHHUHU.
PebeHOK MOKET MpeABsABIATH KANOObI HAa TOJOBHYIO 00Jib, B IMOBEICHHHM OTMeuaeTcs ObICTpas
yTOMJIIEMOCTh M CHIDKEHHE YCTOWYMBOCTH K TNPHUBBIYHBIM Harpy3kaMm, B OCHOBHOM, - K Oery u

IpYrUM  aKTUBHBIM  urpaM. CnabocTh MHMMHUYECKMX MBI, YMEpPEHHBIH NTO3  (YacTo
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aCUMMETPUYHBII) YBEJIIMYCHUE SI3bIKA, CHIDKEHHE CYXOXKUJIBHBIX PE(IEKCOB M OCTEONMEHHS TaKKE
JOJDKHBI HACTOPOXXKHUTh B IiiaHe Hamuuus y pebenka BIIIH. Ilpu mosmueit ¢popme (BIIIIH), B
otnnuue oT miageHueckoi (MBII) kapauomuonaTus BCTpe4yaeTcsi 3HAUYUTENIBHO PEXKE U MPAKTUIECKH
HUKOT/Ia 3a00JIeBaHUE HE MPOSBISETCS MATOJIOTUEH CO CTOPOHBI Ceplia.

Ha panHux cramusx Oojie3HM M3MEHEHHs B MBIIIIAX MOTYT MPOSBIATHCA TOJBKO TOXOAKON
BIIEPEBAIKY MO TUMY "YTUHOUW MOXOJKU" C TUMEPIOPIO30M MOSICHUYHOTO oTena. CnabocTh MBIIII]
IUIEYEBOT0 TOSACA Yallle BCEr0 OOHAPY)KMBAETCS NMPHU TECTUPOBAHUU M HOCUT AU(Py3HBIA XapakTep.
[TareHTHl MOTYT HE MPEABSIBIATD jKal00 Ha M3MEHEHHUE CHJIBI MBI MTPEIIUICYHA U KUCTH JTaKe Ha
JATIeKO 3alleAIINX CTausIX OOJE3HHU, KOT/Ia MPU3HAKU MEPBUYHO-MBIIIEYHOTO MOPAKEHUS 10 THUILY
"MHOIIATHH TIOSICOB" CTAHOBATCS OYCBUIHBIMH. Jl0CTaTOYHO YacTo ¢1ab0CTh M M3MEHEHHE 00beMa
(arpouu) MBI MJIEYEBOTO TOSCA MOTYT OBITh ACUMMETPHUYHBIMU, YTO MOXKET HpPOSBIATHCS B
OTCTAaBAHUU JIONIATKU OT I'PYIHOMN KIJIETKH (KPBUIOBHJIHOM JIONATKH) TOJIBKO C OJHOM CTOPOHBI WM
3HAYUTEIBHON aCUMMETPUH JTaHHOTO CUMIITOMA.

Kak yxe roBopwjioCch BBIII€, NapacHUHAIbHBIE MBIIIIBI W MBIl [IEPEIHEN CTEHKH XHBOTA
MOTYT MOpaXkaTbcs Ha caMbIx paHHuX cragusx BIIITH, uto mpuBOIUT K OBICTPON yTOMIISIEMOCTH,
CHIDKEHHIO TEPEHOCHMOCTH CTaHIAPTHBIX HArpy30K Kak Ha PaHHUX, TaK U Pa3BEPHYTBIX CTATUAX
Oone3Hn. BaxHbIM sBIsieTcs OOHApY)KEHHWE HapYIICHUS JbIXaTeIbHOW (YHKIUU BCIEICTBUE
crnabocTy MbII JuadparMbl U MexxpedepHbix Mbimil. J{o 1/3 B3pocnbix manuentos ¢ BIITTH nmerot

HapyIIEHUs CO CTOPOHBI IBIXaTEIbHONU CUCTEMBI.

2.3 JlabopaTopHAasi AMATHOCTHKA
e Pexkomenmyercs mpoBeneHHE OMOXMMHYECKOTO aHaIu3a KPOBU C OMpPENEICHHEM YpPOBHS

ceiBopotounoit KOK, AJIT, ACT, JIAT [3,6,9,14].

YpoBenb yOenureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
nokazatejbcTB C).

KommenTapuu: Credyem ommemums, yumo npu BII ¢ debromom 6 demckom o3pacme 6
95%  cnyuaee  ommeuaemcs — yMepeHHOe — NOBblUleHUe  YPOGHSA  CblBOPOMOUHOU
kpeamunxunazvl (KK) (6 2-10 pas), a 3nauumenvhoe nosviwenue (2000 Eo/JI u eviue)
xapakmepno ona MBII. Ilo oannvim numepamypvl akmugHocms cvigopomounou KK
obpamuo nponopyuonanvua eospacmy (p = -0,71, p <0,001), orumenvnocmu 6Oone3Hu
(p=-045 p <0,001) u hanuuuro ampoguu moiuy (p = -0,53, p <0,001)[14]. Yuumvisas
OMI0JICEHUE 2IUKO2EHA 8 NeYeHU, YMePEeHHOe NOBbluleHUe YDOBHS NeUEHOUHbIX (hepMeHmos

(ACJI, AJIT, JIT) makoce sensemcs 3akonomeprvim 0ist BI1.
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Pexomennyercs omnpenenenue akTuBHOCTH KAI' (kucinoil manbTasel) B MATHAX KPOBH,

BBICYIIEHHOW Ha (QWIBTPOBAIbHOW Oymare, JeHKOIMTax Mepu(epruuecKkoil  KpOBH.

[3,6,9,14,16].

YpoBenb yOeaurTeJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
A0Ka3arejabcTB B).

Kommenrtapuii: Akmusnocms KAI' mooicHo onpedensmv 8 paziuyHwblx OUOMAmepuanax
(kyibmugupyemvlx  Qubpodracmax, — MmvluleyHoM — Ouonmame, — nepugepuieckux
aumpoyumax u 0p.), HO 6 Hacmosujee 8pems ONMUMAIbHLIM AGNAeMCcs OnpeoeieHue
akmuenocmu KAI' @ namuax 6viCywenHoU Kpoeu ¢ NOMOWbIO MAHOEMHOU MAcc-
cnekmpomempuu. Dmom mecm couemaem 6 cebe GblCOKVIO YY8CMEUMETbHOCMb C
nPOCMOMOLL 8bINOIHEHUSL U 803MONCHOCbIO NPUMEHAMb OJisl CKPUHUHEA OONbULIO2O HUCTA
nayuenmos. Onpedenenue axmusnocmu KA 6 cyxom nsamHe Kposu seisemcs
ONMUMATLHBIM — CKDUHUHSOBbIM — MECMOM,  «30J0MbIM  CIMAHOAPMOMY,  NO360AAIOUUM

MAIOUHBA3UBHO, ObLICMPO U MOYHO Onpedeiums Oepuyum aKxmueHocmu @Gepmernma

[14,16].

Pexomennyercst onpenenenue ypoBHs Hatpuitypernueckoro nentuma (NT-proBNP) — s

MBI [11,14,15, 33].

YpoBenb y0eaureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
nokazatejbcTB C).

KomMmeHTapumu: ypoBeHb Hampuiiypemuueckoco nenmuoa 00bIYHO  3HAYUMENbHO
nosviuen y nayuenmos ¢ MBII, nockonvky 3mo eadichHetiuiuii Ouomapkep NOPAHCEHUs
cepoya, 6 UYACMHOCMU 3HAYUMENbHO HOBLIUAIOWULICA NPU  PA36UBLUENUCH CepOedHOll

HeooCmamoyHOCmu U OUCHYHKYUU NPABO2O HCENYOOUKd.

PGKOMGH,Z[OBaHO MNpOBCACHHUC MOJICKYJIISAPHO-TCHCTHUYCCKOI'0 HCCICAOBAHUA: BbIABJIICHUC

mytaiuii B rene GAA MeTOJIOM CEKBEHHPOBAHUS KOAUPYIOMIMX U MPHUIIETAIONINX WHTPOHHBIX

obmacreii [3,9,14,16].

YpoBenb y0equTeJHLHOCTHM pekoMeHaanum — 1 (YpoBeHb J/10CTOBEPHOCTH
a0Ka3zareabcTB B).

KommenTapuu: 1000610 mHozum eenemuyeckum saboneeanusm, BII ouacnocmupyemcs

MoneKynapHo-eeHemudeckum anaiuzom cema GAA, xooupyiowezo KAI. Bonvwuncmeo
OONLHBIX AGNAIOMCA KOMNAYHO-2eMepo3ucomamu (m.e. Hecym 08e pasHvle NAmo2eHHbvle
mymayuu 2ena GAA). Iockonvky 6 ecene GAA onucano 6onvuioe YUCIO YHUKATbHBIX
mMymayuu, NoAUMOpHUIMOE U 3AMEH HEACHOU 3HAYUMOCMU, MOZYM  BO3HUKHYMb
MpYOHOCMU — NPU  BbIAGIEHUU paHee He ONUCAHHBIX — USMEHEHUU  HYKIeOMUOHOU

nocinedosamenvHocmu. B smom cydae ucnoas3yemcs cneyuailusupoeanrnoe npoepammnoe
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obecneueHue, Komopoe NO038015A€m NPEOCKA3bl8AMb EPOAMHOCHb MO20, YMO OAHHOE
2eHemuueckoe U3MEeHeHue 6ausem Ha QYHKYuio 6enxka u, cOOmMEemcmeeHHO, MONCem
npugooums k pazeumuio bII. Mymayuu cena GAA, npugsooswue x pazsumuto BII, moeym
ObIMb  GLIAGNIEHBI NPU  UCCIEO0BAHUAX MEMOOAMU CEKBEHUPOBAHUSL HOB020 NOKOLEHUs.
(NGS). B smom cnyuae pekomenoyemcs y06eoumvcs 6 NOAy4eHHOM pe3yivbmame, npoeeos.
HANpaeieHHvlll  MONEKVIAPHO-2EHeMUYECKUll  aHalu3 — MemooomM  MpaouyuoOHHO20
cexgenuposanus no Concepy. MemooOvl MONEKYIAPHO-2EHEMUUECKO20 AHAIU3A MO2YM
Oblmb  nonesHvl 8  Kayecmee OONOIHUMENbHO20 mecma npu noomeepacoarouel
ouaenocmuxe BII, eciu nedocmynen buonoeudeckull mamepuan npobaunoda, a makice Ois
NPEeHaAmAanbHOU U NPeuMnIaHmayuoHHou ouachocmukuy. Oonako, nockoavky 6 2ene GAA
ONUCAHO 0OAbUIOE YUCTO YHUKATbHLIX MYyMayutl, d mMakice NOIUMOPPHBIX 8APUAHMOS,
MO2Ym  BO3HUKHYMb MPYOHOCMU 6 UHMepnpemayu 6nepevle 6biiA6IeHHbIX USMEHEeHUL
HYKI€0MUOHOI NOCIe008aMENbHOCMU.

e PexkOMEHIIOBaHO  THUCTOJIOTHYECKOE, JHMOO  HMMMYHOTHCTOXMMHUYECKOE  HCCICIOBAHHE
MBIIIIEYHOTO0 OMOTITaTa — TOJBKO MPH HEBO3MOYKHOCTH OmpeeneHus: aktuBHocTH KAI mm
MIPOBEICHUS MOJICKYJIIPHO-TEHETHYECKOTO TeCTUpOoBanus [32].

YpoBeHb y0equTeJHLHOCTHM peKoMeHJanmum — 2 (YpOBeHb J/IO0CTOBEPHOCTH
nokaszareiber C).

Kommenrapuu:  [ucmonocuueckoe — ucciedosanue  MuleyHo20 — Ouonmama ¢
OUACHOCMUYECKOIL Yelblo NPOBOOUMCS 8CE MEHblULe C KANCObIM 2000M. DMO CHUNCEHUe, 8
nepgyio ouepeodsb, CA3AHO C HNOBbIUEHUEM UCNONIb308AHUAL ONnpedeseHUus AKMUEHOCMU
gepmenma u JIHK-ouacnocmuku. Ha ceco0nsawHuLl OeHb Hem HeoOX00umMocmu npo8ooums
ouoncuro mvlueunol mkanu oaa ouaenocmuxu bl 6 cnyuae o3modxcHocmu onpedeneHus:

axmugnocmu KAI” unu nposedenusi MoneKyIApHO-eeHemu4eckoli OUazHOCMUKU.

2.4 UHCTPpYMEHTAJILHAA ANATHOCTHKA
e PekoMeHI0BaHO NPOBEICHUE CTUMYIIAIIMOHHOM 1 urosibyaroit OMI [3,4,6,9,14]

YpoBenb yOenureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
nokazatejbcTB C).
KommenTapuu: dannvie memoost nozgonsiom oughghepenyuposams 6onesnv Ilomne om
3a601e8aHUll, C8A3AHHBIX HAPYUEHUEM QYHKYUU O8UAMENbHBIX 80JIOKOH Nepugeputeckux
U HEPBHO-MbIUEYHOU nepeoau.

e PekoMeHI0BaHO POBEICHUE PEHTIeHOrpaduu opraHoB rpyaHoi kietku [3,4,6,9,14].
YpoBenb y0equTeJHLHOCTHM pekoMeHaanum — 1 (YpoBeHb /I0CTOBEPHOCTH

nokazatejbcTB C).
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Kommentapumu: Peunmeenonocuueckoe ucciedoganue 2pyoHOU KIemMKU — GblAGIAem
Kkapouomezanuto. Kpome moeo, ona xnaccuueckori MBIl xapakmepno pazeumue
amenekmaszos ecKux y MiaoeHyes, 8 OCHOBHOM, - 8 HUJCHell 00.le 1e8020 J1e2KO2O.
e PekomenzoBaHo npoBeaenue Y3U OpromrHoit monoctu [3,4,6,9,14].
YpoBenb y0equTeJHLHOCTHM pekoMeHaanum — 1 (YpoBeHb /I0CTOBEPHOCTH
nokazateibcTB C).
Kommenrapuu: 3auacmyro y nayuenmog c 0Oonesnvio Ilomne mooicem 6biA61ambCs
VMEPEeHHAs OP2AHOMEe2aNUsl, 8 HACMHOCMU, 2eNAMOMEe2ANUA.
e PexomennioBano nposeneHue OKI', XonrepoBckoro monuropupoBanust OKI' u  OxoKI
[3,4,6,9,14].
YpoBenb y0equTeJHLHOCTHM pekoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
nokaszareiber C).
KommenTapuu: dannvle mMemoobl uccie008aHus nO3801A10M GblAGUMb KAPOUOME2ANUIO,
2unepmpouro MUOKApoa u HapyuleHus pumma cepoya.
e PekomenymoBano wuccienoBanue (QyHkiuu BHemHero jeixanus (PBJ])  mertonom
cniupoMeTpuu (KpuBas oTok-oowsem). [3,4,6,9,14].
YpoBenb y0eauTeJHLHOCTHM pekoMeHaanmum — 1 (YpoBeHb J/I0CTOBEPHOCTH
nokasateibcTB C).
KommenTapuii: Cywecmeyem pexomenoayus nposedenus OAHHO20 UCCIe008AHUS 6
NONOMNCEHUU CUOSL U Jlexca C NOCIedVIowuM CpasHenuem noxazamens (opcupo8aHHo2o
JcusHenno2o obvema neekux (DOIKEJI). Cuuowcenue @IKEJI npu uccredosanuu
CRUpOMEMPUY 8 NOJIONCEHUU JIedHca NO CPABHEHUI0 CO CMAaHOApmHuIM noaodxceruem >10%
Modcem ceUdemenbCmeo8ams 6 noavsy ouacnoza oonesnu Ilomne. Takxoce cnupomempus
UCNONBL3YeMCsl 0N OUHAMUYECKO20 KOHMPONS (DYHKYUU GHEUIHe20 ObIXAHUs NpUu 6edeHul
nayuenmos.
¢ PeKOMEH/IOBAaHO TMPOBEACHUE MYILCOKCUMETPHUH, KamHOTpaduu U MOJHCOMHOTrpaduu
[3,4,6,9,14].
YpoBenb y0equTeJHLHOCTHM pekoMeHaanuu — 1 (YpoBeHb /I0CTOBEPHOCTH
nokazatejbcTB C).
Kommenrapmii: Jaunvie memoovl no3gonsiom onpeoenums CmeneHb 6blpariceHHOCmU

OvIxamenbHoU He0OCMAMOYHOCINU.

2.5 IuddepeHnuaibHasg TMATHOCTHKA
Cnoxunocts nuarnoctuku BIIIIH ompenensercss oTcyrcTBHeM cHeUM(PUYECKUX KIMHUYECKUX

CHUMIITOMOB, XapaKTE€PHbIX Ui OOJNBIIMHCTBA HEPBHO-MBIIIEYHBIX OOJIe3HEH, a Takke
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paSHOOGPaSI/ICM HUX COYCTAaHUsS, BPCMCHCM IOABJICHUA WU TSXKCCTU B IMPOLECCCEC PA3BUTUA 00JIe3HHN.

Huddepenunansuas auarHoctuka MBIl mpoBoauTcss co BcemMu 3a00JI€BaHUSMH, OCHOBHBIM

KJIMHUYECKUM TMPOSBICHUEM KOTOPBIX SIBISIETCS CHHJIPOM Bsloro pebeHka. IlepedeHb OCHOBHBIX

3aboJeBaHMii BXOIAui B muddepenumansabiil nuarnos npu BITHIT npencrasien B Tadum. 5.

Tabmuua 5. OcHoBHbIe 3a00seBanus i quddepennunansaoro quarnosa BITTTH

Tun Hapymenus

Jwnarnos

OCHOBHBIE CXOKHUE CUMITTOMBI

[TosicHO-KOHEYHOCTHAS MBITIICUHAS
aucTpodus

JuctpoduHonatuu (MHOIUCTPOPHS
Miomenna, bexkepa)

MuodubpunnsapHas MHONIATHS

[Iporpeccupyromias ciadocTb
MBI ITOSICOB HUKHUX
KOHC‘IHOCTCI’I, KPBIJIOBUIHBIC
JIOMIATKH, KpaMIIv, ITOBBIIICHUC

K®K

MpI1ieunsie MmuoTtonnyeckas quctpous 2 Tumna
aucTpopun [1neyenonaroyHo-auIeBas

MUOUCTPO YU

Bbonesns Jlanona

X-cuerieHHass MUOIIATHUS

JInnenonaTo4UHOKOHEYHOCTHAS

MBIIIEYHAs TUCTPOPUS

[Tomumuosur [TocrenenHo pazBuBaroLasACs
Bocnanurensnas

MHO3HUT ¢ BKIOUECHUSIMU CJ1a00CTh MBIIIII, TIOBBIIIICHHE
MHUOTIATHUSA

K®K

HemuenunoBas MuomaTus MeliieuHas ci1abocCTh,

bose3Hb LIEHTPaIbHOTO CTEPKHA U TUMIOTOHUSI P HOPMAJIBHOM

MYJIbTUCTEPKHEBASI MUOTIATUU WJIM YMEPEHHO MOBBIILIEHHOM
Bpoxnenusie

[leHTpOHyKII€CapHast MUOIIATHS ypoBHe K®K, Hannuun
MHUOIATUH

Muonartus ¢ THaIMHOBBIMU CKEJIETHBIX HapyIIECHUN

TeNbLAMHI

[Ipounie BpoxkaeHHBIE MUOIIATUN

I'nmukxoreno3s Illa, IV V u VII ['unoTonus, renaromeranus y

TUTIOB JeTeid, c1aboCTh MBIIIIII,
Metabonnueckue

MuToxoHIpuanbHble MUOTIATUN YTOMJISIEMOCTD, CJIA00CTH MBIIIIII,
MHUOIATUH

’Kupossie Muonatun

CHUKEHUE YCTOWYUBOCTH K

HarpyskaMm, nossimenne KOK
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Bbone3nn

MOTOHEMPOHA

CrniuHanpHbIE MBIIIEYHBIE aTPOduUH,

tun [ u 1

Byns6ocnuHansHas aMuoTpodus
(6one3ns Kennenn)

BokoBoit amuoTpoduueckuii

CKJIEpO3

CnaGocTh MBI, HApYIICHUE
JBIXaHUS, aTpO(Us MBIIIL,

BO3MOHO noBbIenne KOK

bonesnu HepBHO-

Mpuacrenus rpaBuc

BpoxneHHple MUaCTEHUYECKHE

Hapymenust npixanus, cnabocThb

MbIIIL, YTOMIIACMOCTDb

MBIILIEYHO U
CHUH/IPOMBI
neperadn
Cunnpowm Jlambepra-UToHa
AcuMIToMHOE Bropuunas muonatus, BKIItO4as IToBpimienne KOK
noBbiienne KK | nekapcrBeHnyro
3. Jleyenue
3.1 KoncepBaTuBHOE JieYeHHUE
PexomennoBana  moxku3HeHHass — ¢epMeHTHas  3amectutenbHas — Tepamus  (D3T)

PEKOMOMHAHTHOM 4YEJIOBEUECKON KUCIION 0O-TTFOKO3UIa301 MallMeHTaM C TIOITBEPKICHHBIM

nuaruo3om oosesuu Ilomme [3,5,7-10,13-15,18,20,24].

YpoBenb yOenureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
A0KA3aTeJbCTB A).
Kommentapun: [lpenapam  anemiokosudasza — amwgpa™™ (Koo  ATX:A164B07),

PEKOMOUHAHMHBLI  (hepMeHm, CUHme3UpyeMblil KIemoyHoU JAuHuel, NOIVHeHHOU U3
AUYHUKOB KUMAUCKUX XOMAYKO8. Anenioko3uoasa anogha 60CNONHAEm aKMUSHOCHb
nuzocomanvhon KAI, umo npusooum x cmadbunuzayuu uiu 60CCMAHOBNEHUIO QYHKYUU
cepOeuHoll U CKelemHbIX Mblily (8Ka0Yas ovixamenvhvie mvluysl). [Ipenapam xopouio
nepeHocumcs, He uMeem  GblPANCEHHbIX Noboumblx  d¢hghexmos. [loxkazan  Ons
oosneospemennou @3T y nayuenmos ¢ noomeepiHcOeHHbiM ouacHozom bonesnu Ilomne gcex
803paAcmos.

Ha oannviii momenm sgpgpexmusrnocmos u 6e30nacHocme aneioko3udassl aib@a oyeHeHvl 8
KAUHUYECKUX UCCIe008AHUAX KAK Y Oemell, MaK U y 63pOCIblX NAyuenmos. 3aKonyeHnbvle U
ONyOIUKOBAHHbIE UCCIe008AHUSA NO NledeHuto 6one3nu [lomne 6wy npogedens ¢ yuacmuem
oonee 500 nayuenmos. bBesonacnocmv U XOpowias —NePeHOCUMOCMb  mepanuu
anenroko3udazol arvgha noomeepoicoena oonee wem 10 200amu KIUHUYECKO20 Oonvlma y

bonee uem 1 800 nayuenmos.
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Ilpenapam @vinyckaemcsi 60 (HIAKOHAX, KOAUYECMBO JUOPUAU3AMA 6 KOMOPbIX
akeusanenmuo 50 me akmugHnozo eewecmea. Beooumces 6/6 kanenvro 6 0ozupogke 20 me/xe
geca nayuenma.

Depmenmuas 3amecmumenvHas mepanus No36o0Jsem COXPAHUMb JHCU3Hb NAYUEHMAM C
oonesnvto Ilomne, yiyuwiaem ee Kayecmeo u 3ameonsem HpPOSpeccuposanue OONe3HU.
Pannee mauano mepanuu ouyenv 8adcHo, MAK KAK NO3601Aem 000UMbCA  TVUUIUX
KAUHUYEeCKUX Ucx0008. Jlokazamo, 4mo npumeHeHue GepmeHmHou 3amecmumenbHoll
mepanuu npu mMaao0eHyeckou popme bonesHu ymenvuiaem puck cmepmu Ha 99%, a puck
cMepmu  UnU  HeoOXO00UMOCMU 6 UHBA3UHOU GeHmunayuu aeekux — Ha 92% [13].
Csoespemennoe HazHaueHue mepanuu dare10OKO3U0A30l anvgha evizvieaem obOpamuoe
pazeumue KapoOuoMuonamuu y nayuenmos c maaoenyeckou ¢hopmou oOonesnu Ilomne,
Vayuuaem nokazamenu MulUeyHOU CUlbl, 08USAMENbHOU AKMUBHOCTIU U CMAOUTUZUDYEm
cocmosanue OvbiXamenbHol cucmemsvl y Oemeli U 63pocavix nayuenmos. Tepanus
anenoKo3udazol  aiba nayueHmos ¢ NnosoHel  Gopmou  OonesHu  3ameonsem
npoepeccuposanue 0OO0Ne3HU, YAVUULAA COCMOSAHUE KOCMHO-MbIUEYHOU Ccucmemvl U
CmMabunu3upys. CocmosaHue ObIXamenbHolU CUCeMbl, NOBbIULAEN  BbIHCUBAEMOCHIb
nayuewmos u YOIuHsem Nepuod UX OIHCUBHU 00 HACMYNIEHUs HeoOX00UuMocmu 6
BeHMUNAYUU TlecKUX U Kpecae-kogscke [19].
B csa3u ¢ smum kax modxucno 6onee pannee nauano @3T anentokozudazou anvga asisemcs
JHCUBHEHHO — BAJICHOU ~ Mepol, Komopas  Nno3eoaum  npedomspamums — PAHHION
UHBATUOUZAYUIO, NOBLICUM  BBIHCUBAEMOCb NAYUEHMO8 U YAVUUWUM UX COYUATLHYIO
aoanmayuro. Kpome moeo, pannee navano mepanuu u omcymcmeue nepepuléos 8 jeyeHuu
NayueHmos8 no360/aem 3HAYUMENbHO CHUUMb PUCK CMePMU NAYUEHMO8 U PUCK UX
nepexooa Ha UHBA3USHYIO BEHMUNAYUIO 1e2KUX, NOBLICUMb KAYECNB0 HCUHU NAYUEHMO8 U
UxX YHKYUOHANLHYIO HE3ABUCUMOCTND.
Ilpu nanuuuu noomeepiscoeHno2o ouacnosa oonesnu Ilomne, Hezagucumo om ozpacma
nayueHma, nNAmMo2eHemuyeckas mepanus —anenioKo3uoazou aibga 0oadcHa Obimb
UHUYUUPOBAHA HE3AMeOIUMENbHO.
Ocobennocmu nposedenuss 3T npu MBII:

1) He xopmumv pebenxa 3a 3-4 uaca 00 nposedenus uH@y3uu (npedynpesicoeHue
acnupayuu, 603MONCHOE NPOBEOeHUE PEAHUMAYUOHHBIX MEPONPUAMULL),

2) Pazsedenue npenapama 6 MUHUMATbHOM 0Obeme;
3) Bseoenue npenapama npu nepevix UH@Y3USIX OOJHCHO NPOBOOUMCS 6 YEHMPALbHBIIL

BEHO3HbIIl Kamemep U - NPU 66e0eHUU 8 nepughepuyecKull BeHO3Hblll Kamemep
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HeobXo0umMo umems 08a OOCMYna, 6 OalbHeluuleM pPeKOMeHOYemcs YCMAaHO8KA
UHpY3UOHHOU NOPM-CUCMEMDbL;

A Ungyszuu ¢ oepanuuennoil ckopocmuio (noswviuernue na 0,5-1mn/u kaxcovie 30-60 mun),
VUUmMvleas 6blCOKUL PUCK OEKOMNEHCAYUU CcepOeyHou HeodoCmamoyHocmu Ha ¢one
eunepgoiemuu;

5)IIposedenue nepsvix 3-x unghysuii 6 OPUT ¢ yuacmuem peanumamonoea.

6) Haxoorcoenue ¢ OPUT 6 meuenue 3-6 uacos nocie 3aeepuletusi Rpoyedypol,

I[Ipu  pasBuTMM  CepIEYHONW  HEJAOCTATOYHOCTH  PEKOMEHJOBAaHO  NPUMEHEHHE
COOTBETCTBYIOIIUX TPYII TpenaparoB (CeplAeYHble TIUKO3UIbI, NUYypETUKH, Oera-
0JI0KaTOPbI, ”HTUOUTOPBI AaHTMOTEH3UH-TIpeBpamatoniero pepmenra) [3,9,14,24]

YpoBenb y0equTeJHLHOCTHM pekoMeHaanmuu — 1 (YpoBeHb /I0CTOBEPHOCTH
nokaszareabceTB C).

KommenTapum: nazuauenue OanHwlx npenapamos OO0NHCHO OblMb 6 COOMEEMCMEUU C
0eticmeyIoWUMU peKOMeHOAYUAM NO JeYeHUI0 CepOeyHOU HeOOCMAamoyHOCMu.

[Ipu pa3BuTHM  JBIXaTEIBHOW  HEJOCTATOYHOCTH  PEKOMEHJOBaHA  HEWHBa3MBHAs

KUCJIOPOIHAS TIOIEPKKa (CO3IaHKe TOJI0XKHUTEIbHOTO NaBicHus) [9,14]

YpoBenb y0eaureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
nokaszareabceTB C).

[Tpu pa3BuTHU MHGEKIIMOHHBIX OCIOXHEHUH PEKOMEHIOBAHO HE3aMEUIMTEIHLHOE HAyallo

arpecCHUBHON aHTHOAKTEpUATHHONW TEepaMK B MAKCUMAIBLHO BO3MOKHBIX TEPAIEBTHUECKUX

nozax [3,9,14,24]
YpoBenb yOeaureJbHOCTHM pexkoMeHaanmum — 1 (YpoBeHb /10CTOBEPHOCTH
nokaszareabceTB C).

I[Ipu HeoOXOOMMOCTH (CKOIUIEHHE CeKpeTa, peQUIlOKC) PpPEeKOMEHJIOBaHAa CaHalMs

JBIXaTeNbHBIX myTei [3,9,14,24]

YpoBenb y0eaureJbHOCTHM pexkoMeHaanuu — 1 (YpoBeHb /10CTOBEPHOCTH
nokaszareabceTB C).

PexomeH10BaHO MTpUMEHEHHE MPENnapaToB Kajibllys, MarHus, BuTaMmuHa D, 6uchocdonaTon
[9,14,24,27-29]

YpoBenb y0eaureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
nokaszareabceTB C).

KommenTapmii: CHudiceHue MuHepanvbHOU NIOMHOCMU KOCMeEl SAGISAemcs 4acmot
HAaxooKkou y nayuenmog c 0Oone3nvio llomne u no OAHHbIM NOCACOHUX UCCAeO08AHUL
docmuzaem ypoeus 67% cayuaes[2]. Ocmeonenuss u 0cmeonopo3 0OHAPYHCUBAIOMCI KAK

npu MBII, mak u y oOemeu u e3pocavix c¢ bBIIIIH. Heycmoiiuusocms npu xoovbe,

21



CJIOHCHOCMb noddepofcaHuﬂ pasHosecusl 6 pesyibmame MbIUEYHOLL CJZCZ6OCmu, 6
CoYemaHuu ¢ ocnmeonopo3om yepoaicaem paseumuem nepeiomos Kocmell U NO360HOYHUKA.
Obsi3amenvubiM  ABISEMCS C60€6PEMERHOE HA3HAYeHUe npenapanioe eumamuna D,

Kanvyus, bucgocghonamos no cxemam, peKoMeHOOBAHHLIM OJis 0Ouell NONYIAYUU.

3.2 Xupypruueckoe Je4eHue

OObIuHO He TpedyeTcsl.
¢ PexoMeHIOBaHO MaKCUMAIbHO M30€raTh WHTYOAIlMU WM MUHUMHU3HPOBATH JUIUTEIHHOCTH
ee mpoBezeHus [27-29]
YpoBenb yOeaureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH

nokaszareabcTB C).

4. PeaOnauranus

THayuenmam c 6oaezuvto Ilomne HeobOX00UMa NOOOEPHCKA MAKCUMATLHO2O YPOBHS (DYHKYULL
CKeNeMHO-MbIUEUHO20 annapama Oas NpeoomepaujeHus: U MUHUMUZAYUU GMOPULHBIX OCLONCHEHUL
(pazsumue KOHMPAKMYD, MbIUEUHbIX ampoduil, KOMNEHCAMOPHOU Oehopmayuu  cKeiemad,
0CMeoneHuu, 0Cmeonopo3sa,).

¢ PexomeH0BaHO NPOBEJICHUE CIICAYIOIIMX  PECAOMJIUTAIMOHHBIX  MEPOIPUSITHH:

¢usnoTepaneBTHUeCKHe mpoueaypel, Maccax, JIDK, moromemms, pecnuparopHas —Tepanus
(mpIxaTenbHas TMMHACTHKA), 00ydeHHE CaMOOOCITY)KHBAHUIO M KCIIOJB30BAaHHIO BCIIOMOTATEIBHBIX
NPUCTIOCOONICHNI (3aBHCUT OT Bo3pacta peOeHka). [lo mokasaHusM - 3aHATUS C JIOTOIE/IOM,
cyproJsiorom [3,9,14]
YpoBeHnb yoenuTeabHOCTH peKOMeHIanuM — 1 (YpoBeHb 10CTOBEpHOCTH AoKa3aTeabcTs C).
Kommenrtapuii: [lpu nposedenuu peabunumayuoHHblx Meponpusmuil uzbe2amv upe3mepHbix

(Makcumanbhbix) HA2PY30K.

5. IlpopuiakTuka v JUCNIAHCEPHOE HAOII0eHHEe

5.1 Ilpopnaakruka

IIpogpunaxmuku 6one3nu [lomne ne cywecmsyem.
IIpogpunaxkmuka ocroxcHenull:

e PekoMeH0BaHa BaKLMHAIMS [0 HWHIUBHIyAIbHOMY TpaduKy, KOTOpas BKIIOYAaeT B ceOs
BAKLMHBI, BKJIIOYCHHBIC B HAIMOHAIBHBIA KaJCHAAph IPUBUBOK, a TaKK€ BaKIUHY IIPOTHUB
pecnupaTOpPHO-CUHIUTHAIIBHOIO BUPYCa YEJIOBEKA, CE30HHYIO BaKI[UHY OT IPUIINA, IHEBMOKOKKOBYIO
BakiuHy. J{narno3 MBII He siBisieTCs: MPOTHUBOTIOKAa3aHUEM JUTS IPOBEJICHUS MPUBUBOK [14].

YpoBeHnb yoenuTeabHOCTH peKOMeHIanuM — 1 (YpoBeHb 10CTOBEpPHOCTH AoKa3aTeabcTs C).
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5.2 MOHUTOPHMHI COCTOSAHUSA NAUEHTOB ¢ 00J1e3HbI0 [Tomne (cm. [Ipuiaoxkenune I'2)

e [Janmentam ¢ MBIl pekoMeH10BaHO MOCTOSIHHOE MOHUTOPUPOBAHUE COCTOSIHUS CEPACUHO-
COCYIMCTOM, ABIXaTEIbHOM, CKEJIETHO-MBIILIEYHONW CUCTEM, KEIYIOYHO-KUIIEYHOIO TPAKTa,
a Tak)Ke peryJisgpHas OlIEHKa KauecTBa *u3HH [3,6,9,14,15].
YpoBenb yOeaureJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /10CTOBEPHOCTH
nokaszareabceTB C).

KommenTapuii: Monumopune cocmosnus cepoeuno-cocyoucmon cCucmemb:

- Pebenox ¢ MBIl 6 npoyecce 6ceco nepuoda neueHus HYysHcOAemcsi 8 HAOIOeHUU
Kapouonozd, NepeoHaydIbHO 8 YCI08UAX CMayuoHapa, a npu cmaduiu3ayuu coCmosaHus -
nO NOKA3AHUAM, HO He pedce 00H020 pa3za 8 3 mecaya. Cpoxu npebvléanus 6 cmayuonape
UHOUBUOYATIbHBL U 3ABUCAM  OM  MAMCECMU COCMOAHUA  OOIbHO20. YX00 Hocum
UHOUBUOYATILHBLUL Xapakmep.

- B cmayuonape 0o cmabunuzayuu  cOCMOSHUS ~ HEOOX00UMO  005S3amenbHO
koumpoauposamv IKI (npu Heobxooumocmu - cymounoe moHumopupoganue IOKI' ¢
Yenbl0 CBOEBPEMEHHO20 BblAGNEeHUSA HAPYWEHUN pumma cepoya). B nocredyrowem, npu
VAYYUWeHUU U cCmaounu3ayuu cocmoanus, konmpoauposame IKI edxcemecsuno nepgvie 3
Mecaya unu yauje no NOKA3aHusam, oanee Kaxcovie 3 mecaya uiu no NOKA3AHUIM.

- OxoKI' xoumponb HeobxoOum kadicovie 7-14 Owueu 6 nepsvie 12-24 neoenu D3T
(KOHMPONL ~ MPAH3UMOPHO2O CHUNCEHUs COKPAMUMOCMU MUOKAPOd, HMO MOdcem
CONPOBOAHCOAMBbCS HAPACMAHUEM NPOABLEHUN CEPOeUHOl HeOOCMAMOYHOCMU U mpebyem
KOppeKyuy CUMNMOMAMUYECKOl mepanuu), oanee excemecsiyno uau no noxazavusam. Ilo
docmudicenuu 1 200a scusnu IxoKI - 1 paz 6 3 mecaya unu no nOKA3aHusM.

- Konmponv NT-proBNP Heobxo0um xasxicovle 3 mecsaya uiu no noxazauwusim 0o 1 eooa,
oanee nocie nepeoeo 200a xcusnu - 1 pas 6 3-6 mecayes unu no NOKA3AHUAM.

- Cmpoeutl ejiceOHe8Hblll KOHMPOLb 00bema nompedsemMol HCUOKocmu (numatue,
napenmepanvHas UHQY3UOHHASL Mepanus) ¢ Yeiblo Npeoynpedtcoenus nepecpy3ku Uil
0be3600cusanust (oepanudenue dcuoxocmu 00 2/3 om gusuonocuseckol nompeoHOCmu,).

Monumopune cocmosanus ObIXAMENbHOU CUCEMbL.

- Bo epems kascooco ocmompa nayuenma HeoOXOOUMO OYEHUBAMb DeCHUPAMOPHbILL
cmamyc (KOHmMpOIb XApakmepa u 4acmomsl ObIXaHus npu O00PCME08AHUU U 60 CHe,
8edeHue pooumensamMu pecnupamopHo20 OHeGHUKA).

- Oyenka ne2ounoll YHKYuu u 2a3000MeHa OONNHCHA NPOBOOUMbCS NPU NOCMAHOBKE
OUACHO3a, KANCOOM GU3UME NAYUEHMA, NPU USMEHEHUU KIUHUYECKO20 COCMOSHUsL (npu
npucoeOuHeHuy upycHol uH@exyuu). Penmeenoepamma epyonoll Kiemku  O0AHCHA

npoeodumbc;l npu nocmarnoeke OUazHO3a U NO NOKA3AHUSIM.
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- Honucomnocpaguss - nocie nNOCMAHOBKU OUACHO3A U NO KIUHUYECKUM HNOKA3AHUIM
(8visi6NIEHUE U NPOPUIAKMUKA ANHOI 8O CHe).

- Muxpobuonocuueckoe uccie0oganue mpaxeaibHo20 AcHUPaAma ¢ UYeivblo OYeHKU
MUKPOOHO2O cmamyca U HeoOX00UMOCMU NPOBeOeHUs AaHMUOAKMEPUATbHOU  U/UlU
NPOMUBOSPUOKOBOL Mmepanuil.

- Oyenxa ®BJ] 60 che u/unu npu 600pcmeosanuu - npu NOAGLEHUU U/UTU HAPACTAHUU
HCaANoO HA YCMAnocmv, NOSGIEHUE NEPUDEPULecKoe0 YUAHO3Ad, ANHOI 60 CHe, NAOeHUU
JKEJI nuoice 40-50%, naoenuu camypayuu u Hesghghexmuenocmu ee Koppexyuu Ha ¢hoHe
uHCy@asayull Kuciopooa y demeti panne2o 803pacma.

- Heunsaszuenas Kuciopoonas noooepiicka (Co30anue noaiodicumenbHo2o 0deienus) - npu
Pazeumuu 2UROKcemu, 00CmpyKmueHoM CUHOpoMe.

- Jleuenue n06bIx uHGeKyuli ObIXamenvbHblX Nymell OOJNHCHO HOCUMb A2PecCUBHbILL
Xapaxkmep, Ha3HAYeHUe AHMUOAKMEPUATLHOU Mepanuu NPo8oOUMCs 8 MAKCUMATbHBIX
mepanesmu4eckux 003upo6Kax.

- ObyueHue pooumeneti UCNOIb308AHUIO HeOYAl3ePA, OMCOCA.

Monumopune cocmosanus 9/C€JZV001¢H0'KMLM€1£HOZO mpaxkma.

- Konmpons pocmo-6ecosvix napamempos exceHeoenbHo, encemMecsiito, excekeapmaibHo

- Bruiouenue 6 payuon cneyuanuzupo8aHHwIX BbICOKOKANOPUNIHLIX U 6bICOKODENKOBYIX,
AHUMPEPIIOKCHBIX cMecell.

- 30H0080€e KoOpMmIeHUue, UlU CO8MeujeHUue NepopaIbHO20 U 30HO08020 NUMAHUA NpU
COXpaHeHUuy a0ek8amuo20 210MAHUsL U OMCYMCMBUU NONEPXUBAHUSL.

- Hazooyodenanvhoe 30H0060e KOpMeHUe NPU COXPAHEHUU PeqIioKca U 8bICOKOM PUCKe
acnupayuu.

- OpanvHas cmuMynayus, COCaHue COCKU, SUMHACMUKA OOJIHCHbL NPOBOOUMbC BCEM
nayueHmam O NOOOEPHCAHUSI HOPMANbHO20 PA3GUMUS HABLIKOS 2JIOMAHUA U YCMHOU
peuu.

Monumopune cocmosHus CKeaAemHo-ubleYHOU CUCTeMbl.

- Iloooepoicka MAKCuManbHo20 YPOSHA (DYHKYUL CKeNeMmHO-MblUledHo20 annapama OJis
npeoomepawjenus U MUHUMUZAYUU BMOPUUHBIX OCIOMCHEeHULl (pazeumue KOHMpAaKmyp,
MblUeuHblX — ampogpuil,  KOMNEHCamopHou  Odepopmayuu  ckeiema,  OCHMeOneHuu,
ocmeonopo3sa,).

- Ilpu nposedeHuu  peabUIUMAYUOHHLIX  MEPONPUAMUL  U30e2amov — Upe3MepPHbIX
(maxcumanvhvlx) Haepysok. Pecynapho: ¢husuomepanesmuueckue npoyeoypwvl, Maccaxic,

JIDK, noconeous, pecnupamopuas mepanus (ObiXxamenvHas SUMHACMUKA), 0OyueHue
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CaMOOOCIYAICUBAHUIO U UCNOTBIOBAHUIO BCHOMO2AMENbHBIX NPUCNOCOONeHUL (3a8UCUm om
so3pacma pebenka). [1o nokazanusm - 3aHAMust ¢ 1020Ne00M, CYPOOTI02OM.

- Ocmomp Hegponoea ¢ OYEHKOU MOMOPHLIX BO3MONCHOCMEN U HEPEHO—NCUXUULECKO2O
paszsumusi pebenka HeodXo0umo nposooums Kaxcovie 3-6 mecsayes 0 demell 8 803pacme
00 5 nem u exce2o0no onsi boaee cmapwux nayuenmos (oyenka no wkaie Anvbepma
MOmMOpHO20 pazsumusi miadenyes - 6 Ilpunoscenuu I'3). Tecmuposanue ciyxa OONHCHO

npoeodumbc;z eHCce200HO UNU NO KIUHUYECKUM NOKA3AHUSIM.

ITanmenram ¢ BIIIIH pexkomMeHIOBaHO TMOCTOSHHOE MOHMTOPUPOBAHUE COCTOSHUS

HBIX&TGHBHOﬁ, CKEJICTHO-MBIIIISUHOM CHUCTCM, a TAaKKC PCTYJIIpHAsA OLICHKA Ka4CCTBA KU3HU

[3,6,9,14,15].

YpoBenb y0eauTeJbHOCTHM pexkoMeHaanum — 1 (YpoBeHb /I0CTOBEPHOCTH
nokaszareabceTB C).

KommenTapmii:

Hayuenmvr ¢ BIIIIH Oondichbl npoxooums o00s3amenvHble exce200Hble 00C1e008aHUs
MUHEPANbHOU NAOMHOCMU KOCcmell OJisl C860e8PEMEHHOU KOPPEKYUU NOTYYAEMO20 JleYeHUs]
no nogody ocmeonenuu u ocmeonopo3sa. Ciedyem HaAcmoudu8o pekoMeH008ams NAYUEHM)
€ HapyuieHuem NOX00KU U PABHOBECUs NOJb30BAMbCA BCNOMO2SAMENbHIMU NPeoMemamu -
MpOCmvlo, XOOYHKAMU, A NPpU He0OX0OUMOCMU UCHOIb308AMb MeXAHUYecKue cpeocmaed
nepeogudicenus (kpecio-kamaiky u np.). Iayuenmovr ¢ BIIIITH OondcHbl pe2ynsipro
ocMampueamvpcsi. SHOOKPUHOIO2OM € npogedeHuem obcredosanus. bonvuioe 3nauenue
uUMeem NPABUNBHBIL 00PA3 HCUBHU C AOEKBAMHBIM pacnpedeneHuem HApy30K, 3aHAMULL

JieuebHOU U3KYIbMYpoU HOO KOHMPOLEM UHPOPMUPOBAHHO20 UHCMPYKMOPA.

HeoOxomauMmelii rpaduk  oOcCaeqoBaHUM IMAlIMEHTOB C JUATHOCTUPOBAHHOUN 0oie3Hbro [lomme

opexacrasiieH B [Ipwioxenun [2.

ﬂﬂ}l MOHUMOPUHRZA COCMOARUA NAYUEHN 06, HCZXOd}lU/ﬂ/DCC}l HaA namozeHemu4eckol mepanuu,

p€KOM€H006aHO ux HabooeHue He peoaice 00H020 pasa 6 200 6 CneyuanltusupoeaHnvlx yenmpax, 6

KOmopblx Mmoaxncem Obimb oKazan oOvem MedLlI/}MHCKOIz nomowu 6 coomeenmcmeuu ¢ OQHHbIMU

KIUHU4YeCKuUm peKOMeHaaI/}M}lMM.

6.

I[OHO.]]HI/ITC.HLHaﬂ I/IH(l)OpMaIII/Iﬂ, BJAUAIOIIAA Ha TEYCHHE H  HCX01

3a00J1eBaHUSA/CMHAPOMA

6.1 Ucxoapl U POTrHO3

[IporHo3 ©oe3HN 3aBUCUT OT BoO3pacTa AeOrTa 3a00JIeBaHUS, KOJIHYECTBA BOBIICUYCHHBIX

CUCTCM OpraHu3Ma, BKIIOYass CTCICHb W TAKCCTb MNOPAXKCHUSA MBIIICYHOI'O arrapara (CKCHCTHOﬁ,

25



IBIXaTE€IbHOM, CEpIEYHOM MYCKYJaTyp), CKOPOCTH IporpeccupoBaHMsi, BpemeHu Hadana O3T.

Haznauenme mnaToreHeTUUECKOM TCpalliki Ha paHHUX CTadusdax 3a00JIeBaHUA OnpCaACIIsCT

ONMarompusATHBIA MPOTHO3 M YIydllaeT KauyecTBO JKM3HM MalueHToB c Oone3nbto [lomre,

npeaoTBpalias ux MHBAJIMAU3al[UIO.

1. KpnTepml OICHKH KadeCTBa MC)]HIIHHCKOﬁ nmoMoIiu

Taoauna 6 - OpraHu3alMOHHO-TEXHUUECKUE YCIOBUS OKAa3aHUS MEIUIIMHCKON ITOMOIIIH.

Bua MeauuuHCKOH MOMOIIH

CHCHI/IaJII/IBI/IpOBaHHaH MCAUIIMHCKAA IIOMOIIb

MEIUIHHCKON MOMOIIH

YciaoBua okazaHus CrarmoHapHO / B THEBHOM CTaI[MOHApE

MEIUIHHCKOHN MOMOIIH

®opMma oxkazaHusd [TnanoBasi/>KcTpeHHas

Tabumuna 7 - Kpurepuu kauecTBa 0Ka3aHHUs MEJUIIMHCKOM TOMOIIN

No Kpurepnii YpoBeHb YpoBeHb

NOCTOBEPHOCTH y0eauTeIbHOCTH
I0Ka3aTeJIbCTB peKOMeHIlaIlI/lﬁ

Brinonneno onpenenenne akrupHoctd KAI™ (kucnoit | B 1

ManbTa3bl) B TMSTHAX KpPOBH, BBICYIIEHHBIX Ha

¢GMIBTpOBATBHOM Oymare, B JnefKkonuTax

nepudeprudecKoit KpOBHU (mpu IIOCTAaHOBKE

JIMarHo3a).

Beinonneno IIPOBEACHUE MoJIEKYIIsipHO- | B 1

reHeTH4ecKoro wuccienoanuss reHa GAA  (mpu
TOCTAHOBKE JIMarHO3a)

Brinonneno onpenenenne yposus KOK, AJIT, ACT, | C 1
JIAC
Bemonneno ompenenenue  ypoBHs  NTproBNP | C 1

(Mo3roBoro  Hatpmitypernueckoro ropmona (N-
KOHIICBOTO  (aMHHOTEPMAIbHOTO)  TIPOTETH/IA))
nanyMeHTaM ¢ MIIafieH4Yecko Qopmol  Ooie3Hu
ITommie

[IpoBenena GepMeHTHasE 3aMecTUTENbHAs Tepamus | A 1
(®3T) pekOMOMHAHTHON YeNOBEYECKOW KHCIION 0~
[JIIOKO3UJAa30M  MalMeHTaM C  [OATBEPKACHHBIM
auarHo3oM 6osie3nu [lomne npu Hanu4YMK MOKa3aHUK
U OTCYTCTBHUU ITPOTUBONOKA3aHUM.
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TCHCTHKOB

JlapuonoBa Banentuna Unsunnuna, C. IlerepOypr, ®T'BHY "MHCTUTYT 3KCIIepUMEHTATBHOM
MeauiuHb", pod., A.M.H., wieH Poccuiickoro o0miecTBa MEIUIIMHCKUX TEHETUKOB

MuxaiinoBa CBetnana ButanneBna, MockBa, ®I'BY «Poccuiickas [erckas Knumanaeckas
Bompaumay M3 PO, npod., n.M.H., uneH Poccuiickoro o0miecTBa MEIUIIMHCKUX TEHETUKOB
HamazoBa-bapanosa Jleitna CelimypoBHa, Mocksa, ®I'AY "HanuoHaneHblii HaydHO-TIPAKTHYECKUI
LeHTp 310poBba aerei" M3 PO, akanemuk PAH, Ilpencenarens Hcnonkoma Coro3a menuaTpos
Poccum.

Hukutun Cepreii Cepreesud, Mocksa, POO «OO0111ecTBO CrIeNUaIrCcTOB IO HEPBHO-MBIIIIEYHBIM
3a00JeBaHUsIM», TTPOQ., T1.M.H.

[TonskoBa CBetnana Uropesna, MockBa ®I'BY «Poccuiickas Jlerckas Knunnueckas bonpHua

M3 P®, ipod., 1.M.H.
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ABTOpBI TOJATBEPXKAAIOT OTCYTCTBUE (UHAHCOBON TMOJJIEPKKU/KOH(PIUKTa HHTEPECOB, KOTOPBIN

HE00X0AMMO 0OHAPOI0BATh.
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Hpuioxenue A2. Metonoiorust pa3padoTky KIMHUYECKUX PEKOMEeH AUl

HaCTOHH_II/Ie PCKOMCHAAINU YCTAHABJIIMBAIOT BUMBI, 00BEM U HHAUKATOPbI Ka4YCCTBA MCHHHHHCKOﬁ

MOMOIIM TarueHTam, OoibHBIM Ilomme, u ObUIM paccMOTpeHBI M YTBEpXkJAEHbl B pamkax Haydno-

npakTudeckoro koHrpecca «Opdanubie 00sie3HN», poteanero B Mockse 2-4 utons 2016 rona.

[leneBas ayauTopus JaHHBIX KIMHUYECKUX PEKOMEHIALUNI:

© © N o g &~ w DN P

e e
w N o

14.

Bpauu neguatpsr;

Bpauu-tepanesTsl,

Bpauu —reneruxu;

Bpauu-nerckue kapaunosiory;

Bpauu ractposnTepolory;

Bpauu HeBposiory;

Bpauu o0meit BpaueOHON MpakTUKHU (ceMeiiHbIe Bpayun);
Bpauu-nynsMoHoI0TY;

Bpaun- 3H10CKONIUCTEI;

Bpauu- penrrenosnoruy;

Bpauu ¢pyHKIIMOHATBHON IMArHOCTUKY;
Bpauu-gerckue HeBposory;

Crynentsl menunuHckux BY3oB

OOyuaromuecs: B OpAMHATYPE U UHTEPHATYpPE

Jlnst cOopa M CeNeKIMU J0Ka3aTeIbCTB MPOBOJMIICS MOMCK MyONMKAlUil B IEKTPOHHBIX 0azax

JTaHHBIX, a UMeHHO KokpaHoBckas 6ubmuoreka, 6a3pl qaHHbIx EMBASE 1 MEDLINE. I'myOouna moucka

cocraBisuia 15 et

Tabmuua I11. YpoBHM JOCTOBEPHOCTH [IOKAa3aTelIbCTB B COOTBETCTBHE C YHU(PHIIMPOBAHHOM
mkanoii GRADE (GRADING OF RECOMMENDATIONS ASSESSMENT, DEVELOPMENT AND
EVALUATION).

YpoBeHb 10Ka3aTEJIbHOCTH Hosicuenue

A.Bbicoxnii Cornacyromuecs
BBITTOJIHCHHBIX PAaHAOMU3UPOBAHHBIX
KOHTPOJIUPYEMBIX HCCIIEIOBAaHUI 503051

HEOIPOBEPKUMBIE JIOKa3aTelIbcTBa B KaKOW-
6o apyroit popme
JlanpHelume HccienoBaHus Bpsd JIK

HU3MCHAT YBCPCHHOCTH B OIICHKC IIOJB3blI H
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puCKa.

B. Cpennnii

JlaHHbIe PaHIOMHU3UPOBAHHBIX
KOHTPOJIUPYEMBIX ~ MCIBITAHHUM €  BaXXHBIMHU
OTpaHUYEHUSIMU (MPOTUBOPEUYMBBIE PE3YIbTATHI,
METOI0JIOTHYECKNE HEAOCTATKU, KOCBEHHBIE WIIN
HETOYHBIC), WIH  OYCHb  YOCTUTEIIbHBIE
JI0Ka3aTeNIbCTBA B KAKOW-TMO0 Apyroii gopme.

JanbHeimue wuccienoBanust (€cid OHHU
MPOBOJSATCS), BEPOSITHO, OKAXYT BIIMSHUE Ha
YBEPEHHOCTh B OLIEHKE MOJIb3bl U PUCKA U MOTYT

HU3MCHUTH OLICHKY.

C. Husknii

JlanHbIC u3 Ha0JII01aTeIbHBIX
UCCIIeIOBAaHUHM, OECCUCTEMHOTO KIMHHYECKOTO
OIIbITa NN nu3 PAaHIOMH3UPOBAHHBIX
KOHTPOJIUPYEMBIX MCIBITAHUN C CEPbE3HBIMU
HEJIOCTAaTKaMH.

JlanpHeWIIMe  UCCIEOOBaHMS, CKOpee
BCETO, OKAXYT BAXKHOE BIUSIHUE HA YBEPEHHOCTh

B OIIEHKE 2P eKTa U, BEPOSITHO, U3MEHST €€.

D. Ouyenb HU3KHI

Jlrob6as ouenka 3dexra sABISAETCS OUCHD

HEOMPEICICHHOM.

Tabmuua I12. YpoBHH yOemuTeNnbHOCTH PEKOMEHIALUN B COOTBETCTBHE C YHU(PHIIMPOBAHHOM

mkanod GRADE (GRADING OF RECOMMENDATIONS ASSESSMENT, DEVELOPMENT AND

EVALUATION).

YpoBeHb y0eauTeIbHOCTH

peKoMeHaanuin

IMosicuenne

1 —cunbHasi pekoMeH AN

O)KI/I,Z[aCMaH noJjik3a OT MPUMCHCHUA
BMCHIATCIILCTBA 3HAYUTCIBHO IMPEBOCXOIUT C€Iro

HEXKCJIATCIIbHBIC ITOCIICACTBUA.

2 — c1abasi/ycJIoOBHAS peKOMEH AU

IIpeumyiuecTBa, puCKu U CTOUMOCTD IIPU
[IPUMEHECHUU BMEILIATEIbCTBA TOHKO

CGaJIaHCI/IpOBaHBI HWINn B OTHOHNICHHUHU J3TOI'O
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OanaHca CyIIEeCTBYIOT HEOTIPEIEIEHHOCTH.

AxTyanu3anus JaHHBIX KIMHHYECKUX PEKOMEHAAui OyieT MPOBOJUTHCS HE peXe, YeM OJIMH pa3

B Tpu roja. Ilpunsatue permenus o6 oOHOBIEHMM OyneT NMPHUHATO HA OCHOBAaHHM MPEIIOKEHHIA,

NpEACTaBJICHHBIX MCIUIIMHCKUMU HpO(beCCI/IOHaJII:HBIMI/I HCKOMMCPYCCKUMHU OpraHusanusaMmu ¢

y‘IéTOM PE3YyJIbTATOB KOMIIIEKCHOM OLCHKH JICKAPCTBCHHBIX IMPCIAapaTOB, MCIUIUHCKUX HBHCHHﬁ, a

TaKXe pe3yIbTaTOB KIMHUYECKOH arnpodanuu.
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Hpuinoxenue A3. CBA3aHHbIE JOKYMEHTbI

IHopsiaku oka3aHus MeIMIUHCKON OMOLIK:

1.

IIpuka3z MuHucTepcTBa 3[paBOOXpaHeHus U connanbHoro pazsurus PO ot 16 anpens 2012 r.
N 3661 "OO0 yrBepxaenun [lopsiika oka3zaHus neauaTpu4eckoil momomu")

[Tpuka3 MunucrepcTBa 3apaBooxpaneHust PO "OO6 yreepxnenuu Ilopsinka okazaHus
MEIMLIMHCKOM ToMom OONBHBIM C BPOXICHHBIMH W (WJIM) HACIEICTBEHHBIMH
3aboneBanusMu" ot 15 Hos0ps 2012 r. N 917h).

ITpuka3 Munzapasa Poccun ot 25.10.2012 N 4401 «O06 yrBepxkaenuu [lopsiaka okazaHust
MEIULMHCKOM MOMOIIHU O MpoduITio "IeTckas KapauoJorus"

[Tpuka3 Munucrepctsa 3apaBooxpanenus Poccuiickoii @eneparun ot 14 nexadps 2012 r. Ne
10471 "O0 yrBepxkaenuu [lopsaka okazaHus MEIUIIMHCKON TIOMOIIH JIETSIM 110 TIPOQHUITIO
"HeBpoJiorug”

[Tpuka3 MunucrepctBa 31paBooxpanenus Poccuiickoii @eneparuu ot 15 HostOpst 2012 r. Ne
9231 "O06 yrBepxkacann [lopsinka oka3aHusl METUITTHCKOM MTOMOIIY B3POCIOMY HACEICHHIO

no npo¢uto "repanus”

[Topsimok oOka3aHMs MEAWIIMHCKON TOMOIIHM B3pOCIOMY HACEJICHHUI0O TpU 3a00JIEBaHUAX
HEepBHOM cuctemsl (yTB. IpUKa3oM MuHucCTEpCTBa 3JpaBooxpaHeHus Poccuiickoit

Oenepanun oT 15 HOsO0ps 2012 1. Ne926H)
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Ipunoxenue b1. Aaropurm Benenns namueHrta c 6oje3nnbio [lommne

[TanenT ¢ momo3penueM Ha 6one3ns [lomme

\4

Jnarnoctuka

Kouncynpranus
POPIITEHOTO Huaruos
CIIeIHaICTa IonrBepxaen?

Ectb
MIPOTUBOMOKA3aHUS K
HaszHayenuro O3T?

CumMmnroMaTHdecKas
TCparnus, MOHUTOPUHT
COCTOsAHUA

Haznauenue ®3T B
CTalMoHape

Y

MOHUTOPUHT COCTOSIHUS
MaluueHToB, nomyyatomux O3T
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[Mpunoxenue B. Uudopmauusa 1 nanmeHToB

Bbonesns [lomme (rmukorenos Il tuma) — penkoe HacleACTBEHHOE 3a00JIeBaHUE, CBSI3aHHOE C
nepunuToM ¢GepMeHTa KHUCION ManbTa3bl (KHCION anb(a-TIIIOKO3UIa3bl), UYTO NPUBOAHUT K
HAaKOIUICHUIO [JIMKOTE€HAa B Ppa3JIMYHbIX TKaHAX. [IpeMMyIECTBEHHO MOPAa)KaeTcsl CKeJIeTHas
MYCKyJaTypa, HO B pa3HOH CTENEHH INIMKOT'€H MOYKET HAKaIlJIMBAThCSA B CEPACYHOM MBIIIILIE, IEYEHH,
HEPBHOU TKaHW, IVIJIKOW MYCKYJIaType U T.A.

Tounasa pacnpoctpaneHHocTs bII HemsBecTHa. Ilo naHHBIM pa3HBIX aBTOPOB 4YacTOTa
00JI€3HH, B 3aBUCHMOCTH OT CTPaHbl U STHHUYECKOW NMPUHAICKHOCTH, BApUPYIOT B JUANA30HE OT
1:40.000 o 1:300.000.

CoBpemennoe neuenue Oose3Hu [lomme 3akmiouaercs B HAa3HAYCHUH TOXU3HEHHOM
¢depmenTHoit 3amectutensHOM Tepanuu (P3T) peKOMOMHAHTHOW YEIOBEYECKOH KHCIOH o-
rmoko3uaasoi. Ilpenapar B Poccun 3apeructpuposan B 2013 roxgy. ®3T mo3BosisieT COXpaHUTh
KU3Hb TAIMeHTaMm ¢ Oose3Hpio Ilomme, yrmydimaer ee KauyecTBO M 3aMEIsIET MPOrPEecCHpPOBAHUE
6ose3nn. PanHee Havano Tepanuu oueHb BaXKHO, TaK KakK IMO3BOJISIET JOOUTHCS JTYUIINX KIMHUYECKUX

HCXO0O0B.
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Hpuinoxenue I'l. Anropur™Mm auardsoctuku 0ose3nu [lomme

OCHOBHBIE CUMIITOMBI Crnenuduueckuii
OMOXMMUYCCKHUI
Mapkep,
IO ATBEPIK AL
JIMarHo3

MeiiieuHas ¢j1abocThb

Kapnuomeranus

I'enatomeranus

COHIIUBOCTB,

YTOMIISIEMOCTSD, :> J KAT (xucmnoii

Makpornoccusi, MaJbTa3bl) B CyXOM

OppIIKa, MATHE KPOBH UITN

Cepneunas JefKonuTax

HEJI0CTaTOYHOCTb,

IToBeimenune KOK,

IToBermenne ACT,

AJIC, JIII'

MounexyisspHo- MonuTopuHr mnocie
TE€HETUUYECKOE Hayasa JICYEHUs
UCCIIEIOBAaHUE
MonuTtopuHr
BBISIBJICHHE COCTOSIHUS
MyTalui B reHe CEepACYHO-
GAA meroom |:$ COCYAUCTOH,
CEKBEHHUPOBAHUS IBIXaTEIbHOM,
KOJUPYIOIIHNX U KOCTHO-MBIILIEYHON
IIpUJIETaoIINX CHCTEM I10CIIE
MHTPOHHBIX Hayaja JICYeHMUs,
oOmacrei KEITYITOIHO-

KHIICYHOI'O TPAaKTa

Ipuinoxkenue I'2. MOHUTOPUHT NALMEHTOB ¢ 00s1e3HbI0 [Tomme.

Bcee
NAIHEHTHI Bospacr <5 Jier Bo3pacr > 5 jer
Ha moment | Kaxnpere | Kaxmeie | Kaxngere | Kaxmeie | Kaxxnapre
Havana O3T 3 mec 6 mec 12 mec 6 mec 12 mec
Kunnunveckuii craryc
nanueHTa * * *
Pocr, Bec, oncp)?lmocn, X X X
r0JIOBBI Y AeTei
AJl, Temneparypa TeJa X X
AHaJm3 KpoBH* X X X
Anaau3 Mmoum ** X X X
PeHTreljorpaqmﬂ OpraHoBs X X X
TPYAHOM KJIETKH
KT X X X
IxoKI' X X X
Ayauomerpus X X X
OuneHka 0OCTPOTHI 3peHust X X
Onenka KOTHUTUBHOI'O X X
craryca
JeHcuTomerpus X
OuneHka JMHEHHOI0 pocTa X
Ouenxa ®BJ] X X
Onenka MOTOPHOTO cTaTyCa
10 IKAJAM M TeCTy X X X
6MWT***
Onenka KavyecTBa KU3HHU
Onpocuuxk SF-36 X X
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* Anamuz kpoBu noipkeH Bkmouath: ACT, AJIT, JIAI, KOK (MB-¢pakuus), ansOymuH

CBIBOPOTKH, TPOTPOMOMHOBOE BpEMs, YaCTUYHOE TPOMOOIIJIACTUHOBOE BpeMs, oOImuil OminpyOuH,

CI:IBOpOTO‘IHBIfI KpCaTHUHUH.

** AHanu3 MOYM JIOJDKEH BKIIOYATh: KpeaTMHUH Mouu, 6enok, CKD

*** Jcnonb3yeMble IIKaJbl:

[Ikana AnbOepra MmoTopHOTO pasButus muaaeHues (AIMS) (Ilpunoxenue 1)

Cusa MBIIII] 110 TIKaJe KOMUTETa MEAUIMHCKUX uccaeaopanuit (Ilpunoxenue?)

6MWT — tect 6-munHyTHOM X0a6061 (6 minutes walking test, 6SMWT) (IIpunosxenue 3)[1]

Hpuioxenue I'3. llIkana Anb0epTa MOTOPHOI0 pa3sBUTHA MJIAJCHLIEB.

YHUCITO/MECSIYTO
damuiys, uMs

W neHTHpUKaIMOHHEI HOMEp

UccmenoBarens

Mecro MPOBCACHUA UCCIICAOBAHNA

Jata uccnemoBaHus: / /

Jara poxxaeHust: / /
XPOHOJIOTHYECKHH BO3PACT: / /
CxoppekTupoBaHHbId Bo3pact: __ [ [

IIpenmecTByromniye
3aCUUTAHHBIE TYHKTHI

HyHKTI)I, 3aCUUTaHHBIC B

Bann no mommkaie
«OKHE»

TTonosxenne Ha
JKHBOTE

IlonoxeHne Ha CIIMHE

ITocanka

BcraBanme

[Tpumeyanns/pexoMeH Janum:

OO0mmmii Ga: IIponenTuis:

IIKAJIA OHEHKW MOTOPHOI'O PASBUTHUA Y MJIAJEHIIEB

onoxenne jexa Ha skuBote (1)

du3nonoruaeckas (bJ'IGKCI/IH.
HOBOpa‘H/IBaeT TOJIOBY IJid OTBCACHUSA, HOCA OT
MOBCPXHOCTH.

onoxkenue jexa Ha kUBOTE (2)

CHMMETpHUYHO TIOHUMAET TOJIOBY O] YTiToM 45°,
He cniocoben ynepxuBaTh roioBy Ha OJHOW JINHUU
C TYJIOBUILEM.

Ne nccnegoBanust
MMonoxenue Ha e
JKHBOTE f . Rt
re Bgen o o
\\H " .l"x-._:h;_;::- I|1I i
...-H S N
b ) | - ="
’ o
s R
g T
T, F
{.j._‘-—;) e {3
L ERES. _ﬂ._.]'

IHosoxkeHne HA :KUBOTE C ONOPOIt

JloxTn HaxonsTCA Mo3anu mied. bes nogaepxku
MIOJAHUMAET TOJIOBY MO/ yriioMm 45°.
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P Omnopa Ha npeamieubs (1)

o f [MogaMMaeT U yaepKUBaeT TOIOBY O] YTIIoM Oolee
e 45°, JlokTH Ha OJHOW JWHUY C wieyamu. [ pymnHas

5, el KJIETKa pa3MellaeTcs o UeHTpy.

IloagBMKHOCTH B MOJIOKEHHH HA JKUBOTE

= IMogauMmaer ronosy mox yriom o 90°.
T 1 HexoHTponupyeMble IONBITKY ITepeHoca Beca.

il Omnopa Ha npeamiedbs (2)

JlokTn HaxoATCA nepe micHaMu. AXTUBHOE
Yyt HOATATUBAHUC n0n60p0zu<a C BBITATMBAHUECM IIICH.

onoxkeHnne Ha cliuHe — Honoxenne jgexa Ha cninHe (1)
|I . P L
By — /E ®uznonornueckas (IeKcHs.
7 e L e,
{ .f'rﬁ;—:u; L Y [ToBOPOT r'OOBHI; TOJJHOCHT POT K PYKE.
\a LN g | PN __/, Becriopsiiounble qBIKEHUSI pyKaMH U HOTAMH.
— E\;—: T
T e L Ionoxenne Jie:xa Ha cnuHe (2)
L o 4 - Sy
| el i 1 IToBOPOT rOJ0OBEI K CPEAHEN JIUHUU.

e———— '?’ Heobs3aTenbHbIi aCUMMETPUYHBIN MIeHHBIH
e ToHnueckuii pediuexc (AILTP).

MMonoxenue Jjexa Ha cnuHe (3)

r——, = i \ .
. b s ' | TonoBa Ha OJHOM IMHUH C TYJIOBHIIEM.
e
i, ” =% | lsuraer pykamu, HO He CIIOCOOCH IIOHECTH PYKU K
T cpenHei IMHUMY.

MMonoxenue Jjiexa Ha ciuHe (4)

- e AXTHBHOCTb crudateneif men ¢ HoATITHBAHUEM
il YA ™ nogpbopoka. [TomHOCHUT pyKH K cpeHEe JTMHUH.

IlopHecenue pyk K KOJIEHAM
[MoarsrnBanue mondopoaka. locraer pykamu 10

T KOJICHEH. AKTHBHOCTH OPFOIITHBIX MBI,
- ! b1
il .I
.-'; e, {
Ilocanka N i T Hocaaka ¢ noaaep:RKoit
it [MomHMMAaET ¥ KPaTKOBPEMEHHO YIIEPKUBACT TOIIOBY
~ HA OJHOM JTMHUU C TYJIOBUIICM.
A S
LA
o, (N—
e Pl e




s IMocangka ¢ onopoii Ha pykn
: VY nep>kuBaeT roloBy Ha OAHOW JMHUU C
d
b TynoBueM. KpaTkoBpeMEeHHO OoIupaeTcst Ha PyKH.
%,
. \
g L,
i =
IloaTArnBanmne B cuasiyee MOJIOKEHUE
il ,iff:—_: - [oaTsiruBaeT mMoa00POIOK; TOJIOBA HA OJHOM JTHHUAN
1 :_ ] C TYJIOBHIIEM HIJIY BOCPCIU.
i " e
7
BcraBanue ey = Omnopa Ha Horu ¢ noaaepxkkou (1)
— :
- “\ Bo3moxxHO monepeMenHoe criudanue B
\\\\;\J . Ta300eJPEHHOM U KOJICHHOM CYCTaBax.
; B
)
1 B
3
Omnopa Ha HOTHU ¢ NOAAEPKKOH (2)
. E I'onoBa Ha ogHOM MHMY C TynoBuIEM. benpa
A HaXOJIATCS 1M03a,IH TuIed. PazHooOpa3Hble ABMKEHUS
z A HOTaMH.
S i o
-
N
Omnopa Ha BBITAHYTBIC PYKH IlepexaTniBanue u3 IInaBanue
NOJIOKEHUS HA )KUBOTE B
NOJIOKEHUE HA CIIHe 0e3
NMOBOPOTA
!-q_'\—-._
Pt B — |
3 -' | . ,-h. b Yo - Er'"" ke o P Ry i f
o \-J‘ e o h 3 . Es "L-" i -
LA '_‘ iy = ol F ! -
B - TH ‘5 e
Pyxu BoiTanyThl. [lonTsarusanue JIBIKEHUE HHULIMAPYETCS [TaTTepH akTUBHOCTH pa3rudaTesei.
mo100pOIKa C TIOABEMOM TPYTHOM rojoBol. TyrnoBulIe ABUKETCS
KJIeTKH. bokoBO epeHoc Beca. KaK OJIHO LIEJIOE.
IHonbITKa NOTAHYTHCS A0 Ilepesopor IlepexaTbiBaHue U3 MOJIO0KEHUS
npeaAMeTa U3 ynopa Ha HA KMBOTE B IIOJI0JKCHHE HA CIINHE
NpeAnIeYbs ¢ IOBOPOTOM
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AKTUBHBII IIEPEHOC BECA C OAHOMN
croponsl. KonTponupyemas
TIONBITKA JOTSAHYTHCS 710 TIpeIMeTa
CBOOOTHON PYKOH.

IlepeBopoTEL.
JIBW>KEHNUS pYK M HOT.
BoxoBas ¢rnexcust TynoBumia.

IoBopor TynoBuma

onoxkenne Ha yeTBepeHbkax (1)

IlonHeceHnue pyk K CTYIHAM

IlepexaTbiBaHMe U3 MOJI0KEHUS
Ha CIIMHE B NMOJIO)KEHHEe Ha 'KUBOTE
0e3 moBopoTa

Horwu cornyTsl, 0OTBEAEHBI U
MOBEPHYTHI KHapyXU. [losCHUYHBIA
JI0pH03. Y IepKUBAET MOJIOKEHHE.

CriocobeH ynep>KuBaTh HOTH B
CPEIHEM IOJIOXKEHUU.
[IpucyrcTByeT NOABHAKHOCTD B
Ta30BOM OTHEIE.

U

BbokoBoe BBITPAMIICHHUC I'OJIOBBI.
TyJ'IOBPIHIe JABWXKCTCA KaK OAHO
oeIoc.
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IepexaTpiBaHue U3 MOJIOKEHUS HA
CIUHE B M0JIOKEHHE HA )KUBOTE C
MOBOPOTOM

AKTHBHOE BBITSITHBAHHE

Mocaaka 0e3 moaaep:KKu

[ToBopot TynoBuma.

BI)ITHFI/IBaeTCH, OTTaJIKUBaCh
HOramMmu.

[puBeneHue JTOMATOK U
pasrubanue mwied. He ciocoben
yIepKaTh MOJOKCHUE.

IMocangka ¢ omopoii Ha pykn

Mocaaka 6e3 momaep:kku o6e3

IlepeHoc Beca B n0/10:KeHUHN

BrITArusanue rpyqHoro oTaena
MO3BOHOYHHKA. /IBM>KEHMS TOJIOBBL,
HE3aBHUCUMBIE OT TYJIOBHIIIA;
OITMpAeTCs Ha BHITSIHYTHIE PYKH.

ONopsI HA PYKH

He moxer ocTtaBaTbCs OJIMH B
CHIAYEM ITOJIOKCHHUU
HCOIpaHUYCHHOC BpEMHI.

cuas 0e3 noaIepPKKH

ITepenoc Beca Briepen, Ha3zaj
WK B CTOpOHEL. He Moxker
0CTaBaThCS OIUH B CUISTYEM
TOJIOKCHHUU.

ITocagxa Ge3 onopsl Ha pyku (1)

ITonbiTKA AOTAHYTBHCH /10
npeamMera ¢ IoBOopoToM B
MOJTOKCHUH CUIsA

BcraBanue ¢ nogaep:xkoii (3)

Pyku He npmxatsl k Termy. CriocoGeH
UTpaTh ¢ UrpyIKkoil. Moxer
OCTaBaThCs OIUH B CUISTUEM
MOJIOKEHHU.

CHIUT caMOCTOSTENBHO. TaHEeTCS
K UTPYLIKE C IIOBOPOTOM
TYJIOBULIA.

L =

Benpa HaxonsaTcsa Ha TMHUN
mied. AKTUBHBIN KOHTPOJIb
TysnoBuma. PazHooOpasHbie
JIBIDKEHUS] HOTAMU.
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Monoxkenne jexa Ha OOKY ¢
onopoii

PeunnpokHoe noszanue

IlepeMenieHue 13 MOJI0KEHUS HA
YeTBEPEHBKAX B MOJIOKEHIE

Pa30011eHHOCTE HOT.
Henonsmwxkuocts miey. [loBopot B
npezenax ocu Tena.

PGHI/IHPOKHHG ABWIKCHUS PYK U
HOT' ¢ TIOBOPOTOM TYJIOBHIIIA.

CHAA WIHN IMOJTYyCHOA

v Exix) ’ Sk
HepeMemaeTc;I B JaHHOC
ITIOJIO)KEHUC U U3 HETO.

Moxer MNpUHUMATDh CUAAYCC

ITOJIOXKCHHC.

PeunnpokHoe nos3aHue Ha

ITonbiTKA AOTAHYTBHCH /10

ITosi0:keHne HA YeTBEepeHbKAaX

yeTBepeHbKkax (1) npeaMeTa U3 ynopa Ha (2)
BBITSAHYTYI0 PYKY

- ':' Wl ——— 4

— A L)

Zn % - o
3 e - 5 EY
& W N i 2SN
' 'J\\'; o oy
Sy - QS

Horu oTBeneHs! n moBepHyTHI
KkHapyxH. [ToscHUYHBIN T0pRO3;
IIEpeHOC Beca C OTHOIM CTOPOHBI Ha
IPYTYI0 ¢ OOKOBOH (uiekcueit
TYJOBHIIA.

TsHeTcs kK IpeaMeTy BBITSHYTOU
pykoii. IToBopoT TynoBumIa.

Be,upa BBIPOBHCHBI IO Ta30M.
YHJ'IOHICHI/IG IIOACHUYHOI'O OTAC)IA.

MomupuuupoBaHHOE MOI0KEHHE
HA YeTBePEeHbKAX

IMepeMenieHue U3 MOJI0KEHUS

IMepeMenieHue U3 MOJI0KEHUS
CHAA HA YECTBCPCHBKHU

[epememaercs B JaHHOE
nojioxkenne. Bo3aMoxkHO
MIPOJIBIKCHHE BIICPE/.

CHA B ITOJIO’KCHHUE HA )KUBOTE

HepeMemaeTc;I U3 IOJIOKCHUA
CHJA, 4yTOOKI JIEYb HA JKUBOT.
HO,HTHFI/IBaeTCH PyKaMu, HOTU
HCAKTHUBHBI.

sl -
AKTUBHO MOJHUMAET Ta3, ATOAULBI

1 HEHArpyXXEHHYIO HOTY, YTOOBI
BCTaTh HA YETBEPEHBKU.
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IHocagxa Ge3 onopsl Ha pykH (2)

HOIITSIFI/IBaeTCSI JI BCTAaBaHUA C
onopoii

IMoaTaruBaercsa 1t BCTAaBaHUA

/ cTouT

[MonoxxeHue HOT BapbUPYET.
MuiaieHel| JIETKO MepeMeIaeTcst
W3 OJTHOTO IOJIOXKEHUSI B IPYTO€.

OTTankuBaeTcst pykaMmu u
BBINPSIMIISIET KOJICHH.

6

ITonrsaruBaeTcsi, 4TOOBI BCTATh;
MIEPEHOCUT BEC C OJHOI CTOPOHBI
Ha Ipyryro

BcTaBanue ¢ onopoii ¢
MOBOPOTOM

XoxneHue ¢ onopoii 6e3
MOBOPOTA

Ilono:keHHE HA OTHOM KOJIEHE

HOBOpOT TYJIOBHUILA U Ta3a.

XomuT ¢ ormopoii B 60KOBOM
HAIpaBJieHHH 0e3 MOBOPOTA.

&

MoskeT BcTaBaTh WIIN
NEepeEMCIIAThLCA B TaHHOC
ITOJIOKCHHC.

KonTpoaupyemoe onyckanue u3
M0JI0KEHHUsl CTOsI

PeunnpokHoe nos3aHue Ha
YyeTBepeHbKax (2)

Xo:xneHue ¢ onopoi ¢
MOBOPOTOM

Kontponupyemoe onyckanue us
MOJIOXKEHHUS CTOSL.

ITnockuii MOSICHUYHBIM OTAE.
JIBMIKETCSI C IOBOPOTOM TYJIOBHILA.

XOomuT ¢ OIOpoi ¢ IOBOPOTOM.
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CaMoCTOATEIBbHOE CTOSTHHE

IlepBble maru

BcraBanue u3
MOAH(HIPOBAHHOT O

b
il

B TeueHne KOpoTKOro BpeMeH!
CTOUT CAMOCTOSATENBHO.
YpaBHOBEIMBAET PEAKLIUH B
CTYITHSIX.

XO,HI/IT CaMOCTOATCIIBHO,
NnepeABUTracTCsa 6I)ICTpO MCIKHMHA
maramMu.

IMOJIOKCHUH HA KOPTOYKaX

[lepememaercs u3 NOI0KEHUS HA
KOPTOYKaX B MOJIOXKEHUE CTOSI C
KOHTpPOJHpYeMOoil (hiekcueit u

BBINpSIMIIEHHEM Oesiep ¥ KOJIeHEH.

BceraBanue u3 OIIOPBI HA Y€ThIPe
KOHCYHOCTH

CaMoCTOATEIBbHOE X0KIEHHE

Cunenne Ha KOPTOYKax

BrIcTpo oTTanmKUBaeTCS 1A IOHAMU,
4TOOBI BCTATh.

XO,HI/IT CaMOCTOATCIIBHO.

COXpaHHeT TIOJIOXKCHHUC,
YpaBHOBCHINBASA PCAKIINU B

CTYIIHAX U IOJIOKCHHUC TYJIOBHIIA.
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Bbana Omnpenesienue cuJIbI

S) HopmanbHas cuna

~

CriocoOHOCTh IOJHUMATH KOHEYHOCTh TPOTHB HEOOIBIIIOTO COMPOTHUBIICHUS

CnocoOHOCTB MOAHUMATh KOHCUHOCTD, HO HC ITPOTUB COMTPOTUBIICHUA

JIBH>KEHUS TOJIBKO B TOPU30HTAIIBHOM MIJIOCKOCTH

Crnaboe cokpalieH1e MBbIIIII

O R, | W

JIBUKEHUS OTCYTCTBYIOT

I[aHHaH mrkajaa Mmo3BOJIACT OLICHUTD:
- CUJIy UCCIICAYCMbIX MBIIII] HA MOMCHT OCMOTpa I10 GaJIJIaM;
- JUHAMUKY BOBJICYCHHA OIMMPCACIICHHBIX MBIIIIT U HCJIbIX MBIIICYHBIX I'PYIIIL,

- CKOpPOCTb ITPOrPECCUPOBAHUS MUOIIATUYECKOTO MpOIieCca.

Ipuaoxenne I'S. IlpaBuiia npoBeeHust Tecta 6-MuHYTHO# X0aAB0bI (6MWT).

Crnenyer MOMHUTb, YTO JUIS JAHHOTO TECTa UMEIOTCS CIEAyIoIIne aOCOIIOTHBIE MPOTUBOIIOKA3AHUS:
HECTaOMJIbHAs CTEHOKApAWs HaNpsDKeHHsT W HMH(ApKT MHOKapAa, JaBHOCThIO 10 | Mmecsma.
OTtHOCUTENbHBIME TpoTHBOTIOKa3aHUsAMH sBIsIOTCA: UCC Bbime 120/MHUH B MOKOE, CHCTOIMYECKOE
Al >180 mMMm.pt.cT. u auactonuyeckoe AJ[ > 100 mm.pT.cT. CTabuinbHasi CTEHOKapIUs HE SBISETCS
aOCOJIIOTHBIM TNPOTHBONOKA3aHUEM JJIsl TPOBENICHHUS TECTa, OJHAKO €ro CIEAYeT IMPOBOAUTH C
OCTOPO’KHOCTHIO, Ha ()OHE IIpUEMa aHTHAHTMHAJIBHBIX MPENapaToB MO MOKa3aHHSIM.

Ecnu nmanueHT HaxoAuTCs Ha MOCTOSHHOM KUCJIOPOJHOM MOJIIEPKKE, CKOPOCTh MOJAaYU KHUCIOpOAA
IIpM IPOBEJIEHUU TecTa JOJDKHA COXPaHATbCA B COOTBETCTBUM C IIPEANIMCAHUEM Bpaua,
HA3HAYMBLIETO U KOHTPOJIUPYIOIIETO TEPAIHIO.

[IpoBeneHue Tecta HEOOXOAMMO HEMEIJICHHO NPEKPAaTUTh B Ciydae MOSBIEHUS: OO B TPYyIH;
HETMEePEeHOCUMOMN OJIBIIIKH; KPAaMIIH B HOTAX; PE3KOH HEYCTOWYMBOCTH M MOILIATHIBAHHS MPH XOIb0E;
YpE3MEPHOT0 MOTOOTACNICHHS; PE3KOT0 U3MEHEHUS 1IBETa KOXKHBIX MOKPOBOB (OJICAHOCTH).

6MWT npoBoaUTCS B MOMEIIEHUH, XOPOIIO 3HAKOMOM IMAIIUEHTY, UMEIOIEM JOCTATOYHO JUTMHHBIN
KOPHIOP C TBEPIAbIM IMOKPBITHEM. /[MMHA MPOXOAUMOro IyTH JOJDKHA COCTaBJIsATh He MeHee 30
METPOB C Pa3METKOH KakJple 3 MeTpa, a TaK)Ke TOUKaMU TIOBOPOTOB/Pa3BOPOTOB.

[TaneHT MosyyaeT MHCTPYKLHUIO O HEOOXOJMMOCTH MJATH C MaKCUMAJIbHO BO3MOXKHOW CKOPOCTBIO
(HO He O6exaTb) B TEUCHUE 6 MUHYT.

B tecTe oueHnBaeTcs AMCTaHLUS B METpax, MpOiIeHHAs MallMEHTOM 3a 6 MUHYT 0€3 BBIHYKIEHHBIX

OCTaHOBOK.
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Ipuinoxenue I'6. PacimudpoBka npumedanuii.

* — JekapCTBEHHBIN Tpenapar, BXosmui B [lepeueHb KU3HEHHO HEOOXOIMMBIX M Ba)KHEHUIIUX
JIEKapCTBEHHBIX IIPENapaToB Uil MeAULMHCKOro mnpuMmeHeHus Ha 2016 rox (Pacnopsoxenue
IIpaButensctBa PO ot 26.12.2015 N 2724-p)

"% — nexkapcTBEeHHBINH mpemapar, BXOIIMid B IlepeyeHb JIEKAPCTBEHHBIX IPENApaToB IS
MEIUIMHCKOTO IPUMEHEHMS, B TOM YHCJIE JIEKApCTBEHHBIX IIPENaparoB i MEAULIMHCKOIO

NPUMEHEHHs], HA3HAYaeMbIX [0 PEHICHUIO BPAaueOHbIX KOMHUCCHHA MEIMIMHCKUX OpraHu3anuil

(Pacnopspxenue IlpaButensctsa PO ot 26.12.2015 N 2724-p)

48



	Ключевые слова
	7T Список сокращений
	Термины и определения
	1. Краткая информация
	1.1 Определение
	1.2 Этиология и патогенез
	7TU1.3 Эпидемиология
	7TU1.4 Кодирование по МКБ-10
	7TU1.5 Классификация

	7T2. Диагностика
	7T2.1 UЖалобы и анамнез
	U2.2 Физикальное обследование
	7TU2.3 Лабораторная диагностика
	7TU2.4 Инструментальная диагностика
	2.5 Дифференциальная диагностика

	3. Лечение
	3.1 Консервативное лечение
	U3.2 Хирургическое лечение

	4. Реабилитация
	5. Профилактика и диспансерное наблюдение
	U5.1 Профилактика
	U5.2 Мониторинг состояния пациентов с болезнью Помпе (см. Приложение Г2)

	6. Дополнительная информация, влияющая на течение и исход заболевания/синдрома
	6.1 Исходы и прогноз

	7. Критерии оценки качества медицинской помощи
	7T Список литературы
	Приложение А1. Состав рабочей группы
	Приложение А2. Методология разработки клинических рекомендаций
	7T Приложение А3. Связанные документы
	7T Приложение Б1. Алгоритм ведения пациента с болезнью Помпе
	7T Приложение В. Информация для пациентов
	7TПриложение Г1. Алгоритм диагностики болезни Помпе
	Приложение Г3. Шкала Альберта моторного развития младенцев.
	Приложение Г4. Сила мышц по шкале комитета медицинских исследований.
	Приложение Г5. Правила проведения теста 6-минутной ходьбы (6MWT).
	Приложение Г6.  Расшифровка примечаний.

