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KiroueBsble ciioBa

Anrmoko3uasa anbda,
Anbda-riroko3uaasa;

bones3us Ilomme;

bonesus [lomIie ¢ mo3HMM HaYaIoM;
l'uneprpoduyeckas KapIUOMUOTIATHUS;
I'muxorenos |l Tuna;

Kapaunomeranus;

Kucnas anbda-rimoko3unasa,;

Kucnas manprasa;
Kpearundochoknnasa;

JInzocoMHble 00JIE3HN HAKOILICHUS,
Mertabonmueckuii 1eQexT;

Muomnartus;

Munanenueckas hopma 60se3nm [Tomrre;
Hapy1ienne moABM>KHOCTH B CyCTaBax, 00yCIIOBIIGHHOE aCENTHYCCKIM HEKPO30M;
Opranomeranus;

Opdannbie 3a001cBaHS,
[TaTtonoruyeckue mepeoMsl,
[TosicHO-KOHEYHOCTHAS MBIIIICYHAS] TUCTPOUS;
PexoMOnHaHTHAS O-TJTIOKO3H/1a3a;

q)epMeHTHafl 3aMCCTHUTCIIbHAA TCPAIInuAd



Cnmcok cokpameHui

DBS — dry blood spot (cyxoe nsatHo KpoBH)

NT-proBNP — N-terminal prohormone of brain natriuretic peptide (Mo3roBoii HaTpuilypeTHdYeCKHii
ropMoH (N-KOHIIeBO#T (aMUHOTEPMAaIIbHBI ) TIPOTICTITHT))
AJIT — anannHaMuHOTpaHChepasza

ACT — acnapraramuHoTpaHchepasa

BIT — 60ne3ub [Tomme

BIIITH — Gone3ns [lomrie ¢ mo3qHuM HavaioM

KKT — xkeny104HO-KHUIIEYHBIN TPAKT

KAT - Kucnas ansha-riroko3umgasza

KT — xommnbroTepHas Tomorpadus

K®K - kpeatnadocdoknnaza

JIALI" — nakraTaeruaporeHasa

MBII — mnanenyeckas Gpopma 6ome3ru [lomme

MPT — marautope3oHaHcHas ToMorpadus

OPUT — otnenenne peaHMMallui U THTEHCUBHOM Tepanuu
TMC — TanaeMHas Macc-ClIEKTPOMETPHUS

V31 — ynbTpa3ByKOBO€ HCCIIEJOBAaHUE

OB/l - dyHKIUS BHEIIHETO AbIXaHUS

O3T — depmenTHas 3aMeCTUTENIbHAS TepaTUs

OKI" — sanexTpokapanorpadus

OHMI - sanektpoHeiipomuorpadus

Ox0KTI" - sxokapauorpadus

IMHC — uentpanpHas HEpBHAs cUCTEMA



TepMuHbI U onpeaeIeHUs

JInzocomMHble 00JIe3HH HAKOILUIEHHSI — TpyNNa peIKUX TeHETUYeCKuX 3abosieBaHMUiA,

BBI3BAHHBIX HApyIIEHUEM (DYHKIIUHU JTHU30COMAIbHBIX (PEPMEHTOB U BHYTPUKIETOUHBIM HAKOIJIEHUEM
cyOcTpaTa, 4To B JAJIbHEHIIIEM MPUBOIUT K Pa3peIICHUIO KJIETOK U TKaHEH.

MepMeHTHASL _ 3aMeCTUTEIbHASl __Tepamus — CII0c00 MCIUKaAMCHTO3HOI'O  JICUCHMA,

HaHpaBJ’IGHHBIfI Ha BOCIIOJJHCHHC T'CHCTHUYCCKU O6YCJ'IOBJ'ICHHOFO nedmuma cbepMeHTa B OpPraHusme
nanueHTa NyT€M BBECACHUA NCKYCCTBCHHO-CUHTE3UPOBAHHOI'O (bepMeHTa.

Cyxue mnsatHa kpoBu (dry blood spot, DBS) — B paMkax JaHHBIX PEKOMCHIALUIA

OMOJIOTMYECKHA Marepuall, TOJNyYCHHBId IIyTeM HaHECEHHWs Kallli KPOBH Ha CHEIHAIBHO
MOJITOTOBJICHHYIO  (PHIIBTPOBAIbHYIO Oymary, ¢ IeJbl0 JATbHEHIIEro MCCISIOBAHMS aKTHBHOCTH
dbepmenta anbda-L-ugyponnassl.

Macc-cneKTpoMeTpusi - METOJ UCCIIEA0BaHUS BCIICCTBA, OCHOBaHHBLIA Ha OIIpCACIICHUN

OTHOIICHUS MACCHI K 3apsy MOHOB, OOpa3ylOIIUXCs IPU MOHU3AIMH MTPEICTABIISIONINX HHTEPEC
KOMITOHEHTOB NpoObl. [Ipu TaHIEMHOI MacCc-CIEKTPOMETPUHU UCIOJIb3YIOTCS MaCcC-CIIEKTPOMETPHI C
JBYMsI aHaJIM3aTOPaMHU.

JeKTpoHelipomuorpadus - MECTO 3J'IeKTpI/ILIeCKOI71 3aM1CH MBIIICYHON AKTHUBHOCTH, KOTOpas

IMOMOracT B JUArHOCTUKE HCPBHO-MBIIICYHBIX 32160J'I€B21HI/H71, BIIMAOIIMUX HA HepI/I(i)epI/I‘-IeCKI/Ie HCPBEIL.
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1. KpaTkas nngopmanus

1.1 Onpenenenne
bonesns ITomne (BIT), Takke mmpoko m3BecTHas Kak riaukoreHo3 Il Tuma, OTHOCHUTCS K peAKUM

MYJIbTUCUCTEMHBIM HACJIEACTBEHHBIM OOJIE3HSIM HAKOIUJICHHSI, CBA3aHHBIM C AePUIUTOM (pepMeHTa
KHUCJION MalibTa3bl (KHCION anb(a-TIoKo3uAas3sl) B JM30coMax. [IpenMyliecTBeHHOE HAaKOIUICHHE
TJIMKOTeHA OTMEYEHO B CKEJIETHBIX MBIIIIAX, HO B Pa3HOW CTENEHH MOXET OOHApYKHBATHhCS M B
JIpYTUX OpraHax M TKaHAX, BKJIIOYAs CEpACYHYIO MBIIIIY, [E€YeHb, HEPBHYIO CHUCTEMY, TJIAJKYIO

MYCKYyJaTypy U T.II.

1.2 DTHOJ0rMs U NATOreHe3

ITHOJIOTHSA

I'enernueckuii nedext mpu BIl mposiBisieTcs HEIOCTaTOYHOCTHIO (epMEHTa KHUCIIOW anbda-
rmoko3uaasel  (KAIY), KoTOpblii OTHOCHTCS K Tpymme Ju30ocoManbHbIX Tuiapoia3. ['en GAA,
komupyrommii KATD', nokanu3oBan Ha JiuHHOM 1uiede 17 xpomocomsl (17q25.2-q25.3), cocTout us
20 sx3oH0B U uMeet pasmep 20 K6. Ceromns unentudunupoano 6oxee 350 mMyrtanuii TeHa U UX
YHCIIO TIOCTOSIHHO pacteT [4]. XoTs HekoTopble MyTanuu reHa GAA BcTpedaroTes MpeuMynieCTBEHHO
B ompeneneHHoi atHuueckoit rpymnmne (Tabn. 1), mias GodbIIMHCTBA MOMYJNSIUI OTCYTCTBYIOT Tak
HasbiBaeMble founder-myTanuu, COCTAaBISIIOIIME CKOJIBKO-HUOYAb 3HAYUMYIO JOJIO0 BCEX MYyTalui
MOMYJISIIUN ¥ IOTOMY LI€I€CO00pa3HbIe ISl PUIEITEHOTO BBISBICHHS.

Tabmuua 1. Haubosnee pacnpoctpaHeHHbIC B HEKOTOPBIX MOMysnusax MyTtanuu mpu BIT [2,3,19]

I'enoTHm DTHHYECKas rpymia
‘IVS1-13T>G
(c.-32-13T>G)
Asp645Glu (c.1935C>A) TaiiBanb

EBponeon bt

Arg854X (c.2560C>T) Adpo-Kapubckuii pernon
del525T (c.525delT) TNonnangus
del exon 18 Tomnauaus

Myrammn reHa GAA TpUBOIAT K CHIDKEHHIO WM TIOJTHOMY OTCYTCTBHIO akTUBHOCTH KAI'.
3a0oJsieBaHrE€ MOHOT€HHOE, HACIEAYETCSI 10 ayTOCOMHO-PELECCUBHOMY THITY.

IIaTrodusuoorus

Mytanuu B AByX Komusix reHa GAA, KoIupyroIero Ju30coManbHblil 3H3UM GAA, oTBeuaronmii 3a
Jerpajlaliiio TIUKOT€Ha B JIM30COMax, MPUBOAAT K pa3HOM CTemeHd JeduuuTa SH3UMA.
Mnanenueckass ¢opma BII (MBII) pa3BuBaercss mpu 3HAYUTEIHPHOM CHIDKCHHH WA TIOJTHOM

orcyrctBun akTuBHOCTH KAI', Gonesns [lommne c¢ mo3gaum Hawamom (BIIIIH) — mpu menee



BeIpakeHHOM Jedunure akTuBHOCTH KAI', 00yclOBIEHHOM «MSITKUMH» MyTanusamu reHa GAA
[2,4,5]. Bonblile Bcero rIMKOreH HAKAIUIMBAETCS B CKEJETHBIX MbIIIIAX U neuyeHu. OTI0KEeHUe Win
yTWIM3aIMA TJIMKOTEHAa 3aBUCAT OT TOTPEOHOCTH OpraHu3Ma B TIIOKo3e. buoxmmuueckue
MIpPEeBpALICHHS INIMKOTeHa B MEYEHH CIOCOOCTBYIOT MOJJCPKAHUI0 HOPMAJILHOTO YPOBHS TJIIOKO3BI B
KpoBHU. B cCKemeTHbIX MbIIIIaXx MNpu MeTaboau3Me TJIMKOTeHa o00pasyercs TIUIF0K030-6-docdar,
y4YacTBYIOIIMI B TPOIECCE OKHUCICHHUS M TMPOAYKLUUU SHEPruH, HEOOXOIUMOW Ui HOPMAaIbHOM
paboThI MBI (€€ COKpAIIEHHUS U PaCCIa0ICHHUS ).

MeTab0113M TIIUKOT€HA TPOUCXOIUT IMYTEM MOCIEeI0BATEIbHOTO OTIIEIUICHHUS OCTATKOB TIIFOKO3bI
B BHUAE II0OK030-1-docdara. [nuko3maHas CBsI3p  pacIIEIUIsETCSl C  HCHOJb30BaHHUEM
Heopranmueckoro ¢ocdara u pepmenrta raukoreapochopuiiassr:

I'mukxorendocdopunasa pacmervisier Toabko o-1,4-rmuko3uansie cBs3u. [losranHoe oTmienseHne
OCTaTKOB TJIIOKO3BI ITPEKpaliaeTcs, Korjaa 10 TOYKH BeTBIeHUs ocTaércs 4 MoHoMmepa (peakius 1).

Peakuus 2 3akirodaercsi B epeHOCE TPEX OCTABIIMXCS O TOYKHU BETBJICHHS TNIFOKO3HBIX OCTaTKa
Ha HEepEeIyLUUPYIOMNKA KOHEI COCeTHEH LEenH MPpH y4acTUU OJHMrocaxapuaTrpancepasbl, yIUTHHASA e€
Y TaKUM 00pa3oM co3aaBasi yCIOBHSI TS IEHCTBUS (hOCHOPHUITA3HI.

Peakuust 3 mpoucxomut npu ywyactuu Qepmenta KAI, 4uTo mpuUBOAUT K THAPOIUTHYECKOMY
OTIICIUICHUIO TIIOKO3HOTO OCTaTka B BHUIE CBOOOAHOW TIJIOKO3bl. B pesynbrare OTIIEIIICHHS
CBOOOJHOW TJIOKO3bI HEPA3BETBJICHHBIM y4YacTOK TJMKOTE€HA MOXET BHOBb aTaKOBaThCS
dbocdopmnazoii. OrcyrcTrue win 3HaunMbii gedunur KA mpuBOIUT K MaCCUBHOMY HAKOIUICHHIO
TJIMKOT€Ha B TIU30COME U €€ MePepacTsHKeHHIO, BIUIOTH 10 pa3pyLICHHUS.

[Tpu 60ne3nu [lomne, He3aBUCUMO OT (HOPMBI, TIIMKOTEH MOXKET HAKAIlJIMBATHCS MPAKTHYECKH B
JOOBIX TKAHSX, HO MPU ATOM MMEETCS TPEUMYIIECCTBEHHOE CKOIUICHHE IIMKOTeHA B Pa3HBIX OpraHax
U TKaHSAX, KOTOPOE yXe 3aBUCUT OT (popmbl OonesHu. Tak, npu MBIl riukoreH HakarumBaercs B
CKEJIETHOM MYCKyJaType, CepAeYHOW MbIIle, TeYeHH, MBIIIax s3blka. Pexe aHOMalbHbBIE
OTJIOKEHUSI TJIMKOTE€HAa MOTYT BCTPEUYaThCS B MBIIIEUHOM CJIO€ COCYIUCTOW CTEHKH, OIpenesss
pa3BUTHE aHEBPU3M M Mailb(opMaluid, a TakkKe — B KJIETKaX LEHTPAJbHOM M mepudepuyeckoit
HepBHoi cuctemsl [5,11]. Ilpu BIIITH, B otnuume or MBII, Gomnbiie Bcero crpagaeT CKeleTHas
MYCKyJaTypa, B TO BpeMs Kak MOpakeHHEe OCTAIbHBIX OPraHOB U TKaHEH BCTpeyaeTcs 3HAYUTEIBHO
pexe U Mo TshkecTu nopaxeHusi He conocrtaBumo ¢ MBII [4,6,15]. Ha maneko 3amenmmux cragusix
BIIITH cHwxeHue ciyxa, HapylleHHE MOYEHCIyCKaHHs U Jedekanuu, a Takke CIydaiHo
BBISIBJISICMBIC BHYTPHUMO3TOBBIC COCYAMCTHIE Maah()OpMAIlUU Yalle BCETO SIBJISIOTCS MPOSBICHUSIMHU
OCHOBHOTO reHeTh4eckoro aedekra [15].

Bropuunsie (hakTopbl MOTYT BIMSITH Ha KIMHHYECKOe TedeHue BIl y manueHToB ¢ 0IMHAKOBBIMHU

FCHCTUYCCKMMU MYTallUAIMH, 4YTO COOTBCTCTBYCT ciaabou KOoppCiiinuu MEXKAY TI'CHOTHIIOM H



(dbenotuniom. HecmoTpst Ha pazHooOpa3ue KIMHUYECKOW KapTUHBI, BI1 xapakTepu3yeTcss HEeyKJIOHHO

IIPOTrPECCUPYIOIIHUM TEUYEHHUEM C Pa3HBIMU BAPUAHTAMHU IIPOTPECCUPOBAHUS.

1.3 DnuaemMunosaorus

Tounas pacnpoctpanenHocts BII HensBecTHa. [lo maHHBIM pa3HBIX aBTOPOB yacToTa OOJIE3HU, B
3aBUCUMOCTH OT CTPaHbl U 3THUYECKON MPUHAICKHOCTH, BapbUpyIOT B nuamnazone ot 1:40.000 o
1:300.000 [12]. Hanmpumep, B 10:kHoM Kutae u na TaiiBaHe yacToTa KJIACCHYECKOM MIIaJIEHYECKOM
(madantunsHOi) popmer BIT coctaBmser 1:40.000-50.000, sBiSISICH CaMbIM YacThIM TJIMKOT€HO30M
[12]. Tlpu paccMoTpeHMHM HaHHBIX MO TaiBaHIO OTIENBHO, YacTOTa 3a00JIEBAEMOCTH COCTaBHJIA
1:33.134. Tlo pe3ynbrataM CKpUHHMHIA HOBOPOXKJEHHBIX 10 cyxomy nsaTHY Kposu (CIIK) B ABcTpun
yactota BII cocraBuna 1:8.684[31]. B TI'ommangum wactora raukoreHo3a Il tuma y mianeHues
cocrasistet 1:138.000, a popmsr BIT ¢ mozaaum xHagasom - 1:57.000 [29,30]. Ceroams cunraercs, 4To

cymmapHas yacrora BIT cocrasmsier 1:40000 [4,14].

1.4 Konuposanue no MKB-10

E74.0 - bone3Hnu HaKOILICHUS TIIMKOTI'eHA
CepaeuHblii TTMKOTEHO3
bonesHns:

AHzepcena

Kopu

dopbca

I'epca

Mak-Apmia

IMomne

Taypu

I'mpke

0O O 0O 0O 0O 0O 0 O

Henocrarounocts Gochopuassl neyeHu

1.5 Kaaccudurkanus
Cerojasi, ¢ y4eTOM €IUHOTO TAaTOTeHe3a TIMKoreHo3a Il Tuma, BBIICISIOT TONBKO JIBa BapHUaHTa

BIT B 3aBucuMocTH OT BpeMeHH Manupecta cumnTomoB [2-10]:

o Mrnanenueckas Gone3nsb I[lommne (MBII), manudectupyromas B nepuoa HOBOPOKAECHHOCTH
i  miageHueckoM Bospacte. MBIl  xapakrepusyercs TsSKENbIM IPOrPECCUPYIOLIMM
TEUEHHEM U OBICTPHIM pa3BUTHEM IOJHMOPTaHHOM MATOJIOTMU - MBIMIEYHOM THIIOTOHUH,
c1abOCTM M CEpAEYHOM  HENOCTaTOYHOCTH B pe3yibTare  THNepTpoduyeckoi
KapAHMOMHUONATUH, JAbIXaTeIbHOW HEAOCTaTOYHOCTH Ha ¢oHe cimaboctu auadpparMbel U
MEXpeOepHBbIX MBI, HAPYIIEHUH NHUTaHUS (TPYAHOCTH TPU BCKAapMJIMBAHUHU) H3-3

c1ab0OCTH JIMIIEBOM MYCKYNAaTyphl U YBEJIWYEHUS 53bIKa, yBeNUueHUs neueHu. CMepTh mpu



MBII 6e3 cBOEBpEeMEHHOIO JICYCHHUsSI Yallle BCEro HACTYNaeT Ha TMEpPBOM TOJy JKH3HU OT
CEepJIeYHO-/IbIXaTeIbHON HEJOCTATOYHOCTH.

o bone3ns [lomme ¢ mozgaum wavanom (BIITTH). BIIIH otmuuaercst ot MBI Gonee Msarkumu
KIIMHUYECKUMH TPOSBICHUSMU U TEUEHUEM, OTCYTCTBHEM IOJIMOPTraHHOW MaTOJOTHH
(mopakeHue cepana KpaiiHe penko) U Oosee MO3AHUMH OCJIOXHEHUSIMU CO CTOPOHBI
JBIXaTEILHOM CHUCTEMBI B pe3ylbTaTe CIIAa00CTH MBI auadparMbl H  MexXpeOepHOI
MycKynaTypel. OOBIYHO TAIMEHTHl MOTHOAI0T OT JABIXATeNbHOM HEAOCTATOYHOCTH U
MH(EKIIMOHHBIX JIETOYHBIX OCIOKHEHHH. Bpems rubenu namuentoB npu BIITIH 3aBucut ot
MOMEHTa Hayajla M IOCJEIYIOIIer0 XapakTepa TeueHHUs OOJe3HM W MOXKET HACTYNUTh B

ACTCTBC, KOHOIICCKOM, B3POCJIIOM UJIU IMTPCKIIOHHOM BO3pacCTe.

2. ImarsocTuka

2.1 Kaao0bl 1 aHAMHE3

[Ipu MBII MaTh yacTo KajJyeTcsi Ha TO, YTO peOEHOK:

O CTaJ MJI0X0 OpaTh IPy/b U OTCTAET B BECE, IUIOXO IIIOTAET, OBICTPO YCTACT MPU COCAHUU
O MaJIOAKTUBEH, OTCTAET B PA3BUTHH, PA3IPAXKUTEIICH, TOBHIIIICHA TOTIUBOCTh

O HE JIEPKUT roJIOBY, HE MOKET CaM MePEBOPAUMNBATHLCS, HE MOKET CECTh

o 4Yacto OoseeT pecnupaTOpHbIMU HHPEKIUIMU

O BCerja JAep>UT POT MPUOTKPHITHIM, SI3bIK YBEIHUEH

O HMEET YacToe JIbIXaHhe

O 4acTo OBIBAIOT 3aIOpPbI, HHOT/Aa PBOTA

O HMEET CHMXKEHHBIN CIyX

ITpu BIITTH yacTo MMEIOT MECTO CHEAVIOIINE KAIOObL:

O TMpOrpeccUupyromias MbIleyHas caa00ocTb (OCOOCHHO MBIIIIBI TOSCOB KOHEYHOCTEH U
MMPOKCUMAJTbHBIE OT/IEJIbI MBIIIII KOHEUHOCTEH ).

Kommenrapuu: Crabocme mvluiy sA6151emcs 0OCHOBHOUL JHcanodou y e3pocavix nayuenmos BITITH.

Crabocme  mbluly  KOHEYHOCMEU  561Aemcsi  OCHOBHOU  dcanobou  nayuenmos ¢ BIIIIH,
oonapyacueaemou 6 93% cayuaes [6,11,14]. Ilo nammeprny pacnpedenenus mvluieyHol ciabocmu
ommeyaemcst HeCKOIbKO MEeHbUdsl 8apuadeibHoCmb mexcoy nayuenmamu. B 6onvuuncmee ciyuaes
MAKCUMANbHASL CIAO0CMb KACAemCsl NAPACNUHATIbHBIX MblUY U MblldYy nepeoHell CIMeHKU HCUsomad,
MbIUUY NPOKCUMATBHBIX OMOEN08 HO2 U Mbluiy nieueso2o nosca. Ciabocmv NPOKCUMATbHBIX OMOeN08
npeobiadaem HAO CHUNCEHUEM CUNbl 8 OUCMATbHBIX MblYAx (eciu maxosas nabarooaemcs). bonee
mozo, 8 ciyuae OOHAPYHCeHUs: CIAbOCMU Mblidly KOHEYHOCMEU U ee OYEeHKU Yepe3 200 Nocjie nepeoco
ocmompa 601bHO20, NPOSPECCUPYIOUEe CHUNCEHUE MbILUEYHOU CUbL OMMeYeHO DoabuLe 05l Ho2, Yem

o pyk. B cpeonem, cuna mviwy Hoe nadaem ua 7,1%, a pyk - na 4%[7,9]. Ilo xapaxmepy



pacnpeoeneHusi MblUeyHOU C1aboCmu pasuvle aA8mopbl OMMedarom cieoyruue 3aKOHOMePHOCTIU.
Onucano 6onvuiee cumMmempuyHoe B6061eYeHUe OMBOOAWUX Mbludy Oedep U A200uy Npu
OMHOCUMENbHOU COXPAHHOCMU Mbluy ceubamenei Oedpa, OMHOCUMENbHAS COXPAHHOCMb Mblidly
beodep no CpasHeHUr ¢ MbIUYAMU MA308020 NOSCA U C1ADOCMbIO Mbluy paszeubameneil bedpa.

O HM3MEHCHHUE MOXOKHU (MHOT/A MO THITYy YTHHO# ), OBICTPOE YCTaBaHHE MPHU X0/Ib0e

O HEBO3MOXXHOCTb CECTh, BCTATh U3 IOJIOKEHUS Jiexka O€3 MOMOIIH PYK

O TIOBBIMIECHHAS YTOMIISIEMOCTbh, HENIEPEHOCUMOCTh (PM3HUECKUX HATPY30K, TOJIOBHAS OOJb

O  OJBINIKA, 3aTPYJAHECHUE JIBIXaHHS, IYYBCTBO HETIOJIHOTO BJIOXA

O YBEJIHMYCHHE S3bIKA

O cnalble UM YMEPEHHBIE XPOHUYECKHE OOJTH B MBITIIIIAX

KommeHnTapuu: PempocnekmusHulil ananius sxcanobd nayuenmos ¢ BIIIIH noxasan, umo nepgvie

NposGNeHUs. UMY NPUSHAKU DOe3HU, KOmopble CYObeKMUBHO He paCCMAMPUBANUCy NAYUEHINOM KAK
OMKJIOHEeHUe om HopMbl, 8 77% ciyuaes Kacanucoy mpyoHOCmel npu 3aHAMUsX cnopmom (nayueHmol
nuoxo Oeecanu, He MO21u NOOMAHYMbCA HA mypuuke), 28% Ovicmpo ycmasaiu npu xo0vbe no
necmuuye, 20% ucnvimelganu 3ampyoHeHus npu 6cmaeaHuu ¢ Husko2o cmyna, 17% ycmasanu npu
00b1yHOl X00b0e u 11% He moenu écmams U3 NONONCEHUs Nexca HA chuHe 6e3 nomowu pyk[6-
9,17,23,26-29].

OcobennocTtu cObopa ceMEMHOro aHaMHesa npu noaospenuu Ha bIl.

Crnenyer BBISICHUTD.

O HUMEJH U MeCTO ObITh paHHUE CMEPTH B CEMbE

o rubenb AeTel B paHHEM JETCKOM BO3pacTe

O HaJIW4YMe HEOOBIYHBIX MBIICUHBIX MTPOSBICHUH, MHOTIATHH Y POJICTBEHHUKOB

o HabIromanack M 3a7epKKN (PU3MIECKOTO Pa3BUTHS B JIETCKOM BO3PACTE Y POJCTBEHHHUKOB;

O HMCIIOCH JIKM y MTallUCHTA IMOBBIIICHUC K®K B anamuese

2.2 duzukajabHoe 00cae10BAHUE

OcobennocT hu3ukaIbHOro oociaenosanus npu MBI1

[lepBrie npusnaku u cumntoMbl MBI nosBastorces yxxe Ha 2-3 mecsinax >ku3Hu. IIpu ocmoTtpe Ha
NeUaTPUYeCKOM TMpHeMe oOpallaeT BHUMAHHE MBbIIIEYHAs TUIIOTOHHS W IPOrpeccCHpyrolas
MbllIeyHast cinabocTh. JInmo pedeHka nmpuodpeTaeT XapakTepHbIH BUA: POT MPUOTKPHIT, MOJIOCTh pTa
3aroJIHeHa YBETWYCHHBIM si3bIKOM (y 1/3 muameHieB), MuMuka ociiabneHa. JlampHEWIniA OCMOTp
BBISIBJISIET IJIOTHOCTH MBI, OOHAapYXXUBAIOTCS MPHU3HAKW JbIXaTeIbHOM W CeplIeYHOMN
HE/IOCTaTOYHOCTH: OJETHOCTh KOXKH, LEHTPaJIbHBI M aKpOLMaHO3, THUIEPrUApo3, CTOHYIIEe

Y4HalllCHHOC IbIXaHUEC, Y4YaCTHC BCIIOMOIaTeIbHOM MYCKYJIATypbl B aKTC JIbIXaHUA, ,Z[C(I)OpMaLII/IH
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IPYIHON KIETKH MO THUILy «CEpIe4YHOro rop6a», pacilMpeHue TpaHULl OTHOCUTEIBHOH cepaedHOin
TYNOCTH, ocjalieHne nepupepuyeckoil MyabCalluu, TenaToMeranus, nepudepruyecKkiue OTEKH.
AyYCKyNbTaTUBHO B JIETKHX JKECTKOE JBIXaHWE, YacTO - MPOBOJHBIC XPHIIbI, OCIabIeHHEe AbIXaHUSI
clleBa, TaXMIIHO?; TOHBI Cepila IJIyXue, CUCTOJIMYECKMH IIyM HaJ Bceil obiacTeio cepiua,
HapylleHHe puTMa cepaua (Taxukapaus, Opaaukapaus, »eiynoukoBass aputmus). [Ipu Oosee
no3aHeM nedrore MBI - B anHaMHe3e yacThle peciupaTopHble HHPEKITUH.

HeBponornueckuii ocMOTp OOHAPYKHBAET BBIPAKEHHYIO 337€PKKY (PU3NUECKOTO PA3BUTHUS B BHJIE
HapymeHus: (OpMUPOBAaHUS MOTOPHBIX HAaBBIKOB: CHH)KEHAa CIIOHTaHHas M IPOU3BOJIbHAS
JIBUraTelIbHasi aKTUBHOCTb, pEOCHOK HE JEP>KUT TOJIOBY, HE MEPEBOPAUUBACTCS CaMOCTOSATENIBHO, HE
cuaut. CnabocTh MPOKCHUMATBHBIX MBIIII] B MOJOKEHUH JIe)Ka IpUIaeT peOeHKY XapaKTepHyto "3y
JATYIKA", TPH TONBITKE TOAHATH €ro 3a PyKH TOJIOBa OTKHUIBIBAacTcs Haszan. llpm yaeprkanuu
peOeHKa Ha pyke - TUIIUYHBIA Buja "Bsuioro pedeHka". Bo3amokHa m3OuparenbHas runeprpodus u
NaJIBIIATOPHAS IUIOTHOCTh MBI HIDKHUX KOHeuHocTe. CyxouiibHble pediekchl B 1e00Te MOTyT
OBITH COXpPaHEHBI, HO TI0 MEPEe MPOrPeCcCUPOBaHUs 3a00JIeBaHUS yracaloT. B Tabi. 2 mpeacTaBiIeHbBI
ocHOBHbIE cuMInToMbl MIIb.

Tab6muma 2. OcHoBHbie cumnTombl MBIT o nanxeiM guteparypsi [2,3,5,10,11,13,18,24]

KimHangeckuii cumMnrom Yacrora
CunapoMm «Bsutoro peOeHKa», OBICTpOE MPOTPECCUPOBAHHE  MBIIICYHOM
c1ab0CTH, aKCHaIbHAasi TUIIOTOHUS, CHI)KEHHE MOTOPHOW aKTUBHOCTH, CJIa0OCTb >y
MHUMHUYECKUX MBIIIL, apedIieKcus B 03/1HeH cTaauu 3a00eBaHNs, UKPOHOXKHbBIE R
MBIIIIIBI TUTOTHBIEC TIPY TATTbIAAN
Kapaunomeranus (mepkyccusi) 1 puU3HaKku CepIeYHON HEAOCTATOUYHOCTU 10 95%
I'emaTomeranus (nepkyccus, Haabnamus) 10 82%
Maxpornoccus 10 62%
TpynHocTH pu BCKapMIIMBAaHUU U HU3Kas MIprOaBKa B Bece 10 50%
YacTele pecnupaTopHble MH(EKLINH, PECHUPATOPHBIN AMCTpPECC U CHUXKEHUE

30-40%

IbIXaTeNbHON QyHKIIMH
BricTpoe 1 HeyKIIOHHOE MTPOTrpecCUpOBaHUe 3a00IeBaHHS 100%

JlocTaTOYHO 4YacTO K OMHCAHHBIM BBINIE W3MEHEHUSM MPUCOEAUHSIOTCS HecmenupuyecKkue
HapyIIeHHUs B BUJE OOIIETO HEAOMOTaHUs, Pa3ApaKUTEILHOCTA peOCHKA, TOBHIIIEHHON OTINBOCTH,
PBOTHI U 3amopoB. Penkum, HO HACTOPAKUBAIOIINM MPU3HAKOM TOJIMOPTAaHHON MATOJIOTUH SIBJISIETCS
CHWXKEHHUE ciTyXxa. B pesynprare HapymieHus pe30pOIMy CIUHHOMO3TOBOM JKHUIKOCTH Pa3BHBACTCS

rugporedanus.
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OcobennocTtu husnkaiapHoro oociuenosanus npu BITTTH

IIpu ocMmoTpe nanueHTa KpailHe BaKHO BBIIEIUTH HacToOpakuBatomue cumnromsl bITITH:
o CnabocTpe MBI IEPEAHEN CTEHKU KUBOTA
o CnabocTp mapacnuHaIBHBIX MBIIIII (JIOP03, KU(O3, CKOJINO03)
o CnabocTh SATOAMYHBIX MBI U TPYJHOCTh y/I€p:KaHUs PaBHOBECHS ITPH BCTABAaHUU
o CoXpaHHOCTbH CHJIBI YETHIPEXTJIABBIX MBIIII] IPH CIa00CTH MBIIIL APYTUX OTIACIOB
o Cnabocts crubarenei meu
o Cnabocts quadparmsl, OJIbIIIKA
o CnabocTh MBI SI3bIKA
o CnabocTh MUMUYECKHX MBIIIL, OCOOCHHO aCHMMETPHYHAs

@) yTpeHHSISI T'OJIOBHAas 60.]1]:, TaxXukKapaus, THEBHAaA COHJIMBOCTD, HEOObIYHAS YTOMIIAICMOCTD

HpI/I OCMOTPE PCKOMCHAYCTCA IMPOBECTU TCCTHPOBAHUC MBIHII[ PA3HBIX I'PYIIIT C BBINIOJIHCHUCM

MPOCTHIX 3afaHuii (cM. Tabi. 3), Mo pe3ynbTaraM KOTOPBIX MOKHO CO 3HAYUTEIbHOM BEPOSATHOCTHIO

000CHOBAaTH HEOOXOIUMOCTD 00CIIeq0BaHM manuenTa Ha Hanuuue BITTTH.

Tabnuma 3. Beimonaenue apurarenbHbX TecToB npu bITITH [11]

Boimonusier 6e3 | Beimomnnser ¢ He moxer
[IpenbpsBisieMoe 3a1aHne
Tpyna TPYAOM BBITTOJIHUTh
[TogHATH pyKH HaZI TOJOBOU 55 % 29 % 16 %
[IpuHATE BEPTHKAIBLHOE ITOJOKEHUE 14 % 45 % 41 %
U3  TIOJIOKEHUS  HAKJIOHHBIIHUCH
BIIEpE/
Bcerath ¢ HU3KOTO CcTyIa 12 % 53 % 35 %
Bcerare  6e3 momomm  pyk U3 8 % 37 % 55 %
MOJIO’KEHUS JIeKa Ha CIIMHE
[ToanpeIrHyTH Ha MECTE 6 % 29 % 65 %
Xonp6a BBEpX/BHU3 MO JIECTHUIIE 2% SYR 41 %
IToaHATE HOTH B IOJIOKEHUH JIEKA 2% 43 % 55 %
[TomHATBCS ¢ KOPTOYEK 2% 22 % 76 %

IIpu manudecre BIIIIH B merckom Bo3pacTte, HO TMOCIE MEpPBOro roja >KU3HU (MHOTIA

B

mutepatype 3Ty popmy BIIITH Ha3bIBaloT 10BEHWIBHOM, 711 TOTO, YTOOBI MOAYEPKHYTh, UYTO OOJIE3HB

MaHu(ecTUpoBaia B JIETCTBE, HO IOCIE MEPBOro roja *HU3HU), 0OHAPYKUBAETCS MHUOMATUYECKUIN

CUHAPOM, OpraHOMCTaJIvs. Ha6J’IIOI[aeTCSI 3aICPIKKa q)OpMI/IpOBaHI/ISI JABUI'aTCIIbHBIX HAaBBIKOB.
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BoBineueHne B NaTOJIOTMYECKUH IMPOLECC CEPAECYHOM MBIl BapHaOeNbHO, Yalle pa3BUBACTCS
JbIXaTeNnbHasl HeIOCTaTOYHOCTh B pe3yibTaTe caaboctu auadparMbl U MEXPEOESPHBIX MBIIIII.

IIpu ocmorpe maumenta ¢ BIIIIH ¢ geGoToM B OETCKOM BO3pacTeé OTMEUEHBI CIEAYIOIINE
OCHOBHBIE CUMNTOMBI (Ta0ia. 4), MPeNCTaBICHHOCTb KOTOPHIX MOXET YMEHbBIIAThCS C BO3PACTOM
peOeHKa, 3a UCKIIOYEHUEM [TOPAXKEHUS CKEJIETHOM U JIbIXaTeIbHON MYCKYIaTyphl.

Tabnuua 4. OCHOBHBIE KIIMHUYECKUE CUMIITOMBI 1eTcKoi ¢opmbl BITITH no nanHbIM nuTepaTypbl

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

[Tpusznak YacroTa

[Iporpeccupytommas  MbllieyHass  CcladOCTh € MPEHMYIIECTBEHHBIM
MOpaXCHUEM MPOKCUMATBHBIX OTICIIOB, CHIKEHUE MOTOPHOU aKTHBHOCTH,
ciabocTh B Horax Ooublile, YeM B PYKax, THOEpTPO(US HUKPOHONKHBIX

30-90%
MBIIIIL, BOBJICYEHHE TMApaCHUHANBHBIX MBI (y JeTei mocrapiie),
TUTIOTOHMSI, CHUXCHHE CYXOXHIBHBIX PEQIICEKCOB, TOJOXKUTEIHHBIC
npreMbl ['oBepca, MUoOMaTnyecKas oxXoIKa
Hapymenust npixanus, 4actble pecriupaTropHble MHGEKUIUHU, AbIXaTeabHas
HEJOCTAaTOYHOCTh, JUCMHO? TpU (PU3MUecKod Harpyske, OOCTPYKTHBHOE 25-40%
aITHO? BO BPEMSI CHa, OPTOITHO)
YMepenHas renaToMmeranus (Majabhanus, IepKyccus) 1o 16%
Kapaunomeranus (mepkyccusi) 0-12%
Makxkpornoccus 10 4%
CoHIMBOCTh, YTOMJISIEMOCTD 10 8%
Jlopnos, kudo3 u/umm cKoauo3 9-25%
HopmarnsHoe nicuxopeueBoe pa3BUTHE, COXPAHHBIH WHTEIUICKT 96%

PonuTenu yacto HenmpaBMIIBHO OIIEHHMBAIOT COCTOSIHME peOEHKa, cuuTas ero "JeHMBBIM" M He
oOpamiarorcss K cnenanucty. B mocnenyromem y pebeHka pa3BHBaeTCsl HapylIeHHE OCaHKH,
MOSIBJISIETCS. TUIIEPIJIOPI03, CKOJIMO3, TIOXOJIKa CTAHOBUTCS BIEPEBANKY (YTHHAs MOXOAKA). MBIIIIbI
HOT M Ta30BOT0 Iosica MOpa)xaroTcsi OOJIblIe, YeM MBIl IUIEYEBOro Mosica. Y JeTeil 4acto
pa3BUBAeTCAd pErvMoHapHas MCEeBAOTUNEPTPOGUS MBI CHOUHBI, & TAKXKE CUMITOMBI PUTHUIHOTIO
no3BoHOuUHUKa. [IporpeccupoBanue OOJ€3HU NMPHUBOIAUT K HApYUIEHUSM JbIXaHUS, Yallle BCEro B
(hopMe HOUHBIX THIOBEHTUJISIMH, YaCTBHIX MPOCTYAHBIX 3a00JI€BaHUI U acIUPAlMOHHOW THEBMOHUU.
PeGeHok MOXKeT HpeabsABIATH KajloObl Ha TOJIOBHYIO 0OJb, B IMOBEACHHM OTMEYaeTcs ObIcTpas
YTOMJIIEMOCTh M CHIDKEHHE YCTOWYMBOCTH K IMPUBBIYHBIM Harpy3kaM, B OCHOBHOM, - K Oery u

APyYruM  aKTUBHBIM  HUI'PDaAM. CmabocTh  MHMHUYECKHX MbIOIL,  yYMCEp €HHBIM  IITO3 (‘{aCTO
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aCMMETPUYHBIN) yBEIMYCHHUE SI3bIKA, CHIDKEHHUE CYXOXKHIBHBIX pe(JIEKCOB M OCTEOMNEHMS TaKxkKe
JOJDKHBI HAaCTOPOXKUTh B TutaHe Hanuuusa y pebenka BIIIH. Ilpu nmosgmerr dopme (BIIIH), B
otanuue oT miaaeHueckoil (MBII) kapauoMuonarust BCTpedaeTcss 3HAUUTENIBHO PEXKE U MPAKTUYECKU
HUKOT/1a 3200JIeBaHUE HE MPOSBIIAETCS NATOJIOTHEHN CO CTOPOHBI cepla.

Ha pannux cragusx OoNie3HM HM3MEHEHMSI B MBIIIIAX MOTYT MPOSBIATHCA TOJIBKO IMOXOIKOM
BIIEPEBAJIKY IO THMY "YTHHOW MOXOJKU" C TUMIEPIOPA030M MOSCHUYHOTO oTaena. CiiabocTh MBIIIIT
IUIEYEBOTO TI0sICA Yallle BCETO OOHAPYKMBAETCS MPU TECTUPOBAHUU U HOCUT AU(QY3HBINA XapakTep.
[TarueHTH! MOTYT HE MPEABABIATH ’Ka100 HA U3MEHEHUE CUJIbI MBIIII] IPEAIUICYHi U KICTU J1aXe Ha
JIAJIeKO 3allleAIInX CTaausiX OOJe3HHU, KOrja NMPU3HAKU NEPBUYHO-MBIIIEYHOTO MOPAXKEHUS 110 THUILY
"MUOTIATHH TIOSICOB" CTAaHOBSTCS OYEBHIHBIMH. J[OCTATOYHO YACTO CIA0OCTh U M3MEHEHHE O0Bhema
(arpo¢uu) MBI IJIEYEBOTO TMOSICA MOTYT OBITh ACUMMETPUYHBIMH, YTO MOXKET INPOSBISATHCS B
OTCTaBaHUU JIOMATKH OT TPYIHOM KIETKU (KPBUIOBUIHOW JIOMATKH) TOJIBKO C OJIHOM CTOPOHBI WU
3HAQUYUTEJIbHOM aCUMMETPUU JAHHOTO CUMITOMA.

Kak yxe roBopuisioch BbIllI€, MapaCIMHAIbHBIE MBIIILBI U MBIl NEPEIHEN CTEHKU >KUBOTA
MOTYT TOpaXaTbcsi Ha cambIX paHHuX cragusx BIIIIH, uro mpuBoauT K OBICTPOIl yTOMIIIEMOCTH,
CHUKEHUIO TEPEHOCUMOCTH CTaHAAPTHBIX HArpy30K Kak Ha paHHUX, TaK M PAa3BEPHYTHIX CTaJMIX
0one3Hu. BaxHbIM sBisieTcs OOHapy)KEHUE HApyIIEHUS AbIXaTeIbHOW (YHKIMU BCIEICTBUE
cimaboctr MeI auadparmel 1 Mexxpeoeprbix Meimil. Jlo 1/3 B3pocnsix namuenToB ¢ BITITH umeroT

HApYUIEHUS CO CTOPOHBI JAbIXaTEIbHOU CUCTEMBI.

2.3 JIaGopaTopHasi THATHOCTHKA
e PexomeHayeTcsl MpoBeJCHHE OMOXMMHUYECKOTO aHaInW3a KPOBH C ONpEICIICHHEM YPOBHS

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

YpoBeHb YOeAUTEJHLHOCTH pekoMeHgauuu — 1 (YpoBeHb /JA0CTOBEPHOCTH
noka3zarejabcTB C).

Kommentapumu: Crnedyem ommemums, umo npu BIl ¢ 0ebromom 6 demckom eo3pacme 6
95%  cayuaee  ommewaemcs — YMeEPEeHHOe — NOBbIUEHUE — YPOBHS — CblGOPOMOYHOLL
kpeamunkunaszwvl (KK) (6 2-10 pas), a 3nauumenvnoe noswviwenue (2000 EO/JT u eviue)
xapaxmepno Oas MBII. Ilo oannvim aumepamypvl axmugHocms cvlgopomounou KK
obpamno nponopyuonanrvra eospacmy (p = -0,71, p <0,001), orumenvnocmu 6OonesHu
(p=-045, p <0,001) u nanuuuro ampopuu morwy (p = -0,53, p <0,001)[14]. YVuumvieas
OMI0JACEHUe 2TIUKO2EHA 8 NeYeHU, YMEPEHHOe NO8blueHUe YPOBHS NeUeHOUHbIX (hepMeHmOo8

(ACJI, AJIT, JIIT') maxoice agnsemcs 3akoHomeprwvim 0as b1
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Pexomennayercs omnpenenenue akTUBHOCTH KAI (kucioil ManbTasel) B MATHAX KPOBH,

BBICYIICHHOW Ha (UIbTpOBaIbHOM Oymare, JIEMKOIMTaX NEpUPEPHUUIESCKON KPOBH.

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

YpoBenb y0enuTeIbHOCTH PpekoMeHgauMu — 1  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB B).

KommenTapmii: Axmusnocmo KAI' mooicho onpedensimov 6 paziudHblx OUOMAMepuanlax
(Kyromusupyemvix — Qubpodbracmax,  mvluleyHoMm — Ouonmame,  nepugepuiecKux
aumM@oyumax u 0p.), HO 6 Hacmosaujee 6pems ONMUMATbHLIM ABIAEMC OnpeoeieHue
akmusnocmu KAI' 6 namuax 6vlCyuleHHOU Kposu ¢ NOMOWbBIO MAHOEMHOU MAcCc-
cnekmpomempuu. Omom mecm coyemaem 8 cede BblCOKYIO YYECHMBUMENbHOCMb C
nPOCMOMOU 8bINOJIHEHUS U BO3ZMONCHOCIBIO NPUMEHAMb 01 CKPUHUHRA DONbULO20 YUCIA
nayuenmos. Onpedenenue axmuenocmu KAI' 6 cyxom namue Kposu seisiemcs
ONMUMANBHBIM ~ CKDUHUH2OBLIM ~MECMOM, «30JI0MblM  CMAHOAPMOM», NO3BONAOUIUM

MAIOUHBA3UBHO, ObICMPO U MOYHO Onpedeiums Oeuyum aKmusHOCMuU @epmenma

[14,16].

PexomMenmyercst omnpejenenue ypoBHs Hatpuiiyperuueckoro nentuaa (NT-proBNP) — mus

MBII [11,14,15, 33].

YpoBenb yO0enuTelbHOCTH PpekoMeHaaumu — 1 (ypoBeHb 10CTOBEPHOCTH
nokazareibeTB C).

KomMeHTapuu: ypoBeHb Hampuilypemuyecko2o nenmuoa 00bIYHO ~ 3HAYUMENbHO
nosvluten y nayuenmos ¢ MBI, nockoavbky smo 6ax)cHetuuutl. OUOMapkep NOpadCeHUs:
cepoya, 8 YACMHOCMU 3HAYUMENbHO NOSbIUAIOWUNCS NPU  DA3BUSULIEICS CepOedHOl

HeOdoCmamoyHoCmu U OUCPHYHKYUU NPABO20 JHCeNYOOUKA.

PexomenmoBano MPOBECACHUEC MOJICKYJIAPHO-TCHETUIYCCKOIO HCCICAOBAHUA: BBIABJICHUC
MYTaI_[I/Iﬁ B reHe GAA MCTOAOM CCEKBCHHPOBAHUS KOAUPYIOIIHNX U MPHUIICTAOIINUX UWHTPOHHBIX

obnacreii [3,9,14,16].

YpoBeHb y0enuTeIbHOCTH PpekoMeHgauuu — 1 (ypoBeHb [10CTOBEPHOCTH
ao0Ka3areabcTB B).

Kommenrapuu: [71o0ob6no muocum eenemuveckum 3aboneéanusm, BII ouaenocmupyemcs

MoneKynapHo-eenemudeckum anaiuzom cena GAA, kooupyrowezo KAI. Bornvuwuncmeo
OONbHBIX ABNAIOMCA KOMNAYHO-2emepo3ucomamuy (m.e. Hecym 08e pasHvle NAmo2eHHble
mymayuu eena GAA). Ilockonvky 6 cene GAA onucano 6oabuioe YUCIO YHUKATbHBIX
mMymayui, NOAUMOPPUIMOE U 3AMeH HEACHOU 3HAYUMOCMU, MO2YM  8O3HUKHYMb
MpYOHOCMU  NpU  BbIAGIEHUU paHee He ONUCAHHBIX — UBMEHEHUU  HYKIeOMUOHOU

nocneoosamenvrocmu. B smom cydae uUCnonb3yemcs Cneyuaiusupoeannoe npocpammHoe

15



obecneyenue, Komopoe no360Jsem NpeocKa3bléamsb GepPOSIMHOCIb MO20, YMO OAHHOE
2eHemuyeckoe UMeHeHue 6nusem Ha QYHKYurto 6enxka U, COOMBEmCMEEHHO, MOXHCem
npusooums K paszeumuio bBII. Mymayuu cena GAA, npusoosawue k pazeumuto bII, mocym
ObIMb  BbISIGNIEHbL NPU  UCCIEO0BAHUSAX MEMOOAMU CEKBEHUPOBAHUSL HOB020 NOKOJIEHUs
(NGS). B smom cnyuae pexomenoyemcsi yo6eoumvbcs 8 NOJIYYEHHOM pe3yivbmame, nposeosi
HANpaeieHHblll — MOJIEKVIAPHO-2eHEeMUYeCKUll  aHamu3  Memooom  mpaouyuoOHHO20
cexgenuposanus no Cdueepy. MemooOvl MONEKYIAPHO-2EHEMUYECKO20 AHAIUZA MO2YM
Obimb  nonesHvl 8 Kauyecmee OONOJHUMENbHO20 mecma Hpu  Nnoomeeparcoarouieli
ouaenocmuxe BII, eciu nedocmynen Ouonocuyeckuti mamepuai npobanoa, a maxice 0Jis
NPEeHaAmanbHOU U NPeuMnIaHmayuoHHou ouacnocmuku. OOonako, nockoavky 8 cene GAA
ONnuUcano OOIbLUWOE YUCIO YHUKATbHLIX MYMayutl, a makice NOIUMOPOHbIX 8APUAHMOS,
MO2Ym  GO3HUKHYMb MPYOHOCMU 6 UHMEPNpemayuy 6nepevle 6bliGIeHHbIX U3MEHEHULL
HYKIeOMUOHOU NOCIE008AMETbHOCIL.

e PexkOMEHIOBaHO  THUCTOJIOTUYECKOE, JHOO0  HMMMYHOTHCTOXMMHUYECKOE  HCCIICIOBaHUE
MBIIIEYHOTO OMONTaTa — TOJBKO MPH HEBO3MOXKHOCTU omperesieHusi aktuBHOCTH KA mm
MIPOBEICHUS MOJICKYJIIPHO-TEHETHUECKOTO TecTUupoBanus [32].

YpoBeHb Y0eIUTEILHOCTH peKOMeHIauuu — 2 (YpOBeHb JI0CTOBEPHOCTH
nokasareabcTs C).

Kommenrapumn:  [ucmonocuueckoe — ucciedosauue  MbluleyHo2o  buonmama ¢
OUACHOCMUYECKOU YeNbl0 NPOBOOUMCSL 8Ce MEHbULE C KANCObIM 2000M. MO CHUMNCEHUe, 8
nepeyio ouepeos, CGA3AHO C NOBbIUEHUEM UCNOIb308AHUS ONpedeneHUsi aKmueHoCmu
Gpepmenma u JJHK-ouacnocmuxu. Ha cecoonawnuii Oenv Hem Heobxoo0umocmu nposooums
ouoncuro mvlueunol mrkanu oas ouacnocmuxu Bl 6 ciyuae 603modcHocmu onpeoeneHust

akxmuenocmu KAI" unu nposedenuss monekyniapHo-eceHemuieckou OUazHoCmuKU.

2.4 UHcTpyMeHTAJILHAS THATHOCTHKA
e PekoMeHI0BaHO MPOBEICHUE CTUMYIIAIIMOHHON 1 urojpuaroir OMI [3,4,6,9,14]

YpoBenb y0enuTeIbHOCTH PpeKoMeHZauMu — 1  (ypoBeHb [10CTOBEPHOCTH
nokazaresabcTB C).
KommenTapuu: oannvie memoowt nossonsirom ougpepenyuposams 6onesnuv Ilomne om
3a601e8aHUl, CE6A3AHHBIX HApYULeHUEeM QYHKYUU 08ULameNbHblX 80I0KOH nepughepuyeckux
U HEPBHO-MbIUEYHOU nepedaiu.

e PekoMeH0BaHO MPOBEICHUE pEHTTeHOrpad UK OpraHoB rpyaHoit kietku [3,4,6,9,14].
YpoBeHb y0eauTeIbHOCTH PpekoMeHIauuu — 1 (ypoBeHb J10CTOBEPHOCTH

noka3zaresibeTB C).
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Kommenrapuu: Peumeenonocuyeckoe ucciedoganue 2pyoOHOU KIemKU  8blieisiem
Kkapouomezanuio. Kpome moeo, ona xnaccuueckoni MBIl xapaxmepno pazeumue
amenekmazos 1eekKux y MiaoeHyes, 8 OCHOBHOM, - 8 HUICHEl Q0.le J1e8020 1e2KO20.
e PekxomenzgoBaHo npoBeaenue Y3U Opromnrnoit mosocrtu [3,4,6,9,14].
YpoBeHb y0enuTEeNbHOCTH PpekoMeHIauMd — 1 (YypoBeHb [10CTOBEPHOCTH
nokazareabcTs C).
Kommenrapuu: 3auacmyro y nayuenmog c 0Oonesnvio Ilomne mooicem 6blaA61sMbCA
VMEpEeHHAs OP2AHOMEe2ANUsL, 8 YACMHOCMU, 2eNaAmOMe2alus.
e PexomennoBano nposenenue OKI', Xonrepockoro monutopuposanus OKI' u  OxoKI
[3,4,6,9,14].
YpoBeHb y0enuTeNbHOCTH PpekoMeHIauud — 1 (ypoBeHb [10CTOBEPHOCTH
nokasareabcTs C).
KommenTapuu: oannvie memoowvl ucciedosanusi no360JA10M GblAGUMb KAPOUOME2ANUIO,
2unepmpoguro MUoKapoa u HapyuleHus pumma cepoya.
e PekomennoBano wuccinenoBanue (Qyaknum BHemHero geixanus  (PBJ])  meronom
cniupoMeTpuu (KpuBas moTok-oowsem). [3,4,6,9,14].
YpoBeHb y0eauTeabHOCTHM pekoMeHJauuu — 1 (ypoBeHb /J0CTOBEPHOCTH
nokasareabcTs C).
KommenTapmii: Cywecmsyem pekomenoayus npogedeHusi OAHHO20 UCCIe008aHUS 6
NONOJCEHUU CUOSL U N1edHCa C NOCAe0VIOWUM CPABHEeHUeM noxazameis @Qopcupo8aHnoco
JcuzHenno2o obvema neekux (DOIKEJI). Cuuowcenue ©OKEJI npu uccredosanuu
CRUPOMEMPUU 8 NOJONHCEHUU N1eHCa N0 CPABHEHUIO CO CIMAHOAPMHbIM noaodceHuem >10%
Modcem ceUudemenIbCmeo8ams 8 noav3y ouacnosa ooaesnu I[lomne. Takowce cnupomempust
UCNONL3Yemcst O OUHAMUYECKO20 KOHMPOAs (DYHKYUU BHeUuHe20 ObIXAHUsl NPU 8e0eHuUu
nayuenmos.
e PeKOMEHTOBaHO TMPOBEJICHUE MYILCOKCUMETPUHU, KammHOTpadhuu W TOJUCOMHOTpadun
[3,4,6,9,14].
YpoBeHb y0eauTeabHOCTHM PpekoMeHIauuu — 1 (ypoBeHb J0CTOBEPHOCTH
nokazaresabcTB C).
Kommenrapmii: Jaunvlie memoovl no36onsiom onpeoeiums Cmenenb 6bipadCeHHOCmU

ovblxamenbHou HedOCMamoYHOCIU.

2.5 IuddepeHnnanbHas TMATHOCTHKA
Crnoxnocts nuarHoctuku BIIIIH onpenensercs oTcyTcTBHEM creUM(UYECKUX KIMHUYECKUX

CHUMIITOMOB, XapaKTCPHBIX JJIA OOJIBIINHCTBA HEPBHO-MBIIICYHBIX 60H€3H€I>i, a TaKXe
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pa3HoOOpa3ueM MX COYETaHWs, BPEMEHEM IOSBICHHS M TSDKECTH B HPOILECCE PAa3BUTHS OOJE3HH.
Huddepenunansuas auarHoctuka MBIl mpoBoauTcss co Bcemu 3a00J€BaHHSIMH, OCHOBHBIM
KIMHUYECKUM TPOSBICHUEM KOTOPBIX SIBISIETCS CHHIPOM BAJOro pebeHka. llepeueHb OCHOBHBIX

3aboseBanuid Bxoasmuii B tuddepennuanpabiii nuarao3 npu BITHIT npeacrasnen B Tadi. 5.

Tabmuua 5. OcnoBHbIe 3a00meBanus i quddeperHnnaibaoro nuarnosa bIITTH

Tun napymenus | Jlmarnos OCHOBHBIE CX0KHE CUMIITOMBI

IlosicHO-KOHEYHOCTHAS MBIIICYHAS Hporpeccnpylomaﬂ ci1aboCTh
,Z[HCTpO(i)I/IH MBI ITOSACOB HUKHUX

JuctpoduHonatnu (MUOAUCTPOPHS | KOHEYHOCTEH, KPHUIOBHIHBIC

Mromenna, bekkepa) JIONIATKU, KPAaMITH, OBBIILIEHUE
MuodubpuiispHas MHOTIATHS K®K

Mpiiieunble Muotonuueckast ructpodus 2 Tumna

TUCTPOPUN [TneuenonaToyHo-TUIICBas
MUOIUCTPODHUs

bones3ns /lanoHa
X-crerieHHas MUOIAaTH
JInenonaToYHOKOHEYHOCTHAS

MBIIIeYHas TUCTPODus

[Tonumuo3sut [TocTenenHo pa3BuBaroniasics
BocnanurensHas

MHO3UT ¢ BKIIOUYECHUSIMHU €1a00CTh MBIIIIII, TIOBBIIIIEHHE
MHOTIATHS

K®K

HemuenunoBas muonarus Mpiiieunas ciabocTh,

bosie3Hb LIEHTPAIBHOTO CTEPKHSA U TUIOTOHUS [P HOPMAIILHOM

MYJIbTUCTEPKHEBASI MUOTIATHH WJIA YMEPEHHO MOBBILIEHHOM
Bpoxnaennsie

lenTponykieapHas MUOTIATHS ypoBHe KOK, Hannunmn
MHOIATHH

MuonaTusi ¢ THaJIuHOBBIMU CKEJIETHBIX HapyIIEHUI

TeIbLaMH

[Ipoune BpoxkAEHHBIE MUOTIATUH

I'muxorenossl Illa, IV V u VII ['unoronus, renaTomeranus y

TUIIOB JeTe, c1aboCTh MBIIIIIL,
Mertabonuueckue

MutoxoHIpraibHble MUOTIATUU YTOMJISIEMOCTD, CJIa00CTh MBIIIIIL,
MHUOMNATUU

’KupoBsie MuonaTuu CHI)KEHUE YCTOMYMBOCTHU K

Harpy3kam, noBbinieHne KOK
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bonesan

MOTOHEHUpPOHA

CriuHanpHbIE MBIIIEYHBIE aTPOPUH,

tvn [ u 11T

byns6ocnmHanbHAs aMUOTpOGUS
(60one3np Kenneman)

BoxoBoit amuoTpoduueckmii

CKJIEPO3

CnabocTh MBI, HAPYIICHHUE
JbIXaHUS, aTPO(UsT MBIIIIIL,

BO3MOHO noblenue KOK

bosnie3nu HepBHO-

Muacrenus rpaBucC

BpO}K,I[eHHBIe MHACTCHUYCCKUC

Hapymenust npixanusi, cnabocthb

MbII, YTOMJIIEMOCTD

MBIIIEYHOH
CUHJIPOMBI
nepeaadu
Cunapowm Jlambepra-UToHa
AcuUMIITOMHOE Bropuunas Muonarus, BKJIro4as [ToBbimenne KOK
noBbienne KK JIEKAPCTBEHHYO
3. Jleuenne

3.1 KoncepBaTuBHOE JIeUeHHE

PexomennoBana  moku3HeHHass — ¢epMeHTHas — 3amectutenbHas — Tepanus  (D3T)

peKOM6HHaHTHOﬁ YeJI0BEUECKOM KHUCJIOM O-TJIIOKO3UAa30M MalieHTaM C IMOATBCPKACHHBIM

nauarHozom oosesnu [lomme [3,5,7-10,13-15,18,20,24].

YpoBenn  yOeauTeabHOCTH pekoMengamuu — 1  (YpOBeHb I0CTOBEPHOCTH
A0KA3aTeJbCTB A).
Kommenrapuu:  [lpenapam  anemioxosuoaza  amwpa™™ (Koo  ATX:A16AB07),

PEKOMOUHAHMHDIU  (hepMenm, CUHME3UPYeMblll KIeMmOYHOU JUHUel, NOJYYEeHHOU U3
AUYHUKOB KUMAUCKUX XOMAYK08. Anenoko3udaza anvgha 60CNonHAem aKMueHOCMb
nuzocomanvhon KA, umo npusodum x cmabunuzayuu uiu 80CCMAHOBIEHUNO (QYHKYUU
CepOeyHOll U CKEeNeMHbIX Mbluly (8KI0UAs OblxamenbHvle mbluybsl). Ilpenapam xopouwio
NEePeHOCUmcsl, He uMeenm  BblPAXNCEeHHbIX Nobounblx  d¢hgpexmos.  [lokazan  Ons
ooneoepementou 3T y nayuenmos ¢ noomeepaircoOeHHbIM OuacHo3om oonesnu Ilomne cex
803pPACMO8.

Ha oannviii momenm 3¢pgpexmusnocms u 6€30nacHocmy aneioKo3uddssl aib@a oyeHeHovl 8
KAUHUYECKUX UCCIe008AHUAX KAK Y Oemell, maK U y 63pOCiblX NAYUEeHmMOo8. 3aKOHYeHHble U
onyOIUKOBAHHbIE UCCIE008aHUs NO aedenuto bone3nu Ilomne 6viu nposedeHvl ¢ yuacmuem
oonee 500 nayuenmos. bBe3zonacHocmv U XOpowidas NepeHOCUMOCHb — mepanuu
anenoKo3udazon arvgha noomeepiicoena oonee wem 10 200amu KIUHUYLECKO20 ONbIMA y

oonee uem 1 800 nayuenmos.
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Ilpenapam evinyckaemcs 60 (HIAKOHAX, KOIUYECMBO JUOPuUIUZAMA 6 KOMOPHIX
akeusanreHmuo 50 me akmugnoco sewjecmea. Beooumcs 6/6é kanenvro 6 0o3upoeke 20 me/ke
geca nayuenma.

Depmenmuas 3amecmumenvHas mepanusi NO360Jislen COXPAHUMb JHCU3Hb NAYUEHMAM C
oonesnvto [lomne, ymyuwiaem ee Kayecmeo u 3ameodisem HpPOCPeccuposanue OONe3HU.
Pannee mnauano mepanuu oueHv 8adcHO, MAK Kax No3601Aem 000UMbCA  YHUUX
KAUHUYECKUX UCXo008. [lokaszamo, 4mo npumeHeHue GepmenmHou 3amecmumenbHoll
mepanuu npu miadeHueckol gopme bonesnu ymeuvuiaem puck cmepmu Ha 99%, a puck
cMepmu  UIU  HeoOX00UMOCMU 6 UHBA3UBHOU Gewmunayuu jeekux — Ha 92% [13].
Csoespemennoe Haznauenue mepanuu daneIOKO3UOA30U alb@a 6vl3viéaem oOpamuoe
pazeumue KapoOuoMUonamuu y NayueHmos c maaoenyeckou ¢opmou oOonesnu Ilomne,
VAyumaem noKazamenu MolUeyHOU CUibl, O8USAMENbHOU AKMUBHOCIU U CIAOUIUZUPYem
cocmosiHue ObIXamenbHoU cucmemvl )y Oemeli U 63pOCAblX  nayueHmos. Tepanus
anenoKo3udazon  arb@a nayueHmos ¢ nosoHel  opmou  OonesHu  3ameonsem
npoepeccuposanue 00Ne3HU, VIAYYULAS COCMOSHUE KOCMHO-MbIUEYHOU CUCeMbl U
cmabunusupys  COCmosiHue  ObIXAMENbHOU  CUCTeMbl, NOGbIUUAEN  BbIICUBAEMOCHIL
nayuewmos u YOIuHsem MNepuood UX OJHCUSHU 00 HACMYNJeHUs HeoOX00UMOCmu 6
BeHMUAYUU Ne2KUX U Kpecae-kogscke [19].

B csa3u ¢ smum kax modxcno 6onee pannee nauano @3T anentokozudasou anvga Anaemcs
JICUBSHEHHO  BAJICHOU  Mepoll,  KOmMopas  NO360um  Npe0oOmepamums  PAHHIO
UHBATUOUZAYUIO, NOBLICUNM  BBIJICUBAEMOCMb NAYUEHMOE U VIAVYUUM UX COYUATbHYIO
aoanmayuto. Kpome moeo, pannee nauano mepanuu u omcymcmeue nepepbléos 6 iedeHuu
NayueHmos8 no360Jiem 3HAYUMENbHO CHU3UMb PUCK CMepmU NAYUEHMO8 U DPUCK UX
nepexo0a Ha UHBA3UBHYIO BEHMUNAYUIO IE2KUX, NOBbICUMb KAYeCMB0 HCUZHU NAYUECHMO8 U
UX PYHKYUOHATLHYIO HE3A8UCUMOCHID.

Ilpu nanuuuu noomeeparcoenno2o ouacnoza obonesnu Ilomne, Hezagucumo om 6ospacma
nayueHma, nNAmMo2eHemMuyeckass mepanus —aieioKo3udd3ou anvga O0ouHcHa  Ovlmb
UHUYUUPOBAHA HE3AMEOIUMENbHO.

Ocobennocmu npogedenus ©3T npu MBII:

1) ne xopmumv pebenmka 3a 3-4 uaca 00 npogedenus uH@y3uu (npedynpedxcoerue
acnupayuu, 603MONCHOE NPOBeOeHUe PEAHUMAYUOHHBIX MePONPULMULL);

2) Paszsedenue npenapama 6 MUHUMATbHOM 0OBeme,

3) Bseoenue npenapama npu nepevix UH@Y3UAX OOJHCHO NPOBOOUMCS 8 YEHMPATbHbILL

BEHO3HbILL Kamemep Ul - NPU 66e0eHUU 8 nepupepuyecKuti 8eHO3Hbll Kamemep
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HEe0OX00uMo umemv 08a OOCMYNA, 6 OlbHeleM pPEeKOMEeHOYemcs YCMAHOBKA
UHGY3UOHHOU NOpM-CUCMEMDbL,

A Unegys3uu ¢ oepanuuennoil ckopocmoio (nosviuuernue na 0,5-1mn/u kaxcovie 30-60 mun),
VUUMBIBASL BbICOKUUL PUCK OEKOMNEHCAYUU CepoOeyHol HedoCmamo4Hocmu Ha @Qorne
2unepgoiemulL;

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

6) Haxoorcoenue 6 OPUT 6 meuenue 3-6 uacos nocie 3a6eputerust Rpoyeoypul;

[lpy  pa3BUTUM  CEpJCYHONW  HEJOCTATOYHOCTH  PEKOMCHJIOBAHO  NPUMCHCHHE
COOTBETCTBYIOLIMX TPYII TMpernaparoB (CepiAcuHble TIMKO3HIbL, JUYPETUKH, OeTa-
0JI0KaTOPbI, UHTHOUTOPBI AHTMOTCH3UH-TIPEeBpaliaoero pepmenta) [3,9,14,24]

YpoBeHb  y0equTEIbHOCTH pekoMeHJauuu — 1 (YpoBeHb J0CTOBEPHOCTH
aokazareiaber C).

KomMmenTapum: uasnauenue OaHHbIX Npenapamos OOJNHCHO OblmMb 6 COOMEEMCMEUU C
0eticmeyroWUMU PeKOMEHOAYUAM NO JIeYeHUI0 CepOeyHOU HeOOCMAamoyHOCML.

[Ipy  pa3BUTUU  JBIXATENBHON  HEJIOCTATOYHOCTH  PEKOMEHJOBAaHA  HEWHBAa3WBHAS

KHUCJIOPOHAS TIOIEPKKa (CO3JaHKe TI0JI0KHUTEIBHOTO aaBienus) [9,14]

YpoBeHb y0eqMTeIbLHOCTH pekoMeHAanmd — 1 (YypoBeHb JOCTOBEPHOCTH
nokaszareabcTB C).

[Tpu pa3BuTHE MHPEKIIMOHHBIX OCIOXHEHHH PEKOMEHJOBAHO HE3aMEJIUTEIHHOE HAYalo

arpecCUBHONM aHTHOAKTEPUAIBHOW TEpalui B MAKCUMaJIbHO BO3MOXHBIX TEPAIICBTHYCCKHIX

no3ax [3,9,14,24]
YpoBeHb y0eauTeIbHOCTH pekoMeHaauuu — 1 (YpoBeHb J10CTOBEPHOCTH
aokazareiabcrB C).

[Ipu HeoOxomumocT (CKOIUIEHHE CeKpeTa, pediroKC) pPEeKOMEHJIOBaHa CaHaIlus

JbIXaTeabHbIX myTeit [3,9,14,24]

YpoBenb y0enuTebHOCTH PpeKkoMeHaauMu — 1  (ypoBeHb [10CTOBEPHOCTH
noxazarejbeTB C).

PexoMenj0BaHO IpUMEHEHHE TIpenapaToB Kajbllus, Maruus, Butamuaa D, Guchocdonaron

[9,14,24,27-29]

YpoBeHb yOeauTeNbHOCTHM pexkoMeHgaumu — 1 (ypoBeHb J0CTOBEPHOCTH
nokaszareabcTB C).

KommenTapmii: Cruoicenue MuHepanbHoOU HNIOMHOCMU KOCMeEU AGNAemcs 4acmou
Haxo0Kou y nayuenmog ¢ 6onesuvio Ilomne u no OaHHbIM NOCIEOHUX UCCIEO08AHUL
oocmuzaem yposHs 67% cnyuaes[2]. Ocmeonenus u ocmeonopos oOHAPYHCUBAIOMCS KAK

npu MPBII, max u y Oemeii u e63pocivix ¢ bBIIIIH. Heycmotiuugocms npu xo0vbe,
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CJIOHCHOCMb I’ZOO()epD/CClHuﬂ pasHoeecusl 6 pesyibmame MbIUUEYHOLL Cﬂa6ocmu, 6
coYemaHuu ¢ ocmeonopo3om yzpoacaent paseunmuem nepeiomos Kocmell U NO360HOYHUKA.
Obsi3amenvhbiM - A61Emcs C60€6PEMEHHOE HA3HAY€EHUe npenapamoe e6umamuHa D,

Kanoyus, oucgochonamos no cxemam, peKOMeHOOBAHHBIM OJis 00Wel NONYIAYUU.

3.2 Xupypruueckoe JeyeHue

OO6bIuHO HE TpeOyeTcs.
e PexoMeHI0BaHO MaKCUMAIBHO M30eraTh WHTYOAIlMU WM MUHUMHU3UPOBATH JUIMTEIHLHOCTH
ee mpoBeaenus [27-29]
YpoBeHb yOeaMTENbHOCTHM pexkoMeHgaumu — 1 (ypoBeHb J0CTOBEPHOCTH

nokaszareaberB C).

4. Peabnanranus

Iayuenmam c 6one3uvio Ilomne HeobdX00UMa NOOOEPHCKA MAKCUMATLHO20 YPOBHS (DYHKYULL
CKeNlemHO-MblUEeYH020 annapama OJisl Npe0omepaujenus U MUHUMUIAYUU MOPUYHBIX OCTOHCHEHUL
(pazsumue KOHMPAKMYp, MbIUEYHLIX ampouil, KOMNEHCAMOPHOU Oedopmayuu cKelema,
ocmeonenuu, 0Cmeonoposa,).

e PexoMeH10BaHO pOBEICHHE I (13 % 00111704 peabUIUTAIIMOHHBIX MEPOIPUITHIA:
¢dbusnoTepaneBTuyeckue mpouenypsl, wmaccax, JIOK, noromemusi, pecnupaTopHas —Tepamus
(mpIxarenbHasi THMHACTHKA), 00y4eHHE CaMOOOCIY)KMBaHHIO M MCIIOJIb30BAaHUIO BCIOMOIATEIbHBIX
npucrnocobaeHnid (3aBUCUT OT Bo3pacta pebenka). [lo moka3zaHMsIM - 3aHSATHS C JIOTOIEIIOM,
cypaosorom [3,9,14]

YpoBeHb yOeAuTeJbHOCTH peKOMeHAAIUN — 1 (YPOBEeHb 10CTOBEPHOCTH A0Ka3aTeabCcTB C).
Kommenrapwuii: Ilpu nposedenuu peadunumayuoHublx Mmeponpusmuii uzbe2amv UYpe3mMepHulX

(MaKcuManbHblx) Ha2py30K.

5. IllpodpunakTuka U AMCHIAHCEPHOE HAOIIOIEHUE

5.1 MlpoduaakTuka

Ipogpunaxmuxu 60one3uu [lomne ne cyuecmayem.
Ipoghunaxmuxa ocnosrcrnenuii:

e PexoMeH/I0BaHA BaKIMHAIUS O MHIUBUAYATBHOMY TpaduKy, KOTOpas BKJIIOYAeT B ceOs
BaKI[MHBI, BKJIIOYEHHBIE B HAIMOHAJIBHBIN KaJCHJAaph NPUBHUBOK, a TakK)Ke BaKIMHY IPOTHUB
pecnupaTOpHO-CHHIIMTHATIHFHOTO BUPYyCa YEIOBEKa, CE30HHYIO BaKIIMHY OT T'PHIINA, THEBMOKOKKOBYIO
BakiuHy. Jlnarno3z MBI He siByisieTCsl MPOTUBOMOKA3aHUEM [Tl IPOBEICHUS MPUBUBOK [14].

YpoBeHb yOeanTeIbHOCTH peKoMeHAanuu — 1 (YpoBeHb 10CTOBEPHOCTH J0Ka3aTeJbeTB C).
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5.2 MOHUTOPHMHI COCTOAHUS NanueHToB ¢ 001e3HbI0 ITomme (cMm. [Ipuaoxenue I'2)

e [lanmentam ¢ MBIl pekoMeH0BaHO MOCTOSHHOE MOHUTOPUPOBAHUE COCTOSIHUS CEPIEYHO-
COCYIMCTOM, JAbIXaTEJIbHOM, CKEJIETHO-MBIIIEYHONU CHUCTEM, KEIYJAOYHO-KUIIEYHOTO TPAKTa,
a TaK)Ke peryjsipHas OlleHKa KayecTBa ku3Hu [3,6,9,14,15].
YpoBeHb yOeaMTEJNbHOCTHM pexkoMeHgaumu — 1 (ypoBeHb J0CTOBEPHOCTH
nokaszareabeTrB C).

Kommenrtapuii: Monumopune cocmosinus cepoeuno-cocyoOucmou Cucmembi':

- Pebenox ¢ MBIl 6 npoyecce 6ceco nepuoda neweHusi HyxHcoaemcsi 6 HaAOIOOeHUU
Kapouonoza, NepeoHAYaIbHO 8 YCI08USX CIMAYUOHAPA, a NPU CMAOUIU3AYUU COCMOSHUS -
nO NOKA3AHUAM, HO He pedice 00H020 pa3za & 3 mecaya. Cpoxu npebvisanus 6 cmayuonape
UHOUBUOYATIbHBL U 3ABUCAM  OM  MANCECMU COCMOAHUA  OONbHO20. YX00 Hocum
UHOUBUOYATILHBLU XapaKmep.

- B cmayuonape 0o cmaburuzayuu - cocmosHusi  HeoOX00UMO  00S3amenbHO
koumpoauposame OKI (npu neobxooumocmu - cymounoe monumopupoganue IKI ¢
Yenbl0 CB0EBPEMEHHO20 BbIAGIEHU HApYUleHUull pumma cepoya). B nocnedyrowem, npu
VAYUUeHUU UIU CMabuIu3ayuy cocmoanus, konmponuposams IKI edcemecsuno nepagvie 3
Mecaya unu yauje no NOKA3aHusim, oaiee Kaxcovle 3 mecaya uiu no NOKA3aHusM.

- OxoKI' xoumponv neobxooum Kadxcovlie 7-14 owueti 6 nepsvie 12-24 nedenu 3T
(KOHMPOAL ~ MPAH3UMOPHO2O CHUNCEHUS COKPAMUMOCMU MUOKAPOd, UMO MOdicem
CONPOBOANCOAMBCSI HAPACAHUEM NPOSBIIEHUL CEPOSUHOU HeOOCMAmMOYHOCU U mpebdyem
KOPpeKyuu CUMNMOMAMUYECKol mepanuu), oaniee excemecsiuno uiu no noxasavusim. Ilo
oocmudicenuu 1 2ooa scusnu IxoKI - 1 paz 6 3 mecaya uiu no noKazauusim.

- Koumpono NT-proBNP neobxooum kadicovle 3 mecaya uau no nokazarusm 0o 1 eooa,
oanee nocie nepeozo 200a dxcusHu - 1 pas é 3-6 mecsiyes uiu no NOKA3AHUAM.

- Cmpoeuti edceOHesHblll KOHMPOIL 00beMa nompebnsieMou HcuoKkocmu (numauue,
napenmepanbHas UHQY3UOHHAS Mepanus) ¢ Yeablo NPeOyNpelcOeHus nepecpy3Ku Ulu
06e3601cueanus (oepanudenue xcuokocmu 0o 2/3 om guzuonocuueckou nompebHocmu).

MOHHWZODHHZ COCIMOAHUA ObIXAMENbHOU CUCTIEMbL.

- Bo epems kanxcooco ocmompa nayueHma HeoOXOOUMO OYEHUBAMb PeCnUpamopHblil
cmamyc (KOHMpOIbL Xapakmepa u 4acmomsl OblXaHus npu O00pPCmMeoeaHuu U 80 CHe,
8edeHue pooumensimu pecnupamopHo20 OHeBHUKA).

- Oyenka ne2ouHoOU YHKYUU U 2a3000MeHA OOJHCHA NPOBOOUMBCS NpU NOCMAHOBKE
OUASHO3A, KAXMCOOM 8uU3UmMe Nayuenmd, npu UMeHeHUU KIUHUYECKO20 COCMOsAHUA (npu
npucoeOuHeHuu GUPYCHoU ungekyuu). Penmeenoepamma 2pyoHou KiemKu OOJNNCHA

npoeo()umbc,q npu nocnmaroeke ouasHo3a 1 no NOKA3AHUIM.
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- Tlonucomnoepagus - nocie nOocmanosku OuacHo3a U NO KIUHUYECKUM NOKA3AHUAM
(8viA6neHUe U NPOPULAKIMUKA ANHOD 80 CHE).

- Mukpobuonozuueckoe ucciedo6anue mpaxeaibHo20 dACNUPAmMa C Yeavblo OYeHKU
MUKpOOHO2O0 cmamyca U HeoOX00UMOCmU NpPo8edeHUs aAHMUOAKMEePUAIbHOU U/ ulu
npOMuUBOPUOKOB0L mepanuil.

- Oyenxa @B/ 60 cHne u/unu npu 600pcmeosanuy - NpU NOAGIEHUU U/UNU HAPACMAHUU
Hcanob Ha ycmanocms, NOsGNEeHUe Nepughepuyeckoeo yuamo3d, anHod 60 CHe, NAOeHUU
JKEJI nuoice 40-50%, nadenuu camypayuu u nesghghexmuenocmu ee Koppexyuu Ha hore
uHCyghaayull Kuciopooa y demeti paHHe2o 803pacma.

- Heunsaszusnas Kuciopoonas nodoepiscka (Co30anue noioHCUmenrbHo20 0deieHus) - npu
pazeumuu 2UNOKcemuu, 06CmpyKmueHoOM CUHOpoMe.

- Jleuenue n100bIX uHpekyuil ObIXAMENbHLIX nymetl OOJNHCHO HOCUMb AcPeCCUBHbLL
xapakmep, HAa3HaueHue aHMUOAKMEPUATLHOU Mmepanuu NpoeoOUMCs 6 MAKCUMALbHBIX
mepanesmu4eckux 003upoBKax.

- Obyuenue pooumerneil UCNOIb308AHUIO HeOYaalizepd, OMCcocd.

MOHUWZOpuHZ COCMmMOARUA cheﬂVaOUHO'KuWeHHOZO mpaxkma.

- Koumponb pocmo-8ecosbix napamempog exncenedenbHo, elcemMeciito, excekeapmaibHo

- Brnouenue 6 payuon cneyuanuzupo8aHHuIX BbICOKOKANOPULHBIX U BblCOKODENKOBbIX,
AHUMPEDIIOKCHBIX cMecell.

- 30H0060e KOpMIeHUe, Ul CcOeMeujeHue NepopalbHO20 U 30HO08020 NUMAHUA NPU
COXpaHeHUU adeK8amuo20 2N10MAanUsl U OMCYmMCmeuy NONepxXuaHusl.

- Hazooyooenanvnoe 3010060e KopmaeHue npu coXpameHuu pe@uiokca u 8biICOKOM pUcke
acnupayuu.

- Opanvuas cmumynsayus, cocavue COCKU, SUMHACMUKA OOINCHbI NPOBOOUMbBCS BCEM
nayuenmam Oisi NOOOEPHCAHUS HOPMATLHO2O PA38UMUSL HABLIKOG 2NOMAHUSL U YCMHOU
peuu.

Monumopune cocmosinus cKeiemuo-MblueYHOU CUCNEMbL.

- Tloooepoicka MaKcumanbHo20 YPO8Hs (DYHKYULL CKELeMHO-MbIUeUHO20 annapama OJist
npeoomepawjenuss U MUHUMUZAYUU S6MOPUUHBIX OCIONCHEeHUL (pazeumue KOHMpaKmyp,
MblUeUHblX — ampoghuil,  KOMNEHCAmOpHOU  Oepopmayuu  cKeiema,  OCMeOneHul,
ocmeonoposa,).

- Ilpu nposedenuu  peabuUIUMAYUOHHLIX  MepONpUAmMuUL  u3be2amv — Upe3mMepHbIX
(Maxcumanvhvlx) Hazpy3ox. Pecynapuo: guzuomepanesmuueckue npoyeoypvl, MAccaxic,

JIOK, noeconedus, pecnupamopnas mepanus (ObixameibHas SUMHACMUKA), 00yYeHue
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CAMOOOCIYACUBAHUIO U UCTIOTBL30BAHUIO BCNOMOLAMENbHBIX NPUCNOCOONEHUU (3a8ucum om
gozpacma pebenka). Ilo nokazanusam - 3aHAMuUsL ¢ 1020N€00M, CYPOOTIO20M.

- Ocmomp He8poN02aA C OYEHKOU MOMOPHBIX 803MONCHOCMEU U HEPEBHO—NCUXULECKO20
pazeumusi pebeHKa HeobXo0uMo nposooums Kaxcovle 3-6 mecayes 0Jis1 Oemell 8 803pacme
00 5 nem u edce2o0no 0ns 6onee cmapwux nayuenmos (oyenxka no wxaire Anvbepma
MOMOpHO20 pazsumus maadenyes - 6 Ilpunoowcenuu 173). Tecmuposanue ciyxa O00n*CHO

npoeodumbc;l €2ce200H0 UL NO KIUHUYECKUM NOKA3AHUSM.

[Tanmenram ¢ BIIIIH pexkomMeHAOBaHO TNOCTOSHHOE MOHHUTOPUPOBAHUE COCTOSHUS

HBIX&TGHBHOﬁ, CKEJICTHO-MBIIIICYHON CHUCTEM, a TAKXKC PEryjisipHas OOCHKa KaduC€CTBA XXU3HU

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

YpoBenb y0enuTeIbHOCTH PpekoMeHgauMu — 1  (ypoBeHb [10CTOBEPHOCTH
nokaszareiabcTs C).

KommenTapnmii:

Iayuenmvr ¢ BIIIIH OondcHbl npoxooums o00s3amenbHble exce200Hble 00C1ed08aHUs
MUHEPAIbHOU NIOMHOCMU KOocmell OJisl C80e8PEMEeHHOU KOPPeKYUuU Noay4aemo2o JleueHus
no nosody ocmeonenuu u ocmeonoposa. Cinedyem Hacmou4ugo peKomMenoo8ams NAyueHmy
C HapyuleHuem noxooKU U pasHoBecUsl NOIb308AMbC 6CHOMOSAMENbHbIMU NPpeOMemamu -
MPOCMbI0, XOOVHKAMU, 4 NpU HEOOXO0OUMOCMU UCNONIb3068AMb MeXaHuyecKue cpeocmed
nepeogudicenus (kpecino-kamaixky u np.). Ilayuenmwvr ¢ BIIIIH OonodicHbl pe2ynsapHo
oCMaAmMpueamvcs IHOOKPUHOIO2OM C NposedeHuem obcredosanus. bonvuoe snauenue
umeem npasuibHblll 00pa3 HCUHU C AOEK8AMHBIM DACHpeOeNeHUeM HA2PY30K, 3aHAMUL

J1euebHOoU PU3KYIbMYPOU HOO KOHMPOLEM UHDOPMUPOBAHHO20 UHCMPYKMOPA.

HeoOxomumelii rpaduk 00CIenOBAHWNA TAIMEHTOB C JIWATHOCTHPOBAHHOW Ooisie3Hpio [lomrie

apexacrasieH B [Tpunoxenun [ 2.

ﬂ]l}l MOHUMOPpUHeA COCMOAHRUSA NAYUEHNOE, Haxodﬂu;uxc;z HA RNAMO2EeHemu4ecKou mepanuu,

pekomeHdogaHo ux Habmooenue He peoaice 00H020 pasa 6 200 8 cCneyualusupoBaHHblX yeHmpdax, 6

KOmMopblX MoaHcem Oblmb OKazZaH 00veM Me()uuuHCKOIZ nomowu 6 coomeemcmeuu C OaHHBbIMU

KJIUHUYeCKUM pexoxwem)auumu.

6.

JIOHOJ'IHI/ITC.]IBHaﬂ I/IH(I)OpMaIII/Iﬂ, BJINAIOIIAsA HAa Te4YCeHHe H HCX0Q

3a00/1eBaHUs/CHHAPOMA

6.1 Ucxoapl M IPOrHO3

HpOFHO3 00JIe3HN 3aBHCHUT OT BO3pacTa ,Z[C6IOTa 38.6OJ'ICB8.HI/I$I, KOJIMYCCTBA BOBJICUCHHBIX

CUCTEM OpraHu3Ma, BKIIIOYas CTCIICHb W TAKCCTH MOPAXCHHUA MBINICYHOI'O ariapara (CKeHeTHOfI,
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JBIXaTeIbHOM, CEepACUYHON MYCKYJaTyp), CKOPOCTH MporpeccHpoBaHus, BpeMeHu Hadaina D3T.

Hazpauenne mnaToreHeTHYECKOM TCpalliu Ha paHHUX CTaAuiaX 3a0071eBaHUs OIpPCACIACT

ONMaronpusATHBIA TPOTHO3 ¥ YIY4YIIAeT KadeCTBO JKWU3HM TMalMeHTOB ¢ Oone3npio [lomre,

npeaoTBpamas nx HHBAJIMAU3aHTO.

7. KpnTepml OIICHKH KaYecTBa MeHHHl/IHCKOﬁ MNOMOIIH

Tabauua 6 - OpraHu3aIMOHHO-TEXHUYCCKHE YCIIOBUSI OKa3aHUS MEIUIIMHCKOW ITOMOIITH.

Bua MmeaunuHCKONH MOMOIIM

CHGHI/IaJ'II/IBI/IPOBaHHaH MCEIHUIIMHCKAasA IIOMOIIb

YciaoBus oka3zaHus CTaHI/IOHapHO /B JHCBHOM CTallHOHApPE

MeINIUHCKOM MOMOIIH

®opma okazaHuA [InanoBast/3kcTpeHHas

MeIULMHCKOI MoMOIIH

Tabauua 7 - Kputepun kauecTBa OKa3aHUs MEIUIIMHCKON TTOMOIIN

No KpI/ITepl/Iﬁ Yposenn Yposenb

AOCTOBEPHOCTH y0eauTeIbHOCTH
J0Ka3aTeJbCTB peKOMeH}IaHI/lﬁ

Brimonneno onpenenenue aktuBHocTH KAI (kucnoit | B 1

MaibTa3bl) B TMSITHAX KPOBHU, BBICYIICHHBIX Ha

(GUIBTPOBAIBHON Oymare, B JIEUKOIUTax

nepupepuIecKoi KpOBHU (npu ITOCTAaHOBKE

JIMarHo3a).

BrimtosiHeHo MpOBEJICHUE MoOJIeKyJsIpHO- | B 1

TeHeTH4ecKoro wuccienoanusi reHa GAA  (mipu
NOCTaHOBKE JMarHo3a)

Bremonneno onpenenenne ypoasa KOK, AJIT, ACT, | C 1
JIAr
Beimonneno  ompenenenue  ypoBHs  NTproBNP | C 1

(Mo3roBoro HaTtpuiiypernyeckoro ropmona (N-
KOHIIEBOTO  (aMHHOTEPMAIbHOT0)  MPOIMENTH/IA))
MalydeHTaM ¢ MJaJeH4Yeckol ¢opmoit  OoJe3Hn
ITomne

[IpoBenena ¢depMeHTHasE 3aMeCTUTENbHAsT Tepamus | A 1
(®3T) pekoMOMHAHTHOI 4YeTOBEUECKOW KHCIOW o-
TIIFOKO3Ua30M  TAlMEHTaM ¢ [TOATBEPKICHHBIM
nuartozom Oosesnu [lomme npu HAMMYUU TOKa3aHUHA
U OTCYTCTBUU NMPOTHUBOTIOKA3AHHH.
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«Acconuanum JeTCKUX Kapauosaoros Poccun»

Kynes Cepreii UBanoBu4, Mocksa, ®I'bHY "Menuko-reneTnueckuii HaydHbli LEHTpP", WI.-KOpP.
PAH npod., n.Mm.H., unen [Ipesunnyma [Ipasnenus Poccuiickoro o6mecTBa METUIIMHCKUAX
T€HETHUKOB

Jlapnonosa Banentuna Unsunnyna, C. [lerepOypr, ®T'BHY "UHCTUTYT 3KCIEpUMEHTAIbHON
MeauLuHBL", Tpod., 1.M.H., 4ieH Poccuiickoro oduiecTBa MeTMIIMHCKUX T€HETUKOB

MuxaitnoBa Cetnana ButanseBHa, MockBa, ®I'BY «Poccuiickas Jlerckas Knunandeckas
bonpnuna» M3 P®, ipod., 1.M.H., uneH Poccuiickoro oo1iecTBa METUIIMHCKUX TEHETUKOB
HamazoBa-bapanosa Jleina CelimypoBHa, MockBa, ®I'AY "HannoHnaibHbII Hay4YHO-IIPAKTUYECKHUN
LeHTp 310poBbs aerei" M3 P®, akanemuxk PAH, Ilpencenarens Mcnonkoma Coro3a neauaTpos
Poccun.

Hukutun Cepreit Cepreesud, MockBa, POO «O0111ecTBO CrieuanicToB M0 HEPBHO-MBIILIEYHBIM
3a00sieBaHUAMY, TPOQ., J.M.H.

[TonsikoBa Cetrnana Uropesna, MockBa ®DI'BY «Poccuiickas Jlerckas Knunnueckas bonbHua

M3 P®, nipod., 1.M.H.
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ABTOpBI TIOJATBEPKAAIOT OTCYTCTBUE (PUHAHCOBOM MOAJEPKKU/KOH(PIUKTA HHTEPECOB, KOTOPBII

HE00X0AMMO 0OHAPOAOBATH.
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IIpunoxenue A2. MeTomoJiorus pa3spadoTKi KJIMHAYECKHX PEKOMEH AN

HaCTOSIH_II/Ie PEKOMCHAAIMU YCTAaHABJIMWBAIOT BU/BI, 00beM U HHAUKATOPbI Ka4CCTBA MCI[I/IHHHCKOﬁ

NOMOIIM TanueHTaMm, OonbHbIM Ilomme, W OBUIM paccMOTpPEHbI M YTBEpKIEHb B paMkax Haydno-

pakTUYecKoro KoHrpecca «Opdannbie 603N, Mpoteanero B Mockse 2-4 utons 2016 rona.

I_IeneBa;I AyJUTOpHUA JaHHBIX KIIMHUYCCKUX peKOMCHHaHHﬁi

© © N o gk~ wDdh -

e T
w o

14.

Bpauu neguatpsr;

Bpauu-tepanesTsl,

Bpauu —reneruxu;

Bpauu-nerckue kapauonoru;

Bpauu ractposnTeponoruy;

Bpauu nespoitory;

Bpauu o0mieli BpaueOHON MPaKTUKH (CEMEHHBIC Bpayn);
Bpauu-nynemoHonory;

Bpaun- 3H10CKONUCTEI;

Bpauu- penrrenosnory;

Bpauu pyHKIIMOHAIBHOIN TUATrHOCTHKY;
Bpauu-nerckue HeBposory;

Cryaentsl MenquuuHckux BY3o0B

OO6yuaromuecs B OpAMHATYpE U HHTEPHATYPE

g cbopa M cenekuuu J10Ka3aTeabCTB MPOBOAWICS MOUCK MyOIMKaui B 3JIEKTPOHHBIX 0azax

JTaHHBIX, a UMeHHO KokpaHoBckast Oubnuoteka, 6a3pl qanHbix EMBASE u MEDLINE. I'nybuna noucka

cocraBisia 15 mer

Tabmuma [11. YpoBHHM 1OCTOBEpHOCTH JI0Ka3aTe€IbCTB B COOTBETCTBHE C YHUPHUIMPOBAHHON
mkanoii GRADE (GRADING OF RECOMMENDATIONS ASSESSMENT, DEVELOPMENT AND
EVALUATION).

YpoBeHb 10Ka3aTeIbHOCTH IosicHeHue

A.Bbicoxkuii Cornacyromuecs
BBITIOJTHEHHBIX PaHIOMU3UPOBAHHBIX
KOHTPOJIHPYEMBIX UCCIIeTOBAHHM W

HEOINPOBEPKMUMbBIE JI0KA3aTEIbCTBA B KAKOM-
nu6o npyroi popme
JlanpHeWMe wWcclenoBaHUs BpSAA  JU

HU3MCHAT YBCPCHHOCTH B OLCHKE TIIOJB3bI U
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pHCKa.

B. Cpennnii

JlanHbIC PaHAOMU3HPOBAHHBIX
KOHTPOJIMPYEMBIX WCHBITAHUW C  BaKHBIMH
OTpaHUYEHUSMH (TIPOTUBOPEUUBBIC PE3YJIbTATHI,
METOHO0JIOTHYECKHE HEJOCTATKH, KOCBEHHEIE MIIH
HETOYHBIC), WIu OuY€Hb yOenuTenbHbIC
JIOKA3aTeIbCTBA B KAKOW-TMO0 Apyroit popme.

JlanpHeimue wuccienoBaHus (€Ciu OHHU
MIPOBOJIATCS), BEPOSTHO, OKAXKYT BIHMSIHUE Ha
YBEPEHHOCTH B OIIEHKE MOJIb3bI M PUCKA U MOTYT

HN3MCHUTDH OLICHKY.

C. Huzknii

JlanHbie nu3 HaOJII0JaTeNbHBIX
HCCIIEN0BaHUNA, OECCUCTEMHOIO KIMHHYECKOIO
omnbITa AN n3 PaHIOMHU3UPOBAHHBIX
KOHTPOJMPYEMBIX HCIHBITAHUA C CEPbE3HBIMHU
HEJOCTaTKaMHU.

JlanmpHeWme  HUCCIEOBaHUs, CKOpee
BCET0, OKaXXYT BaKHOE BJIMSHUE HA YBEPEHHOCTh

B o1leHKe 2(peKTa u, BEpOsATHO, U3MEHSAT €€.

D. Ouenns HM3KMI

JIrobas oueHka >pdexTa sABIsIETCS OYCHD

HeonpeneneHHoﬁ.

Tabmuua I12. YpoBHM yOenuTEeNbHOCTH PEKOMEHAALUN B COOTBETCTBUE C YHHU(PHUIIMPOBAHHOU

mkanoi GRADE (GRADING OF RECOMMENDATIONS ASSESSMENT, DEVELOPMENT AND

EVALUATION).

YpoBennb y0eauTeabHOCTH

pexoMeHaanuin

THosicuenue

1 —cunbHasi pekoMeH AU

O)KI/II[aeMaH noJjib3a OT TMPUMCHCHUA
BMCIIATCIILCTBA 3HAUYUTCIIBHO MPEBOCXOJUT €TO

HEXCIIaTCIIbHBIC ITOCICACTBUS.

2 — ciiabasi/yc10BHAsSI peKOMeHIaIust

HpeI/IMYH_[eCTBa, PUCKHU U CTOUMOCTH IIpU
MNPUMCHCHUHN BMCIIATCIILCTBA TOHKO

C6aJ'IaHCI/Ip0BaHI)I WM B OTHOIICHHUHU JOTOI0O
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OanaHca CyIIeCTBYIOT HEOIPEACIICHHOCTH.

AKTyanu3anus JaHHbIX KIMHUYECKUX PEKOMEHAAUUN OyJIeT MPOBOIUTHCS HE PEXkKe, UeM OJMH pa3
B Tpu ropa. Ilpunsrue pemenuss 06 oOHOBICHHHM OYyIET MPHUHATO HAa OCHOBAHUHU MPEUIONKCHUIA,
MIPEJICTABICHHBIX MEIUIUHCKUMU MPO(EeCCHOHATPHBIMU HEKOMMEPUECKHMMH OpraHU3alusMU C
y4€TOM pe3yJIbTaTOB KOMIUIEKCHON OLIEHKH JIEKAPCTBEHHBIX IPENapaToB, MEAULIMHCKUX U3JEJINH, a

TaK)Ke pe3y/IbTaTOB KJIMHUYECKOHN anpoOaluu.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

IMopsinku oka3aHUA MeIMIUHCKON MOMOIIIN:

1.

[Ipuxa3z MuHHCTEPCTBA 3ApaBOOXPaHEHUS U collManibHOro pa3Butus PO ot 16 anpens 2012 r.
N 366H "O6 yrBepxknenuu [lopsiaka okazaHus meauaTpuIecKoi momormu")

[Ipukaz MunucrepctBa 3apaBooxpaneHuss P® "OO yreepxknaenun Ilopsaka okasaHus
MEIUIIMHCKOW TMOMOLIM OOJNIbHBIM C BpPOXICHHBIMU U  (MJIM) HACJIEICTBEHHBIMU
3aboneBanusaMu” ot 15 HostOpst 2012 . N 9171).

IIpuka3z Munzapasa Poccun ot 25.10.2012 N 4401 «O6 yrBepxaenuu Ilopsaka okazanus
MEIUIIMHCKOM IMTOMOIIH 110 PO "IeTcKas Kapauoiorus'"

[Ipuka3z MunucrepcTBa 3apaBooxpanenus Poccutickoit @enepanuu ot 14 nexadps 2012 r. Ne
10471 "O6 yrBepxknenuu [lopsaka okazaHus MEIUIMHCKON MOMOIIU AETSIM IO MPOQPUITIO
"HeBpoJiorus"

[Ipuka3z MunucrepctBa 3apaBooxpanenus Poccuiickoit ®denepanuu ot 15 Hoa0pst 2012 r. Ne
9231 "O06 yrBepxkaenuu [lopsiika oka3aHUss METUIIMHCKON ITOMOIIM B3POCIOMY HACEICHUIO

o npoduito "Tepanus’

[lopsanok oka3aHUS MEIMLMHCKON IOMOIIM B3pOCIOMY HACEJICHHIO NpU 3a00JeBaHUSAX
HEpBHOW cucTembl (YTB. TmpuKazoM MuHHUCTEpCTBa 3[ApaBooxpaHeHUs Poccuiickoit

Oenepaunu oT 15 HOsOps 2012 1. Ne926H)
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IIpunoxenue b1. Anropurm BeaeHusi nangueHTa c¢ 6oje3nso [llomme

[TatmenT ¢ momo3penuem Ha 6one3np [lomme

\ 4

Jnarnoctuka

Koncynpranus
MIPOGUIEHOTO Jlnarsos
CIIEI[HaTNCTa Honreepxaen?

Ectb 11
MIPOTUBOTIOKA3aHUS K
Ha3zHaueHHo O3T?

CuMnToMaTHdecKkas
Tepamnusi, MOHUTOPUHT
COCTOSTHHUS

Hasznauenune ®3T B
cTanuoHape

A 4

MOHUTOPUHT COCTOSIHUS
ManueHToB, noayyatomux O3T
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Ipuioxenue B. Unpopmanus 1 naueHToB

bonesns Ilommne (rmukoreno3 Il Tuna) — peakoe HacieACTBEHHOE 3a00JIeBaHUE, CBSI3aHHOE C
nepunuroM ¢depMeHTa KHUCIOW MajiabTasbl (KUCIOW anbga-TIIOKO3UIa3bl), YTO MPUBOAUT K
HaKOIUICHUIO TJUKOIeHAa B Pa3jUYHBIX TKaHiIX. [IpeMMylIecTBEHHO TMOpa)XaeTcsi CKelleTHas
MYCKYJaTypa, HO B pa3HOM CTETEHH TNIMKOTE€H MOKET HAKaIlJIMBaThCsl B CEPACUHOMN MBIIIIE, NTEYECHH,
HEpBHOW TKaHU, TTIAJIKOW MYCKYyJIaType  T.1.

Tounas pacnpoctpanenHocts bBII nHeusBectHa. Ilo gaHHBIM pa3HBIX aBTOPOB 4YacTOTa
00JIe3HU, B 3aBUCUMOCTH OT CTPAaHBI U ITHUYECKOW MPUHAIICIKHOCTH, BAPHUPYIOT B JHUAINA30HE OT
1:40.000 no 1:300.000.

CoBpemenHoe JeyeHue Ooniesnu [lomme 3akirodaercs B Ha3HAYCHUHM TMOXHU3HEHHOU
dbepmentHoit 3amectutenbHOM Tepamuu (DP3T) peKOMOMHAHTHOM YENOBEYECKOW KHCIOW o-
rmoko3uaazoil. Ilpenapar B Poccum 3apeructpupoBan B 2013 roxy. @3T mo3BosisieT coXpaHUTh
KHU3Hb HanueHTaMm c Oose3npto llomme, ymydmiaer ee KauyecTBO M 3aMeUI€T MPOrPECCHPOBAHUE
0ose3nu. PanHee Hayaio Tepanuy OYeHb BAXKHO, TaK KaK IMO3BOJISET TOOUTHCS JTYUIINX KIMHHYSCKAX

HCXOO0B.
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Ipunoxenne I'l. Aaropurm guarHoctuku 0ose3nu Iomme

OCHOBHBIE CUMIITOMBI Crenuduueckuit
OMOXUMHUYCCKUI
Mapkep,
MOJITBEPK IAFO LU A
JHarHo3

MeleyHas ¢i1abocTh

Kapaunomeranus

I'emaTomeranus

COHIUBOCTB,

YTOMIII€EMOCTB, :> d KAT (kucmnoii

Makporioccus, MaJIbTasbl) B CyXOM

Oppiiika, IIATHE KPOBU UJIU

Cepneunas JIEUKOLIUTAX

HEJIOCTATOYHOCTb,

IToBpmmenune KOK,

IToBemmenne ACT,

AJIC, JIAT

MounexkyisapHo- MonuTtopuHr mnociue
TEHETUYECKOE Hayaja JICYCHUs
UCCIIEJOBaHUE
MonuTopuHr
BBISIBJICHHE COCTOSIHUS
MyTalui B FeHE CepACYHO-
GAA Meronom |:$ COCYIUCTOM,
CEKBEHUPOBAHUS JbIXaTEJIbHOM,
KOZMPYIOIIUX U KOCTHO-MBIIIEYHON
IIPUIETAIOIINX CHUCTEM I10CJIE
MHTPOHHBIX Hayaja JICYCHMUs],
obnacrei KEITYTOUHO-

KHUIOCYHOT'O TPAaKTa

IIpuioxkenue I'2. MOHUTOPHUHT MANMEHTOB ¢ 00J1e3HbI0 [Tomme.

Bce
NALMEHThI Bospacr <5 qer Bo3pacrt > 5 ger
Ha moMmenT Kaxnpie | Kaxneie | Kaxngele | Kaxnele | Kaxnblie
Havyana O3T 3 mec 6 mec 12 mec 6 mec 12 mec
Knununuyeckuii craryc
NManMeHTa X X X
Pocr, Bec, OKp)imﬂocn) X X .
r0JIOBBI Y JeTel
A/l, Temneparypa reja X X
AHaJH3 KpOBH* X X X
AHaau3 Mmouu ** X X X
PeHTreljorpa(bnﬂ OpPraHoB X X X
TPYAHOM KJIETKHU
KT X X X
IxoKTI' X X X
Ayauomerpus X X X
OueHka 0CTPOTHI 3peHus X X
OueHka KOTHUTUBHOIO < .
craryca
JeHcuromerpus X
Ouenka JMHEHHOr0 pocTa X
Ouenka @B/l X X
OueHka MOTOPHOIO cTaTyCa
10 IIKAJAM M TeCTy X X X
MW T***
Ounenka KauecTBa KU3HHU
Onpocauxk SF-36 X X
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* Amamu3 kpoBu nmokeH Brimouath: ACT, AJIT, JIAT, KOK (MB-dpaknus), ans0ymun

CBIBOPOTKH, TPOTPOMOMHOBOE BpEMs, YACTUYHOE TPOMOOIUIACTMHOBOE BpeMsi, 00Ul OumupyOuH,

CBIBOpOTO‘-IHBIfI KpCaTHUHHH.

** AHanM3 MOYH JIOJDKEH BKITFOYATh: KpeaTHHUH MOYH, Oenok, CKD

*** Mlcrionb3yeMbIe ITKAJIBI:

[Ikana Anpbepra MoTopHOTO pa3Butus mianaeHies (AIMS) (Ilpunoxenue 1)

Cuuta MBI IO HIKaJIe KOMUTETa MeAUIMHCKUX rcciaenoBanuil (Ilpunoxenne?)

6MWT — tect 6-munyTHON X011b0BI (6 minutes walking test, G(MWT) (ITprmitoxenue 3)[ 1]

Ipunoxenue I'3. lllkana Anb0epTa MOTOPHOTO Pa3BUTHA MJIAJCHIIEB.

YUCIIO/MECSIYTOS
damunus, uMs

W neHTH)UKAIIMOHHBI HOMEp

Uccnenosarenn

Mecto MIPOBCACHUSA NUCCICAOBAHUA

Jara uccienoBaHus: / /
Hara poxxaeHus: / /
XpOHOJIOTHYECKHIA BO3PACT: / /
CKOppeKTHPOBaHHBIN BO3pacT: [

IIpenmecTByromue ITyHKTBI, 32CYUUTAHHBIC B bann no noakane
3aCUUTAaHHBIC TYHKTHI «OKHE»
[Tonoxxenue Ha
JKHBOTE
[lonoxxeHue Ha CIIMHE
ITocanka
Bcrasanue
OO0t 6amt: [poreHTHIB:

[Mpumeyanus/peKoMeHJalnm:

IIKAJIA OHEHKN MOTOPHOI'O PA3BUTHUSA Y MJIAJIEHIIEB

Ne ucciienoBanus
ITosiokenue Ha T IMosoxenue Jieska Ha :kuBote (1)
i H"'\-u p
KHBOTE 1 i M ®uzunonoruyeckas GreKcus.
o f s ,,1'. '| § _'/’ IToBopauuBaeT royoBy I OTBEACHUS, HOCA OT
e e TIOBEPXHOCTH.
P IMosoxkenue Jieska Ha KuBOTeE (2)
i CHUMMETPHUYHO MOAHUMAET TOJIOBY HOJ YIJIoM 45°.
y o g He cnocob6eH ynepxuBaTh ToJIOBY Ha OHON JIMHUHT
= f C TYJIOBULIEM.
i i g
ITos10:keHMe HA ;KMBOTE € ONOPOIH
- JloxTu HaxoATCs No3aau Iied. be3 nonnepxku
5{,;;-:};__}f i TIOTHUMAET TOJIOBY MO/ yTJIoM 45°,
f_-il : - § L3
e g
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Onopa Ha npeamiedbs (1)

[MogHuMmaet u yJepKUBaeT rojoBy 1oj yriom Oojee
45°. JIokTH Ha OJHOM JTHHUU C TuIedaMu. [ pynHas
KJIETKa pa3MeIlaeTcs o LEHTPY.

IToaABMKHOCTH B MOJI0KEHHH HA JKMBOTE

IToanumMaet ronoBy noj yriiom ao 90°.
HexoHTponupyeMble MONBITKH MIEPEHOCA Beca.

Omnopa Ha npeamieubs (2)

JIOKTH HaxoaaTCs nepe miceyamu. AXTHBHOE
IOATATHBAHNUC noz[60p0m<a C BBITATHUBAHUECM IICH.

IloJ10:keHHE HA CIMHE

— 3
iy~ o

IMosoxenue Jjexxka Ha ciiune (1)
dusnonornueckas GpeKcus.

IToBOPOT roJIOBBI; MOJAHOCHUT POT K PYKE.
BecriopsimodHsie ABIKEHHS PyKaMH W HOTAMH.

SN~ (S Tonoxkenne Jiexka Ha cnune (2)
o Y e
5 e " n 9
= e, IToBOPOT TOJIOBEI K CPEAHEH IMHUH.
e il e Heo6s13aTenbHbI aCHMMETPHYHBIN [ICHHBIH
Lo toHm4eckuii pedaexc (ALLTP).
g IMosoxenue Jiexka Ha ciuHe (3)
— = i o
vl B i T'o0Ba Ha OTHOM JIMHUK C TYJIOBHILEM.
Y -3
{—E.-f__ " =/ | leuraer pykamu, HO He CTIOCOGEH MOIHECTH PYKH K
g — CpeIHEl IMHUH.

IMono:xkenue aexa Ha cnuHe (4)

AKTHBHOCTB crudaresei er ¢ HOATITHBaAHUEM
moxoopoaka. [IoqHOCUT pYyKH K cpeTHel TMHAN.

IHoaneceHue pyK K KOJIEHSIM

IMoarsarusanue noadoposaka. Jloctaer pykamu J0
KOJIEHEe. AKTUBHOCTH OPIOIIHBIX MBIIIILI.

ITocanka

Hocaaka ¢ moaaepKKou

[TogHMMaeT M KPaTKOBPEMEHHO YAEPKUBAET T'OJIOBY
Ha OJIHOW TMHUU C TYJOBUIIIEM.
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ITocanka c onopoii Ha pyKH

VY nepkuBaeT rojoBy Ha OJHOM JIMHUH C
d
4 TynosunieM. KpaTkoBpeMeHHO OmmupaeTcs Ha PyKH
x = _,.r'.
g N,
- " _r; Ty
S ) =
—. HoaTsruBanue B cuAsiuee MOJI0KeHUE
al ::5"" _x'__ [NoxarsaruBaeT moIOOPOAOK; TOJIOBA HA OJTHOM JTMHUH
T i B C TYJIOBULIEM WJIU BIEPEAU.
1 e -_ "[—\_ e —
-t ~ -..;
=7
BcraBanme — - Omnopa Ha HOrH ¢ noaaepxkkoi (1)
— :
-, | B03MOXKHO T0NIepeMeHHOE Cru0aHue B
\\;\J n Ta300eJPEHHOM M KOJICHHOM CyCTaBax.
5 %
e
i A
]
Omnopa Ha HOTH ¢ NOJAEPKKOH (2)
e o T'onoBa Ha oHOM MTUMHUM ¢ TyJoBUlEeM. benpa
A HAXOJMATCS M03aau Iied. Pa3HooOpa3Hbie MBHKCHUS
: 3 HOraMu.
~t ¥
o
Onopa Ha BBITSAHYTbIE PYKHU IlepexaTbiBaHuE U3 I1aBanue
MOJI0KeHHUSI HA JKUBOTE B
10JI0KeHHe Ha cniuHe 0e3
MOBOPOTA
Tl B -
f__;w‘. - - |
AN T L e § A7
A T e 1 o 1
i FA TS

.
Pyku BeITAHYTHL [lonrsaruBanue
moI00POJIKa € IOILEMOM TPYAHON
KJIETKH. BOKOBOI epeHoc Beca.

JIBrKeHNEe MHULIUUPYETCS [TaTTepH aKTUBHOCTH pa3rudarteien.
rosioBoit. TynoBuiie ABMXeTCS
KaK OJTHO LIEJIOE.

IMonbITKA AOTAHYTHCS 10
npeaMera U3 ynopa Ha
npeanjieybsi

IepeBopoTt IlepexaTbiBaHUE U3 MOJIOKEHHUS

Ha JKUBOTE B I10JIO’KEHUE HA CIIMHE
C IOBOPOTOM
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AKTUBHBII IIEpeHOC Beca ¢ OHOU
ctopoHsl. KonTponupyemas
MOMBITKA JOTAHYTHCS 10 IPEaMETa
CBOOOTHOH PYKOH.

IlepeBOpOTHL.
JIBI>KEHUS PyK U HOT.
BboxoBas hiaekcus TymaoBHUIIA.

HOBOpOT TYJOBHUILA

IHonoxxenne Ha yeTBepeHbKax (1)

IHoaHeceHne pyK K CTYNHSAM

IlepexaTbiBaHue U3 MOJI0KEHHUS
HA CIIMHE B M0JIO’KEHUE HA )KUBOTE
0e3 moBopora

Horwu cornyTsl, OTBEZCHBI U
MOBEPHYTHI KHApYXH. [losscHIIHBIN
7I0pao3. Y AEepKUBACT MOJ0KEHHE.

Crnioco0eH yaep>KuBaTh HOTH B
CpEIHEM MOJIOKEHHH.
[TpucyTcTBYeT NOABHKHOCTH B
Ta30BOM OTEIIE.

BokoBoe BBIIPSIMIICHHE TOJOBHI.
TynoBuie IBIKETCS KaK OJHO
1LeJIoE.
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HepeKaTmBaHne M3 IO0JI0KCHUA Ha
CIIHHE B II0JIOKCHHEC HA JKHBOTE C

MOBOPOTOM

AKTHBHOE BbITSATHBAHUE

IMocanka 6e3 moaIepKKN

IToBopoT TynoBuma.

BLITHI‘PIBaeTCf[, OTTaJIKUBaCh
HOramu.

[IpuBenenue nonaTok u
pasrubanwne mwied. He cnocoben
yZepXKaTh MOJI0KEHHE.

IMocaaka c onopoii Ha pyku

IHocanka 0e3 noaaepskku 0e3
OnopsI HA PYKH

IlepeHoc Beca B 0J105KEHU U

BeITAruBanue rpyqHoro otaena
[IO3BOHOYHUKA. J[BUKEHUS TOJIOBBI,
HE3aBUCHUMBIE OT TYJIOBHIIIA,;
OIMPAETCs HA BBITSIHYTHIE PYKHU.

He moxet ocraBaTbes OJWH B
CUIAYCM ITIOJIOKCHHUH
HEOIrpaHUYCHHOC BpCMH.

cujas 0e3 NoJiepPKKHU

Ilepenoc Beca Bnepen, Ha3an
iy B croponsl. He Mmoxer
OCTaBaTbCs OAMH B CUASUYEM
IOJIOKEHHU.

IMocanka 6e3 onopsl Ha pyku (1)

IMonbiTKA AOTAHYTBLCHA /10
npeamMera ¢ I0oBOpoTOM B
MOJOKCHHUHU CUIAA

BceraBanue ¢ noaaep:kkoii (3)

Pyku He npmxatsl k Terry. Criocobex
Urpath ¢ Urpymkoil. Mosxer
0CTaBaThCA OJIUH B CUATUEM
TIOJIO’KCHUH.

CuauT caMoCTOoSTeNbHO. TsHeTcs
K UTPYIIKE C TIOBOPOTOM
TYJIOBHIIIA.

L il

benpa Haxondrcs Ha TMHUK
wied. AKTUBHBIN KOHTPOJIb
TynoBuia. PazHoobpasHeie
JIBIDKCHUS] HOTaMU.
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IHono:xeHue nexa HA OOKY €
onopoi

PeunnpoxHoe noJizanue

IlepemenieHue U3 NMOJI0KEeHUsI HA
YeTBepPeHbKaX B MOJIOKEHHE
CUASA WM MOJyCUIs

Pa300111eHHOCTE HOT.
Henonswxknocts nneu. [loBopoT B
Mpezesax OcH Tena.
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PerunpoxHbie ABMKEHUS PYK U
HOT C IOBOPOTOM TYJIOBHIIA.

o

HepeMemaeTcsI B JaHHOC
IIOJIOKCHHUE U U3 HCTO.
Moxet MMPUHUMATL CUAAYUCEC
ITI0JIOKCHHC.

PeIII/lHPOKHOE MmOoJI3AaHHUE HA

ITonbiTKA AOTAHYTLCH /10

ITono:kenue Ha YE€TBEPECHbKAX

yeTBepeHbkax (1) npeaMera u3 ynopa Ha 2
BBITAHYTYIO PYKY
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Horwu oTBeieHbI 1 IOBEPHYTHI
KHapyu. [1ogCHUYHBIN JIOpI03;

IIEPEHOC BECA C OJIHOM CTOPOHBI Ha

JIPYTYIO ¢ OOKOBOM (piieKCHEeH
TYJIOBHIIA.

TsaHeTcs K IpeaMETY BBITSIHYTOM
pyxoii. [ToBopoT TynoBuia.

Be;[pa BBIPOBHCHBI I1OJ Ta30M.
YHJ'IOIJ.IGHI/IC MNOACHUYHOI'O OTACIIA.

MoaundunupoBaHHoe MM0JI0KEHHE

HA Y€TBEPECHbKaX

IlepemenieHne U3 MOJIOKEHUS

IlepemenieHne U3 MOJIOKEHUS
CH/ISl HA YeTBepPeHbKH

'.-r_.,,_-_. i "

[lepemernraercst B JaHHOE
rojokenue. Bo3zmMoxHO
MPOJIBIKCHUE BIIEPEI.

CHU/Isl B ITOJIO’KCHHUE HA )KHBOTC
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HepeMeLuaeTCﬂ U3 ITOJIOKCHU A
CHUJs, YTOOBI JICUb HA JKUBOT.
HOI[TSIFI/IBaeTCH PyYKaMu, HOT'HU
HCAKTHBHBI.
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AKTHBHO MOJJHUMAET Ta3, STOANIBI
1 HEHarpy>KeHHYIO HOTY, 4TOOBI

BCTAaTb HA YCTBCPCHBKU.
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IHocangxa Ge3 onopsl Ha pykH (2)

IoaTsirnBaercs 1Jis1 BCTABAHUS €
Onopoii

IMoaTaruBaercs AJi1 BCTABaHUSA

/ cTouT

=
TlomoxxeHue Hor BapbupycCT.
Mnaaeﬂeu JICTKO NEpeEMEIIACTCA
13 OJIHOT'O IMOJIOKCHUA B IPYTOC.

OTTankuBaeTcs pyKamMu nu

[MonraruBaercs, 4TOOBI BCTATD;
BBINPSIMIIAET KOJIECHU. MIEPEHOCUT BEC C OJHOM CTOPOHBI
Ha JIpYTyIo
BceraBanmne ¢ onopoii ¢ Xo:xaeHue ¢ onopoi 6e3 Ilos10:keHME HA OTHOM KOJIEHE
MOBOPOTOM MOBOPOTAa
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IToBopoT TynoBumIa 1 Tasa. Xomut ¢ ornopoit B 60K0BOM MoskeT BCcTaBaTh WK
HarnpasJeHUH 0e3 TOBOPOTA. MEePEMEINATLCS B JAHHOE
MIOJIOKEHHE.
Kounrtposaupyemoe onyckanue u3 PeunnpoxHoe noJizaHue Ha XoxkeHue ¢ onopoi ¢
110JIOKEHHUS CTOS YyeTBepeHbKax (2) NMOBOPOTOM
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KoHTposnupyemoe onyckanue u3
TOJIOKEHHS CTOSI.

TImockuii TOSICHUYHBIA OTIIEN.

JIBMKeTCs ¢ TOBOPOTOM TYJIOBHUIIIA.

XOoauT ¢ OIOPOH C IOBOPOTOM.
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CaMocTosiTeJIbHOE CTOSIHHE

IlepBble maru BcraBanue u3

MOIU(PUIMPOBAHHOTO

B TeueHune KOpoTKOro BpeMeH!
CTOHT CaMOCTOSITEIIBHO.
YpaBHOBEIINBAET pEAKIUH B
CTYIHSIX.

IOJIOKCHU A HA KOPTOYKax

XOINAT CaMOCTOSATEILHO; [lepemeraeTcs U3 NOJIOKEHUS HA
MepeABUTaeTCs OBICTPO METKUMH  KOPTOYKAaX B MOJOXKEHHE CTOSI C
iaraMu. KOHTPOJIHpYyeMOH (urekcneit u

BBITIPSIMJICHHEM Oeliep M KOJICHEH.

BceraBaHue U3 0NOPHI HA YeThIpe
KOHEYHOCTH

CamMocTosiITeJIbHOE X0KIeHHe CujeHue Ha KOPTOYKaX

BhICTpO OTTANKUBACTCS JIAI0HIMH,
4TOOBI BCTATh.
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XO,Z[I/IT CaMOCTOATECIIBHO. CoxpaH;{eT IIOJIOXKCHHUCEC,

YpaBHOBCHINBASA PCAKIHNH B

CTYIHAX U MOJIOKCHHUEC TYJIOBUIIIA.
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MEIUIINHCKHUX

KOMUTETaA

HIKaJe

nmo

MBIIIII]

Cuia
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Ipuioxenue
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HCCJICJ0OBAHUM.
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Bamn Omnpenesienne CHJIbI

S) HopmainbHas cuita

i

CrocoOHOCTh IMOAHUMATh KOHCUHOCTD ITPOTHUB HEOOJILIIIOTO COIIPOTHUBJICHUA

CriocoOHOCTB moaAHNMMaTb KOHCYHOCTb, HO HC IIPOTUB COIIPOTUBIICHUA

JIBH>KEHUS TOJIBKO B TOPU3OHTAIIBHOM TIIOCKOCTH

Cnaboe COKpaIeHIe MBIIIII]

OR[N W

/[BHKEHUS OTCYTCTBYIOT

I[aHHaH IIKaJia II03BOJIACT OUCHUTD:
- CHUIIy UCCIICAYCMBbIX MBIIII] Ha MOMCHT OCMOTpPa I10 6aJ'IJ'IaM;
- IUHAMHKY BOBJICUCHUSA OIIPCACIICHHBIX MBIIII U LEJIbIX MBINICYHBIX I'PYIIIL;

- CKOPOCTb IIPOrPECCUPOBAHMUS MUOIIATUYECKOTO IIPOLIECCA.

[punoxenne I'S. [IpaBuia npoBeaeHust Tecra 6-MuHyTHO# X0ab0b61 (6MWT).

Crenyer MOMHHTb, YTO Il JaHHOTO TeCTa MMEIOTCS CIeAyIoIue a0COIIOTHBIE TPOTUBOIIOKA3aHUSL:
HecTa0WIIbHAs CTEHOKApIUsl HampsokeHWss W WHQGApKT MHOKapaa, JaBHOCThIO 10 1 Mecsna.
OTtHOCHUTENbHBIMH TIpoTHBONOKa3aHusAMH siBisitoTcs: YCC Boime 120/MUH B TOKOE, CHCTOIUYECKOE
Al >180 mm.pt.cT. u quactonuueckoe AJ[ > 100 mm.pT.cT. CTabuibHas CTEHOKAPAMS HE SBISETCS
aOCOJIOTHBIM NPOTHUBOMOKA3aHUEM JUIsl TPOBEJECHUS TECTa, OJHAKO €ro cleayeT MpOBOJIUTH C
OCTOPO’KHOCTBIO, HA (JOHE MpHEMa aHTHAHTUHAJIBHBIX [IPENapaToB M0 MOKa3aHUSIM.

Ecny manueHT HaXxoJuTCsl Ha TMOCTOSTHHOW KUCIIOPOAHOM MOJAJEP’KKE, CKOPOCTh MOAAYU KHCI0Opoa
IIpM NPOBEJEHUM TECTa JOJDKHA COXPaHATbCA B COOTBETCTBUM C IPEIIIMCAaHUEM Bpaua,
HA3HAYMBUIETO U KOHTPOJMPYIOIIETO TEPAHUIO.

[IpoBenenne tecra HEOOXOOUMO HEMEIJIEHHO MPEKpPaTUTh B Ciy4yae MOsBIEHUSA: OOJM B TPYyIu;
HEMEePEHOCUMON OJIBIIIKM; KpaMIM B HOTax; Pe3Koil HEYCTOWYMBOCTU W MOILIATBIBAHUS MPH XOAbOE;
Ype3MEPHOTro MOTOOT/ENCHHS; pE3KOT0 U3MEHEHHS 1IBETa KOXKHBIX MOKPOBOB (OJ€IHOCTH).

6MWT npoBoauTCst B NOMELEHNH, XOPOILIO 3HAKOMOM IALIUEHTY, UMEIOIIEM JOCTaTOUYHO JUIMHHBIN
KOPHUIOp C TBEPAbIM HOKpbITHEM. JlIMHA MPOXOAMMOrO MyTH JOJKHA COCTaBisATh He MeHee 30
METPOB C pa3METKOM KaxkIble 3 MeTpa, a TaK)Ke TOUKaMH ITOBOPOTOB/pa3BOPOTOB.

[TaneHT mosyyaeT MHCTPYKLHUIO O HEOOXOJUMOCTH HATH ¢ MAaKCHUMAJIbHO BO3MOXKHOW CKOPOCTBIO
(HO He O6eXxaTb) B TEUCHHUE 6 MUHYT.

B tecte onieHuBaeTcs TUCTaHLUS B METpax, MpoiiieHHast MallMeHTOM 3a 6 MUHYT 0€3 BBIHYXIEHHBIX

OCTaHOBOK.
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Ipuaoxkenue I'6. PacmudpoBka npumedanmid.

... — JeKapCcTBEHHBIN Npenapar, BXoasui B IlepedeHb KM3HEHHO HEOOXOMMMBIX U BAKHEHMIIUX
JIEKApPCTBEHHBIX TPEMapaToB JJIsd MeauIMHCKoro mnpuMeHenus Ha 2016 rox (Pacmopspkenue
[IpaButensctBa P® ot 26.12.2015 N 2724-p)

..." — JleKapCTBeHHBIH mpenapar, BXoasmui B IlepeueHb JIEKapPCTBEHHBIX IIPENAPATOB I
MEIUIMHCKOTO IPUMEHEHHs, B TOM 4YHUCIE JIEKapCTBEHHBIX IIPENapaTtoB Jid MEAULMHCKOIO

IIPpUMEHCHUA, Ha3HA4YaCMbIX II0 PCIICHUIO Bpa‘le6HBIX KOMHCCHH MCAULIMHCKHX OpraHH3aHHI>'I

(Pacnopspxenue [IpaButensctBa PO ot 26.12.2015 N 2724-p)
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