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Ha3zpanue npegnaraeMoro K
IIPOBEACHUIO KITHHHYECKOMH
anpobaLuK MeToa

«MeToJi KOMIUIEKCHOTO BEIEHHS JeTeH co
CIIMHAJIBHOM MBILIEYHOH aTpodueil Tun 1,
BKJIIOYAIOIIHMHA [TATOT€HETHYECKYO TEPAIHIO

HpO(l)HJ'IaKTHKH, JHAarHoCTHKH, 3a60eBaHUN»
Je4YeHUs ¥ peabUIHTAIluH
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[Tpunoxenue:
1. Tlpotoxon xnuHmyecko# ampobauuu Ha 11 7.
2. UnnuBuayansHas perucTpallMoHHAs KapTa
HaOnroAeHHS MaUEeHTa B paMKaX KIIMHUYECKOi
anpobatmu Ha 3 .
3. Cornacue Ha onyGNHKOBaHHE MPOTOKOA
KJIMHMYECKOH armpobauuy Ha OpHUHANBHOM caiiTe
MunucrepcTsa 3apaBooxpanenus Poccuntickoii
(Pepepanun B cetu «HMuTepHeT» Ha 1 1.
Pextop

OI'AOY BO PHUMY um. H.

Munsgpasa Poccum
26.02.2020 r.

C.A. JlykpsiHoB



IIpoTokon
KJIMHAYECKOii anpo6auuu
MeT03a NPOPHIAKTHKH, JHATHOCTHKH, fledeHHs H PpeaduanuTalny

HMnenruduxaunoHHbIi Ne

Hata

L. IlacnopTHan yacTh

1. Ha3sanue npennaraeMoro K NpOBedeHHI0 KJIHHHYeCKOH anpobauum Merona
NPOoPUNAKTHKH, THATHOCTHKH, J1e4eHHA 1 peabunutaunuu (aanee — MeTo)

MeTon KOMIUIEKCHOrO BEeAEHHS A€Teil €O CIMHANBHOM MBIEUHOH atpodueit Tun 1,
BKJTIOYAKOLIMH NaTOTEHETHYECKYIO TEPAITHIO 3a00/IeBaHH.

2. HaumenoBanme H aapec ¢enepanbHO  MeIMUMHCKOH  opraHM3ailuH,
paspaGoTaBuiedl NPOTOKOA  KJAHHMYeCKOl  anpofaunmu MeToda NpodHIAKTHKH,
AHATHOCTHKH, JIEYCHHA U peabuauTauuy (Aajee - NPOTOKOJI KIHHHYECKOH anpobanun)

QezepanbHOe ToCYNapCTBEHHOE aBTOHOMHOE O0pa3oBaTeNbHOE YUpEeXACHHE BBICIIETO
o6pasoBaHns «PoCCHHCKMI HaUMOHANBHEIH HCCNENOBATENBCKHH MEIMIMHCKHI YHHBEPCUTET
uMenn H.U.ITuporosa» Munncrepersa 3apaBooxpanenus Poccuiickoit deneparmn

117997, r. Mocksa, yn. OcTpoBHTAHOBA, A. 1

GbocobnenHoe cTpykTypHoe noapasaenelue «HayqHo-HCCIe 0BATEIbCKHH KIMHIYSCKHI
HUHCTHTYT neavaTpuu uMeHH axkagemuka IO.E. Beastumesay ®TCAQY BO PHUMY um. HH.
Iuporosa Mun3sapasa Poccun

125412, r. Mockaa, yn. Tangomckas, a. 2

3. @amuaus, ¥UMA, OTYECTBO W JO/LKHOCTL JIMIA, YHNOJHOMOYEHHBIX OT HMeHH
Pa3padoTynKa NOANHCHLIBATDL MPOTOKOX KIAHHHYECKOH anpoGauun

JIykesanos Cepreli AHatonbeBHu, pektop ®I'AQY BO PHUMY um. H.U. Iluporora
Munzppasa Poccun

IL. OcobennocTn KauHAYECKOH anpoGauun MeToaa

4. AHHOTALMA MeT0A

MeTon KOMNNEKCHOTO BeAeHMs JeTeil CO CIHHANBHON MBIIEYHOMR atpodueil 1um 1,
BKJIHOYAOIIHEH NATOM¢HETHYECKYIO TEPANHIO 3a60/1eBaHus.

[lens knuumyeckolf anpoGaumu: npakTHYeckoe NpHUMeHeHHe paspaboTaHHOro M panee
NPHMEHABIICrOC METONA TAPreTHOH TEpanuM HYCHHEPCEHOM B COYETAHHH C KOMIUIEKCHOM
OUCHKON ABUTaTE/IbHLIX M KApIHOPECIIUPATOPHBIX (BYHKIHHE NalMEeHTOR,

3aboneBaHne Ha JieYEHHE KOTOPOTO HANpABNEH MeToA: JleTckas CNHHAMTbHAS MBILEHAsS
arpodus, tun 1 (Bepauura-T'opdmana), xox 8 MKB-10 - G12.0

IlonnoBospacThas xapakTepucTrKa MAHEHTOB: AETH (ManbYHKK M JIEBOYKH) B BO3PAcTe OT
1 rona mo 4-x feT ¢ HeTCko# CIIMHANBEHOW MBIIIEYHOH arpodmei, Tin 1 (nanee cokpaueHHO
CMAL).

Kpatkoe onucanue mpemmaraemoro mertona: Hetu, panee monysaslume HycHHepceH B
pamkax llporpamMMel OTKpBITOrO JHOCTymNa K npenapaty, NpoAOKAT €ro IMONy4YeHHE 1101
HabfoAeHueM MyTbTHANCUMILTMHAPHON KOMAHIBI CIICIHAIMCTOR. INpenapar 6yzaet BBOAMTECS 3
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pasa B IO/l MHTpaTeKaibHO B pasoBod Ao3e | ¢naxon. ITepen BBemenuweM mpenapata Gymer
MPOBEACHA KOMIUIEKCHAA OLEHKA [MalMeHTa ¢ NpOBeAeHHEM GYHKLUHAOHANLHONH UKL
ABUTATENBHBIX (PYHKUHHA, PECIHPATOPHOTO, KADAMONOTHYECKOrO H HYTPUTHBHOTO cratyca
naunenTos. Takad KxoMmiyekcHas oleHKa OyNeT NMPOBOXUTHCA MEPE] KAKABIM BBEIEHHEM
npenapara.

MeToa fist CpaBHUTENBHOTO aHaNu3a OTCYTCTBYET, TaK KaK HYCHHEPCEH ABIAETCS MEPBLIM
3apErHCTPUPOBAHHLIM ItpenapaToM Juig NeyeHus CMA.

5. AKTyaJleOCTb MeToda AiA 3APaBOOXPAHEHHSI, BKJIIOYAs OpraHu3anHOHHEIE,
KIHHHY¢CKHE H 3KOHOMHYECKHE ACNeKThI

Counanbhas Mblmeynas atpodus Tan 1 — ToKeNoe TreHeTHYecKoe HEYKJIOHHO
[IpOTpecCHpyIolliee  HEPBHO-MbILIEYHOE 3a0ONEBAHME, 3aKAHUYMBAETCA NETATBHO y 80%
TIAMEHTOB 10 ABYXJETHETO Bo3pacTa [2,3]. PacnpocTpaHeHHOCTE HPOKCHMAIBLHON CIMHATBHOM
MBIIUCYHOH aTpoduu cocraBageT 1 Ha 6000 - 10 000 HOBOpOXIAeHHBIX [1,2]. JaHupie 1o
paclpoCTpaHeHHOCTH W 3aboneBaeMocTH B P® oTcyTcTBYIOT. UacToTa HOCHTENLCTEA
3abosieanns ~ 1/40 — 1/50 B momynsauuu B LenoM [1,2]. Bee nern, crpaparomme CMA 1,
ABJIAIOTCS MHBAIMIAMU, HE CIIOCOOHBIMH K CaMOCTOSTEIBHOMY NEPENBIKEHHUIO.

Cnunanbhas Meimedras arpodusa I Tuna, unn Gonesns Bepanura — oddmana BozHuKaeT
B BO3pacTe N0 6 MeCAIEB M XapaKTEPH3YETCA TAKENON MBIIEYHOH ClIaGOCTRIO, Boneuvie getn
HE COCOGHBI [EPKATh TONOBY, MEPEBOPAYHBATECH, CHAET Ge3 noanepxku. IlpokcumaneHas,
CHMMETpHYHAs MbILIEYHAsA CNaGoCTh, OTCYTCTBHE MOTOPHOTO PAa3BUTHA H MBILIEUHAS THIIOTOHMS
ABIAIOTCA OCHOBHBIMH KIHHAYECKHMH NpusHakamMu CMA [ tuna. Yacto oTMeuaror Halnune
KOHTPAKTYpP B KOJNICHHBIX H JIy4€3alfCTHBIX CYCTABaX, pexXe — B JOKTEBBIX. B HEOHATANBHOM
[ICPHOAE MM B TEYCHHE MEPBBIX TPEX MECALEB XH3HHM NETH CO CMEPTENLHBIM TPOTHO30M
HCTBITBIBAIOT TPYAHOCTH C COCAHHEM M IIOTAHMEM H 4acTo ACMOHCTPHPYIOT muadparMansHoe
Aerxanue. Cama guadparma He BOBIEKAETCA B ATOIOTHYECKHI NpoLecC A0 NOCHeRHEN CTamHu
TedeHus 3abonepanus. Hapymenns rinotanus MOTYT IIPHBOJHTb K aClIUPAllHOHHON MHEBMOHHH
W JI€TallbHOMY Hcxomy. Y OGoNmbHBIX HabmOAaroTCs GacuuKynIuMHd MBIUL A3BIKA H
MOCTYPaNbHBIA TPEMOp MANbUEB. B 3aKTIOYHTENBHBIX CTAIMAX NallHEHTEl HAXOAATCH Ha
TATNTHATHBHOM JICUEHHH C MCKYCCTBEHHOH BeHTHIIAIMENH JIErKHX | racTpocToOMOH. BonbunHCTBO
GonbHbX meTedt co CMA I THna 6e3 MeMUMHCKOrO COMPOBOKIEHUA H 0COO0ro yxona norubaer
B BO3pacte mo AByx ner [4]. KommiekcHoe HaGmromeHue JeTed, aneKBaTHOe BpadyeGHOIl
COTIPOBOKACHHE PA3MHYHBIX CHEUHANHCTOB, pPECITHPATOpHAs MOANEPXKA M TNPUMEHEHHE
IAaTOTCHETHYECKOH Tepannu NO3BOJSET 34TOPMO3UTH JaNbHeliilee pasBuTHe ©6ONe3HH M
H36eXaTh JIeTANTBHOTo Hexona [5,6].

6. HoBu3na MeTona H (WTH) 0OT/IHYHE €TI0 0T H3BECTHAIX AHAMOTHYHBIX METON0B

WnuTpatekanbHoe BBegeHme Hycuhepcena uenonssyercs 8 CLIA u 8 Gonsluanctee crpan
Esponel, ¢ nera 2019 roma Tpenapar saperucrpupoean B P®. B esponeiickux CTpaHax
[IPEMEHACTCA I BCEX MALMEHTOB C HOATBEPKACHHEIM auarHozoM CMA 1 B Teyenme
MOCAEAHUX 1-2-X NET; B HEKOTOPEBIX CTPaHAX ecTh OTPAaHM'CHNS K IPHMEHECHHIO JULA NMALHEHTOB,
HaxXOoNAIHKXCsl HA UCKYCCTBEHHOH BEHTHNAIMH nerkux) [7]. Ilpenapar 6b11 cosman koMmanuei
Buoren, sBnsercs aHTHCMBICTOBBHIM ONUTOHYKJIEOTHAOM, BO3ACHCTBYIOIUMM HA red
BEDKHBACMOCTH MOTOHEHPOHOB-2 (SMN2), TeM CaMbIM MOBBIMIACT KoJIH4ecTBO Oerka,
HEOOXOMMMOTO /151 GYHKUHOHHPOBAHUS MBIILIL, D{dexTHBHOCTS Npenapara 6BLIA OKA3aHa B
PaMKax MHOTOLECHTPOBOTO, PAHAOMH3HPOBAHHOTO, ABOMHOTO CIIENOro H KOHTPOIHPYEMOTO
nnaneGo-nporenypoli  wccnenoBanus. B Hem OpHHAIH  yvacTHe 121 nmaguent ¢
TOATBEPXACHHBIM  nnarHo3om CMA 1. Cratucrwuecku  667bmmas 0N TalHEHTOB
TOIOXKUTENBHO OTBETHAA HA JICUCHHE B YaCTH JBHIATEIILHLIX HaBBIKOB, YeM B KOHTPONBHOI
rpymnne (oueHka no MnaJeHueckomy HEBPOIOrHYECKOMY TeCTy XaMMepeMHuTa B mkaine CHOP-
INTEND) [1]. Pesynsrars T1aLe00-KOHTPONTHPYEMOr0 HCIIBITAHAS TAKKE OXTBEPIUIHCE B
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OTKPBITBIX HEKOHTPOJIMPYEMBIX MCHBITAHHAX Ha MALMEHTaX C KIHHHYECKHMH NPOSBICHHAMH
CMA B Bospacte oT 30 mHeit 10 15 net Ha MOMEHT NIEPBOTO BBEINCHMS IIperapara, a TAKKe Ha
nauuentax co CMA 10 NOABNEHHS CHMIITOMOB B BO3PAcTe OT 8 40 42 IHel Ha MOMEHT nepBoro
BBEJICHUA. Y [AUHEHTOB B 3THX HCCIIENOBAHHAX GBUTA MM JOJNKHA OblIa pasButhea CMA 1, 2
uiH 3 Tuma. HekoTopele NauneHTs! NpuoGpens ABUraTeNbHbIe HaBBIKH, TAKHE KaK CNOCOOHOCTh
CHAETH 6€3 MOUIEPHKH, CTOATH MM XOITHTH IIPH TOM, 4TO 6€3 JIEYCHHS 9TO GBLIO MaIOBEPOATHO,
a TAKGKE OCTANKCH B XXHMBBIX M JJOCTHITIA BO3PACTa, JOCTHXEHHE KOTOPOTo GHUI0 MaJIOBEPOSTHO ¢
YHETOM HX KOJIMYECTBA KoMK reHa SMN2[7].

Hns Poccuitckoli enepauyy METOH ABNSETCH OTHOCHTEIBHO HOBBIM, MEPBOHAYANBHBIH
ONBIT  BBEACHHA HYCHHEpCeHa OBLT [OMyYeH CHENHANMCTAMH  HECKONLKUX  KIMHHK
(TpenmyiecTBeHHO (eaepanbHOro ypoBHS) B pamkax OTKpBITOTO IOCTyNa K HNpenapary,
OpraHM30BaHHOIr0 KOMIIAHHEH-TIPOH3BOUTENIEM.

7. KpaTKOE OIMHCAHHE H YACTOTA H3IBECTHBIX H NOTEHUHANLHBIX PHCKOB NPHMEHEHHUH
METOJa AJif MallHEHTOB, ¢CJIH TAKOBbIE HMCHOTCH, H TIPOTHO3MPYEMBIX OCNOKHEeHHH

B xozne anpobauun MeToga npeamonaraeTes HCNOIb30OBARKE AHAarHOCTHYECKHX METOLOB,
OhHIHANBHO PA3PEIIEHHEIX Ha TeppuTOopHK Poccuiickoit ®eneparun.

HHTparexkanshoe BBefeHme HYCHHepceHa 0e30MacHO, HH(EKIMOHHbIE OCIOKHEHHS TIOCTE
HETO He onucaHbl. Beuny cnocofa Beepenus NPaKTHYICCKH BCEM JETAM NOHANOOUTCS MACOYHBIH
HapKo3, Tak KaK HeoOXOoAMMO 06ecneYHTs MX HENOMBHHOCTH OpH NpOBEAEHUH AOMOanbHON
nyHKUHH. [Tocne uHBeKIMH BO3MOXKHA HeGOMbIIAs BONE3HEHHOCTH B MECTE HHBEKIIHH, KOTOpas
B ME&XAYHAPOIHOH NpaKTHKE JIETKO CHUMAETCS npreMoM 06e360aHBaKOIIEr0 npenapara.

KomnnexcHoe Habnonenue u obcrenopanue He HECET HUKAKHX PMCKOB JUIs MAUUEHTOB,
HO CYWIECTBYCT ONPEACNCHHBIA PUCK, CBA3AHHBIN C OTCYTCTBHEM ALEeKBaTHOMN PeCIHpaTOpHO
moanepxku. IlanuenT, naxe nonyyarowmi TIATOTEHETHYECKYIO TEPAIHIO, MOXKET Pa3sBHTH AIIHO3
BO CHE, H MOTHOHYTH OT 3TOTO anHo3. PHCK CYLIECTBCHHO YMEHBLIAETCS IIPH MPABHIILHOM
KapAMOpeCIIMpaTOPHOM MOHUTOPHHTE U 0GECIIeYEeHHH MalpeHTa PECHPATOPHOH MoAxEpP)KOif

[8].

8. Ccblnkn Ha TMTEPATYPHLIE MCTOYHHKH NyOJMKaumii pesynbTaTtos HAYYHBIX
HCCIENOBAHHN METOAA HJIH OTACJbHBIX €ro COCTABIMIOMHX (B TOM uHCHe coGcTBEHHBIX
nybaukanmii) B peuensnpyembix HAYYHBIX JKYPDHAJAX H H3JaHHAX, B TOM uHuCIe B
3apy0GexkHbIX )KYpHANAX (HA3BaHUSA J)KYPHANOB/M3NaHUH, UX HMNAKT-(haKTOp)

1. Finkel R.S., Mercuri E., Darras B.T. et al; ENDEAR Study Group. Nusinersen
versus Sham Control in Infantile-Onset Spinal Muscular Atrophy. // N Engl J Med. 2017 V.
377(18) P. 1723-1732. IF=79,258

2. Mercuri E., Finkel R.S., Muntoni F., et al;, SMA Care Group. Diagnosis and
management of spinal muscular atrophy: Part 1: Recommendations for diagnosis, rehabilitation,
orthopedic and nutritional care. // Neuromuscul Disord. 2018 V. 28(2) P. 103-115. IF=2,487

3. Briopaseu JI.B., Xapnamos H.A., ApreMbena C.B., benoycora E.JI. CnuHanbHEIE
MBILIEYHBIE aTpoduu y netell. // B Denepansrom PYKOBOICTBE MO AETCKOM HeBponoruu. ITogx
penakuueit I'ysesoit B.M.- M.: 000 «MK», 2016. — cTp. 409

4, Pearn J.H., Wilson J. Acute Werdnig-Hoffmann disease: acute infantile Spinal
muscular atrophy. // Arch Dis Child. 1973 V. 48(6) P. 425-430. IF=3, 158
5. Neil EE and Bisaccia EK Nusinersen: A Novel Antisense Oligonucleotide for the

Treatment of Spinal Muscular Atrophy. // J Pediatr Pharmacol Ther. 2019 V. 24 (3) P. 194-203.
IF=1,869

6. Gidaro T and Servais L. Nusinersen treatment of spinal muscular atrophy: current
knowledge and existing gaps. Dev Med Child Neurol 2019, V.61(1) P.19-24, IF=3,605

DIADY BO PHAMY 1y, H. M. uporosa Misssapana Pacoun



7. De Vivo D.C., Bertini E., Swoboda K.J. et al; NURTURE Study Group.
Nusinersen initiated in infants during the presymptomatic stage of spinal muscular atrophy:
Interim efficacy and safety results from the Phase 2 NURTURE study. // Neuromuscul Disord.
2019 V. 29(11) P. 842-856. IF=2,487

8. Darras BT, Farrar M.A. , Mercuri E., Finkel R.S., Huges S.G.,Bhan J.,Tarwell W.,
Ghemens S. An Integrated Safety Analysis of Infants and Children with Symptomatic Spinal
Muscular Atrophy (SMA) Treated with Nusinersen in Seven Clinical Ttials.// CNS Drugs. 2019,
V.33(9) P.919-932. IF=4,06

9. UHble cBeieHNs, CBA3AHHLIE ¢ pa3paboTKoii MeToga

Menuuunckas ROMOWL B paMKaX KIHHHYECKOH anpobauun Gyner NpoBOAMTHECH B
COOTBETCTBHU C NPOTOKOJIOM KIMHMYecKo# ampobauuu, GCP, ¢ HOpPMAaMH, NpHHATHIMH B
HallHOHANBHOM cTaHmapte Poccmiickoit ®enepaunn [OCT P 52379-2005 «HAJUUIEXKAIIA A
KJIMHUYECKAS TIPAKTHKA» (Ilpukas DenepanbHONO  areHTCTBA MO TEXHHUYECKOMY
PETYIHPOBAHHIO K METPOJIOTHH OT 27 cenTabps 2005 r. Ne 232-¢T).

Hccnenosatenn B cBoelt  paGoTe  mOMKHBI OyNyT TNpHAEPKHUBATBCA MPOTOKONA
MCCIICAOBAHMA W C/ENOBaTh MNPEANMCAHHBIM HMHCTPYKUMAM cTaHmapTa «Haznexameit
KAHHHYECKOH NPaKTHUKH.

IIL. Ienn v 3agaun KIHHHYeCK Ol anpobauun

10. JeTanbnoe onucanue ueseii H 31249 KIHHHYECKOH anpodauHuH

enn: TlpakTudeckoe nmpHMeHeHHE KOMINEKCHOrO BENCHUs mauueHToB co CMA 1 ¢
BIJIFOICHUEM NATOreHETHYECKOH Tepaliu A1 J0Ka3aTeNbLCTBA €0 S HEKTHBHOCTH.

3agaun:

1. OueHHTb >QQEKTHBHOCTE KOMIUIEKCHOTO —BegeHus NauHeHTOB Ha ¢oHe
NAaTOreHETHYECKOTO JICUEHH ¢ ToMOlbio mKaasl CHOP-INTED.

2. Ouennuts NMHAMHKY PECIHPATOPHEIX (PyHKUMA HA (OHE MATOreHeTHYECKOMH
TEpAINK NyTeM KapAMOPECTIMPaTOPHOTO MOHHTOPUHTA

3. OnpesenuTs NPOUEHT BBIKHBUIMX MAaUHEHTOB, NALUUEHTOB, HE NEPENICAHX Ha

HCKYCCTBEHHYIO BEHTHAALMIO JIETKHX, H MALMEHTOB, He TPeGYIOLMX YCTAHOBKH TacTPOCTOMBI
Ha (POHE MATOreHeTHYECKOH TePaltH 1 afeKBATHOrO BpaueOHOro conpoBOXKICHHA,
4. OUEHHTL NONrOCPOYHYIO IEPEHOCUMOCTS TATOreHETHYECKO TePAIHHU.

IV. Qusaiia kaaHuYecKoii anpobanun

11. Hayunas 060cHOBaHHOCTD M AOCTOBEPHOCTD MOJIYEHHBIX H2 CTAOHM Pa3paboTKH
METONAa, BKJIIYAas A0KA3ATEIbCTBA €ro 6e30NacHoCTH

Hccnemosanns no  addexrusHocTH HyCHHEpCCHA MMEIOT BBICOKMA  ypoBeHb
AOKA3ATENEHOCTH - YPOBEHbL YGENMTENBHOCTH pEeKOMEHIALMi A, YPOBEHb MOCTOBEPHOCTH
Aoka3aTeneCTB — 2 [1]. JIng AOCTHXEHHUA NalMeHTOM JYYIIETO BO3MOMKHOTO KIIHHHYECKOTO
OTBETa PEKOMCHRYETCA HAYMHATH NIAaTOreHETHYECKYIO TEPaNHIO B CaMbI KOPOTKHI CPOK mocie
NIOCTaHOBKH NnarHosa. B macTosmee Bpems PEKOMEHIIYCTCA IPUMCHEHHE HYCHHEPCEH YXKe Ha
JOKIHHAYECKOH CTanuu 3ab0NeBaHHS TNpH TeHETHYECKOM TIOATBEPKACHHH €r0 HANUyHA -
YPOBEHb yOENHTENBHOCTH PEKOMEH JalHil C, yPOBEHB LOCTOBEPHOCTH AOKA3ATENBCTE — 3) [7).
Ipenapat npu nnuTensHOM npaMenenun AOCTOBEPHO CHHXKAET NETANBHOCTE. Y OUYEHE THKENBIX
mauuentoB co CMA 1 npenmapar Bei3niBan crabunusanio mnponecca wu TOPMO3HN
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TPOrpecCHpoBaHHe GONE3HU, B MEHEE TSKENBIX Cy4anx Yy4ILIaNnHCh ABHraTeNbHbIE YHKIHH
AETEH, U OHH MPUOOPETAH HOBbIE HABLIKH. B yacTHOCTH, HEKOTopble AeTH co CMA | Ha done
BBELICHUH HYCHHEPCEHA HAYMHANH CHIETh — HABHIK, paHee HENOCTHKHMbIN MU AeTedt ¢ 3Tok
dopmoti CMA. EnvHmaHbIE MALHEHTHI AaXe HAYHHANK XOJHTb CAMOCTOATENBHO [7].

IIpenapat HycuuepceH He mpoHMKaeT Hepes rematosHuedanuyeckuil Hapsep, nostomy
BBOAMTCA HHTpaTeKallbHo. B uesoM HHTpaTekanbHoe BBeMeHNe Ge30NacHO, HO IIpHMepHO B 3 %
C/Iy4acB HMMCIOTCH IE€MOPPAarHYecKHe OCNOXHEHHS JOMGanbHON MyHKIWH, MIO3TOMY Mepen
NPOUCAYPOH HEOOXONMMO OIpefieieHHe HMCIAa TPOMOGOLHTOB M KOaryJIALHOHHBIE TECTHL.
Hetaxenan TpoMGouuTonenns orMeuaercs y 11% nanmento, a npoTennypus — y 33 %. Kak
TpaBHIIO, HH TOT, HH APYroi nobouHslii s¢dekt npuMenenus HYCHHEPCEHA HE CNIYXKAT MOBOAOM
AL €ro OTMEHBI HNH NIPUHATHS KaKHX-NHOO0 JONOMHMTENBHEIX Mep [8].

12. Onucanne quzaiina KIMHAYECKOMH anpofaumnu:

12.1. VkazaHHe OCHOBHBIX M [ONONHHTENbHBIX (npu  Hanu4yMM) HccnexyeMBIX
NapaMeTPOB, KOTOpLIe OYAYT OUEHHBATLCHA B X0/1€ KJIMHUYeCKok anpobauuu;

1. OcHoBHBIE MOKA3ATENH KUIHENEATENLHOCTH OpraHH3Ma (Bec, poCT, TeMIlepaTypa Tena,
MacToTa CEPHEYHBIX COKpALIEHHH, YacTOTa MbIXaHHA, apTepHANBHOE  [JaBJICHHE),
usHKaNTBHOE 06CIeHOBAHNIE C OLEHKON 1apaMeTPOB BHYTPEHHHX OPraHoB (IpyIHOH u
OproliHo¥ mosocTeit), oueHKa NOpaXeHHs OpraHa 3peHH, Cllyxa, HEHTPaNbHOH HEPBHON
CUCTEMEI,

2. QueHKa HyTPHTHBHOTO CTaryca IallMeHTa U HAPYWCHUAM [JIOTAHHA NPH KOPMIEHHH —
CHIDKCHHIO H OTCYTCTBHIO I'fIOTOYHOrO M HeGHOro peduexcos, ocnabneHnoMy cocanmo y
MAaJIEHEKOTO pebEHKa, TPYJHOCTAM C KEBAHUEM K [IPOrnaTeIBAHMEM ITHINH, YBEIHYCHHIO
JMUTATENIBHOCTH €€ NpHeMa.

3. KnvHHYecKas OlEHKA ABIXATeNbHBIX QYHKUMI OUEHKY LBeTa KOMHBIX HOKpPOBOB,
3 PeKTUBHOCTH OTKAMNUBAHKSA, YacTOTEI ABIXaHUS, UIMEPEHHE OKPYKHOCTH TPYIHOI
KJIETKH, ONpENEeNeHHe OKCKYPCHM [IPYOHOHM  KIETKH, MPU3HAKOB  AMCOhYHKIUH
AbIXATCNBHOH MYCKyNaTypsl (HalMuHe NapafoKcalbHOIO ABIXaHHSA, HCIONB30BAHUE
BCNIOMOraTeNnbHol AbIXaTelpHON MYCKYJIaTypBbl).

4. Ouenxa ¢GyHKUHOHAIBHOTO IBHIATENBHOIO ¢raTtyca ¢ mnoMoLEK Iukansl CHOQP-
INTEND

5. Ouenka 1abopaTOpHBIX MOKazaTeneil: KITHHHYCCKHH aHaNH3 KPOBH, KITMHHYECKHI aHaNus
MoO4H, koarynorpamma, KILC, 6uoxumuyeckuii ananms KpPOBH.

6. OnexTpokapamorpamma

7. Kapauopecninparopusiit MOHHTOPHHT

8. KoHcynbrauus aueronora.

9. Koncynbrauus mynsmononora

10. Koxcynsranns opronena (o nokazaumsm)
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12.2. Onucanue Au3aiina KAHHUYECKOH anpoGanuu ¢ rpadugeckoii cxemoit (3Tansbl
NPOUERYPBI, 2 TAKIKE CPOKH H YCJTOBHA HX NPOBEIEHN)

1 nens FOCIIMTATH3AlIHH: KIIHHHYEeCKasa OLICHKA
NalnyueHTa, aHAIH3BI KPOBH H MOYH, KoarynorpaMmma

n '

2 leHb TOCIHTANH3ALMH: GHOXHMHS KPOBH, OEHKA 110
byHKUHOHANBHOM ABHTaTeNBHON WKare, DK, KoHCYIBTaLMs
AUETONOra, KAPAHOPECTIHPATOPHEIH MOHHTOPHHT

=;=

MacouHbrit HapKo3, BBeIeHHE HyCHHEpCEHA,
HabJII0NICHHE 33 COCTOAHHEM MALUEHTa, OLEHKA
Pe3yNbTATOB KAPAHOPECTIHPATOPHOrO MOHHTOPHHTA

i

PexoMeHIalKH o Teyeduro
H HaOmIoeHHIO

I'pynna cpaBHeHus — HCTOPHYECKHHT KOHTPOIB (110 JAHHBIM JIMTEPATYPHI y TTALIHEHTORB [0
BBEJICHHS MaTOTCHETHYECKOH Tepanun).

12.3. Onncanne Meroaa, HHCTPYKIMH N0 ero MpoBeaAeHHIO

B anpo6upyemom mnpoekte 6yayT wmcmonb3oBaHa BAIMAMPOBaHHAs INKajla 1O OLEHKE
ABUraTeNbHBIX (GYHKLME y maumeHToB co CMA, HE CHOCOGHBIX K CaMOCTOATEIBHOMY
NMEPEABHOKEHUIO, KoTopasd HOCHT HassaHue CHOP-INTEND (coxpaw. ot anrn. the Children’s
Hospital of Philadelphia Infant Test 104 of Neuromuscular Development)

TeXHHYECKHE acleKTH XPaHEHUS W BBENEHHS HYCHHEPCEHA NPHBEJCHB! B MHCTPYKLMH
npenapara.

12.4. Oxnpaemasi npoACIKHTENLHOCTD YHacTH NAUMEHTOB B KAHHHYECKOM
anpoGauuH, ONHCAHHE INOCIENOBATEABLHOCTH W NPOAO/HKHTENLHOCTH BCeX MEPHOIO0B
KAWHHUYECKOH anpobauny, BKIIIOUAs IEPHO/] MOCICAYIOIEr0 Ha0M0IeHNA, €C/IH TAKOBOMH
npenyeMoTpeH

Krnnuseckas anpo6aius 6yneT NpoBOAUTLCS B TeueHue 3 jeT (2020-2022 rr.).

CoCTOMT M3 3 aHANOTHMYHEIX [0 MIMTENBHOCTH U COAEPIKAHHIO JTANOB TOCMHTAIH3AILMH
NalHEeHTOB Ha 4 nHA exeroano (2021 u 2022 rr.) i 1 rocnHTaIH3aLHS s 38 netedt u 2 — s 3
neredt B 2020 r. 11 ux o6Ccnen0BaHNs U NaTOreHeTHYeCKOH] TEPAMHH.

12.5. Ilepeyens manubIX, PETHCTPHPYEMBIX HENMOCPeACTBEHHO B HHIUBHMAYAJLHOI
PErfcTpauHOHHOH KapTe KINHMYeckoll anpobaumm MeToxa (re. 0Oes zanucu B
MEAHUHHCKOH JOKYMEHTALMHI NAaLMEHTAa) H PACCMATPHBAEMBIX B KAYeCTBE napamMerpos,
YKARIAHHLIX B NYRKTe 12.1. HacTosIEro NPoTOK0/IA KAMHHYECKOl anpodanun

BUAOY BO PHUMY us. TLH. Mupoioga Muwszipana Poceuu



MeToa KOMMUIEKCHOTO BedeHHs JeTell €O COMHAJBHONH MBIMIEYHOH aTpodueii
TN 1, BR/IIOYamui naToreHETHYECKYI0 Tepanuio 3a60/eBanus.
IIpueM (0cMOTp, KOHCY/IBTALNS) Bpaya-HEBPOJIOTa NIEPBUYHEBIH

IIpueM (0cMOTp, KOHCYIBTALIHA) Bpaya-IHETONOra TIEpBUYHEIH

ITpueM (0cMOTp, KOHCYNBTAUMS) Bpaya-IyJIbMOHOJOTA NEPBUYHBIH

OOuui (KIHHUYECKUil aHANH3 KPOBH)

Ananus Moun obuuii

Koarynorpamma

Ananus KpoBH GHOXHMHYECKHH (0. Henok, anbOyMHH, TTIIOK038, KpeaTHHUH,
MO4EBas KHCNOTa, MOYEBHHA, XONECTEpHH, OunHpyOnH, AcAT, AnAT, wenoynas
(octarasa, naxraraernnporenasa, kanuii, HaTpu#, gochop, KambUHH, Maruuii,
KpeaTHHHHKHHA3A)

AHanu3 KpoBH Ha KHCIOTHO-OCHOBHOE COCTOSHYE

OKT

KapauopecnupaTopHsiii MORMTOpHHET

Ouenka no wkane CHOP-INTEND

IIprem (ocMOTp, KOHCYIbTALIMS) Bpaua- aHeCTE3MONOTa

IIprem (ocMOTp, KOHCYBTALHS) Bpaua-HeHpoxupypra

Macounsiit Hapko3

HnTparekanbHoe BBeAeHHE HYCHHEPCEHA

E>xeHEBHBIHf 0CMOTp BpauoM — HEBPOIOroM

YXOI Cpe/IHEro ¥ MIIAMIIIETO MEAHLMHCKOTO NE€pconaNa B OTAENEHHH CTAlIHOHApa
OcMoTp Bpaya IpHEMHOTO OTIE/eH S

P B P P e

T e El B P E P e P B

V. Ot6op 1 nckmoven e NAUHEHTOB, KOTOPBIM 0KA3bLIBAETCH MeIHLIMHCKAA MOMOIL
B PAaMKaX KJIMHH4eCKOH anpobauun

13. KpuTepun BKIIOYEHHUS NALHCHTOB

Iauuenter no 3-x neTHero Bo3pacta ¢ AETCKOH CHHHATEHOlM MBILUEYHOH aTpodueit, Tum 1
(Bepauura- T'oddmana) - xox 8 MKB-10 - G12.0, yxe monyuusmie 4 «HACHIAIOIAXY
HHBEKUHH HYCHHEPCEHA.

14. KpuTepun HeBKANOYeHHS NAUMEHTOB

OTka3 33KOHHOTO IIPE/CTABHTEN MALMEHTa OT MEJHIMHCKON noMOIM B pamKax
KIHHHYECKOH ampobauuu Ha moOGOM 3Tame ee OKA3aHUS B COOTEETCTRHH €O crateed 20
®enepansHoro 3akona or 21 Hos6ps 2011 r. Ne 323-®3 «O6 ocHosax OXpPaHBl 3A0POBbA
rpaxciad B Poccuiickoit Menepanuun» (Cobpanne 3axononatenscTBa PoccHiickoi Denepanuy,
2011, No 48, ct. 6724; 2013, Ne 48, ¢T. 6165).

ITpoTnBonOKazanusa k NpEMeHeHUIO Ipenapata B HHCTPYKIUH K HEMY OTCYTCTBYIOT.

I5. KpuTtepun uckai09enus NaUHEHTOB M3 KIHHAYECKOH anpodauuH (T.e, 0CHOBAHHSA
NPEKPAIEHHS MPHMeHeHNHs anpo6upyemMoro MeToga)

CoumasnbHble HIM VHBIE NPHYHHEL KOTOpBIE MOTYT NpPEMSTCTBOBATL NPOBEACHHIO
PEryIAPHBIX MEAHLHHCKHX 06CIeN0BaHMIA.

Hexenanne nanuenta umu ero ponuTenel (ero 3aKOHHBIX NpPENCTABHTENEH) BHITONHATSH
PEKOMERJaltMK Bpavya.

PFAGY BO PHAMY wa 11 M. Nuporosa Muusipana Pocenn




VI. Meanuunckas noMome B paMKax KAMHM4ecKoi anpo6auun

16. Bun, dopma 1 ycioBuA 0Ka3aHMA MEeAHIMHCKOH NOMOLIIH

Buj - cnennanusupopannas, B paMKax KJIHHHYECKOH ampobamuy,
®opma — runaHoBas
YcaoBua — cTaunoHapHo.

17. Ilepeens MeIUIHHCKHX YCIIyT (MEAHUMHCKHX BMEIIATEbCTE)
IlpoBoasaTcs npu BCex rocnMTaIN3aHAX

Ne | HaumenoBsauue KoanuecTso
1 [ B01.023.001 — puem (0CMOTp, KOHCYNLTAUMA) Bpaua -HEBPOJIOra NEPBHMHBIH 1
2 | B01.023.001- [Tpuem (0cMOTp, KOHCYNBTALIMSA) Bpaua-HEBPONOTa, NepBUYHBIH 1
3 | B01.013.001 — Ipuem (0CMOTp, KOHCY/IbTAalWA) Bpa4a- JHETOJIOTA, NEePBHYHBIH 0.8
B01.037.002 - IIpuem (0cMOTp, KOHCYNLTALMA) Bpaya — MTYABMOHOJOTa,

4 | nepeuuubii 0,7
B01.003.002 IMpuem (0cMOTP, KOHCYIBTALMA) Bpata- AHECTE3UONOTA-

5 | peanumaronora, nepBUYHbIF 1

7 | B01.003.004 - AnectesHonoruueckoe nocobue 1
B01.023.003 — ExennesHelit oCMOTpP BpauyoM HEBPONOrOM ¢ HabNIOACHHEM H

8 | yx0onom cpenHero u MIaAIEro MEAHUHHCKOTO NEPCOHANa B OTAENEHHH 4

9 | B01.024.001 Iprem (0cMOTp, KOHCYALTALIHA) Bpava-HEeAPOXHpypra, NEPBHYHBIA 0,5

10 | B01.024.001 Ilpuem (0cMOTp, KOHCYNBTALHS) Bpava-HEHPOXHPYpra, MOBTOPHbIN 0,3

B(01.031.001 Ipuem (ocmoTp, KOHCYIBTaLMA) Bpava-neanarpa pHeMHOro NoKos,

11 | nepBuuHeIii |

12 | B03.005.006 — KoarynorpamMma 1

13 | A05.10.006.004 - Dnextpokapavorpacdus (AKI) 1

14 | KapanopecnupaTopHblii MOHHTOPHHT |

A.03. Ouenka no wkane CHOP-INTEND

15 | B03.016.002 - O6wmii (kAMHUYECKUI) aHAH3 KPOBH pa3sBepHYTHIH 1

16 | B03.080.001 - Cyrounoe HabnioneHHe nauMeHTa B CTaluHOHape 4

17 | A09.05.032.001 - HcenenoBaHte ypoBHA HOHH3HPOBAHHOTO KATBLIMS B KpPOBH 1

18 | A09.05.031 - MccnenoBanme ypoBHs Kamus B KPOBH 1

19 | A09.05.030 - Hccnenosanie ypoBHA HATPHS B KPOBH 1

20 | A09.05.033 - HceneoBanne ypoBHS HEOPraHHYECKOro ¢ocidopa B kpor 1

21 | A09.05.032 - Hceneposanue ypoBHS 0BLIEr0 KalbLiHA B KPOBH 1

22 | A09.05.034 - HccegoBahime YPOBHS XJIOPHIOE B KpOBH 1

23 | A09.05.021 - HecnepoBanve ypoBHA o6wero OuAHpy6HHa B KpoBU l

24 | A09.05.023 - Uccnenosanne ypoBHSs rIOKO3bI B KpOBM (BEHO3HAs KPOBB) 1

25 | A09.05.042 - Hcenenosanne yposHs anaHHH-TpaHcaMHHaskbl (AJIT) B kpoBH |

26 | A09.05.041 - Kccnenosanue ypoeHs acnaprar-rpaicaMuHasbl (ACT) B kpoBs 1

27 | A09.05.043 - HccnenoBanue ypoBHS KpeaTHHKHHASDI B KPOBH 1

28 | A09.05.046 - Hcenenosanue ypoBHS Len04HOM ¢ocdaraset B kpoBH 1

29 | A09.05.039 - OnpeneneHye aKTHBHOCTH nakraraernaporedassl (JIAI) B kposu 1

30 | B03.016.006 - O6umwii (kIHHHYECKHH) aHANH3 MOYUM 1

31 | A09.28.003 - Onpenenenue Genka B Moye (yTpeHHss nopuws) 0,3

32 | A09.20.005 - Onpeaenenue 6enka B CyTOuHOI MoYe 0,2

33 | A14.08.003 - Yx0x1 32 HACTPOra3aIbHBIM 30HAOM 0,4

34 | A14.17.003 - 3ou10BO€ KOpMITEHHE (CyTKM) 0,4

35 | A14.07.005 — Orcacrisanue cnusy 13 POTOINIOTKH 0,7

36 | A11.23.001 — CriMHHO-MO3roBas MyHKLUMS 1

37 | A11.23.002 - BeeneHue feKapCTBEHHBIX NpenapaToB B CIMHHO-MO3rOBOH KaHan 1
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18. JIekapcTBeHNbIE MPENAPATh /I MEAHHHUHCKOr0 NPUMEHEHHUS, J03HPOBKA,
4acTOTA NpHeMa, CNOCo0 BBEACHH , A TaksKe MPOAOIKHTENbHOCTH NPHEMa, BKIIOYAs
MEPHOARI OCIEAYIOIEro HAG/IIOAeHHS

IIpemapar HycuHepcen BBomuTca 3 pasa 3a [epHOA KIIHHHYECKO# anpobauyu ¢
MHTEpBAIOM B 4 MeCAlla MHTPATCKAIBHO B KAXKAYK TOCHHTATH3ALMI MAlHEHTA.
Pexomennyemas nosuposka cocTaBiseT 12 Mr (5 ma) Ha OFHO BBEIEHHE, Ilepen BBeneHneM
NpenapaTr HarpeBaeTcs 40 KOMHATHOH TeMIepaTyphbl H BBOJUTCS He IO3JHEE YeM depes 4 uaca
MoCJIe H3BJICUCHUA U3 aMITysl. [lepen BBefeHHEM yaandeTcs 5 M CIHHHOMO3TOBOIH KHAKOCTH.
Hycunepcen BBOAMTCS HHTpaTeKansHOH GoNOCHON HHBEKUHEH B TeyerHue OT 1 10 3 MHHYT.

OueHka 3GeKTHBHOCTH OUepeHOl AO3E! NPOBOINTCS TIPH CHEAYIOLIEH TOCTHTATIMAALH
uyepes 4 Mecsua.

HAHMEHOBAHHA CNEHHAIH3HPOBAHHBIX IPOIYKTOB JIe4eGHOT0 MIUTAHNS, 4ACTOTA
npuema, 00BeM HCNOJIB3YEMOro MPOAYKTA JIe4eOHOr0 MUTAHNS - HET

nepevdeHb HCMOIb3YEMBIX OHOIOrHYeCKHX MATEPHAJIOB - HET

HAMMEHOBAHHA MEJHUHHCKUX H3eNuii, B TOM YHC/e HMILIAHTUPYEMbIX B OPTaHH3M
HeJlOBeKa - [NPHI, MEAHUHHCKUH HHBEKIMOHHBIM OJHOKPATHOTO IIPHMEHEHMSA, KaHIOAS
BHYTPHBEHHAs OJHOKPAaTHOrO IPHMEHCHHS, OMHT MapneBblff, camdeTka cTepuiIbHAd, OHHT
NACTHYHBIH HMMOOCHIIM3HDYIOIIKH, MEPYaTKM XHPYPrHYECKHE OJHOKPATHOTO IPHMEHEHH,
KaTeTep Ui BHYTPUBCHHBIX BIIHBAHHH OJHOKPATHOTO NPHMEHEHHMS, HIIA IJIA CIIHHHO-MO3TOBOI
NYHKIIMH d HHOE.

VII. Ouenka 3¢ pexTurnocTn MmeToga

B xonue 2020 u 2021 r. 6ynyT npenocTaBneHbl MPOMEXYTOYHbIE OTYETHL. B koHue 2022 r.
OyZAeT NpelocTaBlNeH 3aKMIOYHTENBHBI OTYET, BKIIOYAIOIIMI Pe3yNBTATHl OKOHYATENBHOTO
06CIIeI0BaHHs TAMEHTOB U AHATH3 TTOIYUEHHBIX PE3yIbTATOB.

19. [lepevens nokazareneii 3¢ pexTHBHOCTH

ITepBUYHBIe KOHEYHBIE TOYKH:
1. [IpoueHT NauKeHTOB, NABIMKMX yNydYIUCHHE ABMIATENBHBIX (GYHKUMH N0 MIKaTe
CHOP-INTEND.
Lleneoit peaynbrar — He MeHee 65% NaLMEHTOB, JaBIIMX YBENMU4eHHe DanbHOM OLEHKH
o wkane CHOP-INTEND
BTOpHYHEIC KOHEUYHBIE TOUKH:
1. IlpolieHT BEDKHBIIHX MAlHEHTOB.

20. IlepeveHb KPHTEPHEB AOTIOTHUTEABLHOH LEHHOCTH

1. [IponenT nanueHToB, He mepemenuux Ha UBJL.
2, IpouenT nanuenToB, He NOTPeGOBABIMH YCTAHOBKH racTpOCTOMBI.
3. CounaneHo-3KOHOMHYECKHH 3 eKT.

21. MeToabl H CpOKH OLEHKH, PETHCTPRUHHM, Y4eTa H RHANH3R NOKA3aTedel
sppexTHBHOCTH

Ha kaxmoro GonmpHOro, BKIIOYEHHOTO B KJIHHHYECKYIO anpobauyio, 3aroiHgeTcs
MHIAMBUIYaJlbHAs PETUCTPAlMOHHAS KapTa HaOMONeHHS mNalUeHTa. AHanm3 napaMeTpos
3¢ pexTHBHOCTH GyZeT MpPOBOAHTHCS IyTEM CpaBHEHHA € HCTOPDHYECKMM KOHTpOJIEM
(uTepaTypHBle JAaHHBIE 1O CCTCCTBCHHOMY TEYEHHIO 3a00NeBaHUS Yy [ALHEHTOB, He
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NONYYAIOUIUX MATOTeHETHYECKYI0 Tepanuio). Bee nauuents! (N=41) OyayT BKMIOYEHBI B
anpobaumio Ha npoTsxeHUH 2020 roza Havusas ¢ 08.2020 u HabmoaaTees B 2021 u 2022 rr.
(kaxble 4 mecslia ¢ BBEICHUEM IIpemapaTa HycHpceHa). ¥ neteit 6ymyT MpoaHaTH3UPOBAHE! U
0XapaKTePH30BaHB! KIMHHYECKHE H Nab0paTopHbIE MOKa3aTeny 3aboeBanus, OyAET APOBEACHO
3adBleHHOe o0cie/ioBanue, OleHeHa 3()(EKTHBHOCTE [ATOrHETHUYECKON Tepamud B koHue
2020 u 2021 r. 6ymyT mpemocTaBieHBI IIPOMEXYTOYHBIE OT4YeThHl. B konme 2022 r. Gymer
NPEIOCTABICH 3aIUIIOUHTENbHBI OTHET.
VIIL. CraTucTuka

22, OnHcaHue CTATHCTHYECKHX METOA0B, KOTOPLIE NMPEANOJAATA€TCH HCITOAL30BATH
HA MPOMEXYTOYHBIX 3TANIAX AHAJAH3A Pe3y/ILTATOR KIHHHYeCKOH anpoﬁauﬂn H OpH €€
OKOHYaHHH. YPOBeHb 3HAYHMOCTH NPUMEHAEMBIX CTATHCTHYECKHX METOJ0B

Bee cratncruyeckne TecThl GyAyT NPOBOAHTBCH € HCIONB30BAHHEM JBYCTOPOHHHX
KpPHTEPHEB ¢ ypoBHEM AocToBepHOCTH (.05, Bee 3HaueHns p OyayT paccUHTaHbI ¢ TOUHOCTBIO 2
HECATHYHBIX 3HaKoB. JInd HeNpepeIBHEIX MepeMeHHBIX OYIAyT pacCUMTaHbl CHELYIOLIHE
CYMMapHBIE CTATHCTHYECKHE NapaMeTpeL. pa3Mep BLIGODKH, CpeliHee, CTAHAAPTHOE OTKJIOHEHHE,
CTaHnapTHas omHMOKa, MeAuaHa, KBApTHJIH, MHHWMAlIbHOE M MaKCUMAibHOE 3HadeHus. I[ns
KaTeropHalbHbIX NMEPeMEHHBIX OYAYT MPHBEACHBI YHCIO M MPOLUCHT MAlHEHTOB B KAXIOH
KaTErOpHH.

Hns ouenku usMenenuit GyneT wucnoms3oBaH kputepuii CThoIeHTa s IAapHBIX
3HayeHHA. B KkadecTBe TOZTBEPXAAIOIIET0O MeETOZa MOXKET OBITh  HCIONB3OBAH
HEMapaMeTPH4ECKUH TecT (KPUTEPHi PAHTOBEIX CyMM BHIIKOKCOHA A1 HapHBIX 3HayeHui). s
COOTBETCTBYIOIIHX NEePeMEHHBIX 3bGEKTHBHOCTH MOXET MPUBOAUTLCS 95% NOBEPHTENBHBIN
HHTEPBAJL.

23. Ilnaunpyemoe YHC/I0 NALHEHTOB, KOTOPLIM Gy/eT 0Ka3aHA MeIHUHHCKAS
MOMOIIL B PAMK2X KIMHHYECKOH aNPo0anuH ¢ Ke/IbIo 10Ka3aTebHON 3P eKTHBHOCTH

anpofupyemoro meroaa. QGocHOBaHMe YHCA2 NAIHEHTOB, BRIIOYAA PACYETHI AN
000CHOBAHUA

I'on 2020 2021 2022

YHc10 nauHeHToR 41 41 41

Pacuer BoiGopxH 6BIT NpoOHM3BENEH HAa OCHOBAHHH MNAHHBIX O KOJHUECTBE JeTeif,
cTpamarownx CMA. Tlpu npunstum ypoena aneda 0,05 u YPOBHA [JOCTOBEPHOCTH 95%
HeoOXO0NUMO BKITIOUCHHE B MPOTOKON 40 NalneHToB.

B xinHuveckyro anpoGauuio mnammpyetcs BKMounts 41 nammenta co CMA 1 THIIA,
[MOTYyYHBIIUX HEe MEHee 4 HACBHINAIOUINX HHBEKLHA HyCHHepceHa. B KiMHuuecko#t anpoGaruu
GyzeT IpoBOAKTECS HAGIONEHHE M NIEUCHHE THX HALMEHTOR B TEYCHHE 3 JIeT.

IX. O6nem punancoBbIX 3aTpaT
24. Onucanye MPHMEHAEMOT0 METOA pacyeTa oGbema ¢dunaHcoBBIX 3aTpaT

Hna onpeneneHus HOpMaTHBA (DMHAHCOBEIX 3aTpaT MpPOH3BELEHA OLEHKA CTOMMOCTH
OKasaHHsi MCAMNMHCKHX YCNIYF, a TaKXKe TeKyllleW CTOHMOCTH MEAHLMHCKHX H3JeNHi u
JICKAPCTBCHHBIX NPENapaToB, NPAMEHAEMBIX NpH ampobauuu. CTOMMOCTE METMIUHCKHX
U3NENHHA U MpPEenapaToB oNpeefieHa NyTeM aHanu3a HH(OPMaHH, NMpPeACTaBNeHHOH B CeTH
HMutepuer, Ha o¢uumamsaom caiite I OC3aKyINOK, WM K€ Ha OQHIMATLHOM caiiTe
NPOH3BOIMTENS M3NENHA/IPENapaTa, NPeLYCMOTPEHHOE IPOTOKOJIOM anpoballi YHCIIO pas.
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[ToMHMO NpPSMBIX PacXolOB TAaKXKe YYTEHB! KOCBEHHBIC PACXOZbI, CBA3AHHDBIE C COAEpKaHHEM
MOMEWEHNH (KOMMYHAbHBIE YCITyTH, yOopKa, TeXHHUECKOe 0BCiIyKUBaHKe, YCAYTH CBS3H, B
T.4. MuTepHer) s OCyIECTBIEHHA  HEOGXOMUMBIX MaHUMynAuud, ¢ paboToii
BCTIOMOTATe IbHOTO IEPCOHANA, AAMHHUCTPATHBHO-X03HCTBEHHBIX CIIYKG.

25. lipeaBapuTeabHbLIH pacdeT 06beMa (PHHAHCOBBIX 3aTPAT Ha OKa3zaHHe
MENHUMHCKOH NoMOoIM B paMKaX KIHHNYECKo#H anpoGamuu 1 TMALHEHTY, KOTOPBbIH
BKJIKOYAET:

HaumeHoBanue pacxogos Cymma (ThIC.py6.)

1. 3atparhl Ha omNaTy Tpyaa ¢ HauMCIEHHAMH HA BBINIATHl MO OILTATE
TpyAa paGOTHHMKOB, HENOCPEACTBEHHO CBA3AHHBIX ¢  OKa3aHHeM 35,273
MEIMUHMHCKOH NOMOLLHA N0 KaXKA0MY MPOTOKOMY KIMHHYECKOH ampobanun

2. 3aTpartbl Ha NpHOOPETEHHE MATEPHANBLHBIX 3alACOR (lekapcTBEHHBIX
TNpeNapaToB, MENMUKHHCKOTO HHCTPYMEHTAapHs, PEaKTHBOB, XHMHKATOB,
MATKOTO HHBEHTAPS, IPOYHX PACXOAHEIX MAaTEPHATOB, BKIIOYAs HMILIAHTHI,
BAUBJIACMBIC B OPraHdA3M 4eNOBEeKa, IPYFHX MEMHLHUHCKHX H3eHH) U 7913, 544
0c060 LEHHOr0 ABHXHMOTO MMYILECTRA, MOTPeGNsIEMBIX (Hcronb3yeMeIx)
B PaMKax OKa3aHMd MEIMUMHCKOH [IOMOIIM MO KaXKAOMY IMPOTOKONY
KJTHHHYECKOH armpobalnu

3. Huwre 3aTpaTel, HENOCPEACTBEHHO CBA3aHHEBIE C peanuzanmen NpoTOKOJIa

- 1,360
KIHHHYECKOH anpobanuu

4. 3arpaTel Ha OOGINEXO3AHCTBEHHEIE HYXABl (KOMMYHAIBHBIE YCIYTH,
Pacxollpt Ha COIEpKaHWE HMYIUECTBA, CBA3h, TPAHCIIOPT, OMIATA TPya C
Ha“MCJIEHHAMH Ha BBIIUIATHI IO OILUTATE TpyJa PabOTHHKOB, KOTOpDLIE HE 19,183
NPHHHMAIOT  HEMOCPEACTBEHHOTO y4aCTHS B pPealH3alMH  IPOTOKOIA
KIIHHHYECKOH anpobauun)

4.1. U3 HEX pacXoXBl Ha OMATY TPYAa C HAUMCIEHHMAMM HA BEILIATH O
oniate Tpyaa pabOTHHKOB, KOTOpBIE He NPHHEMAIOT HENOCPEACTBEHHOTO 5,291
YHacTuA B peai3alHH NPOTOKONA KITHHHYECKOH anpobalun

HTOI'O: 7 969, 360
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25. llpeasapureanubii pacuer o6nema $HMHAHCOBEIX 3aTpaT Ha OKa3aHHe

MEeIHUHHCKOH NMOMOINH B pAMKaX KIHHHYECKOI anpo6auun 1 nauuenty, KOTOPbI#
BKJIIOYACT:
lepeyeHb MEAHLHHCKHX YCIYT (HAHMEHOBAHHA H KPATHOCTS NpHMEHeHHuS);
Hanmenosanue Kpatnocth | Cronmocts
(py6.)

B01.023.001- INpuem (ocmoTtp, koucynbTauus) Bpa4a-HeBponora, 2000
OEPBUHHBIIT 1
B01.013.001 - IMpuem (ocmorp, KOHCYNbTaLus) Bpaya- AMETONOra, 2600
NEPEHYHBIN 1
B01.037.001 - INpuem (ocmoTp, KOHCYRBTaLMA) Bpaya — myaLMOHONOra, 2600
NEepBUYHBIH 1
B01.003.001 MNpuem (ocmotp, KOHCY/LTallKA) Bpaua- AHECTE3HONOra- 1400

€aHUMATONOra, NIEPBHYHBI 1
B01.003.004.012.001 MacouHbIi HHranAMMOHHBIH Hapko3 a0 30 MunyT 1 6300
B01.024.001 Mpuem (ocmotp, KOHCYJIbTalMA) Bpaua-HeHipoxupypra, 2600
NEPBHYHBILI 1
B01.024.0601 Ipuem (ocmorp, KOHCY/IbTaLtuR) Bpaya-HeHpoXHUpypra, 2000
NOBTOPHLII 0,3
B01.047.007 IMpuem (ocmorp, KOHCY/IbTaUMHA) Bpaya-nieAnaTpa 700
NPUEMHOrO OTAENEHHS, IEPBUYHBIT 1
Al12.05.039 - Onpenenenue AUTB 1 500
Al2.05.027 - Onpenenenue npotpom6uHOBOrO (TpomGonnacTHHOBOrO) 330
BPEMEHH B KDOBH WU B NTA3ME M MEXAYHAPOAHOTO HOPMANH3IOBAHHOTO
oTHoulerus (MHO) 1
A09.20.003 - Onpepaenenue J-numepa 1 500
A09.05.050 — HcenenoBanue yporks $ubGpuHoreHa B kpoBu 1 380
A05.10.006.004 - Saekrpokapanorpadus (IKI) 1 1000
B03.016.003 - O6uuii (KIHHRYECKHIi) aHanu3 Kpoeu Pa3BepHY LI I 900
B03.080.001 - Cyrounoe HaGmonenne NalHeHTa B CTALHOHApE 4 12000
B03.080.003 - Tpe6bisanme p3pocioro ¢ peberkom 4 2400
A09.05.032.001 - Heenenosanue yposas HOHHU3HPOBAHHOIO KAbLUHA B 350
KpoBM
A09.05.031 - HccnenoBanue ypoBHa Kannus B KpPOBH 240
A09.05.030 - Hecnenosanue YPOBHS HATpHs B KPOBH 240
A09.05.033 - Hccneposanue yposhs Heopranuyeckoro docdopa B kporu 1 240
A09.05.032 - Hccnenosatue yposHs oB1mero katbuug s KpOBH 1 240
A09.05.034 - Uccnenoranue YPOBHA XJIOPHAOB B KPOBH 1 220
A09.05.021 - Hecnenosauue yposHs obero GunHpyGHHa B KpoBH 1 260
A09.05.023 - Uccnenopanue YPOBHS IIIOKO3bI B KPOBH (BEHO3HAS KPOBB) 1 220
A09.05.042 - HccnenosaHHe yposus 2/1aHHH-TPAHCAMMHA3HI B KPOBH 1 240
A09.05.041 - HeenenosaHue ypoBHs acnaprar-TpaHCaMHHAa3b! B KPOBH 1 350
A09.05.043 - Uccnenoranue YPOBHA KpEaTHHKHHA3bI B KDOBH 1 240
A09.05.046 - Uccnenosauue YPOBHA WenouHo# gocdarassl B KpoBH 1 240
A09.05.039 - Onpenenenne akTHBHOCTH nakrargeruaporenazst (JIAD) s 240
KpOBH i
B03.016.006 - O6wuii {KAHHHYECKHIT) aHaNN3 MOYR 1 500
A09.28.003 - Onpegenenne Genka B Moue (yTpeHHss nopuus) 1 220
A09.20.005 - Onpeaenenue 6enka B CYTO4HOMH Moye 0,2 240
A11.23.001 - CnuuHo-MoO3roBas MyHKLHS 1 5500
Al1.23.002 - Beeneuue nekapcTBeHHOro npenapata HYCHPCEH & 7500000

CITHHHO-MO3rOBOMH Kanan




Pacuer cToumocTH no npoTokory kauHngeckoii anpodauuH MeToX0B NPoHHIAKTHKY,
AHATHOCTHKM, JICYCHHA H Pea0HIUTALIUM 110 rogaM.

£ i"o,u Koanyecrso nauuenton . Cymma (ThIC. pY6.)
2020 41 (44 rocnuranuzanim) 350 651, 840
2021 41 (123 rocnuTannzannm) 1 283 066,960
2022 41 (161 rocnuranuzanms) 980 231, 280
HUTOIO: 41 (328 rocnuTanuzaumii) 2 613 950, 080
Pexrop
®I'AOY BO PHUMY um.

Munzapasa Poccun

26.02.2020r.

DEAGY BO PHEIMY . HW.TTeporosa Mugs,apara Pacenu

C.A. NlykssHoB




lramn MenuuuHcKoii opranuzanuu

HHIAUBUIYAJIBHAA PETUCTPALIMOHHAS KAPTA HABJIIOAEHUSI NAUUEHT A
B PAMKAX KJIMHHYECKOH AIIPOBAITUA

«MeTox KOMNIEKCHOTO BeNEHHS leTel O CNHHAILHON MbILIeYHOI arpodueii Tun 1,
BKJIIOYAIOIHHA NATOreHETHYECKYI0 TEPANHI0 3260/ 1eBaHHA»

O.HN.0.;

HomMep manunenra:

Homep mennuuuckoit kapThr CTalHOHapHOTQ GONBHOTO:
Jara poxnenus:
Bospact:
ITom:

Aunarnos knunuvyeckuii no MKB:

Koa no MKB

Hata noanucanns ungopMuposanHoro cornacus:

®.1.0. Bpaua: Hoanmmes:
Hara
Cxema oBcrnepoBaHus naumenta no NpOTOKONTy  KAWHMYECKOH anpoauuu  (3anosHAeTcs KOKAYIO

rocnutanusaumto: «HOBBIA METON KOMNIEKCHOrO BemeHMs neTeli co CNHHANBLHOH MbllueuHOH aTpodmedi THA |,
BKITFOYAIOLIHH NATOreHETHYECKYHO TEPArHIO 3aboneBaHusn»)

PEAOY BO PHAMY v, HH Thiporosa Munirsspana Pocouir



IAHaMHe3 3aboeBanus

[IpueM (ocMoTp, KOHCYNbTallHs) Bpa4a-HEBPOJIOTa ePBHHYHELH

[Tpuem (ocMoTp, KOHCYNbTAlHs1) Bpaya-AUETONOTa ePBUYHBIH

[Tpuem (ocMmoTp, KOHCYNIBTalH) Bpa4a-MyabMOHOJIOra ePBUYHEIN

Obmuii (KnuHHYecKHil aHamH3 KpPOBH)

AHanu3 MouH obmmuii

Koarynorpamma

AHAITU3 KPOBH GHOXHMHYECKHIE (0. 6enok, anebymun, rmokosa, KPCaTHHHH, MOYEBasd KHCIIOTA
MOUEBHHA, XOnecTepyH, Ounupyonn, AcAT, AnAT, menounag dbocgarasa,
JTaKTaTACTHApOTeHasa, Kanui, HaTpuii, hocdop, Kansuuii, MarHH#, KpeaTHHHHKMHA3A)

4

ET N o - O S Y

AHamu3 KPOBH Ha KHCNOTHO-OCHOBHOE COCTOAHME

OKI

KapanopecnupatopHIit MOHHUTOPHHT

Ouenka no mkane CHOP-INTEND

[Iprem (ocmorp, KOHCYNbTaLlKsA) Bpava- aHeCTe3HOJI0ra

[TpueM (ocMoTp, KOHCYNbTalKs) Bpaya-HelpoXupypra

MacouHsiit Hapko3

HHTP&TCK&J’IBHO@ BBEAECHHE HYCHHEpCeHa

ExenHeBHBIN 0cMOTp Bpauom — HEBPOJIOrOM

Vxon CPEOHEro H MnaaIlero MCOHIMHCKOTO NepcoHana B OTHNeNeHHH CTalHoOHapa

OcMoTp Bpaya npHeMHOro oTHeNeHUs

LA EC E R L - E P P PV V)

Hemorpaduueckue nannnie

Hata poxnenns - -

Iou: XKenckmit [] Myxckoit [ ]

AHTponomerpns:
Pocr
Bec
Kpurepuu sximrovenus
JA HET

L]
L]

IMauuent co CMA 1

L]
L

Honyunn 4 «Hachimsromux» HHBEKIHH HYCHHEPCEHA 0 anpobanuy

Kputepuu nesxmovenus nanuenrop

JA HET

] (] Otkas ToT yyacTus B anpoSanuu

PEAOY BO PHEMY 1w, H.M 2 Teparosa Mistespana Pocens




Ilepeyens. nokasareneii spdexTuBHOCTH
Onpenenenune 3¢ PexTHBHOCTH, MePeHOCHMOCTH 1 OesonacHocTH BBeneHUA HHTPATCKANBLHO
npenapara Hycupcen

e | [lokazaTenn PesyasTar Kommenrtapuii

1 | Ouenka no mkane CHOP-INTENT

2 | OueHKa HYTPHTHBHOTO craryca

3 | Hamnuyue UBJT

4 | Hammune racrpoctomer

5 | llpuobperenue HoBoro Hapsika

6 | dauurnre KapanopecnupaToOpHOro MOHHTOPHHTA

7 | Hannune Genka B Move

8 | TpombouuTtonenuns

9 | Opyrue npobaemsr ¢ IEPEHOCHMOCTRIO Ipenapara

3akmouenne:
IMauuent 3aBEPIUMI yYacTHE (3aBEPIIHN 3Tan YYacTHsA) B KIMHHYECKOMH anpoGaruu.

Obwee cocTosHue B Xone KIHHWYECKO anpoGaluH: YIyHIIH0CH YXy MM/ 0CTAT0CH IpexHee.

Ocnoxuenns

Hal'lpaBJ'lHCTCﬂ nonm HaﬁJ'HOI(eHHe JIcHalero Bpava rno MECTY XHTEbCTRA,

Brimucka C PEKOMeHaanuaMu AaHa NallHEHTY Ha PYKH.

Bpau crenuanucr [Moamuce

3aB. oTaencHuem __Tloanuce

['naBuerit Bpay _Toammuce

B AQY BO PHUMY 11y H.H I tporona Muinzpana Pocern



COTI'JIACHE
Ha ony0JIHKOBaHMe NPOTOKONA K/IMHHYeCKOH anpoGaunuu na
OpHUHAILHOM cajiTe Munucrepcrea 3ApaBoOXpaHeHns
Poccuiickoii Deaepanuu B ceTn «HHTepHET

r. Mockga 26.02.2020 r.

DenepansHoe rocynapcreenHoe aBTOHOMHOE 00pa3oBaTeNibHOE YupekaeHHe
BRICIIETO  MpodeCCHOHANBHOrO obpazoBanus  «Poccuiickuii HallHOHAJIbHBIH
HCCIIENOBATENIbCKUH  MeAUIMHECKHiT yHuBepcureT»  uM. HM. IMuporosax
Munncrepcraa 3IpaBoOXpaHeHud Poccuiickoii Qenepaunu, B auie pexTopa
JIykbsaHoBa Cepres AHaTONbEBH Y, ASHCTBYIOLIEro Ha OCHOBaHHUHU YcTaBa:

1. laer cBoe cormacme ua OnmyGIUKOBaHHE HPOTOKONA KIHHHUYECKOH
anpobauun  «MeTon  KOMIDIEKCHOro BEACHHA JeTel CO CHHHAIBHOL
MBIWIEYHOH aTpodmeii Tum 1, BKJTIOYArOIH i IIaTOT€HEeTHYECKYIO Teparuio
3aboneBaHusn» (nanee - IIpotokon) Ha oduuransroM cajite Munucrepcrsa
3paBooXpaHerHs Poccuiickoii @efepauny B ceTH «HHTepHeT.

2. Hacrosmee Cornamenue paclipocTpanseTcs Ha Tekct Ilpotokoma u
CONPOBONUTENBHBIC LOKYMEHTBI, BKIIOYAs JaHHOE Cornainenue.

3. Hactosimee Cornamenue BCTYIIaCT B CHNY C ATkl €ro NOANHCAHUS O6eHMY
CropoHamu u NEACTBYET OO MOMEHTa OT3LIBa 3aMHTEPECOBAHHBIMU
CTOPOHAMH.

Pexrop
®I'AOY BO PHHMY um. HU&

Munsnpasa Poccun C.A. JlykeaHos
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