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Cnmcok coxkpameHuit
AJIT — ananmaamMuHOTpaHCcepasza
ACT — acnapraramuHoTpaHchepasa
BIIITH — Gone3ns [Tomne ¢ mo3qHIM HaYaIoM
BIT — 6one3np [Tomme
JIBH — nu3ocomuble 601€3HU HAKOTLIEHUS
KAI' — kucnas anbda-riaoko3ugasa
KT — xommbroTepHas Tomorpadus
K®K — kpearundocpoxunasza
MBII — mmanenueckas ¢popma 6onesnu [lomre
MPT — marauTHO-pe30HaHCHast ToMorpadus
V31 — ynbTpa3BykoBOE UCCIIEIOBAHUE
O3T — depMeHTHas 3aMeCTUTEIIbHAS TEPATTUS
OKI" — anektpokapauorpadus
OHMI" — snexrponeipomuorpadust
Ox0-KI' — sxokapaunorpadus
AMD (acid maltase deficiency) — nepuuut Kucnoit ManbTasbl

GSD-II (glycogen storage disease Il Tuna) — Gomne3Hb HakoruieHus rimkorena Il tuma



TepMuHbI U onpeneIeHUs

depMeHTHAs 3aMeCTUTEJILHAS Tepamusi — JICYCHUE, 3aKIII0YAIOIIeecs] BO BBEJICHUU
npenapata (peKOMOMHAHTHOTO (pepMeHTa) MalMeHTaM ¢ HacJIeACTBEHHBIM HapyIIeHHEM
MeTabonu3Ma.

JInzocomHble 00/1€3HM HAKOIUIEHWSI — TPYIa HACIEACTBEHHBIX MOHOTCHHBIX

3a00JIeBaHUH, CBSI3aHHBIX C HapylIeHneM QyHKIUHU JIU30COM.



1. KpaTkas nagopmManus no 3a00J1eBAHNI0 UM COCTOSHMIO (rpyInime

3a200J1eBaHU MJIU COCTOSIHMIA)

1.1 Onpenejaenue 3a00JeBaHUSA WM COCTOAHHNS (rpynnnl 3a00J€BAHUNA MM

COCTOSIHMA)

['muxorenos Il Tuna, wim 6one3ns [Tomme (BIT), ayrocoMHO-penieccuBHOE 3a00I€BaHUE,

OTHOCHTCSI K PEIKMM HACJIeJICTBEHHBIM 0oJie3HsM HakorieHus: (OMIM #232300), cBsi3aHHBIM C
nepunuToM GepMeHTa KUCIoi MalbTasbl (Kuciod ambga-rmoko3unasel, KAI') B am3ocomax.
[IpenmymiecTBEHHOE HAKOIUIEHHE TJIMKOT€HAa OTMEYEHO B CKEJICTHBIX MBIIILAX, HO B Pa3HOM
CTETIEHU MOXKET OOHAPYKUBAThCS U B IPYTHX OpPraHaxX M TKAHAX, BKIIIOYAs CEPICYHYIO MBIIIITY,
NeYeHb, HEPBHYIO CHUCTEMY, TJIQJKYI0 MYCKYJIATypy H T.I. B nuTeparype HCIOIB3YIOTCS
creaytomue oomenpuHsaTeie chiHoHUMBI BI1: 601e3Hb Hakomnenus riaukorena Il tuma (glycogen
storage disease Il tuna (GSD-II)); neumut kucnoi manbTassl (acid maltase deficiency (AMD));

raukorenos Il tuma [1].

1.2 3THOJIOrUS W NaToreHe3 3a00JeBaHUsI HJIH cOCTOsIHMS (rpynnbl 3a00J1eBaHUM

HMJIM COCTOSTHMIA)

BIT o0ycrnoBieHa HeIOCTaTOYHOCTHIO (pepMeHTa Kucinol anbga-rmoko3unassel (KAI),
KOTOpPBIA OTHOCUTCSI K TpyIIe JU30COMHBIX ruaponas. I'en GAA, xomaupyrommi KAT,
JIOKaJU30BaH Ha JIMHHOM Tuiede 17 xpomocomsr (17925.2-q25.3), coctout u3 20 3K30HOB U
umeeT pasmep okoiso 20 000 map mykneorunoB. Mnentuduiuporano 6onee 700 maToreHHBIX
BapHAHTOB I'€HA U UX YUCJIO IOCTOSTHHO pacTteT [2]. XOTs HEKOTOPhIe HYKJICOTHIHBIE BAPUAHTHI
reHa GAA BCTpeyarOTCAd MNPEUMYIIECTBEHHO B OMNPEACICHHOW STHUYECKOM Trpymnne, i
OOJBIIMHCTBA MOMYJISIUI OTCYTCTBYIOT TaK Ha3bIBa€Mble «Ma)KOPHBIE», COCTABIISIOIINE
CKOJIbKO-HUOY/Ib 3HAYMMYIO JOJIO0 BCEX IMAaTOT€HHBIX BapHAHTOB TOMYISALNUA W TIOTOMY
11e1eco00pa3HbIe IS IPUIIETIEHOTO BBISBICHUSI.

[Tatorennsie BapuaHThl TeHa GAA MPUBOIAT K pa3HO# cTeneHu nedummra depmeHTa.
Mnanenueckast ¢opma BII (MBII) pazBuBaercs mpu 3HAUUTETLHOM CHH)KECHHUH WM TTOJTHOM
orcyrctBun aktuBHOCTU KAT', BII ¢ no3nuum navanom (BIIIIH) — npu meHee BhipakeHHOM
neduuunte aktuBHOCTH KAI', 00yCOBIEHHOM «MATKUMU» BapuanTamu rena GAA [1,3,4].

OTnokeHHe WM YTWIM3AalMs TJIMKOI€Ha 3aBUCAT OT MOTPEOHOCTH OpraHu3Ma B
rioko3e. buoxuMuueckue mpeBpalieHus TIIMKOreHa B MEYeHU CIOCOOCTBYIOT MOAJEPKAHUIO
HOPMAJIHHOTO YPOBHSI TIIFOKO3BI B KPOBH. B CKEJIETHBIX MBIIIIAX MPH METa0O0IM3ME TIIMKOTCHA
oOpa3yercs TI0K030-6-(hocdaT ydacTBYIOIINN B MPOIECCEe OKUCICHUS U MPOAYKIIUU SHEPTHH,
HEOOXOMUMOM JUIT HOpMaJdbHOM pabOThl MBI (€€ COKpalleHHus | paccialieHus).

OtcyrcrBue wim 3HaUUMbINA qedunut KAI™ mpuBoAUT K MAaCCUBHOMY HAKOTUICHHIO TJIMKOTEHA B



TU30coMe U HapymieHuio GpyHkiuu kinetok. [Ipu BII, He3aBucuMo oT HopmMBbI, TTUKOTEH MOXKET
HAKaIUIMBAThCS MPAKTHYECKU B JIIOOBIX TKaHSAX, HO NPH 3TOM HMEETCS MPEUMYILECTBEHHOE
CKOIIJICHHE TJIMKOTEHA B PAa3HbIX OpraHax M TKaHAX, KOTOPOE YK€ 3aBUCUT OT (hOpMBI OOJIE3HH.
Tak, npu MBII rIKMKOreH HakKamjauBaeTCs B CKEJIETHOM MYCKYJIaType, CEpACYHOW MBIIIIIE,
[IEYEHHU, MBIINAX s3blKa. Pexxe aHOMalbHBIE OTJIOKEHUS IVIMKOT€HAa MOT'YT BCTpEYaThCs B
MBILIEYHOM CJIO€ COCYJUCTOH CTEHKH, ONpeneiss pa3BUTHE aHEBPH3M M Majbpopmauui, a
TaKXe — B KJIETKaX IIEeHTPaJIbHOHN U nepudepuyeckoid HepBHOM cuctemsl [1,3,12]. [Tpu BIIIH,
B ornuuue oT MBII, Oosbiie Bcero cTpamaer CKeleTHas MYCKyJaTypa, B TO BpeMsl Kak
MIOPAKEHHE OCTAIbHBIX OPraHOB M TKaHEH BCTPEYAETCS 3HAYUTENIBHO PEXE U IO THKECTH
nopaxeHnust He cornoctaBumo ¢ MBI [5,6]. BII xapakTepusyeTcss HEyKIOHHO IPOTPECCUPYIOIIUM
TEUEHUEM C Pa3HbIMU BapuaHTaMu InporpeccupoBanusd. [lnarnoctuka bII, He3aBucumo ot
(GbopMbI, OCHOBaHa Ha OLEHKE KJIMHUYECKUX CHMIITOMOB, JIaHHBIX WHCTPYMEHTAJIBHBIX U

J1a00paTOPHBIX 00CIIETOBAHHM.

1.3 DnuaeMuoJIorusi 3a00JeBaHUS WJIH COCTOSSHMSA (rpynnbl 3a00J1eBAHUN MM

COCTOSIHMA)

Tounas wacrora BIl nemsBectHa. Ilo maHHBIM pa3HBIX aBTOPOB YacToTa OOJE3HU, B

3aBUCUMOCTH OT CTpaHbl U 3THUYECKON MPUHAIICAKHOCTH, BAPbUPYIOT B Anamnas3one ot 1:40 000
no 1:300 000 [7-11]. Hampumep, B roxkHoMm Kutae u nHa TaliBaHe yacToTa KJIaCCUUECKOU
minanenuyeckor (MHpantunbHOM) dopmer BIT cocrasmser 1:40 000-50 000, sBnssACH caMbIM
yacThIM TJIMKOreHo3oM. [lpu paccMoTpeHnn maHHbIX 1Mo TaiiBaHIO OTIEIBHO, YacToTa
3aboneBaemocTu coctaBmia 1:33 134 [10,11]. o pe3ynapTaTaM CKpUHUHTAa HOBOPOXKJACHHBIX TI0
cyxomy msiTHY KpoBu B ABctpuu yactota BII cocraBuna 1:8 684 [9]. B T'omnanauu yactora
rikoreHosa Il tuna y mnanennes coctasisiet 1:138 000, a dopmer BIT ¢ mo3nauM Hawamom —

1:57 000 [8].

1.4 Oco0eHHOCTH KOIUPOBAHHA 3200JIeBAHHS HWJIH COCTOSAHHUS (rpynnbl

3200J1eBAHUN MJIM COCTOAHUI) mo MeXaIvHApPOAHOH CTATHCTHYECKON KaaccupuKanmu

00J1e3Hel ¥ MP00JIeM, CBA3AHHLIX CO 310POBbEM

Cormacao MKB-10, 3aboneBanne oTHOCUTCS K Kiaccy [V, Oone3HAM SHIOKPHUHHOMN
CHUCTEMBI, PACCTPOWCTBY MHUTAHHWS M HapylIeHWI0O oOmeHa BemiecTB, E74.0 — Oose3nu

HAKOIUICHU TIIKoreHa (0one3ns [Tomme).

1.5 Kaaccudbukanusa 3a00eBaHUA WJIM COCTOAHUA (rpynnbl 3a00J1eBaHUN MJIH

COCTOSIHM )




BIl oTHOCcHMTCS K TIWMKOreHO3aM — TPYIIE PEIKHX HACJICICTBEHHBIX OoJie3HEeH
HApYIICHUsT MeTa0OoNM3Ma TJIIMKOTEHA, CBSA3aHHBIX C M3MEHEHHEM HECKOJBKHX (hepMEeHTOB,
BOBJICUEHHBIX B CHUHTE3 M pacmajl TTMKOoreHa. KinmHuueckue mosiBIeHUs OOJIE3HU CBS3AaHBI C
MATOJIOTUYECKUM HAKOIJIEHUEM IJIMKOTEHa U MPOAYKTOB €ro MeTaboan3Ma B kieTkax. Ceroans
BBIJICJISIFOT BOCEMb OCHOBHBIX THIIOB INIMKOreH030B. BII oTHOCHTCS K rimmkoreno3y Il tuma —
[JIMKOT€HO3Y, CBSI3aHHOMY C HEJIOCTaTOUYHOCTBIO JIM30COMHOM 0.~ 1,4 TTII0K03U1a3bl, IPUBOASIICH
K HM30BITOYHOMY HAKOIUICHHIO TJIMKOT€HA HOPMAIBHON XMMHYECKOW CTPYKTYpPBI B CEpAlle,
CKEJIETHBIX MBIIIIIAX, I€YCHH, MO3TE.

Bcex mamuentoB ¢ BII, He3aBUCMMO OT BpEMEHM Hayaja, OTJIWYAE€T HEYKJIOHHO
MIPOTPECCUPYIONIUI XapakTep TedeHust O6one3Hu. [Ipogomkaromeecss OTIOKEHUE TIIMKOTEHA B
TKAHSIX-MUIICHAX Hapylaer uX (yHKIMIO U, B KOHEYHOM HTOTe, MPUBOJUT K HEOOPATUMBIM
CTPYKTYPHBIM H3MEHEHUsSM TkaHed wu ruoemu OonmbHOoro BII. BII xapakrepusyercs
MOJINOPTaHHOW MATOJIOTHEHN, HO B 3aBUCUMOCTH OT BpeMeHU MaHHu(ecTa 4acTOTa BOBJICUECHUS
TeX WM MHBIX OPraHOB M CHUCTeM Takxke Oyzner pasHoil. [lombiTku knaccudukamuu BII mo
JAaHHBIM JTUTEPATYPhI B 3aBUCHMOCTH OT BO3pacTa Hayalia, C BEIICICHUEM MIIaIEHIECKOU (POPMBI
¢ 1e0I0TOM Ha MEPBOM I'OJly JKU3HH (C MOIpa3/IelIeHHeM Ha PaHHIO0, MTO3THIOI0 MJIAJCHYECKYIO
dbopmy, Gpopmy c/6€3 KapAMOMHOIIATHU U T.I1.), AETCKYIO, FOBEHWJIBHYIO U B3pOCIYI0 (OPMBI
00JIe3HU HE HAIIUTA SMHOAYIITHON TOJEPIKKH CIICIUATHUCTOB.

C yuerom equHoro narorenesa bIl, BeienstoT 1Be GOpMBI B 3aBUCHMOCTH OT BPEMEHU
Manudecra cumnTomos [ 1,3,12]:

— Mnanenueckass (uHbantunbHas) bII (MBII) — wManudectupyer B mnepuon

HOBOPO’KJICHHOCTHU WJIM MJIaJIEHYECKOM BO3PacTe;

— BII ¢ mo3nanm Havamowm (BIIITH).

1.6 Knnaudeckass KapTHHA 3200JeBaHUs WJIHN COCTOSIHUA (rpynnbl 3a00J1eBaHUM

MJIH COCTOSTHHI

Ka)KI[aSI U3 BbIICICHHBIX (1)OpM HNMECT CBOU OCOGGHHOCTI/I KIIMHUKH, aJITOPUTMOB
AUArHOCTUKU U TaKTHUKHU BE€ACHUA NAILIUCHTOB.

MBII xapakTepusyeTcst TSKEIBIM TPOTPECCUPYIOMNUM TeUEHUEM U OBICTPHIM Pa3BUTHEM
MOJINOPTaHHOMU MAaTOJIOTUH — MBILIICYHOM TMIIOTOHUHU U CJIa00CTH, CEPIEYHON HETOCTATOUHOCTH
B pe3yJibTaTe TunepTpoprUUecKoil KapIMOMHUONATHH, JAbIXaTeIbHONW HEJOCTATOYHOCTH Ha (poHe
cnaboctu nuadparMbl M MEXKpEeOSpHBIX MBI, HAPYIIEHHWH NHUTaHUS (TPYAHOCTH IIPH
BCKapMJIMBaHUM) M3-3a CIa00OCTHU JHUIEBOM MYCKYJIaTyphl M YBEIHUYEHHUS S3bIKA, YBEITUUYCHUS
neuenn. Cmepth npu MBII yanie Bcero HacTymaeT Ha MEPBOM TOAY KWU3HU OT CEpPACYHO-

HBIX&TGHLHOﬁ HEOAOCTAaTOYHOCTH.



OcunoBHabie cumnTombl MBII

Knuanueckue cuMITOMBI Yacrora
CunympoM «Bsasoro peOeHKa», OBICTPOE MPOrPECCUPOBAHUE MBILIIEUHOM
cnabocTH, akcuajgbHasi TUIIOTOHUS, CHUXKEHHE MOTOPHOM AaKTHUBHOCTH,

10 96%
c1ab0CTh MUMHYECKUX MBI, apeIeKCUs B MO3HEH cTanuu 3a00IeBaHus,
MKPOHOKHBIE MBIIIIIBI TUIOTHBIE PH MaJbIAUN
Kapauomeranusi, kapInOMHONIATUS W/WIIK CEpliedHAasi HEJOCTaTOYHOCTb 10 95%
I'enaTtomeranus 1o 82%
Maxkpornoccus 10 62%
TpyaHocTH npu BCKapMIIMBaHUM U HU3Kas MpuOaBKa B Bece 1o 50%
YacTtele pecniupaTopHble HHPEKIIUU, PECITUPATOPHBIA TUCTPECC U CHIDKCHUE

30-40%
JBIXATEIBHON (PYHKINH
[loBbI1IEHNE YPOBHS KPEATUHKUHA3BI 100%
bricTpoe 1 HeyKIIOHHOE MporpeccupoBaHre 3a00JIeBaHuUs 100%

BIIIH otnnuaercs ot MBII 6osiee MATKMMU KIMHUYECKUMU TPOSIBICHUSIMH U TEUCHUEM,
OTCYTCTBHEM TOJIMOPTAHHOW MaTOJIOTHH (TIOpaKEHUE cepiiia HabomaeTcs KpalHe peako) u
OoJsiee MO3JHUMHU OCJIOKHEHUSIMU CO CTOPOHBI JBIXAaTEIIbHOM CUCTEMBI B pe3yJbTaTe Clab0CTH
MbIII auadparmMel U MexpeOepHOl Myckynarypel. OOBIYHO MAIMEHTHI MOTUOAIOT OT
JBIXaTeIbHOM HEeIOCTAaTOYHOCTH M MH(EKIMOHHBIX JIETOYHBIX OCIOXHEHHH. Bpems rubdenu
nanuenToB npu BIIIIH 3aBucutr oT MOMEHTa Hayana W MOCJIEAYIOIIEr0 XapaKTepa TEYCHHUS
OO0JIE3HN U MOXET HAaCTYNUTh B JIETCTBE, IOHOLIECKOM, B3POCIOM MJIM MPEKIOHHOM BO3pAaCTE.
Bosnee moapoOHO KIMHUYECKAst KAPTHHA BBIACICHHBIX (POPM paccCMOTpEHa HUXKE.

OcHoBHBIE KanHNYeckne cumnTombl BITITH

IMpu3snak Yacrora

[Iporpeccupytomiasi ~ MpIleyHass cIabOCTh € MPEUMYIIECTBEHHBIM
MOPaXEHUEM ITPOKCUMAJIBHBIX OTAEIO0B, CHUKEHUE MOTOPHOM aKTUBHOCTH,

c1ab0CTh B HOTaxX 0O0JIbIIE, YeM B pyKax, THNEPTPOGUsS HKPOHOKHBIX MBIIIIII,

_0oNo
BOBJICUEHUE MapacluHaIbHBIX MBI (y JOeTeil mocrapiue), TMIOTOHUS, 20-90%
CHIDKEHHE CYXOXXMJIBHBIX pe(IIeKcoB, MOJIOKUTENIbHBIE pueMbl ['oBepca,
MHUONATUYECKas MOX0Ka
Hapymenust npixanusi, yacTble pecnupaTopHble MHGEKINH, AbIXaTeabHast
HEJ0CTAaTOYHOCTh, AMCIHOA NpU (U3MUECKON Harpyske, OOCTPYKTHBHOE 25-40%

aIIHO3 BO BPEMA CHA, OPTOITHOS




[ToBpIlIEHNE YPOBHS KpEaTUHKHUHA3BI 100%
YMepeHHas renaromeraius 10 16%
Kapnuomeranus, kapauomuonarusi (MEHee BbIpaK€HHAsl, 4eM IIpH AeOroTe

0-12%
1o 1 rona Ku3HM)
Maxpornoccus 10 4%
COHIMBOCTB, yTOMIISIEMOCTh 10 8%
Jlopno3, kudo3 u/mnm ckomo3 9-25%
HopmanbHoe ncuxopeueBoe pa3BUTHE, COXPAHHBINA HHTEIUIEKT 96%

Kinununuyeckue nposiBjieHust MiiageHueckoit popmsol 0oJie3nu [lomme

Bo Bcex cimyuasx npu monospenur Ha MBIl o0s3aTenbHBIM SBISETCS YTOUHEHHE
ceMeHHOro anamHe3a (BBISIBJICHUE PAHHUX CMEPTEH B ceMbe, I'MOeNn JeTel B paHHEM JIETCKOM
BO3PACTE, HEOOBIUHBIX MBILIEYHBIX IPOSIBIICHUH, MUONIATUH ), C YU€TOM Pa3BUTHsI IIOJTMOPTaHHOM
[aTOJIOTMHU TIOKA3aHO PacIIMPEHHOE JIAOOPATOPHOE U HHCTPYMEHTAJIbHOE 00CIIE€IOBaHUE.

[lepBrie nmpusHaku u cumnromsl MBIl nosBastorcs yxxe Ha 2-3 mecsuax xu3Hu. [Ipu
OCMOTpE Ha IpreMe 0OpaIaoT Ha ce0si BHUMAHUE MBIILICYHAs! TUTIOTOHUS M IPOTPECCUpPYIOIIast
MbllIeyHast ¢1a00cTh. JInno pedbeHka npruodpeTaeT XapakTepHbIi BUA: POT NPHUOTKPBIT, OJIOCTh
pTa 3amoiHeHa YBEJIWYEHHBIM si3bIkoM (y 1/3 miaaeHneB), MuMuka ociabiaeHa. Marp 4acTto
’KaJyeTcsl Ha TO, 4TO peOEHOK CTaJl IJI0X0 OpaTh rpyAb M OTCTAeT B Bece, OBICTPO YCTAET MpH
COCaHuH, IUIOXO rioTaeT. [lanbHeWIuil OCMOTp BBISIBJISET MOBBILIEHHYIO IJIOTHOCTH MBbIIIIL,
OOHapyKUBAIOTCS MPU3HAKHU JIbIXaTEIbHON M CEPACUYHON HEAOCTATOUYHOCTH: OJEIHOCTh KOXKH,
LEHTPAJIBHBIA U aKpOLMAHO3, TUIEPTUAPO3, CTOHYLIEE IbIXaHUE, Y4aCTHE BCIOMOIAaTEIbHOU
MYCKYJIaTyphl B aKT€ JAbIXaHUs, AedopMalus TPy IHON KIETKH IO TUIY «CEePAEYHOTO ropoay,
pacupeHre TpaHUI[ OTHOCHTEIBHOM CEepAedyHOl TymocTH, ociabieHue nepudpepudeckoi
nyJabCallid, TemaToMeranus, mnepudepuyeckue OTeKH. AYCKYyIbTaTMBHO B  JIETKUX
IIPOCITYIIUBAETCS )KECTKOE IbIXaHHUE, YACTO — IMPOBOHBIE XPUIIbI, OCIA0IEHHE IbIXaHUsI CIIEBA,
TaXMITHO?; TOHBI CEPALa IITyXHe, CUCTOJIMYECKUI IIyM HaJ BCel 00JIacThIO Cep/lla, HapyIIeHUe
puTMa cepana (Taxukapaus, OpaguKapaus, xKerygoukoBas aputmus). [ knaccuyeckoir MBI
XapaKTEpHO PAa3BUTHE aTEIEKTa30B JIETKUX Yy MJIAa/JCHIEB, B OCHOBHOM B HI)KHEW J0JI€ JIEBOTO
nerkoro. Ileyenp yBenuueHa. PeHTreHonmorndeckoe Uccineq0BaHUE IPYJHON KIETKH BBISBIISIET
kapauomeranmio. [Ipu Gonee mo3mgnem nebiore MBIl oTmewaroTcss dacTeie pecnupaToOpHBIC
UHQEKITUH.

HeBponornueckuii ocMOTp OOHapyXMBAaeT BBIPAKCHHYIO 3aCPXKKy (PHU3HMUECKOTO
pa3BUTHS B BHJE HapylleHUs (OPMHUPOBAHHUS MOTOPHBIX HABBIKOB: CHMXKEHA CIOHTaHHas U

MIPOM3BOJIbHAS ABUraTENIbHASI aKTUBHOCTh, PEOCHOK HE JEPXKHUT rOJIOBY, HE MEepeBOPAUUBACTCS
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CaMOCTOSITENIbHO, He CUAUT. Ci1aboCTh MPOKCUMAIBHBIX MBIIIL B MOJIOKEHUM JIeKa MPUIAET
peOeHKy XapakTepHyI0 '"MO3y JATYMIKH', NMPH TONBITKE MOAHATH €ro 3a pPYKH TOJIoBa
oTKubIBaeTcs Hazal. [Ipu ynepskanum pebeHka Ha pyKe — TUIIUYHBIA B "BsUIOro pebeHka'.
Bo3moxkHa wu30OuparenbHas Tuneprpodus W MajdblaTOpHAas IUIOTHOCTh MBIIIL HUXKHUX
koHeuHoCcTel. CyxoXuiibHbIE pedIeKkchl B Ae0I0TE MOTYT OBITh COXPAaHEHBI, HO TIO MEpe
nporpeccupoBanus 3aboneBanus yracaior. B Ilpunoxxennu I'l mpencraBieHbl OCHOBHBIC
cumntomel MIIb [1,3,12,14]. JlocTaTOYHO 4YacTO K OMNUCAHHBIM BHIINIE HW3MEHCHHUSM
IPUCOCTUHSAIOTCS — Hecnenuduueckue HapylleHus B BHJE  OOIIEro  HEeJIOMOIaHus,
pa3ApaKUTENIbHOCTH peOEHKa, MOBBIIIEHHON MOTIMBOCTH, PBOTHI M 3amopoB. Peakum, HO
HAaCTOpPa)XKMBAIOIIUM IPU3HAKOM IIOJIMOPraHHOW MAaTOJIOTMM SIBISETCS CHUXKEHHE ciayxa. B
pe3yabTaTe HapyLIeHus: pe30pOIul CIMHHOMO3TOBOM KUIKOCTH Pa3BUBAETCS TUApoLedaus.
Knununuyeckue nposiBiaenusi 6ose3nu [lommne ¢ mo3aaum Havaaom (BIIITH)

Mnanenueckas popma BII ornuuaeTcss OTHOCUTENIBHOW TOMOTEHHOCTBIO KITMHUYECKUX
MPOSIBIICHUH, 4ero Helnb3s cka3zath 0 BIIIIH, yTo cymecTBeHHO 3aTpyAHSET AUArHOCTUKY 3TOU
¢dopmbl rukorenosa Il tumna. [Ipu oguHakoBOM natoreHe3e MiaaeHueckoi 1 no3nueit popm BIT
KIIMHUYECKUH CIIEKTP U TSDKECTh NOPAKEHHs Pa3HBIX OPraHOB M CHUCTEM 3aBUCAT OT BO3pacTa
nanuenra. [locie oTHOCHTENBHO OJaronoJiyyHOro pa3BUTHsI peOEHKa B MIIAJICHYECTBE, MPU
nanmunu BIIITH, 3a0oneBaHune MoxkeT MaHU(ECTUPOBaTh B JH0O0OM Bo3pacTe. HesaBucumo ot
Bpemenu Havyana BIIIIH, y nereld wim B3pociblX, 3a00J€BaHUME HOCHUT HEYKIOHHO
IIPOrPECCUPYIONIUN XapaKTeP, a BBIPAXKCHHOCTb MBINICYHBIX W MHBIX NPOSIBICHUN MOTYT HE
KOppEeIupoBaTh ¢ TEMIIOM IIPOrPECCUPOBAHUS OOJIE3HU.

[Tpu manudecre BIIIIH B neTckoM Bo3pacte, HO MMOCIE NEPBOro rojia KU3HU (MHOTAA B
mureparype 3Ty ¢opmy BIIIIH Ha3bpIBaloT IOBEHUJIBHOM IS TOTO, YTOOBI MOJYEPKHYTH, YTO
O0one3np MaHu(pecTHpoBaia B JACTCTBE, HO TOCJIE TNEPBOrO Toja KU3HU), OOHAPYKUBACTCS
MHUOINIATHYECKUI  CHHApPOM, yMepeHHas  opraHoMeranus. HaOmrogmaercs — 3azepikka
(dbopMHUpOBaHUs ABUTaTEIbHBIX HABBHIKOB. BOBIIEUeHNE B MATOIOTWYECKUI MPOLIECC CEepIeUHOM
MBILIIBI BapHaOelbHO, Yalle pa3BUBACTCS JAbIXaTeNbHAs HEIOCTAaTOYHOCTh B PE3YJbTaTe
cnaboctu auadparmMbl 1 MEKPEOCSPHBIX MBIIIIII.

[Ipu ocmorpe mammenta ¢ BIIIIH ¢ pebrotomM B OeTCKOM BO3pacTe OTMEUYEHBI
KJIMHUYECKHE CUMITOMBI, MPEICTABICHHOCTb KOTOPBIX MOXET YMEHBLIAThCS C BO3PACTOM
peOeHKa, 3a UCKITI0UEHUEM MTOPAXKEHUS CKEJIETHON U JbIXaTenbHOM MycKynatypsl [1,15,16].

Cnenyer otmeTtuth, yto mnpu bIl ¢ nebiotom B gerckoM Bo3pacte B 95% ciydaes
OTMEYaeTCsl yYMEPEHHOE TOBBIIICHUE YPOBHS ChiBOpoTOouHOM KpeaTrnHKrHA3bI (KK) (B 2—10 pa3z),
a 3HauutenbHoe mosbimeHue (2000 En/JI m Bblmie) xapakTepHO IS MIIaJeHUECKOW (hOpMBI

6one3nn Ilomme. [lo paHHBIM JHTEpaTyphl AaKTMBHOCTH chiBopoTouHO KK oOpatnHO
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npornopimoHanbHa Bo3pacty (p =-0,71, p <0,001), mmurensroctr 601e3nu (p = -0,45, p <0,001)
1 Hanmuuuio atpoduun meimn (p = -0,53, p <0,001) [15].

PonuTenu yacto HENMpaBUIBLHO OLIEHUBAIOT COCTOSIHUE PeOCHKA, CUMTAs €ro "MEeHUBBIM"
U He oOpamjaroTcd K crenuanucty. B mocnemyromem y peOeHKa pa3BUBAeTCsl HapyllIEHHUE
OCaHKH, TOSBISIETCS TUIEPIOPA03, CKOJIMO3, MOXOAKAa CTAHOBHUTCS BHEPEBAIKY (yTHHas
MoX0/1Ka). MBIIII] HOT ¥ Ta30BOT'0 TOsACA MOPaXKatoTCs OOJIBIIIE, YeM MBILIIIBI TUIEYEBOTO MOsICA.
VY nereil yacto pa3BHUBAETCS PETMOHAPHAS ICEBAOTMIEPTPO(HUS MBIII CIOUHBI, a TaKKe
CHUMIITOMBI PUTHIHOTO TI03BOHOYHMKA. [IporpeccupoBanue 00J1€3HU MPUBOAUT K HAPYLICHUAM
IBIXAHUS, Yallle BCEro B JOpMe HOYHBIX THITOBEHTUIISILIMMN, YaCThIX MPOCTYIHBIX 3a00I€BaHUN U
acTMpaloOHHON MHEBMOHMH. PEOCHOK MOXKET MpEeABSABIATH KAlIoObl Ha TOJOBHYIO OONb, B
MOBEJCHUHU OTMEYAeTCsl ObICTpasl YTOMIISIEMOCTh U CHIDKEHHE YCTOHYMBOCTH K NPHBBIYHBIM
Harpy3kam, B OCHOBHOM K O€ry M JIpyr'MM akTHUBHbIM UrpaM. CnabocTh MUMHUYECKHX MBIIIILI,
YMEpEHHbII NTO3 (4acTO aCHUMMETPUYHBIN), YBEIUYEHHUE 53bIKA, CHUKEHHUE CYXOXKHIIBHBIX
pedIIeKcoB U OCTEONEHHSI TaKXKe JODKHBI HACTOPOKUTH B IUIaHe Hanmuuus y pedenka BIITH. ¥V
JeTeH, B OTIN4Me OT MitajeHues, pu bIITTH kapauoMuonatus BcrpedaeTcs: 3HaYUTENBHO PEXE
Y MPAaKTUYECKU HUKOTI/1a 3a00JI€BaHUE HE TPOSIBIIAETCS ATOJIOTHENH CO CTOPOHBI CepALia.

BIIIIH xapaktepu3yeTcs TE€TEPOr€HHOCThIO KIMHUYECKUX MPOSIBICHUM, pa3HbIM
BO3pacTOM IOSIBJIEHUSI NEPBBIX OUYEBHUIHBIX IMPU3HAKOB M CUMITOMOB, Pa3HOH CKOPOCTBIO
IpOTpecCUpoBaHmsl OOJIE3HM M BBIPAKEHHOCTHIO ciabocTu MbImL. Jlaxke mpu OJUHAKOBOM
TEHOTHIIE BpeMs Hayana OOJIE3HH MOXKET OTJINYAThCS Ha JECATUIIETUS U Pa3INyaThCs MO BCEM
IIEPEUNCIICHHBIM BBILIC POSIBICHUSIM.

PerpocnexTuBHbIi aHanm3 xano06 nauneHToB ¢ BIITTH nmoka3zan, yTo nepBbie MposIBICHUS
WIA TpHU3HAKUd OO0JE3HH, KOTOpble CYOBEKTHBHO HE pPAacCMAaTPUBAJIUCHh IALMEHTOM Kak
OTKJIOHEHHE OT HOpMBbI, B 77% cCiydaeB Kacajaucb TPYIHOCTEH IIPU 3aHATUSAX CIOPTOM
(mauMeHThl TI0OX0 Oeranu, He MOTJIM MOATSHYThCA Ha TypHHKE), 28% OBICTPO yCTaBaiu Mpu
xoap0e 1o snectHuie, 20% HUCIBITHIBAIM 3aTPYJHEHUSI IPU BCTABaHWU C HU3KOTO CcTyna, 17%
ycTaBaiM Mpu oO0bIYHOM Xoap0e u 11% He MoriM BcTaTh U3 IMOJIOKEHHS JIeKa Ha CIHHE 0e3
noMou pyk [6,17-23].

Takum o6Opa3zom, npu nomo3peHnu Ha Oosie3Hb [lomme y B3pocCiIOro mnanueHTa
HEOO0XOAUMO JeTalbHO BBIICHUTH OCOOEHHOCTH JBUTATENILHOTO pAa3BUTUS B JIETCKOM H
IOHOLIECKOM BO3pacTe.

CnaGoCTh MBIIII SBJISIETCSI OCHOBHOW anoOoil y B3pocibix mnanuentoB BIIITH.
CnabocTh MBI KOHEUYHOCTEH SABISETCS OCHOBHOM JkajoOoii mamuentoB ¢ BIITTH,
obHapyxxuBaemoit B 93% ciyuaes [22,23]. [lo narrepHy pacnpeaeneHus MBIIIEYHOH cl1aboCcTH

OTMCUYACTCA HCCKOJIbKO MCHbIIIad BapI/Ia6eHI:HOCTI: MCXKAY NallMCHTAMHU. B OombmnHCTBE
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Clly4aeB MaKCUMaJibHas c1ab0CTh KacaeTcs MapacluHaIbHBIX MBI M MBI IEpeIHEN CTeHKN
KMBOTA, MBI TMPOKCUMAIbHBIX OTJIEIOB HOT M MBI IuieyeBoro mnosica. CiabocTh
MPOKCUMAIIBHBIX OT/AEJIOB MpeodasaeT Hajl CHUKEHUEM CHJIBI B JUCTAJIBHBIX MBIIIAX (€ciau
TakoBasi HaOmomaercs ). bosiee Toro, B ciydae oOHapyKEeHHUs CIA00CTH MBI KOHEYHOCTEH U
€e OLEHKHM dYepe3 IoJ IOcCjie IMEepBOr0 OCMOTpa MAalMeHTa, MPOTPEecCUPYIOIIee CHIDKEHHE
MBILIEYHON CHIIBI OTMEUEHO OOoJIbIIIe AJIsl HOT, YeM JUIsl pyK. B cpemHem, cuiia MBIIII] HOT TaiaeT
Ha 7,1%, a pyk — Ha 4% [22,23]. Ilo xapaktepy pacnpeaeneHHs MbIILICYHOH c1abocTu pa3Hble
aBTOpPBl OTMEYAIOTCA CJeaylole 3akoHoMepHocTu. OmnucaHo Oosblliee CUMMETPUYHOE
BOBJICUEHUE OTBOJAILIMX MBI Oefep W SATOJUI] NMPU OTHOCUTEIHHONW COXPAHHOCTH MBI
crubareneir Oenpa, OTHOCHUTENbHAs COXPAHHOCTh MBI O€lep MO CPAaBHEHHIO C MBIIIIAMH
TA30BOrO MMOsiCa W CJIAa0OCThIO MBI pasrubareneit Oexpa. Ha panHux craausax Ooyie3HH
W3MEHEHUSI B MBIIIIAX MOTYT MPOSBISITECS TOJBKO MOXOJKOM BHEPEBAIKY MO TUMY '"yTHHOM
MOXOJAKHU" C TUIEPIOPI030M MOSICHUYHOro oTneia. CinabocTh MBI MJIEUYEBOTO IMosica yalle
BCEro OOHapyXHBaeTCs NMpU OcMOTpe U HOcUT nuddy3HbIN Xapakrep. [larueHTsl MoryT He
NPEIbSBIATh KajJo0 HAa M3MEHEHHWE CHJIBI MBI TMPEeNIUIeYrid M KUCTH Jake Ha JalieKo
3alIeAnX CTaausax OOJe3HH, KOrja NMPU3HAKU MEPBHUYHO-MBIIIEYHOTO MOPaKEHUS 10 TUITY
"MHOTIATUN TOSICOB" CTAHOBATCSA OYCBHUIHBIMH. J[OCTAaTOYHO YacTo CIa00OCTh M HM3MCHCHHUE
oobeMa (aTpouM) MBI IJICYEBOTO TOSCA MOTYT OBITh ACUMMETPUYHBIMH, YTO MOXKET
NPOSIBIATHCA B OTCTAaBaHWU JIOTIATKU OT TPYAHON KIETKH (KPBUIOBHIHOM JIOTIATKU) TOJBKO C
OJIHOM CTOPOHBI WIIM 3HAYUTEIBHON aCUMMETPUH TaHHOTO CUMIITOMA.

Kak yxe roBopusioch BbIlI€, MapaclUHAIBHBIE MBIIIIBI U MBIl IEPEIHENH CTEHKH
KMBOTa MOTYT MOpaXaThCs Ha cambIX paHHHX ctaausax BIIIIH, uto mpuBoguT K OBICTpOIi
YTOMIIIEMOCTH, CHIDKEHHIO MEPEHOCHMOCTH CTaHJApTHBIX HArpy30K Kak Ha paHHHUX, TaKk U
pa3BepHYTHIX cTagusix 0oje3Hu. BaxkHbIM siBIseTCS OOHapy)KE€HUE HApYLICHHs JbIXaTebHOU
(GyHKIHMH BCIIEACTBUE CIA00CTH MBI quadparmMbl B MexpedepHbix M. J{o 1/3 B3pociabix
nanueHToB ¢ BIIITH umeroT HapyleHus o CTOPOHBI AbIXaTEIbHONW CHCTEMBI.

IIpu ocmoTpe HEOOXOOUMO TPOBECTH TECTUPOBAHUE MBI PA3HBIX TPYII C
BBITIOJTHEHUEM MPOCTHIX 3aJaHUi (CMOTPH TaOJIUILy HUXKE), IO pe3yIbTaTaM KOTOPBIX MOYKHO CO
3HAYMTEJILHONW BEPOSITHOCTHIO OO0OCHOBAaTh HEOOXOIMMOCTh OOCTEAOBaHHUS TAIlMEHTAa Ha
Hanmuue BIIITH.

BrinosHenue aBurareabHbix TecToB npu BIITTH

Beinoansier Beinosnsier He mosxker
IIpennsiBisiemoe 3ajaHue
0e3 Tpyaa ¢ TpyAOM BBINOJIHUTH
[ToaHATH pyKH HaJ TOIOBOM 55 % 29 % 16 %
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[IpuHATH BEPTUKAIBHOE IIOJIOKECHUE

U3  TIOJIOKEHUS  HAKIOHUBILHCH 14 % 45 % 41 %
BIIEpe]]
Bcerarts ¢ HU3KOrO cTyna 12 % 53 % 35%
Bcerate 6e3 momomm  pyk  u3

8% 37 % 55 %
MIOJIO’KEHUS JIeKa Ha CIIMHE
[ToanpeIrHyTh Ha MecTe 6 % 29 % 65 %
Xonpba BBEpX/BHU3 IO JIECTHUIIE 2% 57 % 41 %
TTomHaTE HOTHU B IIOJOKEHUH JIEXKA 2% 43 % 55 %
[TogHATBCA ¢ KOPTOUEK 2% 22 % 76 %

1.7 InddepeHnnaibHasg THATHOCTHKA

CnoxHoctp auarHoctuku BIIIIH ompenensercss oTCyTcTBHEM — CIeIM(UICCKUX
KIIMHUYECKUX CHUMITOMOB, XapaKTEePHBIX Ui OOJBIIMHCTBA HEPBHO-MBIIICUHBIX OOJIE3HEH, a
TaKXke pasHoOoOpa3HeM MX COYETaHUs, BpEMEHEM IOSBICHUS M TSHKECTH B IPOIecce pa3BUTHS
6one3nu. IlepeyeHb OCHOBHBIX 3a00J€BaHUMU, BXOIAMIMX B AU (hepeHInaNbHbIi JHarHO3 MpH
BITHII, npencraBnen B [Ipunoxenune A3.2.

Hudbdepennmanbaas nuarHoctuka MBI mpoBomutcss co BcemMu 3a00JICBaHHUSIMU,

OCHOBHBIM KIIMHUYCCKUM IIPOABICHUEM KOTOPBIX ABJIACTCA CHHAPOM «BAJIOTO pCGGHKa».

14



2. luarHocTUKa 3200/1eBaHUs HJIM COCTOSIHUS (rpynnbl 3200J1eBaHU WJIH
COCTOSIHMI), MEUIIUHCKHE MOKA3aHUS M IPOTUBONOKA3aHUS K NPUMEHECHHUIO

METOA0B TMATHOCTUKH

Juaenos BII ycmanasnueaemcss Ha OCHOBAHUU COBOKYNHOCMU AHAMHECTUYECKUX
OAHHBIX, KIUHUYECKUX OAHHBIX, Pe3YIbmamos 1ad0pamopHo20 UCCIe008aHUsA (OUOXUMUYLECKO20
U MONEKVIAPHO-2EHEMUYECKO20 AHAU3A).

Kpumepuu ycmanoenenus ouazHo3a/cocCmoaHus; cHudxicenue akmueHocmu hepmenma
6 00paszye Kposu, NOBMOPHO NOOMBEPHCOeHHOe 6 Opy2oM o0bpaszye oOuomamepuana
(npeonoumumenbHo  MblUEYHAs — MKAHb,  KYIbMypa  KOJCHbIX  pubpobracmos)  uiu
noomeepcoerue Ouoxumuueckoeo ouaznosza memooamu JJHK-ouacnocmuxu (0OHapycetue
08YX NAMO2EHHLIX/ BEPOAMHO-NAMOEeHHbIX 6apuanmos 6 cenHe GAA ¢ noomeepiicoenHbim
MPAHC-NONIONCEHUEM, HATUYUE 8APUAHTNOB, BbIABLEHHBIX MEMOOAMU MACCOB020 NAPAILIENbHO20
CEKBEHUPOBAHUA NOOMBEPHCOEHO MEMOOOM NPAMO20 ABMOMAMUYECKO20 CEKBEHUPOBAHUs NO

Ceneepy).

2.1 ’Kago0LI M1 aHAMHE3

Ilpu cbope anammesa u dHcanob HeoOXOOUMO 0Opamumv GHUMAHUE HA Cledyiouue
J1canobvl u aHamHecmudeckue cooOblmus:
B arobom sospacme

—  OMALOWEHHbLI CeMelHbI aHAMHe3 (CXOOHble Cyuau 3a001e6anus y poOHbIX bpamves u
cecmep),;
—  OIUBKOPOOCMEEHHbIU OPAK.

MﬂaaeHubl nepevlx MecAaues HCu3nu

—  3a0epiicKa NCUXOMOMOPHO20 PA3GUMUSL;

—  @sl0€e cocanue, nioxas npubasKa 6 eece;

—  OprowHOU Mun ObIXaHUsL,

—  00bluKa;

—  ygenuueHue pasmepos A3vlKa (MaKpo2ioccus);
—  npocpeccupyrouull xapaxmep meveHus..

s Ooemell cmapuieco eo3pacma

—  maxuxapous,

—  OHeBHAsl COHIUBOCTb,

—  YMOMISeMOCMb,

— uacmoie npocmyomnvle 3a00/1e6aHUs,

—  MblUledHa:A Cﬂa600mb,'
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—  mpyoHOCcmuU npu nooveme no Jlecmuuye;
—  HenepeHocumMoCmo QuU3UYECKUX HA2PY30K;
—  U3MeHeHUue NOXOOKU,

— ampogus mvluiy KOHeYHOCMel.

s nodpocmkoe U 63pOCJIblX

—  YmpeHHss 207108HAS OOb,

—  maxuxapous,

—  ymomasemocmu;

—  Mblueunas caabocmo,

—  mpozgpeccupyowuil xapakmep meyenus;

— ampogus mviuy;

—  mpyoHocmu npu nooveme no 1ecmuuye;
—  HenepeHocuMocms u3U4ecKux Haspy3ok;
—  U3MeHeHue NOXOOKU.

JKanobwi u anamnes maxorce onucanvl epa3()eﬂe (KIUHUYeCcKas kapmuray.

2.2 OusukaabHoe 00caeI0BAHUE

Ilpu ocmompe Heobx00uUMO 0bOpamume 6HUMAHUE HA OCHOBHbIE (OUIUKATbHBLE
nposenenus bIl:
Mnaoenywl nepsvix mecayes HcusHu

—  CUMNMOMOKOMNIEKC (851020 PeOEHKAY,
— 3a0epocKa NCUXOMOMOPHO20 PA3GUMUSL,
—  cUnoMUMUs;

—  Makpoanoccus;

—  HapyuwieHue pumma OblXaHusl.

Lemu, noopocmxku, é3pocivie

— mpoepeccupyrowas mvluleuHas ciabocmv ¢ NPeuMyWecmeeHHbIM  NOPAdXCEHUEM
NPOKCUMANBHBIX OMOEN08;

—  CHUICeHUue MOMOPHOU AKMUBHOCMU;

—  CHUICEHUE CYXONCUTbHBIX PeieKcos;

— noaodcumenvrule npuemsl 1 osepca;

— Muonamuyeckas NOXooKda,

—  c1abocme mbluly nepeoHell CMeHKU HCUBOMA,

—  c1abocmov napacnUHAIbHLIX MbllY (10PO03, KUGhO3, CKOIUO3);

—  ¢c1abocmb A200UYHBIX MbIWUY U MPYOHOCHb YOEPHCAHUSL PABHOBECUS NPU 6CIMABAHUU
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—  COXPAHHOCMb CUTbL YEeMbIPEX2IABbIX MblUY NPU CIAOOCTU MbLULY OPYeUX OMOen08
— caabocme ccubameneul weu;

— caabocmy ouaghpazmol, 00bIUUKA;

—  crabocms mMbluy A3bIKA,

—  c1aboCcmb MUMUYECKUX MbIUY, OCODEHHO ACUMMEMPUYHAS,

11o0pobHO danHvle Pu3uUKaATLHO20 00CIe008AHUS ONUCAHBL 8 pa30eie «KIUHUYECKAs KapMUHAy.

2.3 JIaGopaTOpHbIE ANATHOCTHYECKHE MCCAeT0BAHUSA

Obpawaem 6unumanue, 4mo, CO2IACHO MpPebOBAHUAM K pa3pabomKe KIUHUYECKUX
pexkomeHOayull, K KANCOOMY  MeE3UCY-PEKOMEHOAYUU  HeoOX00UMO  YKA3bleamb  CUTLY
peKomeHOayuti U O0O0KA3AMeNbHYI0 643y 8 COOMEEMCmEUU CO WKANAMU OYEHKU YPOBHS
docmogeprocmu 0okazamenvcma (Y/I/]) u yposus yoeoumenonocmu pexomenoayuti (YVP). [na
mHoeux meszucos YVP u VI 6yoem Huskum no npudune Omcymcmeusi NOCEAUWEeHHbIX UM
KAUHUYECKUX —UCCLe008aHUll  8bICOKO20 Ouzaiina. Heesupas na >mo, oHu seiawomcs
HeoOX00UMbBIMU INEMEHMAaMU 00C1e008aHUsA NAYUEeHMA OISl YCMAHOBNIEHUS OUACHO3A U 8b1O0OPA

MAaKkmuKu jie4eHusl.

. PexoMenayercst omnpenencHHEe aKTHBHOCTH KHCIOH anb(a-TIOKO3MAa3bl B ISATHAX
BBICYIIIEHHOW KPOBU METOJ/IOM TaHJAEMHOW MacC-CIIEKTPOMETPHH (KOMILIEKC HCCIICIOBAHUH JITIst
JIMArHOCTHKY Ooiie3Hu [loMrie) BceM maryeHTaM ¢ KIMHUYeCKUMU Mpu3HakaMu 6ose3Hu [Tomme
C 1IeJIbIO TOATBEPKICHUA quarHosa [15, 24, 47, 48, 51].

YpoBeHb YOeAUTEIbHOCTH peKOMeHaauuii A (YPOBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 2)
Kommenmapuu: axmusnocmo KA mooicno onpedensmb 6 pasiuuHulx Ouomamepuanax
(Kyiomusupyemvix gubpobdracmax, mvlulednom oduonmame, nepughepuieckux aum@poyumax u
op.), HO 8 Hacmoswee 6pemMs ONMUMANbHLIM AGlAemcs onpedenenue akmusHocmu KA 6
NAMHAX BbICYUWEHHOU KPOBU C NOMOWbI0 MAHOEMHOU MAcC-ChneKmpomempuu. Imom mecm
couemaem 6 cebe 8bICOKYIO YYBCMBUMENLHOCHb C NPOCMOMOU GLINOJIHEHUS U 803MONCHOCBIO
npuUMeHAmbs 01 CKpUHUHea 601bulo2o yucia nayuenmos. Onpedenenue axmusnocmu KAI 6
CYXUX NAMHAX KPOBU AGNAEMCSA ONMUMATbHLIM ~CKPUHUHZSOBbIM — ECMOM, «3010MblM
CMAanHOapmom», No360JAIOUWUM MALOUHBAZUBHO, ObICIIPO U MOYHO onpedeaums Oeguyum
akmusHocmu  ¢epmenma. Y nayuenmos c 6onesuvto I[lomne 6ulAGIAIOM 3HAUUMENbHOE
cHudcenue axmuenocmu gepmenma (menee 10% om Hopmwl). OoHnarko, HeobOX00UMO c
OCMOPOACHOCIBIO ~ OMHOCUMCA K UHMEpnpemayuy  pe3yibmamos  OUOXUMUYECKO20
Mecmupo8anusi, NOCKOIbKY ONUCAHbL ALleNU NCe80OHeO0CAMOYHOCMU, KOMOopble MO2Ym

8IUAMb HA AKMUGHOCMb hepmenma in vitro. Ilo pekomenoayusm medxcoyHapoOHOU 2pynnbvl
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9KCnepmos, 051 noOmeepucoeHuss ouacHoza 6onesuwv Ilomne nocie 6vlABIEeHUS CHUNCEHUS
akmuenocmu hepmenma 8 obpaszye Kposu, HeoObX00UMO Nposecmu NOBMOPHOEe OnpeodeeHue
akmuenocmu gepmenma 6 Opyeom obpaszye ouomamepuana (npeonoymumenbHO MollUedHdas.
MKAaHb, KYIbmMypa KONXCHLIX Guodpodbracmos) uiu nooOmeepoums OUOXUMUHECKUL OUACHO3

memooamu JIHK-0ouacnocmuxu.

. PexomenayeTrcsi MOJEKYISIpPHO-TEHETHUECKOE HuccienoBanne reHa GAA BceM
MAIMEHTaM CO CHUYKEHHOW aKTUBHOCTBIO KUCIIOHN alib(a-TIIFOK03UAa3bI C LETBIO MOATBEPKICHUS
nuartosa 6ose3Hb [ToMiie Ha MOJIEKYJIIpHO-TEHETUUECKOM ypoBHE [15, 24, 47, 48, 51].

YpoBeHb YOeAUTEIbHOCTH peKOMeHaauuii A (YPOBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 2)
Kommenmapuu: cen GAA mooucHo ucciedogamov MemoooM HPAMO20 dA8MOMAMUYLECKO20
cexgenuposanus no Ceneepy, Memooamu 8blCOKONPOUZBOOUMENbHO2O —CEKBEHUPOBAHIUSL
(Onpedenenue cmpyKmypHbiX 8apUAHIOE 2eHO8 8 00pa3ye OUOIOSULECKO20 Mamepuana opy2om
Uny  HeymoYHeHHOM  HeKIACCUUyuposaHuwvle 6  Opyeux  pyopuxax  Memooom
8bICOKONPOU3BOOUMENLHO20 — CEKBEHUPOBAHUS), Memooom cekeeHuposanusi no Ceneepy,
onpedenienue 6apUAHMO8 2eH08 8 o0bOpazye OUONO2UYECKO20 Mamepuana Opyeom Ul
HEYMOYHEHHOM, HeKlaccuuyuposartole 8 opyaux pybpukax, Memooom
8bICOKONPOU3BOOUMENLHO20/  MAP2EMHO20  8bICOKONPOUIBOOUMENILHO20 — CEKBEHUPOBAHUSL,
onpedenienue CMPYKMYPHbIX 8APUAHINOE 2eHO8 8 00pa3ye OUOI02UYECKO20 MAMepuana opy2om
U HeymouYHeHHOM, HeKIaACCUPUYUPOBanHble 8 OpPY2UX pyopUKax, Memooom MHOHCECMEEHHOU
JIU2A3HO-3ABUCUMOU  AMAIUDUKAYUU 30HO08, MONeKYIApHOe Kapuomunuposanue Ha JHK-
MUKpomampuyax). borvwuncmeo nayuenmog A61ANOMCA KOMAAYHO-2emepo3ucomamu, m.e.
Hecym 06a pasHblX namoceHHvlx eapuanma cena GAA Ha obeux 20MOI02UYHBIX XPOMOCOMAX.
Ilockonvky 6 eene GAA onucano 60abuioe YUCIO YHUKALLHBIX 8APUAHMOS, NOAUMOPPUIMOE U
3aMeH HeACHOU 3HAYUMOCMU, MO2Ym B03HUKHYMb MPYOHOCMU NpU GbIAGIEHUU paHee He
ONUCAHHBIX USMEHEHUL HYK1eOMUOHOU nociedosamenvrocmu [2]. Ilamoeennvie sapuanmol 2cena
GAA, npusooawue k pazeumuto 6onesnu Ilomne, mocym Obimb GblsAGNEHbL NPU UCCIEO0BAHUAX
Memooamu CeK8eHUPOBanUs HOB020 NOKOJLEHUs (NOJIHO20 CEK8EHUPOBAHUS IK30MA / 2eHOMd,
Mmapeemuo2o cekgeHuposanus), cekeenuposanusi no Coneepy, gvisasieHue oeneyuti 9K30H08 Uil
yenoeo eema memooamu MLPA, xpomocomuozo Mukpomampuunoeo auanuza. Memoowi
MONEKYNIAPHO-2EHEMUUECKO20 AHANU3A He0OX00UMbL OJisl noOmeepxcoeHus bonesnu [lomne, eciu
HedoCmyner OUONIO2UYECKUll Mmamepuar npodoanoa, a makdxce Ol NPEHAMAIbHOU U

npeuxnmaumat;uonnoﬁ OUASHOCMUKU.

. Pexomennyercs orpezesieHue aKTUBHOCTH aJlaHMHaMUHOTpaHCepasbl,

acrapTaTaMHHOTpaHC(epasbl, KPeaTHHKUHA3bl B KPOBU IMALMEHTaM C MpU3HAKaMU OOJEe3HH
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[Tommnie 1 MOATBEPKACHHBIM IUATHO30M C II€JIbIO BBISIBJICHUS MTaTOJOTHYECKUX U3MEHEHUH [ 15,
49].

Yposens yoenuTeabHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
Kommenmapuu: uccneoosanus npogoosimcs 6 pamKax aHanu3a Kposu OUOXUMUYECKO20
obuemepanesmuyuecKo2o, npu yCmMaHosleHuu OuazHo3a u daiee He pedce 1 pasa 6 6 mecayes.
Buisisnsiemvie uzmenenus mo2ym AGIAMbCA CUMNIMOMOM NOPAdCeHUs Mbluleunou mrxanu. 1lpu
oonesnu Ilomne ¢ debromom 6 demckom eo3pacme 6 95% cnyuaes ommeuaemcs ymepeHHoe
nosvluterue ypoeus cvieopomounou KK (6 2-10 pa3s), a snauumenvroe nogviuenue 0o 2000 Eo/J1
U 8vlle XapakmepHo 0as Maaoendeckou gopmel boresnu Ilomne. Ilo dannvim tumepamypol
akmusHocms  cvigopomounou KK obpamno  nponopyuonanvha — eospacmy — (p =
-0,71, p <0,001), onumenvrocmu 6oneznu (p = -0,45, p <0,001) u naruyuio ampoguu mviuy
(p = -053, p <0,001). AJIT u ACT — ¢hepmenmvbl, Komopwvie aKmMugHvl 80 BCeX KIEMKAX
opeanuzma, Ho Oolbuie 8ce2o0 Ux 6 cepoye, nedeHu, NOYKax u Mmvluyax. XapakmepHoe 0.
ooneznu [lomne Hapywienue pabomsi ne4eHOYHOU U MbIULEYHOU MKAHU NPUBOOUM K NOBLIUEHUIO
AKMUBHOCU «Ne4eHOUHbIX hepmenmosy 6 cvigopomke Kposu. ACT — b6onee unghopmamuenwiil
mapxep, nedxcenu AJIT. ¥V nayuenmos ¢ ungpanmunvrou ghopmotii 6onesnu akmusrocmo ACT 6 3-
10 pas npesvruwaem nopmy, AJIT sapbupyem om nopmwvi 00 npesviuterus 6 2-7 pas. Ilpu boreznu

Ilomne c nozonum nauyanom axkmugnocmo AJIT nosviwena 6 94% u ACT — 6 95% cnyuaes.

. PexomenayeTcsi BCEM MalMEHTaM C KIMHUYECKUMU Tpu3Hakamu Oomne3nu Ilomrie
MpOBeACHUE 00IIero (KJIMHUYECKOTO) aHajdu3a KPOBH Pa3BEpHYTOro (MCCIIEIOBAHHE YPOBHS
JIEHKOIIUTOB, JSPUTPOIMTOB, OOIIETO TreMOro0nMHa, TPOMOOIIMTOB B KPOBH, OIIEHKA
reMaToOKpuUTa, ONPECIICHUE CPETHETO COJEPKaHUsI U CPEHEH KOHIIGHTPAIMU TeMOTJIOONHA B
sputrpouutax, aupGHEepeHIUPOBAHHBIA TOJACYET JEUKONUTOB (JeiKonuTapHas ¢dopMmyna),
UCCIIEIOBaHNE CKOPOCTH OCEIaHMs IPUTPOLIUTOB) B KPOBU I OLIEHKH OCHOBHBIX ITapaMeTPOB
KPOBETBOPEHUSI M BBISBICHHUS BO3MOXKHBIX HMH(EKIHOHHBIX IMPOLECCOB (MIPU YCTaHOBJICHHUU
uarHosa u jainee He pexe 1 pasza B 6 mecsies) [6, 15, 52].

Yposens yoenuTeabHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 5)
Kommenmapuu: 6 cea3u c 6bICOKUM PUCKOM pA36UMUsi UHMEPKYPEHMHbIX UHDeKyul,
acnupayuoHHot nHeemMonuu y nayuenmos ¢ bI1 neobxooumo nposedenue 0aHHO20 UCCIEO08AHUSL

He pedice 6 pas 6 200.

. Pexomennyercss BceM mnamueHntam ¢ Oonesnbio Ilommne wuccnenoBanue ypoBHS N-
TepPMUHAILHOTO (parMeHTa HaTpHilypeTHdeckoro mponentuga Mo3roBoro (NT-proBNP) B

KPOBH C IICJIBIO BBISIBJICHUS TUC(PYHKIIMA MUOKAp/a, CEPICUHON HEAOCTATOYHOCTH (ITallMEHTaM
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70 ToJla — He Mo3JHee 3 MecsIeB OT MOMEHTAa MOCTAaHOBKHM JAMarHo3a, cTapuie rojga — He
Mo3/IHee 6 MECsAIIeB OT MOMEHTA IMOCTAHOBKH JMarHosa) [25, 26].

Yposens yoeaureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
Kommenmapuu: yposenv nampuiiypemuyecko2o nenmuoda 0OblYHO 3HAYUMENbHO NOBbIUEH )
nayuenmos ¢ maadenHyeckou Gopmou 6onesnu Ilomne. J[lannwvlli nokazamenv AGIsAemMcs
8AdNCHEUUUM OUOMAPKEPOS NOPAICEHUTI CEPOYa, NPUSHAKOM CepOedHOl HeOOCMAmoYHOCMU U

OUCYHKYUU NPasoco HceryoouKa.

2.4 UHcTpYMEHTAJTbHLIE TMATHOCTHYECKHE HCCIeI0BAHUS

Ilepeuucnennvie KTUHUKO-UHCMPYMEHMATbHbLE MEMOObL UCCIe008AHUSA HEOOXOOUMbL 015
ouasHocmuku U OughghepenyuanbHou OUAeHOCMUKU MUONAMUYECKUX CUHOPOMO8, BKIH0UAsL

Odemeli 8 go3pacme 00 2004.

. Pexomenayercsi BceM MalMeHTaM C KIMHUYECKUMU Mpu3Hakamu Ooje3nu Ilomme
MPOBEICHUE ANeKTpOHeHpomMuorpadun CTUMYJIAILIMOHHON u WTrOJIbYATOU
(OnexrpoHeiipomuorpadus CTUMYISLMOHHAS OJHOTO HEpBa; OJEKTpoHEeHpomMuorpadus
UTOJIbYATBIMHU 3JIEKTpoJaMu (OJUH HEpB)) C Ledbio auddepeHnnanbHOl TUarHOCTUKU C
OpyruMU 3a00JIEBaHUSAMHM U BBISIBJICHHSI CTENEHU MEPBUYHO-MBIIIEYHOTO TOPaKEHUS MpU
oone3nu [lomme [15, 27, 50].

Yposens yoenuTeabHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 5)
Kommenmapuu: oannvie memoovl nossonsiom ouggepenyuposams 6onesnv Ilomne om
3a601e6aHUU, CEA3AHHBIX C HAPYUWEHUEeM QYHKYUU 08UAMENbHbIX BOIOKOH nepugepuyeckux u

HEepPBHO-MbIULEYHOLL nepedayll.

. PexoMeH10BaHO BCeM TMAalMEHTaM C KIMHUYECKUMHU Mpu3HakKamu Oone3nu [lomrie
perucTpanus dICKTPOKAPAUOTPAMMBI U TIPOBEACHHUE dXOKapAHOrpaduu C LETbI0 BHISIBICHUS
MOPKECHMsI CepJilla, B MIEPBYIO odepeas runepTpodudeckor kapauomuonatuu [6, 15, 27, 51,
52].

Yposens yoenureabHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 5)
Kommenmapuu: uccredosanus npogoosim npu yCmanosienuu ouazHosa, oaiee He pexce 1 pasa
8 6 mecayes, npu HA3HA4eHUU epMeHmHOU 3aMecmumenbHol mepanuu — Kaxcovle 7—14 onei
6 nepsvie 12—-24 nedenu mepanuu. IKI nozeonsem viaeumo napyuenus pumma cepoya, IX0-
KI' — xapouomezanuro, ecunepmpoguio muoxapoa u opyeue nopadxcenus cepoya. IKI-
mapkepamu npozpeccupyrowei Kapouome2amu AGIAIMcs ueanmckue xomnaekcvl QRS
(6cnedcmeue cunepmpoguu 1e6020 Ui 0O0UX HCELYOOUKOB), OUeHb KOpomKul unmepsan PR,

unsepcus eoanvl T u oenpeccusi unmepsana ST [36].
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. PexomeHI0BaHO BceM NalMeHTaM C KIMHUYECKMMH Mpu3Hakamu Oone3nu [lomme
MPOBEICHUE PEHTreHorpaduu OpraHoB TPYJHON KIETKH O030pHON, KapAHOPECIHPATOPHOTO
MOHHUTOPHUHIA, UCCIICIOBAHNE HECIPOBOIMPOBAHHBIX 00BEMOB U MOTOKOB (CIIMPOMETPUS) IS
BBISIBJICHUSI CTEIICHH MOPaXKEHHsI OPOHXO-JIETOYHOM CUCTEMBI (€CIIH HE MPOBOINIACH MTOCIEIHHIE
12 Mecs11eB) U MyJIbCOKCUMETPHUH, KarmHOTpaduu (€cau He MPOBOAMIACH MTOCTICTHIE 6 MECSIIEB)
[6, 15, 27].

Yposens yoenuTeabHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 5)
Kommenmapuu: oyenxa ¢oynkyuu eneuine2o Oblxauus 0653amenbHa 8 HON0ACEHUU CIOSL U Jledcd
— ¢ onpedeneHuem pasnuysbl 6 nokazamensx. Ilo noxkazaumusm mo2ym npoeoouUmvCsl
uccnedoganue OUG@Dy3UoHHOU CHOCOOHOCMU NIe2KUX, KOMNbIOMEPHAST MOMO2padusa opeanos
2PYOHOU norocmu / CRUpaibHAas KOMRbIOMeEPHAs momozpagus ieckux, st OuppepenyuanbHoll

OUacHOCMuUKU. MpaxeoOPOHXOCKONUs/6udeompaxeobponxockonus [54].

. PexomeHayeTcsi BceM MalMeHTaM ¢ KIMHWUYECKMMH Npu3Hakamu Ooie3nn [lomre
yIBTPa3BYKOBOE HCCIICOBAaHHE OpPraHOB OpIOIIHON TOJOCTH (KOMIUIEKCHOE) C LENbIO
BBISIBJICHHSI U3MEHEHUH pa3MepOB U CTPYKTYpHI neueHu [6, 15, 27].

YpoBenb yoeaureabHocTH pekoMeHaauuu C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)
Kommenmapuu: npu ycmanosnenuu ouaznosa, eciu He npo8oounocy nocieouue 6 mecayes. B
omauuuu om Opyaux enukoeenosoe npu bIl nabniooaemcs ymepennoe ysenuuenue pasmepos

nedyeHu.

. PexoMeHayIOTCSl BCEM NalMEHTaM C KIMHUYECKUMH INpu3Hakamu Oosie3Hu Ilomme
00513aTENIBHOE  €KErOJIHOE IPOBEJCHUE PEHTICHOACHCUTOMETPUH Ml  CBOEBPEMEHHOM
KOPPEKIIMHU [10JIy4aeMOro JIEYEHHUsI 110 TIOBOAY OCTEONIEHUH U ocTeonoposa [6, 15, 27].

Yposens yoenureapbHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
Kommenmapuu: I[layuenmvl u unenvt cembu OONICHbL ObIMb UHPOPMUPOBAHLL O BCEX

NOCAeOCMBUSAX HeA0eK8AMHO20 OMHOWEHUS K I’lp06ﬂ€M€ ocmeonoposa.

. PexoMeHnayercss BceM MalMeHTaM C KIMHUYECKHMMM TNpu3Hakamu OosesHu Ilomrme
TOHAJIbHAs ayJMOMETPUS C LIEJIBI0 PAHHETO BBIBJIECHUS HapyleHui [6, 15, 27].
YpoBenb yoeaureabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbLCTB — 5)

KommenTapuu: npu ycmanosnenuu ouaznosa u oanee e pexce I pasa 6 3 2ooa.

. PexomenayeTcsi BceM marpieHTaM ¢ 0oJie3Hbio [loMIie ¢ o3 JHIM HayaioM MpOBEACHUE
TecTa 6-Tu MI/IHYTHOI\/'I XOHLGLI JJI1 OOCHKU BBIHOCIIMBOCTHU (HpI/I YCTAHOBJICHUN OHUArHo3a, CCiin
HE MPOBOAMIICS TOC/IeHNuEe 6 Mec.) Il BO3MOXKHOCTH KOHTPOJISA 3D PeKTUBHOCTH HEePMEHTHOM

3aMEeCTUTENbHOM Tepanuu B nanbHeimem ([Ipunoxenne '3) [17].

21



YpoBenb yoeauTeabHOCTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB—S)

. Pexomenayetcsi BceM maiueHTam ¢ 0olne3Hbio [loMiie mpoBeeHre aHamm3a KauecTBa
YKU3HH ManueHToB cornmacHo OnpocHuky SF-36 (ecnu He mpoBoAWIICS MOCIEIHUE 6 MECSIIEB)
(ITpunoxenue I'4) [27, 35].

Yposens yoenureabHocTn pekomenaanun C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 5)

2.5 UHpble THATHOCTHYECKHE UCCICI0BAHUS

2.5.1 KoHcyJabTanuy U HA0JII0eHNE CHEINATHCTOB

o Pexomenayercst BceM ManueHTaM ¢ KIMHUYECKUMU ITpu3Hakamu 0osne3nu [lomne mpuem
(ocMOTp, KOHCYJbTAlMsI) Bpada-meauaTrpa MEePBUYHBIN/TOBTOPHBIN, WM TpHeM (OCMOTD,
KOHCYJIbTAIlMsI) Bpaya-TepareBTa MEPBUYHBIN/TMOBTOPHBIN, MpHeM (OCMOTP, KOHCYJIHTALUs)
Bpaua oO1ieil MpakTUKU (CeMEWHOro Bpaya) MEePBUYHBIN/TIOBTOPHBIH C LENbI0 OLIEHKU OOIIEero
COCTOSIHUSI OpraHvM3Ma MpY YCTAHOBJICHUM auarHosa [15, 17, 27].

YpoBenb yoeaureabHocTH pekoMeHaauuu C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbLCTB — 5)

o Pexomenayercst BceM ManueHTaM ¢ KIMHUYECKUMU ITpu3HakaMu 6osne3nu [lomne mpuem
(ocMOTp, KOHCYNbTallMsl) Bpaya-HEBPOJIOTa NEPBUYHBIM W TOBTOPHBIA C LENbIO OLEHKU
HEBPOJIOTUYECKOTO CTaTyca, Ha3HAYCHUs Teparuu, MPOBEACHUS KOHTPOIS ee dPPEKTUBHOCTH
[15,17,27].

YpoBenb yoeaureabHocTH pekoMeHaauuu C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)
Kommenmapuu: npu mnaoenyeckoi ¢opme bBII ommeuaemca mvluieunas 2unomoHus,
Hapywlenus NUMauus u3-3a ciabocmu auyesol myckyiamypul. Habniwooaemcsa 3adeporcka
momopnozo passumus. I[Ipu BIIIIH ommeuaemcs npoepeccupyrouas Muliiednas ciabocms,

Hapyuierue noxodku, NOBbLIUEHRHAA YIMOMIAEMOCMb npu X06b6€, XPOHUYECKUe MbluiedHble oo

o Pexomenayercst BceM MalMeHTaM ¢ KIMHUYECKUMU ITpu3Hakamu 6osne3nu [lomne mpuem
(ocMOTp, KOHCYNIBTAIMS) Bpaua-racTpOIHTEPOIIOra MEPBUYHBIA U IOBTOPHBIHN C LIEIbIO OLEHKU
COCTOSIHHSI OPTaHOB MUIIEBAPUTEIBLHOM CUCTEMBI [ 15].

Yposens yoenureabHocTn pekomenaanun C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 5)
Kommenmapuu: npu maadenueckou ¢gopme Bl  wnabmooaemcs cnienomezanus u

cenamomezajiuAl.

o Pexomenayercst BceM ManueHTaM ¢ KIMHUYECKUMU ITpu3Hakamu 0osne3nu [lomne mpuem
(ocMOTp, KOHCyNbTallMsl) Bpada-TeHETHKA IMEPBUYHBIA/IOBTOPHBIM C LIEJIbI0 YCTAHOBIICHUS

nuarsosa [37].
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YpoBenb yoeaureabHocTH pekoMeHaauuu C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)
Kommenmapuu: nayuenmam c¢ 6onesnvio Ilomne HeobXoOumvl Kax nepeudHblil, max u
NOBMOPHLII Npuem (0CMOmMp, KOHCYIbMAYUs) 8pavd-ceHemuxa: npu nooo3peHuu Ha OaHHoe
3abonesanue, 0 HA3ZHAYEHUS OUOXUMUYECKUX U MOJIEKYIAPHO-2eHeMUYeCcKUx 00c1e008anull,
OJIs1 UHMepnpemayuu NOJLYYEHHbIX Pe3yibmamos NPOBeOeHHbIX AHAIU308, NPU NIAHUPOBAHUU

bepemeHnocmu 8 cembe, 20e ecmuv 001bHOU ¢ bone3Hbio [lomne.

o Pexomenayercsi manyeHTaM ¢ KIMHAYECKUMHU Tpu3Hakamu Oose3Hu llomme mpuem
(ocMmorTp, KOHCYJTbTaITH) Bpayva-Kapauoiora/ Bpaya-JeTCKOro Kapauosora
TIePBUYHBII/TTIOBTOPHBIH, pueM (ocmoTp, KOHCYJIbTAITHs ) Bpava-myJIbMOHOJIOTa
MePBUYHBIN/TIOBTOPHBIN, OCMOTp  (KOHCY/IbTaIus) Bpada-pu3HOTEpaneBTa C  IEJbIO
o0cietoBaHMs M JISYCHUS BOSMOXKHBIX MPOSIBJICHUH 3a0oneBanus [15, 38-43].

YpoBeHsb yoeauTeJbHOCTH pekoMeHAaun B (YpOBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2)
Kommenmapuu: seoenue nayuenmos ¢ bI1 npeononacaem mynbmuoucyuniuHapHulii n00Xo0 ¢
0053amenbHbIM yuacmuem 8paueti-Hedpo0208, 8paueti-2eHemuKos, 8pauyeti-
Kapouonozo6/8paueti-0emcKux Kapouonozos, 8paueli-nyibMOHOI0208, epaueti-
2acmpoIHmMepoN0208, 8payeli-huuomepanesmos u epayel Opy2ux cneyualbHoCmel, UMeruux
ONbIM 6 JNleUeHUuU dMo20 peoKoz20 3a00Ne6anus — NPU HATUYUU CUMIIMOMO8 NOPANHCEHUs.
Op2aHO8-MUWIeHell KAK MUHUMYM HeobXxoouma KOHCYyIbmayus npoguivHo2o epaya-

cneyuanucma.
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3. JleyeHne, BKIIOYASA MEIUKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYI0 TePallu,
AUETOTepPaNnuIo, 00e3001uBaHNe, MeIMINHCKHE OKA3AHUA U

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METO/I0B JICUHCHHUSA
Jleuenue BII exniouaem kax namoeenemuyeckoe nieyerue — HA3HAYeHue qbepMeHmHOﬁ

samecmumenvrou mepanuu (D3T), mak u nposedenue CUMNMOMAMUYECKOL Mepanuu.

3.1 [IaToreHeTrn4eckoe JeuyeHue

. PexomeHnaoBaHo malueHTaM C YCTAHOBJIICHHBIM JuarHo3oM Oomne3nb [lomrme
npoBeJieHNe (epMEHTHONW 3aMECTUTENIbHOM Tepanuu C 1eJIbI0 3aMeICHHUs TPOrPEeCCUPOBAHUS
00JI€3HU, YIYYIICHUS COCTOSIHUSI KOCTHO-MBINIEYHOW CHCTEMBI W CTaOWIM3AIUU COCTOSHUS
JBIXaTEeIbHON CHCTEMbI, MOBBIIICHUS BBDKMBAEMOCTU W Y/UIMHEHHUS MEPUOJA UX KU3HU [0
HACTYIUICHHS] HEOOXOIMMOCTH B BEHTHJISIINH JIETKUX U Kpecie-koisicke [15, 17, 28, 29].

YpoBeHb yOeaUTENbHOCTH pekoMeHaauuii B (YypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 2)
Kommenmapuu: 6 Poccuiickou @eodepayuu, cmpanax EC u CIIA 3apecucmpuposano 2

npenapama ona ©@3T BII - anenrokosudasa anva u aganenioko3udaa aib@a.

o PexomeHI0BaHO TalMeHTaM C YCTAHOBJEHHBIM JWarHo3oM Oone3nb [lomme
npoBeAicHUEe (EPMEHTHON 3aMECTUTENLHON Tepaluu TMpernapaToM ABairitoko3ujaza ainbda
(konm ATX: AI16AB22) c muenpio 3aMeJICHHUS TMPOTPECCUPOBAHUS OOJIC3HH, YIyUIICHUS
COCTOSIHHSI KOCTHO-MBIIIIEYHON CUCTEMBI U CTAOWIM3aIllUU COCTOSHHS JBIXaTeIbHOW CHCTEMBI,
MOBBILIEHUS BBDKMBAEMOCTH U yJUIMHEHUS NTEpUOJa UX XKU3HU [46, 49].

YpoBeHb yOeAUTEIbHOCTH peKOMeHaauuii A (YPOBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 2)
Kommenmapuu: 6vi60p npenapama namozeHemu4eckoll mepanuu oCyujeCmsisiemcs ie4auum
gpavom. Aeaneniokosudaza arbgha — MO KUCIAA  AnbDa-eNoKo3UddA3a  4enosexd,
npooOyyupyemas 8 Kiemrax suuHukoe kumatcxkoeo xomsuka (Chinese Hamster Ovary — CHO)
¢ nomowywvio mexroaozuu pexomounanmuou /JJHK. Ilpenapam 3apecucmpuposan ¢ Poccuiickou
@edepayuu. Ilpumensemcs y oemeti om 6 mecayed, NOOPOCMKOE U G3POCIbIX NAYUEHMO8 C
noomeepi#cOeHHbIM ouazHozom bonesnu I[lomne. Jleuenue npenapamom 00IHCHO NPOBOOUMBCSL
noo HabaodeHuem épaua, umerouje2o onvim pabomsi ¢ nayuenmamu c 6onesuvro Ilomne unu
OpyeuMu  HAC1e0CMEEHHbIMU MemaboIudecKumMy Ul HeupoMbliuleyHbiMU  3a0071e8aHUAMU.
Ilayuenmam c¢ 6onesnvto Ilomne ¢ NO30HUM HAYANOM HASHAYAIOM CIEOVIOWUL DENCUM
dosuposanus asanenoxosudasvl anvgpa: 20 me/ke maccel mena 1 paz Kadxcovle 2 Hedenu.
Iayuenmam c¢ maadenueckoui gopmou 6oresnu Ilomne mazHauarom creoViowuil pexicum
0o3uposanus asanenoxo3udazvl anvga: 40 me/xke maccer mena 1 pasz xadicovie 2 Hedenu.

bezonacnocmo u s¢hghexmuenocms npumenenus asanenoko3udasvl aivgpa y oemeii 8 o3pacme
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6M€Cﬂ14€6 u mMaaoue euje He ycnaHoe6Jj1eHbl. Hem ()ocmynnbzx OAHHBIX O nayuermax 6 eospacme

6 mecsayes u maaouie.

. PexoMeH10BaHO TAIlIEHTaM C YCTAHOBJIICHHBIM JHAarHo3oM Oome3Hb I[lomrie
npoBeAicHNE (PepMEHTHON 3aMECTUTEIILHON Tepalluy MpernapaToM aritoko3uaasa anbda (ATX:
A16ABO07) ¢ menpro 3aMeIJIeHUs POrPeCCUPOBAaHUS O0JIE3HHU, YITYUIICHHUS COCTOSTHHS KOCTHO-
MBIIIEYHOW CHUCTEMBI WM CTAOWIM3AIMU COCTOSHHS JBIXaTCbHOW CHCTEMBI, TOBBIIICHUS
BBDKMBAEMOCTH U yIJIMHEHUs nepuoa ux xu3nu [15, 17, 29, 30, 47, 49, 52].

YpoBeHb yOeAUTEIbHOCTH peKOMeHaauuii A (YPOBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 2)
Kommenmapuu: oonum uz npenapamos ons namozenemuyeckou @ 3T bonesnu [lomne aensemcs
aznokosuoasa anregha, npenapam 3zapecucmpupogan 8 Poccutickoi @edepayuu. Ilpenapam
aznorosuoasa amvpa (Koo ATX: A16AB07), pexombunanmuwlil hepmenm, cuHmesupyemvlil
KIeMOYHOU NUHUElU, NOJIYYeHHOU U3 AUYHUKOS KUMALUCKUX XOMAUK08. Aenoxo3udaza anvgha
gocnonnsem akxmueHocmos Jauzocomanrvrot KAI, umo npueooum k cmabunuzayuu uiu
80CCMAHOBNIEHUIO (PYHKYUU CEPOSUHOU U CKeNeMHbIX MblUY, 8KII0YASL ObIXAMENbHbIE MbILUYDL.
IIpenapam xopouio nepeHocumcsi, He umeem 8blpaNceHHbIX N0O0UHbIX d¢hhexmos. [lokazan ons
odoneogpemennoi D3T y nayuenmos ¢ noomeepicoeHHvim ouacHozom 6onesnu Ilomne ecex
sospacmos. Ha oanmwiii momenm sgpghekmusnocmo u 6€30nacHOCmv ane1oKo3uoasvl aivpa
OYeHeHa 8 KIUHUYECKUX UCCTe008aHUAX KAK Y Oemell, MakK Uy 63pOCabIX NAYUEHMO8.
IIpenapam evinyckaemcs 60 (iaKoOHAX, KOAUYECMBO TUODUAUIAMA 8 KOMOPLIX IKEUBANEHMHO
50 me axmuenozo sewecmea. Beooumces 6/6 kanenvno 6 0osuposke 20 me/ke 6eca nayuenma.
Pannee nauano mepanuu ouens 8adxcHo, max Kax nosgossaem 00OUMbCS IYUUUX KIUHULECKUX
ucxooos. J{oxazano, umo npumenenue DP3T npu miradenueckou gopme Ooneznu ymeuvuiaem
puck cmepmu Ha 99%, a puck cmepmu Uy He0O6XOOUMOCMU 8 UHBA3UBHOU BEHMUNAYUU IECKUX
—Hna 92% [30].

Csoespemennoe nasHaueHue mepanuu aieioKo3U0a3ol anvga evizvieaem obpamuoe
pazeumue KapoOUoOMUonamuu y nayuenmos c maaoenyeckou ¢opmou bBII, ynyuwaem
noKazamenu MbIUEYHOU CUNbl, O8USAMENbHOU AKMUBHOCMU U CMAOUIUUPYEem COCMOSIHUE
OblxamenvbHOU cucmemsl y Ooemeti U 83pocivlx nayuenmos. Tepanus aznoxozudasou anvgha
nayueHmos ¢ no3ouell Gopmot Oone3Hu 3amedisiem Npocpeccuposanue OONe3HU, VIyYulas
cocmosanue KOCMHO-MbIWEYHOU cucmemvl U CMAOUIUUPYS  COCMOSHUE —ObIXAMelbHOuU
cucmembl, NOBLILUAET BbIHCUBACMOCb NAYUEHMO8 U YOIUHAEm NepPUuood UX MHCUZHU OO
Hacmynienus HeobXxo0UMoCmuy 8 8eHMUNAYUU 1e2KUX U Kpecie-koascke. Ilpenapam esooumcs

6/6 kanenbHo 8 003uposke 20 me/ke 6eca. paz 6 06e nedenu. B iumepamype umeromes eOunuynvie
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ONUCAHUSL OPY2020 PedCUMAa 003UpoBaHus (86edeus boee 8blcoKolU 003bl (hepmenma u Oosee
yacmo 0Jis1 NAYUEHMO8 C PAHHUMU hopmamu 3a001e6aHUsL).

Oba npenapama, anenoxo3udasa amb@a u asareiioKo3udaza arvgha, npeocmasisiom
0001l peKOMOUHAHMHBLU (hepMeHm KUCAs alb(a-2noKo3udasa yeioexkda, npooyyupyemas 6
Kiemkax auuHukos kumatickozeo xomsauxa (Chinese Hamster Ovary - CHO) ¢ nomowwio
mexuonoeuu pexomounaumuou JIHK. Ilpenapamei 6600smcsi ¢ yeavlo BOCHOIHEHUS.
akmusHocmu auzocomuou KAI, umo npusooum Kk cmaburusayuu uiu 80CCMaHOBIEHUIO
@DYHKYUU CKeemHbIX U CePOeYHOU MbLULY, BKII0UASL ObIXAMeNbHble Mbluuybl. Asaneaoko3udasa
anvgha omauvaemcs YGeIUUEHHbIM KOIUYeCmeom @paemenmos oOuc-M6®@ na caumax
2NIUKOZUNUPOBAHUS, UMO NPUBOOUM K VCUNEHUIO KIeMOYHO20 NO2NoujeHus, Oonvuel cmeneHu
UCOWEeHUsL 2IUKO2EHA U K VIYYULeHUIO KIUHUYECKUX UCX0008 NO CPABHEHUIO C ANI2TIIOKO3UOA301
anvgha. Asanenoxosudasza anvgha cooepocum 6 15 pasz bonvute mannoso-6-gocpammuvix (M6P)
@pazmenmos no cpasHeruro ¢ anenoko3udazou arvga. Ilepexnouenue ¢ 00H020 npenapama Ha
OpPY20ll 603MONCEH 8 CLeOVIOUYIO 3aNIaHUPOsanHyio ungysutwo [49, 53].

Asanentokosudasa anvgha npeocmasisiem co60l MOOUPUKaAYUIo aneirokos3udassl aivgha,
8 KOMOpOU Yyeenuuenue Koauwecmea @Gpazcmenmos oOugdochoruiuposanoco MaHHo30-6-
docpama (M6D) Ha cavmax enUKOZUIUPOBAHUS NPUBOOUM K YCULEHUIO KIeMOUYHO20
noznowjenus, 60abulell cmenenu Kiupenca 2uKo2eHa U K YIyyueHuro KIUHUYeCKuUx ucxoo08 no
CPasHenuio ¢ leyeHuem anenioxkozuoasou anvga [49, 53].

Ilepexntouenue nayuenma, cocmosHue KOMoOpo2o paHee ObLIO CMAOUIUIUPOBHO HA
npenapame anenoKo3u0aza aub@a, Ho 8 Hacmoswee epems HabaOaemcs cyoOONMUMATbHLLLL
omeem unU CHUdMCeHUe IPpekmueHocmu OaHHO20 JNedeHus (ompuyamenvHas OUHAMUKA
noxazameneu - cuudcenue OIKEJI na 10-15%, cnudcenue gvlHocausocmu co2iacHo mecmy 6-
MUHYMHOU X00bObl) HA Npenapam asan2iioKo3uddsd aibha modxcem o0amov OONOIHUMENbHbIE
KAUHUYECKUE NPeUMYUecmad U yayyuums npoeHo3 3abonesanus [49, 53].

Ilepsvle 3 unghyzuu Heo6X00UMo NPOBOOUMb 8 CMAYUOHADE, C YENbI0 PAHHE20 BblAEIEeHUS
U CB0EBPEMEHH020 KYNUPOBAHUS BO3MOJNCHbIX HEHCeNAMeNbHbIX pDeaKyuti Ha 68edeHue
npenapama. Heobxooumo nposedenue MOHUMOPUHEA GUMATLHLIX (DYHKYUL — UMEPEHUe
4ACMOomyl CepOeYHbIX COKPAUeHUL, U3MepeHUue apmepuaibHo20 0a6IeHUs Ha nepugepuieckux
apmepusx, onpeoeieHue CMeneHu HACblyeHUss 2emonobuna kuciopooom (SatOz), uau
camypayuu 60 6épems nposeoeHus un@ysuu. Beedenue DP3T nposooumcs pecynapHo npu
HAnu4uy NOKA3aHULL 8 CLydae OCLONCHEHHO20 meyeHUs DONe3HU — 8 YCI0BUSX KPY2TLOCYNMOUHO20
cmayuoHapa, 6 CmaOUIbHOM COCMOSHUU — 6 CMAYUOHApe OHEeBHO20 NPeObl8aHUs U
ambynramopno 1 paz 6 2 mnedenu. Heobxooumo yuumwieams credyiouwjue o0coOeHHOCmU

nposedenusn P3T npu MBII:
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— He Kopmumbs pebenka 3a 3-4 uaca 00 nposedenus: UHGY3uu — npeoynpedcoeHue acnupayui,
B03MOJICHOE NPOBeOeHUe PeaHUMAYUOHHBIX MEPONPUATULL

— pazeedenue npenapama 6 MUHUMAILHOM 00beme;

— 8BeOeHUe NPenapama npu NePevix UHPY3UsaX 00JIHCHO NPOBOOUMCI 8 YEHMPATbHbLIL BEHO3HbIL
Kamemep uiu npu 66e0eHUU 8 nepugepuiecKuil 6eHO3HLII Kamemep HeoOX00UMO uUMemsb 08a
docmyna, 8 danvHetiuiem HeoOX00UMO YCMAHOBKA UHPY3UOHHOU NOPM-CUCTEMDb;

— un@ysuu ¢ oepanudenHol ckopocmvio (nosviuienue Ha 0,5—1 mn/u xaxcovie 30—-60 mum),
VUUmuvleas, BblCOKUU PUCK OEKOMNEHCAYuu CepoOeyHoll HeOOCMAamoyHoCcCmu Ha oHe

cunepeoiemuu.

3.2 CuMnToMaTH4yecKoe JedeHue

Ilo cumnmomamuuecxou mepanuu BIl nem panooMuzupo8aHHvIX KOHMPOIUPYEMbBIX
uccnedosanuii. Bce npusedennvie Hudice pexomeHOAyUU OMpaxcarom 39KCnepmuoe MHeHue
cneyuanucmos u3  pasuelx cmpan. Cumnmomamuyeckyro mepanuro  HA3HAYaom 8

coomeemcmeuu ¢ KJZI/IHMVECKMMMpeKOMeH()aI/;Ll}ZMM, pa3pa60maHHbZMu ons coomeemcmeyiomeﬁ

namonozuu [3, 15, 29, 30].

. Pexomennyercsst BceM manueHTaM ¢ Oose3Hpro  [lomme  BakuuHamms  C
npoduIaKTHYECKOH 1enbio [15].

Yposens yoenuTeabHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 5)
Kommenrapum: ouacnos BII ne sgnaemcs npomusonoxkasanuem 07 Npo8eoeHus NpUusuUsox.
TIomumo 6aKyuH, 6KIIOUEHHBIX 6 HAYUOHAIbHBIU KALeHOapb NPUBUBOK, 6 M.Y., cledyem
NPOBOOUMDb  €XHCe200HYI0 CEe30HHYIO0 BAKYUHAYUIO OM 2punna nayuewmy u Oaudxcariuemy
OKpYIHCeHUIO, 8 Nepuod nepsvix 2 jem dcuzuu (01s maadenueckou gpopmol BII) — naccuenas
UMMYHU3AYUSL RPOTUG PECRUPAMOPHO-CUHYUMUATbHOU ungexyuu [55,56], a maxace nayuenma

¢ BII cnedyem sakyunuposames npomue nHeemMoxoxkkosou [57,58].

BII ne sensiemcs npomueonokasanuem 015 8AKYUHAYUU NPOMUE KOPOHABUPYCHOU UHGDeKyuu
Hosoco muna (COVID-19) [59], nposooumcs no snudemuonocuyeckum noKaA3aHUsM.

Hpomueonoxas'aHuﬂ — CO2NACHO HHcmpyKI/ﬂ/l}ZM K coomeemcmeyrouium npenapanmanm.

Pexomenayercss BceM mamweHTamM ¢ OoJe3Hpto [lomme 1nedeHue mOOBIX MHQEKIHA
JBIXATENbHBIX MyTeld HAYMHATh B MAKCUMAJIbHO paHHUE CPOKH U MaKCHMaJbHO arpeCcCHUBHO C
IICJIbKO MUHUMMU3AIINNU pI/ICKa peanpaTopHHx OCJ'IO)KHCHPIIZ 58 I[BIX&TCHBHOﬁ HCOOCTATOYHOCTHU
[15,31].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)
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. Pexomenayetcst narmentaM ¢ 6ose3npio [lomne nmpuem npemapatoB A11CC Butamun
D u ero ananoru, A12AA npenapats! kanbuus, MOSBA 6udochoHats ¢ 11e51b10 TpoPUIaKTHKH
pa3BuTus octeomnoposa [15, 17, 27, 31].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)
Kommenmapuu: chudxicenue MuHepaibHol NIOMHOCMU KOCMeEU S815emcs Yacmol Haxo0Kou y
nayuenmos ¢ bBI1 u no oannvim nocieonux ucciedosanuii docmueaem yposus 67% ciyuaes [32].
Ocmeonenusi u ocmeonopo3 odouapyscusaiomes kak npu MBII, mak u y oemeu u 63pocivix ¢
BIIITH. Heycmotiuusocms npu xo0vbe, CILOHCHOCMb NOOOEPAHCAHUSA PABHOBECUSL 8 pe3YIbmame
MbIUEYHOU C1abocmuy, 8 COYemaHuu ¢ OCMeonopo30M Y2poxcaem pas3sumuem nepeiromos
Kocmell u no3gonouHura. Bee nayuenmot ¢ BIIITH, ne3asucumo om cmenenu 06e308UdlCeHHOCmu
(hanpumep, HyxcOoarowuecs 6 Kpecie-Kamaike), OO0JHCHbI Oblmb 00yYeHbl 6CeM Mepam

npeodoCmopoOHCHOCMU 015 NPOPUAAKMUKY NAOEHUS U NEPETOMO8 8 DbIMY.

3.3 UHoe Jeuenue

. Pexomennyercsi mamnmeHtaM ¢ OonesHpto [lomme  BkiOueHHWE B pallioH
CHETMATM3UPOBAHHBIX BEICOKOKAIOPUWHBIX M BRICOKOOGTKOBBIX CMECEH € IENbI0 MOIePIKaHuUs
MBIIIEYHON MACChI U YIYUIIICHUSI KauecTBa ku3uu [ 15, 51].

YpoBenb yoeaureabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbLCTB — 5)
KommenTapum: maxoice npumenaiom anmupeghuiokcuvie cmecu Oas  NPODUIAKMUKU

acnupayuu.

. PexomeHnayercsi mamuentaM ¢ OonesHbio [loMrie mpu TOSIBICHUM CIOKHOCTEH C
IJIOTAaHUEM — 30H/I0BOE KOPMJICHHE, UM COBMEIIEHUE MEPOPATLHOTO M 30HA0BOTO IMUTAHUS
MIPY COXPAaHEHUH aJIEKBATHOTO TJIOTAHUS U OTCYTCTBUH MOMIEPXUBAHUS C IENIBIO0 MPOQPUIAKTUKH
acniupanuu [15].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)

. Pexomenayercsa naunueHtam c Oosie3Hpro Ilomme Ha3oqyozneHanbHOE 30HI0BOE
KOpMJICHHE TIPY COXPaHEHUU peduItoKca ¢ 1eTbo MpoQUIaKkTHKY acupanui [15].

Yposens yoenureabHocTn pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
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4. MenMuMHCKasl peadMIMTALMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMIMHCKHUE MOKA3aHUA M NPOTUBONOKA3AHMA K IPUMEHEHUI0 METO/I0B
MEeIUIUHCKOI peadujJInTanuu, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUHU

NPUPOAHBIX Je4eOHbIX (PaKTOPOB

B 3asucumocmu om 6e0yuux KIUHU4eCKUX cumnmomos nayuenmam ¢ bII mooscem dvimo
HA3HA4eHbl pa3IudHble peaouIUmayuoHHble NPOSPAMMbL.

—  OpanvHas cmumynayus, COCAHUe COCKU, SUMHACMUKA OO0JNCHbL NPOBOOUMbCS 8CEM
RAYUeHmMam 071 NOOOEPHCAHUSL HOPMATbHO20 PA36UMIUSL HABLIKOG 2IOMAHUS U YCIHOU
peuu.

— Ilpu npogedenuu peabUTUMAYUOHHLIX MEPONPUAMUL  U3be2amov — Upe3mMepHbIX
(MakcumanbHvix) Hacpy3ox.

— Pecynapno: ¢husuomepaneemuueckue npoyeoypwvi, maccadxc, JIDPK, noeonedus,
pecnupamophast mepanusi (OvixamenvHas SUMHACMUKQ), obyyeHue
CaMOO0OCIYHCUBAHUIO U UCNOTILIZOBAHUIO BCNOMO2AMENbHBIX NPUCHOCODIeHUL (3a8UcUm
om 803pacma pebeHKa,).

— [lo nokasaumuam — pazpabomka UHOUBUOYALLHOU NPOSPAMMbL J1020NeOUHeCKOll
peabunumayuu, papabomrka UHOUBUOYAILHOU NPOSPAMMbBL  0eBeKMOoL0SUYECKOl
peaburumayuu.

— Heungasugnas KuciopooHas noooepicka (co30auue NoioiCumenbHo2o 0deieHus) -
ApU pazeumuu 2UNOKCemMuu, 00CMpYKMuHOM CUHOPOMe.

—  Obyuenue pooumeretl UCNOIBL30BAHUIO HeDYAal3epd, OMCOCA.

Fbonvuwoe 3nauenue umeem npaguiivhbiii 00pa3 HCU3HU C A0EKBAMHBIM pAcnpedeneHuem
HAaecpy30K, 3aHAmMull  J1eYyeOHOU  (QuU3KYIbmypol Nno0  KOHMPOAEM  UHGOPMUPOBAHHOO
uHCmpyKmopa.

Cnedyem HACMOU4UBO PEKOMEHO08AMb NAYUEHM) C HapYuleHueM NOX0OKU U PABHOBECUs]
NOIb306AMbC  BCNOMOCAMENbHLIMU — NpeOMemamu — MpPOCmbl0, XOOYHKAMU, d Npu
HeoOX00UMOCMU UCNONIL308AMb MEeXAHUYECKUEe CPeOCmead nepedsudcerust (Kpecio-Kamaiky u

np.).

. PexomeHnaoBaHo 1mpoBeACHHE CIEAYIOIIUX  PEaOMIUTAMOHHBIX  MEpPONpPUATUIN
narertaM ¢ BII: Ocmotp(koHCynbTanus) Bpada-(pu3HOTEpaneBTa, MacCcaX MEIUIIMHCKUH,
neuebHass (QUBKYIbTYpa UWHAMBUAYyaJbHOE W/WIM TPYINIOBOE 3aHATHE, pa3padoTka
WHAUBUAYAIBHON MPOrpaMMbl JIOTONEIUYECKON peadMIuTaluy, pecnupaTopHas Tepanus
(mprxaTenbHAs ~ TUMHACTHKA), OOy4YeHHWE  CaMOOOCIYXMBAaHUIO W HCIOJH30BAHHIO
BCIIOMOTATENbHBIX TMPHUCIIOCOOICHUN (3aBHCUT OT BO3pacTa peOeHKa) C IENbI0 YIy4IICHHS
KadecTBa )u3Hu [15, 17,27, 31].

YpoBenb yoeautreabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)
Kommenmapuu: Ilayuenmam ¢ BI1 neobxoouma nooodepiicka MaKCumaibHo20 YPOsH (YHKYUL

CKeJlIenHo-MblUiedHoco annapama onst npedom@pamelmﬂ u MUHUMUIayuu 6moOopudHsvlx
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ocn0JiCHeHul (pazeumue KOHMPAaKmyp, MbluledHblX ampoguil, KOMReHCamopHoU deghopmayuu
cKkenema, ocmeonenuu, ocmeonopo3sa). Ilpu npogedenuu peadbuIUMAayuOHHbIX MePONPUAMULL
uzbecamov upesmMepHvlx (MAKCUMATbHBIX) Haepy3ok.Ilo noxazanusm yenecoobpasHvl: npuem
(Koucynomayus) MeOUYUHCKo20 J1020nedd NepesuyHbll/NOGMOPHLIL, npuem  (0CMomp,
KOHCYIbMayus) 6paia-omopuHoiIapuHe0aIa/8paia-cypooio2a-omopuHoIapUuHe0102a NepeudHblll

U NOBMOPHLIU

5. IIpodpunakTuka u AMCNIAHCEPHOE HADIIOIeHUE, MEeIUIIUHCKHE MIOKA3AHUS

U MPOTHBONOKA3aAHMUS K MPUMEHEHHUIO0 MeTOA0B NMPOPUIAKTHKH

5.1 IlpoduaakTuka

. PexomMenayercs npreM (OCMOTp, KOHCYJIBTAIUS ) Bpada-TeHETHKA MTOCIIE YCTAHOBJICHUS
nuarHo3a Oone3Hp [lomme manueHTy Wiu ero O(UIMATbHBIM MPEACTABUTESIM C IEIBIO
WHTEPIPETAIIMA  TOJIYYCHHBIX PE3yJbTAaTOB MOJICKYISPHO-TEHETUYECKUX HCCIEIOBAHUM,
pPa3bSICHEHUN TEHETUYECKOTO0 PHCKa, OOCYXJCHHS BO3MOXXHOCTCH TIpEHATAIBHOW |
MpEeUMIUIaHTALIMOHHOW IHarHocTuku [ 15, 33, 34].
Yposens yoenuTeabHocTH pekomenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
Kommenmapuu: Cemvam c¢ oemvmu c¢ bBIl sadxcno nposecmu meoduxo-eenemuueckoe
KOHCYIbMUPOBAHUE C YEbI0 ONPedeNeHUs 2eHemuyecko2o pucka. Kax u npu opyaux aymocommo-
peyeccusnvlix 3abonesanusnx, npu BII ons kaxcoou bepemeHHOCMU PUCK POXCOeHUsT pebeHKA
cocmasnsiem 25%. B cemvsx, 20e ecmv 6onvhoti BIl pebeHoK, 603MOJCHO nposedenue
NPeHamanbHoOU U NPEeUMHIAHMAYUOHHOU OUAeHOCMUKU. /[l 9mo2o pooumeniam HeobXo0UMo
00pamumbCsi 8 CNeYUAIUUPOBAHHbBLE OUACHOCMUYEeCKUe 1a00PAmMopuY U MEOUYUHCKUE YEHMPUL.
IIpenamanvHas — OuacHOCMUKA  NPOBOOUMCS — MONEKYIAPHO-2EHEMUYECKUMU UL
ouoxumuyeckumu memooamu, nymem ucciedosanus /JJHK, evloenennotl uz buonmama 60pcun
xopuoHna Ha 9—12 Hedene bepemerHoOCMU U/UTU KIEMOK AMHUOMUYECKOU HCUOKOCIU HA CPOKe

16-20 nedenw, niooHot kposu na 20—22 nedene bepemeHHOCMU.

5.2 IlucnancepHoe Ha0JJI0IeHHe

. Pexomennyercss maunueHtam c Oonesnbpio Ilommne nucmancepHblif mpueM (OCMOTp,
KOHCYJbTAaIlMsl Bpaua-mienuatpa/ JUCTAHCEPHBIM mTpueM (OCMOTp, KOHCYJbTAIMs) Bpada-
TepaneBTa He pexe 1 paza B 3 Mecsla WM 4allle NpH HaJWYUU MOKa3aHUW C LEJbI0 OLEHKU
oOmrero coctostHus opranusma [15, 17, 27].

Yposens yoeaureabHOCcTH pekoMenaannu C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB 5)
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o PexoMeHnayeTcst naimeHTaM ¢ 6oJie3Hbio [lomme mpuem (ocMOTp, KOHCYIIbTAIlMs ) Bpada-
HEBpOJIOTa IMEPBUYHBIN U TOBTOPHBIN/ TUCTIAHCEPHBIN TPHEM Bpada-HeBpoJiora 1 pa3 B 3 Mecsiia
st geteit 10 1 roga u He pexe 1 pasa B rox uisi NAMEHTOB cTapiie | roja wid yamie npu
HAJIMYUU TIOKA3aHUH C IENbI0 OICHKH HEBPOJIOTUYECKOTO CTaTyca, Ha3HAUYCHUS/KOPPEKIHH
Tepamnuu, TPoBeJACHHs KOHTPoJIs ee 3¢ dexkTuBHocTH [15, 17, 27].

YpoBenb yoeaureabHocTH pekoMeHaauuu C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5)

o Pexomenayercst BceM manueHtaM ¢ 6one3npio [Tommne npuem (0cMOTp, KOHCYIbTAIIHS )
Bpaya-reHeTHKAa MePBUYHBIN U MMOBTOPHBIN C LEIbIO YCTAaHOBJIEHUS Auartosa [37].

YpoBeHsb yoeauTeJbHOCTH pekoMeHAalun B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 2)
Kommenmapuu: spay-cenemux ocywecmeniem OUCNAHCEPHOe HAOM00eHUe 3a NaYUueHMAamu ¢
BPONCOCHHBIMU U (UNU) HACTEOCMBEHHBIMU 3A001eBAHUAMU, ONpedeisiem NIAH 1AO0PAMOPHLIX U

UHCMPYMEHMATbHBIX UCCIe008AHULL, KOHCYIbMAYUL OpYeUx CReyuaniucmos.

o Pexomenayercsi manyeHTaM ¢ KIMHAYECKUMHU Tpu3Hakamu Oose3Hu llomme mpuem
(ocMOTp, KOHCYJBTAIlMsA) Bpada-Kapauojora/ Bpaya-IeTCKOro KapauoJora, mpuem (ocMOTp,
KOHCYJIBTAIMs ) Bpaya-myIbMOHOJIOTa, OCMOTp (KOHCYJIbTaIlMsI) Bpada-hu3noTepanesTa, mpueM
(ocMOTp, KOHCYIBTAIIMS) Bpadya-HEBPOJIOTra, Bpaya-o(TaabMoJIora epBUYHBIC U MTOBTOPHBIC C
1IEeTBI0 00CIIeIOBAaHUS U JICYCHHS BO3MOXHBIX MTPOSIBICHUH 3a00eBanus [15,38—43].

YpoBeHb yOeaUTENbHOCTH peKkoMeHAauuu B (YpoBeHb 10CTOBEPHOCTH I0KA3ATEJLCTB — 2)
Kommenmapuu: npu miaoenyeckoii popme donesnu [lomne Hapsoy ¢ mvluiedHou 2unomonuet,
eenamomezanueti, Makpoeioccuel  HabaoO0armcs — KApOUOMUONAmMus U  HAPYUIeHUs
npogooumocmu. Kapouomuonamusi, npeumyujeCmeeHno, cunepmpopuieckas ¢ 8blpadxiCeHHbiM
VIMOAUCHUEM MENCHCETYOOUKOBOU Nepe2opooKU (ACUMMEMPUUHAS cUnepmpous) uiu xe Kax
nepe2opooKu, max u c60000HbIX CMEHOK J1e8020 U NPABO20 JHCEIYOOUKO8 (KOHYEHMPUUeCKdsl
eunepmpogpus). Ilpu  evipascennou ecunepmpoghuu  modcem 803HUKHYMb  0OCMPYKYUS
8bIHOCAWE20 MPAKMA J1€8020 dcenyooura (nabnrooaemcs 6 30% cayuaes). Ilpu nposedenuu 3T
ommeuaemcs Obicmpulil peepecc eunepmpoghuu 1e6o2o xeenyoouxa [38]. Onucanus anomanuii
cepoya y e3pocavix ¢ Oonesuvto I[lomne HemHozouucaennvl. [lo OanHbIM NpoOGeOeHHO20
uccnedosanusi (87 nayuenmos, cpeonuti eospacm 44 2ooa) yrkopouenue umnmepeana PR
Habmooanoce y 10%, y 7% Haba00anocy CHudjiCeHue CUcmoauyeckou @yHKYyuu 1e6o2o
aocenyoouka, a y 5% Ovblia nosvlueHa Macca 1e8020 HCenyoouKd Ha IXOKApOuocpamme.
Hsmenenuil 8 cepoeuno-cocyoucmom cmamyce, C8A3AHHLIX C 3aMeCmUmenbHoU hepMeHmMHOU
mepanueti (3®@T), ne nabnooanocey [44]. Ecmb npeononodxcenus o noGululeHHOU NIOMHOCMU
CMeHKU aopmoel Y nayuenmos ¢ 6onesnvio Ilomne, ymo mpebyem NOBbILEHHO2O GHUMAHUS

Kapouonozos [45].

31



Ynauueﬂmoe ¢ bonesnvio Ilomne mozym HAbA00ambCsl Jle20YHbLe Hapyuerus. Hab;ueﬁma/vz C

BIIITH Heobx00umo nposooums exce200Hblil MOHUMOPUHE (DYHKYUU Te2KUX.

JAucnancepHoe Ha0OMoaenne nanueHTa ¢ bII

Bce manueHTHI Bospacr <S5 ser ‘ Bospacr > 5 ger

Ha momeHT Kaxnnie [Kaxnsie | Kaxasle Kaxasle 6| Kaxnabie
Hayana 3T 3 Mec | 6 Mec 12 mec | mec 12 mec

Kuannunveckuii craryc
X X X
nauMeHTa

PocT, Bec, OKPY:KHOCTH
roJIOBBI Y JIeTei

AJl, TeMnepartypa Tesa

AHaJIN3 KpoBH*

AHaJIN3 MOYH ** X X X

Pentrenorpagus
OpPraHoB IrPpyAHOI X X X
KJIETKH
KT
IxoKT
Ayauomerpusi X X X

OueHka ocTpoThI
3peHus

OuneHKa KOTHUTUBHOIO
craryca

PeHTrHoaeHCHTOMETPH
|

Ouenka JMHEITHOT 0
pocTa
Ouenka @B/ X X
OueHnka MOTOPHOTO
CTAaTyca MO MIKAJIaAM H | X X X
Tecty 6MWT***
Ounenka KayecTBa KU3HHU
Onpocuux SF-36 X ‘ | | | X
* Anamus kposu nommxeH Bikimouats: ACT, AJIT, JIAI, KK (MB-¢pakuus), ans0ymuH
CBIBOPOTKH, TPOTPOMOMHOBOE BpEeMs, YAaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMs, OOIIHit
OUnMpyONH, CBIBOPOTOUYHBIN KpEaTUHUH.
** AHanu3 MOYH JTOJDKEH BKITFOYATh: KpeaTUHUH Mo4H, 6enok, CKD
*** Mcnonp3yeMble MIKaJIb:
[MIkxama Ans6epta MmoTopHOTOo pa3Butus MiaaceHieB (AIMS) (ITpunoxenne I'1)
Cuta MBI 110 IIKaJie KOMUTeTa MeauuHckux uccnegopanuit (Ipunoxenue I 2)
6MWT — tect 6-munyTHOM X0ab051 (6 minutes walking test, 6SMWT) (Ilpunoxxenune ['3) [1]

s monumopurea cocmosiHus nayuenmos, HaxoO0AWUxXcs Ha Namo2eHemu4eckou
mepanuu, HeoOX00UMO UX HAONOOeHUe He pedce O00H020 pa3a 68 200 8
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CneYuUIUIUpPpOBAHHbIX YeHmpax, 6 KOmopbvlx ModHcenl Obimb  oKazam o0bOvem
Meaul/ﬂ/lHCKOﬁ nomouwiu 6 coomeemcmeuu C OAHHbIMU KITUHUYECKUM peKOMeHaaI/;MﬂMu.

6. Opranusanus oka3aHusi MeIUIIUHCKON MOMOIIH
ITammmentam ¢ BII, B 3aBUCHUMOCTH OT HEOOXOIUMOCTH, MOXKET OBITH OKa3aHa MeTUIIMHCKAsS
MOMOIIIb JF000TO BUIA, YCIOBUS, (OPMBI, IPEAYCMOTPEHHBIX 3aKOHOAATENbCTBOM Poccuiickoii
denepanuu.
TTokaszanug U1 IIAaHOBOM ITOCIIMTAIN3AIIUN:

— IlpoBeneHue AMAarHOCTUKHM U JIEUEHUs, TPEOYIOIUE KPYTJIIOCYTOUHOTO MEAULIUMHCKOTO
HaOJIFOIEHUS.

— COCTOsIHHE, TpeOyrolllee aKTHBHOT'O JICYEHHUS M KPYTJIOCYTOYHOTO METUIIMHCKOTO
HaOmroAeHNs (HapacTarolas AbIXaTesIbHask HeI0CTaTOYHOCTh, HApYLLIEHHs pUTMa
cepaua);

— COCTOsIHHE, TpeOylolee MPOBeICHHUs BHICOKOTEXHOJIOTMYHBIX METOIOB JICUCHHS

— oTcyTcTBHE BO3MOXHOCTH obecnieueHust @3T B amOynaToOpHBIX U
CTallMOHAPO3aMEIAIOIINX YCIOBUSIX;

— He0OXOJMMOCTb MTPOBEACHUS PA3TMUHBIX BHIOB SKCIIEPTU3 WIN 00CIICIOBAHUS B
MEIUIMHCKOW OPTaHU3aIMH [TPU HEBO3MOKHOCTH MPOBEACHUS UX B aMOYJIaTOPHBIX
YCIOBHSX, TPEOYIOIUX JUHAMUYECKOTO Ha0II0AeHHS (B TOM Uuciie ohopMiIeHnE

3aKII0ueHus (penepanbHOro KOHCHINYMA).
IMoka3anus 11 IKCTPEHHON rOCIUTAIN3ANMH:

Octprie 3a005eBaHMsI, 0O0OCTPEHUS] XPOHMYECKHX OO0Je3HEH, OTpaBICHHUS M TpPaBMBI,
COCTOSIHUS, TPEOYIOIINE MHTEHCHUBHOM TEpaniy U IepeBo/ia B pEaHUMAITMOHHBIE OTACTICHUS HITH
OT/IEJICHUS] MHTEHCUBHOM Tepanuy, a TaKXKe KPYrJIOCYTOYHOTO MEIUIIMHCKOTO HAOIIOACHUH U
NPOBECHNUS CIICIHATIbHBIX BUIOB 00CIEJOBAaHHS U JICUCHUSI.

IToxa3aHus K BBINIMCKE NAlMEHTA U3 CTAlHOHApA:
— OTCYTCTBHE yI'pO3bl ’KM3HH MAIHCHTA;
— OTCYTCTBHE yIpO3bl Pa3BUTHS OCIOKHEHUH, TPEOYIOIUX HEOTIOKHOTO JICUCHUS;
— CcTaOMIM3amys COCTOSIHUS M OCHOBHBIX KIIMHUKO-Ta0OPAaTOPHBIX ITOKa3aTenei

MaTOJIOTHYECKOTO MPOIIecca MO0 OCHOBHOMY 3a00JIEBAHHUIO;

— OTCYTCTBHE HEOOXOIMMOCTH B IIOCTOSTHHOM BpaueOHOM M KPYTJIIOCYTOUYHOM

MEUITMHCKOM HaOJII0ICHUH 110 OCHOBHOMY 3a00JICBaHUIO;

— HeoOXOJMMOCTH MEepeBO/ia MALMEHTa B APYTyI0 MEAULIMHCKYIO OPTraHU3aLUI0 WIN

YUPEKIECHUE COMMATBHOTO 00CCTICUCHHS
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7. JonoaHuTEeNbHASA HH(pOpMaLud (B TOM YHcjie (PaKTOPbI, BJUAIONINE HA

HUCXO0/1 3200J1eBaHUsI UJIM COCTOSIHUA)
Paunnsas ouacnocmuxa bBIl u masnauenue D3T noszeonsiem yayywiums NpoSHO3 U
3amednums npocpeccuposanue 3abonesanus. B nexomopwvix cmpamax paccmampueaemcs

sonpoc o exnrodenuu BII 6 npoepammvi maccosoeo ckpurunea Ho8opodxcoennvix [13,30].
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Kpurepuu oueHky kayecTBa MeAUIMHCKON NOMOLIH

Kputepuu oleHKH Ka4eCcTBA NEPBUYIHONH MeIUKO-CAHUTAPHOM MOMOIIH B3POCJIbLIM

u aersaMm npu 6oJ1esau IHomme

Ne /i Kpurepun onieHku kauecTBa NepBUYHON MEAUKO-CAaHUTAPHOM Onenka
MOMOIIH BBITIOJTHEHUS
BrInonHeH KOMIUIEKC HCCIeIOBAaHUH ISl JMATHOCTUKH OOJIe3HU

1 [Tomrie y maneHTOB CO CHMYKEHHON aKTUBHOCTBIO KUCIION abda- | 1a / HeT
IIIOKO3UAa3bl (IPU YCTaHOBJIEHUH JUAarHo3a)

) BrimonHeHn npuem (0cMOTp, KOHCYNIbTalUs ) Bpaya-reHeTHKa na/ Her
MIEPBUYHBIM

3 BrinonHeHa peructpanus 3J1€KTpOKapaAHOrpaMMbl na / HeT

4 Brinonnena 3xokapauorpadus na / HeT

5 BrInonHeHo ynbTpa3ByKOBOE UCCIIEAOBAHIE OPTaHOB OPIOIIHOM na/ Her
MOJIOCTH (KOMIIJIEKCHOE)

6 Boinonnen npueM (0cMOTp, KOHCYNbTallKsA ) Bpada-HEBPOJIOTra na/ Her
NEPBUYHBIH
BrimonHeHO Ha3HAUEHUE ANTIIOKO3U1a3bl ab(]a (B KauecTBe

7 dbepmeHTHOM 33MCCTI/IT€J'£I>HOI71 Tepanuu, B 3aBUCUMOCTH OT na/ Her
MEIUIMHCKUX MMOKA3aHUN U MPU OTCYTCTBUU MEIULIMHCKUX
MIPOTUBONOKA3aHH )

KpuTepun o1leHKH KayecTBa CIeNUAJTU3UPOBAHHONW MeINIIMHCKONH TOMO LM
B3POCJIbIM M 1eTsaM npu 0oJie3nu Ilomme

Ne 1/t Kputepun orieHKn kadecTBa CrieliMaIn3upoOBaHHON MeTUUMHCKOW | OneHka
NIOMOIIH BBITIOJIHEHHUSI

1 BrITIOJTHEHO yIIBTPa3BYKOBOE MUCCIIEIOBAHUE OPTAHOB OPIOLITHOM na/ Her
10JIOCTH (KOMIUJIEKCHOE)

) BrimonHeH npuem (0cMOTp, KOHCYNIbTalKs ) Bpaya-HEBpOJIora na/ Her
MIEPBUYHBIM
[IpoBeneHo nedeHne anrIroK031uaa301 anbga (B KauecTBe

3 dbepmeHTHOM 33MCCTI/IT€J'£I>HOI71 Tepanuu, B 3aBUCUMOCTH OT na / Her
MEIUIMHCKUX MMOKA3aHUN U MTPU OTCYTCTBUU MEIULIMHCKUX
MIPOTUBONIOKA3aHH )
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IIpunoxenune Al. CocraB paboueii rpynnsl o paspadoTke u NepecMoTpy

KJIMHUYECKHUX PeKOMeH Al

AnncumoBa MHra BagmMoBHa — K.M.H.,, 3aBeAylollas OTAEIOM OpraHU3aluu
MeIUuUUHCKOW nomoiu-Bpad-reHetTuk GI'bHY «Menuko-reHeTu4ecKkuil Hay4Hbld LEHTP

nM. akagemuka H.I1. boukoBay, diien Acconuanuy MEIUIIMHCKIX TeHETHKOB

AptembeBa CBersiana BpoHnc/IaBoBHa — J1.M.H., 3aBEAYIOIIAs ICUXOHEBPOJIOTUUECKUM
otnenenueM Ne2 HaydHO-MCCIeAO0BATENbCKOTO KIMHUYECKOTO HWHCTUTYTA TEIUATPUH
nmenu akagemrka FO.E. Benptumesa 'bOY BITO PHUMY um. H.U. ITuporosa Munsapasa

Poccun

ApxunoBa Ejgena HuxkonaeBHa — k.M.H., @HKI] aeTckoil reMaToaoruu, OHKOJIOTUU U

MMMYHOJIOTUHU UM. [Imutpusi Porauesa

. bapanoB Aunekcanap AnekcanapoBud — axaa. PAH, nmpodeccop, a.M.H.; moyeTHbIH
npesugeHt Corosza neauarpos Poccun, copetHuk pykosogutenss HWUM nenuatpun n oxpaHsl
s3nopoBbst gereid HKI[ Ne2 ®I'BHY «PHIX wum. akan. b.B.IlerpoBckoroy», mpodeccop
kadenapel neauarpun U naerckor pesmaronoruu ®I'AOY «llepeit MI'MY um. .M.
CeuenoBa» MunsznpaBa Poccun (CeueHOBCKHMIT YHHMBEPCHUTET), TJIaBHBIM BHEIITATHBIN

crienranucT neauatp Munsapasa Poccun

bacapruna Enena HukonaeBHa — 1.M.H., 3aBelyrollas OTIEICHUEM KapIHUOJIOTHUH,

rinaBHbIA HaydHbId coTpyaHuk ®I'AY "HMMUILI 3qopoBss nereii" M3 PO

. Bamaxkman3ze Hato /[zkym06epoBHa — 1.M.H., pyKOBOJUTENb OT/Iesa OphaHHBIX O0JIe3HEH 1
MPOPUIAKTUKN MHBATUANUPYIONMX 3a0oneBannii HUW nemmatpum u oXpaHbl 30POBBS
nereit HKL[ No2 ®I'BHY «PHIX wum. akan. b.B.IlerpoBckoro», mpodeccop kadeaps
¢bakynpTeTcKOl neauarpun neauaTpudeckoro gaxkyinsrera ®I'AOY BO «PHUMY um. H.U.
ITuporosa» Munsapasa Poccuu, wien Coro3a neguatpos Poccun

. AKypkxoBa Haranusa BsiueciaBoBHa — K.M.H., BeAylmuid HayuHblii coTpynuuk HHWUU
nequatpu U oxpaHel 310poBbs  gereir HKI[ Ne2 ®I'BHY «PHIX wum. akan.
b.B.Ilerposckoro», wien Coro3a menmatpoB Poccum, wieH Acconuanvy MEAMIMHCKHUX
TE€HETUKOB

3axapoBa Exarepuna IOpbeBHa — 11.M.H., 3aBeyromas JlabopaTtopreil HacaeACTBEHHBIX
oomesneit oomena PI'BHY «Menuko-reHeTHYeCcKrii Hay4YHBIA IIEHTP WM. aKaJeMHuKa
H.II. boukoBa», wumen Poccuiickoro o0OmecTBa MEOUIMHCKMX T€HETHKOB, YIIEH
EBpomneiickoro oOmecTBa Mo H3Y4YEHUIO HACIEACTBEHHBIX OoJie3He oOMeHa BellecTB

(SSIEM)
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15.

16.

17.

KanwmnaukoB Cepredd AHaToIbeBHY — K.M.H., BEAYIIMA HAy4YHBIA COTPYIHHUK S
HeBposiornueckoro oraenenust ®PI'bHY «Hayunsiit nentp Heponorun» (PI'BHY ®I'BHY
HITH), Bpauy-HeBpoJOr BBHICIIEH KaTeropuu, 4ieH Poccuiickux OOIIECTB HEBPOJIOTOB H
MEIMIUHCKUX TeHeTUKOB, HarronansHoro odmectBa o uzydeHuto 6osnesnu [lapkuHcona

U paccTpoicTB IBMkeHnH, Movement Disorder Society.

Koraykosa Haranbs IlaBjioBHA — [1.M.H., Bpau-KOHCYJbTAHT, AETCKHUM Kapauonor ['bY3
«[lerckass roponckas kinuHU4Yeckas OonbHuila M. 3.A. bamuiseBoir I3 1. MOCKBBIY,
npodeccop kadeapsl rocnuTanbHON neauatpun Ne 1 nequatpudeckoro dakynsrera [bOY

BITIO PHUMY um. H.U. ITuporosa

. KyneB Cepreii UBanoBuu — akaaemuk PAH, n.m.H., mupexkrop ®I'BHY «Menuko-

FeHETHYEeCKU Hay4HbI LeHTp uM. akagemMuka H.IT.boukoBay, IlpesmaeHt Accomumanmu

MEIUITMHCKUX reHeTHKOB (AMI')

JlapuonoBa Banentuna Unbunnuna — a.M.H., DI'BHY "UHCTUTYT SKCIEpuMEHTaIBHOMI

MeauiuHe!", ywieH Pocculickoro o0mecTBa MeIUIIMHCKIX TCHETUKOB

MuxaiisioBa CBerjiana BuranbeBHa — J1.M.H., 3aBeyI0IIas OTAEICHUEM MEIULUHCKON

resetuku PJIKb ®I'AOY BO PHUMY um. H.U. I[Tuporosa Munzapasa Poccuu

Hama3zoBa-bapanosa Jleiiia CeiimypoBaa — akaa. PAH, npodeccop, aA.M.H., Ipe3uaeHT
Coroza mnemmatpoB Poccum; mnact-npesunenr EPA/UNEPSA; pykoBoaurens HUU
nenquatpu U oxpanbl 310poBbs  aeted HKI[ Ne2 ®OI'BHY «PHIIX wum. akan.
b.B.IletpoBckoroy, 3aBeayromias kadeapoit ¢pakyIbTETCKON MEIUATPUH TIEIUATPUIECKOTO
dakynprera PIAOY BO «PHUMY um. H.U. [Muporosa» Munzapasa Poccun, riaBHbIN

BHEIIITATHBIN JIETCKUHN CIEIUATUCT 10 MpoduiIakTuIecKon meauimae Munsapasa Poccun

Huxkntun Cepreii CepreeBuu — 1.M.H.,, mpodeccop, mpencenatenp «OOmecTBa

CHICHUAIIMCTOB IO HCPBHO-MBIIIICYHBIM 3a00JIEBAaHUSIM

CenumssinoBa JIlunusi PobdeproBHa — K.M.H., BeAyumuil HayuHblii cotpyanuk HUN
neauaTpu U oxpansl 310poBhs neteid HKI[ Ne2 (HKb PAH) ®I'BHY «PHIX um. akan.
b.B.IletpoBckoro», moneHT kadeapsl meauaTpur W 1eTckor peBmatojorun PIAOY
«IIepBbrit MI'MYV um. .M. CeuenoBa» Mun3npaBa Poccun (CeueHOBCKUIT Y HUBEPCUTET),
JOLEHT Kadenpsl (HakyIbTeTCKON meanaTpuu neaunatpudeckoro ¢akynsrera ®I'BOY BO

«PHUMY nm. H.W. ITuporosa» Munszapasa Poccun, unen Corosza nenuatpos Poccun

CevmaukuHa Aaaa HukonaeBHa — J.M.H., T'.H.C. OTJACJCHHS KINHHYECCKON T'€HETUKHU
OI'bY «Mockosckuit HUW neamatpuu u nerckoil xupypruu Munsgapasa Poccuny, uineH

Accornuanuu MeTUIMHCKUX TeHeTHKOB (AMI)

42



18.

19.

20.

CmupnoBa Oubra SIkoBjieBHA — Bpay-T€HETHK, CTAPIIUN HAyYHBIH COTPYAHUK OTAENa
CTaHJApTU3aLUU U U3y4EHUs OCHOB J0Ka3aresbHoN Meauuuabl HUW nenuaTtpuu U oXpaHsl
3nopoBbsi geteit HKI Ne2 ®I'BHY «PHUX wum. akan. b.B.IlerpoBckoro», uinen Coro3a

neauatpoB Poccun

Cy00orun Imutpuiik MuxaiiioBua — Bpau-reHeTuk @I'BHY «Meauko-renernueckuii
Hay4yHbIil 1eHTp uM. akaaemuka H.II. boukoBa», wieH AccolMalnyud MEIUIIMHCKUX

reHeTukoB (AMI)

®enoceenko MapunHa BaaguciaBoBHa — K.M.H., 3aBEAYyIOIIAsi OTACIIOM pa3pabOTKU
Hay4YHBIX MTOJXO0J0B K UMMYHM3AIlMHU NAIIUEHTOB C OTKJIOHEHUSIMU B COCTOSIHUU 3/10POBBS U
XPOHUUYECKUMU 0O0JIC3HSIMHU, BEAYIUN HAYYHBIN COTPYIHUK, Bpau-tieauatp HUU neaquatpun
n oxpanbl 310poBba geteid HKL Ne2 ®I'BHY «PHIIX um. akan. b.B.IleTpoBckoroy, noueHt
Kaeapsl pakynpTeTcKON neauaTpun neauarpuyeckoro pakymnsreta P'AOY BO « PHUMY

uM. H.W. ITuporosa» Munzapasa Poccun, unen Coro3a neauatpoB Poccun.

ABTOpBI TTOATBEPKIAIOT OTCYTCTBHE (DMHAHCOBOM TOIEPKKU/KOH(PIMKTA HHTEPECOB,

KOTOPBIA HEOOXOMMO 0OHAPOIOBATS.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KJIMHUYECKHX PeKOMEeHalui

Hacrosmme pexkoMeHIanuu MpeAHa3HAuYeHbl s [PUMEHEHHS MEIULHUHCKUMHU
OpraHM3alMsIMH M Y4pexkIeHUsMU (eaepaabHbIX, TEPPUTOPUATBHBIX M MYHHUIIUNAIbHBIX
OpPraHOB YMpAaBIECHUS 3/IPAaBOOXPAHEHUEM, CHCTEM O0O0s3aTEIBHOTO W JOOPOBOJIBHOTO
MEIWIIMHCKOTO  CTPaxOBaHHs, JPYTHMH MEIUIIUHCKAUMH  OPTaHM3AIMSIMH  Pa3IMYHBIX
OpPraHU3aIIOHHO-TIPABOBBIX (DOPM AESITETLHOCTH, HAMPABICHHON Ha OKa3aHHE MEAMIIMHCKON
MTOMOLTH.

Hacrosimue pekoMeHIanuu yCTaHABIMBAIOT BUABI, O0BEM M HHIUKATOPHI KadecTBa
MeAUIMHCKON oMoty nanuentam npu BIT u Obmn paccmotpens! B pamkax 11 Beepoccuiickuii
HAyYHO-TIPAKTUYECKUI KOHTrpecca ¢ MeXAyHapoaHbIM yyactueM «OpdaHHble O01e3HU»
(31.05.2018 - 02.06.2018) m Ha XXI Konrpecce memmarpoB Poccum ¢ MexmayHApOIHBIM
ydacTueM «AKTyaibHble poOieMbl neauarpun» 15-17 ¢espans 2019 r.

Knuaudeckne pexkoMeHAanmuu CO37aHbl Ha OCHOBAHHMHM CHCTEMATHYECKOro o030pa
autepatypsl 1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucrons3oBannem co3gaHHbIX mpoTokosoB (Bembi B., Cerini E., Danesino
C. et al. Management and treatment of glycogenosis type II. Neurology 71(Suppl 2) December
2,2008. 12 — 36, Barba-Romero M.A., Barrot E., Bautista-Lorite J. et al. Clinical guidelines for
late-onset Pompe disease. Rev Neurol 2012; 54 (8): 497-507, Cupler E., Berger K., Leshner R.
et al. Consensus treatment recommendations for late-onset Pompe Disease. Muscle and Nerve.
2012.319-333.) coBpeMEHHBIX MEXIYHAPOHBIX KIMHUYECKHX PEKOMEH/IAIHM 10 JUATHOCTHKE,
JICYCHUIO U BEJICHUIO MAIIHEHTOB C META0OTUIECKIMU OOJIC3HIMH.

Bonesns [Tomne OTHOCHTCS K peKUM HACIIEICTBEHHBIM 3200I€BAaHUSIM, YTO UCKITIOUAET
BO3MOXXHOCTh IIPOBEJCHUS OONBIINX KOTOPTHBIX M PaHIOMU3UPOBAHHBIX KOHTPOIMPOBAHHBIX
UCCIIEIOBAaHUM M JJI CO3JaHUsSl MPOTOKOJIOB AMATHOCTUKH M TEpPalluu HCIOJB3YIOTCS JIHUIIb
TEMaTUYECKHE UCCIIeIOBAHUS DKCIIEPTOB, OMYOIMKOBAHHBIC B TTOCIICAHIE 1BA ACCATUICTHS.

OreHka KayecTBa JOKA3aTeNbCTB U CHJIBI PEKOMEHIANMA MPUMEHEHUS] MEIUITMHCKUX
TEXHOJIOTHI TIPOBOJMIACH B COOTBETCTBHUH C YHH(UIIMPOBAHHOM INKAJIOW, NMPHUBEACHHOW B
Tabiumax 1-3.

IleaeBasi ayIUTOPHUSA JAHHBIX KIMHUYECKHX PEKOMEHIAIIMIA:

l. Bpauu o6mieit BpaueOHOM MpaKTHKH (CeMeiHbIe Bpayun);
2. Bpauu- nenunatpsi;

3. Bpaumn-tepaneBtsr;

4. Bpauu-renerukuy;

5. Bpauu-naboparopHble reHEeTHKH;

6. Bpauun-kapauosnoru;
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7. Bpauun-nerckue kapamosiory;

8. Bpauu- HeBposiory;

9. Bpauu- penrrenosnory;

10. Bpauu ¢hyHKIIMOHATBEHON TMAaTHOCTUKY,

1. Bpaun-oropuHOIapUHTOJIOTH;

12. MeauiuHCKHUE IICUXOJIOTH;

13. Cryaentsl menuuuHckux BY30B;

14. OO6yuaromuecst B OpAMHATYpE U HHTEPHATYpE.

Tab6uamuna 1. [Ilkana oeHkH ypoBHEN 10CTOBEpHOCTHU Ao0Ka3aTenbeTs (Y1) g MmeTonoB
JMArHOCTHKH (JMArHOCTHYECKUX BMEIIATENILCTB)

YA

Pacumdposka

1

CucremaTtrueckue 0030pbl UCCIEIOBAaHUM ¢ KOHTPOJIEM pedepeHCHBIM METO0M
WM CUCTEMaTHYECKHU 0030p paHJOMU3UPOBAHHBIX KJIMHUYECKUX HCCIEA0BaHUMN C
MPUMEHEHUEM MeTa-aHaju3a

OTnenbHbIE UCCIIEOBAHMS ¢ KOHTPOJIEM peepeHCHBIM METOOM MU OT/IEIbHbIC
PaHIOMU3UPOBAHHBIEC KIIMHUYECKHE UCCIICAOBAHMS U CHCTEMaTHYecKre 0030pbl
MCCIIeIOBAaHMI JTI000T0 TU3aifHa, 32 UCKIIOUEHHEM PaHI0OMU3UPOBAHHBIX
KIIMHUYECKUX HCCIIEOBAaHUM, C IPUMEHEHUEM META-aHAJIA3a

Hccnenoanus 6e3 nocieqoBaTeaIbHOr0 KOHTPOIS peepeHCHBIM METOIOM WU
UCCIIEIOBaHUS ¢ pepepPEHCHBIM METO/I0OM, HE SBIISIOMNUMCS HE3aBUCUMBIM OT
HCCIIEyeMOro METO/Ia MJIM HEPAHJOMU3UPOBAHHBIE CPABHUTENbHbIE HCCIIeI0BAHUS,
B TOM YHCJI€ KOTOPTHBIE UCCIIEI0BAHUS

HeCpaBHI/ITeHLHBIe HCCIICAO0BaHUA, OITMCAHNEC KIIMHUYCCKOIO ClIy4das

Hmeercst auip 000CHOBaHME MEXaHU3Ma I[CFICTBHSI HJIM MHCHHC SKCIICPTOB

Tabauna 2. [llkana oneHkn ypoBHEH g0cTOBEpHOCTH MoKa3aTenbCeTB (Y /1) s meronos
npoUIAKTUKY, JICUSHUS U peaduauTanuu (mpouiIakTUIeCKHX, Ie4eOHbIX,
€aOUITUTAIIMOHHBIX BMEIIATEIHCTB)

YA Pacummdposka

1 Cuctemarnueckuii 0630p PKU ¢ npuMeHeHneM Meta-aHajamnsa

2 Otnenpabie PKU 1 cucreMaTnyeckne 0030psl MCCISI0BaHM JIFOOOTO TU3aitHa, 3a
uckiarouennem PKH, ¢ npumeHeHneM Mera-aHaian3a

3 | HepannomusnpoBaHHbIE CPAaBHUTENBHBIE HCCIEAOBAHNUSA, B T.4. KOTOPTHBIC
HCCIIEIOBAHMSI

4 | HecpaBHUTEIBHBIC UCCIIEJOBAHNS, OIIMCAHUE KIIMHUYECKOIO CIIydasi HiIi CEpUN
CJIy4aeB, UCCIIEIOBAHMS «CI1y4ail-KOHTPOJIb

5 | Umeercs nuiib 000CHOBaHME MEXaHU3Ma JICHCTBUS BMEIIATENbCTBA (AOKIMHUUECKHUE
VCCJIEIOBAaHMsI) NI MHEHHE DKCIIEPTOB

Taoauna 3. lkana ouenku ypoBHe#l yoeautenbHocTH pekomenaanuit (YYP) mis meronoB
PO UIAKTUKH, TAATHOCTHKH, JICUCHUSI ¥ peadmmuTanuu (mpopuiakTUIeCKuX,
JMAarHOCTHYECKUX, JIEYCOHBIX, Pea0MINTAIIMOHHBIX BMEIIATEIBCTB)

\ YVyP \ PacmugpoBka
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A CunbHas pekoMeHamus (Bce paccMaTpuBaeMble KpUTEpHH 3 (HEKTUBHOCTH
(Mcxo/pl) ABISAIOTCS BaKHBIMU, BCE UCCIIEOBAHNS UMEIOT BHICOKOE WIIH
YIIOBJIETBOPUTEIBHOE METOA0JIOTMUYECKOE KAYECTBO, MX BBIBOJIBI 110
MHTEPECYIOIIUM UCXO0aM SIBJISIFOTCS] COTJIACOBAaHHBIMHU )

B VYcnoBHas pekoMeHaus (He BCe pacCMaTpUBacMble KpUTEPUN

s exTuBHOCTH (MCXOIbI) SBISIFOTCS BaXKHBIMHU, HE BCE MCCEAOBAHUS UMEIOT
BBICOKOE€ WJIM yJJOBJICTBOPUTEIHHOE METOIOJIOTHUECKOE KaYeCTBO U/UITH UX
BBIBOJIbI [10 HHTEPECYIONIUM UCXOJaM He SIBIISIOTCS COTIACOBAHHBIMM)

C Cnabast pexomeHaanus (0OTCYyTCTBHE JJOKA3aTEIbCTB HAJISKAIIETO KaueCcTBa
(Bce paccMmatpuBaemMbie KpuTepun YHPEKTUBHOCTH (MCXOIBI) SIBISTIOTCS
HEBAXXHBIMU, BCE UCCIIEA0BAHNS UMEIOT HU3KOE METO0JIOTUYECKOE KAUeCTBO U
UX BBIBOJIbI IO MHTEPECYIOIIMM HCX0JIaM HE SIBJISIOTCS COTJITACOBAHHBIMHU )

IHopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIAM.

Mexann3m  OOHOBJIEHHS  KJIMHWYECKHX  PEKOMEHIAIMH  MpPEIyCMaTpUBaeT WX
CHCTEMAaTUYECKYIO aKTyaJIH3alMIo — HE PeKe YeM OJIMH pa3 B TPU IO/, a TAKXKE MPH MOSIBICHUH
HOBBIX JIaHHBIX C TIO3HMILIMHU JOKA3aTeIbHON MEAWIMHBI [0 BOMPOCAM IMATHOCTHKH, JICUCHUS,
npodMIaKTUKA M peadMIMTalMM KOHKPETHBIX 3a00jieBaHM, HATUYUU OOOCHOBAHHBIX

JOTIOJTHEHWI/3aMeYaHn i K paHee yrBepkaEHHBIM KP, Ho He vamie 1 pa3a B 6 mecsiies.
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IIpunoxenune A3. CipaBo4Hble MaTepHAJIbI, BKIKYas COOTBETCTBHE

NMOKA3aHUI K NPUMEHEHHUIO U IPOTHBONMOKA3AHUH, ClIOCO00B NPUMEHEHHS U

103 JIeKaAPCTBEHHBIX NMPeNnapaToB, HHCTPYKIUH 10 NPUMeHEHUI0

JEKApPCTBCHHOI'0 Ipemapara

Hpunoxenune A3.1. OcCHOBHbIe HOPMATHBHO-NIPABOBbIE IOKYMEHTHI,

HCIMOJIB3YEMBbIC NJIA HAIIMCAHUA KIIHHUYICCKUX peKOMeH,Z[aIII/Iﬁ

1.

8.

®denepanbHbiii 3ak0H "O0 OCHOBaX OXpaHBI 3J0pOBbs TpaxkaaH B Poccuiickoit deneparun"
(N 323-®3 or 21.11.2011).

[TocranoBnenue IlpaBurensctBa PO ot 30 uiona 1994 r. N 890 "O rocymapcTBeHHOM
MOJJICPKKE PA3BUTHS MEIUIIMHCKOW TPOMBIIUICHHOCTH W YIYYIIEHUU OO0eCIeueHus
HACEJICHUSI U YUPEXKJIECHUN 31paBOOXpPAHEHUS JIEKAPCTBEHHBIMU CPEACTBAMU U U3ACTUSIMU
MEAMIIMHCKOTO Ha3HaueHHs" (C U3MEHEHUSIMHU U JTOTIOJTHEHUSIMH )

[Tpuka3z MunucrepctBa 3apaBooxpaHeHus PD «O06 yrBepxnaenuun Ilopsiaka okasaHus
MEIWIIMHCKOW TMOMOIM OOJIBHBIM C BpOXICHHBIMA U (WJIM) HACJIEICTBEHHBIMH
3aboneBanussMu» ot 21.04.2022 Ne 274n

ITocranosnenue [IpaBurenscta Ne403 ot 26.04 2012r "O nopsiake Benenunss OeaepaibHOTO
pErucTpa JIMILI, CTPAJAIOIMIMNX YIPOKAIOUUMU U XPOHUUYECKH TTPOrPECCUPYIOIUMH PEIKUMHU
ophaHHBIMH 3200JCBaHUSIME, MPUBOASIIUMHU K COKPAIIEHUIO MPOJAOHKUTEILHOCTH KU3HU
rpaXkaaH WK UX MTHBAIUIHOCTU U €r0 PerHOHaIbHOIO cerMenTa’.

Kpurepuu onenkn kauecta meauuHCcKoi momomu (ITpukaz M3 P® ot 10 mas 2017 1. Ne
2031 «O0 yTBEpKICHUH KPUTEPUEB OLIEHKH KaueCTBA MEIUIIMHCKON TTOMOIIIH)».

[Tpuka3 MunuctepcTBa 3apaBooxpanenus Poccuiickoit @enepauuu ot 15 gexadps 2014 r.
N 8341 "OO yTBepkaAcHUH YHUDHUIIMPOBAHHBIX (POPM MEIUIMHCKON JTOKYMEHTAIIWH,
UCIOJIb3YEMBIX B MEIUIIMHCKUX OpPraHU3alMsIX, OKA3bIBAIOIINX MEIUIUHCKYIO IMOMOIIbL B
aMOYJTaTOPHBIX YCIOBUSX, H MOPSIKOB IO UX 3aMIOJHEHHIO".

[Tpuka3z MunucrepcTBa 31paBooxpanenust Poccuiickoit @enepauun ot 20 nexadps 2012 r.
N 11771 "O6 yTBep>)AeHUU TOpsAIKa Jadyl HHPOPMUPOBAHHOTO JOOPOBOJIBLHOTO COTJIACHS
Ha MEIUIIMHCKOE BMENIATEILCTBO U OTKa3a OT MEIULIMHCKOIO BMEIIATEIbCTBA B OTHOILIEHUT
OTpECIEHHBIX BHUJOB MEIUIIMHCKAX BMEMIATEILCTB, (GopM HHPOPMHUPOBAHHOTO
JNOOPOBOJIBHOTO  COTJIACHsI HAa MEAMLMHCKOE BMEIIATENbCTBO U (opM oOTKaza OT
MEIUIIMHCKOTO BMeENIaTeILCTBRA" .

[Tpuka3 Munznpasa Poccun (MunuctepcTBo 3apaBooxpanenusi PO) ot 24 nosiops 2021

r. Nel094n «OO0 yrtBepxkaenuu llopsiika Ha3HaueHMs JEKapCTBEHHBIX MpenapaToB, (Gpopm

penenTypHbIX OJaHKOB Ha JieKapcTBEHHBbIE mpemnapathl, llopsinka odopmileHHs yKa3aHHBIX
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OJIaHKOB, WX YydeTa W XpaHeHus, (GopM OJIAHKOB PEIENTOB, COACPKAIIMX Ha3HAUYCHUE

HAapKOTUYCCKHUX CpPCACTB WM IICUXOTPOIIHBIX BCHICCTB, Hop;lm(a X H3roTOBJICHUA,

pacripenieieHus, perucTpalny, ydyera u XpaHeHus, a Takxe IlpaBun odopmienus OraHKoB

pELenToB, B TOM 4Kciie B (hOpMe IIEKTPOHHBIX TOKYMEHTOB

10.

11.

[Ipuka3 MunucrtepctBa 3apaBooxpaHeHust Poccuiickoit ®@enepamuu ot 16 mas 2019 r.
N 3021 "O0 yrBepxnaenun [lopsiika mpoxoxaeHns: HECOBEPIICHHOIETHUMH IUCIAaHCEPHOTO
HAONIOZICHUSI, B TOM 4YHCJE B TEPHOJ OOyYCHHs] W BOCIMUTAaHUS B 00pa30BaTEIbHBIX
opranu3anusx"

Pacnopsokenue IlpaButensctBa P® ot 31 gexabps 2018 r. Ne 3053-p "O6 yrBepxkaeHUH
NepEeYHEeN MEIUIIMHCKUX U3EINN, UMIUIAHTUPYEMBIX B OpPraHU3M YEJIOBEKA IIPU OKa3aHUU
MEIUIMHCKON TOMOIIM B paMKax MpOrpaMMbl I'OCYJapCTBEHHBIX TapaHTHH OeCIUIaTHOTO
OKa3aHMs TIpaxJaHaM MEIAMLIMHCKOM IOMOIIM M OTIYCKaeMbIX [0 pelenrtaMm Ha
MEIUIIMHCKUE W3ENUs TIPU MPEA0CTaBICHUN Habopa COIMaIbHBIX yCIyr"

[Ipuka3 Munucrepcrsa 3apaBooxpanenuss P® or 6 utonsa 2013 r. N 3541 "O nopsaxe
MIPOBE/ICHUS I1aTOJOTOAHATOMHYECKHX BCKPBITUH'" (3aperucTpupoBaH MUHHCTEPCTBOM

toctunnu Poccuiickoit @enepanuu 16 nexadbps 2013 r., peructparmonnsiii N 30612).

HNudpopmanus o iekapcTBEHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcCHOBHbIE HOPMATHBHO-NIPABOBBIE AKTHI, peryJHPYOLINe 0KA3aHNe
NAJJIMATHBHON MEeIUIMHCKOM MOMOLIM

®denepanbHblii 3akoH "O BHeceHnn n3MeHeHu# B @enepanbHbii 3akoH "O0 0CHOBaX OXpaHBI
310poBbsi TpaxkaaH B Poccuiickoii denepanuu” mo Bompocam OKas3aHUs MHaIMATUBHOU
MeauiuHackoit momonu" ot 06.03.2019 No 18-D3.
[Ipuka3z MunsapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372n «O06
YTBEPXKACHUM TMOJIOKEHUS 00 OpraHu3aliyd OKa3aHUs MaJUIMATUBHOM MEIULUHCKON
MIOMOIIIY, BKJIIOYas MOPAJOK B3aUMOACHCTBUS MEIULMHCKUX OpPraHU3alui, OpraHUu3alui
COLIMANTLHOTO OOCTYKMBAaHUS U OOIIECTBEHHBIX OOBEIWHEHUH, WHBIX HEKOMMEPUYECKUX
OpTaHHU3aIHH, OCYIIECTBIISIOIIUX CBOIO JIEATEIHHOCTh B Chepe OXPaHbI 37J0OPOBBSI».
[Ipuka3z MunzapaBa Poccuu Ne 348u ot 31 mas 2019 roga «O0 yTBEep>KIE€HUU TEPEUHS
MEIULUHCKUX U3JEINI, TPEeIHA3HAYEHHBIX JUIS TOAIEPKAHUS OPIaHOB U CUCTEM OpraHU3Ma
YeJI0BEKa, MPEIOCTaBISEMbIX JIJIsl UCIIOJIb30BAHUS HA JOMY».
[Tpuxa3z Munzapasa Poccun Ne 5051 ot 10 mrona 2019 rona «O6 yrBepxknenuu Ilopsiaka
nepefayd OT MEIWIMHCKONM OpraHu3aliy MalueHTy (ero 3aKOHHOMY IPEICTaBUTEIIO)

MEIUITMHCKUX U3/EINH, peIHa3HAYCHHBIX U1 TTOAIep KaHus PYHKIIUH OpraHOB U CUCTEM
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OpraHu3Ma 4YelloBeKa, JJs HCIOJb30BAHUS HA JOMY IpPHU OKa3aHUU MNaJJIMATUBHOU
MEIUIIMHCKON ITOMOIIIN.
[Tpuxa3z M3 P® Ne 831 ot 3 oxTs16ps 2019 roga «O6 yTBep>KACHUN BEIOMCTBECHHOH 11€JI€BOM

ImporpaMmaI «Pa3BuTHE CHUCTEMBI OKa3aHMs NaJNIHaTHBHOMN MGI[HHHHCKOﬁ IIOMOIIN)).

IIpoune HOPMATHBHO-IPABOBBIE JOKYMEHTBI, € YYe€TOM KOTOPBIX pa3padoTaHbl

KIMHUYCCKHE PCKOMEHIAIIUN:

6.

10.

11.

12.

13.

14.

MexnyHapoanas kiaccudukamnus 00jie3HEH, TpaBM M COCTOSIHHM, BIUSIOIINX HA 3/J0POBHE
(MKB - 10);

IMpukaz M3 P® or 20 mexabpst 2012r. Ne 11831 «OO0 yTBep»AEHUU HOMEHKIATYPHI
JIOJDKHOCTEH MEAUITMHCKUX PAOOTHUKOB M (hapMaIleBTUIECKUX PAaOOTHUKOBY.

[Tpuka3z M3 P® ot 23 utons 2010 r. Ne 5411, Enunbnii kBaaudUKaImOHHBIA CIPAaBOYHUK
TOJKHOCTEH PYKOBOIMTENEH, CHEIMAIMCTOB W CIyXKammux, pasfaen KpanmdpukannoHHBIS
XapaKTePUCTUKHU JOKHOCTEH pabOTHHKOB B chepe 3ApaBOOXPAaHEHHUS.

®enepanbHbiii 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHHU U3MEHEHUN B cTaThio 40
®denepanpHoro 3akona "OO 00s3aTeIbHOM MEIUIIMHCKOM CTpaxoBaHWM B Poccuiickoit
Oeneparun" n GenepanbHbiii 3ak0H "OO 0OCHOBaX OXpaHbI 310pOBbs TpakaaH B Poccuiickoit
®enepannn" Mo BompocaM KIMHUYECKUX PEKOMEH 1AL,

[Tpuka3z Munszapasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBEep)ACHUH MOPSAIKA U CPOKOB
pa3paboOTKU KIMHUYECKUX PEKOMEHIALUH, UX MePecMOTpa, TUITOBOU (POPMbI KIMHUYECKUX
pexoMeHAauui M TpeOOBaHMN K HX CTPYKType, COCTaBy M HAy4HOH OOOCHOBAHHOCTH,
BKIIIOUAEMOM B KIIMHUYECKUE PEKOMEHAAINH UH(DOPMALIAN.

[Ipuka3z MunzapaBa Poccum ot 13.10.2017 N 8041 "OO6 yTBEepX)IACHHHU HOMEHKJIATYPHI
MEIUIIMHCKUX yCIIyT".

[Ipuka3 MunucrepctBa Tpyaa u counanbHou 3amutel P ot 27 aBrycra 2019 r. n 5851 "O
KIACCU(PUKALUAX U KPUTEPHSIX, UCTIOIB3YEMbIX MPHU OCYIIESCTBICHUH MEIUKO-COIUATBHON
9KCIEPTU3bl TpaxkaaH (eaepaabHbIMU TOCYIapCTBEHHBIMU YUPEKICHUSIMU MEIUKO-
COLMAJIBHOM SKCIIEPTU3HI";

IIpukaz MuHucTepcTBa 34paBOOXPAaHEHHUs M COLMAIBHOIO pa3BUTHUs Poccuiickoin
Oenepanyn «O MOPSIKE MPUMEHEHUS JIEKAPCTBEHHBIX CPEJICTB Y OOJIBHBIX MO KU3HEHHBIM
nokazanusiM» ot 9 asrycta 2005 r. Ne 494

Nudopmanmonnoe nuckMo Mun3mpaBa Poccuu 1o BO3MOXKHOCTH 3aKYIKU JIEKAPCTBEHHOTO
npenapara no TOPTOBOMY HaWMEHOBAHUIO

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
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informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-

torgovomu-naimenovaniyu);

Ipuio:xkenne A3.2. OcHoBHBbIE 3a00/1eBanus 1Js1 1uddepenuuanbuoro guarnoza bINITH

OCHOBHBIE CXO0XKHE

Tun HapyueHus JAunarno3
CHMIITOMBI
ITosicHO-KOHEYHOCTHAs MeleuHas | IIporpeccupyromas
muctpodust c1aboCTh MBI TOSICOB
JuctpoduHonaTun (MuogucTpodus | HIKHUX KOHEUHOCTEH,
Mromenna, bekkepa) KPBUIOBUJIHBIE  JIONIATKH,

MuodubprnnspHas MHONATHS

Kpamny, nosbienne KK

Mpbleynbie MuoTtoHndeckas guctpodus 2 Tuma
aucTpodun [IneyenonaTouHo-nuieBas
MHOIUCTPODHs
bonesns /lanona
X-crerieHsas MUOIaTH
JInuenonaToYHOKOHEYHOCTHAS
MBITIICYHAs TUCTPOUs
[Homumuosut [Tocrenenno
BocnanurensHas
MHONATHS MHuo3uT ¢ BKIIIOUEHUSMU pa3BuBaromascs caabocThb
MbI1I1, noBeimeHne KK
HemanuuaoBas MuonaTus Melmeynas — ¢i1aboCTh,
bone3nb UEHTpPalNbHOTO CTEPKHA U | TUIIOTOHUS npu
Bpoxnennsie MYJIbTUCTEPIKHEBASI MUOTIATUN HOpPMaJbHOM WK
MHUONIATUU LentponykieapHas MUOIATUS YMEPEHHO  MOBBIIIEHHOM
Muonatus ¢ ruaauHoBbIMU TenbllaMu | ypoBHe KK,  Hanuumm
[Ipounie BpOXKACHHBIE MUOIIATUN CKEJICTHBIX HAPYIICHUH
I'mukorenossl Illa, IV V u VII Tunos I'nnoTtonwus,
MuroxoHipuanbHble MUOTIATUN remaToMeraigusi 'y JIeTew,
’Kuposbie MuonaTun c1abocTh MBIIIII,
Mertabonnueckue YTOMJISIEMOCTh,  CJIa00CTh
MUOTATUN MBIIIILI, CHIDKEHHE
YCTOWYHUBOCTH K
Harpy3kaMm,  IOBBIILICHUE
KK
CnuHanbHble MbIIIeuHble aTpoduu, Tun | CrnabocTh MBIIIILL,
Bonestu I'uIII HapylIeHUE JbIXaHUs,
. bynb0ocnunanpHas aMuoTpodus | aTpodust MBI, BO3MOXKHO
MOTOHEHpPOHA

(6one3nnr Kennemn)
BbokoBoif aMHOTpOpUUIECKU CKIIEPO3

noseieane KK

Muactenus rpaBuc Hapymienust  gpixaHus,

bosiesnu HepBHO-
. Bpoxxnennsie MHACTEHUYECKUE | cIaboCTh MBIIIILI,
MBIIIEYHON
CHUH/IPOMBI YTOMJISIEMOCTD
nepenadu
Cunapom Jlambepra-MToHa
AcuMIToMHOE Bropuunas  muomarus,  Bkimouas | [loBberimenune KK

noBbieHne KK JIEKaPCTBEHHYIO
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IIpunoxenue A3.3. 3a0op OMomMaTepuana AJsi AMATHOCTHKH B IATHAX KPOBH

KpoBb coOupaercsi Ha CTaHAapTHYIO
kapTouky-puibtp (Ne903), koTopas 7 N
MIPUMEHSIETCS Il CKPUHUHT A . ‘
HOBOpOXAEHHBIX B Poccuiickoit denepanuun e s i oy
WA aHAJIOTUYHYIO JUIS TTOTyYSHHSI CyXOTO * Kan/in 40nKHbI MOMHOCTSI0 MPONMTTS KPYXKKH € 0GPATHOI CTOPOHS
msiTHA KpoBH. KpOBb MOXKET OBITh, Kak INERERINE SRR RCU SRR
KanvuispHas (U3 Majblia, MITKH), TaK 1
BeHO3Has1. BeHO3Has KpoBb coOMpaercs B . . . . ‘
pOOUPKY, aKKYPaTHO TIEPEMEITUBACTCS U
3aTeM OBICTPO C MOMOIIBIO MUTIETKU
HaHOCHUTCS Ha GUIbTp Mo 25-50 MKJT KPOBH
Ha Ka)XYIO BBIJICIIEHHYIO 0071aCTh.

Heo6xoaumMo xopoIio nmponuraTth
] - - -, ]
BBIJICJICHHYIO 00J1acTh Ha (uibTpe (puc. 1). f X A NS NN

Pucynoxk 1. O6pasen npaBUILHOTO
HaHECEHHs KPOBU Ha KapTOUYKY-(DHIIBTD

[TpenmodrnuTeIbHO COOUPATH 00Pa3IIbI MTOCIIE ‘\-.... 4% FL A X ’} {\ ,}
ensl uepe3 40 MuHyT - 1 gac. Bo3smMoxHO o g Sae T S Wil
TaKXe OCYIIECTBUTH 3a00p KPOBU M HATOIIAK. XpeHuTs npH +2 - 426 C*
Ha xaprouke-puiapTpe 0053aTeIBHO
JOJDKHBI OBITH 4eTKO Yka3anbl @O, keM u
OTKyJla HaIpaBJICH MAIMEHT, 1aTa POKICHUS
1 TenedoH Jieyaniero Bpava (pUCyHOK 2). 6 0010608
OO0paserr cyxoro miaTHa KPOBU ®HO Naunenra
BKJIQ/IBIBACTCSI B YUCTHIH KOHBEPT, JIN0O B
yucTblil aitn. Kaprouka-guiasTp He 1omKHA Bara pownerins Alava e3nman kposH Mon
COIPHUKACATHCS C TPSA3HOM MOBEPXHOCTHIO U C iy
oOpasnamu pyrux nanueHToB. Heooxoaumo
NPUIOKHTE K 00pas3inaM UH(GpOPMHUPOBAHHEIE el Tonon / iipes
corjacus MayeHTa Win ero 3aKOHHBIX
MIpeJICTaBUTENICH HA TIPOBEICHUE E-mail spaua
1a00paTOPHBIX HCCIIEI0BaHUI e

Tecr
Dwaﬁpu D Momne Dfoma D Mnc1 D Lyso-GL-1 D Lyso-GL-3

D Cemeinbii CKpUAMHT, MyTaumn:

Pucynox 2. O6pa3ser KapTouku-QUiIbTpa

AJITOPUTM JIeficTBU MeIUIMHCKOI0 MEePCOHAJIA NPU B3ATHH 00pa30B KPOBH

BBIMBITH PYKH (TUTUEHUYECKHUI YPOBEHbB), HAJIETh MEPUYATKHY;

BBIMBITh PYKH MarieHTa (MITKy pedeHKa B cllydae, eCiiu KpOBb OEpeTcs U3 TSATKH ),
MPOTEPETh 00JACTh MPOKAIBIBAHUS CTEPUIIbHOMU canipeTkoi criupToBoit (70% 3THIIOBOTO
CIHPTa), IPOMOKHYTh CYXOH CTEpUIBHOH cai(eTKOM; MPOKOJIOTh CTEPUIBHBIM OJHOPA30BBIM
ckapuduraropom;

CHSITh MEPBYIO KaILII0 KPOBHU CTEPHIIBHBIM CYXUM TaMIIOHOM;

MSATKO HAJIaBUTh JJIs MOJy4YEHUs] BTOPOM Karuld KpOBH;

MPWIOKUTD NEPIEHIUKYISIPHO TeCT-0JJaHK K Karjie KPOBU U MPOMUTATh €r0 KPOBBIO HACKBO3b;
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®  aHAJOTMYHBIM 00pPa30M HAHECTH HA TECT-OJIaHK 6-8 Kameinb, BUJ MATEH KPOBH JOJDKEH OBITh
OJIMHAKOBBIM C 00EUX CTOPOH.

®  BBICYIIUTh TECT-OJIAHK B TOPU30HTAILHOM MOJ0KEHUU HAa YHCTOW 00€3KUPEHHON ITOBEPXHOCTH
He MeHee 4 4 0e3 IpUMEHEHHS TeTUIOBOH 00pabOTKM M MONaJaH!s IPSMBIX COTHEYHBIX JTydeii;

®  YIaKoBaTh TECT-OJIAHKM B YHUCTHIN KOHBEPT TaKUM 00pa3oM, 4TOOBI MSITHA KPOBH HE

COITpHUKACaInCh.

OcobennocTu npu UHQY3MOHHOM Tepanuu
HexoTtopble naneHTsl MOTYT MOIY4aTh HHPY3MOHHYIO T€PAIHUIo, IepeInBaHue KOMIIOHEHTOB
KpPOBH, YTO MOXKET OKa3aTh BIUSHUE Ha pe3yabTaThl TeCTOB. Hanpumep, npu nepearBaHuU MIa3Mbl
KPOBU MOTYT OBITh OJTyYECHBI JIO)KHO-OTPULIATEIILHBIC PE3YJIbTAThl, TAK KaK ONpeaessieMble
(bepMeHThI HaXOAATCA B IUIa3MeE U B KJIeTKax KpoBU. CieayeT OCyIecTBUTh 3a00p KPOBHU IS
¢depmentroit u JIHK-muarnoctuku He 9 panee ueM uepe3 6-7 1HEH 1mociie nepenBaHus miIa3Mbl
KpoBH U 4yepe3 7-10 qHeil mociie nepearnBaHus KOMIIOHEHTOB KPOBH
He nomyckaercst 3a60p KpoBH

e cpa3y nociie NpoBeAeHHsI MAUEeHTY UH(DY3MOHHON Teparuu;

e Cpa3y Imociie 3aMEHHOTO MTEPETMBAHHS KPOBH.

XpaHeHHe U TPAHCIIOPTHPOBKA OMOMaTepHaJia
OO0pa31pl BBICYIIEHHBIX MSATEH KPOBU MOYKHO XPaHUTh B OOBIYHOM Kamepe xoJoauibHuKa npu +40C
10 otnpaBku. Cpok XpaHEHHs JO MOMEHTA OTIPABKHU HE JIOJHKEH MpeBbIIaTh 7 AHel. Eciau xpaHuTh
JIOJIBIIIE U TIpH OoJiee BBICOKOM TeMIiepaTrype, TO aKTUBHOCTh ()ePMEHTA TaKe B HOPME MOXKET
CHIDKATBCSA, UTO MPUBEIET K JIOXKHO-TIOJIOKUTENIBHBIM PE3yJIbTaTaM.
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Ipuioxkenue b. AIropuTmMsl AeHCTBUH Bpaya

Mpu3Haku BN y nauneHTa nam y
pPOACTBEHHWMKOB

JNlabopaTopHas gMarHocTMka

Ondod.anarHocTuka ¢

OpYyrumm
3abonesaHmAMMU

[AwnarHos
noaTBepKAEH?

NmetoTtca
NOKasaHus K
P3T?

MoHuTopuHr
COCTOAHMA NauMeHTa

Tepanua
adpdekTnBHA?

®3T

—

PaccmoTpeHus BO3MOXKHOCTe
APYTMX METOAO0B SIe4eHun
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Hpuiaoxenue B. Undopmauus 14 nmamueHra

Yt0 Taxkoe 00se38b Ilomme?

Bonesnp [Tomrie — 3710 oxHa u3 50 HacneACTBEHHBIX OOJNE3HEN, KOTOPBIE OTHOCATCS K
rpymIe JIM30COMHBIX Oone3Hell HakomieHus. B nmu3ocomax (opraHesuibl KJIETKH) MPOUCXOIUT
pacuieTtuieHHue  KPYMHBIX ~ MOJIEKYJT  (MakpOMOJIEKYJI) TaKuX  KaKk  JKHpbI, OCJKH,
TNIMKO3aMHUHOTIIMKAHbI, TTUKOTeH. [Ipu pa3HbIX OONE3HAX HapyllaeTcs ONpeaelicHHas CTaaus
paciierieHusi 3TuX Makpomonekyn. Yacrora 6Gonesnu Ilomme (rnmmkoreHosza II-ro Tuma)
coctapisieT mpuMepHo 1 ciydaid Ha 140 000 (knaccuueckas uHdantuibHas Gopma) u 1 Ha 60
000 st B3pocioit dopmbl. 3a00JeBaHHE BCTPEYACTCS MPAKTUUYECKH BO BCEX STHUUYECKHX
rpymmax.

Bonesnp [lommne penkoe HacieacTBEHHOE 3a00JI€BaHUE, IIPH KOTOPOM B OpPTaHU3ME HE
XBaTaeT ompeaelieHHoro ¢epMeHTa - anb(da TIoKo3uaa3sl (CHHOHMM KHcTas MaibTasza). B
pesyibTaTe MyTanuu B rene GAA, KOTOPBIN KOAUPYET 3TOT (PEPMEHT, B KJIETKaX HAKaITUBACTCSI
0coboe BeniecTBO — TIUIMKOTeH. DTO MPOUCXOOUT B MbIIIIAX W B cepaue. Eciu He HaydaTh
JIeYEeHUE, TO MBIIIEYHAS TKAHb U3MEHSIET CTPYKTYPY ¥ HE MOXKET BBITIOJTHATH CBOIO (DYHKIIHIO.

Kak nposiBisiercs 0os1e3ns Ilommne?

bonesns [lomne oTHOCUTCS K MPOrpEeCCUPYIOIINM HEPBHO- MBIIIEYHBIM 3a00JI€BaHUM.
C TeyeHHeM BpEMEHU CHUMIOTOMBI OOJIE3HH HApacTaroT, MPUCOENUHSAETCS MOpPaKEHHE HOBBIX
rpynmn Mbii. MHOTHE NalMeHThl NEPECTalOT CaMOCTOSITENIbBHO XOAWTh U CTAHOBUTHCS
3aBUCUMBIMU OT anmnapaTroB HCKYCCTBEHHOW BEHTWJISALUU JIETKUX, MOCKOJIbBKY MPOUCXOIUT
MOpa)K€HHE MBI OTBETCTBEHHBIX 3a JIbIXaHue. VI3BECTHO HECKOJIBKO PA3IMYHBIX 1O TSKECTH
W BO3pacTy Hadana QopM 3a0oyieBaHHSA- paHHAA (MJIaJeHYeCcKas), MO3MHIS MIlaJeHUYeCKas
(merckasg) u B3pocias. OHU OTIMYAIOTCA CUMITOMaMU M CKOpPOCTBIO IPOTPECCUPOBAHMSL.
Bonesns [lomme mposiBisieTcs: B BUIE€ MBIIIEYHON ¢aboCTH, aTpoduu MBIIII TpU BeeX Gopmax
3a0oneBanus. [l muageHueckoil Gopmbl Takke XapaKTepHO MOPaKEHHWE MBIIIIBI CepAlla.
Pa3mepsl cepana 3HAUMTENBHO YBETUYMBAIOTCS, MOMET OBICTPO pPa3BUBATHCA CepieuHas
HEZ0CTaTOYHOCTb.

JerssM uWHOTJa CIOXXHO TOBOPHUThH, TaK KAaK CTPAAlOT BCE TPYIIbl MBI, pPeyb
CTAHOBUTCS HEBHATHOM, cMa3zaHHOW. MpimeuHas c1ab0CTh MOXKET MpOSIBIATHCA B
HEYKJIIO’)KECTH, TMalUEHThl CHOTHIKAIOTCSA, UM TPYIHO MOJAHMMAThCA Mo JecTHuile. [Toxonka
B3pOCIBIX HalueHTOB ¢ Oone3Hbio [lomme cBoeoOpasHasi, OHM CTapaloOTCsi KOMIIEHCUPOBATh
nedext 3a cuéT mepeHoca LEHTpa TsHKecTH. UeM MeHbIIe MAIUeHT IBHraeTcs, TeM OoJiblie

BEPOATHOCTH PAa3BUTHS UCKPUBJICHHUI MTO3BOHOUHUKA U TOSIBICHUS KOHTPAKTYD.
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Kak nacaenyercs 6ose3nn Ilommne?

Hacnenyercs Gone3ns Ilommie mo ayrocomHoO- pernecciBHOMY Tumy. bombrHOU BIIT
pebeHOK HacleAyeT M0 OJHOMY U3MEHEHHOMY TreHy (reHa ¢ wMyranued B CBoeil
MOCJIeIOBATEIbHOCTH) OT KaXXJIOTO0 W3 poAMTeNeld. B ceMbix rae poauTenu SBISIOTCS
HocutensiMu Oone3nu [lomme puck poxaenus 6ombHOoro BII pebGenka cocraBmser 25% Ha
Kak1yto 6epeMeHHOCTh. [TloaToMy ecnu B ceMbe ponuics 60npHO#M BI1 pedeHok 3T0 He 03HAYaeT
YTO BCE JIeTH OynyT 60bHBI. ECTh maHc poauTk 310pOBOT0 peOeHKa.

Kak ycranaBJmBaT 1uaruos?

Bpaun Ha OCHOBaHWM KIMHUYECKUX CHMIITOMOB MOTYT 3alOJ03PHUTH 0OJE3HB. 3aTeM
MIPOBOASATCS JTabOpaTOpHbIE TECTHl U MHCTPYMEHTalIbHOE uccienoBanue. [IpakTuuecku y Bcex
OoonpHbIX bBII B OMOXMMHYECKOM aHaJM3€ KPOBH TOBBIINICHA AKTUBHOCTh (DEPMEHTOB
kpeatuHpocdoknHazel, Anar, Acat. [Ipu npoBeneHnn 3MeKTPOHEHPOMUOTpadUU ONPEACTSIIOT
MEPBUYHO MBIIICYHON XapakTep HapymieHus. Ho 3T CUMITOMBI MOTYT BCTPEYAThCS U TPH
JIPYTUX HACIEACTBEHHBIX (OpMax MBIIEYHBIX AUCTpouil. 11 TOYHOro MOATBEPKIACHUS
JMarHo3a HEeOoOXOJMMO OIpefesieHue aKTUBHOCTh anb(a TIIOKo3uaa3bl B KpoBH. Ecau
aKTUBHOCTH pepMeHTa OblIa cHIbKeHa, mpoBoautcs JIHK-nuaraoctuka.

Kaxk seuar 60s1e3ub [lommne?

Jns nedennst BII paszpaborana cnernuanbHas (GepMeHTHas 3aMECTUTEIbHAs Teparivs.
CMbICI Tepanuy 3aKIII0YaeTcs B TOM, YTO MalUEHTY KaXK/Ible IB€ HEJEIH BHYTPUBEHHO BBOJST
Hegocraommii pepment. [Ipenmapat nns pepMEHTHOHN 3aMEeCTUTEIHHON Teparuu Ha3bIBACTCS
Anrmoko3unasa anbda. B camoil mporenype BHyTpUBEHHOTO BBEICHUS (epMEHTA HET HUYETrO
CIIO)KHOTO W cTpamHoro. Ilpu ompeneneHHOM HaBBIKE 3TO MOKHO MPOBOAUTH B JIHOOOMH
O0JIbHHUIIE.

OddexT Tepanuu BO MHOTOM 3aBHCHUT OT TOrO, KOorjaa ObUI0 HayaTo JieueHue. Ecium
IpoIlecC B MBIIICYHON TKAaHU JIOLIEN JI0 ONPEAETICHHOM CTaJuu, BOCCTAHOBUTH YTPAYECHHYIO
(YHKITUIO MBIIIIBI HEBO3MOXKHO.

Meauko-reHeTH4ecKoe KOHCYJIbTHPOBaHUe NPHU 0os1e3Hu [lomme

CeMbsiM OUeHb BaXKHO TIOCETUTH Bpadya-reHeTHKa. Y Bpaua-TeHEeTUKA MOXKHO Y3HATh PUCK
poxnaenus 6oapHOro BII pebenka B JaHHOM ceMbe, MPONUTH 00CIIeIOBaHIE POJACTBEHHUKAM €CITH
3T0 HeoOxoauMo. OOCYIUTH MPEHATAIBHYIO U MPEUMIUIAHTALIMOHHYIO TUATHOCTHKY.

[IpenatanpHast AuarHocTuka mpoBoauTcs Ha 9—11 Hemensx OepemeHHOoCTH. B
MaTepHale, KOTOPbIi Ha3bIBAETCS BOPCUHBI XOPUOHA (TO U3 YEro B IocieaytomeM popMupyercs
IUTAIICHTa), OMPEACIAIOT aKTUBHOCTh ()EPMEHTAa M MPOBOIAT TECTUPOBAHWE ISl BBHISBICHUS

MyTaruii B rene GAA. Ha ocHOBaHWY MPOBEIEHHOTO aHAJIM3a JIEJAI0T BBIBOJ OOJICH IO WIIH
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310poB. COBpEMECHHBIE TEXHOJOTHM MO3BOJIAIOT IPOBOAWTH M INPEUMIUIAHTALMOHHYIO
auarHocTUKy. OTIONOTBOpPEHHE TNPOBOAMTCS B MPOOUpPKE, 3aTeM OTOMPAIOT TOJIBKO Te
OIJIOJJOTBOPEHHBIE 3MOPHUOHBI Ha CTAAMN HECKOJIBKUX 0JaCTOMEPOB, B KOTOPBIX HET CEMEWHOM
MYTallU U UX UMIUIAHUTUPYIOT B Opranusm Marepu. [Ipu nanHou nponenype eCcTb CBOM PHUCKH,
KOTOPBIE MOKET Pa3bsICHUTh Bpa4 I€HETHK.

Bonesnp [lomne He BXOIUT B mepeueHb OpQaHHBIX 3a00JI€BaHUM, JIeueHHE KOTOPBIX
MPOBOJIUTCS 32 CYET CPEICTB PETHOHANBHBIX OIO/KETOB, OJHAKO, IAlUEHTHl HMEIOT
BO3MO>KHOCTB JIeUnThCs B Poccun.

IMomowmb ceMbu

He 3a0biBaiiTe: OT ceMbH 3aBHCHUT YCIIEX JICUCHHS HE B MEHbBILIEH CTENICHH, YeM OT Bpaya.
HyxHo colmoaTh peKOMEHJAIMK, HU NIPH KaKUX YCIOBUSAX HE TEpATh Hanexny. U naxe eciu
Bbl He nodeaure 0O0JEe3Hb MOJTHOCTBIO, TO CMOXETE M3MEHHUTh JKU3Hb K JIydllleMy, CIeaaTbh

POOHOI'0 BaM Y€JIOBEKA CYACTIIMBBIM B BalllUX CHUJIAX.
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IIpunoxenue I'1-I'4. IlIkabl OneHKH, BOMPOCHUKH M IPyrue OLEHOYHbIE

HHCTPYMEHTBI COCTOSIHUA NMANMEHTA, MPUBEJAEeHHbIE B KIMHNYECKNX
Hpunoxenue I'l. lllkana AnbOGepTa MOTOPHOTO Pa3BUTHS MJIAJeHIIEB

Haspanwue Ha pycckom si3bike: [1Ikana AnpOepra MOTOPHOTO pa3BUTHUS MIIAJICHIICB
OpurnnanbHOe Ha3BaHue (eciu ecth): Alberta Infant Motor Scale (AIMS)

HcTtounuk (opuuumanbHelii caiT pa3paboTUnKOB, myOnukanus ¢ Banuaanuei): Piper MC,
Pinnell LE, Darrah J, Maguire T, Byrne PJ. Construction and validation of the Alberta Infant
Motor Scale (AIMS). Can J Public Health. 1992;83:S46-50.

Tun (moguepKHYTH):

IIKaJIa OIICHKU

WHJICKC

BOIIPOCHUK

Apyroe
Haznauenue: MoTopHas mkaia ajas muaneHneB AnbOeptel (AIMS), mkana HaOIIOAAaTENBHOM

OIICHKH, ObljIa pazpaboTaHa sl U3MEPEHHUS OOIIETO JBUTATEILHOTO CO3PEBAaHUSA y JETEH OT
POXKICHHS 10 CAMOCTOATEIBHOM XOIbOBI.

Conepxanue (mabnoH): OCHOBBIBAsCh Ha JHUTEpaType, 58 HABHIKOB ObUTM CT€HEPUPOBAHBI U
pacmpesieNieHbl 10 YeThIpEM TO3WIIHSIM: JieXkKa, JIeKa, cuisd U cros. KakIomy M3 HaBBIKOB
MIPUCBANBACTCsI ONPEICTICHHBIN Oas

Kirou (uaTepnperamusi): OGayuibl CyYMMHUPYIOTCS W TPOBOAMTCS OOIIas OIEHKa MOTOPHOTO

Pa3BUTHUS U OTKJIIOHEHHE/COOTBETCTBHE HOPMAIbHOMY Pa3BUTHUIO B IEPLIEHTHIISIX

IIkana Anb0epTa MOTOPHOIO Pa3BUTHA MJIA/ICHIIEB

4UCIIO/MECAL/TO
dammwins, UM JlaTa ucciieIoBaHus: / /
NnentndukannnonHbIii HOMep JaTta poxaeHus: / /
Uccnenosatens XPpOHOIOTHYECKU BO3PACT: / /
MecTo npoBeieHUs UCCIIEOBAHUS CKOppeKTHPOBaHHBIN BO3PACT: / /
[IpenmectByroniume [1yHKTBI, bann no mikane

34CUUTAHHBIC ITYHKTBI 3aCUYUTAaHHBIC B
«OKHE»

ITomosxenue Ha
JKUBOTE

ITomosxenue Ha
CIhHE

ITocagka

BcTaBanue
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[Tpumeuanus/peKoMeH 1NN

Ne ccaenoBanus

OO0t 6aur: MIEePIEHTUIIb:

IIKAJIA OHEHKHN MOTOPHOTI'O PA3ZBUTHUSA Y MUTAJIEHITEB

IToo:xkeHue Ha
JKHBOTE

IHono:xenne exa Ha xuBote (1)
dusnonornyeckas GaeKcus.

IToBopaunBaet royoBy AJis1 OTBEICHUS, HOCA OT
MIOBEPXHOCTH.

IMono:xeHue Jieska HA KUBOTE (2)

CHUMMETPHUYHO MOJHUMAET TOJIOBY MO YIJIOM
45°.

He criocobeHn yaepkuBaTh TOJI0BY Ha OJTHOU
JIMHUU C TYJIOBUIIICM.

ITosi05keHHne HA JKMBOTE € ONOPOI

JIokTH HaxonaTcs no3aau mied. bes
MOAICPAKKU IMOJHUMAET TOJIOBY MOA yriioM 45°.

Onopa Ha npeamieuns (1)

[TomHUMAaET M yAepKUBACT TOJIOBY MO YTIIOM
ooliee 45°. JIokTH Ha OJIHOU JIMHUM C TUICYAMHU.
['pynHas kieTka pa3mernaercs Mo neHTpy.

IHoABMKHOCTD B MOJI0KEHUH HA KUBOTE
ITonHuMaet ronoBy nox yriaom 1o 90°.
HexoHTponupyemble MOMBITKY IEPEHOCca Beca.

Onopa Ha npeamieubs (2)

JlokTn HaxoAsTCA nepen mieyaMu. AKTUBHOE

INOATATUBAaHUC non60p0m<a C BBITATMBAHUCM
oicu.

IToso:xxenue Ha
CIuHe

IMonoxenue Jjexa Ha cnuHe (1)
duznonornyeckas QIeKCus.

[ToBOpOT rONIOBBI; TOJTHOCHT POT K PYKE.
Bbecriopsiiounble IBUKEHUS pyKaMu U HOTaMH.
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IMono:xeHue Jiexka Ha cniuHe (2)

[ToBOpOT TrOJIOBHI K CPEIHEH JIMHUU.
Heo0s3aTenbHbli aCHMMETPUYHBIHN ISHHBIHN

tonnueckuii pepaexc (ALLITP).
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IMonoxenue Jjexa Ha cnuHe (3)
["osioBa Ha OJTHOM JIMHUM C TYJIOBHILIEM.

JIBUraeT pykaMu, HO He CLIOCOOEH MOIHECTH
PYKH K CpeHEN JINHUM.

IMonoxenue Jexka Ha cnuHe (4)

AKTUBHOCTE crudaresei meun ¢
NOATATUBAaHUEM Mo10opoaka. [ToqHoCHT pyku K
CpeaHEMN JTUHUM.

IloaqHeceHHe PYK K KOJIEHAM

[TonTsruBanue noxbopoaka. Jloctaer pykamu
JI0 KOJICHEH. AKTUBHOCTh OPIOIITHBIX MBIIIIII.

ITocagka

Mocanka ¢ mogaepKoi

ITonHMMaeT ¥ KpaTKOBPEMEHHO yIEP>KUBAET
TOJIOBY Ha OJHOH JIMHUHU C TYJIOBHILEM.

-y

IMocaaka ¢ onopoii Ha pyKH

VY nepuBaeT rojIoBy Ha OJHOM JIMHUU C
TyJoBuieM. KpaTkoBpeMEHHO onupaeTcs Ha

pyKH.

IloaTsiruBanue B cujasiuee MoJa0KeHue

[ToaTsruBaeT mo100POOK; TOJIOBA HA OJTHOM
JIMHHUHU C TyJIOBI/IIJ_IeM niIn BHCpGIII/I.

BcraBanue

Omnopa Ha HOTM ¢ moaaep:xkoii (1)

Bo3MoHO monepeMeHHOe cruOanue B
Ta300€JpeHHOM M KOJICHHOM CyCTaBaXx.
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Y

Onopa Ha HOTH ¢ MO EPKKOI (2)

["osioBa Ha o1HOM JIMHUM C TyJIOBHILEM. benpa
HAXOJATCs Mo3aau 1ied. Pa3HooOpas3Hbie
JIBIKEHHUS HOTAMU.

Onopa Ha BBITSAHYTBIE
PYKH

IlepekaTbiBanue u3
N0JI0’KeHHUs Ha KUBOTE
B M0JI0’KeHHEe HA CITHHE

0e3 MoBOpoOTAa

IlnaBanune

Pyku BBITSAHYTHI.
[MoarsaruBanue moado0poIKa
C IOABEMOM T'PYTHOU
KJIETKH. BOKOBOM mepeHoc
Beca.

JBrxenue
VHULIUAPYETCS TOITOBOM.
TynoBuie ABMKETCS KaKk
OJTHO LIETIOE.

[TatTepH akTUBHOCTH
pasrubarenei.

IHonbITKA JOTAHYTBCHA 10 IlepeBopor IlepexkaTbiBaHMe U3
npeaMera u3 ynopa Ha MOJIOKEHHUs HA JKUBOTE B
npeamnjiedybs M0JIOKEHHE HA CIIHHE €
MOBOPOTOM
- =
5 e | ~ s J -
p g ¥

AKTHBHBIN IIEPEHOC BEca €
OJIHO¥ CTOPOHBI.
KonTponupyemas nonsITka
JOTSIHYTBCS 10 IIpeMeTa
CBOOOTHOM PYKOH.

IIepeBopOTHI.

JIBY>KEHUS pyK U HOT.

BokoBas dnexcus
TYJIOBHIIA.

IToBopoT TysOBHIIA

IMoso:xeHue HA
yeTBepeHbkax (1)

IloaHecenne pyk K
CTYIHSM

IlepekaTbiBanue U3
MOJI0’KeHUs HA CIIMHE B
MOJI0KeHHEe HA 'KUBOTE

0e3 MoBOpoOTa
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Horwu cornyrsl, oTBe1€HBI
Y IOBEPHYTHI KHAPYKH.
[TosicHuYHBIN T0p103.
VY iepKUBaeT NOJIOKEHHUE.

\ g
v/
L \
)

~

yolt
-
BboxoBoe BolnpsaAMIIeHUE
roJyioBsl. Tynosuie

IBIDKETCSI KaK OJHO IIEJIOE.

CniocobeH ynepkuBaTh
HOTU B CPETHEM
MOJIOKEHHUU.
IIpucyrcrByer
MOJIBIKHOCTH B Ta30BOM
OTJEIE.
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IlepexaTbiBanmne u3

AKTHBHOE BBLITATHBaHHE

ITocagka 0e3

M0JIOKECHHUS HA CIIHHE B MOAAEPKKH
N0JI0’KeHHEe HA KUBOTE ¢
MOBOPOTOM
, % )T S ( '
3 O
£ -
%
IToBopoT TysOBHIIA. BeiTArusaercs, IIpuBenenue
OTTaJIKNBACh HOTaMH. JIOTIATOK U

pasrubaHue ried.
He cniocoben
yIepKaTh
HIOJIO’KEHHE.

IMocaaka ¢ onopoii Ha pyKH

IHocanka 6e3 moaaepxKKu
0e3 onopsl HA PYKH

Ilepenoc Beca B
MOJIOKEHUM CH/SI
0e3 MoIePKKH

BrITsruBanue rpyHoro
OT/ieJIa MO3BOHOYHHKA.
JIBUKEHUS TOJOBBHI,
HE3aBUCUMBIE OT TYJIOBHIIIA;
ONUPAETCS Ha BBITSHYTHIE PYKHU.

He moxer ocraBaThecs
OJUH B CHISYEM
ITOJIO’KEHU N
HEOTPaHUYEHHOE BPEMSI.

.“'

IIepenoc Beca
BIIEpEl, HA3aJ WU B
croponsl. He moxer
0CTaBaTbCs OJMH B
CUAAYCEM
IIOJIO’KECHUHU.

ITocanka 0e3 onopsl HA PYKH

0y

IMonbITKA TOTAHYTHCS /10
npeaMeTa ¢ MOBOPOTOM B
MOJIOYKEHHH CHJIS

BceraBanue ¢
noaaepxkoii (3)

Pyku HE npukatsl K TeIy.
CriocobeH urpaTh ¢ UTPYIIKOM.
MosxeT ocTaBaTbCs OJUH B
CUSTYEM MOJI0KECHHH.

o

CHUauT caMOCTOSITEIILHO.
TsaHeTCS K UTPYIIKE C
MOBOPOTOM TYJIOBHIIIA.
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PaznooGpa3znbie
JABHUKCHHUSA HOI'aMU.

IToJst0keHne exa HA OOKY PeunnpoxkHoe moJszanue

¢ OTmopoit

Ilepemerenue u3
MOJIOKEHHUS HA
YyeTBepeHbKAaXxX B
MOJI0KEeHHe CHAS WU
NMOJIyCHASA

Penunpokssie 1BUXEHUS
PYK ¥ HOT C TIOBOPOTOM
TYJOBHULIA.

Pa300111eHHOCTh HOT.
HenoasmxHOCTH II€Y.
IToBopoOT B mpezeax ocu
Tena.

“atg
Ilepemenaercs B JaHHOE
II0JIO’KEHUE U U3 HETO.
MoxxeT npuHUMaTh
cupsiuee MOJI0KEHUE.

IMonbITKA NOTAHYTHCSA
10 TpeaMeTa U3 yrnopa Ha
BBITSIHYTYH0 PYKY

PenunpoxHoe moJsizanue
Ha yeTBepeHbKkax (1)

IHonoxenue Ha
YyeTBepeHbKax (2)

Horu oTBeieHs! 1 TOBEPHYTHI TsaHercs k npeaMery
KHapyxu. [1osICHUYHBIN JTOP103; BBITSIHYTOU PYKOM.
IIEPEHOC Beca ¢ 0IHOM cTopoHbl  IToBopoT TynoBuia.
Ha Jpyryro ¢ 00koBo# (iekcueit

benpa BEIPOBHEHBI 11O
TasoM. YIUIOIIEHHE
MOSICHUYHOT'O OT/ea.

TYJIOBHIIIA.
MoandguunpoBanHoe Ilepememienue u3 Ilepememienue u3
MOJIOKEeHNEe HA YeTBepeHbKax MOJIOKEHUsI CH/IA B MOJIOKEHUs CHAS HA
M0JIOKEHHE HA JKUBOTE YeTBEePeHbKH
A
- L i —— - \-‘»f"‘;.‘
-~ T - '7'7‘/ & - il
4 K e
i =

[Tepementaercs u3
MTOJIOKEHHUS CHJISI, YTOOBI
JIe4b HA )KUBOT.
[ToaTarusaercs pykamu,
HOTY HEAKTUBHBI.

Ilepememniaercsa B JaHHOE
noJjiokenue. BozsMoskHO
MIPOJIBMYKCHHE BIIEPEI.

AXTHUBHO OJHUMAECT Tas3,
AroArIbl U HCHArpy>K€HHYHO
HOTY, 4TOOBI BCTaTh HA
YETBEPEHBKU.
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CamocTosiTeJIbHO0e
CTOSIHME

IlepBble maru

BcraBanue us
MOAH(PUIHPOBAHHOTO
N0JIO’KeHUs] HA KOPTOYKaxX

. _w; k
i

i

B Tedyenue kopoTkoro
BPCMCHH CTOUT
CaMOCTOSITENILHO.

YpaBHOBEIMBAET peakLMu B

CTYITHSIX.

Xoaut
CaMOCTOSITENILHO;
nepeaBuraeTcsi ObICTPO
MEJIKUMHU IIIaramH.

/Y
"h

Ilepememiaercs u3
MOJIO’KEHUS HA KOPTOYKaxX B
MOJIOYKEHHE CTOS C
KOHTPOJMPYEMOii (hiiekcuein
Y BBIIPSIMJICHHEM Oenep 1
KOJICHEH.

BcraBanue u3 onopsl Ha
YyeThipe KOHEYHOCTH

CamocTosiTeJIbHO0e
X0KIeHHE

CujieHue Ha KOPTOYKAX

bricTpo oTTankuBaercs

JJagOHAMH, YTOOBI BCTATh.

>

Xoaut
CaMOCTOSITEIBHO.

CoxpaHsieT m0JI0KEHHE,
YPaBHOBEIINBAS PEAKLIUU B
CTYIHSAX U MOJO0XKEHHE
TYJIOBUIIIA.

Iocanka 6e3 onopbl HA

pyku (2)

IMoarsarnuBaercs s
BCTaBaHMS C ONOPOii

IMoarsarnuBaercs s
BCTABAHMA / CTOUT

[TonosxeHne HOT
Bappupyer. MnazaeHer
JIETKO NEPEMEIACTCS U3
OJIHOTO TOJIOKEHUS B

Ipyroe.

4

-

OtrankuBaeTcss pykaMu 1
BBIIPAMIISACT KOJICHU.

IMoaTsaruBaercs, 4TOOBI
BCTaTh; IEPEHOCHT BEC C
OJIHOM CTOPOHBI Ha

APYTYIO

64



BcraBanue ¢ onmopoii ¢
NMOBOPOTOM

XoskaeHne ¢ onopoii 6e3
MOBOPOTA

ITo0:xkeHNe HA OTHOM
KoOJIeHe

T

[ToBOpoOT TynOBUIIA 1
Tasa.

XoauT ¢ onopor B 00KOBOM
HanpaBJiIeHUU 0e3 MOBOPOTA.

4

3

MoskeT BCcTaBaTh WIH
HepeMeH_[aTBCH B JAaHHOC
IIOJIOKEHUE.

KonTposmpyemoe
ONyCKaHMe U3
MOJI0KEHUSsI CTOS

PenunpoxHoe nmoJjizanue Ha
YyeTBepeHbKax (2)

Xo:k1eHue ¢ onopoi ¢
MOBOPOTOM

KonTponupyemoe

OITYCKaHUC U3 MMOJIOKCHUA

CTO.

IImockuii MOACHUYHBIN
otael. [Ipuxercs ¢
MMOBOPOTOM TYJIOBHIIIA.

XOJUT € ONOPO €
MMOBOPOTOM.
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Ipunoxenue I'2. Cuiia MbIIII 0 HIKAJIe KOMATETA MeTHIIUHCKUX

HCCJIeJ0BaHuI

HasBanue Ha pycckom s3bike: BII

OpurunanbHoe HazBanue (eciu ecth): RESEARCH COUNCIL SCALE

HcTtounuk (opuumanbHelii caiT pa3paboTUnKOB, MyOauKamus ¢ Banuaanueii): van der Ploeg,
R.J.O., Oosterhuis, H.J.G.H. & Reuvekamp, J. Measuring muscle strengthJ Neurol (1984) 231:
200. https://doi.org/10.1007/BF00313939

Tun (moguepKHYTH):

IIKaJIa OLEHKU

UHJCKC

BOIIPOCHUK

Apyroc
Haznauenue: /lanHast nmkaia mo3BOJISET OLIEHUTh:

- CHJIy UCCIIEyeMbIX MBIIII] HA MOMEHT OCMOTpa 10 Oasiam;

- TUHAMUKY BOBJICUEHMSI ONPEAEICHHBIX MBIIIIL U LIE€IbIX MBIIICYHBIX TPYIIII;
- CKOPOCTb IIPOTPECCUPOBAHMS MUOMIATHYECKOTO MpOLECcCa.

Coneprxanue (11abyoH): MIKajda MPEACTAaBISET MBIIICUHYIO CHIIY B Oayiax

Kitou (uHTEpnpeTanus): yem Bblie 0ajl, TEM BBIIIE CHJIa MBI

Cusia MbIlII M0 HIKaJe 6pnTch1<0r0 KOMUTETA MEAUIITMHCKHUX

HCCIeN0BAHUI
Baaa OnpeneseHue CUIbI

5 HopmanbsHas cuna

4 CriocoOHOCTh OIHUMATh KOHEUYHOCTh IIPOTUB HEOOJIBIIOTO
CONPOTHUBJICHUS

3 CriocoOHOCTh MOIHUMATh KOHEYHOCTh, HO HE TTPOTUB
CONPOTUBJIEHUS

2 JIB>KEHMS TOJIBKO IO TOPU30HTAIBHOM IIJIOCKOCTH

1 Cnaboe cokpalieHue MbIIIIIT

0 JIBUKEHUSI OTCYTCTBYIOT
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Ipunoxenue I'3. 6 MWT — TecT 6-MUHYTHO#H X0AbOBI

Ha3Banue Ha pycCKOM sI3bIKE: TECT 6-MHUHYTHON XOIbOBI

OpurunanpHOe Ha3BaHue (ecau ecTh): The six minute walking test (6MWT)

Hcrounnk (opuimaabHbIN CAalT pa3pabOoTYNKOB, MyOnuKanus ¢ Baymaanuei): Laboratories, A.
T.S.C.o0.P.S.f. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test."
Am J Respir Crit Care Med 166(1): 111-117.

Tun (MoYEepKHYTH):

IIKaIa OIIEHKU

WHJICKC

BOIIPOCHUK

APYTroc
Haznauenwme: OIMPEACIICHUEC BBIHOCIMBOCTHU IMAIMCHTOB C IMCJIBKO OLCHKH B(b(beKTI/IBHOCTI/I

Tepanuu

Coneprxanue (11a010H): B Tecte olleHnBaeTcs AUCTaHLINS B METpaX, MPOUICHHAS MTAlUEHTOM 32
6 MUHYT 0€3 BBIHY>KJICHHBIX OCTAaHOBOK.

Kitou (MHTEpriperanys): IpOBOJUTCS CPAaBHEHHME C Pe3yJIbTaTaMM TECTa, IPOBEIEHHOIO paHee

(mo mavasia Tepanuu, Ha GOHE TEPAITUU U TN)

6MWT — Tect 6-MmuHyTHOM X0Ab0BbI (6 minutes walking test, 6 MWT)

Crnenyer MOMHUTh, YTO AJI JAHHOTO TECTa UMEIOTCA CIAEAYIOIINE a0COIIOTHbIE
NPOTHBOIIOKA3aHUs: HECTAOMIbHAS CTEHOKApAUs HANPSHKEHUS U MH(APKT MUOKap/a,
JTaBHOCTHIO 110 1 Mecsna. OTHOCUTENbHBIMU MPOTUBONIOKa3aHusAMH siBIsitoTcs: UCC
Bhitie 120/mMuH B mokoe, cucroandeckoe AJl >180 Mm.pT.cT. u nuactonuueckoe AJl >
100 Mmm.pT.cT. CTabusibHasi CTEHOKApIUsl HE SIBJISIETCS aOCOIIOTHBIM
MIPOTUBOIOKA3aHUEM JJIsl IPOBEJACHUS TECTa, OJHAKO €ro CJIeIyeT MPOBOAUTH C
OCTOPOKHOCTBIO, Ha (hOHE TIPpHEeMa AaHTHAHTUHAIILHBIX MTPENapaToB M0 TTOKA3aHUSIM.

Ecnn manpeHT HaxoauTesl Ha MMOCTOSHHOM KUCJIOPOIHON NOANEPKKE, CKOPOCTh
MoJa4Yu KUCIOPO/ia MPHU MPOBECHUH TECTA I0JKHA COXPAHITHCA B COOTBETCTBUU C
MpEANMCaHeM Bpaya, HA3HAYMBIIETO U KOHTPOJIUPYIOUIETO TEPAIHIO.

[IpoBeaenue TecTa HEOOXOAUMO HEMEIIICHHO TPEKPATUTD B CITydae MOSBIICHUS:

1) bonu B rpyau;

2) HenepeHOCHMOM OJIBIIIKY;

3) Kpammnu B HOTaX;

4) Pe3koi HEyCTOWYMBOCTH U MOIIATHIBAHUSI IPU XOABKOE;

5) Upe3MepHOro MoTOOTACIICHHUS;

6) Pe3koro u3meHeHus 1IBETa KOKHBIX MIOKPOBOB (OJICTHOCTH).

6MWT npoBOIUTCS B TOMEUIEHUH, XOPOLIO 3HAKOMOM MaIlUEHTY, UMEIOILIEM
J0CTATOYHO JTMHHBIN KOPUAOP C TBEPABIM MOKPHITHEM. JIJInHA IPOXOAMMOrO MyTH
JOJKHA COCTABIIATH HE MeHee 30 METPOB € pa3METKON KaKIble 3 MeTpa, a TAKXKe
TOYKaMHU TTOBOPOTOB/Pa3BOPOTOB.
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[TanieHT mory4aeT HHCTPYKIIUIO O HEOOXOAMMOCTH UITH C MAaKCUMAIILHO
BO3MOKHOM CKOPOCTHIO (HO HE O€kaTh) B TeUeHHUE 6 MUHYT.

B Tecte orneHuBaeTCs IUCTAHIUS B METpPax, MPOWIeHHAS MAIIMEHTOM 3a 6 MUHYT
0€3 BBIHYK/IEHHBIX OCTAHOBOK.
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IIpunoxenue I'4. OnpocHuk kavecrsa s;ku3Hu SF-36

HaszBanue Ha pycckom si3bike: ONpOCHHUK KayecTBa ku3Hu SF-36

OpurnnanbHOe Ha3BaHue (ecym ecth): "SF-36 Health Status Survey"

HcTtounuk (ouuuanbHelid caiT pa3paboTUNKOB, MyOIMKAIUS C

Bamunanueit): Ware J.E., Snow K.K., Kosinski M., Gandek B. SF-36 Health Survey. Manual and
interpretation guide //The Health Institute, New England Medical Center. Boston, Mass.-1993.

Tun (moT4epKHyTH):

- IIKaJIa OTICHKU

- HHOEKC

- BOIPOCHUK
- Apyroe
(YTOUYHHTB):

Haznauenue: SF-36 oTHOCUTCS K Hecnienn(pUIECKUM ONMPOCHUKAM IS OLEHKH KayecTBa XKHU3HHU.
IlepeBon Ha pycckuil s3bIK M anpoOanus METOOUKH Obula npoBeaeHa «MHCTUTYTOM KIMHHUKO-
(bapMakoJIOTHYECKUX UCCIIEOBAHUIN.

Conepxanue (mabson): 36 MyHKTOB ONPOCHHUKA CTPYNIIHMPOBAaHBl B BOCEMb LIKAN: (hru3nueckoe
(YHKIIMOHUPOBAHUE, POJIEBAs IEATEIBHOCTD, TeJIeCHas 00Jb, 00IIee 37J0POBbE, KUIHECTIOCOOHOCTD,
colualibHOE (PYHKIIMOHMPOBAHUE, YMOLIMOHAIBHOE COCTOSIHUE U IICUXUYECKOe 3/10poBbe. [lokazarenn
Kaxaou mkaisl BappupytoT Mexay 0 u 100, rne 100 npencraBisieT MoJHOE 3J0POBbE, BCE MIKAIIbI
(dbopMHpYIOT JBa MMOKa3aTels: AyIIeBHOE U (PU3NUECKOe OJiaronoaydue.

Kitou (unTepnperanus): Pe3ynbpraTel mpeacTaBiIsSIOTCS B BHJIE OLEHOK B Oajuiax mo 8 mkaiam,
COCTABJIEHHBIX TaKUM 00pa30M, 4To OoJiee BBICOKAs OLIEHKA YKa3bIBaeT Ha Oosiee BBICOKHM ypOBEHb

KK
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OmnpocHuk kavecrBa xxu3Hu SF-36
Hannuwiii onpocruk paccmampusaem Bawe omuowenue k Bawemy 300posvbio Ha
OAaHHBLUL MOMEHM U 8 meyeHue 4 nocieoHux Heoelv. Mol xomenu 61 HOTYHUUMb
bonee noinoe npedcmasieHue o mom, kak Bol uyecmeyeme cebs, HACKOIbKO
xopouio Bbvi cnpasisiemecs ¢ 8bIN0IHEHUEM NOBCEOHEeBHbIX OelCmBUll U 4mo Bul
dymaeme no nosody Baweeo cobcmeennoco 300posbsi.

B 0annom onpocuuxe noo crosom «300posvey noopazymesaemcs Baue
cocmosinue 300po6uvsl 6 yenom. Takum obpazom, OaHHbIN MEPMUH KACAEMCSL He
MOJILKO ACNeKMOo8, HenoCPeOCMBEHHO C8A3AHHbBIX ¢ bone3Hbvio [lomne, HO u
Bawezo obwezo camouyscmesus.

Omeemvme, noxcanyucma, Ha 8ce 0NPOCHI, BbIOUPAsL MOTLKO NO 0OHOMY OMEEm)y
Ha kadicovll eonpoc. Iloocanyticma, evibupaiime omeenul, HAULYYUUM 0OPAZOM
coomseemcmayrowue Bawum coocmeennvim owgywenuam. Ecau Bol ne ysepenui,
Kakou omeem Bam credyem eviopams, noxcanyiicma, gbloepume Haubdosee
NOOX00AWULL U3 BOZMONCHBIX omeemos. Hanpumep: 0ns omeema na eonpoc 3 Boi
Modiceme 8blOUpamv medHcoy «0d, CUIbHO 02PAHUYUBAE», «O0d, YACMUYHO
ocpaHudusaem» u «Hem, coscem He oeparudugaemy. OOHaxo, Boi 603M04CHO
coscem (bobuLe) He Modceme 8bINONIHAMb HeKomopuvle Oeticmaus. B nooobHvix
cayuasx Baw ciedyem sviopamo yugpy 6 Konouke «0a, CUIbHO 02PAHUUEH ).

Bot moznu ovt ouenums ceoe oouee cocmosnnue 300p06bs Kax:
[]1= npesocxooHoe
[ 12 = ouens Xopouiee

[ 13 = xopowee
|14 = yooenemsopumenvnoe
[ 15 = nnoxoe

2. Ilo cpasnenuio ¢ Bawum oouum cocmoanuem 300poevs 200 Hazaod, Kaxk Bt
ouenueaeme €20 Ha OAHHBLIL MOMeHm?

[ 11 = na oannwui momenm snauumenvro nyuue, uem 200 Hazao

[ 12 = na oannwui momenm 6 nexomopoii cmenenu nyuue (HeMHO20 1yuuLe), Yem
200 HA3a0

[ 13 = npaxmuuecku maxoe arce, xax 200 nazao

[ 14 = na oannwui momenm nemmozo xyoice, uem 200 nazao

[ 15 = na oannwui momenm snauumenvro xysuce, uem 200 Hazao

3. Bonpocwl husce kacaomcesn gplnoiHenua Bamu npugviunvix nogceonesnvix
oeiicmeuii. Ozpanuyusaem nu Bac na dannwiit vomenm Bauwie 300posve 6
6bINOJIHEeHUN YKaA3aHHbIX Oelicmeuit? Ecau 0a, mo HacKobKo cuibho?

Jla, cunvro Jla, vacmuuno Hem, coecem

ocparudueae ocpaHuvueaem He
m ocparnudusaem




Heticmeus, mpebytowjue 6blcOKUX 3ampamn
9Hepeuu, maxue Kax 6ez, no0bem mANcenblx
npeoMemos, 3aHAMuUs CHOPMUBHBIMU
Hazpy3Kamu

Heticmeus, mpebyowjue ymepeHHbix
3ampam >1Hepeun, makue Kax
nepeosudiceHue cmona, moaKaHue
nwiiecoca, uepa 6 6oyIuHe Uil 20ab¢
Iloovem unu nepenoc nakemos c
npoOyKmamu

Iloovem 66epx Ha HeCKOIbKO smadicell

Iloovem 66epx na o0un smadsic

Hazubanus, onyckanue na Konenu unu
HAaKIOHbL 6HU3

IIpocynka newikom na paccmosiHue 60abule
1,5 km

IIpoeynxa newxom na paccmosinue 500 -
800 mempos

IIpocynka newikom na paccmosHue cmo
Mempos

Boonuvle eueuenuyeckue npoyedypul uiu
ooesanue

[]

O oOoood oo o
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4. B meuenue nocreonux 4 nedenv cmanxkueéanuco iu Bol ¢ kakumu-a1uoo u3
cedyrouux npoodaem ¢ padome uin HOBCEOHEGHOI OesAmeIbHOCHU 8 CA3U C
Bawum puzuueckum 30o0poevem?

- Bul nposenu menvuie 6pemenu 3a pabomoii unu opyzumu oenamu || ]

Jla Hem
- Bvl coenanu menvwe, uem xomenu 61 ] ]
Jla Hem
Bul ne cmoenu svinonnams pabomy unu opyaue oetucmasus ] ]
OnpeodeeHno2o pooa Ja Hem
- Bt cmonknynuce ¢ mpyonocmamu npu 8blnoaneHuu pabomol ] ]
unu opyeux deticmeuti (Hanpumep, Bam npuwinoce 3ampauueame  /la Hem
O0ONOJHUMEIbHbIE YCUNUS)
5. B meuenue nocnednux 4 nedenv cmankuganucs au Bol ¢ kakumu-nuoo u3z

cedyrouwux npoodaem ¢ padome uin HOBCEOHEGHOI OesAmeIbHOCHU 8 C8A3U C
Bawium amoyuonanvnvim cocmoanuem (nanpumep, é céa3u ¢ oenpeccueii uiu
mpeego2oit)?

Boi nposenu menvuie epemenu 3a pabomoti unu opyeumu deramu || [ ]

Jla Hem

Buvl coenanu menvute, wem xomenu 6ol [ ] [ ]
Jla Hem

Bul ne cmoenu svinonnume pabomy unu opyeue oeucmeus max [ ] [ ]
Jice muamenbHo, Kak 00bIYHO Jla Hem

6. B meuenue nocnednux 4 nedenw ¢ kakoit cmenenu Bawe gpuzuueckoe

300p06be UIU IMOUUOHAIbHOE COCOAHUE 3aMPYOHAN0 nposedeHue Bamu
oocyza c cemweil, OPY3bAMU, COCEOAMU WU OpYy2umu zpynnamu?

[ 11 = coecem nem

[ 12 = nesnauumenvno

[ 13 = ymepenno

[ 14 = snauumensvro

[ 15 = 6 evicueii cmenenu

7. Hackonvko unmencuenyto gpuzuueckyro 60b Bol ucnsimoieanu 3a
nocieonue 4 nedeau? (nokanuzauus 601u He uMeem 3HAUEeHU)

[ ] 1 = 6006we ne ucnvimvisan

[ ]2 = ouenw neexyio

[ 13 = neexyio
[ 14 = ymepennyro
[ 15 = cunonyro

[ 16 = ouens CUTbHYIO
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8. B meuenue nocnednux 4 nedenv 6 Kakou cmenenu 0016 3ampyoHana
evinoinenue Bamu npueviunoii pabomot (6 mom uucie padomot éne
nomeuwieHus u 0omMawtHux oei)?

(noxkanuzauyus 001U He umeem 3HAYEHU)

[ 11 = coscem nem
[ 12 = nesnauumenvno
[ 13 = ymepenno
4 = 3HaUUMeNbHO
[ 15 = 6 evicueii cmenenu

9. Bonpocel nusice kacaiomcea Bawezo camouyecmeus u oouezo cocmosanus
3a nocinednue 4 nedenu. Ilo karcoomy eonpocy oaiime ooun omeem,
Hauayywium oopazom ompaxcarouiuil Bawe camouyecmeue. Kaxyrw uacmo
eépemenu 3a_nocieonue 4 nedenu:

Tloumu
Yacmo

N 1 0y A

a. Bel uyecmeosanu cebs noiHvim
HCUZHU?

b. Bvl nepgnuuanu?

¢. Buvl naxoounucey 6 makom
VHBIHUU, YO HUYMO HEe MO2T0
noousime Bam nacmpoenue?

d. Bvlt wyecmeosanu mup u noxkou?
e. Bol Oviiu nonnwl snepeuu?

f. Boul uyecmeosanu cebs ynasuium
0YXOM U NOOABNIEHHbIM?

g. Bol uyscmeosanu cebs
USMOMAHHBLIM?

h. Bvl uyecmeosanu cebs
CUACMAUBLIM YETI08EKOM?

i. Bui uyecmeosanu cebs
ycemaguium?

(1 O O O O [ Beeeoa
O O OO Ofd O

O O 0O 00O 04O e
OO0 000 Og g fee
L O O OO OO L Huxoeoa

10. B meuenue nocnednux 4 nedeb Kakyr uacmo epemenu Bawe
duzuuecxkoe 300p0sve UIU IMOUUOHATILHOE COCHOAHUE 3AMPYOHALO
npoegedenue Bamu oocyza (nanpumep, nocewyenue opyseii, poOCHE8eHHUKOG U

m.o.)?
[ 11 =6cez0a
[ ]2 =uacmo
[ 13 =unoeoa
[ 14 = peoxo
[ 15 = nuxocoa
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11. Hackoavko BEPHBIM unu HEBEPHDBIM sensaemcs ona Bac kasricooe us

ymeepycoenuii nuxce?

- Kaowcemces, umo 5
bonee CKIOHeH K
3a60.1e6aHUAM, YeM
opyaue 1oou

A mak srce 300pos,
Kak opyeue
3HaKoMble MHe 00U
A oorcuoaro
VXYOUleHUsl c80e20
300p08bs

- Moe 300posbve 6
npesocxoOHOM
COCMOsAHUU

Abcomomno  Crkopee He  Ckopee — Abconommo
8EPHO BEPHO  3HAN) HEBEPHO HeBepHO

[] I N []

[] []

[]
I
I
I
[]

Jlannwiii onpocuux pazpeuter 0ns ucnoavsoganusi cpynnou IQOLA
(MedicOynapoomwiii npoekm oyeHKU Kauecmad HCU3Hu,).
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