KnuHnyeckne pekomeHgauum — bonesHb Nomne — 2019-2020-2021 (23.01.2023) — YTBepxaeHsl MuHsgpasom PO

Kinnudeckue pekomenaauuu — bosesns Iommne — 2019-2020-2021
(23.01.2023) — YTBep:xaenbl Munsapasom P®

KoaupoBanue no MexyHapoaHOH CTaTUCTHYECKOW Kiaccuukanuu 0osne3Her u mnpoodiem,
CBSI3aHHBIX €O 3710poBbheM: E74.0

lNon yrBepxknenus (gactora nepecmotpa): 2019

Bo3pacrtnas kareropus: B3pocible, [letn

[TepecmoTp He mo3anee: 2021

ID: 317

[To cocrostauio Ha 23.01.2023 Ha caiftre M3 PO

Odwurmansao npumensiercs ¢ 01.01.2022 B coorBercTBuu ¢ [locranornennem [IpaBuTenscTBa
P® or 17.11.2021 N 1968

Pa3paboTumK KNMHNYECKON peKoMeHaaumum

- Accounamm MCEAUIIMHCKUX I'CHETUKOB
- Coro3 neauatpoB Poccun
- POO "OO6mecTBo criennaiicToB MO0 HEPBHO-MBILIEYHBIM 3a00J1eBaHUSM "

Ono6peno Hayuno-npaktuyeckum Cosetom Munzapasa PO

Cnucok cokpalieHuun

AJIT — anannHamMuHOTpaHCchepasa;

ACT — acniapratamuHOoTpaHcdepasa;

BIIITH — 6ome3up IToMie ¢ mo3gHUM HaYajioM;
BII — 6ome3un ITomme;

JIBH — nmu3ocoMHble 00JIE3HN HAKOILJICHH,
KAT — xucnas anbda-TIII0K031/1a3a;

KT — xomnbroTepHas Tomorpadus;

K®K — kpeatundochoknnasa;

MBII — mutanendeckas popma 6ose3nu [lomre;
MPT — marauTHO-pe30HaHCHass ToMOTpadus;
VY3U — ynbTpa3ByKOBOE UCCIICI0BAHUE;

O3T — pepmeHTHAS 3aMEeCTUTENbHAS TEPATTHS;
OKT — snexrpokapauorpadus;

OHMI — snektponelipoMuorpadus;

Ox0-KI" — sxokapauorpadusi;

TepMUHbI N onpeaeneHns

q)epMeHTHaH 3aMCCTUTCIIbHAA TCpaAIllUs — JICUHCHHUE, 3aKITIOYAOMICECd BO BBCACHUU IIpCIiapaTa
(peKOM6I/IHaHTHOF0 (bepMeHTa) NnanueHTaM € HaCJICACTBCHHBIM HAPYIICHUCM MeTaboIu3Ma.

JIuzocomubIe 0OJIE3HU HAKOIUICHUS — I'pyima HAaCJICACTBCHHBIX MOHOI'CHHBIX 38.60JI€B8.HI/II>'I,
CBA3aHHbBIX C HAPYIICHHUEM Q)YHKHI/II/I JIN30COM
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1. Kpatkaa wuHcdopmauma no 3aboneBaHUO WM COCTOAHUIO (rpynnbl
3aboneBaHU UM COCTOSIHUN)

1.1. OnpepeneHne 3aboneBaHUA UMW COCTOSAAHUA (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

I'mukoreno3 II tuma, mnu Gonesnp I[lomne (BII), oTHOcUTCS K peaKuUM HaCJIEICTBEHHBIM
6one3nsiM HakoruieHust (OMIM # 232300), cBs3aHHBIM ¢ AeunuToM pepMeHTa KUCION MalbTa3bl
(xucnoi anbda-rimoko3unasel, KAI') B mm3ocomax. [IpenMyiecTBeHHOE HAKOIICHUE TIIMKOTEHA
OTMEYEHO B CKEJIETHBIX MBIIIIAX, HO B Pa3sHOH CTENEHM MOXKET OOHApYKHMBATHCS M B JIPYTUX
OopraHax W TKaHAX, BKJIOYas CEPAEYHYI0 MBIy, I€4YEeHb, HEPBHYIO CHCTEMY, TJIAJKYIO
MYCKyJaTypy 4 T.N. B nureparype ucnonb3yroTcs cieayroliue oOuenpuHsaTeie cuHOHUMBbI BII:
O6one3np HakoruieHuss riaukoreHa II tuma (GSD-II); nedunur xucnoir manbrassl (AMD);
rimukoreno3s Il tuma [1].

1.2. 3tuonorma M natoreHe3 3aboneBaHMSA WNU COCTOAHMA (rpynnbi
3aboneBaHU UNN COCTOAAHUN)

BII oOycnoBneHa HEIOCTaTOYHOCTHIO (epMeHTa Kuciao anbga-rmokosuaassl (KATD),
KOTOpBbI OTHOCUTCS K TIpynne JIu30COMHbIX Tuapona3. ['en GAA, xonupyrommii KAT,
JIOKaJTM30BaH Ha [UIMHHOM Iiiede 17 xpomocomsr (17q25.2-q25.3), coctout u3 20 3K30HOB U UMEET
pa3zmep oxosio 20000 map nykneotuaoB. Unentuduiuposano 6osnee S80 MyTanuii TeHa U UX YHACIIO
noctosiHHO pacteT [2]. XoTs HekoTopble MyTtanuu reHa GAA BCTpEUaroTCsl MPEUMYIIECTBEHHO B
OIpENIeNIEHHON 3THUYECKOM rpymie, i OOJIBIIMHCTBA NOMYJISIUA OTCYTCTBYIOT TaK Ha3bIBacMble
"Ma)KOpHBIE", COCTaBISIOMINE CKOJIBKO-HUOYIh 3HAYUMYIO JIOJI0 BCEX MYTAIMK TMOMYJISIUA W
MIOTOMY L1€7€cO00pa3HbIE Ul IPULIEIBHOTO BISIBICHHSL.

Mytamuun GAA mpuBOIAT K pa3HoM cTenieHu Aeduiuta pepmenta. Mnanenueckas ¢popma bIT
(MBIT) pazBuBaeTcs npy 3HAYUTEIHHOM CHWKEHUHU WJTU TIOJTHOM OTCyTCcTBUM akTuBHOCTH KAT', BIT
¢ mo3muuM Hadajgom (BIIIIH) — mnpm wmenee BelpakeHHOM nedurute aktuBHOCTH KAT,
obycnoBiaeHHoM "mMarkumu" mytarusmu rena GAA [1, 3, 4].

OTnoxeHue WIM yTWINM3ALUs TJIMKOT€HA 3aBUCAT OT MOTPEOHOCTH OpraHM3Ma B TJIFOKO3€.
bruoxummnueckue npeBpalieHus IJIMKOINeHa B IEYEHHU CIIOCOOCTBYIOT MOJJIEPKAHUIO HOPMAaJIbHOTO
YPOBHS TJIIOKO3bl B KpPOBU. B CKeJeTHBIX MbIINAX MHpu MeTaboJu3Me TIJIMKOIeHa oOpa3syeTcs
IJII0K030-6-(ocdaT, yuacTBYIOIIMM B MPOLIECCE OKUCIEHUS U MPOIYKIHMH SHEPrHH, HEOOXO0IUMON
IUIL HOpMaJIbHOM paboThl MBI (€€ coKpalleHus u pacciabnenus). OTcyTcTBUE WINM 3HAUYUMBIN
nepuuut KA mpuBOAMT K MAacCHMBHOMY HAKOIUIEHUIO IJIMKOT€Ha B JIM30COME M HApPYLICHHIO
¢bynkuuu kiaerok. [Ipu BII, HezaBucUMO OT GOPMBI, TTIMKOIEH MOXKET HAKaIUIMBAThCS MPAKTUUYECKU
B JIIOOBIX TKaHSAX, HO NPH 3TOM HMMEETCS NPEUMYIIECTBEHHOE CKOIUIEHUE IJIMKOI'€HAa B Pa3HBIX
opraHax M TKaHsiX, KOTOpoe Ye 3aBUCHUT OT (opmbl Oosiesnu. Tak, mpu MBIl rnukoren
HAKaIlJIMBAETCsl B CKEJIETHOM MYCKYyJIaType, CEpACeYHOM MBILILE, IEYEHHU, MbIIIIAX s3blKa. Pexe
aHOMAJIbHBIE OTJIOKEHUS IVIMKOI'€HA MOTYT BCTPEYaThCS B MBIIIEYHOM CJIOE€ COCYIUCTOM CTEHKH,
ompenenss pa3BUTHE aHEBPU3M M Manb(popMmaiuii, a Takke — B KJIETKaX LEHTPaIbHON u
nepugepuyeckoir HepBHOU cuctemsl [1, 3, 12]. Ilpu BIIIIH, B ominune ot MBII, Gonbiie Bcero
CTpajaeT CKEJIETHas MYCKYJaTypa, B TO BpPeMs, KaK MOPa)K€HHWE OCTAJIBHBIX OPraHOB U TKaHEH
BCTPEYAETCS] 3HAUUTENIHO PeXe M IO TsHKEeCTH mopaxkeHus He comocraBumo ¢ MBII [5, 6]. BII
XapaKTEpU3yeTCs HEYKIOHHO IPOTPECCHPYIOLIMM  TEUYEHHWEM C  pa3HbIMHM  BapUaHTaMU
nporpeccupoBanus. Jluarnocruka BIl, He3aBuCHMO OT (OpPMBI, OCHOBaHA Ha OIIEHKE KIMHUYECKUX
CHUMIITOMOB, JJAHHBIX HHCTPYMEHTAJIbHBIX U JJAOOPAaTOPHBIX 00CIe0BAHUH.
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1.3. dnuaemmnonorusa 3abonesaHus UNU CoCToAAHUA (rpynnbl 3aboneBaHUn Mnu
COCTOSIHUN)

Tounas wacrora BIl HemsBectHa. [lo nMaHHBIM pa3HBIX aBTOPOB YacToTa OOJE3HH, B
3aBUCUMOCTHU OT CTPaHbI U STHUYECKOM MPUHAJUICKHOCTH, BapbUpPYIOT B AuanazoHe ot 1:40000 o
1:300000 [7-11]. Hampumep, B roxkHOM Kurtae u Ha TaiiBaHe 4acToTa KJIaCCHYSCKON MIIaJICHYECKO
(nadanTieHON) Gopmel BIT cocraBmser 1:40000-50000, SBISACH CaMBIM YacCTBIM TITMKOT€HO30M.
[Tpu paccMoTpeHnu NaHHBIX Mo TaiiBaHIO OTHENBHO, YacToTa 3aboieBaeMocTH coctaBmia 1:33134
[10, 11]. Tlo pe3ynbTaTaM CKpUHHHIA HOBOPOXKICHHBIX 10 cyxomy msiTHY KpoBu (CIIK) B ABcTpun
gyactota BII cocraBmna 1:8684 [9]. B Tomnmangum yacrora riukoreHosa Il Tuma y miajaeHieB
cocrasiser 1:138000, a popmsr BIT ¢ mo3auum wHagamom — 1:57000 [8].

1.4. OcobeHHOCTU KoaupoBaHusi 3aboneBaHUsi WM COCTOSIHMA (rpynnbl
3aboneBaHumn unm COCTOSIHUN) no MexagyHapoaHou CTaTUCTUYECKOMN
Knaccucgukaumm 6onesHen n npodbnem, CBA3aHHbIX CO 340POBLEM

Cornacio MKB 10, 3a6oneBanue oTHocuTCs K Kiaccy IV, 601€3HAM 3HIOKPUHHOMN CUCTEMBI,
paccTpOMCTBY MUTAHUS W HapyIIeHHI0 oOMeHa BemecTB, E74.0 — 60se3HM HAaKOIIIEHUS TJIMKOTEHA
(60ne3np [Tomre).

1.5. Knaccudukaumsa saboneBaHMsa Unu coctosiHus (rpynnbl 3aboneBaHUn unum
COCTOSIHUN)

BIl oTHOCHTCS K TIMKOTEHO3aM — TPYIIE PEIKUX HACIEACTBEHHBIX OOJIE3HEH HapYIICHHS
MeTaboM3Ma TJIMKOTeHA, CBS3aHHBIX C M3MEHEHHWEM HECKOJIBKUX ()EPMEHTOB, BOBJICUCHHBIX B
CHUHTE3 W pacmaja TiaukoreHa. KnmHW4Yeckue MosBieHHs OO0JIE3HU CBS3aHBI C IMATOJOTHYCCKUM
HaKOIUICHHEM TJIMKOT€HA U MPOIYKTOB ero merabonm3ma B kieTkax. CeromHs BBIICTSIOT BOCEMb
OCHOBHBIX THUIIOB IMTUKOTeH030B. bII oTHOCUTCS K rimkoreHo3y Il Tuna — rimkoreHo3y, CBI3aHHOMY

C HENOCTATOYHOCTBIO nm30comHOM O - 1,4 [JIIOKO3U/1a3bl, MPUBOAAIIEH K H30BITOUHOMY
HAKOIUICHUIO TJIMKOT'€Ha HOPMajbHOW XHMHYECKON CTPYKTYphl B CEpJlle, CKEJETHBIX MBIIIIAX,
MIEYEeHH, MO3TE€.

Bcex manuentoB c¢ BII, He3aBucuMO OT BpeMEeHHM Hauyana, OTIMYAET HEYKJIOHHO
MIPOrpecCUpYIONINil xapakTep TeueHusi Ooisiesnu. [Ipomomkaromieecs OTJIOKEHHE TIJIMKOTeHAa B
TKAHSIX-MHUIICHIX HapyliaeT MX (QYHKUHWIO ¥, B KOHEYHOM HUTOre, MPUBOJUT K HEOOPATUMBIM
CTPYKTYPHBIM M3MEHEHUsIM TKaHed u rudenu 6onpHOro BII. BIT xapakTepu3yercs: moauopraHHOM
MaToJIOTHEH, HO B 3aBUCHUMOCTH OT BpPEMEHU MaHH(ecTa 4YacTOoTa BOBJICUEHHUS TeX WM HHBIX
OpraHoB M CUCTEM Takxke OyneT pasnoil. [lombiTku knaccupukanuu BII no ganHeIM nuTEpaTyphl B
3aBUCHMOCTH OT BO3pacTa Hayaia, ¢ BBIJICICHUEM MIIaJieHYecKOi (popMbl ¢ 1eOI0TOM Ha MEPBOM
rojy KHU3HU (C MOJpa3felieHueM Ha PaHHIOK, MO3JHIOI MIajJeH4yeckyr (opmy, dopmy c/6e3
KapAMOMUOTIATHH M T.I.), JETCKYIO, IOBEHWJIbHYIO M B3pOCiyl0 (GopMbl OOJE€3HU HE HAaILIU
€AUHOYIIHOW MOJCPKKU CHEIIHATUCTOB.

C yuerom eauHoro matorere3a blI, BbIAENSIOT TOJIBKO JBa BapHaHTa B 3aBUCHMOCTH OT
BpeMeHu MaHu(pecta cumnromos [1, 3, 12]:

Mnanendeckas  (uHpantunbHast) BII (MBII)  manudectupyromas B NepHOA
HOBOPOKJIEHHOCTH WK MiaieHdeckoM Bo3pacte u bII ¢ mo3auum naganowm (BIIITH).
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1.6. KnuHuyeckas kKapTMHa 3aboneBaHUA WU  COCTOSIHUA  (rpynnbi
3aboneBaHU UM COCTOSIHUN)

Kaxnass w3 BblIeneHHBIX (OpPM HMEET CBOM OCOOCHHOCTH KJIMHUKH, QJITOPHUTMOB
JMarHOCTUKHU U TAaKTUKH BEJICHUS NAI[UEHTOB.

MBII xapakTepusyercsi TSDKENBIM IPOTPECCHPYIONIMM TEUYEeHHEM M OBICTPBIM pPa3BUTHEM
MIOJIMOPTaHHON MaTOJIOTMH — MBIIIEYHON TMIIOTOHUM U cIa00CTH, CEpJEUHON HEJOCTaTOUHOCTHIO B
pe3yibTarte TUMEpPTPOGUIECKON KapAHOMHOIATHH, IBIXaTeNbHOW HEIOCTaTOYHOCThIO Ha (oHe
cnaboctu auadparMbl M MEXKPEOCpHBIX MBI, HAPYIICHUSAMHA MUTaHUSA (TPYJHOCTH TIpU
BCKapMJIMBAaHUM) M3-3a CJIA0OCTU JIMLEBOW MYCKYJATypbl U YBEJIWYEHHS $A3bIKa, YBEIMUEHUEM
neyeHu. Cmepte npu MBIl wame Bcero HacTymaeT Ha NHEpBOM IOy XH3HU OT CEpACUHO-
JIBIXaTeILHON HEIOCTATOYHOCTH.

BIIITH otnuuaercs ot MBIl Oosee MArKMMHU KIMHUYECKHUMH TPOSBICHUSAMH U TEUYECHUEM,
OTCYTCTBUEM TIOJMOPTraHHOMW MaTojoruv (Mopa)kKeHue cepjlla KpaiHe peako) u 0oJiee MO3IHUMHU
OCJIO’KHEHUSIMU CO CTOPOHBI JIbIXaTEIbHOM CUCTEMBI B pe3yibTare Cl1abOCTH MBI JuadparMbl U
MeXpeOepHOr MycKynaTypbl. OOBIYHO MAIIMEHTHI MOTHOAIOT OT ABIXATEIbHOM HEJOCTATOYHOCTH U
MH(QEKIMOHHBIX JIETOYHBIX OcjokHeHul. Bpems rubenu mnamuentoB npu BIIIIH 3aBucut ot
MOMEHTa Hayaja M MOCJIEIYIOIIEro XapakTepa Te4eHUs OO0JIe3HM U MOXKET HAaCTYINUTh B JETCTBE,
IOHOIIECKOM, B3pOCJIOM WM MPEKIOHHOM Bo3pacTe. bosee moapoOHO KiIMHUYECKas KapTHHA
BBIJIENIEHHBIX (JOPM pacCMOTpPEHA HHKE.

KnuHnyeckne nposiBneHns mnageH4yeckon popmbl 6onesHum NMNomne

Bo Bcex ciydasx npu nogo3pennu Ha MBI 00s13aTenbHBIM SIBIISIETCSI YTOUHEHHUE CEMEWHOTO
aHamHe3a (BBISBJICHHE paHHUX CMepTed B ceMbe, THOenu JeTeld B paHHEM JETCKOM BO3pacTe,
HEOOBIYHBIX MBIIIEYHBIX MPOSBICHUM, MUOMATUH), C YIETOM PA3BUTHUS MOJUOPTaHHOW MaTOJIOTUU
MOKa3aHO pacIIMpeHHOE Ja00paTOPHOE U HHCTPYMEHTAIIbHOE 00ClIeIOBaHHE.

[TepBrie npuzHaku u cumntoMbl MBI nosiBisitoTes yxe Ha 2-3 Mecsiuax »xu3Hu. [Ipu ocmoTpe
Ha TMeauaTpuyeckoM MpueMe oOpaliaeT BHUMAaHHUE MbIIIEYHAsh TUIOTOHHUS U MpPOrpeccupyrouas
MblleyHas cinabocts. Jlumo pebeHka mpuoOpeTaeT XapakTepHBIM BUA: POT MPHUOTKPHIT, MOJIOCTh
pTa 3amnojHeHa yBeIWYeHHbIM s3bikoM (y 1/3 mutajeHneB), Mumuka ociabiena. Matb yacto
XKalyercs Ha TO, YTO peOEHOK CTal IJIOXO OpaTh Ipyab U OTCTaeT B Bece, OBICTPO YCTaeT MpHU
COCaHUH, IUIOXO IioTaeT. JlanbHeHIuii OCMOTpP BBISIBJISIET IJIOTHOCTH MBIIII, OOHApPY>KHUBAIOTCS
MPU3HAKU JIBIXaTEJIbHOW M CepAeYHON HEeHOCTaTOYHOCTH: OJEeIHOCTh KOXKH, LEHTPAIbHBIM U
aKpOIIMaHO3, THUIEPIUIPO3, CTOHYIIEE JbIXaHUE, yJyacTHe BCIIOMOTraTelIbHOM MYCKYJIaTyphbl B aKTe
IbpIxaHus, Aegopmaiusi TpyAHOH KJIETKH MO TuUmy '"cepaeuyHoro ropbOa', pacmiupeHue TpaHull
OTHOCHUTEIILHOM cepAeuHOoil TymocTu, ocnabieHue nepudepruueckoil mynbcaluy, remnaroMeranus,
nepudepudeckie OTEKU. AYCKYJIbTaTUBHO B JIETKMX JKECTKOE JbIXaHUE, 4YacTO — IMPOBOJHBIC
XpUIBL, OCIabMeHUE IbIXaHUs CJeBa, TAXUIIHOY; TOHBI CEpAlla TIyXHe, CUCTOIUUYECKHI IIyM HaJ
Bcell 00JacThi0 cepjia, HapylleHHe puTMa cepiaua (Taxukapaus, Opaaukapius, >KelyJA04KoBas
aputmus). Jns xmaccuyeckoit MBII xapakTepHO pa3BUTHE aTelIEKTa30B JIETKHX Yy MIIAJICHIIEB, B
OCHOBHOM, — B HIDKHEH Jose JjeBoro Jerkoro. IleyeHp yBenuueHa. PeHTreHosiormueckoe
WCCIIeIOBAaHUE TPYTHOM KIETKHU BHISBISAET Kapauomeranuto. [Ipu 6onee mozauem nedrore MBI — B
aHaMHe3e YacThle PECIUPATOPHBIC HH(EKIINU.

HeBponoruueckuit ocMOTp 00HAPYKUBAET BBIPAKEHHYIO 33/IEPKKY (DU3MUYECKOTO Pa3BUTHS B
BUJIe HapylieHus (OPMHUPOBAHHS MOTOPHBIX HABBIKOB: CHMIKEHA CIIOHTaHHAs M TPOU3BOJIbHAS
JIBUTATENbHAs! aKTUBHOCTh, PEOCHOK HE JIEPKUT TOJIOBY, HE MEPEBOPAYMBALETCS CAMOCTOSTEIBHO, HE
cuaut. CnabocTh MPOKCHMATBHBIX MBI B MOJIOKEHUH JIeKa MPUIAeT PEOCHKY XapaKTepHYIO
"Mo3y JArymku", OpU TOMNBITKE MOAHATH €ro 3a PyKHd TOJIoBa OTKUAbIBaeTcs Hazal. I[lpu
ylaepkaHuu peOeHKa Ha pyKe — THIHYHBIA BuUJ "Bsjoro pebenka". Bo3mokHa w3bupatenbHas
runepTpodus u maabnaTopHas IIIOTHOCTH MBI HIDKHUX KOHeUHOCTeH. CyX0XKUIbHbBIE PedeKChl
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B JIe0I0T€ MOTYT OBITh COXpaHEHBI, HO MO Mepe MPOTPECCUPOBaHUsSI 3a00JieBaHUsS yracamr. B
[Mpunoxenun I'l mpencraBnens ocHoBHble cumnToMbl MIIB [1, 3, 12, 14]. JloctarouHo 4acTo K
OTHMCAHHBIM BBIIIE M3MEHEHUSIM MPHUCOCAUHSIOTCS HeclenupruecKue HapyIlIeHus: B BUAEC OOIIEro
HE/JIOMOTaHHUsA, PA3IPAKUTEITLHOCTH peOEHKa, MOBBIIICHHON IOTIMBOCTH, DPBOTHI U 3aIOpOB.
PenxuMm, HO HACTOPAKUBAIOLIUM MPU3HAKOM IIOJMOPraHHON MATOJIOTUU SIBJISIETCS] CHHYKEHUE CIIyXa.
B pesynbrate HapymeHus: pe3opOun CIMHHOMO3TOBOH KUAKOCTH pa3BUBAETCS THIPOIIC(aTHs.

KnunHnyeckne nposiBneHus 6onesHu Nomne ¢ nosgHum Havanom (BIIMH)

Manendeckass (opma BIl oTiamyaeTcsi OTHOCHUTENBHOW TOMOTEHHOCTBIO KIMHUYECKHX
MpOSBJICHUM, 4ero Henb3da cka3zarb o BIIIIH, 4ro cymecTBeHHO 3aTpyaHSEeT OUAarHOCTHKY 3TOMU
¢dbopmel riukorenos3a Il tuma. Tlpu onmHakoBOM matoreHese mulajieHuecko u mo3aHed gopm BIT
KIIMHUYECKUI CHEKTP M TSHKECTh MOPAKEHHS Pa3HBIX OPraHOB M CHUCTEM 3aBUCAT OT BO3pacTa
nanueHTa. Ilocme oTHOcHUTENBHO OJAromoJydyHOTO pa3BUTHUS peOeHKa B MIAJEHYECTBE, IpU
Hanuuyuu BIIITH, 3aGoneBanue MoxkeT manudectupoBath B J000M Bo3pacte. HezaBucumo ot
Bpemenun Havana bBIIIIH, y ogereit wunm  B3pociblX, 3a00jeBaHWE€ HOCUT HEYKIOHHO
MPOTPECCUPYIOMINA XapaKTep, a BBIPAKEHHOCTh MBIIMICEUYHBIX W WHBIX MPOSBICHUNA MOTYT HE
KOPPEIUPOBaTh C TEMIIOM IPOTPECCUPOBAHUSI OOJIE3HU.

[Ipn manudecre BIIIIH B gerckom Bo3pacTe, HO MMOCJE MEPBOTO rojaa >KU3HU (MHOTAA B
nutepatype 3Ty (opmy BIIIIH Ha3piBaroT IOBEHWJIBHOW, IUISI TOTO, YTOOBI MOJYEPKHYTH, UTO
0one3Hp MaHugecTHpoBaia B JETCTBE, HO TIOCJIE IMEpPBOrO Toja >KU3HHU), OOHapy>KUBaeTCs
MUOTIATUUECKUN CHHIpPOM, yMepeHHas opraHomeranus. Habmomaercs 3aaepxkka (popmMupoBaHUsS
JIBUTaTEIbHBIX HABBIKOB. BoBlleueHMEe B NATOJOIMYECKUH MPOLECC CEPACYHOM  MBILIIBI
BapuabeIbHO, 4Yalle pa3BUBAETCA JbIXaTelbHas HEAOCTaTOYHOCTh B pe3ylbTaTe ciaabocTu
nuadparMbl © MEKPEOSPHBIX MBIIIIII.

IIpu ocmotpe manmenta ¢ BIIIIH ¢ me6roToM B AETCKOM BO3pacTe OTMEYECHBI KIMHUYCCKUE
cumnTomel (IIpunoskenne ['2), mpencTaBiIeHHOCTh KOTOPBIX MOKET YMEHBIIATHCS C BO3PAcTOM
pebenKa, 3a HCKIIOUEHUEM MMOPaKEHUS CKEIIETHOM M JbIXaTeIbHOM MycKynaTypsl [1, 15, 16].

Cnenyet ormetuts, yto npu Bl ¢ geGiorom B geTckoM Bo3pacte B 95% ciaydyaeB oTMedaeTcs
YMEpPEHHOE TIOBBINICHHE YPOBHSA ChIBOpoTouHOM KpeatnHkuHazel (KK) (B 2-10 pas3), a
3HaunTtenbHOoe noBhimeHue (2000 Ex/JI u Beime) xapakrepro st MBI 1o naHHBIM nuTepaTyps

aKTUBHOCTH cbIBOpoTo4HOM KK 06paTHO mponopumonansHa Bospacty (P = _0371, p < 0,001),

anuTensHoCcTH 6onesnu (P = —0,45 , P <0,001) u Hanmuumro arpoduu meim (P = —0,53 , p <
0,001) [15].

PoauTenn yacTo HEMpaBUIBHO OLIEHUBAIOT COCTOSIHUE peOeHKa, CUUTas ero "JIeHUBbIM" U He
oOpamiarores K crequanucty. B mocieayromem y pebeHka pa3BUBAeTCs HAPYIIEHUE OCAHKH,
HOSIBJIACTCS] TUIIEPIIOPI03, CKOJIMO3, MTOXO/IKa CTAHOBUTCS BIIEPEBAIKY (yTHHAs MOXOJKa). MpIIi
HOI' M Ta30BOI0O IOsica MOpa)karoTcs OoJIblIe, YeM MBILIIBI JIeYeBOro mosica. Y jaereil yacto
pa3BUBAETCs pErMoHapHas IMCEBIAOTMIIEPTPO(US MBI CIUHBI, a TAKKE CUMITOMBI PUTHIHOTO
1o3BOHOYHUKA. [IporpeccupoBanue 00Jie3HN NMPUBOJUT K HAPYILIEHUSM JIbIXaHHUsS, Yalle BCEro B
¢opMe HOYHBIX THUMNOBEHTWISLMH, YAaCTBIX MPOCTYAHBIX 3a00J€BaHUH U aCIHUPALMOHHOM
ITHEBMOHUH. PeOEHOK MOXKET MPeabsIBIATh 5kajJ00bl Ha TOJIOBHYIO 00JIb, B OBEJICHUHM OTMEYACTCS
ObICTpasi yTOMJIIEMOCTh U CHIKEHHE YCTOWYMBOCTHM K MPUBBIYHBIM Harpy3kam, B OCHOBHOM, — K
Oery W JApyruM akTUBHBIM urpam. CnabocTb MUMHYECKHMX MBI, YMEPEHHBIH MNTO3 (4Yacto
aCUMMETpPUYHBII) yBETMUEHHUE S3bIKA, CHIKEHHUE CYXOXHWIBHBIX Pe(IeKCOB U OCTEONEHHUs TaKxkKe
JIOJDKHBI HACTOPOXKUTH B IUIaHe Hanuuus y pedenka BIIITH. VY neteif, B oTiiMune oT MIiIaJeHIEB,
npu BIIIIH xapanmomuonarus BCTpedaeTcsl 3HAUMTEIBHO pEXKE M IPAKTUYECKH HUKOIZA
3a00JIeBaHNe HE MPOSBISIETCS ATOJIOTHEH CO CTOPOHBI Cep/la.

BIIIIH xapakTepu3yeTcsi reTepOreHHOCThIO KIMHUYECKUX IPOSBICHUM, pa3HbIM BO3PACTOM
IIOSIBJICHUS TEPBBIX OYEBUIHBIX IPU3HAKOB U CUMIITOMOB, Pa3HOU CKOPOCTBIO IIPOIPECCUPOBAHUS
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00JI€3HM M BBIPAXKEHHOCTHIO cinaboctu Mpiml. [Tpu oguHakoBOM reHoTune BpeMs Hadaia 0oJie3HU
MOXET OTIUYATHCS Ha JACCATUIICTUS U PA3INYaTHCS MO0 BCEM MEPEUHUCICHHBIM BBIIIE MPOSBICHUSIM.

PerpocnektuBHbIi ananu3 xano6 nanuentoB ¢ BIIITH nmokasan, yto nepBbie MposBICHUS WU
MpU3HAKK 0O0JIE3HU, KOTOPHIE CYOBEKTUBHO HE PAacCCMAaTPHUBAIUCH MAIMEHTOM KaK OTKJIOHEHHE OT
HOPMBI, B 77% cilydaeB KacajaucCh TPYAHOCTEH MpHU 3aHATHUAX CIOPTOM (MAlMEHTHI IUI0OXO Oeraiw,
HE MOTJIM TMOATSHYThCA Ha TypHHKE), 28% ObICTpO ycraBanu mpu xoapbe mo jectHuie, 20%
WCTIBITBIBAIM 3aTPyIHEHUS TIPU BCTaBaHUM C HU3KOTO cTyia, 17% ycraBamu npu 0OBIYHON X01p0e
1 11% He MOTJIM BCTAaTh U3 MOJIOKEHUS JIe)Ka Ha criuHe 0e3 oMo pyk [6, 17-23].

Takum oOpazom, mpu mojo3peHun Ha Oose3Hb llomrme y B3pocioro mamueHTa HeoOXOMMO
J€TAIBHO BBISICHUTH OCOOCHHOCTH JIBUTATEIBHOTO PA3BUTHS B IETCKOM U IOHOIIIECKOM BO3pacCTe.

CnabocTh MBI SBISETCS OCHOBHOM >kano0oit y B3pocibix naunueHtoB BIIITH. Cnabocth
MBIIII] KOHEYHOCTEH SIBJISIETCSI OCHOBHOM kano6oi manuentoB ¢ BIIITH, oOnapyxuBaemoit B 93%
ciydaeB [22-23]. Ilo matTepHy pacrpelelieHUs] MBIIIEYHON C1ad0CTH OTMEYAaeTCs HECKOJIBKO
MeHb1Iasi BapuabeabHOCTh MEXy MalueHTaMu. B G0JbIIMHCTBE cllydyaeB MakCHUMallbHasl cl1ab0CTh
KacaeTcsl MapaclnuHAIbHBIX MBI U MBI TEpeTHENd CTEHKH >KMBOTA, MBIIII MPOKCUMAIBHBIX
OT/IEJIOB HOT M MBIIII TJIe4eBoro mosica. CrnabocTh MPOKCHUMANIBHBIX OTJIEJIOB TpeoOsaaaeT Haj
CHIDKEHHMEM CWJIbI B JMCTalbHBIX MBIIIIAX (€ciau TakoBas HaOmionaetcs). bonee toro, B ciyyae
oOHapy)XeHHs €1a0OCTH MBILIL KOHEYHOCTEH W ee OLEHKU uepe3 roJl MOcCie MEepBOro ocMoTpa
ManueHTa, IPOrpecCUpyIolllee CHUKEHNE MBIIIEYHOM CHIIBI OTMEUEHO OOJbllie IJIs HOT, 4YeM s
pyk. B cpennem, cuna memmn Hor magaer Ha 7,1%, a pyk — Ha 4% [22-23]. Ilo xapaktepy
pacnpesiesieHus: MbIILIEYHON CI1ab0CTU pa3Hble aBTOPHI OTMEUAIOTCS CIEAYIONINE 3aKOHOMEPHOCTH.
Onucano OoJbplliee CUMMETPUYHOE BOBJICUEHHE OTBOJAIIMX MBI O€Aep H STOAUI] TIPH
OTHOCHUTENIbHOM COXpaHHOCTH MBI crubareneil Oeqpa, OTHOCUTENbHAs COXPAHHOCTh MBILII]
Oenep MO CpPaBHEHHUIO C MBIIIIIAMH Ta30BOTO MMOsica U CcIab0CThIO MBI pa3rubarencit 6enpa. Ha
paHHUX CTaauax OO0JEe3HM HU3MEHEHUS B MBIIIIAX MOTYT MPOSIBISTHCS TOJBKO IOXOIKOM
BIEPEBAJIKY MO TUMY "YTHHOW MOXOJKU'" ¢ THIIEPIOPAO30M MOSICHUYHOTO oTaena. CiaboCTh MBIIIIIT
IJIEUEBOTO Mosica Yamie Bcero oOHapyKUBAETCs IPU TECTUPOBAHUU U HOCUT U ]y3HBIN XapakTep.
[TarueHTHl MOTYT HE MPEIbABIATH Kal00 Ha U3MEHEHUE CHJIbI MBIIII MPEANICYUA U KUCTH Jaxe
Ha JaJeKo 3allleIIuX CTaausAx OOJIe3HH, KOrja MPHU3HAKU MEPBUYHO-MBIIIEYHOTO MOPAXKEHUS IO
TUIY "MUOTNATUU MOSICOB" CTAaHOBATCA OYEBHIHBIMHU. J[0CTaTOYHO YacTO cIaboOCTh U M3MEHEHHE
obbema (arpoduu) MBI IIJICYEBOTO TOsicCa MOTYT OBITh ACHMMETPUYHBIMH, YTO MOJKET
MIPOSIBIIATHCSA B OTCTaBaHUU JIOMATKU OT TPYAHOM KIETKU (KPBUIOBUAHOM JOMATKK) TOJBKO C OJHOMN
CTOPOHBI WJIM 3HAYUTEIbHON aCHMMETPUU JAHHOTO CUMIITOMA.

Kak yxe roBopuiioch Bblllle, TapacluHAIbHBIE MBIIIIBI U MBIIIIBI IEPEHEeH CTEHKU )KMBOTA
MOTYT MOpakaTbcs Ha camblx paHHuX crafusx BIIIIH, uto mpuBoaAUT K OBICTPOM YTOMIISIEMOCTH,
CHIDKEHUIO TIEPEHOCUMOCTH CTaHJAPTHBIX HAarpy30K Kak Ha PaHHUX, TaK M Pa3BEPHYTHIX CTATUSIX
0one3nu. BaxHbIM sBisieTcs OOHapy)KeHHE HapyIICHUs IbIXaTeIbHOW (YHKIUU BCIEICTBUE
cmaboctu MbIn auadparmMel U MexxpeoepHbix Mbiml. Jlo 1/3 B3pocasix mamuenToB ¢ BITITH
HMMEIOT HAPYILEHHUS CO CTOPOHBI JbIXaTeIbHOM CUCTEMBI.

[Ipu ocMoTpe pekoMeHayeTCsl TECTUPOBAHUE MBIIIIL PA3HBIX TPYII C BHIIOJIHEHUEM MPOCTHIX
3amanuil (Ilpunoxenue ['3), mo pesynpraTaM KOTOPBIX MOXKHO CO 3HAYUTEIHHOU BEPOSITHOCTHIO
000CHOBaTh HEOOXOMMOCTh 00OcIe1oBaHus naruenTa Ha Hainnuue BITITH.

2. [lnarHocTtuKa 3aboneBaHUsi UM COCTOSAHMA (rpynnbl 3aboneBaHMn WU
COCTOSIHUW) MeAULMHCKME MNOKa3aHMA W MPOTUBOMNOKAa3aHUA K NPUMEHEeHUIo
MeTO[0B ANarHOCTUKMU

I[I/Ial“HO3 bII YCTaHaBJIMBACTCA HA OCHOBAHUUN COBOKYITHOCTH:

AHAMHCCTHUYCCKUX JaHHBIX, KIMHHUYCCKHUX JaHHBbIX, PE3YyJIbTATOB J'I3.60paT0pH01"0
HUCCICIOBaHUA (6I/IOXI/IMI/I‘-ICCKOI‘0 " MOJICKYJIAPHO-TCHCTHUYCCKOI'O aHaJmsa).
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2.1. XXanoobl U aHaMHe3

I[Tpu cOope aHaMHe3a U Kano0 PEKOMEHIOBAHO OOPAaTHTh BHUMAaHUE HA CJIEAYIOIINE JKaI00bI
M aHAMHECTHUYECKHE COOBITHS:

B 11060M Bo3pacre

- OTATOINEHHBIN CeMEHHBbIH aHaMHe3 (CXOJIHBIC Ciydan 3a00JIeBaHUSI y POIHBIX OpaThEeB M
cecTep);

- OJIM3KOPOJICTBEHHBIN OpaK.

MuaaaeHIbI EPBBIX MeCSEB KU3HH

- 3a/IepKKa TICKXOMOTOPHOTO Pa3BHUTHSI,

- BSJIOE COCaHMe, Tutoxasi MprudaBKa B Bece,

- OpIOIIIHOM THTI JABIXAHUS;

- OJIBITITKA;

- YBEITMYEHHUE pa3MepOB S3bIKa (MaKPOTIIOCCHS);
- IPOTPECCUPYIONINI XapaKTep TCUCHHUS.

st neTeli crapuiero Bo3pacra

- TaXI/IKap)II/Iﬂ;

- JHEBHAs1 COHJIMBOCTD,

- YTOMJISIEMOCTb;

- YacThIe MIPOCTYHBIC 3a00JICBAHNS;

- MbIIIEYHas c1ab0CTh;

- TPYAHOCTH TIPH MOABEME TI0 JICCTHHIIE;

- HETIEPEHOCUMOCTh (PH3UYECKHX HArpy3oK;
- U3MEHEHHE TIOXOJIKH;

- aTpodHs MBI KOHEYHOCTECH.

JJ1s MOAPOCTKOB U B3POCJIBIX

- YTpeHHsis ToJIoBHast 00JIb;

- TaXUKapIus;

- YTOMJISIEMOCTb;

- MblIIeYHas c1adoCTh;

- IPOTPECCUPYIOLIUI XapaKTep TCUCHNUS,

- aTpo(dUs MBIIIIIL;

- TPYAHOCTH MPH MOABEME MO JIECTHHUIIE;

- HETIEPEHOCUMOCTh (PU3UYECKUX HArPy30K;
- U3MEHEHHE MOXOIKH.

’KanoOwl 1 aHaMHE3 TaKke OMUCAHBI B pa3zene "KInHuYeckas KapTuHa'.

2.2. ®usnkanbHoe obcnegoBaHue

[Ipu ocMoTpe HE0OX0AMMO 0OpaTUTh BHUMaHHE Ha OCHOBHBIE (hM3UKaNIbHBIE MposiBieHus bI1:
MuajaeHnbI NEePBbIX MeCSAEB KU3HU

- CHMIITOMOKOMIUIEKC "BssIoro peOeHka";

- 3aJICPIKKa IICUXOMOTOPHOTO Pa3BUTUAA,
- THIIOMHUMUA,
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- MaKpoIJIOCCHS;
- HapyILLIECHUE PUTMA JIbIXaHHUSL.

Hderu, mogpocTku, B3poc/ibie

- IporpeccHpylolias  MbIIIeYHass CiadOCTh €  MPEHMYIIECTBEHHBIM  MOpakKeHHEM
IMPOKCUMAJIBHBIX OTACJIOB;

- CH’)KCHHUC MOTOpHOﬁ AKTUBHOCTH,

- CHWKEHHUE CYXOXKHIbHBIX PE(PIEKCOB;

- HHOJIOKUTCIIbHBIC ITPUCMBbI FOBepca;

- MHUOIIaTHYECCKas II0XO0AKa,

- c11ab0CTh MBIMII] IEPETHEN CTCHKHU KHBOTA,;

- cJ1a00CTh MapacIMHAIBHBIX MBI (JIOPA03, KU(PO3, CKOTHO3);

- c51a00CTh SATOJMYHBIX MBI U TPYAHOCTD yJI€p>KaHUs PaBHOBECHSI IPH BCTaBaHUH;

- COXPaHHOCTb CHUJIbI YECTBIPCXTJIABbIX MBILIILI ITPU cimaboct MBI APYTUX OTACIIOB,

- cmabocth crubareneii mew;

- cJ1a00CTh AMadparMbl, OJIBIIIKA;

- ¢71a00CTh MBIIIII S3BIKA;

- CJ1a00CTh MUMUYECKUX MBI, 0COOCHHO aCUMMETPUYHAS;

[TongpoOHO maHHBIE (PU3UKAIBHOTO OOCJIEIOBAHUS OIMKWCAHBI B pazjene "KIWHUYEeCKas
KapTuHa'.

2.3. JlabopaTopHble AMarHoCTUYeCKue uccregoBaHus

- PexomeHnyeTcss ¢ 1eNpI0 MOATBEPXKICHHUS JMAarHo3a BCEM MAallMeHTaM C KIMHUYECKUMU
cuMITomMam, Xapakrepubimu i BIT, onpenencaue aktuBHocTH KAIL [15, 24].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 5 (YpOoBEHb yoenuTeapHOCTH pexomeHaaruii C).

KommenTapwmii: AxtuBHOocTh KAIT MOXHO ompenenirh B pa3MYHBIX OuWOMaTepHaiax
(KynmbTHBUpYEMBIX (UOpoOIacTax, MBIIMIEYHOM OWoOMNTaTe, Mepudeprudeckux JUM@OnUTax u mp.),
HO B HACTOSIlEe BpeMs ONTUMAIbHBIM SBISETCS omnpeneneHue akTuBHOcTH KAIT B msATHax
BBICYIIICHHOW KpPOBHU C MOMOIIBIO TaHAEMHON Macc-CIIEKTPOMETpUU. DTOT TECT coyeTaeT B cebe
BBICOKYIO UYBCTBUTEJIBHOCTh C MPOCTOTON BBHIMOJHEHHS U BO3MOXKHOCTBIO MPUMEHSTH s
CKpuHUHTa Oosbmioro uucia mamueHToB. Omnpenenenue aktuBHoctTh KAIT B CIIK sBnsercs
ONTUMAJIBHBIM CKPUHUHTOBBIM TECTOM, "30JIOTBIM CTaHAAPTOM'", MO3BOJIAIOIIUM MaJOMHBA3UBHO,
OBICTPO ¥ TOYHO ONPEAETUTH Ne(PUIUT aKTUBHOCTU (pepMeHTa.

VY nauuentoB ¢ BII BBIABIAIOT 3HAYUTENbHOE CHWKEHHE aKTUBHOCTH QepmenTa (MeHee 10%
oT HOpMBI). OTHAKO HEOOXOIUMO C OCTOPOKHOCTHIO OTHOCHTHCS K MHTEPIPETALUU Pe3ylbTaToOB
OMOXMMHYECKOTO TECTUPOBAHUS, MOCKOJIBKY OMMCAHBI AJIJIENIA TCEBJIOHEIOCTATOYHOCTH, KOTOPHIE
MOTYT BIIMATH Ha aKTHUBHOCTH (hepMmeHTa in vitro. [lo pekoMeHmanusaM MeXIyHapOTHOW TPYIIIbI
AKCIEPTOB, JUIs MOATBEpKAeHUs auarHo3a bI1 mocne BbIsBICHNUS CHUXKEHUS! aKTUBHOCTH (pepMEHTa
B o0Opaslie KpoBH, HEOOXOAMMO IPOBECTH IOBTOPHOE OMpeAeNieHHE aKTHUBHOCTU (epMeHTa B
apyroM oOpasime OuomaTtepuana (MPEANOYTUTENHHO MBIINIEYHAs TKaHb, KyJIbTypa KOMXHBIX
¢bubpo6IaCTOB) UK MOATBEPAUTH OMOXUMUYECKHH muarno3 Meroaamu JJHK-auarnoctukw.

- Pexomengyercs BceM mamMeHTaM CcO CHIWKEHHOM akTUBHOCThIO KAI' mnpoBenenue
MOJIEKYJIIPHO-TEHETHYEeCKOro aHanu3za reHa GAA, c uenpio noarBepxkaeHus auarHoza bIl nHa
MOJIEKYJIIPHO-TEHETUYECKOM  YpPOBHE,  BO3MOKHOCTM  NPOBEJECHUU  NPEHATAIbHOW U
MPEUMIUTAHTAIIMOHHON TUarHOCTUKHU B ceMbe [ 15, 24].

YpoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5 (YPOBEHb YOenuTenbHOCTH pekoMeHaruii C).

KomMeHnTapuii: BolbIIMHCTBO MAIMEHTOB SBISIOTCS KOMITAYHI-T€TEPO3UTOTaMHU (T.€. HECYyT
IBe pasHble maroreHHble MyTanuu reia GAA). [lockonpky B reHe GAA omnucaHo OOJBIIOE YUCIIO
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YHUKaJIbHBIX MYTalWH, NOJUMOP(U3MOB M 3aMEH HESCHOM 3HAYMMOCTH, MOTYT BO3HHUKHYTH
TPYAHOCTH IIPU BBISABICHUM PAHEE HE ONMCAHHBIX U3MEHEHUN HYKICOTUIHOU IOCIEN0BATEIbHOCTH
[2]. Myrauuun rena GAA, npuBojsmue K pa3Butuio bII, Moryr OBITh BBISBICHBI IIpH
UCCIIEIOBAaHUSAX METOJaMH CEKBEHUPOBAHUS HOBOIO IIOKOJIEHMS (AaHalIM3 »BK30Ma, TIEHOMa,
TapreTHOr0 CEKBEHUPOBAHU).

MeTopl  MOJNEKYISPHO-TEHETUYECKOTO aHajlu3a MOTYT OBbITb IIOJI€3HBl B KadecTBe
JOTIOJIHUTEIBHOTO  TeCTa IpU  NOATBEpXKAaromer jguarHoctuke bII,  ecim  HemocTyneH
OuoyoTMYeCKUid Marepuaia mpobaHAa, a TakkKe I TNPEHATATbHON W IMPEHMIIAHTAIlHOHHON
JUArHOCTHUKHU.

- Pexomennyercs  Bcem  mamueHtam ¢ BII  mpoBegeHne = OMOXMMHMYECKOTO
oOLIeTepaneBTUYECKOr0  aHaliM3a KpPOBM  C  OMNPEAETICHHUEM  YPOBHS  ChIBOPOTOYHOM
kpeatuHpocdokunassl (KOK), makrarnernaporenasst (JIAD'), anannnamuunotpancgepassl (AJIT),
acnaptatamuHoTpancdepassl (ACT), ¢ 1enbl0 BBISBICHUS TOPAKEHHUS MBIIICYHOW TKaHU (Ha
MOMEHT ITOCTAaHOBKH JIMArHO3a U €CJIM He MPOBOIUIOCH B TIpeANIecTBYyoMIHe 6 Mecsies) [15].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTENLCTB — 5 (YpOoBEHb yoenuTeabHOCTH pexomeHaaruit C).

Kommenrapuii: [Ipu BII ¢ peGrotom B nerckom Bo3pacte B 95% ciaydaeB oTMedaeTcs
yMEpeHHOE TOBHIIIeHHE YpoBHsI chiBopoTouHOM KDK (B 2-10 pa3), a 3HAYMTEIHHOE TOBBIIICHUE
(2000 En/JI u Beimie) xapakrepuo mast MBI Tlo qanHBIM TUTEpaTYphl aKTUBHOCTH CHIBOPOTOYHOM

K®K o6patHO mpomopuuoHambHa Bo3pacty (P :_0971, p < 0,001), mmuTensHOCTH OO0NE3HU

(P= _0345, p < 0,001) u mammuuio arpodun Memmi (P = —0,53 , p <0,001). AJIT u ACT —
(hepMeHTBI, KOTOpPBIE aKTUBHBI BO BCEX KJIETKAaX OpraHMU3Ma, HO OOJIBIIIE BCETO MX B CEPIE, MICUCHH,
MoYKax W MbImax. XapakrepHoe s bII Hapymienne paGoThl IEYCHOYHON W MBIMIEYHOW TKaHH
MPUBOJUT K TOBBIINICHUIO aKTUBHOCTH "TICUCHOYHBIX (epMeHTOB" B ChIBOpoTKe KpoBu. ACT —
6osee nHpopmaTuBHBIA Mapkep, Hexenn AJIT. ¥V manuenToB ¢ uHdanTHIRHON (hopMO Ooe3HH
aktuBHOCTh ACT B 3-10 pa3 npesbimaet HopMmy, AJIT BappupyeT OT HOPMBI 10 TIPEBBIIICHUS B 2-7
pa3. IIpu BIIIT/L aktuBHOCTE AJIT noBeimena B 94% u ACT — B 95% citydaes.

- Pexomennyercs BceM nanueHTam ¢ bI1 mpoBenenne o01iero (KIMHUYECKOTO) aHAIN3a KPOBU
JUI OLIGHKH OCHOBHBIX MapaMETPOB KPOBETBOPEHUS M BBISBJICHUS BO3MOKHBIX HH(EKIIMOHHBIX
IIPOIIECCOB (eC/IH HE MPOBOAMIOCH B MPEIIIecTBYomme 2 Mecsra) [6, 15].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTENbCTB — 5 (YPOBEHb YOeIuTeIbHOCTH pekoMeHaanuii C).

KoMMeHTapuu: B CBSI3U C BBICOKHM pPHCKOM PAa3BUTUS HHTEPKYPEHTHBIX HH(EKIUH,
acnHUpalMOHHOW TMHEBMOHMM Yy mnainueHToB ¢ bII pekoMenayercss mpoBeneHHE TaHHOTO
UCCIIeIOBaHUS HE pexe 6 pa3 B ro/l.

- Pexomennyercs Bcem mnanueHtam ¢ bBII uccnenoBanme ypoBHS N-TepMHHAJIBHOTO
¢dparmenTa Harpuilyperudyeckoro mpomnentuaa mosroBoro (NT-proBNP) B kpoBu ¢ 1emnbio
BBISIBIICHHUS AUCQYHKIUU MHUOKapna, CEplIeYHON HEJOCTATOYHOCTU (HE mMo3aHee 3 MecsIieB OT
MOMEHTA MOCTAaHOBKMU JuarHo3a (marueHraM 1o 1 rojaa) wid He mo3aHee 6 MecsleB Mocie MepBOro
roja xusun) [25, 26].

VYpoBeHb T0OCTOBEPHOCTH JI0Ka3aTeabCTB — 4 (ypoBeHb yOeauTebHoCTH pekomenaamuii C).

KomMmeHTapuu: ypoBeHb HATPUHYpEeTHYECKOI'O MenTHja OOBIYHO 3HAYMTEIBHO MOBBIIIEH Yy
naieHToB ¢ MBII, mockonbKy 3TO BakKHEWIIM OHOMapkep MOpakeHUs CepAlla, B YaCTHOCTH
3HAYUTENbHO MOBBIIIAIONIUICA NPU pa3BUBLICHCS CEpIEeYHON HEAOCTATOUHOCTH U JTUCHYHKIMH
[IPaBOro XeIya0uKa.

2.4. UHcTpyMeHTanbHble AUarHoCTU4YeCKue uccneagoBaHus

Hepe‘{I/ICHCHHLIe KIIMHUKO-UHCTPYMCHTAJIBHBIC MCTOJbI HCCICAOBAaHUA HCO6XOI[I/IMBI JJIA
JUArHoCTUKHU H ﬂH(I)(I)epeHHHaHLHOﬁ AUArHOCTUKU MUOIATUYCCKUX CHUHIAPOMOB, BKIIHOYAd JeTel B
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BO3pacTe 110 1 roxa.

- PexomeHnyercs mpoBeneHUE CTUMYJSALMOHHOW M uronbuatoil DHMI Bcem manueHntam c
nopo3penueMm Ha bIl ¢ nenpro muddepeHnmanibHON TUATHOCTUKH C JIPYTHMH 3a00JCBAaHUSAMU U
BBISIBJICHUS CTEIICHU ITEPBUYHO-MBIIIIEYHOT0 nopaxxenus npu bIT [15, 27].

YPOBEHb JOCTOBEPHOCTH JI0OKA3aTEIbCTB — 5 (YPOBEHB YOS IUTEIIBHOCTH pekoMeHaanwii C).

KommeHnTapun: manHbpie MeToabl mo3BoisitoT auddepenuupoBats BII oT 3aboneBanui,
CBSI3aHHBIX C HapylmeHHeM (YHKIMH [BUTATEIbHBIX BOJIOKOH NepU(PEpUIECKUX H HEPBHO-
MBIILICYHOU MepeIayu.

- PexomennioBano mposeaeHue sekrpokapauorpadun (OKI) u sxoxapauorpadpuu (3x0-KI')
cepaua BceMm manueHtaMm ¢ BII ¢ menbio BbIBIEHUS NMOpaxeHHs cepiala (eciu He MPOBOIUIOCH
MpeAnecTByomue 6 MecsIeB) U Kaxapie 7-14 aaeit B nepBbie 12-24 nenenu nipu HazHaueHuu O3T
[6, 15, 27].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTENLCTB — 5 (YpOBEHb yoenuTeabHOCTH pexomeHaaruit C).

KommenTtapun: [lanHble METOIBI HCCIIEOBAHUSA TO3BOJISIOT BBISIBUTH KapAHMOMETAIHIO,
TUNEepTpo (U0 MUOKAp/Ia U HAPYIIEHUSI pUTMa Ceplia.

- PexomennoBano Bcem maruentaMm ¢ bBIl mpoBenenue peHtreHorpaduu opraHoB IpyAaHOMN
KJIETKH, KapJIUOpPEeCHUpPaTOPHOTO MOHUTOPUHIA, OLEHKU (YHKIMM BHEIIHEro JbIXaHUS s
BBISIBJICHUSI CTETNIEHU MOPAKEHUST OPOHXO0-JIETOYHON CHCTEMBI (€CIT HE MPOBOAMIIACH TIoceqHue 12
MeECSLEB) U IMyJIbC-OKCUMETPUH, KamHorpaduu (eciyu He mpoBojauiIach nocienHue 6 mecdues) [6,
15, 27].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 5 (YpOoBEHb yoenuTeapHOCTH pekomeHaaruii C).

KomMeHTapuu: orieHka (QYHKIMU BHEIIHETO IbIXaHHs 00s3aTelibHAa B TMOJOXKEHUH CTOSI U
JeKa — C OIPENIEICHHEM Pa3HUIlbl B TOKa3aTeIsX.

- Pexomenayercs Y3U opranoB OpromHOW mosiocTd BceMm mnamueHtam ¢ bBII ¢ mensio
BBISIBJICHUSI M3MEHEHUH pa3MepOB U CTPYKTYphI TEUeHHU (€CIU HE MPOBOIWIOCH IMOCIEAHHE 6
Mmecsiaes) [6, 15, 27].

YpoBeHb JOCTOBEPHOCTH PEKOMEHAAMH — 5 (YPOBEHb YOSIUTEIBHOCTH T0Ka3aTeNbCTB C).

KommenTapuu: B oTau4Me OT APYrux TJIMKoreHo30oB mpu bII HabGmromaeTcss ymepeHHOe
YBEITUYCHHUE Pa3MEPOB TICUCHH.

- PexoMeHayroTCst 00s3aTENIbHBIC €XKETOJHBIC OO0CICIOBAaHUS MHHEPAIbHON IUIOTHOCTH
KocTel y manueHToB ¢ BIl amsi cBOEBpEMEHHOW KOPPEKIMH MOJYy4aeMOTO JICYCHHUS IO TIOBOIY
OCTEOIEHUH U OcTeomnopo3a. [6, 15, 27].

YpOBeHb TOCTOBEPHOCTH JI0KA3aTENbCTB — 5 (YPOBEHb YOenuTenbHOCTH pekoMeHanuii C).

Kommenrapuu: [lanmeHThI W Wi€HBI CEMbU JOJDKHBI OBbITh HH(DOpPMUPOBaHBI O BCEX
MOCIIE/ICTBUSIX HEAJICKBATHOTO OTHOIICHHS K TPOOIeMe 0CTEOoopo3a.

- Pexomennyercs mamumentam c¢ bIl aynmonormdeckoe oOcnenoBaHue (TOHaJbHAsS
ayJMOMeTpus) NpU NEPBUYHOM OCMOTpe M jJajiee He pexke | paza B 3 roja ¢ LEIbIO PaHHETo
BBISIBJICHHS HapylIeHui ciayxa [6, 15, 27].

VYpoBeHb T0OCTOBEPHOCTH JI0Ka3aTeIbCTB — 5 (YpoBeHb yOeauTenbHoCcTH pekomenaamnuii C).

- Pexomennyercs Bcem maumeHntam ¢ nosgHed BIIIIH nposenenne 6-MHHYTHOrO TecTta ¢
X0Ab0OM JUIsl OILIEHKM BBIHOCIMBOCTU (KOHTposib 3ddextuBHOcTH P3T) (ecnu He mpoBouIICS
nocnennue 6 mec.) (Ipunoxenne I'8) [17].

YpoBeHb yOEIUTEIHLHOCTH J0KA3aTeNbCTB A (YPOBEHb JOCTOBEPHOCTH PEKOMEHAANH — 1)
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- Pexomennyercs BceM manueHtam ¢ BII mpoBeneHue aHanu3 KayecTBa >KM3HU NALUEHTOB
coryiacHo oneHke OmpocHuk SF-36 (ecnu He mpoBoawiics nociennue 6 mec.) (I[lpunoxenue 1'9)
[27, 35].

YpoBeHb yOSAUTEIBHOCTH JJOKa3aTeNbCTB A (YPOBEHb JOCTOBEPHOCTH PeKOMEH I — 1)

2.5. UHble gnarHocTtu4yeckume nccrenoBaHus

Cnoxnocts quarHoctuku BIIITH onpenensercst oTcyrcTBreM crieiuUUecKuX KIMHUYECKUX
CUMITOMOB, XapakTEpHbIX JUIsi OOJBIIMHCTBA HEPBHO-MBIIIEYHBIX OOJ€3HEH, a TaKke
pa3zHooOpa3ueM UX COYCTaHUsI, BpEMEHEM MOSBICHUS U TSHXKECTH B TIPOIIECCE Pa3BUTHSI OOJIC3HH.

HNudbdepenunansuas aquarsoctuka MBIT mpoBoguTcst co BceMu 3a00j1€BaHUSIMUA, OCHOBHBIM
KIIMHUYECKUM TPOSIBICHUEM KOTOPBIX SIBISIETCS CHUHAPOM BsUIOTO pebeHka. [lepeueHb OCHOBHBIX
3a0osieBaHui, BXxoadmuil B nupdepennuansupiii auarnos npu BITHIT npencrasnen B [punoxenue
r4.

3. JleyeHne, BKNroO4vasn MeAUKaAMEHTO3HYH0O U HeMeOAUKaMEeHTO3HYH Tepanuu,
AuvneTtToTepanuio, o6e3bonnBaHue, MeAULUHCKME NMOKasaHuA U npoTuBoNoKa3aHusa K
nPpUMEeHeHNno MeToa0B Jle4YeHusA

Jleuenne BII Brirodaer kak maroreHernueckoe jieuenue HazHadyeHue O3T, Tak u npoBeneHne
cuMnToMaThyeckoil tepanuu. Benenne mamuentoB ¢ BII mpeanonaraer MynbTHAMCUUTLIMHAPHBIN
MOAX0JT C 00s3aTeNIbHBIM Y4acTHEM HEBPOJIOrOB (0COOEHHO, HEPBHO-MBIIIEYHBIX CIIEHUATNCTOB),
T€HETUKOB, KapJHOJIOTOB, IyJbMOHOJIOTOB, TaCTPOSHTEPOJIOTOB, (HU3HOTEpArieBTOB U Bpauei
APYruX CIEUUaIbHOCTEH, UMEIOIUX ONBIT B JICYEHUU 3TOr0 PEAKOro 3a00JeBaHUs — IPU HATUYUU
CUMIITOMOB IOpPaXEHHUsS OPraHOB-MUIIEHEH Kak MHHMMYM HeEo0XoJuMa  KOHCYJIbTallMsl
IpO(UIBHOTO Bpaya-CcleluaiIncTa

3.1. MaToreHeTU4YeCKOE nNevYeHme

- PexomengoBaHo mpoBeneHue epMeHTHOH 3amectuTenbHON Tepanuu (P3T) manueHtam c
ycranoBlieHHbIM uarao3oM BIIITH c nenbio 3amensnenus: mporpeccupoBaHusi 00JI€3HU, YAyUIICHUS
COCTOSIHUSI KOCTHO-MBILIEYHON CHCTEMbl M CTaOWJIM3allUd COCTOSIHUS JbIXaTE€JIbHOM CHCTEMBI,
MOBBILICHUS BBDKUBAEMOCTU M YIJIMHEHHsI TEPUOJIa UX JKU3HU JIO HACTYIUIEHUS HEOOXOJUMOCTU B
BEHTHIIALIUMH JICTKUX U Kpecie-koyscke [15, 17, 28, 29].

YpOoBeHb JOCTOBEPHOCTH JI0KA3aTENbCTB — 2 (YPOBEHb YOSIUTEIBHOCTH peKoMeHaanuii B).

- PexomennoBano nposeneHue GpepmMeHTHOM 3amectutenbHoi Tepanuu (O3T) manuenram c
ycTaHOBJIEHHbIM auarHo3oM MBII ¢ nenbro 3aMmeanieHus mporpeccupoBaHusi 00JI€3HU, YITy4IICHHS
COCTOSIHUSL KOCTHO-MBILIEYHOW CHCTEMBbl M CTAOWJIM3allMU COCTOSIHUS JbIXaTeIbHONH CHCTEMBI,
MOBBIIICHUS BBDKUBAEMOCTH | YJTHHEHUSI Tepruoa ux sxusnu [15, 17, 29, 30].

VYpoBeHb 10CTOBEPHOCTH JI0Ka3aTeIbCTB — 3 (YPOBEHb yOEAUTEILHOCTH peKoMeHauii B).

Kommenrtapun: EnnncTBeHHBIM npenapatoMm it nmaroreHetndyeckod @3T OGoneznu Ilommne
SBIISI€TCS arjroKo3uaasa anbga, npenapat 3apeructpuponat B Poccuiickoit deaepanuu. [Ipenapar
armoko3uaaza anbda (Kox ATX: A16AB07), pekoMOMHaHTHBIN (EepMEHT, CHHTE3UPYEMBbIH
KJICTOYHON JUHHEH, MOJIy4YeHHOW U3 SWYHUKOB KUTAMCKUX XOMSYKOB. ATrIIOKo3uaaza anbda
BOCIIOJIHAET AaKTHBHOCTb Jn3ocoManbHOM KAI, uTo mnpuBOAMT K cTabuWiaM3alMyd MU
BOCCTAHOBJICHHIO (DYHKLUHU CEpACYHOM M CKEJIETHBIX MBIMII] (BKJIIOYAs JBIXAaTEJIbHbIE MBILIIIHI).
[IpemapaT XOpoIIO MEPEeHOCHTCS, HE MMEET BbIpaKEHHBIX M0O0YHBIX 3(dekron. Ilokazan mms
nonrospemenHoit ®3T y nanmMeHTOB C MOATBEP)KICHHBIM jauarHo3oM OoisesHu Ilomme Bcex
BO3PACTOB.

Ha nannHblii MOMEHT 3(pQEeKTMBHOCTh M 0€30MacCHOCTH ANIIIOKO3MJa3bl anb(a olieHeHa B
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KJIMHUYECKUX MCCIEIOBAHUAX KaK y JETeH, TaKk M y B3pOCIBIX MNAMEHTOB. 3aKOHYEHHBIE WU
OMyONMMKOBaHHBIE HccienoBaHus 1o JedeHuto bII Obutm mpoBeneHsl ¢ ydactuem Oozee 500
ManyreHToB. be3omacHOCTh W Xopolnas NEepeHOCUMOCTh TEparuu  alriioKo3uaa3oi  anbga
noaTBepxaeHa 6osiee yem 10 rogaMu KIMHUYECKOTO omnbiTa y Oosnee yem 1 800 manueHToB.

[Ipenapar BeIycKaeTcs BO (iakoHaX, KOJIUYECTBO JIMOPHIN3aTa B KOTOPHIX SKBHBAJICHTHO
50 Mr aKTUBHOTO BelmiecTBa. BBoauTCs B/B KarensHO B 03upoBke 20 MI/KT Beca manueHTa. Pannee
Hayajo TEparuu OYeHb BAXKHO, TaK KaK IO3BOJSAET NOOMTHCS HamOojee JIydlnX KIMHUYECKUX
ucxonoB. Jlokazano, yro npumenenue 3T npu muagenvyeckoit popme OONE3HH yMEHBIIAET PUCK
cmeptu Ha 99%, a pucK CMEpTH WM HEOOXOAMMOCTH B MHBA3UBHOM BEHTUJISIIMM JIETKUX — HA 92%
[30].

CBoeBpeMeHHOE Ha3HAUYEHUE TEPANNU aJTIIOKO3KU1a301 ajb(a BbI3bIBAET OOpaTHOE pa3BUTHE
KapAMOMHUOTIATHH Y MAIlMEHTOB ¢ MulajieHueckoi (opmoii BII, ymydmiaer mokasarenan MbIIIEUYHOM
CHJIBI, IBUTATEIIFHON aKTHBHOCTH U CTaOMIIM3HPYET COCTOSHUE JIBIXaTEIbHON CHCTEMBI Y JeTel H
B3pOCIBIX MAIMEHTOB. Tepamnus ariroKOo3uaa30i aib(a MarueHToB ¢ mo3aHen (gopmoit 6ome3Hu
3aMeIsieT TPOTPECCUpOBaHUE OOJIE3HH, Yaydllas COCTOSHHE KOCTHO-MBIIIEYHOH CHUCTEMBI H
CTaOMIIM3UPYST COCTOSIHHE JBIXaTENbHON CHCTEMBI, TOBBIMIAET BBDKMBAEMOCTh MAIEHTOB H
VIUTMHSIET TIEPHOJ WX JKM3HU 10 HACTYIUICHHUS HEOOXOIMMOCTH B BEHTWJISIMU JIETKHX U Kpecie-
koJisicke. [Ipenmapar BBOauTCS B/B KamenbHO B J03upoBKe 20 MI/Kr Beca pa3 B JABE Hemenu. B
JTUTEpaType UMEIOTCS CIWHWYHBIE OIMCAHHS JPYTroro peXHMa JO3MpoBaHUs (BBeACHUsS Ooee
BBICOKOHM /1036l (hepMeHTa U Oojiee YacTo JUIsl MAlMEHTOB C paHHUMH (popmamMu 3a00JIeBaHMS).
OnHako, TOCKOJBKY WCCIEIOBaHUS HE TMPOBOJWINCH, YPOBEHb JOKa3aTEIbHOCTH BBEICHHS
BBICOKOM JTO3BI MOYKET OBITh paclieHeH KaK 3KCIIEPTHOE MHEHHE.

- PexomennoBano npu Hauvane @3T y manmentoB ¢ BII npoBenenue mepBoix 3X nHOY3Ui B
CTallMOHAape, TIOCKOJIbKY BO3MOXKHO BO3HMKHOBEHHME pEaKIMil Ha BBEJEHUE Ipemnapara.
Heo6xomumo mpoBeneHue monutopuHra BUTabHBIX pyHkmuit (UCC, AJl, catypamus) Bo Bpems
nposeaenus uadysuu [15, 29, 30].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 5 (YpOBEHb yoenuTeapHOCTH pexomeHaaruii C).

Kommentapuu: Brenenne ®@3T mpoBoauTCa pPErysasipHO MPU HAJWYUU MOKA3aHHWM B CiIy4ae
OCJIO’)KHEHHOTO Te4YeHHsI OOJIE3HH — B YCIOBUAX KPYIJIOCYTOYHOTO CTallMOHAapa, B CTaOMJIBHOM
COCTOSSHUM — B CTallMOHape THEBHOro mpeObiBaHus WM amOynaTtopHo | pa3 B 2 Henenu.
Heo6xomumo yumthiBaTh cienyromue ocooeHHoctu mposeaecHus 3T npu MBIL: He xopmuth
pebenka 3a 3-4 wyaca 10 mpoBeneHus HHPY3UH (MPenyNpeKIeHUE AaclHUpalid, BO3MOXKHOE
MIPOBEJICHUE pEaHUMAIMOHHBIX MeponpusaTuii); Pa3BeaeHue mpemnapata B MUHUMaJIbHOM 00beME;
BBenenue npenaparta mpu nepBbIX UHQY3USIX JTODKHO MPOBOAUTHCA B LEHTPAIbHBIA BEHO3HBIM
KaTeTep WIM — IMPU BBEICHUU B MepU(epUUYeCKUil BEHO3HBIN KaTeTep HEOOXOIUMO HUMETh [Ba
J0CTyIa, B JalbHEHUIIEM pEeKOMEHAYeTcsl ycTaHOBKa HH(Y3nOHHOW mopT-cucteMbl; Undy3un c
OTpaHHuYEHHOU cKopocThio (moBbimeHue Ha 0,5-1 mu/u kaxaeie 30-60 MUH), yIUTHIBas BBICOKHIA
PUCK JEKOMIICHCALIUU CEPJCUHON HETOCTATOYHOCTH Ha (DOHE TUTIEPBOJIEMHUH;

3.2. CumnTomMmaTUUyeckKoe rneyeHume

I[lo cumnTomaruueckoid Tepanuu bII  HET paHIOMH3HPOBAHHBIX KOHTPOJMPYEMBIX
uccieoBanuii. Bce TMpHBEICHHBIC HIDKE PEKOMEHIAIMH OTPAKAIOT HSKCIEPTHOEC MHEHHE
CTECUAINCTOB U3 pa3HbIX cTpaH. [Ipemapatsl, yaydinaronme MeTadoau3M MHUOKap/a, Mperaparsl
JUIL  JICYCHUS CEPJIEYHOM HEeIOCTAaTOYHOCTH, AaHTHAPUTMHUECKUE TpenapaThl Ha3HAYalOT B
COOTBETCTBUU C KIWHHYECKUMH PEKOMEHIAIUSAMH, pa3padOTaHHBIMH JUI COOTBETCTBYIOIICH
natoJoruu. [3, 15, 29, 30].

- PeKOMeH,Z[yeTCH I Bcex manueHToB ¢ BII BakuumHanus mo HHIANBUAYAJIIBHOMY T’ pa(I)I/IKy,
KOTOpas BKJIOYACT B ce0s1 TOMHMO BaKIMH, BKJIIOYCHHBIX B HaIIMOHAJILHBIN KaJICHAapb NMPHUBUBOK,
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CE30HHYIO BaKLIMHY OT PUIIIA, THEBMOKOKKOBYIO BakiiHy [15].
YPOBEHb JOCTOBEPHOCTH JI0KA3aTENbCTB — 5 (YPOBEHB YOS IUTEIBHOCTH pekoMeHaanwmii C).
KommenTapuu: Jlnarno3 BII He sBisieTcss IPOTUBOIIOKA3aHUEM VI IPOBEACHUS IIPUBUBOK.

- Pexomennyercs /g Bcex nanueHToB ¢ BII ¢ 1enpi0o MUHUMHU3alUU pUCKa PECHUPATOPHBIX
OCJIOKHEHUH W JBIXaTeNbHOW HEAOCTATOYHOCTH JICYCHUE JIIOOBIX MH(EKINH IbIXaTebHBIX MyTeH
HAJI0 HAYMHATh B MAKCMMAJIbHO PaHHHUE CPOKU M MaKCHMaJIbHO arpeccuBHo [15, 31].

YPOBEHb JOCTOBEPHOCTH JI0OKA3aTEIbCTB — 5 (YPOBEHB YOS IUTEIIBHOCTH pekoMeHaanwii C).

- Pexomenpyercs HasHaueHue mnanveHtam ¢ bII mpemapatoB BurammuHa D, kaneius,
o6udochoHaToB MO TEM CXeMaM, PEKOMEHOBAHHbBIM JUIsl 00IIEH MOMYISIMU JJIs IPEeJOTBPALICHUS
pas3BuTHs octeonoposa [15, 17, 27, 31].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTENLCTB — 5 (YpOoBEHb yoenuTeabHOCTH pexomeHaarui C).

KommenTtapun: CHUXKeHHE MUHEpPaIbHON IUIOTHOCTH KOCTEH SIBJISETCS 4acTOM HaXOJIKOH Y
nanueHToB ¢ BI1 ¥ mo JaHHBIM TOCIEIHUX UCCIEI0BaHHUI JOCTUraeT YpoBHs 67% ciydaeB [32].
Octeonenus u ocreonopo3 oOHapyxuBatorcs kak npu MBII, tak u y gereii u B3pocnsix ¢ BITITH.
HeycroitunBocts mpu Xo/p0€, CIOXKHOCTh NMOJJIEP/KaHUS PABHOBECUS B PE3yJbTaTe€ MBIIICYHON
c1abocTh, B COYETAHMM C OCTEONOPO30M YIpOXKaeT pa3BUTHUEM IEpeIOMOB KOCTeH U
no3BoHouHuKa. Bee manuentsl ¢ BIIITH, He3aBucuMo oT creneHn 00e3ABIKEHHOCTH (Hampumep,
Hy)KJaroluecs B Kpeciie-KaTalake) JOJDKHBI ObITh 0Oy4eHBbl BCEM MepaM MPeoCTOPOKHOCTH IS
MpO(QUIAKTUKY MAJCHUs U IEPEIOMOB B OBITY.

- Pexkomennyercs manuentam ¢ BIl KOHCynbTallMM CIEAYIOIMX CHEHHAIMCTOB: BpPavyoM-
HEBPOJIOTOM (eC/Ti He MPOBOAWIIOCH MOCIEAHNE 3 Mecsma i Aetei 10 1 roga u He pexxe 1 pasa B
r'OJ1 JUTS MAI[MEHTOB cTapiie | roja) Wi Jalie Ipyu HaJIu4uu mokasanui [ 15, 17, 27].

YpoBeHb yoeauTenbHOCTH JoKa3aTenbeTB C (YPOBEHD JOCTOBEPHOCTH PEKOMEHIAIINH — D)

- Pexomennyercst maruentam ¢ bBII KOHCybTalMM CAEAYIONIMX CIEHHATNCTOB HE pexke 1 pasza
B 3 Mecslla WM Yalle NpU HaJIMYUK [OKa3aHUN: BpadyoM-MEAUaTPOM/TepaneBTOM (eciau He
IPOBOIMIIACK Toceaaue 3 mecsa) [15, 17, 27].

YpoBeHb yoeauTeabHOCTH Aoka3atenbeTB C (YpOBEHb JOCTOBEPHOCTH PEKOMEHAAIMH — 5)

3.3. NHoe neuveHune

- Pexomennyercs mnammentam ¢ bBIl BkIloYeHWE B palMOH  CHCIHATU3UPOBAHHBIX
BBICOKOKJIOPUHHBIX M BBICOKOOEJIKOBBIX CMECEW JUIsl TOJUICPKAaHUS MBIIICYHOW MAacChl,
aHTHPE(IIOKCHBIX CMECEH B IENIAX MPOGUIAKTHKY acruparuu [15].

YpOBeHb TOCTOBEPHOCTH JI0KA3aTENbCTB — 5 (YPOBEHb YOenuTenbHOCTH pekoMeHanuii C).

- Pexomennyercs mauuentam ¢ BIl mpu mosiBieHHHM CIOXHOCTEH C TJIOTAaHHUEM 30HIOBOE
KOpMJIEHHE, WJTH COBMEIIEHHE TIEPOPATIBHOIO M 30HI0BOTO IMUTAHMS MPH COXPAHEHUHU aJICKBATHOTO
TJIOTaHUSl K OTCYTCTBUU moniepxuBanus [15].

YpoBeHb TOCTOBEPHOCTH JI0KA3aTENbCTB — 5 (YPOBEHb YOeIUTENbHOCTH pekoMeHaanwmii C).

- Pexomennyerca mnanmentam ¢ bIl HazoxyoneHanbHOE 30HAOBOE KOPMIIEHHE IIpU
coxpaHeHHH peduIoKca U BEICOKOM pHCKe acrimparmu [15].
VYpoBeHb T0OCTOBEPHOCTH JI0Ka3aTeIbCTB — 5 (YpoBeHb yOeauTenbHoCcTH pekomenaamnuii C).
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4. MeauuunHckasn pea6m1MTau,m|, MeaAUUUNHCKUe nokKasaHusA n
NPOTUBOMOKa3aHuUA K npuMeHeHno metonoB peaGMﬂMTaLIVIM

B 3aBucumoctu OT BeAymIMX KIMHUYECKHMX CUMNOTOMOB manueHtam ¢ bII moxer ObITh
Ha3HAYCHBI PA3INYHBIC PEAOMIIUTAIIMOHHBIE TIPOTPAMMBI.

- OpanpHas CTUMYJSIUS, COCAaHHWE COCKH, THMMHACTHKa JOJDKHBI TPOBOAUTHCS BCEM
MalKUeHTaM ISl IOAJIEP>KaHUsl HOPMAJIbHOTO Pa3BUTHS HABBIKOB TJIOTAHUSI U YCTHOW PEYH.

- Ilpm npoBeneHMM  pPEaOWIMTAIMOHHBIX  MEPONPHUITHA  HW30€raTh  YPEe3MEPHBIX
(MakcHMManbHBIX) HArpy3ok. PerymspHo: ¢u3norepaneBTHYeCKue Mpoueaypsl, maccax, JIOK,
JIOTOTEIUs, pecrupaTopHas Tepanus (JIbIXarelbHas TMMHACTHKA), 00y4eHHE CaMOOOCTyKHUBAHUIO
M HCHOJIb30BaHUIO BCIIOMOTATEIBHBIX IPHUCIIOCOONIEHN (3aBUCUT OT Bo3pacta pebenka). I[lo
MOKa3aHUsAM — 3aHSTHS C JIOTOIEIOM, CYpPJI0JIOTOM.

- HewnBa3uBHas KHUCIOpOJHAs TMOAJEPKKa (CO3MaHHME TMOJOKHUTEIBHOTO IaBJICHUSI) — IpHU
Pa3BUTUU TUIIOKCEMUH, OOCTPYKTHBHOM CHHIPOME.

- O0y4enue poauTesneil UCoIb30BaHUI0 HeOymaiizepa, oTcoca.

Bonbiioe 3HaueHWe MMeeT NpPaBUIIBHBIA 00pa3 >KM3HM C aJEKBAaTHBIM pacHpelesIeHueM
Harpy3oK, 3aHATUH JIedeOHOM PU3KYIBTYpOil MO KOHTPOJIEM HHPOPMUPOBAHHOTO HHCTPYKTOPA.

Crnenyer HacTOMYMBO PEKOMEHJOBATH MAllMEHTy C HapyIIEHHWEM IOXOJKM U pPaBHOBECHUS
M0JIb30BaThCsSl BCIIOMOTATENbHBIMU MPEIMETAMH — TPOCTBIO, XOAYHKaMH, a IpU HEO0OXOIUMOCTU
HCI0JIb30BAaTh MEXaHUYECKUE CPEACTBA MEPEABIKEHUS (Kpecao-KaTallKy | 1p.).

- PexomMeH10BaHO MpOBEJICHUE CIEAYIONINX PEaOUINTAIIMOHHBIX MEPOPUATUI MallMeHTaM C
BIl: ¢usnorepaneBTHUecKrue mpoueaypsl, maccax, JIOK, moromemusi, pecrnupaTopHas Teparmus
(mpIxaTenbHasi THMHACTHKA), 00YIeHHE CaMOOOCTYKUBAHHUIO M MCIIOJIb30BAaHUIO BCIIOMOTATEIbHBIX
pHCIIOCcOoOICHMI (3aBHCHT OT Bo3pacta pebenka). [15, 17, 27, 31].

YpoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 5 (YpOoBEHb yoenuTeapHOCTH pexomeHaaruii C).

KommenTapumn: [Tanimentam ¢ BIT HeoOxoauma moaiepikka MaKCUMAaIbHOTO YPOBHS (DyHKITHI
CKEJIETHO-MBILIEYHOTO amnmnapara JJis MpelIoTBPAlleHUs] 1 MUHUMU3AlMA BTOPUYHBIX OCJIOKHEHUN
(pa3BuUTHE KOHTPAKTYp, MBIIIEUYHBIX aTpodui, KOMIIEHCATOpHOW JedopMaluu  CKelleTa,
OCTEeONeHUH, ocTeonoposa). [Ipum mnpoBeneHNMM peaOMIMTALMOHHBIX MEPONPUATUN u30eraTh
Ype3MepHbIX (MakCUMaJbHBIX) Harpy3o0kK. [lo mokazaHusiM 1eaecooOpa3Hbl 3aHATHUS C JOTOIEIOM,
BpPauOM-OTOPHUHOJIIAPUHTOJIOM (CYpIOJIOTOM).

5. MpodunakTnka n aucnaHcepHoe HabnwaeHue, MeAULUHCKUE MOKa3aHUA U
NPOTUBOMNOKa3aHUs K NPUMEHEHUI0 MeTOA 0B NPOoPUNaKTUKKN

- Pexkomenayercss KOHCynbTallMsi Bpaya-T€HETHKA IIOCJIE€ YCTaHOBIeHUd nauarHo3a bII
MAUEHTY WK €ro OQHUIMATBHBIM MIPEICTABUTENSIM, C IEJIbI0 Pa3bsICHEHUI MeHETUYECKOTO PUCKa,
00CYKICHHUSI BOBMOXHOCTEH MpeHATaIbHOM M MPEUMILIAHTAIIMOHHOM quarHocTuky. [15, 33, 34].

YpOBeHb TOCTOBEPHOCTH JI0KA3aTENbCTB — 5 (YPOBEHb YOeIuTenbHOCTH pekoMeHanuii C).

Kommenrapuii: CembsaM ¢ OosibHbIME BII neTbMu pexkoMeHAyeTcs MeIUKO-T€HEeTHYEeCKOoe
KOHCYJIBTUPOBAHUE C LIENbIO ONPEAEICHNS T€HETUUECKOTro pucka. Kak u mpu Ipyrux ayrocoOMHO-
penieccuBHBIX 3a0osieBanHusX, npu BIl ans kaxaoil OGepeMEHHOCTH PHCK pOXAEHUS peOeHKa
cocraBiseT 25%. B cembsx, rae ects 0osibHOM BIT peOGeHOK, BO3MOKHO MTPOBECHNE IPEHATATIbHON
U TPEUMIUIAaHTAllMOHHON JAWarHocTUkH. Jlis 3TOro poauTensM HEoOXoJuMO oOpaTHUThCS B
CMEeLMAIN3UPOBAHHBIE AUArHOCTHUYECKHE Ta00paTOPUU U MEUIIMHCKUE LIEHTPBI.

[IpenatanbHas JMarHOCTHUKA MIPOBOJIUTCS MOJIEKYJISIPHO -T€HETUYECKUMU UIH
OMOXMMHUYECKUMHU MeTojamH, nyreM uccinepoBanus [IHK, BeineneHHol u3 Ouomnrata BOpPCHH
xopuoHa Ha 9-11 Heznene OEpPeMEHHOCTH U/MUIM KJIETOK aMHUOTHYECKOH JKUIKOCTH, TJIOTHONH KPOBU
Ha 20-22 "Henene OEpeMEHHOCTH.
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6. Opral-msau,uﬂ OKa3aHuUsi MegULMHCKOW NOMOLLM

[Toka3zanus 1 MIaHOBOW FOCIIUTAIU3ALNHN:

- IlpoBenenue AMArHOCTHKH M JI€YCHHs, TPeOyIoUIe KPYTJIOCYTOYHOTO MEAMLIUHCKOTO
HaOIIOIeHUSI.

- COCTOsIHME, TpeOylomee aKTUBHOTO JICUYCHHS U KPYIJIOCYTOYHOTO MEIAMIIMHCKOTO
HaOroIeHus (HapacTaromas AbIXaTeJIbHast HeA0CTaTOYHOCTbh, HAPYIICHUSI PUTMA CEpIIIa);

- COCTOSIHHE, TPEOYIoIIee MPOBEICHHS BHICOKOTEXHOJIOTUYHBIX METOIOB JICUCHUS;

- oTcyTCcTBHE BO3MOKHOCTH oOecnieueHust @3T B amOynaTOpHBIX M CTallMOHAPO3aMELAt0IINX
YCIIOBUSX;

- HEOOXOJMMOCTb TPOBEJEHUS PpA3JIMYHBIX BHUJOB OSKCIEPTH3 WM OOCIEeIOBaHUS B
MEJUIIMHCKOM OpraHW3alMi NpPU HEBO3MOXHOCTU MPOBEACHUS UX B aMOyJIaTOPHBIX YCJIOBHSIX,
TPeOYIOMMUX TUHAMUYECKOTO HabmtoneHus (B ToM uucie odopmiieHue 3akioueHus GheaeparbHOro
KOHCHJINYMa).

[Tokazanus a5 SKCTPEHHON TOCHUTATU3ALNN:

Octpeie 3ab0oseBaHus, OOOCTPEHHS XPOHHYECKHX OOJIe3HEH, OTpaBJIEHUS U TPaBMBbI,
COCTOSIHUSI, TpeOYIOINe WHTCHCHUBHOW Tepanmuy U TMepeBojia B PEaHWMAIIMOHHBIE OTIACICHUS WA
OT/ICTICHUS] WHTEHCUBHOW TEpaNuM, a TAKXKE KPYTJIOCYTOYHOTO MEIAUITMHCKOTO HAONIOACHUS H
MIPOBECHUS CIIEIUATBHBIX BUIOB 00CIEI0OBAHUS U JICUCHHUS.

HOKa?;aHI/ISI K BBIIIMCKE ITallCHTA U3 CTaHI/IOHapa:

- OTCYTCTBUE YIpO3Bl JKU3HU ITAI[UEHTA;

- OTCYTCTBHE yI'PO3bl Pa3BUTHS OCIOXKHCHHH, TPEOYIOMUX HEOTIOKHOTO JICUCHUS;

- craOWiu3amusi COCTOSIHMS M OCHOBHBIX  KIMHUKO-JIA0OPATOPHBIX  TOKa3aTesen
MaTOJIOTUYECKOTO MpoIiecca 0 OCHOBHOMY 3a00JIEBaHHUIO;

- OTCYTCTBHE HEOOXOJMMOCTH B IOCTOSSHHOM BPadyeOHOM M KPYTJIOCYTOYHOM MEIUIIMHCKOM
HaOJIIOCHUH TI0 OCHOBHOMY 3a00JI€BaHHUIO;

- HEoOXOOMMOCTH TIEpeBOJia TAalMeHTa B JAPYryl0 MEIWIHMHCKYIO OPTraHM3alHI0 HIIN
YVUPESKICHUE COLUATBLHOTO 00eCIICYCHHS

7. OononHutenbHas uHdopmauma (B ToM uucne akTopbl, Bnusiolme Ha
ncxopn 3aboneBaHUA UNN COCTOAHUA)

Panunsas guarnoctuka BIl m nHasznauenue ®3T mo3BossieT ynydlidTh MPOTHO3 W 3aMEJIUTh
nporpeccupoBanue 3a00JieBaHNs. B HEKOTOPBIX CTpaHaX paccCMaTPUBACTCS BOIPOC O BKIIIOUCHHUH

BII B mporpaMMbI MacCOBOTO CKpHHHMHIa HOBOPOXkIeHHBIX [13, 30].

KpuTepumu oueHKU KayecTBa MEQULMHCKOM MOMOLLM

N Kpurepun kauectsa Ouenka
BBITIOJTHEH
ust

1. |BrmmonneHo onpezaenenue aktuBHocTH KAI' ¢ nenbio moarBepxkaeHus quarHosa | la/aer
BIl B neiikouuTax nepudeprueckoil KpoBH WM MATHAX BBICYIIEHHOW KpOBU
W/WIHA MOJIEKYJISIPHO-TEHETHYECKOE HCClIeI0BaHue (BBISBICHUE MYyTallil B TeHe
GAA) (pu mocTaHOBKE TUarHO3a)

2. |BpimonHeH OMOXMMHUYECKMH aHalM3 KpOBUM C ompeaereHueM ypoBHs | Jla/Her
ceiBopoTouHO# KkpeatuH(pocoknrazsl (KDK), makrarmeruaporenassr (JIAI),
anannHamuHoTpaHcdepassl (AJIT), acmapratramuHorpancgepazsl (ACT) (Ha
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MOMEHT MOCTaHOBKHM JUAarHo3a M €ciid He MPOBOJUIIOCH B MPEAIIECTBYIOIIUE 6
MECSIIIEB)

3. |BpmonneHn oOmwmii (KIMHUYECKHI) aHaIM3 KPOBM (eciM HE MHpoBOAWIOCH B |Jla/Her
IIpEILIECTBYIOLIUE 2 MECSALIA)

4. |IlpoBoamics U KOHTposb HaTpuitypermueckoro nentuaa (NT-proBNP) ne|la/ner
ro3/iHee 3 MecsAIleB OT MOMEHTA IMOCTAaHOBKH JMarHo3a (mamuentaMm 10 1 ronaa)

WM HE No3Hee 6 MecALeB M0CIIe IEPBOTO IoJia )KU3HU

5. | BemmonHeHa snekTpokapauorpadus u 3xokapauorpadus (eciu He TpoBOAMIIOCH | Jla/HeT
npeAmecTBymue 6 MecaieB) u Kaxasie 7-14 aueit B nepsoie 12-24 Henenu npu
HazHaueHun O3T

6. |BeimonHEHO oOmpeneneHUe pa3MepoB W CTPYKTYpHl TE€YEHHM 10 JaHHEBIM | Jla/Her
YJIbTPa3BYKOBOTO HCCJIEIOBaHUs OpPIOIIHOW TMOJOCTH (€CIM HE MPOBOAMIIOCH
nocjeaHue 6 MecsIeB)

7. |BbimonHeHo oOcienoBaHUS MUHEPAIbHOW IUIOTHOCTH KOCTEW ¢ mpumeHeHueM | Jla/Her
JNEHCUTOMETPUH (€ciIi HE MPOBOJIMIIOCH B TocieiHue 12 mecsieB)

8. | BrimonHEeHO ayauosiorHmyeckoe oOcieoBaHue (TOHAIbHAs ayauoMeTpusi) (eciu | Jla/Her
HE IPOBOAMIIOCH B MOCIIEHHE 3 T0a)

9. |BemmonHeHa peHTreHorpadus OopraHoB TPYAHON KIETKH (€ciu He TpoBojmiach | Jla/Her
nocieanue 12 mecsies)

10. |BeimosHeHa omeHKa (YHKIIMU BHENTHETO IbIXaHUs (eciu He MpoBoawioch B|[la/Her
nocieanue 12 mecsien)

11. | BeimoyiHeHa KapauOpECUPAaTOPHOTO MOHUTOpUHTA (€clu He MpoBoaMiach | Jla/Het
nocieanue 12 mecsien)

12. | BeimosiHeHa MyJdbC-OKCHUMETpHs, KamHorpadus (ecau He mpoBoawiack | Jla/Het
nocjeaHue 6 MecsIIeB)

13. | BeimosiHeHO ompezaeneHne CTUMYISAIUOHHONW U urojpuatoir DHMIT Ha momeHT | [la/HeT
IIOCTAaHOBKH JIMarHo3a

14. | BeinosiHeHa KOHCYJIbTAIMs BpaUOM-T€HETUKOM IPH YCTAaHOBJIEHUH JTUarHo3a Ha/uer

15. |BeinosHeHa KOHCYJbTallMsl BpavyoM-KapAHOJIOrOM HpU Hanuuuu mnartojorud | [la/ner
CEepAECYHO-COCYUCTOMN CUCTEMBI

16. | BeinmosiHeHa KOHCYJbTAIMs BpauyoM-0TOJApPUHI0JIOrOM (IpU Halu4uy naroJjoruu | la/uer
co ctopoHb! JIOP-opranoB n/uiy BEpXHHUX JbIXaTeJIbHBIX ITyTEHl)

17. |BpimonHeHa KOHCYJbTAallMsl BpauoOM-HEBPOJOroM (ecin He MpoBoamioch | la/Her
nociennue 3 Mecsma Juis geted 1o 1 roma m He pexxe 1 paza B ron ais
NalKeHToB crapuie 1 rona)

18. | BrinosHeHa KOHCYJIbTALMs BpayoM-IIyJIbMOHOJIOIOM (Tpu Haun4uu nartosorud | la/ner
CO CTOPOHBI JbIXaTEeJIbHOW CHCTEMBI)

19. |BeimonHeHa ~ KOHCyJAbTallMsg — BpadoM-lieanaTpom/repaneBToM  (ecnu  He | da/Her
MIPOBOJIMIIACH TIOCIIEHHUE 3 MecsIa)

20. |Ha3nauena ¢epmentHas 3amectutenbHas tepanus (P3T) naumentam c | [la/Her
YCTaHOBJIEHHBIM Auarso3oM bITITH

21. |Ha3nauena ¢epmenTHas 3amectutenbHas tepanus (P3T) naumentam c|/la/Her
YCTaHOBJIEHHBIM AuarHo3oM MbBII

22. |Ha3nauens! npenapaTsl BUTaMuHa D, xanbuus, 6udochonaToB y nanueHTos co | Jla/Her

CHIDKEHHMEM IIJIOTHOCTH KOCTHOM TKaHHU
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23. | BeimonHeH 6-MUHYTHBIA TeCT ¢ X0In000 (ecnm He mpoBojwics mnociemnue 6 |Jla/Her
Mec.)

24. |TlpoBeneH aHaNIM3 KayecTBa )KM3HM MALMEHTOB coriacHo oueHke OmpocHuk SF-| Jla/Her
36 (ecnu He MPOBOAMIICS MOCeaHnE 6 Mec.)
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OI'bOY BO PHUMY umenu H.U. ITuporosa, MHCTUTYT menuaTpuu U OXpaHbl 30pOBbs JIeTei
KB PAH, unen Coro3a neauatpoB Poccun.

6. AprembeBa CBernana bpoHuciaBoBHa — J.M.H., 3aBeAylOIIasi ICHUXOHEBPOJIOTHYECKUM
otaenenneM N 2 HaydHo-HMCClIeTOBAaTENbCKOTO KIMHUYECKOTO WHCTUTYTa NEAHATPUM WMEHHU
akanemuka tO.E. Bensrumesa 'bOY BI1O PHUMY um. H.U. [TuporoBa Munsapasa Poccun.

7. ApxunoBa Enena HukomaeBHa — k.M.H., ®HKI[ nerckoii remMaToJioruu, OHKOJIOTUU H
MMMYyHoJIoruu uM. Jimutpus Poragesa.

8. bacapruna Enena HukonaeBHa — 1.M.H., 3aBEIyIOIIasi OTACIEHUEM KapAHOJOTHUH, TJIaBHbIN
HayuyHbll coTpynHUK PI'AY "Hayunslii neHTp 310poBbs aereil" M3 PO, unen Coroza neguatpon
Poccun.

9. 3axapoBa Ekarepuna lOppeBHa — A.M.H., 3aBeqyromias JabopaTopuell HacleJACTBEHHbIX
6onesneit oomena P®I'BHY "Menuko-reHeTnueckuii HaydHblii LeHTp uM. akagemuka H.IL
boukoBa", wien Poccuiickoro o0mecTBa MEAMIIMHCKAX T€HETUKOB, YJIEH €BPOIMEHCKOTO OOIeCTBa
10 M3YYECHHIO HACJIEICTBEHHBIX OoJie3Hel oOmeHa BemecTB (SSIEM).

10. KimromrankoB Cepreit AHAaTOJLEBUY — JI.M.H., B.H.C., Bpau-HEBPOJIOT 5 HEBPOJOTHYECKOTO
otaenenus ®I'BHY HIIH, unen Poccuiickoro o0mecTBa HEBPOJIOTOB U MEIUITMHCKUX T€HETHUKOB,
Movement Disorder Society, European Huntington"s Disease Network (Euro-HD Network).
Benymmii cniennanuct mo Oone3nu ['entunrToHa nccnenoatenbckoro neHrpa REGISTRY Euro-
HD Network (na 6a3ze HIIH). Ilpencenatens poccuiickoit Acconuanuu o 0opbbe ¢ 00J1e3HBIO
I'enTHHITOHA.

11. KornykoBa Hatanes [laBnoBHa — 1.M.H., Bpau-KOHCYJIbTaHT, ACTCKUM KapauoJsior ['bY3
"JleTrckas ropojckas kiauHuueckas OonpHUIA uM. 3.A. banurseroit /I3 r. Mockssi", mpodeccop
kadeapsl rocrutanbHoi nequatpuu N 1 neauarpudeckoro dakynprera [6OY BIIO PHUMY um.
H.W. ITuporosa.

12. JlapuonoBa Banentuna Mnpunnuna — a.m.H., ®I'BHY "NHCTUTYT 3KCniepuMEHTaIbHOM
MeaunuHbl", wied Poccuiickoro o0IecTBa MEAUIIMHCKUX T€HETHKOB.

13. MuxaitioBa CBersiana BwuraibeBHa — A.M.H., 3aBenymwomas otaeineHuem OI'BY
"Poccuiickas Jlerckas Knuanueckas bonpauma" M3 PO.

14. Cemsruknaa Anna HukomaeBHa — A.M.H., I'.H.C. OTAEJICHUS KIMHHYECKOH reHeTnku OI'bY
"Mockosckuii HUW neanarpun u nerckoit xupypruum MunsgpaBa Poccun", wien Acconumanuu
MEJIMIIMHCKUX reHeTukoB (AMI).

ABTOpBI TOJATBEPKIAIOT OTCYTCTBHE (PMHAHCOBOW MOJAEPKKU/KOHGIMKTa HHTEPECOB,
KOTOPBI HEOOX0IMMO 0OHAPOIOBATh.

ITpunoxxenne A2

MeToponorusa pa3paboTKu KNMHNYECKUX PpeKOMeHAauun
HaCTOSII_I_[I/Ie PEKOMCHAAINN MNpeaAHa3HAYCHBI JJIA IMPUMCHCHUA MEAUIITMHCKUMHU
opraHu3anusaMu U yIpCKACHUAMU (I)leepaHLHLIX, TCPPUTOPHUAIIBHBIX U MYHHIUIIAJIBHBIX OPraHOB

YIIpaBJICHUA 3APABOOXPAaHCHHUCM, CUCTEM 00s13aTeNIbHOTO U ,Z[O6pOBOJ'IBHOFO MCIUIIMHCKOTO
CTpaxoBaHUd, APYI'UMHU MCAULIUHCKHMU OpraHu3alludIMH PA3JIMYHBbIX OPraHU3alMOHHO -IIPAaBOBLIX
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(hopM NeATENBHOCTH, HAIIPABIICHHOW HA OKa3aHUE METUITMHCKOM TOMOIITH.

HaCTOSIH_[I/Ie PEKOMCHAAIUU YCTAaHABJIIMBAKOT BHUIBI, OG’LCM U HWHAIUKATOPBI Ka4YCCTBa
MEIHUIIMHCKOW momoIy nanuentam npu bIT u Oputm paccmorpensl B pamkax I Beepoccuiickoro
HAy4YHO-TIPAKTUYECKOTO KOHrpecca C MeKAyHapoaHeiM ydactueM "Opdanusie Oomne3Hu"
(31.05.2018 — 02.06.2018) u Ha XXI Konrpecce nenuarpoB Poccuu ¢ MexIyHapOIHBIM y4acTHEM
"AxTyanbHble poosiemsl neauaTpun” 15-17 despans 2019 r.

Kimmanueckne PEKOMCHAAINHA CO3JIaHbl HA OCHOBAHHWU CUCTEMATUUYCCKOT'O o630pa JIMTCPATYPhI
1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases,
C HMCIIOJIL30BAaHUEM CO3JaHHbIX mpoTokojoB (Bembi B., Cerini E., Danesino C. et al. Management
and treatment of glycogenosis type Il. 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
MCKAYHAPOAHBIX KIIMHUYCCKHUX peKOMeHI[aHI/Iﬁ 110 JUAarHoCTHUKE, JICUCHUIO U BE€ACHUIO ITAalITUCHTOB
C METabO0JIMYECKUMH OOJIC3HSIMH.

boiaesnr Ilomme otHOCHTCA K PEAKUM HACJICACTBCHHBIM 3a6OJ'IeBaHI/I$IM, YTO HCKIKOYACT
BO3MOXHOCTE IMPOBCACHHA OOJIBIIINX KOTOPTHBIX M PaHAOMU3HUPOBAHHBIX KOHTPOJIHUPOBAHHBIX
I/ICCJ'Ie)IOBaHI/II\/'I U OJId CO3JaHUus MTPOTOKOJIOB JUArHOCTUKHW W TEpalMU HCIOJB3YIHOTCA JIMIIb
TEMATUYCCKHUE UCCIICAOBAHUS OKCIICPTOB, OHy6J'II/IKOBaHHI>Ie B INIOCJICAHUEC ABA ACCATUIICTUS.

OHGHKa KadyeCTBa JA0Ka3aTCJIbCTB U CHIJIIbI peKOMeHJIaHI/Iﬁ MNPUMCEHCHUA MCEAULUHCKHUX
TEXHOJIOTUH MPOBOAMJIACH B COOTBETCTBHUM C YHU(UUIHMPOBAHHOM IIKajIOW, INPUBEACHHON B
tabiumax 1-3.

LleneBas ayauTtopusi AaHHbIX KIIMHUYECKUX pEeKOMeHAauun:
. Bpauu o0mieli BpaueOHOM NMPaKTUKH (CEMEIHBIC Bpayn);
. Bpaun-nenuarper;

. Bpaun-TepaneBTsi;

. Bpaun-reneruku;

. Bpauu — naGopaTopHbie T€HETUKH;

. Bpaun-kapauonoru;

. Bpaun — nerckue kapanonory;

. Bpaun-ueBpouoru;

9. Bpauu-peHTreHonory;

10. Bpaun ¢hyHKITMOHATBHOW TUAarHOCTHKHY;

11. Bpaun-oTOpHHOIAPUHTOJIOTH;

12. MeaunuHCKHE TICHXO0JIOTH;

13. Crygentsl MenuuuHckux BY30B;

14. Obyuaromuecs B OpAUHATYPE U UHTEPHATYpE.

01N LN B~ WD —

Tabnuua 1. LLikana oueHKn ypoBHEeN AOCTOBEPHOCTU Aoka3aTtenbcTB (YAO) ansa
MeTOAOB ANArHOCTUKMU (AMAarHOCTUYECKNX BMeLLlaTeNnbCTB)

Y PacmndpoBka

1 CucremaTnieckue O630pBI HCCIeIOBaHUM C KOHTPOJIEM pe(bepeHCHLIM MCTOJOM MU
CHUCTEMaTUYECKHUI O630p pPaHAOMU3UPOBAHHBIX KIMHHUYCCKHUX HCCIeI0BaHUI C
INPUMCHCHUCM MCTaaHaJIn3a

2 OT,I[CJ'ILHLIC HCCIICAOBAaHUA C KOHTPOJIEM pC(I)CpCHCHBIM METOJOM WM OTIACIIBHBIC
PAaHAOMU3UPOBAHHBIC  KIIMHUYCCKHUEC  HUCCICAOBAHUA U CUCTCMATHUYCCKUC 0630pBI
HCCIIeI0OBaHU JI000r0 ,HH3af/'IHa, 3a HUCKIIIOYCHHUEM PaHAOMUSUPOBAHHBIX KIIMHUYCCKUX
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HCCHCHOB&HHﬁ, C IPpUMCHCHUCM MCTaaHalin3a

3 HccnenoBanust 0e3 MOCIEIOBATENbHOTO KOHTPOJIA pe(PEepeHCHBIM METOIO0M WM
UCCIIEIOBaHUSI C pe(PEepeHCHBIM METOJ0M, HE SABISIONIMMCSA HE3aBUCHMBIM  OT
HCCIIElyEMOI0 METOAa WM HEPaHIOMU3UPOBAHHBIE CPABHUTENIbHBIE UCCIIE0BAHUS, B TOM
YKClie KOTOPTHBIE HCCIIE0BAHNUS

4 HCCpaBHI/ITeJII)HI)Ie HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOTO CiIydasd

5) Nmeercs mumrs 000CHOBaHNE MEXaHU3Ma JICHCTBHS WIM MHEHHE SKCIIEPTOB

Ta6nuua 2. LLikana oueHKM ypoBHEN AOCTOBEPHOCTU Aoka3saTenbcTB (YOO) ana
MeToooB npodmnakTuku, rneyvyeHus wu peabunutaumm (npodunakTU4eckux,
neyvye6HbIX, peabuNUTauMoOHHbIX BMeLLIaTeNbCTB)

YA Pacumgposka

1 Cucrematnueckuii 0630p PKU ¢ npuMenennem meraananusa

2 Otnenbasie PKU u cucremarudeckue 0030phI HCCIEIOBAHUN JIO0OTO AuW3aiiHa, 3a
nckirouennem PKH, ¢ npuMenennem Meraanaimsa

3 HepannomusupoBaHHble cpaBHUTENbHbIE UCCIIEI0BAaHUS, B T.U. KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTtenbHble Mccneq0BaHUs, ONUCAaHNE KIMHUYECKOTO Ciydas WM CEepUU CIIy4yaes,

HcclieIoBaHus "'Ciy4ali-KOHTPOJIb"

5 Nwmeercs numbp 000CHOBaHHE MeEXaHH3Ma JEMCTBHUS BMeENIATENIbCTBA (JIOKIMHUYECKHE
UCCIIEIOBAHNS) WIM MHEHHE SKCIIEPTOB

Tabnuua 3. WLkana oueHkuM ypoBHen ybeautenbHocTu pekomeHpauun (YYP)
ANA  MeToAOB NPOUNAKTUKKW, OWArHOCTUKKU, JieYeHUA U peabunurtauuu

(npodmnakTnyeckmx, ANarHOCTUYECKUX, ne4yeoOHbIX, peabunuTaumMoHHbIX
BMeLlaTenbCTB)

YVYP Pacmudposka

A CunbHasi pekoMeHnanus (Bce paccMmaTrpuBaeMmble KpuUTEepUU 3(PPEKTUBHOCTH (MCXOIBI)

SABIIIFOTCA BaXXHBIMH, BCC€ HCCICAOBAaHUSA HMECIOT BBICOKOC WM YIAOBJICTBOPUTCIILHOC
MECTOJAOJIOITMYECKOC KadY€CTBO, HX BBIBOJbI II0 HHTCPCCYHOIIUM HMCXOAaM ABJIAIOTCA
COFHaCOBaHHBIMI/I)

B YcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMbie Kputepun 3G PpekTuBHOCTH (MCXOIbI)
SIBIISIFOTCSL BKHBIMH, HE BCE HMCCJICIOBAHUS UMEIOT BBICOKOE HIIM YIOBJICTBOPHTEIBHOEC
METOJIOJIOTHYECKOE KaYeCTBO H/MJIM UX BBIBOJIBI TI0 MHTEPECYIOIIUM UCX0J1aM HE SIBJISTFOTCS
COTJIACOBAHHBIMHU )

C Cnabas pexkoMeHganus (OTCYTCTBHE JIOKa3aTeNbCTB HAaJUIeKallero KadectBa (Bce
paccmarpuBaeMble Kputepur 3(PPEeKTHBHOCTH (MCXOJBI) SBISIOTCS HEBAKHBIMU, BCE
HCCIIENOBAHUSI HWMEIOT HHM3KO€ METOJIOJIOTHYECKOE KAadyecTBO M HMX BBIBOALI IO
MHTEPECYIOIINM UCX0IaM HeE SIBJISIFOTCS COTJIaCOBAaHHBIMH )

Mopsaaok 0GHOBNEHUS KIMHMYECKUX peKoOMeHaauum

Mexauuszm OGHOBJ’ICHI/I}I KIIMHNUYCCKUX peKOMeH,Z[aLII/Iﬁ npeaycMaTpmuBacT nux
CUCTCMATUYCCKYIO AKTyaJIU3al[U0 — HE PEKC YE€M OIHWH pa3 B TPHU roaa, a TakKKC IpH IMOABJICHHUU
HOBBIX JAHHBIX C IIO3HUIIUN I[OKa3aTCJ'IBHOI71 MCIUIIMHBI TI0 BOIIpOCaAM JUArHOCTHUKH, JICHCHMUA,
HpO(bI/IJ'IaKTI/IKI/I nu pea6I/IJII/ITaI_II/II/I KOHKPCTHBIX 3a60J’IeBaHHfI, HaJIM4YUn 06OCHOB8.HHBIX
JIOTIOJTHEHUI/3aMeuannii K paHee yrBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsies.
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ITpunoxxenne A3

CﬂpaBOqule MaTepuanbl, BKnr4yasa coorBeTctBue nokKasaHuM K nMPUMEeHeHUIo n
npOTMBOHOKa3aHMﬁ, cnoco6oB npnuMeHeHUsA U 403 JieKapCTBeHHbIX npenapartos,
MHCTPYKUMU NO NPUMEHEeHUIO NNIeKapCTBeHHOro npenaparta

[Ipuka3 MunucrepctBa 3apaBooxpaHeHuss P® "OO0 yreepxaenun Ilopsaka oxazaHus
MEJIUIIMHCKOM OMOIIX OO0JIBHBIM C BPOXKIACHHBIMU U (MJIM) HACJICICTBEHHBIMU 3a00JIeBaHUSIMU'" OT

15 HOs10pst 2012 r. N 917h).
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IIpunoxenue B
UHdopmaumua ana naumeHTa

BonesHb Nomne

Bbonesns Ilomne — 3to onHa u3 50 HacieACTBEHHbBIX 00JI€3HEN, KOTOPBIE OTHOCSTCS K T'PYIIIE
JM30COMHBIX 0OJIe3HEH HaKOIUIeHHs. B nr30coMax (opraHesisl KJIETKH) IPOUCXOIUT paclieryieHHe
KPYIHBIX MOJIEKYJ (MaKpOMOJIEKYH), TAKHX KaK KHPBI, OCJNKH, TIMKO3aMUHOTIIMKAHBI, TIIMKOTEH.
[Ipu pa3HBIX OOJNE3HSX HAPYIIACTCS OMPEACICHHAS CTaJAWs PACIICIUICHUS STHX MaKpPOMOJICKYIL.
Yacrora Oonesnn [lomne (rmukorenosa IlI-ro tuma) cocraBmser mpuMepHo 1 cimydait ma 140000
(kmaccuueckass wHpanTuiabHas ¢opma) u 1 mHa 60000 st B3pocmoit ¢opmel. 3aboseBaHMe
BCTPEHACTCA NPAKTUYCCKH BO BCCX 9 THUYCCKUX I'pyIiIax.

Bonesnp Ilomme — peakoe HaciencTBeHHOE 3a00JieBaHHME, MPH KOTOPOM B OpraHH3MeE He
XBaTaeT omnpeAeneHHoro ¢epMeHTa — anb(a ITIOKO3HMAa3bl (CHHOHMM Kucias ManbTasza). B
pe3ynpraTe Mytauuu B reHe GAA, KOTOpBIM KOJUPYET 3TOT (epMEHT, B KIETKaX HaKaIlJuBaeTCs
0c000€ BEMIECTBO — TIIMKOTeH. DTO MPOUCXOAUT B MBIIIIAX U B cep/ue. Eciau He HauaTh JeueHue,
TO MBbIIIEYHAss TKaHb M3MEHSET CTPYKTYpY M HE MOJKET BBIMOJIHSITH CBOIO (YHKIMIO. bone3Hb
[ToMrie OTHOCHTCS K TPOTPECCUPYIONTUM HEPBHO-MBIIIEUYHBIM 3a001eBaHusIM. C TeUeHHEM BPEMEHH
CUMIOTOMBI OOJIE3HH HApacTaloT, MPHUCOEAUHSIETCS IMOpPaKEHUE HOBBIX TPyHN MbII. MHorue
ManUMEHTBI MNEPECTAOT CaMOCTOATCIIBHO XOJUTb W CTAHOBUTHCA 3aBUCUMBIMU OT alImapaTroB
HCKYCCTBeHHOﬁ BCHTHUJIAAIHUU JICTKUX, IMOCKOJIBKY IMPOUCXOAUT MOPaXCHUEC MBI, OTBETCTBECHHBIX
3a JpIXaHue. M3BECTHO HECKOJBKO PAa3IMYHBIX MO TSDKECTH M BO3pacTy Hadana GpopM 3a00JIeBaHHS
— panHHsAg (MJaJeHUYECKas), TO3AHSISA MIiazeHdeckas (merckas) u B3pochas. OHHU OTIMYAIOTCS
CUMIITOMaMHU U CKOPOCThIO mporpeccupoBanus. bonesns [lommne nmposBiasieTcst B BUAE MBIIIEYHOMN
cmaboctu, arpoduu MBI TIpH Bcex (popmax 3aboneBanus. J{ms mimageHYeckoi (GOpMBI Takke
XapaKTepHO MOpakeHHE MBIIIIBI cepaua. Pa3mepsl cepaiia 3HaAYUTENBHO YBETUYUBAIOTCS, MOXKET
OBICTPO pPa3BUBATHCS CepjieuHasi HE0CTATOYHOCTb.

JleTsiM MHOTJA CJIOXHO TOBOPUTH, TaK KaK CTPAZalOT BCE TPYIIBI MBI, peYb CTAHOBHUTCS
HEBHATHOM, cMa3aHHOW. MpllieyHasi c1aboCcTh MOXKET HPOSBISATHCS B HEYKIIOKECTH, MallUEHTHI
CHOTBIKAIOTCS, UM TPYAHO MOJHUMATHCS MO JiecTHHIIE. [loX01Ka B3pOCbIX NAllMEHTOB ¢ 0O0JIE3HbIO
[Tomne — cBoeoOpa3Hasi, OHM CTaparOTCs KOMIIEHCHUPOBaTh Je(eKT 3a cueT IMepeHoca LEeHTpa
TsOKEeCTH. UeM MeHbllle MalKeHT JBUTAeTCs, TeM OOJIbIlle BEPOATHOCTb PAa3BUTHS HCKPUBICHHIM
[M03BOHOYHUKA U MOSBIICHUSI KOHTPAKTYP.

HacnepoBsaHue

Hacnenyercs 6one3np Ilomme mo ayrocomuo-perneccuBHoMy Tumy. bonbHoN BII pebenok
HaclielyeT [0 OJHOMY HM3MEHEHHOMY TeHy (TeHa ¢ MyTrauuedl B CBOEH MOCIeI0BAaTENbHOCTH) OT
KaX/0ro U3 poauteneil. B cempsx, rae poauTenu sBISIOTCS HocuTensimMu 6ose3nu Ilomne, puck
poxzaenus 6onpHOoro BII pebenka coctaBiser 25% Ha kaxayro OepemeHHOCTh. IlosTOoMy ecnu B
ceMmbe poauiics 6onbHOM BII pebeHok, 3T0 He 03HauaeT, 4To Bce AeTH OyayT OoJibHBL. EcTh maHc
POJUTH 310pPOBOTO peOEHKA.

Kak yCTaHaBNMBarwT ANarHo3

Bpaun Ha OCHOBaHMM KJIMHHYECKHX CHMIITOMOB MOTYT 3amoJi03pUTh O0Jie3Hb. 3aTeMm
MIPOBOJIATCS J1abOpaTOpHbIe TECThl W WHCTPYMEHTalbHOE HccieqoBaHue. IIpakThuecku y Bcex
O6onbHbIX BIl B OHMOXMMHUYECKOM aHalu3e KpPOBHM TIOBBIIIEHA AKTUBHOCTH (EPMEHTOB
kpeatuHpochokunasel, Anar, Acar. Ilpu npoBeneHHH >neKTpoHeHpoMuorpaduu onpenensor
MEPBUYHO MBIIIEUHBINA XapakTep HapyiieHus. Ho 3T CUMIITOMBI MOTYT BCTpeUaThbCs U MPH IPYTUX
HACJIe/ICTBEHHBIX (OpMax MBIIIEYHBIX AUCTpoduid. s TOYHOTO MOATBEP)KICHUS AMAarHosa
HE00X0AMMO OTIpe/IeIeHne aKTUBHOCTD aib(a IIIIOK03UAa3bl B KPOBH. BO MHOTHX Cilydasix Takxke
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pexomenayercs nposeaenue JJHK auarnoctuku, eciay akTUBHOCTD (hepMeHTa ObLIa CHIKEHA.

JleyeHune

Hns neyenus BII paspaborana crenumanbHas GepMeHTHas 3amecTuTenbHas Tepanus. CMbICT
TCpalliu 3aKJIK4YacTCd B TOM, UYTO IMMALUCHTY KaXIbIC ABC HCACIM BHYTPUBCHHO BBOIAT
Henoctaomuii  ¢pepment. llpenapar ans QepMeHTHON 3aMECTUTENFHOW Tepanud Ha3bIBACTCS
Anrmroxko3unasza anba. B camoli mporenype BHYTPUBEHHOIO BBEICHHS (epMEHTa HET HHUYEro
CIIO’KHOTO U cTpamHoro. [Ipu onpeneneHHOM HaBBIKE 3TO MOKHO ITPOBOJIUTH B JIF000# OOJIBHHIIE.

D¢ dexT Tepanuy BO MHOTOM 3aBUCHT OT TOTO, KOrjia ObUTo HauaTo jedeHue. Eciu mpomecc B
MBIIIIEYHON TKaHU JOLIEN A0 ONPENEICHHON CTaAlH, BOCCTAHOBUTH YTPAUYCHHYIO (DYHKIIUIO MBIIIIIIE
HEBO3MOXHO.

Meauko-reHeTUYeCcKas KOHCYNbTaLuA

CeMbsIM OUY€Hb BA)XKHO IMOCETUTh Bpaya-T€HETHKA. Y Bpaya-T€HETHKa MOXKHO Y3HaThb PHUCK
poxnienust 6omapHOro BII peGenka B naHHOU cembe, MPOUTH 00CIe0BaHNE POJCTBEHHUKAM, €CIIU
3T0 HeoOxouMo. OOGCYAUTH NMPEHATAIBHYIO U MPEUMILIAHTAI[IOHHYIO TUar HOCTUKY.

[IpenaranpHas nuarHoctuka mpoBoauTcs Ha 9-11 Hemensix G6epemenHoctu. B matepuare,
KOTOPBI Ha3bIBaeTCSd BOPCUHBI XOPUOHA (TO, M3 YEro B MocieAyrouieM (GopMHUpYyeTcs IJIaleHTa),
OTIPEIeIIAIOT aKTUBHOCTH (pepMEHTa U MPOBOJAAT TECTUPOBAHME Ui BBISBJICHUS MYyTallMi B IreHe
GAA. Ha ocHOBaHMM TIPOBEJIEHHOTO aHajW3a JAENaloT BBIBOJ, OOJEH TIUIOJ WK 3JI0POB.
CoBpeMeHHbIE TEXHOJIOTMHM TIO3BOJISIIOT MPOBOAUTH U TMPEUMIUIAHTAMOHHYIO JIHAarHOCTHUKY.
OmnonoTBOpeHHE NPOBOAUTCA B MNPOOHMPKE, 3aTeM OTOMpAarOT TOJIBKO TE€ OIJIOJOTBOPEHHBIE
SMOpPHOHBI HAa CTAJUM HECKOJBKUX OIacTOMEpOB, B KOTOPbIX HET CEMEMHON MyTrauuu, M HX
UMIUIAaHTUPYIOT B OpraHu3M Martepu. [Ipum naHHOM mpouenype €CTb CBOM PHUCKH, KOTOPBIE MOYKET
Pa3bsACHUTH BPAY-TCHETUK.

bonesnr Ilomme He BXOAUT B TepeueHb OpdaHHBIX 3a00JICBaHHWM, JICUEHHE KOTOPBIX
IIPOBOJIUTCS 33 CUET CPE/CTB PErMOHAIBHBIX OOKETOB, OJJHAKO, MAIUEHThl UMEIOT BO3MOKHOCTh
neunthes B Pocenn.

Momouwb cemMmbu
He 3a6b1BafITeZ OT CEMBbHU 3aBUCUT YCHCX JICUCHHUS HC B MeHBI_HCf/'I CTCIICHU, Y€EM OT Bpaya.
HY)KHO CO6J'IIOI[aTb pCKOMeH,I[aHI/II/I, HHU ITPHU KAKUX YCIIOBUAX HC TepHTB Ha/:[ex(z[y. I/I JaXXe €CJIN BbI

HC HO6€I[I/ITC 00/1e3Hb IMOJIHOCTBIO, USMCHUTD KU3Hb K JIYHIIEMY, CACIaTh POAHOI'0 BaM 4Y€JIOBCKa
CUHaCTJIMBBIM B BalllUX CHJIAX.

[Tpunoxenue I'l-I'N
Wkanbi OLleHKN, BONPOCHUKU un gpyrme oueHo4Hbleé MHCTPYMEHTbl COCTOAHNA
nauuneHTa, npuBeAgeHHble B KIMMMHUYE€CKNX peKoMeHaaunax
ITpunoxxenne I'1

OcHoBHble cumnTombl MBI

Kinanueckuit cumMnoTomM YacrtoTta

Cunzipom "Bsmoro peOeHka", ObICTpOE MPOrpPEecCUPOBAHUE MBIIIEYHOM Ci1abocTH, |10 96%
aKcHaJibHasi TUIIOTOHMS, CHI)KEHHE MOTOPHOM aKTHMBHOCTH, cIa00CTh MUMHYECKUX
MBI, apedIIeKCus B MMO3/AHEH CTaauu 3a00JIeBaHUs, UKPOHOMKHBIE MBIIIIIBI TNIOTHBIE
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IIpH ajJbllallun

Kapnuomeranusi, KapAMOMHONIATHS W/UITK CepICUHAsI HEIOCTaTOYHOCTb 10 95%
I'emaromeranus 1o 82%
Maxpornoccus 1o 62%
TpyaHocTH pu BCKapMIIMBaHUU U HU3Kasi pUOaBKa B Bece 10 50%

Yacteie pecrupaTtopHble HH(EKIHH, pecrnuparopHblii aucrtpecc U cHmkenue | 30-40%
JbIXaTeIbHON (QYHKIHH

[ToBbIIeHNE YPOBHS KPEATHHKHHA3HI 100%

BricTpoe M HeyKIIOHHOE MPOTPECCHPOBAaHUE 3a00JICBaHHS 100%

[Tpunoxxenue 12

OCHOBHbIe KnuHunvyeckume cumntombl BIMNMH

[Ipn3nHak YacroTta

[Iporpeccupyromnasi MpIIeUHass CIa00OCTh C TMPEHMYIIECTBEHHBIM mopaxkenuem | 30-90%
MIPOKCUMAJIbHBIX OT/IEJIOB, CHMKEHHE MOTOPHOW aKTHBHOCTH, CIa0OCTh B HOTAx
Oosbllie, YeM B pyKax, TUOCPTPOGHS HMKPOHOXHBIX MBI, BOBJICUYCHHUE
napaciHHAIBHBIX MBI (Y JAETEH MmocTapiie), THIIOTOHHS, CHIKEHHE CYXOXKHIbHBIX
pediiekcoB, mosokUTENIbHBIC TpUeMbl ['0Bepca, MHONaTHYECKAsT TOXO KA

Hapymienust  npixaHus, d9acTble pecnuparopHble HMHPEKIHH, AbixaTenbHas | 25-40%
HEI0CTaTOYHOCTh, JHCITHOD NMPH (DU3UYECKOH Harpy3ke, OOCTPYKTHBHOE aIlHOd BO
BpeMsl CHa, OPTOITHOD

[ToBpIIIeHNE YPOBHS KPEAaTUHKHUHA3HI 100%

YMepeHHas rernaroMeranus 10 16%

Kapmuomeranus, kapauomuonaTtsi (MEHee BhIpakeHHas1, yeM npu aedrote 10 1 roga |0-12%
YKU3HU)

Makpornoccust 1o 4%
COHJIMBOCTB, YTOMJISIEMOCTD 1o 8%
Jlopno3, kudo3 u/uiam CKoJIH03 9-25%
HopmanbsHoe rncuxopeueBoe pa3BUTHE, COXPAaHHBIN HHTEIUICKT 96%

[Tpunoxenue '3

BbinonHeHue aoBuraTtenbHbIX TectoB npu BIMH

[IpenpsaBnasemoe 3aanue Bemmomnnser | Beimonnser ¢ He moxer
6e3 Tpyaa TPYZAOM BBITNOJIHUTh
[TogHATE pyKH HajA roJIOBOM 55% 29% 16%
[IpunATe  BepTHKaJbHOE  moJoxeHue  u3|14% 45% 41%
TMIOJIOKEHHSI HAKJIOHUBIIKCH BIIEpE]]
Bcerate ¢ HU3KOTO CTYyna 12% 53% 35%
Berate 0e3 momomu pyk u3 HOJoxeHus jexa|8% 37% 55%
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Ha CIIUHE

[ToanpeIrHyTH HA MECTE 6% 29% 65%
Xonr0a BBEepX/BHU3 TIO JICCTHHUIIC 2% 57% 41%
IToxHATE HOTH B IIOJIOKEHUH JIEKA 2% 43% 55%
[TogHSTBCS ¢ KOPTOYCK 2% 22% 76%

[Tpunoxenue ['4

OcHoBHbIe 3aboneBaHusa ansa audcdepeHumanbHoro avardo3a bBIMH

Tun HapymeHus [wnarno3s OcHOBHBIE CXOXKHE
CUMIITOMBI
Merieunsie auctpoduu |IlosicHO-KOHEUHOCTHAs MmbieyHas | [Iporpeccupyromas
muctpodust c1aboCTh  MBILII MOSICOB
Huctpodunonartuu (MHOIUCTPO(US | HIKHUX KOHEYHOCTEH,
Miomenna, bexkepa) KPBLIIOBUJIHBIE JIOTIATKH,

MuopubpmispHas MUOTIATHS
MuoTtonnyeckas auctpodus 2 Tumna
[Ineuenonarouno-nuueBas MUOIUCTPO DU
bonesns [lanona

X-cremnesHas MUOIIaTUI
JInnenonaToYHOKOHEYHOCTHASI MBILIECYHAS
TucTpodus

Kpamnu, noBbimenne KK

BocnanurenbHas
MHUOIIATHSA

TTonumuosur
Muo3uT ¢ BKIIOUEHUSIMU

ITocTenenHo
pa3BuBaMIascs Ci1aboCTh
MeI, noBeimeHne KK

BpomneHHme MMHOIIaTHH

Hemanunoast MuonaTust

Bonesnp  LEHTpambHOTO  CTEPXKHS U
MYJIBTUCTEPKHEBAS MUOTIATUN
LenTponykiieapHas MUOTIATUS

Muonartust ¢ THaTUHOBBIMH TeJIbLIAMU
[Ipouue BpoxkACHHbIE MUOTIATHH

Mpieynast c1aboCTh,
TUTIOTOHUS npu
HOPMaJbHOM WIH
YMEPEHHO  TMOBBIIIEHHOM
ypoBae KK,  Hamuuuum

CKCJIICTHBIX HapymeHI/Iﬁ

Meraboanueckue I'mukorenossl Illa, IV, V u VII tTunos I'unoToHwus,
MHOIIaTUHU MuTtoxoHipyuaabHble MUOTIATUH remaToMeraius |y JeTei,
’KupoBsie Muonatuu ¢1a00CTh MBIIIIII,
YTOMJISIEMOCTh,  €J1a00CTh
MBbIIIIII, CHIDKCHHE
YCTOMYMBOCTH K
Harpyskam, TIOBBIIIIEHUE
KK
Bbonesnu motoneiipona |CnuHanpHble MbleuHble aTpoduu, tum [|Cnabocts MBIIIIII,
u Il HapyllIeHue JbIXaHUA,

byns6ocnunansHast amuotpodus (6one3Hb
Kennenn)
BokoBoit amuoTpoduueckuii CKiIepo3

aTpo(dus MBIIII, BO3MOXHO
noseimenne KK

bonesnn HEPBHO-

MuacTtenus rpaBuC

Hapymenus JIBIXaHUS,
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MBIILLIEYHOU Mepeiavn

BpO)K,[[eHHBIe MHUAaCTCHUYCCKHUEC CUHIPOMBL
Cunpapowm Jlambepra-UtoHa

¢J1abocCTh
yTO MJIISIEMOCTDb

MBIIIIII,

AcuMITTOMHOE
nosrimenue KK

Bropuunas
JICKapCTBEHHYIO

MuUoOIIaTus, BKJIrO4as

IToBeinienne KK

MoHuTOopuHr nauueHTa ¢ bl

IIpunoxenue I'S

Bce
HalMEHTHI

Bo3pacrt <5 ner

Bo3spact = 5 ner

Ha moment

gauaima O3T

Kaxnrie
3 Mec

Kaxnrie
6 Mec

Kaxnrre
12 mec

Kaxnrie
6 mec

Kaxnrie
12 mec

Knunanueckuit
naiMesTa

CTaTyc

X

X

X

Poct, Bec, OKpyXHOCTh
TOJIOBHBI Y ACTEH

A/l, Temnepatypa Tena

Amnanus kpoBu <*>

Anxanmus mouu <**>

Pentrenorpadus opraHos
TPYJIHOU KIETKH

X | X [ X | X

X[ X [ X | X

OKTI’

x

OxoKI’

Aynuomerpust

OneHka oCTpOThI 3peHuUs

OneHka
craTtyca

KOTHHUTHUBHOI'O

XX | X | X |X

JencutomeTrpus

OrnieHka JMHEITHOTO pocTa

Ouenka ®BJ{

Onenka MOTOPHOTO
craryca IO IIKaJaM H
tecty 6OMWT <***>

OI_IeHKa Ka4yCCTBa )KU3HU

Omnpocuuk SF-36

I

<*> Anamu3 kposu noijpkeH Bkmouats: ACT, AJIT, JIAI, KK (MB-¢dpakuus), ansOymun
CBIBOPOTKH, MPOTPOMOMHOBOE BpeMsi, YACTUYHOE TPOMOOIIJIACTUHOBOE BpeMs, 001l OnnnupyouH,

CLIBOpOTO‘-IHbII\/’I KpCaTUHHH.

<**> AHanu3 MOYHM JIOJDKEH BKIIIOUATh: KpeaTMHUH MouH, 6enok, CK®.

<HF#FE> Jlcnoib3yeMble MIKaJbL:

HIkana Ans6epta MoTOpHOTO pazButus miaaeHues (AIMS) (Ilpunosxenue ['6)
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Cuta MBI 110 TIKaJe KOMUTETa MeAUIMHCKUX uccienaoBanuit (I[punoxenue ['7)
6MWT — tect 6-munyTHOM X0,160b1 (6 minutes walking test, COMWT) (ITpunosxenue I'S) [1].

I[JISI MOHHUTOpPHUHIa COCTOAHHA MNMAOUCHTOB, HAXOAALNIMXCA Ha IIaTOTr€HETHYSCKOM TCpaIruu,
PEKOMCHIAOBAHO HUX Ha6JHOIlCHI/I€ HE PECKC OJHOTO pai3a B roa B CIICHUAIM3UPOBAHHLIX LCHTPAX, B
KOTOPBIX MOXKCET ObITh OKa3zaH 00bBeM MGI{HHHHCKOﬁ InoMomiM B COOTBETCTBHUU C JaHHBIMH
KIIMHUYCCKUMHU PCKOMCHIALUAMMU.

[Tpunoxenue ['6
Lkana Anb6epTa MOTOPHOro pa3BUTUA MnageHueB

HazBanue Ha pycckowm si3bike: [llkana Anb0epTa MOTOPHOTO pa3BUTHS MJIAJICHIIEB

OpurunanbpHOe Ha3BaHue (eciu ecth): Alberta Infant Motor Scale (AIMS)

Hctounuk (opuuuanbHbelii callT pa3paboTuukoB, myoOnukanus ¢ Bamuaauuei): 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 (moaYepKkHyTh):

IIKaJIa OLICHKHU

HNHICKC

BOITPOCHUK

Aapyroe

Haznavenue: moTopHas mkama s miaaeHneB Anboeptsl (AIMS), mkana HaOmoaaTeTbHON
OIleHKH, OblIa pa3paboTaHa Uil W3MEpPEHHUs OOIIEro JBUTATEIIBHOTO CO3PEBaHUA y JETEH OT
POXKJICHUS JI0 CAMOCTOSITSIILHOU X0 IhOBI.

Conepxanne (madnoH): OCHOBBIBAsACH HA JTUTEpAType, S8 HABBHIKOB ObUIM CTEHEPHPOBAHBI U
pacrpesiesieHbl 0 YeThIPpeM TMO3WIUAM: JiekKa, Jieka, CUAS W CTosA. KakaoMy W3 HaBBIKOB
MIPUCBAUBACTCS OIPEICIICHHBIN Oasl

Kitou (wHTepnperalns): Oaibl CYMMHUPYIOTCS M IPOBOJUTCS OOIas OIEHKAa MOTOPHOIO
Pa3BHUTHS U OTKIIOHCHHE/COOTBETCTBHE HOPMAJIbHOMY Pa3BUTHIO B MEPICHTHIIAX

Hlkana Anb0epTa MOTOPHOI0 PA3BUTHS MJIA/ICHLIEB

YHUCJIO/MECAL/TO T
damunus, umMs Hara uccnenosanusi: _/ /
WNnentuduxainoHHbIi HOMEP Hara poxnenus: _ / /

Uccnenosarenn XpoHonoruueckui Bo3pact: _ / /

MecTo npoBeIeHHs HCCIISIOBAHUS CkoppekTupoBaHHbIN Bo3pact:  / /

[IpenmecrByroniue I1yHKTBI, ban no nikane
3aCUUTAaHHBIE 3aCUMTaHHLIE B
MYHKTBI "okHe"
ITonosxeHne Ha KUBOTE
ITonosxeHue Ha CIIMHE
ITocangka
BcraBanmue
OO6muii Oamr: MIEePIICHTUIIb:

[Tpumeuanus/peKoMeH1auH:
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LLkana oueHkun MOTOPHOrIo pa3sBuTnuda y mnageHues

N wuccnenoBanusa

[Tonoxenue nexa Ha xusote (1)
dusnosoruyeckas baekcus.
[ToBopauuBaer TOJIOBY TUIst
OTBEJICHUS HOCA OT TIOBEPXHOCTH.

[Tonoxenue nexa Ha )xuBOTE (2)
CHUMMETPUYHO TNOJHUMAET TOJIOBY
noa yraom 45°. He cnocoben
yIIepKUBATh TOJIOBY Ha OJHON JIMHUA
C TYJIOBUILEM.

[TosioxkeHne Ha )KMBOTE C ONIOPOU
JlokTn HaxoAsATCA mo3aau Iied. bes
MNOAACPKKU IMOAHUMACT TOJIOBY IIOJ
yriom 45°.

Onopa Ha npeamiedbs (1)
[logHuMaeT W ynepKUBaeT TOJIOBY
mon yriom Oonee 45°. Jloktn Ha
OJHOW JIMHMM ¢ Iuleyamu. ['pyanHas
KJIETKA pa3MeIaeTcs o UEeHTPY.

[ToaBIWKHOCTH B  TOJIOKEHHWH Ha
KHUBOTE

[TogHrMaeT ToJOBY MOA YIJIOM 0
90°. HekoHTpoJIpyeMbIE€ TOMBITKA
nepeHoca Beca.

Ornopa Ha npearieybs (2)

JIokTH HaxoIATCS Tepea IUICYaMHU.
AKTHBHOE HOTSITUBAHHE
0I00POIKA C BBITSATHBAHUEM IIICH.

Ilonoxxenune Ha
JKUBOTE
Ilomoxenue Ha
CIIMHE

ITonoxenue nexa Ha crimae (1)
dusnonoruueckast duekcusi.
[ToBOPOT TOJIOBBI; MOJHOCUT POT K
pyke. becropsnounble  JIBHKCHUS
pYKaMH M HOTaMH.

[Tonoxenue nexa Ha criuHe (2)
IToBOpPOT roNOBBI K CPEAHEN JIMHUM.
HeoOs3aTenpHblii  aCUMMETPUYHBIN
HIEHHBIH ~ TOHWYECKUH  pediexc
(ALLITP).

[Tonoxenune nexa Ha ciHe (3)
T'omoBa Ha OJHOW  JIMHUM C
TYJIOBUIIIEM.

JlBuraer pykamu, HO He crmocoOeH
MOJHECTH PYKU K CpEHEN JTMHUU.
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[Tonoxenue nexa Ha ciuue (4)
AKTUBHOCTh crubareneii 1mem ¢
MOATATUBAHUEM o I00POIKA.
ITopHOCHT pyKH K CpeHEN JIMHUU.

[TogHeceHnue pyk K KOJIEHIM
[Moarsrusanue mondopoaka. JJocraer
pykamMu A0 KoJieHel. AKTHBHOCTb
OPIOIIHBIX MBIIIILI.

ITocanka

ITocaaka ¢ moanepkKou

IlonHumMaer ©  KpaTKOBPEMEHHO
YAEP>KUBAET TOJIOBY HA OJHOU JIMHUU
C TYJIOBUIIEM.

ITocaaka ¢ onopoit Ha pyku

YV nepuBaeT roJioBy Ha OJTHOW JIMHUHU
¢ TynoBumeMm. KpaTkoBpeMeHHO
OTIUPAETCS HA PYKH.

IToaTsaruBaHue B cUAsS4YEE MOJIOKEHUE
[ToaTsruBaeT moa00POIOK; TOJIOBA HA
OHOW JIMHUM C TYJOBHUIIEM WU
BIIEPE/IH.

Bcrasanne

Ornopa Ha HorH ¢ oanepx ko (1)
Bo3MoxxHO TIOTIepeMeHHOe crubaHue
B Ta300CIPCHHOM U  KOJECHHOM
CycTaBax.
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Onopa Ha HOTH ¢ OAJEPKKOH (2)
‘ T'onoBa Ha oAHOW JMHUH C
TYJIOBUILIEM. benmpa  maxomsTcs
y g no3aau TJIed. PaznooOpa3zHbie
-
1% JIBUKCHUST HOTaMH.
-
Omnopa Ha BBITSAHYTHIC PYKH [TepekatpiBanue u3 noJioxkenus | [ImaBanue
Ha JKMBOTC B TIOJIOXKEHHE Ha
criiHe 0e3 MoBOpOTa
f\
A ‘ i L & 4 ' >
o \ v &
N . m N N
<™ > #
Pyku BBITSIHYTHI. | JIBUXKEHHE nanuupyercs | [larrepu AKTUBHOCTH
[TonrsruBanue moaO0OpOKa C |TOJI0BOM. TylOBHINE ABMKETCS | pasrudaTesei.

MOABEMOM TPYIAHOM  KIIETKH.
BboxoBoli nepeHoc Beca.

KakK OJIHO IIEJIOE.

[TonbiTka  moTsiHyThea g0 | [lepeBopoT IlepekaTpiBaHME U3 MOJOKEHUS
mpenMera M3 ymopa  Ha Ha JKMBOTE B IIOJIOKEHUE Ha
Mpearieybs CIIUHE C TIOBOPOTOM
. ( J
< o\ '

- /

AKTUBHBI TIEpEeHOC Beca C

OHOH CTOPOHBI.
KonTtponupyemas IMOMBITKA
JNOTSHYTbCS IO npeaMeTa

CBOOOIHOM PYKOIA.

IlepeBopoOTHI.
JIBU>KEHUS pYK U HOT.
BokoBast nexcus Tynoswuia.

HOBOpOT TYJIOBUIIA

Ilonoxxenue Ha YCTBCPCHbKAX

1)

ITogHecenue pyk K CTYIIHAM

[TepexaTbiBaHue U3 MOJOKEHUS
HA COUHE B TIOJIOKEHHE Ha
JKUBOTE 0€3 MOBOPOTa
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-t vyl
Horu COTHYTBI, OTBCIACHBI U Cnocoben YACPKUBATL HOTHU B BokoBoe BBITIPAMIICHUC

MOBEPHYTEI KHapy»KH.
[TosicHnuHbII JIOPI03.
VY nepKuBaeT noJI0KEHHE.

cpenHeM MIOJIOKEHHUH.
[IpucyrcTByeT nmOABMKHOCTH B
Ta30BOM OTZEIIE.

TOJIOBBEI. TYJ'IOBI/IHIG IBUXECTCA
KakK OJIHO IIEJIOE.

HepeKaTI)IBaHl/Ie H3 IIOJIOKECHUA
Ha CIIMHE B TIOJIOKCHHEC Ha
KHUBOTEC C ITOBOPOTOM

AKTHBHOE BBITATHBaHHE

[Tocanka 6e3 moIep KU

[ToBopoT TysmoBUIIA.

BriTsarusaercs,
HOTaMH.

OTTAJIKHBaCh

[IpuBenenue JIOIIATOK u
pasrubanue mied. He cnocoben
yIepKaTh MOJI0KEHHUE.

[Tocanka ¢ onopoii Ha pyku

[Tocagka 6e3 momuaepxku 0e3
OTIOPBI HA PYKH

Ilepenoc Beca B TIOJIOKEHHH
cus 6e3 Mo IePIKKH

BriTsruBanue IPYIHOTO
oTzena MO3BOHOYHHKA.
JIBuKeHus TOJIOBBI,
HE3aBHCHMBIE OT TYJIOBHIIA;
OTMHpaeTcsi Ha  BBITAHYTHIE
PYKH.

He MoxeTr ocraBaThCs OOUH B
CHOAYEM IMOJIOKCHHUHU
HCOTPpaHNYCHHOC BPEMI.

Ilepenoc Beca Bmepen, Haszazg
uim B cTopoHbl. He wMoxer
OCTaBaThCid OJHMH B CHIIYEM
IMOJIOKEHUH.

Ilocanka 6e3 omopsl Ha PyKH

)

10
MOBOPOTOM B

IlompiTKa AOTAHYTBHCA
npeamMera ¢

BcraBanue ¢ nogaepxkoii (3)
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MOJIOKEHUU CUAS

Y

~ -

Pykn He mnpmxarel Kk Temy.
Crioco0eH urpatb ¢ UrpyuIKkoi.
MoseTr ocTaBaThCsI OJWH B
CU/ITYEM TIOJIOKEHUU.

Cuaur
Tanercs K

CaMOCTOSITEIIBHO.
WTpyIIKE €

IMOBOPOTOM TYJIOBHUILA.

benpa wHaxomsaTcs HaA JMHHUMA
wied. AKTUBHBIH  KOHTPOJb
TYJIOBHIIIA. PaznooOpaznbie
NBIDKEHUS HOTaMH.

[Tonoxxenne nexxa Ha OOKy C
OTOpoit

PenunpokHoe noJyzanue

[lepemenienre W3 MOJIOKEHUS
Ha '—ICTBepeHLKaX B ITOJIOKCHUC
cuasa nin HOJ'IyCI/I)ISI

- * e
L w
\ ¢
sl
Pazo6uieHHocTs HOT. | Penunpokueie nBwkeHus pyk u |llepemeniaerca B naHHOE
HenonswkHOCTB IUIEY. | HOT C IOBOPOTOM TYJIOBMINA. | IOJIOKEHUE U U3 HETO.
IToBOpOT B npenenax ocu Tena. Mosxer npUHHMATh CcUAAYEE
II0JIO’KECHHUE.
Penumnpoxknoe moissanne Ha|llombiTka — noraHyrbes o |IlonokeHne Ha 4YeTBEpeHBKAx
yeTBepeHbKax (1) npeamera w3 ymopa  Ha|(2)
BBITSIHYTYIO PYKY
7 ‘ “’ ’ 3 ‘.
‘- .J‘ h\
J O
4 ;\;!
Horu orBenensl u nosepHyTHI | TstHETCS K npeaMery | benpa BBIPOBHEHBI IIOJ Ta3oM.
KHapy»XH. IlosicHnuHBI | BBITAHYTON pyko#. IloBopot | Yinoiienue MOSICHUYHOTO
JIOPJ103; IIEPEHOC Beca ¢ OJHOM | TYJIOBMILA. OTAeIIA.

CTOPOHBI Ha JAPYT'YIO ¢ OOKOBOM
¢riexcuelt TyIoBHIIA.

Ctpanuua 33 us 44


http://disuria.ru/

KnuHnyeckne pekomeHgauum — bonesHb Nomne — 2019-2020-2021 (23.01.2023) — YTBepxaeHsl MuHsgpasom PO

MoudunupoBanHoe
MOJIOKEHHE Ha YeTBEPEHbKaX

[IepemenieHne w3 MOJIOKEHUS
CHJA B IIOJIOKCHHUC Ha XKUBOTC

[lepemenieHne ©3 MOJIOKEHUS
CUaA Ha YCTBCPCHBKU

[Tepememaercss B nmanHoe |l[lepemerniaercst U3 MOJOKeHUS | AKTUBHO — TIOJIHUMAaeT  Tas,
ITOJIOXKEHUE. Bo3moxHO | cuag, 4TOOBI Jieuyb Ha JKMBOT. | ITOJUIBI M HEHArpyXeHHYIO
MIPOJIBUKEHHE BIIEPE. [loarsruBaercss pykamu, HOTHM|HOTY, 4TOObl  BCTaTb  Ha
HEAKTUBHBI. YETBEPEHBKH.
CaMocTOATENBPHOE CTOSIHHE [IepBble marn BcraBanue u3
MO U (UIIMPOBAHHOTO

IMOJIOKCHH Ha KOPTOYKaAX

';\ Y= i »
- -’ ; -
D B
\
- -—
it -

B Teuenue KOPOTKOIro Bp€MECHU XO,Z[I/IT CaMOCTOATECIIBHO, HepCMCH_IaeTCH N3 II0JOXKCHUS
CTOUT CaMOCTOATCIIBHO. | ICPECABUTACTCA 6BICTpO Ha KOPTOYKax B IIOJOKCHHUC

ypaBHOBCI_HI/IBaeT pC€aknuu B
CTYITHAX.

MCJIKMMHU 1IaraMu.

CTOS c KOHTPOJIUPYEMOM
diekcueid W BBIIPSIMIICHUEM
Oenep M KOJICHEH.

BcraBanue u3 OIIOPHI
YCThIPC KOHCYHOCTH

Ha

CamocTosITeIEHOE XO0XIACHUC

CI/I,I[CHI/IG Ha KOPTOYKax

-

ELICTpO OTTAJIKNBACTCA

XOIUT CaMOCTOSTEILHO.

COXpaH}ICT IIOJIOKCHHUC,
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JAJI0HSIMH, YTOOBI BCTATD. ypPaBHOBEIINBAs ~ PEaKIUH B
CTYITHSIX u HOJIOXKEHHE
TYJIOBHIIA.

ITocanka 6e3 omopel Ha pyku |[loarsruBaercs i BcraBauus | [loarsruBaercs TSt

2 C OTOpOii BCTAaBaHUS/CTOUT

f ;
3 | 3
[Tonoxxenne Hor Bapwupyer. |OTTankuBaercs pykamu  u | [loararuBaercsi, 9ToOBl BCTaTh;

Mianeunen
nepeMeniaeTcss 3
MTOJIOXKEHUS B IPYTOe€.

JIETKO
OIHOTO

BBIIIPAMITACT KOJICHHU.

MEPEHOCUT BEC C  OJHOM

CTOPOHBI Ha JIPYTYIO

BcraBanne ¢ omopoir ¢ |Xoxaenue ¢ omopoi  0e3|[lomokeHne Ha OJHOM KOJICHE
MMOBOPOTOM MOBOPOTA
- ", - “_ -
L= i P
» -4 e
-t —
-
b
( ’ 5
1
[ToBopoT TynoBuIIA U Ta3a. XoauT ¢ omopoil B OokoBOM | MOKeT BCTaBaTh IR
HaIpaBjIeHUHU O0e3 TOBOPOTA. nepemMeniaThes B aHHOE
[IOJIOKEHHE.
KouTtponupyemoe omyckanue | Penunpoknoe mon3aHue Ha| XO0XKJAEHHE C  OMNOpoOMl ¢

M3 ITOJIOKCHHUA CTOA

YyeTBepeHbKax (2)

IMIOBOPOTOM
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Kontpomupyemoe omnyckanue |IIn1ockuil moOsICHUYHBINA OTEN. | XOAUT C OIOPOH C IOBOPOTOM.
U3 TIOJIOKEHUS CTOS. JBrxercs c IIOBOPOTOM
TYJOBHIIA.

OueHka pesynbTatoB o06GcnegoBaHusi no wkane AnbbGepTta MOTOPHOro
pa3BuTua pebeHka

BenununHbl nepueHTUNEN
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ITpunoxenue I'7
Cuna MbILUL NO LUKarne EpVITaHCKOFO KoMutTeTa MeaANMLUUNHCKUX VICCﬂeAOBaHMﬁ
HaszBanue Ha pycckowm si3bike: bl

OpurunansHoe HazBanue (eciu ectb): RESEARCH COUNCIL SCALE
Ncrounuk (odummansHbId caiT pa3paboTunKoB, MyOnuKamnus ¢ Bamuganuei): van der Ploeg,

R.J.O., Oosterhuis, H.J.G.H. & Reuvekamp, J. Measuring muscle strength J Neurol (1984) 231:
200. https://doi.org/10.1007/BF00313939

Tun (mogyepKkHyTh):
IIIKaJIa OLIEHKU

WHJICKC
BOIIPOCHUK

Apyroe

Haznauenwue: /lanHas mkajia o3BOJISET OLICHUTD:

- CHUTY MICCJIETyeMBIX MBIIII] HA MOMEHT OCMOTpa 10 Oasuiam;

- TMHAMUKY BOBJICUCHHS OIPEICIICHHBIX MBIIII] U IIEJBIX MBIITECYHBIX TPYIIIT,
- CKOPOCTb MPOTPECCUPOBAHUS MUOTIATHYECKOTO TIpoIiecca.

Coneprxanne (1abJIoH): TIKaia MPeCTaBIIsIET MBIIICUYHYIO CHITY B Oajiax
Kirou (nHTEpIpeTalius): 4em BhIiie 0aul, TEM BBIIIE CHUJIA MBIIIII]

Cvna mbiwy no wkane BpVITaHCKOI'O KOMUTeTa MeAULIMHCKUX UccnenoBaHUmN

bann OnpeneneHue CUIbI

Hopmainbhas cuna

CnocoOHOCTh MMOAHUMATb KOHCYHOCTb IIPOTUB HEOOJIBIIIOTO COIMIPOTUBJICHHUA

CnocoOHOCTh IMOAHUMATh KOHEYHOCTh, HO HC ITPOTUB COIIPOTHUBIICHUSA

Z[BI/I}KGHI/IX TOJIBKO B FOpHBOHTaHBHOﬁ IIJIOCKOCTH

Cnaboe cokpaleHle MBbIIIIIL

O, INWi~ Ol

JIBUKEHHS OTCYTCTBYIOT

[Tpunoxenue '8
6MWT — TecT 6-MMHYTHOMN XO4bLObI
Hassaunue na PYCCKOM A3BIKE: TECT 6'MI/IHYTHOI71 XOI[L6LI

OpuruHansHoe Ha3zBanue (ecnu ecth): The six minute walking test (6MWT)
Hctounuk (odunmanpHbelii caliT pa3paboTUMKOB, MyOnuKaius ¢ Banuaanueil): Laboratories,

A.T.S.C.0.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 (IOOUEPKHYTH) :
mKajia OLIeHKU
VHOEKC

BOIIPOCHUK

opyroe
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Ha3nauenue: ompezeneHne BBIHOCIMBOCTU MAIMEHTOB C LENbIO OLEHKH 3(PPEKTHBHOCTH
Tepanuu

Conepxanue (mabnoH): B Tecte olleHMBaeTCs MUCTaHIUS B METPax, MPOHACHHAS MAIIIEHTOM
3a 6 MHUHYT 0e3 BBIHYXXACHHBIX OCTaHOBOK.

Kirou (mHTEpIpeTanys): IpoBOAUTCS CPAaBHEHHE C PE3YJIbTATAMU TECTA, IPOBEJICHHOTO paHee
(1o navana tepanuu, Ha GOHE TEpANUU U T.1.).

6MWT — TecT 6-MMHYTHOM X0AbOLI (6 minutes walking test, 6MWT)

Cnenyer TOMHUTH, 4YTO JJsi JIAHHOTO TeCTa WMEIOTCS Cleaylolue abCoTI0THBIE
MPOTUBOTIOKA3aHMS: HECTAOUIIbHAS CTEHOKAPIMS HampsDKeHUs W MHGApPKT MUOKapAa, JaBHOCTHIO
1o 1 mecsama. OTHOcUTENbHBIMU MpoTHUBOTIOKa3aHusIMU siBisitoTcs: YCC Beimie 120/MuH B TIOKOE,
cucrtommmueckoe AJl > 180 mm pr. cT. u amactonmueckoe AJ[ > 100 mm pr. cT. CrabunbHas
CTEHOKapAMs HE sBIACTCS aOCOIIOTHBIM MPOTHUBOIIOKA3aHWEM ISl TPOBEICHUS TECTA, OJTHAKO €ro
ClelyeT TPOBOJUTH C OCTOPOKHOCTHIO, Ha (OHE MpHUeMa aHTUAHTMHAJIBHBIX IMPENnapaTroB IO
MMOKa3aHUsM.

Ecnn manueHT HaXOOuTCS Ha NOCTOSHHOW KHCIOPOJHOM MOJJIEPKKE, CKOPOCTh IOJAa4H
KHCJIOPOJIa TIPH MPOBEJICHUN TECTa JIOJDKHA COXPAHATHCS B COOTBETCTBHH C MPEANHCAHUEM Bpaya,
Ha3HAYMBIIIETO ¥ KOHTPOJIUPYIOIIETO TePaIHIO.

[IpoBenenune Tecta HEOOXOIMMO HEMEICHHO MTPEKPATUTh B CTy4yae MOSBICHUS:

1. bonu B rpyau;

2. HenepeHOCHMO#1 OJIBIIIKY;

3. Kpamnu B Horax;

4. Pe3koil HEYCTOMYHMBOCTH | MOIIATBIBAaHUS TIPH XOAb0€;

5. Upe3amMepHOro moTOOTACICHHUS;

6. Pe3koro n3amMeHeHus 1BETa KOKHBIX TIOKPOBOB (OJIETHOCTH).

6MWT mnpoBoauTCs B MOMEIIEHUH, XOPOIIO 3HAKOMOM MAalMEHTY, UMEIOMIEM J0CTATOYHO
JUITMHHBIA KOPHJIOP C TBEPJbIM TMOKPBITHEM. J[JIMHA MPOXOJUMOTO IMYTH JOJDKHA COCTAaBJISATH HE
MeHee 30 MeTpOB ¢ pa3METKOM Kaxkaple 3 METpa, a TaAKKe TOUYKaMH TIOBOPOTOB/Pa3BOPOTOB.

[TanmeHT TOJIydaeT WHCTPYKIMIO O HEOOXOJAMMOCTH HATH C MaKCUMAaJbHO BO3MOXKHOU
CKOPOCTBIO (HO HE OeXaTh) B TCUCHHE 6 MUHYT.

B Ttecte omeHuBaeTcs DUCTaHIMSA B METpax, NMPOWJEHHAs IMallUEHTOM 3a 6 MHUHYT 0e3
BBIHY)KJICHHBIX OCTaHOBOK.

[Tpunoxenue I'9
OnpocHUK KayecTBa XU3HU SF-36

Ha3zBanue Ha pycckoM si3bike: ONMpOCHUK KauecTBa xU3HU SF-36

OpurunansHoe Ha3zBanue (ecnu ecth): "SF-36 Health Status Survey™

Hctounuk (oduuuanbHbelii caiT pa3paboTunkoB, myOnukanus c Banupanueit): 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 (moauepKHyTH):

- IIKaJIa OLIEHKH

- UHJIEKC

. BOIIPOCHHK
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- ipyroe (YyTOUHHUTB):
Haznauenue: SF-36 oTHOCHTCS K HeCHEIU(PHUECKHUM OIMPOCHHKAM JUISI OICHKH KaudecTBa

xu3HU. llepeBon Ha pycckuil s3bIK M ampoOanus MeToAWKH Obuta mpoBenaeHa "MHCTHTYTOM
KIIMHUKO-(apMaKOJIOTUIECKUX UCCIIEIOBAHUM".

Conepxanne (mabnoH): 36 TYHKTOB ONPOCHUKA CrPYNIIMPOBAHBI B BOCEMb MIKAI:
¢u3nveckoe (QYHKIMOHUPOBAHHE, pOJIEBas JEATEIBHOCTh, TelecHass 00Jb, oOlImiee 370poBbE,
KHU3HECTIOCOOHOCTD, COIMAIbHOE (DYHKIIMOHMUPOBAHNE, SMOLMOHAIBHOE COCTOSIHUE U IICUXUIECKOE
3nopoBse. [lokazaTenu ka0l mkansl BappupytoT Mexay 0 u 100, roe 100 nmpencraBisieT moaHoOe
3/10pOBbE, BCE IIKaJIbl (POPMUPYIOT BA IOKA3aTENs: AyILIEBHOE U (PU3UUECKOE OJIaronoyyyue.

Kmtou (uHTepnperanmsi): PesymbraTel NpeacTaBIsIIOTCS B BUIE OICHOK B Oammax mo 8
IIKajaM, COCTaBJIIEHHBIX TaKUM 00pa3oM, uTo 0oJiee BbICOKasl OLIEHKA yKa3bIBaeT Ha 00Jiee BHICOKUM
yposeHs KIK.

Onpocuuk kavecrsa xu3nu SF-36

JlaHHBII ONPOCHUK paccMarpuBaeT Bame oTHomenwe k Bamemy 370pOBbIO Ha JaHHBIN
MOMEHT W B TeueHHWe 4 TmociueaHuX Henenb. Mbl XoTenu Obl MOJYyYuTh 0OoJiee TMOJHOE
MpEeACTaBICHUE O TOM, Kak Bwl dyBcTByeTe cebs, HACKOJIBKO XopoIlno Bbl crmpasiserech ¢
BBITIOJTHEHUEM TTOBCEIHEBHBIX JCHCTBUU M 4TO BBl mymaere mo moBoay Barero coOCTBEHHOTO
310pPOBBSL.

B nanHom onpocHuke moJ cIoBOM '"310poBbe" monpazymeBaercs Baiie coctosHrE 310pOBbS
B 1enoM. Takum oOpa3oMm, JaHHBIA TEPMHUH KacaeTcsi HE TOJIBKO AacTeKTOB, HEMOCPEICTBEHHO
CBsI3aHHBIX ¢ Oose3Hbto [Tomrie, HO u Bamrero o0rero caMo4yBCTBHS.

OTBeThTE, MOXKATYHCTa, HA BCE BOIMPOCHI, BbIOUpAsl TOJBKO MO OJHOMY OTBETY Ha KaXJblil
Borpoc. [lokanyiicTa, BbIOMpaiiTe OTBETHI, HAWIY4YIIUM OOpa3oM COOTBETCTBYIoImKE Bammm
cobcTBeHHBIM omymieHusM. Ecnu Bbel He yBepeHbl, kakoil oTBeT Bam crmemyer BBIOpath,
MoKaJyicTa, BbIOepuTe Hambosee MOIXOISAIINN U3 BO3MOXKHBIX OTBeTOB. Hampumep: st oTBera
Ha Bompoc 3 Bbpl MoxeTe BBIOMpaTh MEXAy 'mMa, CHJIBHO oOrpaHWYMBacT", '"mda, YacTHYHO
orpannuuBaer”" u "HeT, coBceM He orpanuumBact". OmgHako, Bel Bo3M0OKHO coBceM (OoJibie) HE
MO>KET€ BBINIOJHATH HEKOTOpPbIE AeicTBUA. B mopobHbIx cinyyasx Bam crnexyer BbIOpath Hudpy B
KOJIOHKE "/a, CHJIbHO OrpaHuyeH".

1. Bbl Mornu Obl OIIEHUTH CBOE OOIIIEEe COCTOSIHUE 37J0POBBS KaK:
1 = npeBocxoHOE

2 = 04eHb Xopolee

3 = xopoliee

4 = yI0BJIETBOPUTEIBHOE

5 = moxoe

2. Ilo cpaBHeHHIO ¢ Bamum o0muM COCTOSIHHEM 3JI0POBBS T'OJl Ha3aj, Kak Bel oleHMBaeTe
€ro Ha JaHHBIH MOMEHT?

1 = Ha JaHHBII MOMEHT 3HAYUTENHHO Jy4Ille, YeM I'oJ1 Ha3al

2 = Ha TaHHBIH MOMEHT B HEKOTOPOU CTENEeHH Ty4lle (HEMHOTO Jy4Ille), YeM TOJ Ha3al

3 = MpaKTUYECKH TaKOe ke, KaK TOJ Ha3al

4 = Ha JaHHBIM MOMEHT HEMHOTO XYK€, UeM roJi Ha3aj

5 = Ha JaHHBII MOMEHT 3HAYUTETIBHO XY)KE, YeM T0J1 Ha3a]]

3. BOHpOCLI HIDKE KacaloTCs BBINOJHEHUS Bamu MPUBBIYHBIX ITOBCCOAHCBHBIX JIENCTBHI.
OPpaHI/I‘{I/IBaCT 11 Bac Ha naHHBIM MOMeHT Baiie 3J0POBBC B BBITIOJIHCHUN YKA3daHHBIX ,Z[CflCTBPIfI?
Ecau Jda, TO HaCKOJIBKO CHIIBHO?
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a, cunbHO
OIrpaHNn4YrBacT

[Ha, yactuuHo
OIrpaHN4YrBacCT

Hert, coBcem He
OIrpaHUYUBAET

JleiicTBusi, TpeOyromme BBICOKMX 3aTpar
SHEPIruM, TaKue Kak Oer, MOAbEM TSDHKEIbIX
MPEIMETOB, 3aHATUA CIIOPTUBHBIMHU
Harpy3kKamu

JleticTBusi, TpeOyromne YMEpPEHHBIX 3aTpaT
SHEpPruM, TAKUE KakK IEpeIBUKEHUE CTOJa,
TOJIKAHUE IbUIECOCA, UIpa B OOYIMHI WU
roJbd

HO)I’I)GM HJIN IIEPCHOC MMAKECTOB C MPOAYKTaMU

[Toxbem BBEpX Ha HECKOJIBKO ATaXeu

[Tonbem BBEpX HA OJUH 3TAXK

Harubanusi, omyckaHue Ha KOJE€HU WIH
HAKJIOHBI BHU3

[Iporynka memkom Ha paccTosiHue OO0JbIIe
1,5 xm

[Mporynka memkoM Ha paccrossaue 500-800
METPOB

[Iporynka memKOM Ha pPAacCTOSIHHE CTO
METpPOB

4. B TeueHue mocieaHUX 4 HENENb CTAIKUBAIUCH JU BBl ¢ KaKUMH-IIHOO M3 CIEAYIOIINX
po6JieM B paboTe MU TIOBCEHEBHOM IEATEIILHOCTH B CBsI3U ¢ BamuM pusudeckum 310poBrem?

a. | Bel mpoBenu MeHbIIE BpeMEeHH 3a Pab0OTOM WK APYTUMH JeTIaMU Ha Her

b. | BslI caenany MeHbIIE, YEM XOTEIH ObI Ha Her
Bel He cMmorim BBIMONMHATH paboTy wuiau Apyrue jaewctsus | la Her
OTIPEJIeIEHHOTO PoJia

d. |Bbl CTOJKHYJIUCH C TPYAHOCTSMH IPH BBINOJHEHHH Pa0bOThl wiH | [la Her
Opyrux JedcTBui (Hampumep, Bam mnpunuioch 3arpauuBarth
JIOTIOTHUTEJIbHBIC YCUITHS)

5. B Teuenue mocieaHUX 4 HEJienb CTaJIKUBAIUCh JU BEI ¢ KaKUMH-TH00 u3 CJICAYIOMIUX
HpO6J'IeM B pa60Te U1 HOBCCHHCBHOﬁ JEATEIIPHOCTH B CBSA3M C BammM >SMOLMOHAIBHBIM

COCTOSTHUEM (HaIpUMep, B CBSI3U C JICTIPECCUEl WK TPEBOTOM)?

a. | Bl mpoBenu MeHblIe BpeMEHH 3a pabOTON WM IpYTUMU AeTaMU Ha Her

b. |BbI cenany MeHbIIE, YEM XOTEIH OBl JHa Hert
Bbl He cMoriM BBINOJIHUTH pabOTy MM Apyrue aeictBus Tak xe |[la Her
TIIATEJIbHO, KaK OOBIYHO

6. B tcucHue HNOCICIHUX 4 HEJeIb B KakoW cremeHu Baiie (I)I/I3I/I‘-ICCKOC 3J0pPOBLC WA
OMOIHUOHAIIBHOC COCTOAHUC 3aTPYAHAIO ITPOBCACHNC Bamu aocyra C CCMLCﬁ, APY3biAMHU, COCCAAMU

WM IPYTUMH TPYIIaMu?
1 = coBceM HET
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2 = He3HAYUTEJILHO

3 = yMepeHHO

4 = 3HaYUTEIHLHO

5 = B BBICIICH CTCIICHH

7. HackoJIbKO MHTEHCUBHYIO (pu3nueckyro 00yib Bbl uchbIThIBaNM 3a mocineanue 4 Heaenu?

(Jtoxanu3anus 6011 HE UMEET 3HAYEHUS)

1 = BOOOI1E HE UCIIBITHIBA
2 = OYEHb JIETKYIO

3 = J1erKyto
4 = yMepeHHYIO
5 = CHUJIbHYIO

6 = 04EeHb CHIBHYIO

8. B teuenue nocneaHux 4 HeNeNb B KaKOW cTeneHW OOJb 3aTpy[HsUIa BblNoJHeHHE Bamu

MIPUBBIYHON pabOTHI (B TOM 4Mcie padOThl BHE MOMEIIEHUS U JOMAIIHUX J1e1)?

(Jtoxanmm3arus 6011 HE UMEET 3HAYEHUS)
1 = coBcem HeET

2 = He3HAYMTEIIFHO

3 = yMepeHHO

4 = 3HAYUTEIHHO

5 = B BBICIICH CTEIICHHN

9. Bompocsl HmWKe KacaroTcsi Barero caMo4yBCTBHUSI M OOIIIETO COCTOSIHHS 3a TMocieanue 4

Henenu. [lo kaxxmoMy BOmMpocCy JaiTe OJMH OTBET, HAWIy4IIMM oOpa3oM oTpaxkaromui Barie
caMmouyBcTBHE. Kakyro yacTh BpeMeHHU 3a nociaeaHue 4 Helenu:

Bcerna | Iloutn | Yacto | Muorma | Penxko | Hukornma
BCerma

Bbl uyBcTBOBaymM cebOsi TOJIHBIM
KU3HU?

Brb1 HepBHUUanu?

Bbl HaxomnKch B TAKOM YHBIHUH,
YTO HUYTO HE MOTJIO MOJHATH Bam
HacTpoeHue?

Bbl wyBcTBOBaNIM MUP U OKON?

Bb1 Obu1H TOJTHEI 3HEprUn?

Bbl uyBcTBOBanM cebst ynmaBIIMM
JyXOM U T10/1aBJI€HHBIM?

Ber YyBCTBOBAJIN celst
U3MOTaHHBIM?
Ber qyBCTBOBAJIN celst

CUYACTIIMBBIM YEJIOBEKOM?

Bb1 uyBcTBOBaNIN ce0st ycTaBIIUM?

10. B Teuenue nocnennux 4 Heaenb KaKylo 4yacTh BpeMeHH Barie ¢usuueckoe 370poBbEe WIN

SMOIMOHAIIBHOE COCTOSIHUE 3aTPYIHSIIO IpoBeieHne Bamu nocyra (Hampumep, noceueHue apy3eu,
POJICTBEHHUKOB H T.JI.)?
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1 = Bcerma
2 =4acTo
3 = yHormga
4 = penko

5 = HuKorjga

11. Hackosnsko BEPHBIM unun HEBEPHbBIM sBnsiercst s Bac xaxpoe w3 yTBEp)KACHUM

HIKE?

AOCOIIOTHO
BEPHO

Ckopee
BEPHO

He 3naro

Ckopee
HEBEPHO

AOCOIIIOTHO
HEBEPHO

Kasketcst, 4yTo s1 60j€€e CKIOHEH K
3a00JIeBaHUSIM, 4YE€M  JIpyrue
JIFO AN

Sl Tak ke 370pOB, Kak JIpyrue
3HAKOMBIE MHE JIIO]IU

A oxupar yXyAUIEHHS CBOETO
310pPOBBSA

Moe 3710poBbE B IPEBOCXOAHOM
COCTOSAHUUN

JlaHHBIN OMPOCHUK pa3pemieH s ucmnoiab3oBanus rpynmnoil IQOLA (MexmyHapoaHbIi

MIPOEKT OIICHKU KayecTBa KU3HN).
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ITpunoxxenune I'10

3abop bMomaTtepmana ansi AUarHOCTUKN B NSATHaX KPOBU

KpoBb cobupaercss Ha CTaHAAPTHYIO KapTOUKY-
¢mwietp (N903), koTOpass NpUMEHSETCS IS
CKpMHHHIa HOBOpOXJIEHHBIX B Pocculickon
@denepauiy UM aHAJIOTMYHYIO Ui MTOJIyYEHUs
CyXoro msiTHa KpoBH. KpoBb MOXeT OBITH Kak
KamwuisipHas (W3 manbla, TMATKH), TakK W
BEHO3Has. BeHo3Has KpoBb coOupaercs B
MpOOUPKY, aKKYpaTHO MEepPEMEIINBAETCS U 3aTEM
OBICTPO C TOMOINBIO TMHIIETKM HAHOCHUTCS Ha
¢unbTp Mo 25-50 MK KpOBM Ha KaxAYIO
BbIJENIEHHYI0 o0OsacTh. HeoOxomumo xoporio
MPOINUTATh BBIJCJICHHYIO 00JIacTh Ha (PUIBTpE
(puc. 1). [IpeanmoutuTensHO coOUpaTh 0OPA3IIHI
nocie enpl yepe3 40 muHyT — 1 yac. Bo3moxHO
TaK)Ke OCYIIECTBUTH 3a00p KPOBH U HATOLIAK.

Ha xaptouke-GpuibTpe 0053aT€TBbHO JOJKHBI
ObITh ueTko ykazanel DPUO, kem U OTKyna
HaIpaBJieH MaIMeHT, 1aTa POXKICHUS U TelIePoH
Jieyarero Bpava (pucyHoK 2).

OOpa3zerr cyxoro ImsTHa KpOBH BKJIAJIIBACTCS B
YUCTBIM KOHBEPT, JUOO B UHCTHIM (aiinl.
Kaprouka-puibTp He MOJDKHA COMPHUKACATHCS C
TPSI3HOM MOBEPXHOCTHIO U C 00pa3amMu JIpyrux
nmarueHToB.  HeoOXomumMoO — MPHIIOKUTh K
oOpasmam UH(POPMHUPOBAHHBIE corJiacusi
MaIMEeHTa WIH €ro 3aKOHHBIX IPEICTaBHTENCH
Ha MPOBEJICHHUE JTA00PATOPHBIX HCCIICIOBAHUI

XXX N

Hi da st Wfra e e il i dnd b A VT, B TV ke
Kanau 20/ NOANOC TR0 NPONUTITE Kpyxxu ¢ ObpaTHON CTOPOHM
He xatahTecs O5.?‘l€?r!, PRONATInMOMN A DO B0

Pucynok 1. OGpazerr mpaBWIHLHOTO HAaHECEHUS
KPOBH Ha KapTOUKY-(QUIBTP

[ Vi \ \ \ ! \
\ I\ I\ I\ I\ !
803 8 202310 000002Q/W001

Xpasums npu +2 - 425 C*

54 6 0010608

SO Naynenta

Aara pompgrus 0313 BIATHA KDOSW Noa
SH0 Bparea

Ny / fopoa / Aapec

E-mail sparea

Tesedor spava

Tecr
[J@atpu [ nowne [ Jrowe [Jmnca [Jino-Git [Jiyso6i-3

[:] Cemermar Cxpyrimmr. NyTawsn

Pucynoxk 2. O6pasen kapTouku-(puiabTpa

Anroputm AencTBMU MeAULIMHCKOro nepcoHana npu B3ATMM ob6pa3LoB KpOBU

- BBIMBITH PYKU (FI/IFI/IeHI/I‘leCKI/Iﬁ ypOBeHL), HAACTh IICPYATKHU,

- BBIMBITh PYKHU NalMeHTa (MATKY peOeHKa, B cilydae, €ClIu KpOBb OepeTcs U3 MATKH);

- MpoTepeTh 001aCTh MPOKAJIBIBAHUS CTEPUIIBHOM candeTkoif, cmoueHHoi 70% cruproM,

IIPOMOKHYTb  CYXOH
CKapu(UKaTOPOM;

CTEpUIIBHOMN

cangeTKoi;

IMMPOKOJIOTH CTCPUIIBHBIM  OJJHOPA30BbIM

- CHATBH NCPBYIO KAIJIFO KPOBU CTCPUIIBHBIM CYXHUM TaMIIOHOM;
- MATKO HaJITaBUTb JIA TTOJTYYCHUA BTOpOﬁ Karii KpOBH;,
- HOPHIIOKUTL TECPICHAUKYIISIPHO TecT-OJIaHK K Karuie KpOBU U MPONUTATL €ro KpPOBBIO
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HACKBO3b;

- aHAJOTMYHBIM 00pa30M HaHECTH Ha TecT-OnaHk 6-8 Kamenb, BUJ MATEH KPOBU JIOJKEH OBITH
OJINHAKOBBIM C 00€UX CTOPOH;

- BBICYHIMTH TECT-OJJAaHK B TOPH30HTAIHFHOM TIOJOKEHHHM Ha YHUCTOH 00€3)KUPEHHOU
IIOBEPXHOCTH HE MeHee 4 4 0e3 NPUMEHEHHUs TEeIJIOBOM 00pabOTKM M MONaJaHusd MPSMBIX
COJIHEYHBIX JIy4eH;

- yIakoBaTh TECT-OJAHKW B YHUCTBHIA KOHBEPT TakUM 00pa3oM, 4YTOObI NSTHA KPOBU HE
COIIPHUKACAJIHCE.

Ocob6eHHOCTU NMpU NHDY3INOHHOU Tepanuu

HekoTopsele nanyeHTsl MOTYT HOJy4aTh HHQY3MOHHYIO TEPaInIo, epeIMBaHNE KOMIIOHEHTOB
KpOBH, YTO MOKET OKa3aTh BIIMSHUE Ha pe3ybTaThl TeCcTOB. Hanmpumep, npu nepennBaHuu Mia3Msl
KpPOBU MOTYT OBITh MOJYYEHBI JIO)KHO-OTPHIATEIbHBIE pPE3YylbTAaThl, TaK KaK OIpeaessieMble
(epMeHTbI HaxoJITCs B IJIa3ME€ U B KJIETKAaX KpOBU. PexkoMeHIyeTcsi OCyleCTBUThH 3a00p KpOBU
st pepmentHort u [JHK-nuarnoctrku He panee yem depes 6-7 nHEH MoOCe MEpeTuBaHus T1a3Mbl
KpoBU U uepe3 7-10 aHel mocie nepeinrBaHus KOMIIOHEHTOB KPOBH.

He nomyckaercs 3a60p kpoBu

- cpa3sy IocJie MpoBeIeHUs NallMeHTy UH(PY3UOHHON Teparnuy;

- cpa3y MocJjie 3aMeHHOT0 IIepeIuBaHus KPOBH.

XpaHeHue n TpaHcnopTUpoBKa bMomatepuana

OO0pa31bl BBICYIIEHHBIX MSTEH KPOBU MOKHO XPaHUTh B OOBIYHON Kamepe XOJIOIUIbHUKA TPU
+40 °C no otnpaBku. Cpok XpaHEHHs 0 MOMEHTa OTIIPABKU HE JIOJKEH MpeBblath 7 qHer. Eciu
XpaHUTh JIOJIbIIIE U TIpU OoJiee BBHICOKOW TemrepaType, TO aKTUBHOCTh (pepMEHTa Jla)ke B HOpME
MOXKET CHH)KAThCS, YTO MPUBEET K JIOKHO-TIOJIOKUTEIbHBIM PE3YJIbTaTaM.

Hogeie, uznannbie B 2020-2024 rr. u ourmanbHo yrBepKAEHHBIE MuH3IpaBoM PO,
KIMHUYECKHE PEKOMEHIAIH (PYKOBOJICTBA, IPOTOKOJIBI JICUCHHS) — HA HAIIIEM CaiTe.
WHTEepHeT-CChUIKA:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly lechenija/54.

Ecnu rie-To keM-To TaHHBIN JOKYMEHT OBbLI paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
MTOMOJKET BaM OBICTPO MEPEHTH O CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJIUTCS dTa CChLIKA.
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