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Cnmcok cokpameHui
AJIT — anannHaMuHOTpaHcdepasa;
AP — anneprudeckasi peakius;
ACT — acmapraramuHoTpancdepasa ;
I'AI' — rImMKo3aMHHOIIMKAHEL,
KT — xommbrorepHas Tomorpadus;
MIIC — myxkononaucaxapuaos;
MPT — mMarHuTHO-pe30HaHCHAs TOMOrpadus;
CCC — cepaedHo - COCyucTasi CUCTEMA;
TI'CK — TpaHcIaHTanusi FeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK;
V31 — ynbTpa3ByKOBOE HCCIIEJOBAHUE;
OBJ] — ¢yHKIMS BHEITHETO AbIXAHUS;
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OHMI" — nsnekrponeiipomuorpadus;
3x0-KI' — sxokapauorpadus;

O0I' — anextpodHIedanorpadusi.



TepMHuHDLI U onpeneJIeHus

depMeHTHas 3aMeCTHTENbHAs Tepamusi — JIEYEHHUE, 3aKJI0Yalolleecs BO BBEJICHHU
npenapata  (peKoMOMHaHTHass ~ 4enoBeueckas  anbda-L-upyponmpasa) mammeHtam ¢
HACJIEICTBEHHBIM HApPYIICHHEM METaboIn3Ma.

JIuzocomHble OOJIE3HM HAKOIUJIEHWS — TIpyINIa HAcJIEACTBEHHBIX MOHOI'€HHBIX
3a00J1eBaHNH, CBA3aHHBIX C HApyIIEHUEM (DYHKIMH JTU30COM.

Myxkononucaxapuao3sl (MIIC) - rpymmna HacneACTBEHHBIX 00e3Hell 0OMEHa BEIIeCTB,
CBSI3aHHBIX C HapylleHHeM MeTabonu3ma riauko3amuHoriankanoB (I'AlY), npuBogsmee k
HOpaXEHUIO OpraHoB M TKaHeW. OOycCJOBJIEHbl JaHHbIE 3a00JI€BaHUS MYTalUsIMU T'€HOB,

KOHTPOJIMPYIOIHUX NPOUECC BHYTPHUIN30COMHOTO T'HAPOJIN3a MAKPOMOJICKY L.



1. Kparkas undopManusi no 3a00/ieBAaHMI0 WJIM COCTOSIHUIO (Tpymie

3a200J1eBaHUI UJIM COCTOSIHUM)

1.1 Omnpenesenue 3a00JeBaHUA WM  COCTOAHMS (Ipynobl 3200J1eBAHHIT  HUJIH

COCTOSIHMA)

Myxkononucaxapunod I tuma (MIIC I) - HacmencTBeHHast JIM30COMHasi OoOJe3Hb

HAKOIUIeHHUs, 00ycloBiIeHHas AepuuuToM depmenTta anbda-L-uaypoHuaassl U mpoTekaromas ¢
Pa3IMYHBIMU KIMHUYECKUMH MPOSBICHUSIMH: 3aJ€p>KKOH pOCTa, YMCTBEHHOW OTCTAaJIOCTbIO,
MOPA)KEHUEM HEPBHOU CUCTEMBI, CEPICUHO-JIETOYHBIMU HAPYILICHUSIMH, T€M1aTOCIICHOMETaIUEH,
MHOKECTBEHHBIMU IM30CTO3aMH, IOMyTHEHUEM POTOBHIIBL. Bee BhIlIenepeunciaeHHbIe TPU3HAKI

MMPUBOJAT K MHBAJIUWIU3AllMH, a ITPH TAXKCIOM TCUCHUHA 00JIe3HU - K JICTAJIBHOMY UCXOOY [1]

1.2 DTHOJOrus U HaTOreHes 3a00J1eBaHUs UJIH COCTOSTHNA (FPYyIbI 32001eBAHNI NN

COCTOSHU I

[Mpuuannoit MIIC I Tuna siBisieTcss MyTamus B reHe, KOIUPYIOIIEM JTH30COMHBIA ()ePMEHT
anbda-L-unyponunnazy. Tun HacnenoBanus: ayrocomHo-petieccuBHblil. I'en IDUA, kogupytromuit
anbda-L-unyponnaazy nokain3oBaH B XpoMocoMHOU obOnactu 4p16.3.

W3-3a cHUKEHUSI aKTUBHOCTH (pepMEHTa MPOUCXOIUT HAKOTIJICHHE pa3inyHbIX THITOB ['Al
W pa3BHBAeTCs coMmaTrhdeckas MaHudecramuss B BUIAE JIMIIEBOTO  JAucMopdusMa,
rernaToCIVICHOMETAINYM, TOPAKEHUS CEpJlla, AbIXaTeIbHOM CUCTEMbl, M3MEHEHUW CKEJIETa,
HEBPOJIOTUYECKOW CHMITOMATHKH, TeMaTOJOTHYEeCKHEe U OQTaIbMOJIOTHYECKHE H3MEHEHUSI.
Bapuabensnocts MIIC ompenensieTcst THIIOM HaKaljIuBaeMOro cyOcTpaTa IMpHU HEJOCTaTOUYHOM
nerpagauuu Al mpu MIIC [ Tuma npoMcXoIuUT HAKOIUIEHHWE TenapaHcyibpaTa Hu
nepmatancyibdata. Jebunut anbda-L-uaypoHusa3sl MOKET MPUBECTH K PA3BUTHIO PA3IMUHBIX
dbenoTunoB Oomne3Hu, OOYCIOBIMBAS OTAUYMUS B TSHKECTH CHUMIITOMATHKU. BBIIENSIOT TpH
KIMHUYecKuX Genoruna [3,4,5]:

-cunapom ['ypiep (myxononucaxapunos I H - sbkenas popma),

-cunapom [lleiie (mykonmommcaxapuaos I S - nerkas ¢hopma)

-cunapom I'yprnep-Illeite (mykononucaxapuno3 I H/S-npomexyrounas gpopma)

1.3 Dnuaemuosoruss 3a00JeBAHUS WJIM COCTOSHUS (rpynnbl 3a00JeBaHUN  WJIM

COCTOSIHM )

MyKonom/Icaxasz[03 I Tuma — 3T0 MaHATHUYECKOE 3a6OHCBaHI/IC, €r0 4acToTa COCTaBJIACT

1:100 000 noBopoOXAeHHBIX. [IpubnusutensHo 50%-80% manueHToB UMEIOT TSKENyIo (Gopmy



3aboneBanusa. MIIC I H/S cunapom ['ypnep-llleite BcTpeuaercs ¢ MOMyJISITMOHHOW YacCTOTOMN
1:100 000 - 1:500 000 moBopoxaeHnubix; MIIC I S cunnpowm Iletie - 1:500 000 HOBOPOKIEHHBIX
[6,7]. OnHako, HY)KHO Y4YHTBIBaTh, YTO CYIIECTBYET OMpECIICHHAs MOTPEIIHOCTh B OIICHKE
pacpoCTPaHEHHOCTH PA3IMYHBIX (DEHOTHUIIOB 3a00JIeBaHUs, YTO MOKET OBITH CBSI3aHO ¢ Oolee

YaCThIM BBISIBJICHMEM UMEHHO Tsokenbix popm MIIC 1.

1.4 Oco0eHHOCTY KOTUPOBAHNS 3200eBAHUS MJIH COCTOAHNSA (IPYHIbLI 32001€BAHMI

WJIN  COCTOAHMIT) mo MeXIVHAPOTHOH CTATUCTHYECKON Kjaaccupuranuy O0oJe3Held Hu

npo0.ieM, CBA3AHHbBIX CO 3/I0POBLEM

Cormacio MKB10, 3aboneBanue oTHOocUTCS K Kiaccy IV, 00jie3HSIM 3HIOKPUHHOU
CUCTEMBI, paCCTPOICTBY MUTAHUS U HapyLIEHUIO oOMeHa BetecTB, E76.0 - Mykononucaxapuaos

| Tuma.

15 Kaaccupukanus 3a00/eBaHUSI WM _COCTOAHMS (Trpynnbl 3200JIeBAHUI WU

COCTOSTHM )

B COOTBCTCTBUH C ,Z[C(I)I/II_II/ITOM/OTCYTCTBI/IGM JIM30COMHBIX (I)epMCHTOB,

COOTBCTCTBYIOIIMM I'CHHBIM IIC(i)CKTaM H TSHKECTH KIIMHUYECKOM CUMIITOMAaTHUKH, BBIACIAIOT 11

tunoB MIIC (mpunoxxenue A3.2).

1.6 Knnnuueckas KapTHuHa 3200J1€BaHUs MJIM COCTOSTHUS (rpynnbl 3200J1€BAHMH WM

COCTOSIHMIA)

B mnacrosimee Bpemst MIIC I paccmatpuBaercss kak 3a0ojieBaHME C KOHTHHYYMOM

KJIIMHUYECKHUX (PEHOTHUIIOB, PAa3IMYAIOIIMXCS 110 BO3PACTy MaHU(ECTALUH, TSKECTH KIMHUYECKUX
TPOSIBJICHUH M CKOPOCTHU MPOTPECCUPOBAHUS 3a00JIeBaHus y MaueHToB [1-5].

Takum 00pa3oM, JOBOJBHO YCIOBHO BBIICISAIOT TsDKENyI (opMmy 3a0oneBaHMs (CHHIPOM
I'ypaep), ¢ wmaHudecranyeid Ha NEpBOM TOAYy KH3HH, C HPOTpecCUpYIOIIeld Kapuo-
pecnupaTOpHON HETOCTATOYHOCTBIO U SPKO BBIPAKEHHON HEBPOJIOTMYECKON CUMIITOMAaTUKOW; U
MsrKyto Gopmy (cunapomsel ['ypnep-Lleiie u Illeiie), mpu KOTOpOl CUMOTOMBI MOSIBISIIOTCS B
Bo3pacte 4-10 nmer u OoJe3Hb MEIJIEHHO NPOrPECCHPYET, NMPU 3TOM HEKOTOpbIE MalMEHTHI
JIO’)KUBAIOT JI0 B3POCIJIOTO BO3PACTa.

C yueToM TpaAMIIMOHHO HCHOJb3yEeMOW KiacCU(PHUKAIMN, HU)XXE MPUBEIEHBI XapaKTEpHbIE

kinandeckue npusHaku 11t MIIC 1 paznuansix popM.

Myxkonosaucaxapuao3 tan I S - jerkas popma

Cunonnmsr: cuagpom Illeite, MIIC I S - nerkas gpopma.



OcHOBHbBIE KIMHMYECKHE MPOSIBICHUS: OTpyOsieHHe 4epT JUIa, TYrOMOJBUKHOCTH CYCTaBOB,
MHO>KE€CTBEHHBIN TU30CTO3, TOMYTHEHHE pOroBUIIbI [3,4].

Buemnuit Bua. [lepBeie mpu3Haku 3a0ofeBaHUs TOSBISIOTCS B Bo3pacte 3-8 jer. IlamueHTsI
THIIEPCTEHUYECKOTO TEIOCIIOKEHHUS ¢ CHIIBHO Pa3BUTONW MYCKYJAaTypoOH, YepThl JHIa IpyOble,
XapaKTepeH MIHMPOKUN POT C MyXJbIMU IyOamu, HWDKHsISI mporHatus. [locteneHHo pa3BUBaeTCs
OTpaHMYEHUE JBW)KEHUI B CyCTaBaxX BEPXHHUX KOHEYHOCTEW, a TaKXKE TYIrONOJBUKHOCTD,
BO3HUKIIIKE U IPOTPECCUPYIOLINE KOHTPAKTYPHI CyCTaBOB KucTeil. Hanbomnee BhIpaKeHHBIMU BCE
CHUMIITOMBI OOJIE3HH CTAHOBATCS K MEPHOAY IOJOBOTO CO3peBaHMs. BO3MOXXHO TOBBIIIEHHOE
OBOJIOCEHUE, KOPOTKas 1Iesl.

KocTHas cucrema: MokeT oTMeudaeTcsi HebobInas 3a/iep:kka pocta. MHOKECTBEHHBINA TU30CTO3:
JUCILIA3Hsl JTMLEBOTO Yepena; IJI0CKas IEPEHOCULIA, INMPOKO PACCTABICHHBIE I71a34a, YTOJIILIECHHbIE
ryObl, THIIOTUIA3MPOBAHHAS HIDKHSS YENOCTh, MaKpOTJIOCCHS M THIIEPIUIA3usl JECeH, KOPOTKas
miesi, Ccru0aTelbHbIE KOHTPAKTYyphl W  TYTOMOJBI)KHOCTh KOHEYHOCTEH, C BO3PacTOM
npHUCOeANHsIETCS 00JIE3HEHHOCTh CYCTaBOB PYK U CTOM, ¢ (OPMHUPOBAHUEM «KOTTHCTOH Jarbl» U
[OJIOM cTOmbl, BaJbI'yCHOM JedopMainueil KoJeHHBIX cycTaBoB. Hepeako pa3BuBaercs
TYHHEJIbHBIM CUHJIPOM KapHaJbHOIO KaHaja, KOTOPBIA, HApsAAy € TyTOIOABUKHOCTBIO, IIPUBOIUAT
K OTPaHUYCHUIO (YHKIUN BEPXHUX KOHEYHOCTEH.

Opranbl IbIXaHUsS: YacThle pecrnupaTopHble 3a00JIeBaHUs B BUAEC PUHUTOB, OTUTOB. BO3MOKHO
pa3BUTHE OOCTPYKTUBHBIX 3a00J€BaHUIN JbIXaTENbHbBIX MyTEeH, CHHAPOM OOCTPYKTUBHOIO alHO?
CHa.

Opran 3peHHs: OTMEYaeTCsi paHHEee HepaBHOMEpPHOE NMOMYTHEHHE POroBullbl. B nanbHelimem,
o0bryHO nociie 30 jer, pa3BUBaeTcs IJayKoMa, MUTMeHTHas Juctpodus cerdyatku. Peako - orek
JIUCKA 3PUTEIILHOIO HEPBA.

IleHTpanbHas HEPBHAS CUCTEMA: ICHXOMOTOPHOE Pa3BUTHE 3aMEJIJIEHHOE.
KpanunoBepreOpanbHbiii cTeHO3 pa3BuBaercs y mnanueHtoB ¢ MIIC BcneacTBue rumoruiazuu
3y0oBuaHOro oTpoctka C2 T1O03BOHKA, AaTJAHTOAKCHAJIbHOW HECTAaOMIBHOCTH, OTJIOKEHUS
MYKOIOJIUCaXapua0B B TBEPJOH MO3roBOM 00OJOYKE M 3aJHEH MpPOAOJIBHOM CBSA3KE, YTO B
JaTbHEHIIEM NPHUBOJUT K KOMIIPECCMOHHOW MHEIONAaTHU Ha 3TOM YPOBHE, M KakK CJEACTBHE,
pa3BUTHIO OyIbO0APHBIX HAPYIIEHUH, IEHTPATHHON JBIXaTeIbHONW HETOCTATOYHOCTH. CUMIITOMBI
MOTYT BKJIIOYaTh HapyLIIEHHE MOXOAKH, MBIIICYHYIO cIa00CTh, HEYKIIIOKECTh NMPU COXPAHHBIX
MOTOPHBIX HaBbIKaX M JTUCPYHKLUIO MOYEBOTO IMy3bIpS.

KaprianeHb1l TYHHEIBHBIN CHHIPOM — YacTasi HEMpONaTHUs CIABJICHHS y ITAIIMEHTOB B BO3PACTe OT
5 o 10 et u B3pocabiX. [Ipu OTCYTCTBUY JI€UEeHUS MOKET IPUBECTH K HEOOPAaTUMOM KOHTPAKTYpe

JUCTAJIBHBIX MC)K(I)aJ'IaHFOBLIX CYCTaBOB, a4 TAKKC K HAPYIICHHUIO WJIN IMOTCPC UYBCTBUTCIBbHOCTH



MEPBBIX TPeX MalbleB U Mape3y MbIII TeHapa. K cokanieHuro, ManueHThl peaKo cOOOLIaoT O
00JIeBBIX OLIYIIECHUSIX, TOKA HE MPOUCXOIUT MOTEps (PyHKIUU.

CepreuHo-cocyiucTasi CUCTEMA: XapaKTepHbI HEJOCTATOYHOCTD M/MIIM CTEHO3 KJIAIIAHOB Cep/ia
(MUTpaJIBHOTO, A0PTAIBHOT0, TPUKYCIHUAIBHOIO U JIETOYHOTO).

Kenynouno-kuiieyHas CUCTEMa: OTMEYAIOTCS I1aXOBO-MOIIOHOYHBIE M IYHNOYHBIE TPHIKH,
HEYacTO — IenaToCIICHOMETalIKs, B pAHHEM BO3pacTe -Auapes.

Myxkonoaucaxapuno3 tun I H/S - npomexxyrounas ¢popma

Cunonumsl: Cunapom ['yprep-Llleiie.

OcHOBHbIE KIMHUYECKHE MPU3HAKU: JUIEBbIE TUCMOPGUHU, TYTOMOABHKHOCTH CYCTaBOB,
HH3KOPOCIIOCTh, MOMyTHEHUE poroBuils [1, 2, 5,7].

Bremnuii BUI: TepBBIE CHUMIITOMBI OOJIC3HH MOSIBISIOTCS K Bo3pacty 3-5 jer. XapakTepHSHI:
ckagouedanus, Makpouedanus, 3amapmas NePEeHOCUIIa, ITyXJIble TyObl, TOMyTHEHHUE POTOBUIIHI,
MUKpPOTHATHS, YMEPEHHBII THIIEPTPUX03, YTONIIEHNE KOKHBIX TTOKPOBOB.

KocTtHas cucrema: Ha mepBOM IOy JKM3HHM POCT B MpeAeNaX HOPMBI, 3aTe€M TEMIIbI POCTa
CHIKAIOTCS,  OOYCJIOBIMBAsh  HU3KOPOCIOCTh.  TenocinokeHue  AMCIPONOPLHOHAIBHOE.
MHOKeCTBEHHBIN TU30CT03, cKadoredanmus, Mmakporedanus. BaibrycHele nedopMaiuu rojieHein
HE3HAYUTEJIbHO BBIPAKEHbl. YMEPEHHO OrpaHMueHa IMOJABMKHOCTb B CYCTaBax, ONPEIEIIIOTCS
JM30CTO3bl, 00UK00Opa3Has rpyaHas KJeTka, Ku(hOoCKOJINO03, TUIIEPIIOPI03.

Opransl JpIXaHUS: YacThIe pecnupaTopHbIe 3a00JIeBaHUS B BUJE PUHUTOB, OTUTOB, TUIIEPTPOQHS
HEOHBIX MUHJIATTUH. BO3MOKHO pa3BuTHE OOCTPYKIIUHN JBIXaTEIbHBIX MyTEH, CTEHO3 TOPTAHHU.
Opran 3peHus: IOMyTHEHUE POTOBUIIBI.

LlenTpanbHas HEpBHAS CUCTEMA: OTMEUAETCS 3a/IePHKKA TEMITOB IICUXOPEUYEBOT0 Pa3BUTHSA, TTO3KE
nosiBisieTcs riyOokas aemeHnus. KpanrnosepTeOpalbHbII CTEHO3 U MUEIONATHS pa3BUBACTCA Y
nanuentoB ¢ MIIC BcneacTBue rHUNomiasuu  3yO0oBugHOro otpoctka C2  TMO3BOHKA,
aTJIAHTOAKCUATBHOW HECTAOUIBLHOCTH, OTI0KeHus ['Al’ B TBep10#1 MO3TOBOI 000JI0YKE U 3aTHEH
MPOJIOJIBHOM CBSI3KE, YTO B JAJbHEUILEM NPHUBOJAUT K KOMIIPECCHOHHON MHENONaTHU Ha 3TOM
YpOBHE, M KaK CIIEJICTBHE, PA3BUTHIO OYyIbOAPHBIX HApPYIICHWUH, IEHTPATbHOHN IbIXaTENbHOMN
HepocTaToyHOCTH. CHMIITOMBI MOTYT BKJIIOYATh HApyLIEHHE MOXOJAKH, MBIIIEYHYIO CIabOCTh,
HEYKJIIO)KECTh TIPH COXPAHHBIX MOTOPHBIX HAaBBIKAX W JUCPYHKIUIO MOYEBOTO ITy3BIpPS.
TyHHENBHBIA CHHAPOM - CHHIPOM 3allsICTHOTO KaHala, cooOmIarImascs ruapouedanus.
XapakTepHO pa3BUTHE MAXUMEHUHTUTA B IEUHOM OT/EN€e, TPUBOISIIETO K CIABJIEHUIO CIIMHHOTO
MO3ra U MocHeAyIoel MUEeTONaTHH.

Cepaeuno-cocyaucras cucrema: CepieuHO-COCYJUCTAasi CUCTEMA: XapaKTEePHbI HETOCTATOYHOCTh

W/WIIA CTEHO3 KJIAITAaHOB cepana (MI/ITpaJIBHOFO, A0PTAJIBHOTO, TPUKYCITHUAAJIBHOT'O U nerquoro).



Bo3MOXHBI HapylleHHss pUTMa H MPOBOAUMOCTH, PEAKO- KapAMOMHOIIATHS BO3MOXKHO
apTepUalibHAsl TUIIEPTEH3HUS.

KenynouHo-kuiieyHasi CUCTEMA: TEMNATOCIUIEHOMETAIMsI, MaXOBO-MOIIOHOYHBIE U IyIIOYHBIE
TPBIXKHU.

Kak u npu GONBIIMHCTBE PELECCUBHBIX OOJIe3HEW KIMHUYECKUN MOIUMOP(PHU3M OIpeensiercs
OCTAaTOYHOI aKTUBHOCTHIO (DEPMEHTOB M BIMSET Ha TSHKECTh TEUEHHs] U Bo3pacT jaebiora. B
3aBHCUMOCTH OT BO3pacTa Ae00Ta Te WIM HHbIE KIMHUYECKHE MPOSIBICHHS MOTYT HMMETh
pPa3IMYHYI0 CTENEeHb BBIPAKEHHOCTH. BbIpaxkeHHOCTh KiMHHuYeckux mposiBienuit MIIC | B
pasHOM Bo3pacTe MoxeT BapbrpoBath (IIpunokenue A3.3).

Myxkonoaucaxapuaos I H - taxkenas popma

Cunonumsr: cuaapom [ypnep, [lpaynmiepa-I'ypiep cuaapom.

OcHOBHbBIE KJIMHMYECKUE TPOSIBICHUS: 3aJiepKKa ICUXOMOTOPHOIO Ppa3BUTHS, YMCTBEHHAs
OTCTaJIOCTh, IPyObIE YEPTHI JHUIIA, TOPOKH KIIAMIAHOB CEP/Illa, TOMYTHEHUE POTOBHIIBI, 3a/IepPiKKa
pocCTa, TyromoABMKHOCTH CycTaBoB [1-3].

VY nauueHToB ¢ cuHApoMoM ['ypiep nepBble KIMHUYECKHE IPU3HAKU 3a00JI€BaHMsI OSIBIISIFOTCS
Ha TIEPBOM TOJly JKM3HHU. B pszme ciydaeB, yxKe ¢ pOXICHHS HAONIONAIOTCS HE3HAYUTEIHHOE
YBEJIMYEHHUE TE€YEHH, MYyNOYHbIE WM NaXOBO-MOIIOHOYHBIE I'PbDKU. XapaKTepHble U3MEHEHUs
4yepT JMIA M0 TUIY «Taprowjii3May CTAHOBATCS OYEBUIHBIMU K KOHIYy IEpPBOIO IroJa >KU3HU.
Jpyrumu Haubonee 4YacTHIMM MaHU(DECTHBIMH CHMIITOMAMH SIBJISIOTCS TYTOMOABUKHOCTH
MEJIKUX M KPYMNHBIX CYCTaBOB, KH(}O3 MOSCHUYHOIO OTAeNa IMO3BOHOYHUKA (MOSICHUYHBIN
«rudyc»), XpOHUUECKHE OTUTHI U YacTble MHPEKIIMOHHbBIE 3a00I€BaHUs BEPXHUX AbIXaTEIbHBIX
nyteii. Ilo wmepe mporpeccupoBaHust  3a00JIeBaHUS ~ NPUCOEIAUHSAIOTCS  CUMITOMBI,
CBUJETEJIBCTBYIOIIME O BOBJICUYEHWH B NATOJOTMYECKHI MpOLECC BHYTPEHHHUX OpPIaHOB,
CepJIeYHO-JIETOYHOM, IEHTPaJIbHOU U NeprudepruuecKoil HEPBHON CUCTEM.

BenymuMyu HEBpOJIOrMUECKHMH CHMIITOMaMH SBIISIOTCA CHI)KEHHE WHTEIUIEKTa, 3a/iepikKa
pPEUYEBOr0 pPa3BUTHUS, U3MEHEHUS MBIIIEYHOTO TOHYCA, CYXOXHIBHBIX Pe(IeKCOB, MOPAKEHUS
YepernHbIX HEpPBOB, CMEIIAHHAs W HEWPOCEHCOpHas Tyroyxoctb. Yacrto Habmomaercs
Iporpeccupyroliee NoMyTHeHre poroBullbl. [laruenTsr norudaroT 06619HO B Bozpacte 10 10 jet
OT OOCTPYKIIMH JIbIXaTEJbHBIX MyTeH, peCIUPaTOPHBIX HHMEKIHHA, cepIeYHON HETOCTATOYHOCTH.
BuemHuii Bua. Y HOBOPOXKIEHHOTO XapaKTEPHBIX IPOSBICHUI HE OTMEYAOT, CUMIITOMAaTHKA
yalie BCero pa3BHBAETCS HA MEpPBOM Toay (C 2 MecsAleB, WHOT/A - TO3XKe). XapaKTepHbI
M3MEHEHHUs YepT JIMLA MO TUITy «TaprouM3May, KOTOpPble CTAHOBSTCS OYEBUIAHBIMU K KOHILY
NEepBOro Trojia >KU3HM: OOJbIIasi rojioBa, BBICTyMAIOLIUE JIOOHbIE OYTpbl, IIUPOKHE CKYJIbI,

3araBiiasg NEepCHOCHUIa, KOPOTKHEC HOCOBBIC XOIAbl C BBIBCPHYTBIMHU KHAPYXU HO3APAMU,



MOJIYOTKPBITBIN POT, OOJIBIIION S3BIK, TOJCTHIC TYOBI. XapaKTepHa 3a7epkka (MaKCUMaIbHBIA POCT
coctaBisieT okoyio 110 cM), KOTOPBI MOJHOCTHIO OCTaHABIWBaeTCs K 2-5 rogam. [Ipu HuU3KOM
pocTe y JeTei 0TMeUaeTcsl AUCIPONOPLUOHAIBHOE TEJIOCI0KEHUE, KOPOTKAs IIesl.

KoctHas cucrema: Co cTOpoHBI KocTHO-cycTaBHOW cucreMmbl npu MIIC [ BoeiaBisercs
MHO>KECTBEHHAs! CHMIITOMATHKa. Y BCeX NAI[MEHTOB (POPMUPYETCS TYTOMOABUKHOCT BCEX Py
CyCTaBOB, B pe3yJIbTaTe€ KOHTPAKTYpP MEX(alaHrOBBIX CYCTaBOB M YKOpoueHHUs (hajaHr,
oOpa3yrorcss nedopManuud KUCTed 1o Tumy "kKortucroi nambl". Ta3o0eapeHHBIC CYCTaBBI
c(OpMHPOBAaHbI HENPABHIIbHO, TOJOBKH OCAPEHHBIX KOCTEH MalleHbKHE, YIUIOIIECHHBIE |
y3ypUpOBaHHbIE, XapakTepHa coxa valgum. I[ToaB3nomiHbie KOCTH MPUOOPETaOT " TPEYyTroNbHY0"
nedopmaruio. PeHTreHonornueckre usMeHeH s, BUANMbIE ITpH cuHapomMe ['yprep, onuchIBaloTcs
KaK MHOXXECTBEHHBIN IU30CcTO3. s JUIMHHBIX TpyOuaThIX KOCTEH XapaKTEpHO pacIlUpeHHe
nadu30B, pEHTI€HOJIIOTHYECKU HEMPABUIIBHO MPOSBIsIonrecs MeTadussl 1 anudu3sl. Kimrouutst
YKOPOYEHBI, YTOJIIeHbI. PeOpa omuCchIBalOTCS KaK «BECI000pa3HbIe», X BepTeOpaIbHBIE KOHITbI
CY>KEHBI, a CTepHAJIbHBIE - YTOJIIICHBI U paciirpeHbl. DajaHru KUCTEH U CTOM YKOPOUEHBI, UMEIOT
TpanenueBuIHy0 GopMmy u pacmupeHHbie auaduspl. DopMUPYIOTCS MIATUCHOHAMINS, KH(O3,
krockonros. [103BOHKH pacIIMpeHsl B MOMEPEYHHUKE, BHICOTA X YMEHbIIIEHa. B yuacTkax, rue
chopmupoBaH Kup0O3 WIM KHUPOCKOINO3, BBIABICHO HEIOPAa3BUTHE ITONEPEUYHBIX OTPOCTKOB
MMO3BOHKOB WJIM UX "s13bIK0OOpa3Has" aedopmarus.

[lenTpanpHas HepBHas cucreMa. [Iporpeccupyromme NCUXUYECKUE PACCTPONCTBA XapaKTEPHBI
st cuaapoma ['ypnep, B To BpeMs kak npu Msrkux ¢popmax MIIC I (cunapomsr I'ypnep-1lleite u
[Iefie) MHTEIEKT NAMEHTOB MPAKTUYECKH HE CTPAJAeT WIIM HaOJII01at0TCsl JIETKME KOTHUTHBHbIE
HapyuieHus. [lcuxoMoTopHOe pasBuTue npu cuHapome ['yprep UaeT ¢ 3aMETHBIM BO3PaCTHBIM
OTCTAaBaHMUEM M JJOCTUTa€T MAaKCUMAJILHOT'O Pa3BUTHS HA YPOBHE 2-4 JIET, 3aTEM OCTAHABIIUBAETCS
Y TIEPEXOAUT (BMECTE C MOTOPHBIM Pa3BUTHEM) B CTAIHUIO Perpecca, TOCTUTas TOJTHOU JEMEHITUH.
OpnHako CHCTEeMAaTHYECKUE 3aHSTHs, HANpaBICHHbIE HA pa3BUTHE KOTHUTHBHBIX (YyHKIUH,
CHOCOOCTBYIOT 0OoJjiee JUIMTEIbHOMY COXPaHEHHIO HHTeslekTa. [loBeneHdYeckue HapylIeHUs:
perpecc KOTHUTHUBHBIX (QYHKUMI Hapsay ¢ TsDKENOM moTepeil ciyxa, HEJOCTaTKOM CHA,
BbI3BaHHBIM OOCTPYKTUBHBIM allHO?, OKa3bIBAIOT CYIIECTBEHHOE BIMSIHIE Ha TOBEICHNE peOeHKa.
[To mepe HapacTaHus KOTHUTHUBHOTO JAe(uIIMTa K TUIEPAKTUBHOCTH U arpecCUBHOCTU
IIPUCOEANHSIOTCS ayTUCTHUECKHE YepThl. MenuKaMEeHTO3Has Tepanus, HalpaBjeHHas Ha
KOHTPOJIb Pa3pyLIMTEIbHOTO MOBEJCHUs, YacTo ObiBaeT HeaddexTuBHoil. [Iporpeccupyromas
coobmmaromasicst ruaponedanus ABiaseTcss Haubojaee YacTbIM CHUMIITOMOM CHHJpoMa ['ypiep u
penko Bcrpeuaercs npu Markux ¢popmax MIIC I tuna (cungpomax [N'ypnep-Lleiie u Illeite). [1pu

CAAaBJICHUNU CIIMHHOT'O MO3ra, BbBI3BAHHOT'O YTOJIIICHHUEM €TO 000JI0YEK MU HECTaOMIIBHOCTHIO
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aTIIAHTOAKCUAIILHOTO CYCTaBa, OTMEUAIOT: HapyIICHHWE ITOXOJKH, MBIIIEUYHYIO CI1a00CTh,
HEYKITIOXKECTh MPHU COXPAHHBIX MOTOPHBIX HABBIKAX M TUCPYHKIUIO MOYEBOrO Iy3bIps. [lpm
TsoKENON (hopMe 3a00JIeBaHHS YaCTO HAOIIOAAIOTCS CYJOPOTH, UTO TPeOyeT MPOBEICHUS OIICHKU
HEBPOJIOTUYECKOTO CTaTyca. Y MAIMEHTOB €O ¢1a00 BBIPA)KEHHBIMU KJIMHUYECKUMU MPU3HAKAMU
CYIOPOXHBIH CHHAPOM BCTpEYaeTCsl HAMHOTO pexe. [IporpeccupoBanue 3abosieBaHUS
COITPOBOKIAETCS TCHEPATN30BAaHHBIMH TOHHKO-KJIOHUYECKUMH TAPOKCH3MaMHU, KOTOPBIE OOBIYHO
XOpOIIO TOAJAIOTCS MOHOTEpANMHM NPOTHBOAMICIITUYECKUMHU TpenaparaMu. KapnanbHbrid
TYHHEJIBHBIM CHHAPOM — YacTas HeHpomaTus CAaBICHHS y allMeHTOB B Bo3pacte oT 5 1o 10 ner
U B3pocibix. [Ipy OTCYTCTBHMM JleYeHUSI MOXKET TPUBECTH K HEOOpAaTHMOIH KOHTpPaKType
JMCTaIbHBIX MEXK(ATaHTOBBIX CyCTaBOB, a TAKXKE K HAPYIICHUIO WK MTOTEPE YYBCTBUTEILHOCTH
NEPBBIX TPeX MalblEeB U Mape3y Ml TeHapa. K coxkaneHuro, ManueHTsl PeIko COO0MIaT 0
00JIEBBIX OILIYIICHHUSX, TOKA HE POUCXOIUT NOTEPs (HYHKIIHH.

Cepaeuno-cocyaucrasi cucrema: BcenenctBue otnoxkenusi AT ¢ panHero Bo3pacra KilanaHbI
Cep/la YTOJINAITCS, BO3HHKACT pEeryprurtaius, JMOo cTeHo3. B psjge ciaydaeB BO3MOXKHO
¢dopmupoBaHue TUNEPTPOPHUM MBIIMIEYHON TKAaHU CEpAla, YMEHBIIEHHE €€ AIIACTHYHOCTH,
HapyIIeHHE TPOBOIUMOCTH, TOPAKEHUE KOPOHAPHBIX aPTEPHIA.

Yamie BcTpeyaeTcs MaToJOT s KIIalaHOB cep/a (HeAOCTaTOYHOCTh M/WIIN CTEHO3 MUTPAIBHOTO,
AOPTaJIbHOTO, TPUKYCIHIAILHOTO M JIETOYHOrO KiamaHoB). lMmeer MecTo mopakeHue
KOPOHApHBIX cOCy10B. MaructpaibHble cocyipl y nanuenToB ¢ MIIC MoryT UMeTh yTOJIIEHHbIE
CTEHKH, HO TP 3TOM OBITh CY)KCHHBIMU WJIH JIJIATHPOBAHHBIMU. B CBSI3U C Cy)KEHHEM apTepuii,
y TaKuX TMAIMeHTOB TIOSBISIFOTCA KIMHUYECKH BBIpA)KEHHAs apTepuaibHas THIEPTEH3HUS.
Bo3Mo3kHO paciimpenne BoCXos1Iel YaCTH a0pThl, U 3HAYUTEIbHOE YMEHBIIEHUE 31aCTUYHOCTH
CTeHOK aopThl. [Ipu kapauomuonatuu (MHPUIBTPATUBHOMN ) BBISBISETCS THIEPTPOdUS MUOKapaa
WIN Jujatanus kamep cepama. Mmeer mMecto HapylIeHHE pUTMa M MPOBOJAMMOCTH CEpAla.
Teuenune cepneunoit Hepocrarounoctu (CH) mpu MIIC mmeer mporpeccupyromuii Xxapakrep.
TpyIHOCTH JTUArHOCTUKU STOrO COCTOSHHSI CBSI3aHbI C HECNEUM(UYHOCTBIO KIMHUYECKOH
CUMITOMATHUKH, OTCYTCTBHEM KaJl00, XapaKTEPHBIX MPU3HAKOB HAPYIICHUs KPOBOOOpAIICHUS Ha
pPaHHUX dTarax ee pa3BUTHSI.

Opraspl ApIXaHUS: YaCThIE PECITMPATOPHBIC 3a00JI€BaHNS B BU/IE PUHUTOB, OTHTOB. HakoruieHne
AT’ B MUHIaNMHAX, HAATOPTAHHUKE, a TAK)KE B Tpaxee MPUBOAUT K YTONIICHUIO U CYKEHUIO
JBIXaTEeNbHBIX MyTeH U Pa3BUTHIO OOCTPYKTHUBHOTO aITHO).

Opranpl 3peHus: TOMYTHEHHE U IATMEHTHAS JIETeHEPaIisl POTOBHIIBI, TJIAyKOMa.
XKemymodHo-KuIeyHas: CUCTEMA: TelaTOCITICHOMETaNNs, IHapesi B paHHEM BO3pacTe, IMyHoYHast

Y/ TaXxoBast TPBIKU.
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Ha no3nHux cragusix y geredl BBISBIAIOT TYTOYyXOCTb, CHM)KEHHME 3pPEHUS M YMCTBEHHYIO

OTCTaJIOCTh.

2. I[l/laI‘HOCTI/IKa 3200/1eBaHUs MJIH COCTOSTHUS (I‘pynl'lbl 3a200J1IeBaHU WJIN
COCTOHHHﬁ), MEAUIMNHCKHUC ITOKA3aHUA ! IIPOTUBOINIOKA3AHUA K IPUMECHCHHUIO

METOJA0B THATHOCTUKHU

Huaenoz MIIC mun | ycmanaenueaemces Ha 0CHOBAHUU COBOKYNHOCMU: AHAMHECMUYECKUX
OAHHBIX, KIUHUYECKUX OAHHBIX, Pe3YIbmMamos 1a00pamopHo2o Uccie0o8anus (OUOXUMUYECKO20 U
MONEKYIAPHO-2eHEMUYECKO20 AHAU3A).

Hughgepenyuanvuas ouaecnocmuxa npogeooumcs c¢ Opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, NO3OHUMU POPMAMU 2AH2IUOZUOO0308, MYKOIUNUOO30M, HEUHGEKYUOHHbIMU
noauapmpumamit, nupuzaprvimu oucniasuimu [5, 7].

Ilayuenmam c¢ ycmanoenennvim ouaenozom MIIC [ nposooumcs Ounamuyeckoe
HabnooeHue (CpeOHss 4acmoma npogedeHUs: KOHCyIbmayuti u o6cied08anus npeocmasiena 8

Ipunoosicenuu A3.4).

2.1 ’Kaa00bLI 1 aHAMHE3

IIpu cbope anamuesa u sHcanob ciedyem oopamums GHUMAHUE HA CLeOVIOWUe HCALoObL U
aHaMHecmuyecKue cooblmust:
—  OMACOWEHHDLU CeMEUHbIIL AHAMHE3 (CXOOHble CUMNIMOMbL Y POOHBIX Opamves u cecmep
npobanoa, bIu3KopoocmeenHblll Opax),
—  HU3KUU pocm;
—  oepybneHue uepm auya,
—  yacmole pecnupamopHbvie 3a00/1e6aHUsL;
—  CHUdICeHue cryxa,
—  CHUdKCeHue 3peHus;
—  MHOXMCeCmBeHHbll OU30Ccmo3 (Oeghopmayuu yepena, epyoHOU KiemKu, NO360HOUHUKA,
KOHeuHocmell);
—  HapyweHue 0CaHKu - Kugo3s, cKoauos;
—  peyuousupyroujue epoliicu (dawe 08yCmopoHHue),
—  nomymHenue po2osuybl,
—  yxyouieHue nepeHoCUMoCmu hu3uiecKux Hazpy3oK;
- cnabocmob 8 KOHEUHOCMSAX,

- myzonodeuofcyocmb 6 cycmaeax,
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—  mpYOHOCMU NOObEMA U3 NOJONHCEHUSL CUOS U NEHCA,

—  U3MeHeHue NOXOOKU,

—  HeloBKOCHb MENKOU MOMOPUKU,

—  HapyweHue KOHMPOIA 3a PYHKYUAMU MA3Z06bIX OP2AHO8,
—  anHo? 60 CHe.

—  JKanobwl u anamnes maxoice onucamvi 6pd30€]l€ (KIUHUYeCcKas kapmuray.

2.2 dusukajabHoe 00cae10BAHHE

IIpu ocmompe Heobx00uMo 0bpamume HUMAHUE HA OCHOBHbIE KIUHUYECKUe NPOSAGTIeHUs
MIIC I:

—  2pybvle uepmol 1uya;

—  HU3KOPOCIOCMb;

—  MY20N00BUNCHOCTD CYCMABOS,

—  NoMymHeHue po2osuyb,

— eenamomezanus,

—  cnieHome2anus;

—  NAX0B80-MOUIOHOYHDBLE U NYNOYHBLE SPbINCU (08YCMOPOHHUE).

—  cepOeuHbvle uLyMbl

Iloopobno Oanmvie @huzukanrbHo20 00C1€008aHUSL ONUCAHBLI 8 pa3dene «KIUHUYECKAs

Kapmuhay.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE NCCIe10BAHUS

OcnosHvle nabopamophvie memoovl noomeepoicoenus ouacnosa MIIC|  exnouarom
onpedeneHue  akmusnocmu  epmenma  anvpa-L-uoyponuoazvl,  KonuuecmeenHvlli U
kauecmeennvili ananuz Al mouu u monexynsapuno-eenemuyeckue uccieoosanusi eena |DUA.
Hannvle uccnedosanus npo6oOsSIMcs 8 CHeYuaIU3UPOSAHHLIX 2EHEMUYECKUX 1aOOPaAMOpUsIX.

o Pexomenayeresi ¢ 1eNbI0 TIOATBEPKACHUS AuarHo3a u yctaHoBieHus: tuna MIIC Bcem
MalUeHTaM OMpeAeNieHue YPOBHS TTMKO3aMHUHOTIMKAHOB MOYM (KOMILUIEKC MCCIEAOBAHUN NS
JIMarHOCTUKU MyKomosncaxapuao3a tun 1) [7, 8].

YposeHnb yoenuresibHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapwuii: dannsiii mecm s6nsiemes 0OHUM U3 NEPBLIX NOOMBEPHCOAIOUIUX OUOXUMUYECKUX
mecmog ona MIIC [ muna. Ilpu konuuecmeeHHoM aHanuze 6blAIAI0M NOBblULEHUE KOHYEHMPAYUU
I'AI" ¢ mouou, npu nposedenuu snexmpogopesa I'Al" (Drexmpoghopemuueckoe ucciedosarue

2NUKO3AMUHOSIUKAHOG — MOYU) -  NOGBIUWEHHYIO — IKCKpeyuiro  0epMamancyivpama  u
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eenapaucyivbhama ¢ mouou. Imu usmenenus naoaooaromes makaice npu MIIC 11, VII munos.
Yposenv I'Al" ssnsiemes 6o3pacm-3asucumovim napamempom. Taxoice npu aeexou gpopme MIIC 1
konyenmpayus I'Al" 6 moue modcem Obimsb TUULb HEIHAYUNETLHO NOBBIULEHA.

Hccneoosanue nposooumcs 6 OUHAMUYECKOM HAOMOOEHUU NAYUEHMAaM, NOIYUAIOWUM
Gepmenmuylo 3amecmumenvHyl0 mepanuio ¢ yacmomou He pedxce 1 paza 6 6 mecsayes,
nayueHmam, He OAY4aArWUM hepMeHmHyIo 3amMecmumebHyo mepanuio - He pedice 1 paza 6 200.
. PexomengoBaHo BceM mnanueHtam Juisi noarsepxaeHust quardosa MIIC | onpenenenue
aKTUBHOCTH anb(a-L-uaypoHunassl B KyabType (uOpoOIacToB, M30JUPOBAHHBIX JICHKOIMTOB,
1100 B MATHAX KPOBH, BBICYHICHHBIX Ha (MIbTpoBaibHOM Oymare (punstp Ne903) (xomruiekce
UCCIICIOBAaHUM JIJIsl TMArHOCTUKY MyKomnojucaxapuao3a tu 1) [2,7,8].

YpoBeHb yoenuTeqbHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4).
KommenTapuu: nokasamenu saeniawomcsa ochosHviMu aabopamoprvimu Kpumepusimu MIIC [
muna. Y nayuenmoe c¢ MIIC | muna onpedensiemcs chudicenue axkmusHocmu anvgpa-L-
UOYpPOHUOA3bL.

o Pexomenayercst BceM MNalMeHTaM CO CHIDKEHHOW aKTUBHOCTBIO (epmeHTa anbda-L-
UIYPOHHIA3bl C LENBI0 MOJITBEPXKACHUS UArHo3a Ha MOJIEKYJISIPHO-TEHETHYECKOM YPOBHE
nposeaenue uccnenosanus reqa IDUA [9, 10].

YposeHnb yoenuresbHocTH pekoMeHaanuu C (ypoBeHb T0CTOBEPHOCTH I0KA3aTEIbCTB — 4).
KommenTapuu: mecm neobxooum 01 eepughukayuu OUacHo3a Ha MOJEKYIAPHO-2eHemMU4ecKOM
ypoene. Buiaenenue cemeiinou mymayuu cena IDUA odenaem 603modxcHbiM o0bcredosaHue
POOCMBEHHUKO8 Npobanda, a makdice npogedeHue NPeHamanibHolu U NPeuMniaHmayuoHHOU
ouacnocmuxu. bonvwuncmeo mymayuii y nayuenmos ¢ MIIC I moeym 6vimb @vlasieHbl ¢
nOMOWbIO cexgenuposanus no Caneepy 6cex 9K30HO08 U NPULE2AIOWUX K HUM YUACMKO8 UHMPOHO8
2eHd, HO 8 HeOONbLUOM NPOYeHme CIAYy4aes Mymayuio ¢ npuMeHeHuem CmaHoapmubix Memooos
0OHapyscums He yoaemcs.

B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu om 13 oxmabps 2017 2 Ne 804u «O6
VMEep#cOeHUY HOMEHKIAMYpbl MEOUYUHCKUX YCIy2» Hazeanue ycayeu: Komnnexc uccnedosanuti
07151 OUASHOCMUKU MyKonoaucaxapuooza mun I

o Pexomennyetest Bcem naruenTam ¢ MIIC | mpoBenenune ananmsa KpoBH OMOXUMHYECKOTO
00IIeTepaneBTHUECKOTO Il ONpe/eieHuss (HYHKIIMOHAIBLHOTO COCTOSIHUSI TE€YEHH, KOTopas
ABIs€TCS ONHMM U3  opraHoB-mumieHedr mnpu MIIC  (OmpeneneHue  aKTUBHOCTHU
acnapraTaMUHOTpaHc(epasbl B KpOBH (AJIT), Omnpenenenue AKTUBHOCTH
acnaptatamuHoTpancdepassl B kpoBu (ACT), MccnenoBanue ypoBHs o0mero omnnpyonHa B

KpoBu u HMccnenoBanue ypoBHS OWUIMpYyOMHA CBSI3AHHOTO (KOHBIOTMPOBAHHOIO) B KPOBH
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HccenenoBanue ypoBHS XOJeCTEpUHA B KpoBH, MccaenoBanue ypoBHS TPUTIIMIIEPUIOB B KPOBH.

[27,45].

Yposenb yoenurenbHocTn pekoMenianuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).

KomMmeHnTapuu: ucciedosarnue npogooumces He pedice 1 paza 6 6 mecsayes

. Pexomennyertcst BceM manrieHTam ¢ MIIC | mpoBenenue o61iero (KIMHAYECKOT0) aHaln3a

kpoBHu (OO (KITMHUYECKUI) aHATTN3 KPOBU Pa3BEPHYTHIH) Il OLEHKH OCHOBHBIX ITapaMeTpOB

KPOBETBOPEHHMS U BBISIBIICHHS BO3MOXKHBIX HH(EKIIMOHHBIX TpoiieccoB [27].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 3).

KoMMeHTapuM: 6 643U C 6bICOKUM DUCKOM DA3GUMUSL UHMEPKYPPEHMHBIX UHDeKyull,

acnupayuonuHou nHeemonuu y nayuenmos c¢ MIIC pexomendyemcsa nposedenue OaAHHO20

uccnedosanus He pedxce 4 pas 6 200.

. Pexomennyeres Bcem nanrentam ¢ MIIC | mpoBeaenue o6riero (KIMHUYECKOTO) aHATTH3a

MOYH HE pexe 2 pa3 B TOJI ISk OLIEHKH COCTOSHHUSI MOYEBBIBOSIIMX MMyTel 1 mouek [1, 2, 5].

YpoBeHb yoenuTebHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 5).

KoMMeHTapuM: 6 c643U C GbICOKUM DPUCKOM PA3BUMUS UHMEPKYPPEHMHbIX UHpeKyull )

nayuenmos ¢ MIIC pexomendyemcsi npogedenue 0aHHO20 UCCIe008aAHUS He pedice 2 pa3 6 200.

. Pexomenayercst Bcem naruentaM ¢ MIIC I npoBenenue nccieqoBaHus KoaryaorpaMmsl

(OpHEeHTUPOBOYHOE HCCIEIOBAaHUE CHCTEMbl TremocTaza) (AKTUBUPOBAaHHOE YacCTHUYHOE

TpoMmborIacTUHOBOE Bpems, Onpenenenne mpoTpoMOMHOBOTO (TPOMOOIIIIACTUHOBOT0) BpEMEHU

B KpoBH, OnpesieneHre TpoMOMHOBOTO BpeMeHH B KpoBH, MccnenoBanue ypoBHs puOpuHOreHa

B KpoBH, OmnpesneneHne KoHUEHTpauuu [[-nuMepa B KpOBU) ISl OLIEHKU COCTOSIHUS CHCTEMBI

KOAryJISIlUi U CBOCBPEMEHHOM NMPOQMIAKTHKH Pa3BUTHsI TpOoMO030B [28].

YposeHnb yoenuresbHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB — 5).

o Kommenrapun: vacmoma uccnedoeanus, 6 cpeonem, 1 p 8 200, npu HeobXo0oumocmu —

yawe (nepeo KaxicobiM OnepamueHbiM BMeuamenbCmeam).

. Pexomennyercss Bcem namueHntam ¢ MIIC | npoenenne HccnenoBanust ypoBHs N-

TEPMUHAJILHOTO ()parMeHTa HaTpuilypetndeckoro nmponentuaa Mmo3rosoro (NT-proBNP) B kposu

JUIsL CBOEBPEMEHHOM JIMarHOCTUKHU CEpACYHOM HEeIOCTaTOYHOCTH, AuddepeHnnaIbHon

JTUArHOCTHKY C OJIBIIIKOM, BBI3BAHHON pEeCIIMPaTOPHBIMU NMpoOIeMaMH, AJis peLISHHs BOIIPOCOB O

CTapTe/KOPPEKIIUU KapJHOTPOITHOM Tepanuu [28].

YpoBensb yoenuteabHoCTH pekoMeraanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 5).
2.4 UHCcTpyMEHTAJIbHbIE TUATHOCTHYECKHUE UCCIIeI0BAHUSA

. Pexomennyercs nanuentam ¢ MIIC | nmpoBenenne MarHUTHO-pe30HAHCHON ToMorpadun

OpraHoB OPIOLIHOM MOJIOCTH W/WJIM KOMIBIOTEPHON TOMOTpauu OpraHOB OPIOIIHON IMOJIOCTH
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W/unu ynbTpasBykoBoro uccienoBanus (Y3U) opraHoB OpromHoN mosioctu (YabTpa3ByKOBOE
HCCJIEIOBAHUE OpPraHOB OpPIONIHOW MOJIOCTH (KOMIUIEKCHOE), YJIbTPa3BYKOBOE HCCIIEOBAHHE
NeueHH, YIIbTPa3BYKOBOE UCCIIEIOBAaHHUE CENIE3EHKHU ) C LENbIO BBISIBIICHUS YBEIMYCHUH pa3MepoB
HICYCHU U celie3eHKH [1].

YpoBenb yoeauTeabHOCTH pekoMeraanun C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5).
KomMeHnTapuu: sviaeiaomes ymepennasn cenamome2anus uiy cenamocnieomezanus. Ha gpone
mepanuu pasmepuvl Ne4eHu U cele3eHKU YMeHbULAIOMC.

Buvibop memooa uccnedosanus — no uHOUBUOYATbHBIM NOKA3AHUSAM UCX005T U3 803MOAICHOCHEN
nayuenma U KIUHuyeckou  nompebHocmu. Ilpu  Heobxooumocmu — npumeHsemcs
anecmesuonozuyeckoe nocooue. Yacmoma, 6 cpeonem, 1 pasz 6 200.

Hapxoz — no noxazanusm.

o Pexkomenayercsi ¢ 1ETbI0 BBISIBJICHHUS MHOXXECTBEHHOTO JM30CTO3a BCEM ITALIMEHTAM C
MIIC | mpoBenenne peHTreHoTrpaduu MEHHOT0, TPYAHOTO U TOSCHIYHOTO OT/Ie)Ia TO3BOHOYHHUKA,
a TaKKe peHTreHorpaduy BEpXHUX U HIKHUX KOHe4HocTei [1, 2, 5].

YpoBeHb yoenutesbHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 5).
KomMeHnTapuu: s6wisgndiomes MHOJCecmeeHHble OU30Cmo3vl  cKagoyeganus, 2unoniasus
3y608udno2o  ompocmka  C2-no3eouKa,  00OpcoNOMOANbHBLI  KUGo3 6  pe3yivmame
NIAMUCNOHOUIUY, HOACHUYHBIU 2unepiopoo3. Onpedensiomcsi wupokue peopa, KOpomkue
U302HYMble KIOUUYbL, 2UNONIA3USL 207080K N1e4esblX Kocmell U 8apycHas 0eghopmayus nieyeolx
KOocmell 8 NPOKCUMANbHBIX OMOeNax, OUCmaibHule SNUpu3vl Kocmel npeoniedbs CKOuleHvl Opye K
opyey. 3aoepoicka ghopmuposanus s0ep okocmeneHus. Ilacmuvie kocmu Kucmeu yYKOpoueHvl U
CYIHCEHbl — «3A0CMPEHbLY 8 NPOKCUMANbHBIX OMOENaX, «CKOULeHHOCHbY 8EPMIIYHCHBIX 6NAOUH,
degopmuposanmvie, YNioujeHHvle 20108KU OEOPEHHbIX KOCHeEU U 8Ab2YCHAS OehopMayus ueex
beopenHbvix Kocmell.

Yacmoma nposedenus ucciedosanuil — He pedxce 1 paza 6 200.

. Pexomenayercs nanuentam ¢ MIIC | ¢ Hannamnem/puckoM CIaBICHUS CPETUHHOTO HEPBa
npoBeneHue snekrponeripomuorpapun (OHMI) (Dnekrponeiipomuorpadus CTUMYISIIMOHHAS
OJIHOTO HEpBa, OJeKTpoMuorpadusi CTUMYJSIIIUOHHAS CPEAMHHOTO HEpBa), IS OICHKHU
(YHKIIMOHAJILHOTO COCTOSIHHSI MBIIIICYHBIX TKAHEH, HEPBOB M HEPBHO-MBIIIICYHOM niepeaau [1, 2,
5].

YpogeHb yoenuresqbHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
Kommentapuu: cmumynayuonnas IHMI noszsonsiem onpederums coasnenue cpeouHHo20 Hepaa
oadice 00 NOAGNEHUS CUMNMOMO8 U OOJNHCHA NPOBOOUMbBCA, HAYUHAS C 6o3pacma 4-5 nem

eance2o0no.
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o PexomeHngoBaHa KOHCYINIbTallMsl Bpada-Cyp0J0ra-OTOPUHOJIIAPUHIOJIOrA, IMPOBEICHUE
aynuomeTpuu BceMm manueHtam ¢ MIIC | ¢ umenbto BbisiBieHUs Tyroyxoctu (ToHanbHas
aynuomertpusi, PeueBas aynuometpus, UrpoBas ayanoMeTpusi, perucTpanisi KOPOTKOIATEHTHBIX
ciyxoBbIX BbI3BaHHBIX noTeHnuanoB (KCBII) mo3ra ¢ momayeil ctumyna yepes3 BO3AYIIHBIE U
KOCTHBIE Tesle()OHBI I Bepu(UKAIUU KOHIYKTUBHOTO KOMIIOHEHTA TYTOyXOCTH, Perucrparus
BBI3BaHHBIX aKyCTHUECKHUX OTBETOB MO3ra Ha IIOCTOSIHHbIE MOy IMpoBaHHbIe TOHBI (ASSR TecT))
(TIp OTCYTCTBHHU 3KCCYAaTUBHOrO otuTa) [1,2,5]

Yposenb yoeauteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5).
KomMmenTapumn: myzoyxocmov pasnoi cmeneHu 6ulpajdceHHOCmU Xapakmepua Oasi OAHHO20
3abonesanusi. Ona modicem ObIMb KOHOYKMUBHOU UIU HEUPOCEHCOPHOU UTU HOCUMb CMEULAHHbLI
xapaxkmep. Pannee evisgnenue my20yxocmu no380.isem Yayyuums Kauecmeo HCUHU NAYUeHmos,
obecneuums um yuuiee obujenue u odbyuenue.

Hccneoosanue nposooumcs, 6 cpeonem, 1 paz 6 200.

. PexomengoBaHo mnpoBeneHue wuccienoBanus (GyHKuuM BHemHero asixanus (OBJI)
MeTooM cnupomeTpuu BceM mnanueHtam ¢ MIIC |, cnocoOHBIM BBINOJHUTE TPeOyeMblil
JIBIXAaTeNbHBI MaHeBp Ui OLEHKH 3()(EeKTHBHOCTH NPOBOAMMON Tepamuu, KOHTPOJS 3a
COCTOSIHHEM OPOHXOJIErOYHOM CUCTEMBI (B cpeaneM, 1p/6 mec) [1, 2, 5].

YposeHnb yoenuresbHOCTH pekoMeHaanuu C (ypoBeHb T0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuu: ¢ coomsemcemesuu ¢ Ilpukazom Munzopaea Poccuu 13 okmsabdpsa 2017 e Ne 804n
om  «06  ymeepocoeHUuu  HOMEHKIAmypbl — MeOUuyumckux  ycuyey.  HMccreoosanue
HeCnpoBOYUPOBAHHBIX ObIXAMENbHLIX 00beM08 U nomokos, Hccredosanue ObixamenbHbIX
00beM086 ¢ NpUMeHeHUeM IeKapCmMEeHHbIX NPenapamos.

. PexomennoBano nposenenue [IpunenbHoll peHTreHorpaduu OpraHoB IpyIHOM KIETKU
BceM namueHntam ¢ MIIC | ¢ menbio oueHku aedopmanuil rpyHONW KJIETKM U M3MEHEHUH
JIeTo4HOM TKaHu [29].

YposeHnb yoenurenbHocTH pekoMenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 5).
KommeHnTapum: npu uaruuuu ayckyiomMamuHblX UMEHEHUll 6 JecKux makoce caeoyem
paccmompems  nposedeHue OAHHO20 UCCIe008AHUs 8 CBA3U C BO3MOICHOCMbIO PA3GUMUs
nneemonuu y nayuenmos ¢ MIIC1. Kpamunocms ucciedosanus onpeoensemcs uHOUBUOYAIbHO, 8
cpeonem, 1 p/2 200a

. PexomenioBano nposeaeHue >MektposHuedanorpapuu (3317) Bcem manpentam ¢ MIIC
| ¢ esibi0 CBOEBPEMEHHOTO BBISIBJICHHUS SITHAKTUBHOCTH, Ha3HAUYeHHs ¥ Koppekiuu Tepanuu [30].
YpoBensb yoenuteabHoOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH T0KA3aATEIbCTB — 4).

KommenTapmii: xax Haubonee unghopmamuuyro memoouxy OaHHO20 UCCe008aAHUS Cledyem
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8b1OUPaMb 271eKMpPodIHYePanoepapuio ¢ 8UOeOMOHUMOPUHSOM.

Hccnedosanue credyem npogooums exn#ce200H0 npu OMCymcmeauy nPpomueonoKa3aHul.

o PexkoMeH10BaHO TIPOBECHHE MOJIMCOMHOTpapUH/KapAHpEeCIUPaTOPHOTO MOHUTOPHHTA
naimentam  MIIC | ¢ momo3peHumeM WM MOATBEPKAEHHBIM  JAHArHO30M  CHHApPOMA
0OCTPYKTHBHOTO anHod cHa [1, 2, 5].

Yposenb yoenurenbnocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuu: 0ns  OJuacHocmuku — 0OCMPYKMUBHO20 — ANHOI  CHA  NPOBOOUMCS
HONUCOMHOCPAPUA/KAPOUOPECnUPAMOPHDBILL MOHUMOPUHS, KOMOpAs NO0360711em ONnpederums
xapakmep ObIXAMeNlbHbIX HAPYULeHUll (UCKTIOYUMb YeHMPATbHbILL 2eHe3, C653b ¢ eunepmpoguet
A0eHoU008, CepOeyHOl HeOOCMAMOYHOCMbIO UIU KOMNIEKC NPUYUH), NAMOJIO02UI) CepOeyHO-
cocyoucmotu cucmemsl. Hccnedosanue nposooumces He pedice 1 pasa 6 200.

B coomseemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabpa 2017 2 Ne 804u om «O6
VMBEPIHCOEHUU HOMEHKAAMYPbl MEOUYUHCKUX Ycayey Hem yeayeu «llonucomnozpaghusay, 6 ceasu ¢
YeM  B03MOJCHO  UCHONb306aHUe  Habopa  ycaye:  Onekmposnyeganoepagus ¢
sudeomonumopureom, Cymounoe MOHUMOPUPOBAHUE apmepudivbHo2o oasienus, Pecucmpayus
91eKMPOKAPOUOCDAMMbL, Monumopuposeanue 1eKMPOKaApOUOPAPUYEeCKUX OAQHHUIX,
Xonmeposeckoe  moHumopuposanue cepoeuyHozo pumma, Pacwugposka, onucanue u
uHmepnpemayus 1eKmpoKapouocpapuueckux OauHvlx, INeKmpomuocpagus HaKojicHas (00HA
anamomuyeckass 30Ha), Onexmpooxynozpagus, Onpedenenue NApYUAILHO20  OABIEHUS.
KUCAOPOOA 68 MAKUX MKAHAX (OKCUMempust)).

. PexomennoBano nposenenue OKI', Oxo-KI', xonrepockoro monutopuposanus OKI' u
CYTOYHOTO MOHUTOPHPOBAHUS apTepHAIbHOTO AaBieHus BceM manuentaM ¢ MIIC | ans onenku
coctosiHus cepaua [31].

Yposenb yoenuresnbHocTn pekoMenanuu C (YypoBeHb J0CTOBEPHOCTH 0KA3aTENbCTB — 5).
Kommenrapum: pecynsapnoe nposedenue IOKI, Oxo-KI, xonmepoeckozo moHumopuposanus
OKI', cymoyHo20 MOHUMOPUPOBAHUS APMEPUATILHO20 OA8leHUs HeoOX00UMO NAyueHmam c
O0anHOU namosnozuell, mak KaKk ¢ paHHe20 803pacma y HUX Ommeyaromcs cepoeyHo-cocyOucmole
HapyweHus. Yacmoma uccnedosanuii, 6 cpeonem, ne pedxce 1 pasza 6 200.

B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxkmsabpsa 2017 2 Ne 804n om «O6
YMEepoHcOeHUuy  HOMeHKAamypsvl — meouyunckux — ycayey.  Cymounoe  MoHumopuposanue
apmepuanvio2o  0aenenus, Pecucmpayus  anekmpoxapouocpammel,  Monumopupoganue
neKmpoxapouocpaguieckux OanHvix, Xonmeposckoe MOHUMOPUPOBAHUE CEPOedHO20 pUmmda,

Pacwugpposxa, onucanue u unmepnpemayus snekmpoxapouocpaguueckux 0anHuix,28-
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. PexomennoBano Bcem mnarnmentam ¢ MIIC | mpoBenenne KOMIbIOTEpHON ToMOTpadun
WIA MarHuTHO-pe30HaHCHOW Tomorpaduu (MPT) romoBHOro Mmo3ra M MmIEHHOTO oOTAeNa
MO3BOHOYHMKA C LEIbI0 BBISIBICHUS KOMIIPECCUU CIIMHHOTO MO3Tra U rujpouedanuu, B CpeiHeM,
1 p/2Tona [1].

YpoBenb  yOenureqabHocTH ~ pexoMeHaanmuun C  (YpoBeHb  JI0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

Kommentapuu: Hecmabunbnocms amianmoakcuanibHO20 COYJEHeHUs Modcem Ovlmb
8bI6/1eHA NPU PEeHM2eHO2PAPUU WelH020 0mOeld NO360HOUYHUKA C (DYHKYUOHATbHLIMU NPObaMU,
00HAKO 0151 HOOMBEPHCOCHUSL KOMNPECCUU CNUHHO20 MO32a 8CIe0CmBUe YIMOIueHUs e20 00010YeK
u gopmupyrowuxca anomanuti nozeonxkos mpeodyemcsi npogedenue MPT uw/unu KT. B
coomeemcmeuu ¢ Ilpuxazom Munzopaséa Poccuu 13 oxmaops 2017 2 Ne 804n om «O6
ymeeparcoenuu Homenrkiamypul meouyunckux yeayey: KT (MPT) wetino2co omoena no360HoYHUKA:
Maenummno-pezonancuas momoepaghus weu, CnupanoHas KOMNbIOMePHAas momozpagus uieu.

Hapxos no noxazanusm.

o PexomennoBano namuentam ¢ MIIC | npoBenenue uccienoBanusi MepeIHero CerMenHTa
riaza  METOAOM  OOKOBOIO  OCBEUICHHS,  HW3MEPEHHWE  BHYTPUIJIA3HOTO  JABJICHUS
(OdranpMoTOHOMETpHUSI) M OIEHKA cocTosiHus masHoro aHa (Odranbmockomnus, OcMoTp
nepudepun Ia3HOro JHA C MCMHOJIb30BAaHUEM TPEX3epKalbHOM JMH3BI [ 0lbIMaHa) C IIENbIO
BBISIBIICHHSI TJIAYKOMBI, U3MEHEHHS TPO3PAYHOCTH TJIA3HBIX CPEJT U COCTOSTHUS ceTdaTku [1].
YposeHnb yoenurenbHocTH pekoMenanuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTENbCTB — 5).
Kommentapum: Kpamnocms uccrneoosanuil, 8 cpeonem, 1 p/2oo.

Y nayuenmoe ¢ MIIC | ommeuaemcs pannee nepasHoMepHoe NOMYMHeHue po2osuyvl. B
OoanvbHeliuemM pa3eusaemcsi 21ayKoma, NueMeHmuas oucmpogus cemuamku. Peoxo - omek oucka
3pumenbHoO20 Hepaa.

o PexomennoBano Bcem narpientam ¢ MIIC [ Tuna npoBeaenne 6 MUHYTHOTO TeCTa XOIb0bI
(6MTX) mpu AMAarHOCTUKE MM C MOMEHTa BO3MOYKHOCTH IAllMEHTA K BBIIOJHEHHUIO TECTa C
[ENbI0 OLIEHKH (PU3UYECKOW BBIHOCIMBOCTH TMAIMEHTOB, B TOM 4YHuCle, Ha (OHE Tepamnuu
JapoHugazon**. [32].

YpoBeHb yoenuTEeILHOCTH peKoMeH1aluu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2).
KommenTapuu: Tecm O6-munymrnou Xx00v0Obl s61semcsi OOHUM U3 Hauboiee NpoCmulxX U
0OCMYNHLIX 6 MUPOBOU NpAKMuKe Ccnocod08 OYEHKU BbIHOCIUBOCMU U (DYHKYUOHANbHBIX
603MOJICHOCTEN NAYUEHMO8 C KAPOUOTIO2UYECKOU U 1e20YHOU NAMON0SUAMU, A MAKHCE GbIAGIEHUS

makoevix, 6 mom uucie u y oemeil. Jucmanyuro, npoudennyio 6 meuenue 6 mun (6MTX),
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usMepsAIom 6 Mempax, OYeHusarom 8 OUHamMuKe MuHUMym 1 paz 6 200. u cpagnugarom ¢ OaHHvLIMU
npeovloyweeo uccieoosanus. Illpunosycenue A3.5.

Hccneoosanue cnedyem nposooums ne pedice | paza 6 6 mecayes npu ycio8uu 803MOHCHOCIU
BbINOJIHEHUSI NAYUEHTNOM.

) PexomenpoBano naunventaM ¢ MIIC [ KOoHTpoJib MHHEpaJbHOM IUIOTHOCTH KOCTEH
(PEHTTeHOICHCUTOMETPUS) TIPH TEPBUYHON JTUATHOCTHKE U B MPOILECCE TUHAMHUYECKOTO
Habronenus [33].

YpoBenb yoeauteabHocTH pekoMeraanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 4).
KoMmenTapuu: dokazamenvHblx OGHHbIX NO ONMUMATLHOU YACHOme NPoBeOeHUs: UCCIe008aHUSL
Hem, npoeooumcs, 6 cpeonem,l paz 6 1-2 2ooa.

o PexomennoBano nmanuentam ¢ MIIC | ynpTpasBykoBoe uccienoBanue nepudepuiaeckux
HEpBOB (OAHa aHaToMuyeckas o0O0JacTb) NpU MEPBUYHOW JMArHOCTUKE M B IpoLecce
JUHAMHYECKOro HaOmoJeHusT (P BO3MOXHOCTH) C IEJIbIO JTUATHOCTHKHU/IMHAMUYECKOTO
HaOJII0IeHUs KapIalbHOro cudapoma [54, 55, 56].

YpoBenb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4).
KoMmenTapuu: dokazamenvHblx OGHHbIX NO ONMUMATLHOU YACHOMe NPOBeOeHUs: UCCe008aAHUSL
Hem, npoeooumcs, 6 cpeonem,l paz 6 1-2 2ooa.

Hpoeoéumc;z npu 603MONCHOCMU B8bINOJIHEHUA

2.5 UHuble THATHOCTHYECKHE HCCAET0BAHUSA

He tpebyrotcs

3. JleueHue, BKJIIOYAsI MeIUKAMEHTO3HYIO 1 HeMeIMKAMEHTO3HYIO Tepanuu,
AUETOTEePanunIo, 00e300/1uBaHNEe, MEAUINHCKHE TOKA3AHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/0B JICUCHUSA

Jleuenue MIIC mun | exknrouaem xax namozenemuueckoe nedenue Haznavenue O3T, mak
u nposedenue cumnmomamuyeckou mepanuu. Beoenue nayuenmos ¢ MIIC mun | npeononacaem
MYTbMUOUCYUNTUHAPHBINL NO0X00 C yyacmuem 8pavya-neouampd, 8pava ooujell NpaxKmuKu
(cemetinoco  epaua), e6paua-nesponoza, 6paua-ceHemMuKd, 6pava-oYmarLMonIo2d, 8paud-
Kapouono2a/8pada-  0emckoco  Kapouoioz2a, — 6paida-nyibMOHON02d,  8paAYaA-cypoooca-
OMOPUHONIAPUH2ONI02A, BPAYA-OMOPUHONAPUH2ONI02A, 8PAUA-XUPYP2a/8paya-0emcKko2o xupyped,
8PAYA-4eNOCMHO-TUYEeB8020  XUpyped, gpaua-Helpoxupypea, — epaia-gusuomepaneema,
MEOUYUHCKO20 NCUXON02A U 8payell OpYeUx CneyudaibHOCmel, UMeOUWUX ONblm 8 JleYeHUul Moo
peodKkoeo 3abonesanusl.

3.1 IlaToreHernyeckoe JJeyeHue

20



. PexomennoBaHo mpoBeneHue depMeHTHON 3amectutenbHOM Tepanuu (D3T) Bceem
nagMeHTaM c ycraHoBiieHHbIM jguarHo3oM MIIC I ¢ nenbio 3aMesyieHus MporpeccupoBaHUs
3a00JICBaHUs, YMCHBIICHUS pa3MEpOB MEYECHU U CEJIC3CHKH, YIydIIeHUs (QYyHKIUH cepila,
CHIDKEHHS YPOBHS 9KckpeTupyeMbix AT [11-14, 17].

YpoBeHb yoeauTeIbHOCTH PeKOMeH1aluu A (YPOBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 1).
Kommenmapuu: lIpenapamom ona @3T aensemcs naponudaza™™ (koo ATX A16AB05). B 1 mn
pacmeopa  codepocumess 100 EJ]  (npubruzumenvno 0,58 me) naponudazwi**.  Imo
pekomounanmuas — ¢opma  uenoseueckon  anvgha-L-udyponuoasei,  npouzsooumas ¢
UCnonb308aHuem mexronocuu pexkombunanmuou /[HK 6 knemounou Kyremype KUumancKux
xomaukos. D3T npeonasnauena Ol B0CCMAHOBNEHUS YPOBHA (hepMeHMHOU aKMUGHOCMIU,
docmamouno2o 0ns eudpoauza HaxkonieHuvlx IAI" u Onsn npedomepawenus ux OanvbHelule2o
Hakonnenus. Ilocne 66edenus naponudaza™* dvicmpo 6b1800UMCA U3 CUCTNEMHO20 KPOBOMOKA U
no2iouaemcst Kiemkamu, NOCmynas 8 ux Ju30Comvl yepez ManHo30-6-gpocghpammusvie peyenmopeoi.
Pexomenoosannbiii pexcum 0o3uposanusi. excenedenvbHoe ésedenue ¢ 0ose 100 Ell/ke 6 sude 6/6
ungysuu. Hauanvnas cxkopocmv  6sedenus, cocmasnsiowas 2 EJl/ke/u, npu xopoweil
NEePEHOCUMOCU MOdICEN NOCMENEHHO VEeIUdUu8amvcsi Kaxcovle 15 mum, maxcumaivoHo 0o 43
E/l/xe/u. Becb Heobxo0umblil 06vem pacmeopa 001diceH Obimb 86e0eH NPUOIUZUMETbHO 8 MedeHUe
34 u. [12, 13].

Cnedyem obpawams 6HumManue Ha coOn00eHuUe UHMEPBANO8 MexcOy UHQDYIUAMU U
He0onyCmumocms nepepuléos 8 Mepanuu, m.K. HapyUeHUe Pexlcuma ieueHusi COnPoBONCOAemcs.
NOMEHYUATLHBIM PUCKOM YXYOULeHUS COCIMOSHUSA NAYUEHMA U NPOSPEeCCUPOBaHUs CUMNINOMO8
MIIC 1.

Bseoenue ocywecmensemes uepes nepugepuueckuil 6eHO3HbuIL Kamemep (Kamemep
nepughepuveckuil)  unu  uepe3  nopm-cucmemy — (nopm  UHQY3UOHHBIU/UHDEKYUOHHDBL,
umnianmupyemuiti ***, ycmanoexka nopma 8 yeHmMpanbLHy1O 6eHy), KOmopwvle YCMAHABIUBAIOMCS
CO2NACHO MemooOuUecKum PYKOBOOCMBAM «Benosnwiii docmyn, 2019
(https.//msestra.ru/download/file.php?id=4763) c UCNONIb308AHUEM Heo0X00UMbIX
nekapcmeennvix cpedcms. Ilopm-cucmemvl ycmanasausaiomes coanaciHo Pacnopsocenuro
Ipasumenvcmesa Poccuiickou @edepayuu om 31.12.2018 Ne 3053-p « O6 ymeeparcoenuu nepeuns
MEOUYUHCKUX U30eNUll, UMNIAHMUPYEMBIX 8 OP2AHUSM 4el08eKd NPU OKA3AHUU MEeOUYUHCKOU
NOMOWU 8 pPAMKAX NPOSPAMMbL  20CYOAPCMBEHHbIX 2apaHmuil  OecniamHo20 OKA3aHUs
2padrHcoOanam MeOUYUHCKOU NOMOWU, A MAKHCe NepeyHs MeOUYUHCKUX U30eaUll, OMNYCKAeMbIX HO
peyenmam Ha MEOUYUHCKUE U30enus Npu npedoCmasieHuu Habopa COYUAIbHBIX YCIY2y.

Jleuenue nposooumcs npu omcymcmeuy npomuonOKA3AHU.
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TpancniaHTauMs reMON03THYECKUX CTBOJIOBBIX KJIETOK
o PexomMeH10BaHO TPOBEICHHE TPAHCIUIAHTAIIMM T'E€MOIMOATHUYECKUX CTBOJIOBBIX KIIETOK
(TTCK) manmuentam ¢ MIIC 1H nmo moctwkenusi Bo3pacta 2,5 J€T IPU HOPMAJIBHBIX HIIH
CcyOHOpMaJIbHBIX MoKa3zaressx pasputus (DQ>70) [11,16].

YpoBensb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 4).

Kommenmapuu: nyuwue pes3ynomamvl NoIyueHbl NPU UCHONb30BAHUU CMBOJIOBbIX KIEMOK
KocmHoz2o Mmozea HLA-coemecmumbix poOCcmEeHHbIX OOHOPO8 UL CMBON0BbIX  KIEeMOK
NYNOBUHHOU KpOB8U poocmeeHHbix 00Hopos. TI'CK eedem K ymMeHbuleHUlO pazmepos nevyeHu u
CeNle3eHKU, YIYHueHUu0 GYHKYutl oblxamenbHol u cepoeuno—cocyoucmotil cucmem. Ilposedenue
TI'CK 6 pannem 603pacme no3goisem u3zbedcamv HAPYULeHUN KOSHUMUBHLIX DYHKYULL.
Ilpempancnianmayuonnas mepanus 00JHCHA 001A0AMb GbIPANCEHHOU UMMYHOCYnpeccuell. B
nocneonee gpems y8eaudunacs svixcusaemocms nayuenmos nocie TI'CK, xoms puck y2po3wi 07
HCUBHU — Oemell  COXPAaHAemcs.  GblcOKUM. PempocnekmusHvli — aHanu3  NnOKAsal, — 4mo
sviocusaemocmov nayuenmog nocie TI'CK cocmasnsem 85%. Knunuueckas sgpgexmusnocms
TI'CK 3asucum om 6o3pacma pebeHKa Ha MOMEHM ONEepamusHO20 MeuamelbCmed, cmeneHu
MANCECMU KAUHUYECKUX HAPYUWeHUU, 0COOEHHO COCMOAHUSL CepOedHO-COCYOUCMOU U HEPEHOU
cucmem, a makyce muna OOHOPA U BO3MONCHOCMU OOCMUYL CMAOUNLHOU NPUNCUBAEMOCTU
mpancniaumama 6e3 paszeumusi peakyuu mMpaHcnianmama npomus xosauna. Hauwnyuwiutl
KAUHUYeCKUll ucxo0 Habarooancs y demel 6 gozpacme 0o 2,5 nem ¢ DQ>70.

Oonum u3 Haubonee 3HAUUMBIX IPeKmos MpPAaAHCHIAHMAYUU ABNAEMCSL COXPAHEHUE
UHMENIEeKMYaNbHO20 Pa3eumus. O0emetl, UMEIOUWUX MANCENblU 2eHOMUN, ACCOYUUPOBAHHBIU C
CEPbe3HbIMU  YMCMBEHHbIMU — paccmpoticmeamu. TlomymHenue poeosuysbl  yMeHbUAemCcs
MeOIeHHO, npU IMOM He Ucie3aem NOIHOCMbIO; CHOPMUPOBAHHbLE USMEHEHUs CKellemd, 0COOEeHHO
NO380HOYHO20 CMOI0A, MAKdHce He KYRUPYIOMCsL 8 NOTHOM 0ObeMme.

PexomengoBaHo sieuenue aeteit, kotopeie rotopstcs k TI'CK mo cxeme

1. o nepecanku 12 Henens u mociie nepecaaku He meHee 15-17 nenens npooautcs O3T.

2. IIpo1omKUTENBHOCTD TEepel IePecaKoi Tepanus MoXeT ObITh Kopoue 12 HeJenb U 3T0
3aBHCHUT OT OOILET0 COCTOSIHUS MallMeHTa, HATMYKS OXOAAIIET0 JOHOpa.

3. IIponmomxurensHocte @®3T mocie TpaHCIUIAHTaMKM 3aBUCUT OT ypoBHS ['Al,
akTHMBHOCTH (epmeHnTa anb(a-L-uagypoHuaasbl, COCTOSHHUS [IbIXaTENbHOW, CEPAECYHO -
COCYIIUCTOM cHuCTeM, OOILIero COCTOSIHUA peOeHKa, BOCCTAHOBIEHHS TI'eMaTOJOTHYECKUX

napametpos [11,16].
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YpoBenb  yOeauresbHocTH  pekoMeHaaumud C  (YypoBeHb  [10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4).
Kommenmapuu: Pewenus o evibope neuenuss ons nayuenma ¢ MIIC I dondcna npunumamo
MYTbMUOUCYUNTUHADHAS KOMaHOa. B osmy cpynny nomumo 6paua Kypamopa u Y3KUx
CNeyuanucmos (8pava-He8posoca, 6pava-Kapouoso2a/spaia 0emcKko2o Kapouonocd, epavd-
OMOPUHONAPUH2OI02A, BPAYA-MPABMAMOII02A-0PMONEOd U OPY2UX) O0NACHBL BXOOUMb UMEroUjUe
onvim pabomwl ¢ nayuenmamu MIIC epau ¢ onvimom pabomvl no nepecaoke KOCMHO20 M032a
(eciu obcysicoaemes nayuenmol ¢ cunopomom Iypaep) u meouyunckuii ncuxonoe. Meouyunckutl
ncuxonoe 00dicen umems onvim mecmupogarusi oemeu ¢ MIIC IH yuumwvieamo msoicenoe
comamuyeckoe cocmosiHue pebeHKa, HapyueHue CIyxa u 3peHust, my20n008UNICHOCIb 8 CYCMABAX
u m.o. [emu ¢ MIIC I ¢ npoepeccupyrowum nopasxcenuem L[HC ( DQ <70) pesce nonyuarom
NONb3Y OM MPAHCHIAHMAYUU.

Bce nayuenmuor ¢ MIIC I mocym noayuume D3T, max Kak 3mo yayuuum comamuyecKue
cumnmomsl 3abonesanus. Ipgpexmusnocmos O3T 6o3pacmaem npu yciosuu mepanuu 8 paHHem
so3pacme. Ilayuenmol, komopwvim naanupyemcs nposeoenue TI' CK, npedsapumenbHo 00#CHbL
nonyuums Kypc D@31, nockonvky smo yayuuwaem Kiunuyeckoe cocmosinue nayuenma. TI'CK
npumensiemcs 01 NAYUeHmos 8 gozpacme 00 2,5 nem.

TT' CK y nayuenmog c cunopomom I ypnep 6onee ycnewna, eciu 8blnoIHAEMCs HA paHHell
cmaouu, u OO0JIHCHA NPOBOOUMBCL, KAK MOJILKO COMAMUYECKOe COCMOsHUE NO38OIUM NPOBECMU
npoyeoypy.

YV e3pocavix nayuenmos ¢ MIIC I, komopvim 6 demckom 6o3pacme Ovlia npouzeeoend
TI'CK, HeobXo0umo npou3eooums nepuooudeckyio OYeHKY KIUHUYECKUX CUMNIMOMOS,
KOHmpoauposams yposerv I'Al" 6 moue u He pedce 00HO20 paza 6 200 OYeHUBAMb AKMUBHOCD
gepmenma anvgha-L-uoyponuoasvl. B ciyuae npoepeccuposanus cumnmomos, yeeauvenuu I'Al" 6

Moue, CHUMNCEHUsI AKMUBHOCMU (hepMmenma, HeodXooumo paccmompems nasnavenue O3T.

Y nayuenmoe ¢ MIIC I, komopwvim ov11a npouseedena TI'CK, neodoxooumo npoeooums
nepuoOUUecKyr0 OUEeHKY KIUHUYECKUX CUMRMOMO8, Konmpoauposams ypoeenv I’ AI' ¢ moue u
He pejice 2 paza é 200 oueHueamvs akmueHocmo pepmenma anva-L-uoyponuoasel. B cnyuae
npozpeccupoeanus cumnmomos, yeeauuenus ypoeusa I'AI' 6 moue, chudicenua akmuenocmu
depmenma  anveha-L-udyponuodazel, CcHudCeHUs  YPOGHA  XUMeEPUIMA, HEOOXOOUMO
paccmompems KOMOUHUposannwlil eapuanm jaeyenus ¢ 6030o0noenenuem O3T nocne TI'CK.

Jlobaenenue rx3o0zennozo gpepmenma (O37T) 6 pexomenoosannoli uncmpyKkuueil 003upoeKe K
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anoozennomy (nocine TI'CK) morcem cnocoocmeosamsv nosviuienur 3hhexkmusnocmu

pabomot nocieonezo. TI'CK ne aensemca npomusonoxkazanuem K 603oonosnenuto @3T [53].

3.2 CUMOTOMATHYECKOE JIeYeHHE

o PexoMeH10BaHO TIPOBEICHUE MEIUKAMEHTO3HOW MPEMEIUKAIMA TP TOSBICHUU
noOOYHBIX AJUICPIHUECKHX peaKluid ¢ mocienymomed wHdy3ued maponugazer**  [18].
IIpuno:xenne A3.6 u Ilpusnoxenue A3.7

YposeHb yoenutesibHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5).
KommenTapuu: V nayuenmos ¢ MIIC, nonyuarowux @3T, kax u npu 6/8 6sedenuu 1106020
0py2020 0eNK08020 Npenapama, Mo2ym pazeumuscsi nobouHble peakyuu (1Uxopaoxa, 03HOO,
psoma, KpanusHuya, msidcenvle peaKyuti SUnepyy8cmeumenbHOCmu allepeudecKoco muna),
npoucxooawue Uil 60 8pems UHGy3uu uiu 8 medenue OHs nposedenus ungyzuu. Ilpu nosenrenuu
NOOOYHBIX peaKyull 80 8peMs/nocie UHGY3UU peKomenoyemcs coomeemcmayrujee iedeHue, npu
KOMOPOM HEeODX0OUMO C1ed08aAMb COBPEMEHHbIM CMAHOAPMAM OKA3AHUS MEOUYUHCKOU NOMOWU
(anmueucmamunnvlie cpeocmsa cucmemmnozo Oevicmsusi, ubynpogen** uiu napayemamon**,

KOPMUKOCMEPOUObL CUCIEMHO20 Oelicmeust (npedHusonon** umu oexcamemason™*)).

. Pexomennyercas namuentam ¢ MIIC 1 mnpoBeneHue KOHCYJbTalMM — Bpada-
OTOPUHOJIAPUHTOJIOT, Bpaya-HEeBPoJIora - He pexe 1 paza B 6 MecsieB (MIpy HATUYHH TOKa3aHUI
- vame) [1, 2, 5, 14, 18].

YposeHnb yoenuresqbHoCTH pekoMeHanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
. Pexomennyerca mnamuentam ¢ MIIC 1 mpoBeneHue KOHCyJlIbTalMM — Bpada-
KapAuojora/Bpaya-1eTcKoro  KapAuosora,  Bpada-TpPaBMAaTOJIOra-opTolena  CIEAYIOIINUX
CTEIUATTCTOB He pexe | paza B 6 MecsiieB (MpH HAIMYKY MMOKa3aHui - vaine). [1, 2, 5, 14, 18].
YpoBennb yoenureabHocTn pekomennanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5).
. Pexomennyercs marmentam ¢ MIIC [ koHcyabTanus Bpada-Xupypra/Bpada-IeTCKOro
xupypra (MpHu HAJTMYUH TIATOJIOTHH, TPEOYIOIeH Xupyprudeckoro BmemniarenscTea) [1,2,5,14,18].
YposeHnb yoenuresbHoCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
. Pexomennyercs nannentam ¢ MIIC [ koHcynbTanms Bpaya-myabMOHOJIOTa (TIPH HATHYUN
MaTOJIOTMH CO CTOPOHBI JIbIXaTeNIbHON cucTemsl) [1, 2,5,14,18].

Yposenb yoenureabnoctn pekoMmenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5).
. PexomMeH10BaHO JleueHHE XPOHHUYECKHX 3a0o0yieBaHMI (MOBEICHYECKHX HapyLICHUH,
0(pTaTbMONOTUYECKUX HapyIIEHUI, OPTONEANYECKON MaTOJIOTHH, CYA0POKHOr0 CHHIpoma, Al
cepAeyHON HeIOCTaTOYHOCTH, PELUANBUPYIOLINX OTUTOB, YACTHIX PECIUPATOPHBIX 3a00IeBaHNI

u ap.) y nauueHToB ¢ MIIC | mpoBOAUTH € y4eToM AEMCTBYIOUX KIMHUYECKUX PEKOMEHIALINH,
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MPUHKUMAs BO BHUMAaHUE PE3yJIbTaThl KOMIJIEKCHOM OLIEHKHU CO CTOPOHBI BCEX OPraHOB M CUCTEM
U TIepCOHAIM3UPOBaHHbBIC 1eu manuenra [1,2,5,14,18,34].

YpoBensb yoenuTebHOCTH pekoMeHanun C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJILCTB — 5).
KommenTapuii: Jleuenue nosedenyeckux HapyueHuil NPOBOOUMCS 8PALOM-HEBPOIO2OM, ODbIYHO
ucnonvsyromes npenapamsi 2pynnsl « CHomeopuwie u ce0amusHvle cpeocmea» u opyaue.

Buibop npenapama, oozupoexa, onumenbHOCMb Kypca ONpeoessitomcs UHOUBUOYATbHO.
Hauunarom npuem oannvlx npenapamos noo mujamenbHbiM 6paieOHbIM KOHMPOTEM 8 YCI08USX
Kpyenocymounozo / Onesnozo cmayuonapa [1,2,5,14,18, 34].

. PexomenoBaHO ipy opTaTbMOSIOTHYECKUX HapyIeHusAx y nanuenToB ¢ MIIC I mpoBoauTh
JICYCHHUE TI0 TMOKa3aHUSIM, MOAOOp TEpamuu OCYIIECTBJISITH Ha OCHOBAHMM PEKOMEHIALUN TI0
JICYEHUIO COOTBETCTBYIOIIMX HO30j0rui [1,2,5,14,18].

YposeHb yoenuteqbHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 5).
. Pexomennyercs mnauuentam c¢ MIIC I B kadecTBe oOpTONEIUYECKON KOppEeKLHU
HApYIICHUs] OCaHKH, KOHTPAKTyp CYCTAaBOB C HCIIOJIb30BAHHEM HEXHPYPrHUYECKHX METOJOB
MPUMEHSTh (PU3HONpOLEeYyphl W JICUeOHYIO0 (DU3KYJIBTYpPY, HCIIONIB30BATh OPTOIEAHYSCKUC
ycTporicTBa. [1o moka3zaHusiM OCYIIECTBIIATh XUPYPrUUECKOE JICUCHHE CUHJIPOMA KaprajlbHOTO
KaHaja, TMPOBOJUTH SHAOMNPOTE3UPOBAHHE Ta300€APEHHOT0 WJIM KOJEHHOTO CYCTaBa,
KOPPUTHUPYIOUIME OCTEOTOMUHM JJIsl UCIIPaBIEHUsl OcH KoHeuHoctel [1,2,5,14,18].

YposeHnb yoenureqbHocTH pekoMeHanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuu: npogoosamcs coenacno coomeemcmeyiouum peKoOMeHOAyusM ¢ Y4yemom
ocobenHocmell 0CHOBHO20 3a00.1e8aHUs.

. PexomMeHn10BaHo 1pH pEIUAUBUPYIOMIMX OTUTAX, YACTHIX PECIIMPATOPHBIX 3a00I€BaHUSIX
BEPXHUX JIbIXaTENbHBIX MyTeH MPOBOAUTH CUMIITOMATUYECKYIO, aHTHOAKTEPUATBFHYIO TEPAIHIo,
IpY OTHTaX He MPUMEHATh TAKTHKY «HaOII0AaTh U Kaath» [2, 35].

YpoBenb yoenuteabHoCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 4).
. PekomennoBano y mnanuentoB ¢ MIIC npu Hamuyuu SNUIENTHYECKUX IPUCTYIIOB
WCIIOJIb30BaHNE TIPENapaToB W CXEM JICUCHHS, Ha OCHOBAaHWW PEKOMEHIAIMI IO JICUYCHUIO
smunencuii [1,2,5,14,18].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 5).
. PexoMeHa0BaHO ydYacTHe MYJIbTHAMCIHUIUIMHAPHON KOMAaHIBI B BEICHUU CEPICYHOU
HeymoctaTouHocTH y mammentoB ¢ MIIC 1 [1,2,5,14,18].

YpogBeHb yoenuresqbHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
. PexomennoBaHO mnpy J€4EeHUM apTepUaIbHOM THNepToHMM y mnanueHToB ¢ MIIC I

Ha3HAa4YCHUC aHTI/IFI/IHepTeHSHBHOﬁ TEparu B COOTBETCTBUHU C KIMHUYCCKHUMU PEKOMCHAAIUAMU
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10 apTepuanbHoOi runeprensuu [1,2,5,14,18].

YposeHb yoenuteqbHOCTH pekoMeHaanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
. Pexomennyerca mnauuentraMm c¢ MIIC [ ¢ HapymieHusMH MOTOPUKH KEJIyAOYHO-
KHUILIEYHOTO TpakTa (3amopamMi) HCIOJb30BaHUE CIAOUTENBHBIX CPEICTB B COOTBETCTBUU C
pEeKOMEHIausIMHK 110 3aropam [36].

YpoBenb yoenuTeabHOCTH pekoMeHanuu C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB 5)

. Pexomenayercsi marmentam ¢ MIIC I mpu XpoHWYecKoW HEWpoOmaTHYECKON 0oy
Ha3HAUYEHHUE IMIPEraparoB, BO3JCHCTBYIOIIMX HA IIEHTPAJbHBIC MEXaHWU3MBI (POPMHUPOBAHUS
XPOHUYECKON OO0JIM: MPOTUBOAIMIICIITHYECKHE TIpenaparsl (J103a moadupaeTcs HHANBUIYaIbHO),
aHTHaCTIpeccanToB [37].

YpoBens yoeauteabHocTu pekoMenaannu C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB 5)
Kommentapum: [lonosxcumensnoeo sgpgexma gapmakomepanuu XpoHuueckou 6oy y
nayuenmos ¢ MIIC moodicHo 0obumbcsa npu yuéme NpuHUMAEMblX NAYUEHMOM NPenapamos u
pezyiapHOM MOHumopunee Oe3onachocmu nevenus. Ilpu neuenuu 6oneeo2o cunopoma y

nayuenma czzedyem UCNONb3068AMb HAUMEHee UHBA3UBHbIU CNOCOD.

3.3 Xupypruuyeckoe JeuyeHue

Xupypauueckoe neuenue nayuenmog ¢ MIIC | ciedyem nposodums npu yuacmuu
MYTLMUOUCYUNTUHAPHOU  KOMAHObL 8 COOMBEMCMBUU C  OelCMEYIOWUMY  KIUHUYECKUMU
DEKOMEHOAYUAMU.

o Pexomenayercs naiueHTaM ¢ COXpaHHBIM UHTEIJIEKTOM U HapylieHueM (QyHKIUU KUCTEN
WIM C HapylIEeHueM HEpBHOU mpoBoauMocTu 1o pesyibraraMm DHMI onepanus nexommpeccun
HepBHBIX cTBOJOB (HeBponmus m nexkommpeccusi HepBa, PacceueHue crmaek M JI€KOMIIpecCHs
CTBOJIOB HEPBHBIX CIUIETEHHI), KOTOpasi IPUBOAUT K OBICTPOMY CTOMKOMY YJIyUIIEHUIO QYHKLIUU
[1, 2, 14, 19-22].

YpoBenb yoenuTeabHOCTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB 4)
KommenTapuu: vacmoma peyuougos kapnaibHo20 MYHHENbHO20 CUHOPOMA Y NAYUEHMO8 C
paznuunvivu munamu MIIC neuzsecmua. IlockonvKy nodmopnas KomMnpeccus MeouaHHo2o Hepea
ecrneocmeue pyoyesanus Ul OMIONCEHUS 2AUKOZAMUHOSTUKAHOB BO3MOJICHA, HE0OX00UMO
npooodcams HaboeHue.

. Pexomenayercs mammentam ¢ MIIC | tuma mpu coobmiarormeiicss ruaponedanun ¢
MPOrPECCUPYIOLINM YBEIMUEHUEM KEeNyAOYKOB 1Mo JaHHBIM MPT wu/unm moarBep:kIEHHBIM
MOBBILICHUEM JIaBJICHUs 1iepeOpo-cnuHambHO *kuakoctu 6onee 250-300 cm BogHOro crosba
BEHTPHKYJIO-TIEPUTOHEATbHOE IIyHTHpoBanue [1, 2, 14, 19-22].

YpoBensb yoenuteabHoCTH pekoMeHanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB 4)

26



o PexoMeHI0BaHO TIPOBEICHHE XHPYPrHUYECKOrO BMEIIATENbCTBA JUISI MAIUEHTOB C
JUarHOCTUPOBAaHHBIM CTEHO30M ULIEMHOrO OTAeNa - JIEKOMIIPECCMM CIMHHOIO MO3ra
(Jexommpeccus Mo3BOHOYHOTO KaHala MUKPOXHPYpPrudecKasi), 4TO UMEeT pelllarolee 3HauYeHHe
B yCTpaHeHHH cTeHo3a [1, 2, 14, 19-22].

Yposenb yoenurenbnocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4).
KomMmeHTapum: coasienue cnumHo2o Mmo32a HpU8oOum K HeoOpamuMviM He8pPOI0SUYECKUM
HapyuweHusaMm, onepayuro ciedyem paccmampusams oadxce y nayueHmos 0e3 HespooudecKoll
CUMNMOMAMUKY, eClU CAUMMANbHbIL OUAMemp NO360HOYHO20 KAHANA CYHCeH Oojee uem Ha
50%. Xupypeuueckoe — emewamenbcmeo  OONNHCHO — BbINOJHAMBCA — pAHbUE — PA3GUMUSL
HeB8POI02UYECKUX NPOSAGNEHUL.

o Pexomenayercsi poBeieHUE XUPYPrHUECKON 3aMEHBI Ta300€IPEHHOr0 UM KOJIEHHOTO
CycTaBa, KOPPUTHPYIOIIME OCTEOTOMUHU KOCTEH KOHEYHOCTEM IpPH BBIPAKEHHOM HapyLICHUU
(GYHKIIUM KOHEYHOCTH OOYCIIOBICHHON nedopManueld uiu apTpo3oM, MpH OTCYTCTBUH 3 dekTa
0T KOHCEpBAaTUBHO# Tepamnuu [1, 2, 14,20,22].

YposeHnb yoenuresnbHocTn pekoMenanuu C (ypoBeHb 1I0CTOBEPHOCTH I0KA3aTEIbCTB — 4).
. PexomennoBano nammentam ¢ MIIC | tuma paccmMoTpeTb, NpU HaaUUMU [OKAa3aHUM,
npoBefeHNe ACHOUIIKTOMUN (AJZCHOUAIKTOMUU C HCIOJIb30BAHUEM BHJICOIHIOCKOMHUECKUX
TEXHOJIOTHH) u/unu ToH3MmIPKTOMUN (Ton3umKTOMUN c HCIIOJIb30BaHUEM
BUJICOOHJOCKOMTMYECKUX TEXHOJIOTHI) C IIeJIbI0 YIIyUIlIEHUS! TPOXOANUMOCTH JIbIXaTeNbHbBIX MTyTeH
[1, 38].

YposeHnb yoenuresbHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 5).
KommenTapuii: dannsie émewamenscmea npumensiromea y nayuenmos ¢ MIIC I muna, kax u 6
obweli NOnYIAYUU, ¢ CUHOPOMOM 0OCMPYKMUBHO20 HOUYHO20 ANHOE, IKCCYOAMUBHBIM OMUMOM,
3ampyoHeHuem HOC08020 ObIXAHUSL U PeYUOUBUPYIOWUMU UHDEKYUAMU BEPXHUX ObIXAMENbHbIX
nymeui. Ilpu smom wHeobxooumo yuumsieams, umo npu MIIC [ muna xupypeuueckoe
emMewamenbcmeo mpedyemces wauje, vem cpeou odviunvix oemeil. Ilayuenmam ¢ MIIC I muna
cnedyem  8blOUPAMb  MAKCUMANILHO waoawue U 3pdexmusHbvle MmemoouKku, omoasams

npeonoumenue sHoockonudeckum emewamenvcmeam [39,40,41].

. PexomennoBano Bcem mnanmentam ¢ MIIC | mpoBenenne 6-1v MUHYTHOTO TECTa € XOIb00H
JUTS1 OLICHKH BBIHOCIUBOCTH (KOHTPOJb 3 dexTuBHocTH D3T) (IIpunoxenune A3.5) [1, 2, 14,17].
YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbLCTB —D).

KOMMeHTﬂpI/II/II npu 603MONCHOCMU 6bINOJIHEHUA NAYUEHNTOM
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4. MequuuHCKAasi peadMIMTAIMS U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIMUIMHCKHUE MOKA3aHUA U NPOTUBONOKA3aHUA K IPUMEHEHUI0 METO/10B
peadHIMTAIIMM, B TOM YK CJIe OCHOBAHHBIX HA MCIO0JIb30BAHUM MPUPOJIHBIX
JieyeOHbIX GaKTOpPOB

. PexoMeHi0BaHO mpoBeAcHUE peaduIMTalUOHHBIX MeponpusaTuil nauuentam ¢ MIIC I ¢
HHAWUBUIYAJIbHBIM HOI[60pOM B 3aBHCHMOCTH OT COMATHYCCKOIO M KOTHUMTUBHOI'O CTaTycCa
pebenka (MOryT OBITh HalpaBJICHBI HA YITyUIIICHHE/COXpaHeHHE (DYHKIIUH OMTOPHO-IBUTATEIILHOTO
amnrmapara, CEepJIeYHO-COCYIUCTOM U JbIXaTeIbHOM CHCTEM, pEYeBOE pa3BUTHE, OOJEryeHue
00JIEBOIO CHHAPOMA) II€JbI0 YIYyUIlICHHs KauyecTBa KW3HHU mamueHta, [Gnasso R, Corrado B,
lommazzo |, Migliore F, Magliulo G, Giardulli B, Ruosi C. Assessment, pharmacological therapy
and rehabilitation management of musculoskeletal pain in children with mucopolysaccharidoses:
a scoping review. Orphanet J Rare Dis. 2022 Jul 8;17(1):255. doi: 10.1186/s13023-022-02402-w.
PMID: 35804400; PMCID: PMC9264657, Harshanand P1, Anil Kumar G, Vivek P, Jayasree R
Mucopolysaccharidosis and Rehabilitation October 2013Indian Journal of Physical Medicine and
Rehabilitation 24 (20(june 20213):44, Gardin A, Castelle M, Pichard S, Cano A, Chabrol B,
Piarroux J, Roubertie A, Nadjar Y, Guemann AS, Tardieu M, Lacombe D, Robert MP, Caillaud
C, Froissart R, Leboeuf V, Barbier V, Bouchereau J, Schiff M, Fauroux B, Thierry B, Luscan R,
James S, de Saint-Denis T, Pannier S, Gitiaux C, Vergnaud E, Boddaert N, Lascourreges C,
Lemoine M, Bonnet D, Blanche S, Dalle JH, Neven B, de Lonlay P, Brassier A. Long term follow-
up after haematopoietic stem cell transplantation for mucopolysaccharidosis type I-H: a
retrospective study of 51 patients. Bone Marrow Transplant. 2023 Mar;58(3):295-302. doi:
10.1038/s41409-022-01886-1. Epub 2022 Dec 9. PMID: 36494569; PMCID: PMC10005963]
YpoBenb yoenuteabHoCTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5).
. KommenTapuu: . B kpye peaburumayuonnvix meponpusmuii nayuenmam ¢ MIIC I moeym
Oblmb  BKIIOYEHbL 3AHAMUS C Me@ul/;uHCKuM nCcuUxoiocom, omobvlx 6 cneyuanusupoeannsvlx
canamopusix, a makxkoice CcoyuaibHas adanmauwz C ydacmuem cneyuaiucnmos u CoyudalbHbvlx
PpabomHuKo8, Kypcol maccaxca, toea, leyednas Quskyibmypa npu 3a001e8aHUiX U mpasmax
cycemaeoe, npumeHeHue menia u xonooa

Baowcrno 06yquue nayuenma ¢ yeivlo obnezuenus nepedeuofceHuﬂ U 8blpaBHUBAHUSL OCAHKU, A
makaice npedomepaerusi 00pa3068aHuss KOHMPAKMYp U NPO2peccupo8anisi CKOaUO3d.

B cuydae, eciu 3abonesanue evizvisaem Kud)OWZMItQCKyIO 084)0]7]14611/;1/”0, AHOMAJIUO NO360HOYHUKA,
NPpUMEHAIOMCA opme3bl 6 Kayecmee nod@ep:»cueaiomeeo JIe4eHUA (€C]ZM Komnpeccus weuno2o
omoena MNO360HOYHUKA HE HAXOOUMCS HA 6blCOKOM YposHe). Heobxooumvie memoowvl

ONnpeoensaomces 8paioM-mpasmamosio2omM-opmoneodom.
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Mooicem  npogooumvcsi  4pecKONCHAs — DNeKMPOHeUpOCMUMYIAYUL — Npu  3a001e8aAHUX
nepugepuyeckol Hep8HoU cucmemvl OJisk KOHMPOJisL 2unepanee3ul U aii00UHUU.

Bosmoocno paccmompems  npumenenue 8030e€UCMEUs HA MOYKU AKYHYHKMYpbl  Opyeumu
Qusuueckumu gpakmopamu (aKynynkmypa u axynpeccypa) ¢ yenvio ananeesuu (0okazameibHas.
baza Hesenuka,).

Ilockonexy MIIC I moocem npusecmu K HeUPOKOZHUMUBHBIM USMEHEHUSIM, MAKUM KaK
HapyuieHus nogeodeHuUsl, NpooIemMbl CO CHOM U OPO NPUMEHAIOMCA NCUXOL0UYECKUe KOMNIIEKCHbLE
nOO0X00bl, KOMOPblE BKIIOUAIOM 00pazo8amenbhbie U N08eOeH4ecKue nPocpammbl, YAPA#CHEHUS]
HA OCO3HAHHOCMb U PeNlaKcayulo, makice mMo2ym Obvlms coomseemcmayrowel cmpamezueti OJisl
COEPIUCUBAHUSL YPOBHSL CIMPECca )y IMUX NAYUEHMO8 U NPe0Omsepaujetust ycy2yonerus CUMNMOMOS.
Hx maxowce moducno npumensme y unenog cemovu nayuenmog ¢ MIIC 1, ¢ yenvio noooeporcku u
obnezuenusi opemenu OonesHu. Mmeromces coobwjeHuss 0 mepanuu ¢ Y4acmuem HCUBOMHLIX U
My3blKOmepanuu 8 KOMNJIEKCHOU peaduiumayuu 8 OmHOUleHUuu 0601e8020 CUHOPOMA, HO 8

Hacmosiwee 8pemsi O0KA3amenbCcme dhhexmusHocmu Smux mMemooo8 HedoCmamouHo.

5. IIpodpunakTuka u AUCIAHCEPHOE HADII/IeHH e, MeAUIUHCKUE IOKA3aHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHHIO METO/10B IlpO(l)I/I.]IaKTI/IKI/I

5.1 Baknunanus nammentos ¢ MIIC 1

Hayuenmoi ¢ MIIC I sasnsaromes epynnoii pucka no pazeumuro UHQEeKyuoHHbIX 3a001e8aHULL, 8 M. Y.
8 CB513U C BbICOKUM PUCKOM PA3GUMUSL UHMEPKYPPEHMHBIX UHGEKYULl, ACNUPAYUOHHOU NHEBMOHUU
[46, 47]. [Jaunvix o mpomusonokazanusx Ons NIAHOBOU BAKYUHAYUU NO HAYUOHATILHOMY
kanenoapio npususok y nayuenmog ¢ MIIC | nem [46, 48, 49].

. PexomennoBano manuentam ¢ MIIC I mpoBeneHue BaKUIMHAIMH B COOTBETCTBUHU C
HAI[MOHAJIFHBIM KaJIeHJapeM MpOo(HUIaKTUYECKUX TMPUBUBOK M KaJICHIApeM MPUBUBOK II0
SMHUJIEMHUYECKUM TIOKA3aHUSAM C LEIBI0 TPEIOTBPAIICHNUS/YMEHBIICHUS! BEPOSTHOCTH TSDKEIOTO
(OCTIO’)KHEHHOT0) TeUeHHUsI MH(EKIMHA, C y4eTOM TMepruo/aa 3a00JeBaHUs U IMOJydYaeMON Teparmun
[48, 49, 50, 51, 52]

YpoBenb yoenutebHOCcTH pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
(YYP C; VIO S).

Kommenrtapuu: Ilayuenmam ¢ MIIC I credyem 6600umv GakyuHvl, npu dmMom HeoOX00UMO

VUUMBIBAMb PUCK MemaboIudeckol oekomnencayuu 0is ee npeoomepawenus [48]. Hecmomps
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Ha peOKoCmb U msdcecms 3a001e8anus, cledyem NOMHUMb, YMo 8AKYUHUPOBAMb NAYUEHNO8 C
MIIC | obazamenvHo, maxk Kaxk NPUBUBKU NOMO2AIOM Npedomepamums pazeumue OCmpbix
pecnupamopnvix  3a001e6aHul, 6 nepsylo ouepedsb, HeoOX00UMAa BAKYUHAYUS NPOMUE

NHEeBMOKOKK080U ungexyuu u epunna [49].

5.2 llpenaranbHasg nuarnocruka MIIC 1

o Pexomenayercst KOHCYJIbTalMs Bpada-reHeTHKa 1ocie ycraHnoBiaenus nuarnoza MIIC |
MAIUEHTY WU ero 0(UIIHAIBHBIM MTPEICTABUTEISIM, C LIeIbI0 Pa3bICHEHUN FTEeHETHUECKOT O PUCKA,
00CyXICHUST BOBMOYKHOCTEH NPEHATAIbHON U IPEUMILTAHTAIIMOHHON JUAarHOCTUKH [2, 6].
YpoBenb yoenurenbHocTH pekoMenaanuu C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5).
KommenTapuii:  Cemvam ¢ nayuenmamu  peKomMeHOyemcsi  MeOUKO-2eHemuiecKoe
KOHCYIbMUPOBAHUE C Yellblo ONpedeieHus 2enemuieckozo pucka. Kax u npu opyeux aymocomuo-
peueccusnuix 3avonesanunx, npu MIIC mun | ona kaxcooii 6epemeHHOCMU PUCK POHCOCHUA
pebenka cocmasnsiem 25%. B cembsax, eoe ecmov pebenox ¢ MIIC | , 603moocHo npogeodenue
NPEHAmManbHOU U NPeUMNIAHMAYUOHHOU OUACHOCMUKU. [{1a 3mo20 pooumenim HeoOX0o0uUMo
0bpamumsca 8 CneyuaIu3upo8anHvle OUASHOCMUYecKue 1adopamopuu U MeOUYUHCKUe YeHmpbol.
Ilpenamanvnas ouaznocmuxa nNpo8OOUMCs MONEKYIAPHO-2eHEMUYeCKUMU UIU OUOXUMUYECKUMU
memoodamu, nymem ucciredosanusi /JJHK, evidenennou uz obuonmama eopcun xopuona na 9-11
Hedelle OepeMeHHOCMU U/Ulu KIemoxK amMHUuomudeckou ocuokocmu Ha 16-18 Hedene
bepemennocmu, niooHotl kposu Ha 20-22 nedene bepemeHHOCHU.

o Pexomenayercsi mpoBeeHHE MpPEHATATIBHON AMArHOCTUKH Ui J1I000# mocnemyromeit
OepeMEHHOCTH B CEMbsIX, OTATOIIEHHBIX XOTs Obl ogHuM ciydaem MIIC I, HO B ciiydae jierkux
dopm Oone3HH, pelieHHe O €€ MPOBEACHUU JODKHO OBbITh NPUHATO MOcie HOAPOOHOTro
00CyXIeHUs C ceMbel Bcex pUCKOB [1,2].

YposeHnb yoenuresqbHOCTH pekoMeHaanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).

5.3. lucnancepHoe HAQJIIOAEHUE

IIposooumcs peeynapnoe ounamuveckoe naoaooenue (Ilpunoscenue A3.4)
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6. Opranusanusi MeIHIMHCKON MOMOIIM

6.1 IMoka3anust JJIA TOCIIUTAJMN3AIMHA B MCAUIIMHCKYIO OPraHu3anuio

6.1.1 Moka3anus I NIAHOBOW rOCMUTATU3ANH:

— NPOBEJCHUE JHATHOCTUKH W JICYCHHS, TPEOYIOIUX KPYTIOCYyTOYHOTO
MEAUIIMHCKOTO HAOJIOICHUS;

- COCTOSTHUE, TPEOYIOIee aKTUBHOTO JICUCHHUS M KPYTJIOCYTOYHOTO MEIUIIMHCKOTO
HaOmoIeHus1 (TPBDKECEUCHUE, OMEPATUBHOE JICUCHUE MOPAXKEHUS CYCTaBOB, IO3BOHOYHHKA,
CKOJINO03, aJCHOIKTOMUS, TOH3WLIIKTOMUS, HEHPOXHUPYpruveckas ICKOMIIPECCHS CHHIpOMa
3alSICTHOTO KaHalla, YCTAaHOBKAa TPAaHCTHMIIAHMYECKOTO JpPEHaka MpPH CPEIHEM OTHTE,
XUPYpruveckasi KOppeKIus maToIoruu cepiedHo - cocyauctoit cuctemsl (CCC) u npyrue);

- COCTOsTHUE, TpeOyIoIIee MPOBEICHUS BBICOKOTEXHOJIOTUYHBIX METOJIOB JICUCHUS (B

TOM 4Hcie, KOHTpoib 3¢ dexkruBHoct TI'CK);

OTCYTCTBHE  BO3MOXXHOCTM  oOecrieduenust @DP3T B aMOynaTopHBIX U
CTallMOHAPO3aMEeIIAIOUINX YCIOBUSX;

- HEOOXOIMMOCTh TIPOBENICHHSI PA3IMYHBIX BHJOB SKCHEPTU3 WM O0OCIICIOBAHHS B
MEAMIMHCKONW OpraHu3alluy IPpU HEBO3MOXHOCTU IPOBEIEHUS UX B aMOYJIAaTOPHBIX YCIIOBHUSX,
TpeOYIOIMMX JAUHAMUYECKOTO HaOmoaeHus (B TOM uucie OQGOpMIICHHE 3aKITIOUYEHUs

benepaabHOro KOHCUINYMA).

6.1.2 Iloka3zaHus 1Jisl IKCTPEHHOH rOCMUTATU3ANMU:

- OCTphbIe 3a00JIeBaHUS;

- 000CTpeHust XpOHUUYECKUX OO0JIe3HEiH;

- OTpaBJICHHUSI ¥ TPABMBI, COCTOSIHHSI, TPEOYIOIIE MHTEHCUBHOM TEPANUU U IIEPEeBOIa
B peaHI/IMaHI/IOHHBIG OTACIICHUSA NN OTACIICHUS I/IHTeHCI/IBHOfI Tepam/m (B TOM YHUCIJIC HO60‘~IHBIC
peaxIuu, MPOUCXOAIINe B Ipolecce HH(Y3UN WU B TeueHue qHs nposeneHus nHpysuu O3T,
[EPBUKATBHBINA CTEHO3 C KOMIIPECCUEH CIMHHOTO MO3Ta U IPYTHE YTrPOXKAIOIINE )KU3HU OCTphIE
COCTOﬂHHﬂ), a TAKXeE prrJ'IOCYTO‘-IHOFO MCEOUIITUHCKOT'O Ha6J'IIOJIGHI/I${ 158 HpOBe}IeHI/Iﬂ CIICIINAJIbHBIX

BUIOB 00CJICIOBAHUSA U JICUCHUS.

6.2 Iloka3anus K BbINUCKE MAIIMEHTA W3 MEeIMIIMHCKOI OPraHn3alum;

- OTCYTCTBHE YIPO3bl )KU3HU NALUCHTA,
- OTCYTCTBHE YI'PO3bI PA3BUTHS OCIOKHEHHUH, TPEOYIOIINX HEOTI0KHOTO JICUCHHS;
- CTAOWIHM3aIs COCTOSHUS W OCHOBHBIX KIMHUKO-JTA0OPATOPHBIX TOKa3aTesen

MaTOJOrMYCCKOro mnpouecca rnmo OCHOBHOMY 3a6OJ'ICBaHI/IIO;
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- OTCYTCTBHE HEOOXOJAMMOCTH B IIOCTOSIHHOM Bpaue€OHOM U KPYIIIOCYTOYHOM
MEAUIIMHCKOM HA0JI0/IEHUHU TI0 OCHOBHOMY 3a00JI€BaHUIO;
HEOOXOJMMOCTH TIEPeBOJa IMAIMEHTA B JAPYTyl0 OOJNBHUIY WIH YUYPEKICHHE COIHAIBLHOTO

obecrieueHus.

7. lonoaHuTeAbHASA HHPOPManus (B TOM yncjie (paKTOPbI, BJAUSIONIHE HA

HCXO0/ 3200/ 1€BAHUS HJIH COCTOSTHHUS)

[Mpu mpoBeneHWM HapKO3a W HMHTYOAIMM HEOOXOJAMMO IMOMHHUTH O BBICOKOM pHCKE
KOMITPECCHH CIUHHOTO MO3Ta BCJICACTBUEC HECTAOMIIBHOCTH AaTJIAHTOAKCHAIBHOTO CyCTaBa.
Koportkas 1miest, orpaHiYeHUE MOIBHKHOCTH HIDKHEH YCITIOCTH, YBEIMYCHHE A3bIKa, BhIPAKECHHAS
runeptpodus  aACHOMIOB W MHHIAIMH  CO3MAI0T  MPOOJEMbl  TPH  MPOBEICHUHU
AQHECTE3HOJIOTHYECKOTO MMOCOOUS, MOITOMY MPEANOYTECHHE CICIyeT OTIaBaTh MECTHOMY WM
pernoHajgbHOMY 00e300aMBaHu0. [lalMeHT TpeABapUTEIBLHO KOHCYJIBTHPYETCS BpavyoM-
KapHOJIOTOM/BPadoM  JIETCKAM  KapAHOJOrOM, BPadyoM-OTOPHUHOJIAPUHTOJIONOM, BpadoM-
aHEeCTE3MO0JIOTOM-PEaHUMATOJIOrOM, BpauoM-HEBpoioroM. OO0s3aTeNbHO IMPOBEIACHUE IOJIHOTO
KapIMOJIOTHYECKOT0 00CIeI0BAHMS, TOJIMCOMHOTPAadUH (I BBISIBIICHHUS CTEIICHH JBIXaTEIbHBIX
HApYIICHHI), TP HEOOXOJMMOCTH - JHIOCKOIUM HOCOTJIOTKH W KOMITBIOTEPHOM TOMOrpaduu
aerkux. OnepaTMBHOE BMEIIATEIBCTBO C aHECTE3WeH HEOOXOAMMO TMPOBOAWTH B KPYIHBIX
MEIUIIUHCKUX [EHTPaX, UMCIOIIUX OTJICIICHUE peaHUMaluu U WHTeHcuBHOM Teparuu (OPUT),
TaK Kak WHTYyOalus W TMOCIEAYIOIIas JKCTyOalus y TaKuX MAI[MeHTOB MOXET BBI3BATh
sarpyanenus [1-3].

Kpurepuu oneHkH kayecTBa NEPBUYHON MEAUKO-CAHUTAPHOU ITOMOIIH

No OneHka
Kputepun kauectBa
/1 BBITIOJIHEHUSA
1. BrinonaHeHo onpesiesneHrne ypoBHsI IITMKO3aMUHOTIIMKAHOB MOYH. Jla/aet
2. Brimonuen npueM (0CMOTp, KOHCYIBTAIHS) Bpaua-TeHEeTUKA TIEPBUYHBIN Ta/uer
MIPY YCTAHOBJICHUH JTMArHO3a
3. Brimonaen KOMILJIEKC HUCCIIEIOBAHNHI IS TUArHOCTUKHU

MyKomojucaxapuno3za tun | (ompeneneHue akTUBHOCTH anbdpa L
UIYPOHUTA3bl B JeHKomHMTax mepudepudeckodl KpOBH WM ISITHAX Ha/ner
BBICYLIICHHOH  KpPOBHM, MOJIEKYJSIPHO-TEHETHUECKOe  HCCIIEI0BaHUE
(BeisiBIeHUE MyTaruil B reHe IDUA)) (mpu ycTaHOBIIGHHWU AMArHO3a)

4, BrimonHeno HasHaueHue mapoHUAA3b** (B KadecTBE (hepMEeHTHOU
3aMECTUTENbHOM T€panuu, B 3aBUCUMOCTH OT MEAUIIUHCKHUX TTOKa3aHUM 1 Ha/ner
MIPU OTCYTCTBUM MEJUIIMHCKUX MPOTHBOMOKA3AHHIA)
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KpuTtepun onieHKH KavyecTBa CENUAJIN3MPOBAHHON MeIUIIMHCKOH MOMOIIHT

Ne Onenka
Kpurepuu kauectsa
/1 BBINOJIHEHMSI
1. | BeinmonHeH npuem (OCMOTp, KOHCYJIbTAIMs]) Bpaya-eguaTpa NepBUYHBIN Jla/ner
2. | BeimosHeH npueM (0CMOTp, KOHCYJIbTALlMsI) Bpaua-HEBPOJIOTa IEPBUYHBIH /
(Ipu HAJIMYMK HEBPOJIOTUYECKON CUMIITOMATHKH) Jla/uer
3. |BpmmosnHen mnpuem (OCMOTp, KOHCYJIbTalMsl) Bpauda-TpaBMaToJiora- /
OpTOIle/1a NEPBUYHBIN (IIpY HAJIMYUU OPTOIEANYECKON aTOJIOIMH) Jla/uer
4. | BeimosiHeH npueM (OCMOTp, KOHCYJbTalUsl) Bpadya-IeTCKOro Kapauosora /
IIEPBUYHBIN (ITPU HAJTMYUHU CEPECYHO-COCYIUCTOM MATOJIOTUH) Jla/uer
5. |IIpoBeneHo nedeHue JapoHHAA30W™** (B KauecTBE (EPMEHTHOU
3aMEeCTUTENIbHON Tepanuy, B 3aBUCUMOCTH OT MEAMLIMHCKUX MOKa3aHUN U Ha/ner

IIPU OTCYTCTBUU MEJIULIMHCKUX IPOTHUBOIOKA3aHUM)
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akanemuka H.I1. BoukoBa "

11. 3enenxoBa U.B., k.M.H., Benymuii HayuHblii cotpyauuk HUW neamarpuu m oxpaHsl
3np0poBbs geteit HKI No2 ®I'BHY «PHIX um. akan. b.B. IlerpoBckoroy

12. Kapkamanze I'.A., k.M.H., PykoBomuTens oTHena pa3BUTUS MO3ra B OHTOTCHE3E,
(dbopMHUpOBaHKs KOTHUTUBHBIX (DYHKIHMH U HepoOunooruu, Bpad-uesposior HUM neaunatpun
u oxpansbl 370poBbs gereid HKI[ Ne2 ®I'BHY «PHIIX um. akan. b.B.IlerpoBckoroy, uieH
Coro3a nneguatpoB Poccun

13. KyszenkoBa JIL.M., n.m.H., ®PI'AY «HMMUL] 3n0poBbs nereir» MunsnpaBa Poccuwn,
npodeccop kadenpsl mneaumatpuum U aerckoi peBmaronorun PI'AOY BO Ilepsbiit
MOCKOBCKMI TrOCyJapCTBEHHbI MeauuuHCKuil yHuBepcuteT uM. W.M. CeueHoBa
Munuctepcrsa 3apaBooxpanenus Poccuiickoit @enepannu (CedeHOBCKHUM Y HUBEPCUTET)
14. Jlapuonosa B.U., 1.M.H., DI’ BHY "UHCTUTYT SKCTIEpUMEHTAILHON MEAUITUHBI"

15. Jleeuna FIO.I'., n.M.H., 3aBeayromias OTAEIOM KIMHUYECKOW HMMMYHOJIOTUU H
aJuIeproJjoruy, Bpau amieproyior-ummyHnonor HUM neguatpun u oXpaHbl 310pOBbs A€TEH
HKI[ No2 ®I'BHY «PHIIX um. akaa. b.B. IlerpoBckoro» Munobpuayku Poccun, noueHT
kadeapsl ¢dakynprerckoi nenuarpuum WHctutyta matepurctBa U gerctsa ®I'AOY BO
PHUMY um. H.U. IluporoBa MunznpaBa Poccun (IluporoBckuii YHHBEpCUTET), WieH
Coro3a nenuatpos Poccun

16. Muxaiisiosa JI.K., 1.m.H., npodeccop, HUU neauarpun u oxpansl 310poBbs aereit HKL]
No2 ®T'BHY «PHIIX um. akan. b.B. [TerpoBckoro»

17. Muxaiiaosa C.B., 1.m.H., D' BOY BO PHUMY um. H.U. [Tuporoa Munszapasa Poccun
«Poccuiickas netckas KIMHHYECKas OOIbHUIA

18. Moucees C.B., 1.m.H., DI’AOY BO Ilepsriit MI'MY um. .M. Ceuenona (Ce4eHOBCKHIA
yHuBepcurer) M3 PO

19. Ha3zapenxo JLII., nMm.H., npodeccop 3aciyxeHHbH Bpad P®d, pykoBoauTenb
nabopatopuu HacnencTBeHHoi nmaronorun HUW menununckoi renernku Tomckoro HUMI]
PAH

20. Huxkutun C.C., 1.M.H., mpodeccop, npeacenatesib «OOMEecTBa CHEIHATUCTOB 10

HEPBHO-MBIIICYHBIM 3a00JICBaHUSIM)»
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21. TlamkoB A.B, A.M.H., 3aB. OTJEJIOM OTOPHUHOJAPUHTOJIOTHH W cypaojoruu HUU
nenuarpu 1 oxpanbl 370poBbsi gered HKI[ No2 ®OI'BHY «PHIX wum. akan. b.B.
ITerpoBckoro»

22. MoasikoBa O.A., nerckuii optomen, TpaBmaronor denepanpHoe ['ocymapcTBeHHOE
bromxernoe Yupexnenue "HarmoHanbHbId MEIMIIMHCKUN HCCIEIOBATEIBCKUI IIEHTP
TpaBmatosioruu u oproneauu umenu H.H. Ilpuoposa" M3 PD

23. Ceaum3sinoBa JI.P., K.M.H., Beaymuii HayuHblid cotpynnuk HUW nenmnatpuu u oxpaHsl
3nopoBbst neteid HKL[ No2 ®I'BHY «PHIIX uM. akan. b.B. IletpoBckoroy», noueHT kadeapbl
nenuarpun U aerckoil pesmaronorun ®I'AOY «llepeiit MI'MY um. .M. CeuenoBa»
MunzapaBa Poccun (CeueHOBCKUN YHHUBEpPCUTET), MOLUEHT Kadeapbl (akyIbTeTCKOU
nenuaTpuu neaunatpudeckoro dakymnpereta ®I'BOY BO «PHUMY um. H.M. Tluporosa»
Mumnznpasa Poccun, unen Corosa nenuatpoB Poccun

24. Cemsiukuna A.H., n.m.H., DI'BY «Mockosckuit HUU nenuatpuu 1 1eTCKON XUPYpPrUH
Munzapasa Poccum»

25. CmupnoBa O.51., Bpau-TeHETHK, CTApPIINK HAyYHBIA COTPYIHUK OT/EIa CTaHJapTH3AIIH
Y U3Y4YEHHSI OCHOB JIOKazarenbHON Meauuuabl HUU neguatpuu n oXpaHsl 310pOBbS I€TEH
HKII No2 ®I'BHY «PHIIX um. akan. b.B. [lerpoBckoroy, wien Coro3a neauatpoB Poccun,
YJIeH AcCCOLMalUd MEIMIUHCKUX T€HETUKOB

26. Yaanosa O.B., k.Mm.H., OO0 «Menuko-reHeTudeckuii neHTp «I eHom»», mpeacenaTenb
Hwxeropoackoro otaenenuss POMI, pykoBogutens lleHTpa MeAMIIMHCKONW TE€HETHKH
OI'bOY BO «I[TMMVY» Munszapasa Poccun, r. Huxxnuit Hosropon

27. ®denoceenko M.B., K.M.H., 3aBeqyIoIIas OTAEIOM pa3pabOTKH HAYYHBIX MOIXOJOB K
MMMYHU3AMM TAlUEHTOB C OTKJIOHEHUSMH B COCTOSHUM 3JI0POBbSI U XPOHUYECKUMH
0ose3HsAMHU, BeAYUIMH HaydHbIH COTpyIHHUK, Bpau-neauarp HUW nmenmatpum u oxpansl
3nopoBes aeteit HKI[ No2 (IIKb PAH) ®I'BHY «PHIX wum. akax. b.B. IlerpoBckoroy,
JoueHT Kadenpsl (akyIbTeTCKON meauatpuu neauarpudeckoro ¢akynsrera @I'bOY BO

«PHUMY nm. H.W. [Iuporosa» Munszapasa Poccun, unen Coro3a neguatpos Poccun.

ABTOpBI TOATBEPXKJIAIOT OTCYTCTBHE (DMHAHCOBOW MOIEPKKH/KOH(MIMKTa HHTEPECOB,

KOTOPBIIl HEOOXOAMMO 0OHAPO0BATh.
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IMpunoxenue A2. MeTo0/10rusi pa3padoTKu KIMHUYECKUX PEKOMeH Al

Hacrosmme pekomeHpanuu NpeIHAa3HA4YeHbl Ul NPUMEHEHUS MEIULUHCKUMHU
OpraHU3aLUAMU U YUPEXKIECHUSAMU (eiepaabHbIX, TEPPUTOPUATBHBIX U MyHHIIMIIAIBHBIX OPraHOB
yIpaBJIEHUS 3PaBOOXPAHEHHEM, CHCTEM O0S3aTeIbHOIO0 U JOOPOBOJIBHOIO MEIUIMHCKOIO
CTPaxOBaHHUs, APYTMMHU MEIULIMHCKUMH OPraHU3aLMsAMU Pa3JIMYHbIX OPraHU3allMOHHO-TIPABOBBIX
(bopM IeATETHHOCTH, HAIPABICHHOW Ha OKa3aHUE MEAULIMHCKOM MOMOIIIH.

Mykonoaurcaxapuio3bl OTHOCITCA K PEIAKUM HaCl€ACTBEHHBIM 3a00JIEBaHUSAM, 4YTO
UCKJIFOYAeT BO3MOXHOCTb IIPOBEAEHUS OOJBIIMX KOTOPTHBIX U  PaHIOMHU3MPOBAHHBIX
KOHTPOJINPOBAHHBIX HCCIEAOBAaHUM M Ui CO3JaHUs IIPOTOKOJIOB JMATHOCTUKH W TEpanuu
UCTIONB3YIOTCS JINIIH TEMAaTHYECKUE MCCIIEOBAHUS HKCIEPTOB, OIyOJIMKOBAHHBIE B MOCIIEIHUE
J1BA I€CATUIIETHSL.

OneHka KadecTBa JOKa3aTENIbCTB M CHJIBI PEKOMEHJALUUN NPUMEHEHUS MEIULUHCKHUX
TEXHOJIOTUH TPOBOJIMIACH B COOTBETCTBHUHM C YHHU(PHIMPOBAHHOW IIKAIOH, NMPUBEICHHOW B

Tabimuax 1-3.

IleaeBasi avIMTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

Bpauu ob1ielt npakTUKH (ceMelHbIe Bpaun);
Bpauu-neguarper;

Bpauu-tepaneBTsl;

Bpauu-renerukuy;

Bpauu-naboparopHbie reHeTHUKH;
Bpauu-kapauonory;

Bpauu-gerckue kapanosory;

Bpauu-nespouiory;

© 0 N o g bk~ wDhPE

Bpaun—rpaBmaTonoru-oprormnest

=
o

. Bpaun-xupypru

-
-

. Bpaun-nerckue xupypru

[EY
N

. BpaqH-aHeCTe3I/IOJ'IOFI/I'peaHI/IMaTOJ'IOFI/I

[EY
w

. Bpaun-oropunonapuHronoru

[N
s

. Bpaun-cyp010ru-0TopuHOIapUHT0JIOTH

=
(6]

. Bpauu peBmaronoru

[EY
(3]

. Bpaun-sanokpunonorn
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17. Bpaun-nerckue SHI0KPUHOIOTH

18. Bpaun-peHTreHoJIorH;

19. Bpaun-ncuxuaTpsl

20. Bpauu ¢yHKIIMOHATBHOW JUArHOCTHKHY;
21. MenuiuHCKHE IICUXO0JIOTH;

22. Ctynentsl MenquuuHCKuX BY30B;

23. ObyuJaromuecs: B OpAMHATYPE.

Ta6auna 1. [lIkana onieHkH ypoBHE# 10cToBepHOCTH oKazatenbcTs (Y /1) mist MeToioB

JUAarHoOCTUKHU (III/I&I‘HOCTI/I‘IGCKI/IX BMCHIaTeJILCTB)

YA Pacuiugposka

1 Cuctematnueckue 0030pbl UCCIEJOBAHUIN ¢ KOHTPOJIEM peepeHCHBIM METO0M WU
cUcTeMaTHYecKuii 0030p pPaHIOMHU3UPOBAHHBIX KIMHUYECKHX MCCIEJOBAHUN C
IPUMEHEHHEM MeTa-aHaIn3a

2 OTnenbHBIE UCCIENOBAaHUS C KOHTPOJEM pPe(EepeHCHBIM METOIOM HJIH OTJIENbHBIC
paHIOMU3UPOBAHHbIE KJIMHUYECKUE MCCIEAOBaHUA M CHCTEMaTH4YEeCKHE O0030phI
UCCIIEIOBAaHUM  J000ro  au3aiiHa, 3a  HCKIIOYEHHEM  PaHJIO0MU3HPOBAHHBIX
KJIIMHUYECKUX MCCIIEIOBAaHUM, C IPUMEHEHUEM METa-aHalIu3a

3 HccnenoBanust 6e3 MOCIENOBAaTEILHOTO KOHTPOJS pepEepeHCHBIM METOJOM WU
UCCIIEIOBaHUsI € pe(EepeHCHbIM METO/0M, HE SBISIOUIMMCA HE3aBUCHUMBIM OT
HCCIJIEyEMOT0 METO/1a UM HEPAHOMHU3UPOBAHHBIE CPABHUTEIIBHBIE UCCIEN0BaHNUs, B
TOM YHCJIE KOTOPTHBIE UCCIIEOBAHUS

4 HecpaBHuTenpHbIe HccieI0BaHUS, ONTMCAHUE KIIMHUYECKOTO CIyvast

5 Nwmeetcs nuis 000CHOBaHUE MEXaHU3Ma AEMCTBUS UM MHEHHE SKCIIEPTOB

Ta6auna 2. [llkana oleHKH ypoBHEH T0cToBepHOCTH AoKka3zaTenbeTs (Y 1) s metoioB

npOodUIAKTUKY, JIEYEHHUS U peadbunuTaiuu (MpopuiakTHIecKux, Je4eOHbIX, peaOuIuTaIllMOHHBIX

BMEIIIATENILCTB)
YA Pacungposka

1 | Cucremaruyeckuii 0630p PKU ¢ mpumeHeHneMm MeTa-aHaiu3a

2 | Ornenbubie PKU u cucrematnueckue 0030pbl HMCCIE€NOBaHUHM 1000r0 au3aifHa, 3a
uckiroueHrnem PKH, ¢ npuMeHeHneM MeTa-aHaau3a

3 | HepannomMu3supoBaHHbIE  CpPaBHUTENIbHBIE  MCCIEIOBAaHUS, B T.4. KOTOPTHBIE
UCCIIEI0OBaHMSI

4 | HecpaBHUTENbHBIE UCCIIEOBAHUS, ONIMCAHNE KIMHUYECKOTO CIydasi MJIM CEpUH CITydaes,
UCCIICIOBaHMS «CIy4ai-KOHTPOJIbY

5 | Umeercs numib 000CHOBaHME MeXaHHM3Ma JIEHCTBHS BMEIIATENbCTBA (JIOKIMHUYECKHE
MCCJIEIOBAHMSI) MJIM MHEHHUE YKCIEPTOB

43




Tadauna 3. Illkanma orenku ypoBHel yOemutenpbHOCTH pexkomeHmanuii (YVYP) nmus
METOMOB TNPOPWIAKTUKH, JUATHOCTUKH, JICYCHHS W peadmiuTanuu (Mpo(uiIaKTHYECKHX,
JUAarHOCTUYCCKUX, JIC‘IC6HLIX, pea6I/IHI/ITaHI/IOHHbIX BMeHIaTeJIbCTB)

YYP Paciiugposka

A CunbHas pekoMeHanus (Bce paccMarpuBaeMble KpuTepuu 3¢ddekTuBHOCTH
(ucxopl) SBISIOTCS BaKHBIMU, BCE MCCIEOBAHUS MMEIOT BBICOKOE WIIH
Y/IOBJIETBOPUTEILHOE  METOJOJOIMYECKOEe  KayecTBO, MX  BBIBOJBI IO
MHTEPECYIONIMM HUCX0JIaM SIBJISIFOTCS] COTIIACOBAHHBIMH )
B YcnoBHas pekoMeHaanus (He BCe paccMaTpuBaeMble KpUTepuH 3P PeKTUBHOCTH
(Mcxompl) SIBISAIOTCS BaXKHBIMM, HE BCE MCCIEJOBAHUS HMEIOT BBICOKOE WIH
yJIOBJIETBOPUTEIBHOE METOAOJIOTMYECKOE KayecTBO W/WIM WX BBIBOABI 11O
MHTEPECYIOUIMM HUCX0/1aM HE SIBJISIFOTCS COINIACOBAHHBIMU)
C Cnabas pexomeHaanus (OTCyTCTBUE 10KA3aTEIbCTB HAIJICKAIIETO KauecTBa (Bce
paccMaTpuBaeMble KpUTEpUH 3(PPEKTUBHOCTH (MCXO/IbI) ABISAIOTCS HEBAXKHBIMMU,
BCE MCCIIEIOBAHUS IMEIOT HIU3KOE METOAO0IOTMYECKOE KaueCTBO M UX BBIBOJIBI 11O
MHTEPECYIOUIMM HUCX0J1aM HE SIBJISIFOTCS COIIACOBAHHBIMMU)

JKOHOMHUYECKN aHAIU3:

AHanu3 CTOMMOCTM HE MNPOBOAMWJICS M MNyOauKanmuu 10 (PapMaKOIKOHOMHUKE He
AHAJIN3UPOBAIINCH.

Metoa BaJIuAU3aLMU PEKOMEHaluii:

. Bremsss kcnepTHas OLICHKA;
. BHyTpeHHss 3KcniepTHas OLICHKA.

Onucanue MeToa BAJIMANU3ALMY PEKOMEHIALMUIM:

Hacrosdmue pexkomeHmauuu B TpeABapUTENbHONM BepCcUU ObUIM  pelEeH3WPOBAHbI
HE3aBUCUMBIMU DKCIIEpPTaMHU, KOTOPBIX IONPOCUINA IPOKOMMEHTHUPOBATH IIPEKIE BCErO TO,
HACKOJIBKO MHTEpIIpeTalus J0Ka3aTeIbCTB, JIEKAIIMX B OCHOBE PEKOMEHIALUM, JOCTyIIHA Ul
ITOHUMAaHMUSI.

[TomyueHbl KOMMEHTapHUM CO CTOPOHBI Bpayell MEPBUYHOIO 3B€HA B OTHOLICHHUH
JIOXOJIYMBOCTHU U3JI0KEHUS PEKOMEH AN U MX OLIEHKU BaXKHOCTU PEKOMEHJIAINH Kak pabodero
WHCTPYMEHTA IOBCEIHEBHOU NPAKTUKHU.

[IpenBaputenbHas Bepcusi Obula TakXKe HalpaBieHa pPEIEeH3eHTY, He MMEIIeMy
MEAMIIMHCKOTO0 00pa3oBaHMs, IJi1 TOJYy4YeHUS KOMMEHTapHeB C TOYKH 3PEHUS MEpPCIEKTHB
MallHEeHTOB.

KoMMeHTapuy, mNONMy4eHHBIE OT OKCIEPTOB, THIATEIBHO CUCTEMATU3UPOBAINCH U
oOcyXiainuch mpejaceaareneM M udieHamu paboueil rpymmbl. Kakaslii myHKT oOcyxpaics, u
BHOCHUMBIE B pE3yJbTaTe 3TOr0 M3MEHEHHMS B PEKOMEHJALMH pEerucTpupoBanvch. Ecim xe
WU3MEHEHUS HE BHOCUJIMCh, TO PETUCTPUPOBAINCH IPUYNHBI OTKa3a OT BHECEHUSI N3MEHEHU M.

KOHcy.]'[LTaI[I/Iﬂ N IKCNEPTHAasA OCHKA:
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IIpoekT pexomeHAauuii ObUT pPELEH3UPOBAH HE3aBUCHUMBIMH JSKCIEPTaMH, KOTOPBIX
HONPOCWIN IPOKOMMEHTHPOBATh, MPEkKAE BCEro, JOXOAYUBOCT U TOYHOCTh MHTEPHIPETALUU
JIOKa3aTeIbHOM 0a3bl, JIeXxale B OCHOBE PEKOMEHIAIINH.

Padouas rpynna:

Jl1s OKOHYATeNbHOM pelaklMy M KOHTPOJISA KauecTBa PEKOMEHJAIMM ObUIM MOBTOPHO
[IPOaHAJIM3UPOBAHbl WieHaMH padoueil rpynmbl, KOTOpblEe MPHUIUIM K 3aKIOYEHHUIO, YTO BCE
3aMeYaHusl 1 KOMMEHTapUU SKCIEPTOB MPHUHATHI BO BHUMAHHUE, PUCK CHUCTEMAaTHYECKUX ONIMOOK
npu pa3paboTKe peKOMEHANN CBeIeH K MUHUMYMY.

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIaNH.

MexaHu3M  OOHOBJIEHUS  KJIMHUYECKUX  PEKOMEHJIAIMil  IpeaycMaTpuBaeT  UX
CUCTEMATUYECKYI0 aKTyaJIU3alllio — HE PeXe YeM OJIMH pa3 B TPH I'ofia, a TAK)KE MIPH MOABICHUU
HOBBIX JAHHBIX C MO3ULMU JOKA3aTEJIbHONM MEAMIMHBI IO BOIPOCAM JIUArHOCTHKH, JICUEHUS,
OpoQWIaKTUKA UM peaOWIUTalMM KOHKPETHBIX 3a0o0jieBaHMM, HaJIU4ud OOOCHOBAHHBIX

JOTIOTHEeHU/3aMeuanuil Kk panee yreepxkaéHHbM KP, HO He yaie 1 pa3a B 6 MecsIies.
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Ipunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIKYAasi COOTBETCTBHE
MOKA3aHUH K PUMEHEHHUIO U IPOTUBONOKA3AHUI, CIIOCO00B IPUMEHEHUS H
103 JIEKAPCTBEHHBIX NPEeNapaToB, HHCTPYKIUH 110 IPUMEHEHUIO
JIEKAPCTBEHHOI'0 Npenapara
Ipuiaoxkenune A3.1 HopmaruBHBIE [JTOKYMEHTbI, HCIOJb30BAHHBbIC IpPH

MOAr0TOBKE KINHUYECKUX PeKOMEH AU

1. [Tpuka3 MumzapaBa Poccum ot 21.04.2022 Ne 274n «OO6 ytBepxknaenuu Ilopsiika
OKa3aHMsI MEIUIMHCKON INOMOILM MAaIleHTaM C BPOXIEHHbIMH U (WJIM) HaClIE€ACTBEHHBIMU
3a00JIEeBaHUAMUIY.

2. Wudopmanus o JeKapCTBEHHBIX Mpenaparax: 1 'ocy1apcTBEHHBIN peecTp JIEeKapCTBEHHBIX
cpencts: https://grls.rosminzdrav.ru

3. Oenepanbhblil 3ak0H OT 21 HOs0psa 2011 1. Ne 323-03 «O6 ocHOBax OXpaHbI 3JOPOBbS
rpaxkaan B Poccuiickoii ®denepanun» (Cobpanue 3akoHogaTenbcTBa Poccuiickort denepanuu,
2011 r., Ne 48, cT. 6724);

4. MesxayHapoaHas kiaccudukanus 00Ie3Hel, TpaBM U COCTOSHUH, BIUSIONINX HA 37I0POBBE
(MKB - 10);

5. [Tpukaz M3 PO ot 02.05.2023 Ne 2051 «O0 yTBep>kKICHUH HOMEHKIATYPbI JOKHOCTEMN
MEIUIUHCKUX PAaOOTHUKOB U (hapMalleBTUYECKUX PaOOTHUKOBY.

6. [Tpuka3z M3 P® ot 23 uronst 2010 1. Ne 541H. Enunblil kBanupUKauOHHbBIN CIPaBOYHUK
JOJDKHOCTEH PYKOBOAMTENEH, CHENMATUCTOB M CIyXalux, pasfaen KanupukannoHHbIE
XapaKTePUCTHKH TOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpaHEHUS.

7. ®enepanbHblil 3ak0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHnn u3mMeHeHu# B ctatbio 40
@®enepanbHoro 3akoHa "OO 00s3aTeNIbHOM MEIUIIMHCKOM cTpaxoBaHuM B Poccuiickoii
Oenepannn" 1 PenepanbHblil 3akoH "OO OCHOBax OoXpaHbl 37J0pOBbsl rpakaaH B Poccuiickoii
®enepanyn’ o BOIpocaM KIMHUYECKUX PEKOMEHIAII.

8. ITpuka3z MunzapaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBep)KACHUU MOPAIKA U
CPOKOB Da3palOTKH KJIMHUYECKUX PpEKOMEHJAlUHA, HUX MepecMoTpa, THUIOBOH (OpPMBI
KIIMHUYECKUX pEKOMEHJAIMid W TpeOOBaHWUW K HX CTPYKType, COCTaBy M HAyYHOU
000CHOBAaHHOCTHU BKJIFOYaeMON B KIIMHUYECKHE PEKOMEHIAIIUHN HH(POPMALIUN.

9. ITpuka3z Munsapasa Poccun ot 13.10.2017 N 804n "OO yTBep>KACHUU HOMEHKJIATYPHI
MEJIUIIMHCKUX yCIyT".

10.  Ilpwka3 MuHmCcTepcTBa TpyAa U conranbHOM 3amuThl PO ot 27 aBrycra 2019 1. Ne 5851

"O KHaCCH(bHKaHHHX U KPpUTCPUAX, UCIIOJb3YCMbBIX IPU OCYHICCTBICHUHN MEIHUKO-COLIMAIbHOM
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9KCIIEPTHU3bI TpaxkiaH (eneparbHbBIMU TOCYIaPCTBEHHBIMU YUPEXKIEHUSIMU MEIUKO-COLUaTIbHON
AKCIEepPTU3bI";

11.  Ilpuka3 Munsnpasa Poccun (MunucrepctBo 31paBooxpanenust P@) ot 24 nosops 2021
r. Nel094n «OO6 ytBepxkaenun Ilopsaka HasHA4YeHUs JIEKAPCTBEHHBIX IpemnapaTroB, (hopm
pelenTypHblX OJaHKOB Ha JIeKapcTBEHHbIe MpernapaThl, [lopsnka odopmieHUs yKa3zaHHBIX
0JlaHKOB, WX YydeTra U XpaHeHus, (GopMm OJaHKOB pELENTOB, COAEPXKALIUX Ha3HAYCHUE
HapKOTUYECKUX CPEJICTB MM IICUXOTPONHBIX BemlecTB, llopsaka MX H3rOTOBIEHUS,
pacripesiesieHus, perucTpaliy, ydera W XxpaHeHus, a Takke [IpaBun odopmienus OGiaHKOB
pELenToB, B TOM 4Kciie B GopMe JIEKTPOHHBIX JOKYMEHTOBY.

12. IIpukaz MWUHUCTEPCTBO 3APABOOXPAHECHUS U COIMAIBHOIO pa3BUTUA Poccuiickon
@enepan «O MoOpsiiKE MPUMEHEHUS JIEKAPCTBEHHBIX CPEJCTB Yy OOJBHBIX IO YKU3HEHHBIM
nokazaHusiMm» ot 9 asrycra 2005 r. Ne 494

13. Uudopmammonnoe mnucbkMo MunzapaBa Poccur 1m0 BO3MOXKHOCTH — 3aKyIKH
JIEKAPCTBEHHOTO npenapara o TOProOBOMY HaMMEHOBAHMIO

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu).

OcCHOBHBIC HOPMATHBHO-TIPABOBBIE AKThI, PeryJTUPYIOLINE 0KA3aHUEe

NAJVIHATHBHON MeIMUMHCKON MTOMOLIH

1. @enepanbhblii 3akoH "O BHeceHuM u3MeHeHuil B denepanbHblii 3akoH "OO OCHOBax
OXpaHbl 3710poBbs rpakan B Poccuiickoit deneparuu" mo BompocaM OKa3zaHUs MaUTHATHBHOMN
MemunuHckor momomu” ot 06.03.2019 Ne 18-D3.

2. ITpuka3 MunsapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEPKACHUM TOJOXKEHHUsS] 00 OpraHu3aliy OKa3aHWs MaJUIMaTUBHOM MEIUIIMHCKON MOMOIIH,
BKJIIOYasl MOPSAOK B3aMMOJIECHCTBHUS MEIUIIMHCKUX OpraHU3alyil, opraHu3aluil COIHaIbHOTO
00CITy’)KUBaHUSI U OOILECTBEHHBIX OOBEAMHEHHH, HMHBIX HEKOMMEpPYECKHX OpraHHu3alui,
OCYILECTBIISIOLINX CBOIO JIESITEIBHOCTD B C()epe OXpaHbl 3J0POBbS».

3. [Tpuka3z Munznapasa Poccuu Ne 348n ot 31 masg 2019 rona «OO6 yTBepKJIeHUN TEpEeUHs
MEAMIMHCKUX W3JETUi, MpeAHa3HAueHHbIX JUIs MOJIepKaHUsI OPTaHOB U CUCTEM OpraHu3Ma
4eJI0BEKA, PEAOCTABISAEMBIX ISl UCIIOIb30BAHUS HA JOMY».

4. [Tpuka3z Munznpasa Poccun Ne 5051 ot 10 uronst 2019 roga «O6 yrBepxkaenuu [opsiaka
nepefaud  OT MEIUIIMHCKOM OpraHu3alUy MalueHTy (ero 3aKOHHOMY MPEACTAaBUTENIO)

MEOUIIMHCKHUX I/ISJIGJII/Iﬁ, NpE€AHAa3HAYCHHBIX IJId MOAACPKAHUA q)YHKI_[I/Iﬁ OpraHoB U CHUCTEM
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opraHu3Ma 4€JI0BCKa, IJId MCIIOJb30BaHUA HAa IOMY IIPU OKa3aHWU MaJINaTHBHOM MCHHHHHCKOﬁ

IIOMOIIM» .

S. [Tpukaz M3 P®D Ne 831 ot 3 oktsa0ps 2019 roma «O06 yTBEp)KICHHH BEIOMCTBEHHOM

LEJIEBOM nporpaMMbl «Pa3BUTHE CUCTEMBI OKa3aHUS MAJJIMATUBHON MEIULIMHCKOW ITOMOLLIID.

Ipuiaoxenune A3.2 Kiuaccupukanusa MyKOmoJucaxapuao3oB.

Kuaaccudguxanus mykonoaucaxapuaosos. [7]

MIIC | [TogTun Cunapom I'en ®epmentssiii qedexkt | Jlokye | OMIM
MIICTH I'ypnep 607014
MIIC I Hedunut ansda-L-
I IDUA 4p16.3 | 607015
H/S ['ypnep-Llleiie UIYPOHUIA3bI
MIICIS [etie 607016
Hedunur ngyponar-2-
] MIIC IT XaHTepa IDS b P XQg28 309900
cynb(harasbl
MIIC
Hedunut renapan-N- 252900
1A SGSH 17925.3
cyabdarasbl
Hedunut N-anerui-o-
D-riroko3amMuHUIa3b1
MIIC I11B NAGLU 17921.2 | 252920
Hedunut N-anerun-o-
Il Can¢ununmno TIIIOKO3aMUHU1A3bl
Jedunut renapas-o-
MIIC HIC HGSNAT | rmoko3amuama N- | 8pl1.21 | 252930
arieTunTpanchepassl
edhunut N-
MIIC et
D GNS | amermirmokozamuH-6- | 12914 | 252940
cyibdarasbl
MIIC Hedunut
v IVA Mopxkuo GALNS rajakTo3aMuH-6- 16924/3 | 253000

cynbdaTazbl
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MIIC Hedunur B-
GLB1 3p21.33 | 253010
IVB rajakTo3ua3kl
Hedumut N-
VI | MIIC VI Maporo-Jlamu ARSB  |anetmnranakrozamun-4-| 50q14.1 | 253200
cynbdaTazbl
Hedunut B-
VIl |MIIC VII Cnas GUSB 7021.11 | 253220
TIIFOKYPOHHIA3bI
MIIC IX | HemoctaTo4HOCTH Hedbunur
IX HYAL1 3p21.31 | 601492
THATypOHHUAa3bI rHaTypOHHUIa3bl
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Ipuaoxkenue A3.3 BoipaxeHHocTh KanHnyeckux nposasjaenuit MIIC | B

Bripaxxennocts knuHnYeckux nposisienuit MIIC | B pasHom Bo3pacte

pa3HOM BO3pacTe

Cucrema CuMiTom Tetu [Toxpoctku/
B3pOCIIbIE
CepaeuHo- Kapanomuonarust + ++
cocyaucras VYronuienue CTBOPOK . A
KJIAIIAHOB
HC Hapymienue noseaeHust ++ ++
IlepBuKaJibHAs MUEJIOTIATHS ++ +++
'unponedanus ++ ++
3ajepKKa U OTCTaBaHUE B et t
pa3BUTUHU
Cynoporu + ++
Hapyuienue rnoranus + +
[TumeBapurenpHas Hwnapes + +
cucreMa ['enarocrieHoMeranus +++ +++
Opran cinyxa [ToTepst ciyxa ++ ++
PeunnuBupyrommuii
CpeaHui ++ ++
OTHUT
Opras 3penust Huctpodus ceTyatku + +
IToMyTHEHHE POrOBUIIBI + +++
CkenerHo- HectabunpHOCTh aTiaHTO-
MBIIIICUHAS OKIIUITUTAJILHOTO + +
COUJICHEHHUSI
TyHHENbHBIA KapHaabHBIN t t
CUHAPOM
['pyOble uepThl Juna +++ ++
Jucnnazus ThC ++ ++
MHO0>KECTBEHHBII TU30CTO3 + +
['pbiku +++ ++
KOHTpakTypsl CycTaBoB +++ +++
Kudos ++ +
Makponedanus +++ ++
JlpIxaTenpHas OOCTpYyKTUBHOE aIrHO? BO it it
CHE
PectpukTtnBHOE + +
3a00JIeBaHUE JIETKUX
O6cTpykuus BEPXHHX et et
JIbIXaTeJIbHbIX MyTen
Cnennane- Hepmatancynbdart B Mmoue [N [N
Hble JabopaTopHble | ['emapancysbdaT B Moue ™ (N
TeCTHI Wnyponuasa Y N
O6mue 'Al' B Moue " "
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Ipunoxenune A3.4 Yacrora npoBenenus oocaenoanusa y nanueaToB ¢ MIIC

I Tuna

Uccnenosanus

[TepBonavasibHas
OIICHKA

Kaxnrie
3 Mec

Kaxx bl
e 6 mec

Kaxnasie 12
Mec

Onun
pas
B 2 roxa

Ilpuem Bpaya-reHeTuka

X

IlonTBep:KIeHHE TUATHO3A

AHaMHe3 00J1e3HU

Knunuuyeckuii ocMoTp
Bpaua-neauarpa

P[RR

Pocrt, Bec, OKpy>XKHOCTh
TOJIOBEI

BriHOCTHBOCTE (6-TH
MUHYTHBIA TECT )(0/:[1,651)1

OCMOTp Bpada-HEBpoOJora

OcmoTtp Bpaua-
XMpypra/ppaya-1eTcKoro

Xupypra

T B R

Komnerorepnas
tomorpadus wiim MPT
TOJIOBHOTO MO3Ta

s

Koruutusaoe
tectupoBanwue (DQ/IQ)?

DnexTposHIedarorpaMmma

CxopocTb HEpBHOMU
npoBoauMoctu/ IMIT

Ocmotp Bpaya-
OTOPHHOJIAPUHI0JIOTA

Ocmotp cypaosora-
OTOPHHOJIAPUHI0JIOTA

b

Aynuomerpust

OcMmoTp Bpaua-
oprajbmoJiora

OctpoTa 3peHust

OcMOTp T1a3HOro JIHa

HccnenoBanue POTrOBUIIBL

OcMmoTp Bpaua-
NYJIbMOHOJIOTa

T Rl T Il = B R el B I Pl B

R R R X

OB/l (uccnenoBanue
HECTIPOBOIIMPOBAHHBIX
00BEMOB U TOTOKOB)

s

s

Hccaenosanue
cHa/moJiMcoMHorpadgus
KapaunopecnuparopHublii

MOHHUTOPHHI

Ocmotp Bpaua-

o1




KapauoJiora/Bpava-
AETCKOr0 KapauoJora

DneKTpokaparuorpaMma

elle

Oxokapauorpadus

OcMmoTp Bpaua-
TPABMATOJIOra-0PTONEaa

Pentrenorpacdus ckenera

VY31 opraHoB OpromHon
IIOJIOCTH, 00BEM
CEJIC3CHKH, ICYCHU

T o B e e
=

Ocmotp Bpaua-
¢usnorepanesTa

e
=

IIpuem Bpaya no
JeueOHoi Gu3KyJIbTYpE

s
=

OcmoTp Bpaua-
CTOMAaTOJI0Tra/Bpaya- X X
JAETCKOr0 CTOMAaTOJIOra

JlaGopaTropHbie
HCCJIeI0BAHMSA

Onpenenenne 'Al’ B Mmoue X X

AHanu3 KpoBU
buoxumuueckui
oOmieTepaneBTUUYECKHIA
(asrannHaMuHOTpaHC(epas
a (AJIT),
acmapraTaMHHOTpaHcdepa
3a (ACT), oOmmii u
npsiMoil OunupyOuH,
XOJIECTEPHH,
TPUTTUIIEPUIBI)

1. Jlna nerei crapiie 5 ner; pacctosHue, MPOHEHHOE 3a 6 MUHYT (IIPEANOYTUTENLHBIM SBJISETCS
TOT K€ MPOMEXYTOK BPEMEHH, YTO U B MPEJBIAYIINX TECTAaX 3TOr0 MALMEHTA); YUCIO CTyNEHEeH,
NPONJEHHBIX BBEPX 3a 3 MUHYTHI. OlieHnBaroTcs nokaszarenu carypauuu SpO2, Y/, UCC no u
10CJI€ HAaTPY3KHU.
2 - DQ wumu Kodpdumment ymctsennoro paseutus (KYP) - cmoco6 cpaBHeHHs
MHTEJUIEKTYyaJIbHOT'O pa3BUTHsI, CBOUCTBEHHOTO JAHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEH
peOeHKa MO OTHOILIEHHUIO K €r0 CBEPCTHHKAM), C XPOHOJIOIMUYECKUM BO3PAacTOM ((paKTHUECKUM
BO3pPacTOM peOeHKa).

KVYP paccuntsiBaeTcs A€IEHNEM MHTEUIEKTYAJIBHOIO BO3pAacTa Ha XPOHOJIOTMYECKUN U

ymHO)XeHueM Ha 100 mist momywyenus uenoro uucia. CpenHuil kKodp@PHUIMEHT yMCTBEHHOTO

Pa3BUTHA IJIA 1000r0 BO3pacTa CHUTACTCA paBHBIM 100.
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IIpuaoxkenue A3.5 Tect 6 MUHYTHOM X0AL0BI (6MTX)

[23]
6MWT — tect 6-MunHyTHOI X0a60bI (6 Minutes walking test, 6MWT)

Tecm 6-munymnoil xo0b0bl A6715emMcsi OOHUM U3 HAuboee NPOCMbIX U OOCHYNHbIX 8 MUPOBOU
npakmuke cnocob08 oYeHKU BbIHOCIUBOCMU U (PYHKYUOHANLHBIX 803MONCHOCMEU NAYUEHMO8 C
KapOUuOoI02UYeCcKoll U 1e20YHOU NAMOIOSUSAMYU, a MAKICE BbIABILEHUS MAKOBbIX, 8 MOM YUC/e U Y
oemetl. Ileped Hauarom mecma u no UCMeEYEHUU WECTU MUHYM CReYUATUCTOM OYEeHUBAEeMCs
NPOUOEHHbII NYMb ¢ MOYHOCMbIO 00 Mempd, a MAKdHce NepeHoCUMOCMb HASPY3KU NO wKale
bopea, apmepuanvroe oasnenue, nyivc, 4acmoma ObIXAHUSA U CAMYPaAyus KUCIOPOOOM KPOBU.
nayuenmy HeoOxo0UMo UsMEPUNb apmepudaibHoe 0asileHue, Yacnmoma cepoeyHbLX COKpaujeHull,
yacmoma ObIXAHUS, HEOOX0OUMO Nposecmu nyabcokcumempuro. Peb6énox dondicen 3a 6 MuHym
npOUMU MAKCUMATLHO B803MOJNCHOE OJisl cebsl paccmosiHue 8 KOMPOPMHOM 0l cebsi memne.
Jucmanyuro, npoiioenuyro 6 meuenue 6 mun (6MTX), usmepsrom 6 mempax oyenugarom 8
ounamuxe 1 pasz 8 6 mec. u CpasHUBAIOM € OAHHBIMU NPEOLLOYULE20 UCCIEO0BAHUSL.

Cnedyem nomHums, umo 01 OAHHO20 MeCma UMemcs ciedyujue adcontomusle
NPOMUBONOKA3AHUA: OCmpas 001b 8 2PYOHOU KilemKe, O0eKOMNEeHCUPOBAHHAs cepOeuHds U
OblxamenbHas HedOCMamoyHOCmb, OCmpble 3a001e8anus, TUXopaoka, 3a001esanus OnopHo-
08U2AMENbHO20 ANNapama nPensimcmeyouue 8binoIHeHu npooul.

K omunocumenvuvim — NpomMuONOKA3aHUSIM — MOJCHO — OMHECMU  BbIPANCEHHYIO
Opaoumaxukapouro, BbICOKYI0 ApMeEPUAIbHYI0 2Unepmensuio u eo3pacm pebenka. Manviuwam
MPYOHO OCO3HAMb U UCNOTHUMb 6Ce NPABULA MeCmd, NOIMOMY OH PeKOMEeHO08aH OJis Oemell Om
5 nem u cmapue.

Ecnu nayuenm naxooumcs Ha nocmosHHoU KUCIOPOOHOU NOOOEpHCKe, CKOPOCHb No0ayu
KUCTIOPOOA NpU NPOGeOeHUr mecma OOJHCHA COXPAHAMbBCS 8 COOMBEMCMBUU C NPeONUCaHUEM
8paya, HA3HAYUBUIE20 U KOHMPOIUPYIOWEe20 Mepanuio.

IIposedenue mecma HeobX00UMO HEMEONIEHHO NPEKPAMUMb 8 CIyYde 803HUKHOBEHUs D0U
6 2pyou, CUIbHOU OObIWUKU, CYOOPO2 8 HO2aX, 20]080KPYICEHUs, NOmepu YCMOU4U80Cmu,
Hapacmarowell c1abocmu u s18Hou O1e0HOCmU cledyenm HemMeOleHHO NPeKpamums mecm.

6MWT nposooumcsi 8 nOMeweHUU, XOPOULO 3HAKOMOM NAYUEHINY, UMerouemM O0OCMAMOYHO
ONIUHHBIU KOPUOOP C MBEPObIM NOKpbImueM. [[IuHa npoxooumozo nymu 00JHCHA COCMABISAMb He
menee 30 mempos ¢ pasmemkou Kadxcovle 5-10 mempa, a maxdce MOUKAMU
nogopomos/pazeopomos. Ha oboux konyax nymu Hys#CHO pazmemumy Kpecia 01 N0O20MO6KU U
omowixa nayuenmos. Kpome mozo, HeoOX00umMo no3zabomumecsi 0 HAIUYUU UCOYHUKA

KUuciopooa u degpubpuniamopa.
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Taxoice ona mecma 6am NOHAOOOUMCS MOHOMEMp, YACLl C CEKYHOHOU CMpenKol,
nynivcoxkcumemp u meneghon. Tecm pekomeHoyemes nposoOUms 8 YmpeHHUue Yacol NOCLe 1e2K020
3aempaxa. Ha nayuenme oondicna 6vims yOoOHaAs 00edicoa u nooxoosawas 0jisi npo2yiku 00yeb.
3anpewenvl unmencusHvle usuyeckue Hacpy3Ku MeHee 4em 3a 08a yaca 00 ucnvimanus. Jleuenue
nayueHma npoxooum 6 ooviuHom pedicume. Eciu 6 nosceonesHoil jcusHu peOEHOK UCnoib3yem

07151 X00bObL MPOCHb, KOCMBLIU UL XOOYHKU, Cledyem oCmasums ux u OJisi mecmd.

54



Ipuaoxkenne A3.6 OcHOBHBIE MEPONPHUSITHS IIPH OKA3AHUHU IMOMOIIM NAIHEHTAM C OCTPOIi

AJJIepruueckoy peakinuei Ha npenapar

[24].

Annepruueckas peakuus (AP)

OcTaHOBUTH HH(Y3HIO

OLEeHUTh CUMITOMBI
Octpast  kpanuBHMLIA  (Boiaelpy  u/miu | OcTpblil OpoHXOCTA3M
aAHTHOOTEK)
AHTUTUCTaMUHHBIE  CPEACTBA  CUCTEMHOro | B cooTBeTcTBUM ¢ KIMHUYECKHMHU
nercTBUs (HecenaTuBHBIEC, BTOPOT'O | PEKOMEHIALIUsIMU «bponxuanbHas
MOKOJICHHSI) B CTaHIAPTHOM 03¢ (Hampumep, | acTMa
LHETUPU3UH** — ¢ 6 Mec, Ae3jopaTaguH — ¢ 6
Mec, JIEBOLETUPHU3UH — C 2-X JIeT U JIp.)
pu OTCYTCTBHUH s dexra u
pacrpocTpaHéHHOM  Ipouecce  J100aBUTh
AHTUTHCTaMUHHBIE  CpPEACTBA  CHUCTEMHOIO
aedcTBusl (IEPBOrO MOKOJICHHUS) B BO3PACTHOI
J03UPOBKE (HAIIPUMED, XJIOPOITUPAMHH**)
IIpU TeHEepaIM30BaHHON KpanuBHULIE U / WU
aHTMOOTEKAX - MIFOKOKOPTUKOUABI CHCTEMHOTO
IEUCTBUSL KypcoM He Oosnee 3-7  JHEi:
HampuMmep, MpeIHUu30NoH** - 1-2 mr/kr/cyt
(B/M WM BHYTPB)

Ha6J’II-OI[eHI/Ie 3a INalJUCHTOM

[Iponomxkaercs peakiysi Ha BBEJICHUE Her peakuuu Ha BBeeHUE
OcrtanoBUTh HHPY3UIO U HE BO3OOHOBIIATH B | [Ipomomkuts uHQY3UI0 Ha HEOOIBIION
3TOT JIEHb CKOPOCTH

Crnenyronryro WHQY3UI0 TPOBOJUTH Ha HEOOJBINION CKOPOCTH IIOCIE MpeMeTuKaIuu
(OBTOPHUTH NPEABLAYIIYIO CXEMY).

! OcHoBHBIE MeponpuATHS TIpH OKa3aHMH TOMOIIM MAIHEHTaM C aHA(QUIAKTHYECKOH
peakuueit cMm. Ilpunioxenune A3.7
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IIpuaoxkenne A3.7 OcHOBHBIE MepONPHSATHS NPH_OKA3AHHUHM _IOMOIIM _NAIMEHTAM ¢

anadbuniakcueii/anapmiaakrnyeckum moxkoM (AILl)

[25,26].

1 [Ipekpature BHYTPUBEHHOE BBEICHHE TEPANEBTUYECKOTO JIEKAPCTBEHHOIO
CpEICTBa, KOTOPOE BBI3bIBACT aHA(UIAKCUIO WJIM, €CIM MalMeHT Haydaj
OTMEYaTh M3MEHEHHsI B O0IIIEM CAaMOYYBCTBHH

2 Onenute KpoBooOpalieHre mnanueHTa (MyJabC), MPOXOAUMOCTh JIbIXaTeITbHBIX
myTei (4acTOTy MAbIXaHMs), TCUXUYECKOE COCTOSHHUE, YPOBEHb CO3HaHUA,
apTepuaIbHOE JABJICHUE, HAIMYUE KOXKHBIX MTPOSIBJICHUM, YTOUHUTE MaccCy Teja
3 Bceex mamuentoB ¢ Al HeoOXoAuMMO MOJOXKWTH HA CIHMHY, MPUIOIHATH
HIDKHHE KOHEYHOCTH (HEJB3s pe3KO MOJHUMATh, CaXKaTh MAlUEHTa, TOCKOJIBKY
3TO MOXET MPUBECTH K BHE3amHOW cMmepTH). Bcem manueHntam 6e3 co3HaHUs
pexkoMenyetcst npoBectu npueM Cadapa st oOecrieueHus MPOXOJAUMOCTH
npixatenbHbix myTed. [lanmentam ¢ anadunakcueit/Alll B coyeranuu c
YAyLIbeM BCIEACTBUE OPOHXOCIA3Ma MM aHTMOOTEKa BEPXHUX JbIXaTEIbHBIX
MyTe PEKOMEH]IyeTCs MOJIOKEHUE CUJISL.

4 Ecnu ecTb npu3HaKy OCTAaHOBKHU JBIXaHUS WK KpoBooOpamienns Hauaute CJIP;
HenpsiMoi Maccax cepaua; MBJI
5) Beenute snuHehpuH** BHYTPUMBIIIEYHO B IepenHEe-O00KOBYIO MOBEPXHOCTh

6enpa), 0,01 mr/kr (makcumym 0,15 mr gersm 1o 6 net, 0,3 mr netsam 6-12 ner;
0,5 Mr mogpoCTKaM M B3pOCIbIM). 3alMILINUTE BPEMs, BBEACHHYIO 103y U, IIPU
HE0OXOUMOCTH, TOBTOPHUTE Yepe3 5-15 MuH. BONBIIMHCTBY MNaAIMEHTOB
HeoOxoauMo 1-2 10361 anmHEePpUHA**,

He pexomenyercst BBeieHHE B 01HO MecTo 1 Mul u Gosee snuHeppuHa™™, Tak
Kak, oOyiamiasgs OOJBIIMM COCYJIOCY>KUBAIOIIUM JIEUCTBHEM, OH TOPMO3HUT H
COOCTBEHHOE BCachIBaHHE.

6 ObecrnieubTe UM COXPAaHUTE UMEIOIINICS BHYTPUBEHHBIN TOCTYII

7 Bceem mnammentam c¢ anagpuinakcueit/Alll mocne BBeneHus snuHeppuHA**
peKOMEHAyeTCS B/B  BBEIEHHE PACTBOPOB, BIHSIOMIMX HAa  BOJHO-
ANMEKTPONIUTHBIN OanaHc (KPUCTAJUIOWAHBIX PACTBOPOB) UL KOPPEKIHU
OTHOCHUTEJIbHOM rMnoBoJeMHH B 103€ 20 MJI/KT Macchl Tena

8 [Ipu mokazaHusX AaiTe JOMOJHUTENBHO KHCIOpoa (6-8 1/MUH) Yepe3 MacKy
unu opodapuHreasbHy0 Tpyoky (Bo3ayxoBoa opodapuHreasbHblil)

9 [Tanmentam ¢ anadunakcuei/Alll npu coxpanstoniemcst OpoHXOcHazMe,
HECMOTpsT Ha BBeAE€HHE HNHUHeppHUHA*™, pPEKOMEHIYeTcsl NpUMEHEHUe
CEJIEKTUBHOTO Oera 2-apeHOMHUMETHKA.
PexomeHnyeMble TO3MPOBKY: yepe3 HeOynaiizep pacTBop caibOyramona*™ 2,5
Mr/2,5 mn

BAKHO bera - anpeHoOOIOKATOpBl  yYMEHBIIAIOT  TEpPaANEeBTUYECKUHA  APPEeKT
snuHeppuna**.  YcwimBaror — moOouHbie  3dekTsl  snuHeppuna**
CHUMITATOMUMETHKH, JUTOKCUH**,
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IIpunoxenne A3.8 3a00op OmomarTepuasa JJis AMATHOCTUKH B IATHAX KPOBHU

KpoBb cobupaercs Ha CTaHAAPTHYIO KapTOUKY-
¢unbTp (Ne903), xoTopas mpUMEHSETCS JUIS
CKpMHUHIa HOBOPOXIEHHbIX B Poccuiickoi
Odenepallii WU AHAJTIOTUYHYIO ISl TTOJTYYCHHS
CyXoro msTHa KpoBuU. KpoBb MOXkeT ObITh, Kak
nanbla, Tak H

KanwuisipHas (U3 IIATKH),

BEeHO3Has. BeHo3Has KpoBb coOupaercs B
pOOUPKY, aKKYpaTHO MEPEMELINBAETCS U 3aTeEM
OBICTPO C TOMOIIBIO THIETKH HAHOCHTCSA Ha
¢uwibTp 1o 25-50 MKI KpOBHM Ha KakKIyIO
BbIJIeJIEHHYI0 00sactb. Heobxonumo xoporio
IIPONUTATh BBIJCICHHYI0 001acTh Ha (uiIbTpe
(puc. 1). IlpenqnoutuTebHO cobUpaTh 0Opa3IIbI
nocnie eapl uepe3 40 MuHyT - 1 yac. Bo3zmoxxHo
TaKXe OCYIIECTBUTH 3a00p KPOBU M HATOIIIAK.
Ha kaprouke-¢puibTpe 0053aTENBHO JIOJKHBI
ObITh 4eTko ykazansl PO, kem U oTKyna
HaTpaBJICH MAllMeHT, JaTa POXKACHUS U TenedoH
Jievalero Bpava (pUCyHOK 2).

O0paszern; cyxoro msTHa KPOBU BKJIA/IbIBAETCS B
YUCTBIA KOHBEpPT, MO0 B YHMCTHIA (ail.
Kaprouka-punbTp HE HOIDKHA COMPHUKACATHCS C
TPSA3HOM TOBEPXHOCTHIO M C 0OpaslamMu JIPyrux
Heob6xoaumo

ITalMCHTOB. MIPpUIIOKUTD K

06pa3uaM I/IH(I)OpMI/IpOBaHHBIC coriacusd
nanyueHTa UJiIn €ro 3aKOHHBIX Hpe)ICTaBHTeJIeﬁ Ha

MIPOBEJICHHUE JTAOOPATOPHBIX HCCIIeT0BaHUMN

XXX N

He marsirmacs. afinscmy noonurmend roman He wonmanest,. 60 AMEWANE)
*  Kanau AonxHel NONHOCTLIO MPONUTaTL KPYXXKM C 06paTHO CTOPOHBI
*  He kacaitTeck o61acTit, NpONUTaHHO KPOBBLIO

Pucynoxk 1. Obpa3zer] npaBHUJILHOTO HAHECEHUS
KPOBH Ha KapTOYKY-(QUIBTP

919101010
\
N’ Nof NLIE NP \~_’/'

203 & 2023-10
XpaxuTs npu +2 - +25 C*

o1  000002Q/W001

6 0010608

®HO Naymnenrta

Dara poxaeHus J[ara 83ATUA KPOBW Non
DUO Bpava

nny / ropoa / Aapec

E-mail spa4a
Tenedow spava

Tecr
DQaSpu D Nomne Dl'ome [:] Mmnci DLvso-GL 1 D Lyso-GL-3

D CemenHbli CKpUHMHT, MyTauun:

Pucynoxk 2. O6pazern kapTouku-QpribTpa

AJITOPUTM JeHCTBHH MeIMIMHCKOIO0 MePCOHAJIA IIPH B3ITHH 00pa31l0B KPOBH

®  BBIMBITh PYKH (TUTHEHUYECKU YPOBEHb), HA/IETh NIEPUATKH;

e  BBIMBITH PYKH NalMeHTa (MATKy peOeHKa, B Cilydae, eclid KpoBb OepeTcst U3 MSTKH);
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e MpoTepeTh 00JIaCTh MPOKANbIBAaHUS CTEPUWIIbHON candeTkoil, cMoueHHoil 70% couprtowm,
IPOMOKHYTh CYXOW CTEPHJIBHOW caneTKod; - MPOKOJOTh CTEPWIBHBIM OJHOPA30BBIM
cKapu(pUKaTopoM;

®  CHATH NIEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TaMIIOHOM;

e  MTKO HaJaBUTh JUIs IOIY4YECHHs BTOPOM KaIlJlk KPOBU;

®  [IPUJIOXKHUTH NEPIEHANKYJIIPHO TECT-OIaHK K KaIje KPOBU U IPONUTATh €r0 KPOBBIO HACKBO3b;

®  AHAIOTMYHBIM 00pa30M HAHECTH Ha TecT-ONmaHkK 6-8 Kamenb, BHUJ NSATEH KPOBU JOJDKEH OBITH
OJIMHAKOBBIM C 00€HUX CTOPOH.

®  BBHICYIIUTH TECT-OJIAHK B TOPU3OHTAIHHOM IOJIOKEHHH Ha YHCTOW 00€3KMPEHHOM MOBEPXHOCTH HE
MeHee 4 4 0e3 MPUMEHEHHUS TEeTJIOBO 00pabOTKH M MO aHus MPSMBIX COTHEUHBIX JTyUei;

e yINaKkoBaThb TECT-OJAHKM B YMCTBIH KOHBEPT TakUM 0Opa3oM, 4YTOObI ISITHA KpPOBH HE

CONIpUKaACAINCh.

Oco6ennocTu nNpu UH(PY3MOHHON Tepanuu
HexkoTtopble manyeHTsl MOTYT MOJy4YaTh HHPY3MOHHYIO TEPAIUIO, MIEPETUBAHIE KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BJIMSHUE Ha pe3yjbTaThl TecTOB. Hampumep, npu mnepeiavBaHuU IJIa3Mbl KPOBU
MOTYT OBITH MOJIYYEHBI JIOKHO-OTPHIIATEIbHBIE PE3YyJbTaThl, TaK KakK ompejensieMble (hepMEHTHI
HAXOJATCS B TUIa3Me U B KJIIETKAaX KPOBU. PEKOMEHIyeTCsl OCyIIECTBUTE 3a00p KPOBHU sl (PepMEHTHOM
u JIHK-nuarnoctuku He paHee 4em depes 6-7 qHEH rmociie mepelinBaHus TUIa3Mbl KpoBU u depe3 7-10
JIHEH TOCJIE NepEIBaHNs KOMIIOHEHTOB KPOBH
He nomyckaercs 3a60p KpoBH

e cpa3y Iociie IpoBeJeHHs MallUeHTy UH()Y3MOHHON TepaInu;

® Cpa3y MocCJIC 3aMCHHOI'O IICPCIIMBAHUSA KPOBH.

XpaHeHHe U TPAHCIOPTHPOBKa OMoMaTepHaJia
OO0pa31bl BBICYIIEHHBIX ISATEH KPOBU MOYKHO XpaHUTh B 00BIYHON KaMepe xonoaumibHuKa rnpu +40C 1o
otnpaBkd. CpoOK XpaHEHHUs 10 MOMEHTA OTIPABKHM HE JIOJDKEH MpEeBbIIATh / AHEW. Ecim XpaHUTh
JoJbIlle W mpu OoJiee BBICOKOM Temrmeparype, TO aKTHMBHOCTb (pepMEHTa Jakeé B HOPME MOKET

CHUIXATBHCA, YTO NPUBCACT K JIOKHO-TIOJIOKUTCIIBHBIM PE3YJIbTATaAM.
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Ipuioxenue A3.9. Paciundposka npumedyanui

... — mpenapar BXOJMT B NEPEYEHb KM3HEHHO HEOOXOIUMBIX W BAKHEHIIMX JIEKAPCTBEHHBIX
npenaparoB (Pacnopsokenue IIpaBurensctBa P® ot 12.10.2019 Ne 2406-p) «O06 yTBepkIeHHU
NepeyHs )KU3HCHHO HEOOXOAMMBIX M BaKHEHININX JIEKApCTBEHHBIX npenapatoB Ha 2020 rof, a Takxke
Hepequﬁ JICKApCTBCHHBIX IIp€rapaTtoB A MCAUIOHUHCKOTO IMPUMCHCHUA W MHWHUMAJIBHOI'O
ACCOPTHMEHTA JICKAPCTBEHHBIX MIPENapaToB, HEOOXOAUMBIX JIIsl OKa3aHUsI METUIIMHCKON TOMOIITH

# - llpuMeHeHue JIEKapCTBEHHOIO IIpernapara B COOTBETCTBUM C  IIOKA3aTEIsIMHU
(xapakTepuCTHKaMH), HE YKa3aHHBIMH B HHCTPYKIMH 10 ero mnpumenenuto (off-label),
OCYHIECTBIISIETCS MO PEHICHUIO BpaueOHOW KOMHCCHU TIPU YCIOBUM TOAMMCAHHOTO
MH(OPMUPOBAHHOTO J100poBOJIbHOrO coryacus (cormacHo @3 Ne323-O3 or 21.11.2011r. ¢
W3MEHEHUSIMN);

**% - MEIMIMHCKOE W3Jeliie, HMMIUIAHTUPYEMOE B OpraHM3M YeloBeKa IPU OKa3aHUH

Me,HHHHHCKOﬁ IIoOMOIIKM B paMKax IMporpamMmbl TOCYHapCTBCHHBIX FapaHTI/Iﬁ OecIuIaTHOrO

OKa3aHHud rpaxaaHamM MCIII/IHI/IHCKOfl IIOMOIIH.
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IIpuniaoxenue b. AAropuTMbl A1elCTBHI Bpada

NauneHT © cuMnToMard MOC I

|

AnarHocTHEs

KoHoyneTauns
npodMnEHOnD
CNEUHaNnHCTa

hu I

Haznawerne ©3T wnn TTCK
8 CTAUWOHIPS

Mosm mapasr
COCTOMEHR
L T,

namruEoupx 3T
W nocne TNCE

CHMNTOMITHYSCKSR TEpanHts

HET PasbunuTauns

Mowzazaxs woppesyss D377
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Ipuioxenue B. Uudopmanusa 11 naumeHra

Cunopom I'ypnep, llleiie u I'ypaep-1lleiie

Cunnpom ['ypnep wnu mykononucaxapumaos [ (MIIC I) — ogHa u3 mepBhIX ONMUCAHHBIX (OpM
Mykononucaxapuo3oB (MIIC). 3aboneBanue, u3HadaibHO Ha3zBaHHoOe OojesHb [ldayHmmepa —
I'ypnep, BnepBeie omucaHO AByMs neauarpamu: aBcTpuiickum — [eprpymon ['ypriep (1889—
1965) u wemeukum — [ldaynmmep Mebinapn (1872—1947). 3arem aMepuUKaHCKUM
odramsmoinorom Illeite (1909—1990) onncana BTopast popma Gosie3Hu ¢ OoJiee MO3THUM HadaaoM
u Oonee noOpoKauecTBEHHBIM TeueHHeM, Ha3BaHHas cuHapoMm llleiie. Ilo3xe ommcana
npoMexxyrounas ¢opma Oone3nu, HazBaHHas cuHapom ['ypnep-llleiie. MIIC I —ouens peakoe
3abosieBanue. [1o OIeHKAM CIEIUAIMCTOB, OHO BCTPEYAETCsS BCEro JuImb y ogHoro u3 100 000
HOBOPO’KJICHHBIX.

3a mpoueAmre roasl OblT CO3JaH CleUUaNbHBINA MpernapaT, KOTOPhIH MO3BOJSET 3aMEeIUTh
IporpeccupoBanue OOJIE3HHU, CMATYUTH HEKOTOpble M3 ee mposBieHud. OpHako, Hapsay ¢
IIPUMEHEHUEM 3TOT0 IIpernapara, HeoOXOJAMMO He 3a0bIBaTh, O CHUMITOMAaTHYECKOW Tepamuw,
¢buznorepanuu, peabUINTaNH, a TTITABHOE — TO3UTUBHOM OTHOIICHHUH K KH3HH NAIIMEHTA U YWICHOB
€ro CEMbHU.

Ilamoczenes

[Tpu Bcex MyKomonucaxapua03ax HapyIIaeTcst 0OMeH (pacueTieHHe) TIMKO3aMUHOTIIMKAHOB
("AT") — 0cOOBIX CTPYKTYpPHBIX KOMIIOHEHTOB CO€AMHUTEIbHON TKAHU.

['Al" — 5T0 IIMHHBIE LETIOYKH MOJIEKYJI caxapa, KOTOPbIe COeIMHSIOTCS ¢ OeTKaMH U CIIy>KaT
BAJKHBIM CTPOMUTENBHBIM MaTEPHAIIOM ISl KOCTEH, XpAIIel, KOKH, CYX0KWINN, KJIalaHOB cepala
n MHoOrux Apyrux TkaHed. A’ comepkarcs B BSI3KOM CHMHOBHAIBHOM JKHUIKOCTH, KOTOpas
YBJIQXKHSAET CyCTaBbl, BXOAST B COCTAaB KJANaHOB CEp/la, CyCTaBOB U CYXOXwinil. B Hopme
MIPOMCXOUT MOCTOSIHHBIN mporiecc oOpa3zoBaHus «HOBbIX» ['Al’ u paciierienue «ctapoix». s
nporecca pacuieryieHus u nepepadbotku I'Al' HeoOxoauma rpymnmna ocoObIX OeTKOB-(EepMEHTOB.
st Toro, utoObl paciienuth ['Al, gepMeHTHl paboTarOT MO OYepenu, APYr 3a APYTroM, H
pacuIeusIIoT JUIMHHYIO MoJekyiny ['Al' Ha gacTw.

V¥ Beex nmanmenToB ¢ MIIC otcyTeTByeT pepmenT (0coObIit 11st Kaxoro Tuna MIIC), kotopsiit
HeoOxomuMm it pacuieruienus omnpenenenHoro AT (Puc.l). ¥V manmentoB ¢ MIIC I Tuma
OoTCyTCTBYeT (epMeHT, Ha3bIBaeMbli anb(da-L-ugyponngaza, KOTOpHI HEOOXOOUM IS
pacmerienust ['Al’  -remapancynbdata u  jaepmarancynbdata. Hepacmennennsie ['Al
HAKalJMBAIOTCA B KIETKax, Hapymmas ux pabory. [lepmarancynbdar HaxoAuTCs, TIaBHBIM

O6p8.30M, B KOCTSX M COCAUHUTEIbHONH TKAaHHM U €ro HAKOINICHUC, MPEKAC BCCTO, BBI3LIBACT
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MHO>KECTBO MPOOJIEM, CBSI3aHHBIX CO CKeJIeTOM. [ enapancynbdar HaX0UTCs MPEUMYIIIECTBEHHO B
KJIETKaX HEPBHOW CHUCTEMBI, YTO MPUBOJUT K MOPAKEHHUIO TOJIOBHOTO MO3ra

MIIC I Tuna OTHOCHUTCS K JIM30COMHBIM OOJIE3HSIM HAKOIUICHHs. B nm3ocomax (opraHesuisl
KJICTKH ) IPOUCXOIUT PACIEIICHHE KPYITHBIX MOJICKYJT (MAKPOMOJIEKYJT), TAKUX, KaK KUPBI, OCIIKH,
[NIMKO3aMHHOTTIMKaHbI, TuKoreH. [lpu pasubix ¢opmax 00e3HH HapylIalOTCs pa3Hble CTaaus
pacUICIUIEHHS 3TUX MaKpPOMOJIEKY L.

Hacneoosanue cunopoma I'ypaep, Llleiie u ['ypnep-Lleiie

Myxkononucaxapuao3 | Thma — OTHOCUTCS K HACJEICTBEHHBIM 3a00JI€BaHUAM M HaCIEayeTcs
10 ayTOCOMHO-PELIECCUBHOMY THUITY. DTO 3HAYUT, YTO OOJIE3HB MPOSIBIISIETCS TOJIBKO B TOM Ciy4ae,
ecnu 00a poAuTeNs SBISIOTCS HOCUTEISIMH OOJIE3HU M, XOTS CaMd OHU He OO0JIel0T, mepenaroT
peOeHKy aBa MOpaKEHHBIX TeHa. BOIBIIMHCTBO ceMei, Tie ecTh peOEHOK C ATHM 3a00JIeBaHUEM, HE
CTAJIKMBAINCH PaHBIIIE ¢ TOJO00HOH pobiemoii. Puck moBTopHOTO poskaenus pederka ¢ MIIC I B
CeMbe, I/I€ YK€ eCTh OOJbHBIE I€TH, COCTaBIsIeT 25% Ha KaXayt0 0EpeMEHHOCTb.

Bce cembu ¢ MIIC I nomxHbI 00s3aT€IbHO TPOUTH METUKO-TE€HETUYECKOE KOHCYIBTUPOBAHUE
Y NOJIyYUTh HOJHYIO0 HH(OpMALIHIO OT Bpauya-TeHETUKA O PUCKE IOBTOPHOTO MPOSIBICHUS JaHHOTO
3a00JIeBaHUsl B CEMbE, OOCYIUTh CO CHEIHMAINCTOM BCE BONPOCHI, CBSI3aHHBIC C HACIECIOBAaHHEM
3aboneBanus. B Poccun Meanko-TeHeTHIeCKre KOHCYIbTalluU paboTaloT B KaXKIOM PETHOHE.

Kax ycmanasnusarom ouaenos?

Bpaun Ha OCHOBaHMM KJIMHMYECKMX CHMIITOMOB MOTYT 3aloA03pUTh O0O0Je3Hb. 3arem
MIPOBOASATCS JJaOOpaTOpHbIE TECTHI M1 MHCTPYMEHTaIbHOE uccienoBanue. [10ckobKy pa3Hble TUIIBI
MIIC ouyeHb MOX0XKH MO CBOUM KIMHUYECKUM IPOSBIEHUSM, HEOOXOIMMO MOJITBEPAUTD IUArHO3
c momomiblo JabopaTopHbix MeTonoB. [loarBepknaromas nuarHoctuka MIIC 3akmrouaercs B
orpeJieleHu YpoBHs 3Kkckpeunu I'Al’ B Moue M M3MepeHHH aKTUBHOCTU ()EPMEHTOB B KIIETKaX
KpOBH, MIATHAX BbICYLIIEHHOW KPOBH WJIM KyJIbType KOXKHBIX (prOpodnacros. s MIIC I npoBoast
ornpezeNieHue akTUBHOCTU anb(da-L-unyponunassl. B nanpHeimeM pekoMeHAyeTcsl MpOBEACHUE
JIHK nuarnoctuku (ecim akTUBHOCTH (pepMEHTa ObLIa CHUKEHA).

Knunuueckue nposenenus mykononucaxapuoosa I muna

Cunapom ['ypnep (a Taxxke Illeite u I'ypnep-1lleiie)— nporpeccupyroriee MyJIbTHCHCTEMHOE
3a00JieBaHNE U Yy MAlUMEHTa OBIBAIOT MOPAaKEHBbI HE TOJIBKO CKEJET U CYCTaBbl, CTPAJAIOT TAKXKe
HEpBHAs CHCTEMa, OPTaHbl 3pEHHsI, CIIyXa, CePJICYHO-COCYAUCTAs U OPOHXO-JIETOYHAs CUCTEMBI

Boirenstot tpu popmer MIIC tum I:

- curapom ['yprep (mykomonucaxapuao3 I H - Tsokenas popma),

- curpom ['ypnep-Illeiie (mykomonucaxapuao3 | H/S- mpomeskyrounas ¢popma).

- cunzpom leite (mykononucaxapunos | S - nerkas ¢popma)
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CreneHb BBIPAXKEHHOCTH KIMHUYECKUX MPOSBICHUA NpPH JAHHOM CHHIAPOME PpA3JIM4YHA.
W3BecTHBI U KpaiiHe Tsxelnbie GopMbl 3a00eBaHus - CUHAPOM ['ypiiep, KOTOpbIe IPOSBISIOTCS YKe
B paHHEM JIETCTBE, W JOBOJBHO JIeTKHe, MsArkue ¢opmbel Oone3Hu - cuHapom llleite. U,
COOTBETCTBEHHO, IpoMexyTouHas (opma - cuuapom [ypnep-llleite. B HeKOTOpBIX ciyyasx
HaJu4he CUHJpPOMA HE BIHMAET HA NPOJOJDKUTEIBHOCTh JKU3HHU MAllMEHTAa, HO KA4eCTBO YKU3HH,
0€3yCIIOBHO, CTpaiaeT MpH BceX popMax OOJIE3HH.

OcHoBHas 3a7aya Bpadeid, OJIM3KUX U CaMOTo MalMeHTa ¢ MyKormosucaxapuao3om | tuma —
Clenarh XU3Hb MAaKCHUMAaJbHO KOM(OPTHOH, CHU3UTh PUCK TSKEIBIX OCIOXHEHUH, 3aMEJUIUTh
porpeccupoBanre 001€3HU, CMATYUTh OCHOBHBIE CUMITTOMBI 3a00JI€BaHUSI.

Jlanee Mbl ONMIIEM OCHOBHBIE MPOOJIEMBI, C KOTOPHIMU CTaJIKMBAIOTCA TMAIlMEHTHI C
cunapomomamu ['ypnep, leiie u ['ypuep-Illeiie, HO 3TO HE O3HAYAET, YTO OHHU 00SA3aTEIILHO OYIyT

y KaX/10T0 naiueHTa. 3a0ojeBaHue NpOTEKAeT OYEHb [10-Pa3HOMY, JaXKE B OJIHON CEMbE.

Pannee pazsumue, pocm

[TocTtaBure nuarHo3 cunapoma [l'ypiep-lllelie HOBOPOXIACHHOMY IPAaKTUYECKH
HEBO3MO)KHO, TaK KakK Hallld MAllMEHThl POXKAAOTCA B CPOK, C HOPMAJbHBIMU POCTO-
BecoBbIMU NokazaTesnsiMu. Ho npu cunnpome I'yprep - 6osee Tsxenoit popme - nepsbie
KJIMHUYECKUE TPHU3HAKK 3a00JieBaHMs TMOSBIAIOTCA Ha MEPBOM IOy KU3HU. B psne
CIlyyaeB, YK€ C POXJIEHHUS HaON0JAl0TCsl HE3HAUUTENIbHOE YBEIMUYEHHE IeueHH,
MyNOYHbIE WM I1aXOBO-MOILIOHOYHBIE TpbDKU. PocT 3amennsercs, Korga Majbllu
JIOCTUTAIOT BO3pacTa OAHOro-AByX JieT. [lanmeHTsl ¢ Tspkenoi (opmolt 3aboseBaHUS
OOBIYHO TOYTH MPEKpAIAIOT PAacTH B BO3pacTe BOCBMHU JIET — HMX POCT OOBIYHO HE
npesbimaet 110 cM. [Ipyrue nanueHTs IpogonKaT pacTy 40 MOAPOCTKOBOIO BO3pacTa
u pocturatot 152 — 160 cm. Ilpu nerkoit popme pocT y naiueHToB, Kak MPaBUIIO, HUKE
4YeM y 37I0POBBIX CBEPCTHUKOB, HO OBIBAET M MOYTH HOPMaJIbHBIM.

Brnewnue ocobennocmu

BHennuii BUJ nanueHToB ¢ Tshxenoi popmoit cunapoma I'ypiep HeoObueH — oM OoJIbIle
MOXOXKM JIpYr Ha Jipyra, 4eM Ha CBOMX pOIMUTENEH U 3J0pOBBIX OpaTheB U CecTep.
W3meHeHus B CTpPOEHMH HX JHI OO0O3HAYAIOT CHEIUAIbHBIM TEPMUHOM JIMLEBOM
au3Mopu3M (orpyOsieHHe uepT): KpyMnHas TojoBa, KOpPOTKas Iies, KpYIJioe JIHIIO,
LIUPOKUHI HOC C IIUPOKOU U IJIOCKOH MEPEHOCULIEH.

[Ipu nerkoit u mpomMexxyTouHOM popMme 3a00JIeBaHUs BHEITHUE OCOOCHHOCTH Yy MallleHTa
CTOJIb HE3HAUUTEIbHBI, YTO UX BUIST TOJIBKO Bpauu, a OJM3KHE U 3HAKOMBIE HE 3aMeYal0T

HUYEro HEOOBIYHOTO.
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VY naumentoB ¢ MIIC [ u3-3a OTI0XKEHUS MYKOMOJHUCAXAPUIIOB KOXKA «TOJICTas» W

KECTKasi, YTO 3aTPyIHSAET 3a00p KPOBU

Ckenem, onopno-0éuzamenvHas U KOCMHO-CYCMAGHAs cucmema

VY nmanuentoB ¢ MIIC I tuna, kak ¥ mpu BcexX Apyrux (GopmMax MyKOIOJHUCAXaPHI030B,
CYLIECTBYIOT IpoOjeMbl ¢ (OPMHPOBAHHMEM U pOocTOM KocTel. M3meHeHue Kkoctell ¢
HapyleHneM ux GopMbl Ha3bIBAIOT MHOXKECTBEHHBIM TU30CTO30M. Ilpum Tspkenoit ¢popme
cuHApoMma - cuHipoMe ['ypiep nusmensiercs ctpoeHue no3BoHKOB. OJIMH WM Ba IO3BOHKA
B CEpEIUHE CIMHBI ObIBAIOT CILIIOIIEHBI OOJIbIIE, YEM OCTAJbHBIC, M CJIerKa CMELICHBI.
Takoe cmelieHHe NO3BOHKOB IIOPOM CTAHOBUTCS NPUYMHOM Pa3BUTHSL HUCKPUBICHUS
M03BOHOYHUKA (KU(O3, ckoiauo3). Eciaum ucCKpuBieHHE MO3BOHOYHHMKA WM CKOJIMO3
IIPOrpeccupyroT, TO Tpedyercs MeauuuHckas nomoib. Ilpu cunzpome [leiie
UCKPUBJICHUE I103BOHOYHMKA JOBOJBHO JIETKOE M HE HYXKIAETCS B XHUPYPIHUECKOM
JICYECHUHN.

Cawmble cepbe3Hble, ONacHbBIe M )KU3HEYTPOXKAIOIINE TPOOIeMbI CBS3aHBbI C JAedopMariuei
1 OCOOCHHOCTSIMH CTPOCHUS IIEHHOro oTAena. Ecnu cimHHON MO3r OyneT caaBiieH WIIH
MOBPEXKAEH (LIeiiHas MuenonaTHsi), HapyLIUTCS WHHEpBAllUd BCEX YacTed Tena, 4To
IPUBEJET K CIa00CTH (BsJIBIN Mape3) MBIIIL, HApyIIEHUsM MPpU X0Ab0e, HHOT/AA JAaXe K
3aTpyAHEHUSAM ¢ apixanueM. [Ipu Tsokenoit popme 3aboneBanus cnabocTh B pyKax M HOrax
MOJKET pa30aBUTbCS Ha MEPBOM I'OJly KU3HHU, UTO MPHUBOJIUT K 3a/I€PKKE JIBUTaTEIbLHOTO
pa3BuTHs peOeHKa.

TyronoaBM>XHOCTh CyCTaBOB XapakTepHa Ais BceX (GopMm Mykomonucaxapujo3os. C
roflaMy TYTOIOJIBUKHOCTb CYCTaBOB MOJKET ITPOIPECCUPOBATH M CTaTh MPUYUHOM O0JH.
N3-3a orpannyeHust MOABMKHOCTU CYCTaBOB U OCOOEHHOCTEHN CTPOEHHUS MEIKHX KOCTEH
KHMCTH, MaJIbLbl PYK CTAHOBSITCS )KECTKUMHU U UCKPUBJISIOTCS, OPMUPYS TaK Ha3bIBAEMYIO
«KOTTUCTYIO KHCTBY.

N3-3a TyromnoABUKHOCTH KPYIHBIX CyCTaBOB M OCOOCHHOCTEN CTPOSHHUS KOCTEH MaIUeHTHI
XOJIAIT C CJIeTKa COTHYThIMU KOJIEHSIMH U OeipaMu. Y HEKOTOPBIX MAallMeHTOB Pa3BUBACTCS
X-0o0pa3HOE€ HUCKpPUBJIEHHE HIKHHUX KOHEYHOCTeW (BajbrycHass nedopmanus).
BosbmmHCTBO Bpauel cuMTaeT, YTo JaHHAas AepopManus HOCUT MPUCTIOCOOMTETbHBIN
XapakTep, MoMoras MalueHTy paclpelesaTh BeC, I03TOMY ONEPATUBHYIO KOPPEKLHIO B
paHHeM Bo3pacTe B OOJIBIIMHCTBE CIy4yaes JIydlle He MpoBoauTh. Kpome Toro, B cBsi3u co

cJ1a00CThIO CBA30YHOIO anmapaTa i HapyLeHUsIM CTPYKTYpPbI KOCTEH, onepanus He Bceraa
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IPUBOANUT K OXKUAAEMOMY pe3yJbTaTy — Ae(opmaius BO3BpAIIAaeTCs CIyCTd KaKoe-TO
BpeMsl.

Opaanvl Ovixanus

Hapymenne npixatenbHol cuctemsl y manueHToB ¢ MIIC cBsi3aHO Kak ¢ 0COOCHHOCTSIMU
CTPOEHUS CKelleTa, Xpsllel Tpaxeu u pedep, Tak U ¢ HakoruieHueM ['Al" B MATKuX TKaHAX
(yBenMUMBAIOTCA aJCHOMIbI, CIIU3UCThIE, BBICTHIIAIOLINE JbIXATEIbHbIE TyTH, CTAHOBSITCS
PBIXJIBIMU, TUNEPTPO(UPOBAHHBIMH, B PE3YJIbTAT€ YETrO MPOCBET JBIXATENbHBIX MyTeH
YMEHBILIAETCS).

BaxHO NoOHMMaTh, YTO HEIOCTATOYHOE CHAOXEHUE TKaHEH KUCIOpOAOM (THUIOKCHS)
BJIMSIET HA (YHKLUIO BCEX OPraHOB, I03TOMY YJIyUIlIEHHE IbIXaTeabHON (QYHKLIUHU — O/1HA
13 IEPBOOYEPEIHBIX 3a/1a4.

[IpoGnembl ¢ AbIXaHHEM YCYTyOJIsieT U3MEHEHHOE CTPOCHUE TPYJHOM KIETKU: TpyJHas
KJIETKa «KECTKas» M HEe MOXKET JBMUraTbcs CBOOOJHO, HE IO3BOJISET JIETKMM HaOpaTh
OonblIol 00BEM BO3AyXa. DTH OCOOEHHOCTH NPUBOJAT K TOMY, YTO MAIMEHTHI XyXKe
MEPEeHOCAT MH(PEKIINN BEPXHHUX IbIXaTSIbHBIX TyTEH U JETKUX.

[lepBpiMH cUMHOTOMaMU HapylIeHUS (QYHKIMHM BEPXHUX JbIXaTEJbHBIX IyTE€H MOTYT
CIly)kKMTb ~HOYHOM Xpal, UIIyMHOE JbIXaHUE, OOCTPYKTUBHOE HOYHOE aIHOE
(KpaTKOBpEMEHHBIE, 10 HECKOJIBKUX CEKYH/, 3aJ€P>KKH JbIXaHUS BO BPEMsi HOUYHOT'O CHA).
Takue nposABICHUS [TOJDKHBI HACTOpPakKMBaTb, TaK KaK B JAJBHEUIIEM OHU MOIYT
IIPOTrPECCUPOBATh U NPUBECTH K PA3BUTHIO OCJIOKHEHHHM CO CTOPOHBI APYIMX OPraHOB
(cepatie, TOJOBHOM MO3T).

[Tarmentsr ¢ MIIC CKIOHHBI K Pa3BUTHIO OTUTOB, PUHUTOB M BOCHAJIECHUIO JIETKHX,
MO3TOMY aHTHOAKTEpUAIbHYIO TEpaluio CleAyeT HauMHaTh YK€ Ha PaHHUX CTaJusiX
3a0oneBanns. HecoOMHEHHO, HYXHO KOHCYJbTUPOBAaTbCA CO CIELUAIMCTaMU, a He
3aHUMAThCS CAMOJICUEHUEM.

HecmoTpst Ha peKOCTh U TsKecThb 3a00JeBaHMsl, CIelyeT IIOMHHUTb, YTO BaKIIMHUPOBATh
naruenToB ¢ MIIC o6s13aTenbHO, Tak Kak IPUBUBKU TOMOTAIOT NPEAOTBPATUTH pa3BUTHE
3a00yieBaHUM, OpaXKaloOIIKX JIeTKUe. B ToM uncne BaKHO HE MPOIMYCTUTh BaKIMHAIMIO
MIPOTUB THEBMOKOKKOBOM MH(EKINH.

Pomoesas nonocmo u 3y6e1

VY namuentoB ¢ MIIC I 3yObl MOKpBITHI XPYNKOH 3Majblo, YTO MPUBOAUT K OBICTPOMY
Pa3BUTHIO KapHeca.

Cepoeuno-cocyoucmas cucmema
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[Tpaktruecku y Bcex nmanueHToB ¢ MIIC I HaGirogaeTcst maToJIOTHs CepAeUHO-COCYIUCTOM
CUCTEMBI: YTOJIIIEHUE CTEHOK CEpJLA, CHIKECHHUE COKpPATUTEJIBHON CIOCOOHOCTH
CEpJEYHON MBIIILBI, I3MEHEHUS CO CTOPOHBI KJIAIIAHHOTO annapara (yIIoTHEHUE CTBOPOK
U XOpJl KJIaIIaHOB).

[Tpu ocmoTtpe nmarmenToB ¢ MIIC I Bpau MoxeT 0OpaTuTh BHUMAaHHUE HA HAJTMYHUE IITYMOBY
B cepaue. Kak npaBuio, 3TO CBA3aHO ¢ NOPAaKEHUEM KJIAIIAHOB: MMOBPEXICHHBIA KJIallaH
3aKpBIBACTCSl HEIUIOTHO, IPH COKPAIICHWH Ccepiala HEOOJbIIOE KOJIWYECTBO KPOBH
JIBUTAETCS B 00PaTHOM HalpaBJICHUH, YTO BBI3BIBACT IIYM, KOTOPBIN CIBIIIUT Bpad. Yare
BCET0 MOPAXATCA A0PTAJIbHBIA U MUTPAJIbHBIN KJIAIIaHBbI.

[lopaxxeHne 5erkux, O KOTOPOM HAIIMUCAHO BbBILIE, TAK)KE MOXKET CTaThb NPUYMHOU
U3MEHEHUH €O CTOpOHBI cepaua. «lIpokaunBanue» KpoBU depe3 U3MEHEHHbIE JIETKUE,
IPUBOJUT K MEperpy3ke IpaBbIX OTAEIOB CEpAlla, M Pa3BUBACTCS IPABOCTOPOHHSIS
cepieyHasi HeJOCTaTOYHOCTb.

Cepoeuno-cocyoucmas cucmema

[TaTonorus cepaeuno-cocyauctoit cucremsl (CCC) y nmauuento ¢ MIIC nposiBisercs B
BUJIE: YTOJIIIEHHE CTEHOK CepJla, HW3MEHEHHS CO CTOPOHbI KJAaHHOIO armrmapara
(YI1oTHEHHE CTBOPOK M XOpJ KJIalaHOB), Pa3BUTHS CEPJEUYHOIN HEJOCTaTOUYHOCTHU, KaK C
COXPaHEHHOM, TaK U CO CHUKEHHOW COKPATUTEIbHOM CIIOCOOHOCTHIO MUOKAP/A.
XapaktepubimMu npusHakamu nopaxkeHus CCC mpu MIIC saBnsrores — auchyHKIUU
KJIaITaHOB (B OCHOBHOM, MUTPAJIbHOTO, Aa0PTAILHOTO KJIAIIAHOB), TUTIEPTPO s MUOKApA,
HapylLIeHHe puTMa U NpoBOAUMOCTH. DYHKIUS KJIAaHOB, HECMOTPS HA UX YTOJILICHHE B
pe3ysbTaTe OTIOXKEHUS MyKOIIOJIMCAaXapUA0B, MOXKET HEKOTOPOE BpeMs HE HapyLIaThCs.
B nocnenytomiem nosiBisieTCsl UIyMbl, XapaKTEPHbIE AJII MUTPAIBHOMN (CHCTOIMYECKU) U
AOpTAJIbHOM  (IMAacCTOJMYECKH) HEJOCTaTOYHOCTH, pAa3BUBAIOIIMECS B PeE3yJIbTaTe
HECOCTOSITENIbHOCTH KjamaHoB. B nanmpHeiimeMm ykopodeHue xopa U (uOpo3 JeBOro
apTPUOBEHTPUKYJIIPHOTO KOJIbIIA IPUBOJAAT K CTEHO3MPOBAaHUIO MUTPAIBHOIO OTBEPCTHS.
HenoctatoyHOCTh TPUKYCIIUIAIBHOTO U MYJIBMOHAIBHOTO KJalaHa OOBIYHO KIMHUYECKH
HE IMarHOCTUPYIOTCA.

Camoli 4acTOM NPUYMHOM pa3BUTHA CEPACYHOM HEJOCTATOYHOCTH C COXPAaHEHHOU
¢pakuueit BBIOpOCa JIEBOTO JKEIyJO4YKa y OSTHX IALUEHTOB SBISETCS MOBBIIICHUE
KECTKOCTH MHMOKapJa B pe3ylbTaTe OTJIOKEHUS MYKOIOJUCAaxapuaoB (10 THUITY
PECTPUKTUBHON KapAuoMuoNaTtuu). B peakux ciayyasx MoKeT HaOI0JIaThCs CHUKEHHE

COKPaTUTEIHHOU CIIOCOOHOCTH 3a CUET JMJIATAIIMH TTOJOCTEH.
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Kpome Toro, cepaednas HEIOCTATOUHOCTb MOXKET Pa3BUBATBCS C MOPAKEHUEM ITPABBIX
OTJEJIOB Cep/lia, 10 TUILy XPOHUYECKOr0 JErOYHOIo cepla, B pe3ysbrare AedopManiu
IPYAHOM KIJIETKH, MOPAKEHUS JIETKUX H3-3a OTJIOKEHUS MYKOIIOJMCAXapua0B (KECTKUE
JIETKUE), HApYILIEHUs IPEHUPOBaHUSI OPOHXUATBHOTO JepeBa M3-3a CYKEHHsSI OPOHXOB U
pa3BHUBAIOIIEHCSA TPAXECOMAISLUU U PA3BUTHS XPOHUYECKON THIIOKCHU.

bprowmnas nonocms

IIpu cunapome ['ypiep nedeHb M Celle3€HKA yBEIWYEHbl M3-3a HakomieHus [AD
(remarocryieHOMeTanus1). YBEIMYCHUE MEYeHU OOBIYHO HE MPUBOIUT K HAPYLICHHUIO €€
(GYHKIMHU, HO MOXKET BJIMATH HA IEPEHOCUMOCTh TOM MJIM MHOW MUILK.

IIpu Myxkomosmcaxapuao3ax, Kak IPaBUJIO, >KMBOT YBEIMYEH B O0ObeMe 3a CYeT
rernaToCIVIEHOMETAINN U CIA00CTU HPSIMBIX MBILIL ’KMBOTA. TakkKe 4acTO BO3HHUKAIOT
COUYETaHHbIE WJIM M30JUPOBAHHBIE IPHIKH (IIyNOYHAs, IaXxoBas, NaXOBO-MOLIOHOYHON U
CpeAHel JMHUU kKHUBOTa). Perenne o HEOOXOJUMOCTH ONEPATHUBHOIO JIEYEHUS JOJDKHO
IIPUHUMATHCS COBMECTHO C JICYAIIMM BPayoM: ITIOKa3aHUEM K CPOYHOM Ollepaly CIy>KUT
YIIEMJIEHUE TPHIKEBOTO BBIIITYMBAHUS.

VY mammentoB ¢ MIIC I Hepenko HaOIrO1aeTCs HEYCTOMYUBBIN CTYJI (3aII0PBI HITH THAPest).
[TpuanHa 3TOTO 10 KOHIA HEMOHATHA. BO3MOXHO, HapymraeTcss (yHKIUsS BEreTaTUBHON
HEPBHOW CUCTEMBI, MOCKOIbKY ['Al' HakalIMBarOTCS B HEPBHBIX KJIETKaX KHUIIECYHUKA.
Jlnapest MOKET ucue3arb C BO3PACTOM, HO BO BpeMs MpueMa aHTUOMOTUKOB MOSIBIIATHCS
BHOBb. Ecnu nuapest Bo3HHMKIA M3-3a MpueMa aHTUOMOTHUKOB, Bpaud MOTYT Ha3HAYUTh
IpenapaTsl, CHOCOOCTBYIOIME HOPMAJIM3allMd MUKPOQIIOpH! KHUllleuHrKa. Eciu nanueHT
MaJIO JBUTAETCsI, TO MOT'YT pa3BUThCH 3anopsl. B aTom ciiydae apdexruBHO yBenuuenue B
panmoHe Koiu4yecTBa rpy0ooi MUy (KJIETYaTKH).

Hepenas cucmema

[Ipu cunnpome I'ypnep aet pa3BUBaArOTCS € 3a€PKKOU PEUH, Y HUX CTPAaeT UHTEIUIEKT,
Hapymaerca mnoBefeHue. [lo  Mepe HapacTaHus HapylUleHMM HMHTEUIEKTa K
TMIEPAKTUBHOCTH M arpeCCUBHOCTH MPHUCOEAUHSIOTCS ayTUCTHUeckue ueptThl. [lpu
MArKux ¢opmax - cunapome 'ypnep-Lleiie u [llelie nHTENNEKT HE CTpajaeT, pa3BUTHE
CJIETKa 3aMEJICHHOE.

IIpu T1sKenbIx Qopmax Tak Ke MOTYT BO3HUKaThb HapyUIeHHUS LHUPKYJISIHS
CIIMHHOMO3T'OBOM JKHJKOCTH. B 3TOM cilydae malieHThl KalyloTcsl Ha TOJIOBHbBIE 00IH, Y
netel oOpamiaroT Ha ce0si BHUMaHUE OECMOKOMCTBO, pPBOTA, 3aJ€pXKKa pa3BUTHSL.
HeoOxomuma KoOHCynmbTammsi  Bpauda-HEHpoOXupypra [Jisi pelieHdus BOmpoca o

HCO6XOILI/IMOCTI/I OIICPAaTUBHOI'O0 WJIM MCAUKAMCHTO3HOI'O JICUCHUA JAHHOI'O OCJIOKHCHUA.
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[Tporpeccupyromasi coobmraromiascs ruaporedanus sSBIsSIeTCS HauOoJee YacThIM
CUMIOTOMOM cuHapoMa ['ypiep u peaxo Bcrpedaercs npu Msarkux popmax MIIC | tuna
(cunapomax ['ypnep-1lleiie u lleiie).

Ecnmu BO3HHMKAIOT TOMO3peHHMS HA ruaponedannio, TO HEOOXOAMMO MPOBECTH
KOMITbIOTepHYI0 Tomorpaduto wm MPT. Ocmorpa r11a3HOTO JHA OKYJIMCTOM
HEJIOCTAaTOYHO JIJIsi TTOCTAaHOBKM JUarHosa, T.K. rugapouedamus y aereit ¢ MIIC I moxer
pOTeKaTh U 0e3 3aCTOWHBIX U3MEHEHHUH Ha TJ1a3HOM JIHE.

CraBneHre CIMHHOTO MO3Ta IMIPUBOIUT K HEOOPATUMBIM HEBPOJIOTHYCCKUM HAPYIICHUSIM,
MO3TOMY JIEKOMIIPECCUPYIOIIEee ONEepaTUBHOE JICUCHHUE CIIEYyeT paccMaTpuUBaTh JaXe Y
MaUMeHTOB  0e3  HEBPOJOTMYECKOW CHMIITOMATHUKH, 3a4acTyl0 XHUPYpPrHUECKOe
BMEIIIATEIHCTBO JIOJDKHO BBITIOIHATHCS PaHbIIE pa3BUTHUSI HEBPOJIOTUUECKUX TTPOSIBICHHI.
[Ipu mosiBIeHNN HEBPOJIOTHYECKOTO AehUIINTA MAIIMEHT MOXKET YK€ HaXOAUTCS HA TPaHU
KypaOenbHOCTH, TpU TMOSBICHUM IEPBBIX CHUMITOMOB pPAacCMaTPHUBAETCS BOIPOC O
CPOYHOM XHUPYPrHUECKOM BMEIIATEIHCTBE.

[IpoBenenne Xupyprudeckod 3amMeHbl Ta300€IpPEHHOTO WM KOJEHHOTO CYCTaBa,
WCIIPaBJIEHUE OCH KOHEYHOCTH, YCTPAaHEHUE CTEHO3a KapNaJlbHOTO KaHayla MOKa3aHo MpHU
BBEIPOKCHHOM HApyIIeHWW (YHKIHH W TIPH OTCYTCTBHH 3PQeKTa OT KOHCEPBATUBHOU
Teparnuu.

Kapnanbuplif  cuHApoM  (3amsCTHBIA ~ CHHAPOM,  TYHHENBbHBIH  CHHAPOM)  —
pacrmipoctpaneHHas mnpobnema y nanueHToB ¢ MIIC. HepBbl mpoxoasT uepes3 3amsicThe
MEXy 3alICTHBIMU KOCTSIMU U CBSI3KaMU. Y TOJIIIEHHUE CBS30K 3a cueT HakoruieHus: [AT

OKa3bIBaeT JaBlieHWE Ha HEpBbI. [IposiBIeHHEM AITOr0 CHHAPOMA MOTYT OBITh 0OJb U
OHEMEHUE NaNbIEB PYK U TPYAHOCTH C 3aXBaTOM MPEAMETOB.

JInsi AMarHOCTUKH W3MEPSIOT CKOPOCTh MPOBEJEHUS HEPBHOTO HMITYJIbca B 00JIacTH
KUCTH. DTO MPOCTasi MpOIeaypa, MO3BOJISIONIAs YCTAHOBUTh HAIMYHUE WM OTCYTCTBUE
MOBPEXK/ICHHUS HEPBOB.

HekoTtopsie HapylieHUss HEPBHOW CHCTEMBI (JIBUTaTENbHBIE PACCTPOICTBA) SIBISIFOTCS
BTOPUYHBIMU U B OOJIBIIIEH CTEMIEHU CBSI3aHBI C MOPAKECHUEM CKEJIeTa.

Opean 3penus

Hakomnenne I'Al" mpoucxoauT BO MHOTMX TKaHAX, B TOM YHCJIE, B POTOBULIE, TO3TOMY
MOXKET HaOmroAaTtbes ee momyTHeHue. OTHUM U3 TPHU3HAKOB HM3MEHEHHSI POTOBHIIBI
SIBJISIETCS] HETIEPEHOCUMOCTB SIPKOTO CBETA, TaK KaK TOMYTHEHHE BBI3BIBACT HEMTPABUILHOE
MpeioMJIeHHEe CBeTa. B 9TOM cirydae MOryT OMOYb COTHEUHbIe O4YKU. Eciu momyTHEeHNE

POroBUIIBI TAXKEIIOC, YXYAIIACTCA 3pCHUC, 0COOEHHO IIpU TYCKJIOM CBCTC.
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Otnoxenue 'Al' B ceTyaTke MOXXET MPUBECTH K IMOTEpe MEpUPEPUUECKOro 3peHUs U
HUKTAJIONUU («KypUHOU ciernore»). PeGeHOK B ATON CUTyalluy MyraeTcs U OTKa3bIBAThCS
XOJUTh B TEMHOE BpeMs CyTOK. JKenareapHO OCTaB/ISITh HOYHUK BKJIFOUEHHBIM B CIIaJbHE
u kopunope. lHoria MoryT BO3HUKATh MIPOOJIEMBI CO 3pEHHEM, BHI3BAHHBIE H3MEHEHUSIMHU
B CETYaTKe IJla3a WK IN1ayKOMOM (MOBBIIIEHHBIM BHYTPHUTIA3HBIM JaBICHUEM), [IOATOMY
peryJsipHble OCMOTPBI Bpada-o(praabMoiora He0OX0JUMBI.

C nomoupl0 CHEUUAIBHBIX HCCIIEIOBAaHUM CIEHUAIMCT ONPENENIUT, H3-3a Yero
YXYALLIAETCs 3pEHHUE.

Opeanvl cnyxa

I[Ipu MIIC Tyroyxocts MOXET OBITh HeWpoceHCOopHas (CBA3aHHAs C HapyIICHUEM
YyBCTBUTEJbHBIX (BOJIOCKOBBIX) KIJIETOK B YJIMTKE), KOHIYKTHBHas (CBSI3aHHAas C
HapylLIEHUEM 3BYKOIPOBOSILUX IyTeHW) MM cMellaHHas (KOMOMHAaLuUs JIBYX THIIOB).
[Ipu cungpome ['ypaep TyroyxocTp yamie HOCUT CMEIIAHHBIA XapaKTep U NPOrpecCupyeT
¢ Bo3pacTtoM. PaznuuaroT 3 cTeneHu TyroyxoCTH: JIETKYI0, YMEPEHHYIO U TshKenyr. B
3aBUCHMOCTH OT THUIA U TSKECTH MOPAXKEHUS CllyXa MPUMEHSIOT Pa3jIMYHbIE METOJIbI
KOppeKIMU. BaxkHO Kak MO>KHO paHbIlle 3aMETUTh IPU3HAKU CHUKEHMS CIIyXa, TaK Kak 0e3
KOPPEKIUH TYTOYXOCTh TOMEIIAET HOPMaJIbHOMY Pa3BUTHIO M OOYYCHHIO IAllMEHTOB.
®dakTopoM, yCyryOsSIONUM HapyIICHHE CIyXa, SBISIOTCA YacThle MH(EKIUN CpeTHEro
yxa (OTHUTHI).

Jleuenue, nabniooenue u niaHosvie 00C1e008aHUS

Bpauamu-skcriepramu U3 pa3HbIX cTpaH ObUIM CO3JaHbl PEKOMEHJAINH 110 HAa0JI0IEHUIO,
nuarHoctuke u aedeHuto nanuesTos ¢ MIIC I tuna. M MBI BKpatiie pacckakeM O HHX.
HaGnronenue, niaHoBble 00CIET0BaHUS U TECTHI

Jlyisg Toro, 4roObl OLEHUBATh COCTOSIHUE MalMeHTa, 3p@exT npoBoauMon (epMEeHTHON
Tepanuu, GU3NOTepanuy, CyUeCTBYIOT pa3JInyHble TeCThl M MKanbl. OueHb Ba)KHO HE
OTKa3bIBaThCsl OT MPOBEACHUSI dTUX UCCIEI0BAaHUM, IOTOMY YTO OHU IIOMOTAIOT Bpadyam
O00BEKTHBHO OLIEHUTh COCTOSIHHE MAIleHTa, 00OCHOBATh JIEYEHHE, BBECTH W3MEHEHHS B
MIPOrpaMMbl peabUIuTaIMN U a0MIIUTAIUH.

CaMmpIM W3BECTHBIM SBsIeTCA 6 MUHYTHBIM TecT X0ab0bl. CyTh €ro O4YeHb MpOCTas:
OLICHUTh BBIHOCIMBOCTh NanueHTta. [lanuMeHTy mnpemraraloT  XOAWTH MO JJIMHHOMY
KOpuzopy B TedeHHe 6 MuHYT. OleHMBaeTCs KOJIMYECTBO CAENaHHBIX wmaros. Korga
MIPOBOAMIINM TIEpBble KIMHHUYECKHE HCTbITaHus mpenapara ans jgedeHus MIIC pasHbix
THUIIOB, UCCIIEA0BATEIN MPOBOJUIN TAKOE TECTUPOBAHUE JI0 U MOCie Havana (pepMeHTHON

TCpalliu, CPAaBHUBAJIW PC3YJbTATHI TPYIIbLI MAIIUCHTOB, IMOJYYaBHIUX Mpcrapar, C
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pe3yabTaTaMu TeX, KTO mnoiydan miane6o. MMeHHO TecT nokazan, 4ro (epMeHTHas
3aMEeCTHUTENbHAs TEpalusl yJIydllaeT BbIHOCIMBOCTh MAIlMEHTOB M MX JBUIATEJIbHYIO
AKTUBHOCTb.

UToOBl OLEHUTH CTENEHb OrPAaHWYECHUS JbIXaHMs, Bpad MOXET IIPOBECTU JIETOYHBIE
(GyHKIMOHANBbHBIE TecThbl. Jlerounele (GYHKIMOHAIBHBIE TECTBI OIPENENAIOT, KaKOM
MaKCUMaJbHbIE 00BEM BO3AyXa MOXET BJOXHYThb MAalMEHT, HACKOJIBKO OBICTPO
MPOUCXOIUT Ta3000MEeH. DTU TECTHl MOTYT BBISIBUTH 3a00JI€BAHUS JIETKHUX, OMPEICIUTh
CTETIEHb HX TMOPAXEHUS M OIECHUTh dS((EKTUBHOCTH JieueHUs. TecThl OOBIYHO
BBINOJIHAIOTCS C UCIIOJIb30BaHUEM CIIEeL[MalIbHOI0 000py1oBaHus. Bo BpeMs uccienoBanus
HY>KHO 10 KOMaH/Ie B/IbIXaTb, 3a/Iep’KUBATh BO3/yX, BbIbIXaTh. MccnenoBanue GpyHKIUM
JIETKUX HE MPEJCTABIIAET OMIACHOCTH JUISl 37J0POBbSL.

Jlnist TUarHOCTHKHU 3a00JIeBaHUsl JIETKUX M OPOHXOB HEOOXOAMMO MPOBECTH (HYHKIIHIO
BHemHero abixaHus (PBJI). [Ipu momomm DB/l onpeaensroT, Kakoil MaKCHMaTbHBINA
00bEM BO3/1yXa MOXET BJOXHYTh MAllUEHT, HACKOJIBKO OBICTPO MPOUCXOAMUT Ia3000MEH.
OTU TeCcTbl MOTYT BBIIBUTH 3a00JI€BaHUS JIETKUX, ONPEAEIUTh CTENIEHb UX OPAXKEHUS U
OLEHUTHh Y(PPEKTHUBHOCTH JIeUeHHUs. TecThl OOBIYHO BBITIOJIHSIOTCS C HCIIOJIb30BaHUEM
CrHelnHalIbHOro 000pyA0BaHus - ciupoMeTpa. Bo Bpemst ucciiejoBaHust Hy’KHO 110 KOMaH/Ie
BIbIXaTh, 3aJIep)KUBATh BO3AYX, BbIAbIXaThb. lMcciemnoBaHue (YHKUIUU JIETKUX HE
IIPECTABIISAET ONACHOCTH AJIS 310POBBSI.

BoicnymmuBanue (ayckyibTanusi) cepiua JO0KHO ObITh 00A3aTENbHBIM U PEryJISIPHBIM
HCCIIEIOBAaHUEM JUIs MTAIMEHTOB ¢ MyKOIloHcaxapuao3amMu. BakHbIM METO1I0M U3yUYeHUS
cepAla sBISETCS YIbTPa3ByKoBoH — sxokapauorpagus (I9xo-KI'), ona Oe3omacHa,
6e30051e3HeHHa U BbICOKOMH(popMaTiBHA. COBpeMEHHbIE IPUOOPHI O3BOJISIOT MOJIYyYUTh
OJIHO-, IByX- U TPEXMEpPHOE M300pakeHHEe Cepjlla, ONPEEIUTh CKOPOCTh KPOBOTOKA U
JIaBJICHUE B Pa3JIMYHbIX OTHENaxX, ONpEeAEIUTh HalpaBieHHe U TypOyJEHTHBIH XapakTep
KpoBOoTOKa. 9x0-KI" peKOMEHyIOT MPOBOAUTH IO MOKa3aHUAM, HO He pexe | pasa B roa.
OTO uccinenoBaHUEe  HEOOXOIMMO, YTOOBI OOHAPYXKHUTH JIOObIE MPOOJIEMBI C CepILeM
(yBenuueHue pa3MepoB, HHIEKC MAcChl JIEBOTO JKETy10UKa, HapyIIEHNEe COKPAaTUTEIbHOMN
¢bynkuuu (ppakius BeIOpoca), a TakKe JUACTOIMYECKON (YHKIUHU, OLEHKA CEepAeUHBIX
KJIAIIaHOB, IBUKEHHE MEXOKEITYI0YKOBOM NIEPErOPOIKH)

ITpu Heob6xonuMocTH, BO3MOKHO mpoBeaeHue MPT ¢ KoHTpacTHpoBaHUEM cepala: JUis
0oJsiee IeTalbHOTO MCCIEAOBAHUS CTPYKTYPbl M (PYHKIMH KEITYyA0YKOB, MATUCTPATbHBIX

COCYZIOB M KOPOHAPHBIX apTEPHIL.
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Kpome Toro, nnst BbIsIBI€HHs] HapyLIEHUS PUTMa U MPOBOAMMOCTH Cepiia HE0OX0AUMO
MPOBOJUTh XoATepoBckoe MoHuUTopupoBanue OKI, He pexe 1 paza B roa. A s
BBISIBIICHUS apTepHalibHON Tunepronnu [IpoBenenne cyrouHoro MonutopupoBanust A/l
Heo6xonumo peryssipHo (Ba paza B roj) MPOBOIUTH MPOBEPKY CIyXa, IS TOTO YTOOBI
Cpa3y ke HayaTh JeUeHUe, eClid MoTpedyeTcs, 1 MaKCUMAJIbHO COXPAaHUTh BO3ZMOKHOCTh
YUHUTbCS U OOIIATHCS.

MarnuTHas pe3oHaHCHasi ToMorpadus

MPT 1mo3BOHOYHUKA JJOJHKHA IPOBOJIUTCS €KETOTHO, C 0COOCHHBIM (DOKYCOM Ha 00JIaCTIX,
B KOTOPBIX MOXET pa3BUBATbCSl KOMIIPECCHS CIHUHHOTO MO3ra: HICHHBIN, TpyIHOM,
TPYAONOSICHUYHBINA OTAenbl. llamueHtsl ¢ Mykomonucaxapuao3oM | Tuma JOMKHBI
HAOIIOAAThCS Yy Bpada-TPaBMATOJIOTra-OpTOIEeAa, YTOObI OH KOHTPOJHPOBAJ COCTOSHUE
IIEMHOro OT/e’a I03BOHOYHMKA. BakHO oOIeHMBaTh pe3ynbTaThl MCCIEIOBAaHUN B
JTUHAMHKE, I03TOMY BCE CHUMKH CJIEYeT XpPaHUTh U IPEJOCTABISATH BpayaM MpU KaxaoM
cienyroleM uccneaoBanuu. KoMmnpoTepHyro ToMorpaduo mo3BOHOYHUKA MPOBOIAT, KaK
MIPaBUJIO, TIEPe]T TUIAHUPYEMBIM OTIEPATHBHBIM JICUCHHEM.

Pentrenorpadus

PenTren mewWHOro M rpyao-MOSCHUYHOTO OT/ENIOB MO3BOHOYHHMKA B JIBYX IMPOCKIHAX
CclielyeT MPOBOJAUTH Kaxable 1-3 roga. OTo uccieqoBaHie MPOBECTH TEXHUYECKH IMPOIIIE,
gyem MPT, kpome Toro peHtreHorpadus naet Oojbiie HHPOPMAIUUM O CTPOSCHUU
MTO3BOHKOB.

Crnrcok peKoOMeHyeMbIX 00cie10BaHui puBe/ieH B Tabuie 1.

Cumnmomamuueckoe ieueHue

OcHOBHasi 1€ CHUMITOMATHYECKOTO JIEYEHHS — CKOPPEKTUPOBATh BBI3BAHHBIE
3a00JIeBaHUEM U3MEHEHUSI.

Ckenem u onopno-0eu2amenbHas CUCmema KOCMHO- CYCMAasHas cCucmema

Baxxno HaiiT OanmaHc MEXIy BO3MOXHOCTHIO KUTh MaKCHUMAalbHO TMOJHOM KU3HBIO U
MUHUMM3ALMEH OCIOKHEHHMH, CBSI3aHHBIX C OCOOEHHOCTSIMH CTPOEHHUS CKelleTa
nanueHToB. C OJHOW CTOPOHBI, HE CIEAYET Ype3MEPHO OTPaHUYMBAThH U ONEKaTh JAETEH,
neueOHass QU3KYJIbTypa HEOOXOAWMa, HO HEKOTOpbIe BUABI (PU3MUECKOW aKTHBHOCTH,
Takhe, KaK KyBBIDKaHUE, CTOWKA Ha TOJOBE M HBIPSHUE IODKHBI OBITH TMOJHOCTHIO
MCKJTIOUEHBI M3-3a HECTAaOMIILHOCTH IIeHHOT0 OT/AeNa. Pa3periatorcs nerkue moackoku, HO
MAIMEeHT He JOJDKEH CaMOCTOSITENIFHO MPBITaTh Ha 00€ HOTH, IOTOMY YTO CHCTEMa OTIOPHI
¥ KOOpIWHAIIMW JIBIKCHWH y Hero cinabo pa3BuTa. PomuTensM IIKOJIBHUKOB HY)KHO

00513aTEeNIbHO COOOLIUTD YUYUTEIIO (PU3KYJIBTYPBl 00 OCOOCHHOCTAX YUEHUKA.
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[Tarments! ¢ cuaapomom ['yprep-llleiie nqomKHBI BeCTH TOABMXKHBIA 00pa3 KU3HU IS
nojjiepanus (GyHKIIMOHUPOBAHHUS CYCTABOB M YJIYUIICHHS OOIIETO COCTOSHUS 3I0POBbSI.
Bpau-niequarp wim Bpad-Gpu3nOTEpanieBT MOXKET TTOCOBETOBATh PA3JIMYHbIe KOMOWHAIIUU
€KECTHEBHBIX YIIPAKHECHUI.

HNuTencuBHas Tepanus AJis yJIy4dlIeHUs! TOJBUKHOCTH CYCTABOB M O3BOHOYHHUKA, a TAK)KE
JUTSl YKPETJICHUsI CIUHHOM U OPIOIIHOW MYCKYJIATyphl peKOMEH0BaHA BCEM ITAallHCHTAM.
UtoObl YMEHBIIUTH TOCIEACTBUS THUIEPIIOP03a, HEOOXOIUMO YKPEIUISATh TPYAHYIO
MYCKYJaTypy, Py 3TOM IPOBOJUTH TEPANUIO, HAIPABJICHHYIO HA Pa3BUTHE MOSICHUYHO-
KpEeCTILIOBOIO OT/eNa. BaHO clieuTh, 4TOOBI MAIIUEHT HE TIEPEHANPATAJICS U HE yCTaBall
Ype3MepHO, OITOMY PEKOMEHAYETCS TIIATEIbHO U3YyUUTh €r0o (PU3MUYECKOEe COCTOSIHUE U
BBIPA0OTATh WHANBHUIYAIbHBIC PEKOMEH /TAIIHH.

Pexomenayercs 3aHsTHSI, coueTass aKTUBHBIE W TACCUBHBIC ynpaxxHeHus. Komriekc
3aHATUH JTOJDKEH BKIIOYATh:

- yOpa)KHEHUS Ha BBIPAOOTKY OCaHKH M YyBCTBA PAaBHOBECHS;

- YIIpa)XHEHUS HA PACTSKCHHE;

- BOJIHBIE TIPOLIEYPHI M 3aHSTHS CIIOPTOM B BOJE, OCOOCHHO JUIsl TIOKUJIBIX MAIMEHTOB.
Paccrmabnsrommii Maccak M TOABOIHBIA Maccak OKa3bIBaIOT BEChMa OJarompHusITHOE
TIENCTBUE.

OtnenpHOrO BHUMaHUS TPeOYIOT AepopMHUpPOBaHHBIE CTYITHU U KUCTH.

UtoOBI moepKuBaTh MOJBMXHOCTD CTYITHEH, HEOOXOJAMMO BBIMOIHATH CIHEIUATbHBIE
yIOpaXHEHUs, JIy4llle BCETrO JOMa WJIM BO BpeMs wurp. [is CHATHUS dYpe3MepHOro
MBIIIEYHOTO HaMpsHKEHUST HEOOXOAMMa opToleaudeckas 00yBb, CTENbKH U BKJIAJIBIIIH,
KOTOpBIE€ BBHIMOTHSIOT MOICPKUBAIOIIYI0 (DYHKIHIO, B HEKOTOPBIX CIydasX — OPTE3bI.
BannoukH, Maccak HOT TaKKe HEOOXOIMMEL.

BakHO BBITIONIHATE YNpaXHEHUsT Ha PACTSHKKY MBIIII 33JHEH MOBEPXHOCTU Oeapa U
TOJICHH.

Jns  ynydiieHuss MEJIKOM MOTOPUKHA KHCTEH pyK pEeKOMEHJOBaHa WHTEHCUBHAA
TUMHACTHKA TSI TIAJIBIEB U JIAJ0MIEK, €€ POJUTEIN U CaMH MAIMeHThl MOTYT ITPOBOIUTH
JoMa.

[locne WHTEHCHUBHBIX 3aHATUN SJEKTPOTEpalus, PYYHOW MaccaX, BOAHBIM Maccax,
Tepamnws JIeueOHOHN TPS3bI0, 3aHATUS HAa BOJHBIX TPEHAXKEPAX CHUMAIOT OOIb U MPUHOCAT

oOJieryeHue.
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IIpu npoBeneHNM BceX aKTUBHBIX BUJOB TEpaIMM CleAyeT oOpamarb 0co00e BHUMaHHUE
Ha PUTM [bIXaHUSA U JaBaTh JOCTaTOYHOE KOJIMYECTBO IEPEPBIBOB IS OTIbIXa U
BOCCTAHOBJICHUS JIbIXaHUSI.

Xupypeuueckoe nevenue

CylecTBYIOT pa3lUyHble MHEHHUS O HEOOXOJUMOCTH XHUPYPru4eCKOro BMEIATENIbCTBA.
Ho onepaTnBHOE BMEIIATEIBbCTBO — BCEI /1A PUCK, U MPUOEraTh K HEMY CJIEAYeT TOJIbKO B
ciiydyae ocTpoil HeoOxomumocTtH. bompmas cnoxxocts npu MIIC — npoBenenue
aHecte3uu. HecTaOWIBHOCTP IIEWHOTO OTJAENAa MO3BOHOYHHUKA, TPYIHOCTH IIPH
OTKpBIBAaHUU PTa, OOJIBLION A3bIK M MUHJAINHBI y nauueHToB ¢ MIIC yBennuuBaeT puck
TPaBMaTUYECKOIO IOBPEXKJIEHUS IpPU BEICHUU AHECTE3MH, TaK KaK MHOTHE
AHECTE3MOJIOTHYECKUE MOCOOUsT CBS3aHBI ¢ MAaKCHMAJIBHBIM pasruOaHueM meu. B stom
Clly4ae Hy»HO IPUHATH ClIelHaIbHble MEPBl MPEJOCTOPOKHOCTH. HTYOMpOBaTh ntoieit
¢ MIIC nosmkeH OnbITHBINM Bpayd, UMEIOIINN ONIpeAeIeHHbIe HaBbIKU. Eciin nanueHT nomnain
B KPUTHYECKOM COCTOSIHUM B OOJIBHUILY, HEOOXOJIUMO COOOIIUTH aHECTE3UOJIOTY, YTO
BO3MOYKHBI POOJIEMBI C 1Ieei U nHTyOanuei. J{prxaTenpHbIe My TH, KaK MIPaBUJIO, Cy>KEHHI,
[I03TOMY MOXKET NOTpeOOBaThCs IHAOTpaxealibHas TpyOka MeHbllero auamerpa. Cama
YCTaHOBKa TakoW TPyOKW - OYCHb TPYAHBIM TPOIECC, BO3MOXKHO, IOTpedyercs
UCIOJIb30BaHUE THOKOI0 OPOHXOCKOTIA.

HectabunpHOCTh 1IEHHOrO OT/AeNa MO3BOHOYHUKA KOPPEKTHUPYETCSs C IOMOUIbIO
omepanuu  (meiHbl  cnoHamwione3). C  MOMOMIBIO KOCTHBIX (parMeHTOB  WIIU
UCKYCCTBEHHBIX MaTepuaioB (GOpMUpPYETCS Omopa, OObEeIMHAONIAs JBa BEPXHUX
II03BOHKA ¥ OCHOBaHUE YepeIa.

Opeanvl cnyxa

HelipoceHcopHass M KOHAYKTHBHAs TYrOyXoCTb B OOJIBIIMHCTBE CIIy4aeB MOTYT
KOMITCHCHUPOBATHCSI TOJ00POM CIYXOBBIX ammapatoB (Ammapar CIyXOBOW KOCTHOM
IIPOBOJIUMOCTH C KOCTHOM (puKcalel UMIUTaHTUPYEeMBIH*** Anmapat ciryXoBo#i KOCTHOM
MIPOBOJIMMOCTH C KpeIUIeHHeM Ha rosioBe***  CucremMa UMIUIAHTALUU CPEIHEro yxa
MOJIHOCThIO UMIUIAHTUpYyeMas***,  AnmapaT ciyxoBOil KOCTHOM HpPOBOAMMOCTH C
UMIUIAaHTUPYEMbIM BUOpaTopoM™***). TIpn 4acThIX OTHTAaxX MPOBOAUTCS HIYHTUPOBAHUE
6apaOaHHBIX MTOJIOCTEH I OTTOKA KUAKOCTH.

Cepoeuno-cocyoucmas cucmema

W3-3a pa3BuTHsl KiIamaHHBIX JUCHYHKIMN HEpEeAKO PpPEKOMEHJO0BaHA KOHCYJbTAIUs

KapAHOXUpypra Ui pelieHHsl BOmpoca O HEOOXOJMMOCTH MpPOTE3UPOBAaHUS KIIallaHOB
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cepana. M3-3a dyacTo pa3BUBAIOIIMXCS HapyILIEHUH pUTMa CTaBUTCS BOIPOC 00
MMIUIAaHTALlUU KapauoBepTepa-aegpuopuiuiaropa.

Unghexyuu

BaxxHo, 4TOOBI OCYIIECTBISIICS XOPOIIUH yX0/ 3a 3y0amu, Tak Kak pa3pylICHHBIE 3yObl
IPUYMHSIOT CUWIBHBIM JucKoM(OpT M sABISIOTCA ouvaramMu uH@ekuuu. Heobxomnmo
PEryJIsipHO YMCTUTh 3yObl, UCIIOJIb30BaTh PAacTBOPHI AJs nosiockanus. Ho naxe npu camoit
TIIATENILHOW 3a0oTe O 3y0ax, MOTYT pa3BUBATbCA BOCIAJIUTEIbHBIE IPOLIECCHI.
PaznpaxutenbHOCTh, TIA4 U OECHOKOHCTBO HMHOTJa MOTYT OBITh €IMHCTBEHHBIMH
cuMIToMaMu npobuseM c 3yoamu. Ilepen oneparuBHBIM JiedeHHEM 3y0OB NallMEHTaM, Y
KOTOPBIX Y€ JHMarHOCTMPOBAHO IOPaXXEHHE KJAaHOB CepAalla, HeoOXoauM
NpodMIAKTUIECKUN TIPUEM aHTHOMOTHUKOB JI0 U TIOCHIE JICYCHHS. JTO BBI3BAHO TEM, YTO
HEKOTOpble OaKTepUH M3 POTOBOM MOJOCTH MOTYT NMPOHUKHYTH B KPOBOTOK M BBHI3BATh
MH(EKIMOHHBIN Mpolecc Ha MOpaKeHHOM KianaHe. Eciau HeoOxoaumo yaaneHue 3yda
[I0JT aHECTE3HeH, 3TO JOJDKHO ObITh CAETaHO B OOJbHUIE, & HE B CTOMATOJOTHYECKOM
MIOJINKJIMHUKE, 110l HAOJII0JJIEHUEM OIIBITHOTO aHECTE3H0JI0ra U 3yOHOIro Bpaya.

Jleuenue OananbHoro OPBU y maumenroB ¢ MIIC nyume Takke HpOBOAWUTH IOJ
IPUCTAIBHBIM BHMMaHHEM Bpada. CieqyeT NMOMHUTh 00 OCOOCHHOCTSX MPHUMEHEHUS
CTaHJApTHBIX MIPENapaToB Y 3TOM IPyIIbl ManueHToB. Hampumep, Takue JiekapcTBa, Kak
AHTUTMCTaMUHHBIE NIPENapaThl CUCTEMHOIO JIEUCTBUS, MOTYT CYLIMTh CIM3UCTYIO, eiast
ee TOoJIE, MPOTHUBOOTEUHBbIE WIIM COCYJOCYKHBAIOIIUE CpPEACTBA MOIYT IOBBICUTH
KpPOBSIHOE JJaBJIEHUE U CY3UTh KPOBEHOCHBIE COCY/Ibl, UTO HexxenarenbHo npu MIIC.
N3-3a ocobeHHOCTEHl CTpOEHUS NO3BOHOYHMKA M TPYIAHOH KJIETKM, HAalMEeHTaM C
MyKoIoaucaxapua03oM | Tuna cioxxHee cripaBUThCs ¢ MHPEKIMEH, €CIM OHa 3aTparuBaeT
JIETKWe, IO3TOMY BpauM Jake NpU HE3HAYUTEeNbHOM HMH(QEKIMM MOTyT Ha3HadaTh
aHTHOHMOTHKH.

UroObl HOpPMalM30BaTh IUPKYJIALMIO BO3AyXa B JIETKMX, PEKOMEHIyeTcs |
npoUIAKTUYECKH, U BO BpeMs 00JI€3HU TPOBOIUTH UTPHI C MBIIILHBIMH ITY3bIPSIMHU, BaTOH,
COJIOMMHKaMH JJIi HANHUTKOB, OyMa)KHbIMHM IaKeTaMU U JAPYTUMH MpeIMeTamMu
(BO3AYHIHBIMU IIApaMH, MsSYaMH), TPEOYIOUIMMH aKTHUBHOW pabOTHI JbIXaTEeIbHOMN
cucremsl. [l nereil mocrapiie, A MOAPOCTKOB MOKHO pa3paboTaTh yHpaxKHEHUs IS
pacTsHKeHHUsS MBI TPyJHOW KIJIETKH, 4YTOOBI POJUTENM MOTJIM CaMOCTOSATENbHO
3aHUMATBHCSA C IETbMHU.

[TaccuBHBIE ynpaskHEHUS Ui TPYAHON KJIETKU MPUMEHSIOTCS I MAllUeHTOB C OCTPhIMU

HH(beKHHHMH AbIXaTCIIbHBIX HYTeﬁ Win Jjd MaliueHTOB, KOTOPBIC HCE MOIYT
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CaMOCTOSATENILHO JIBUTAThCA. YIPAXHEHUS MTOMOTaoT 0oiiee 3 (HEKTUBHOMY OTIEICHHUIO
ciu3u. K HUM OTHOCSITCS HOTATUBAHUS, PACTSXKEHUS, TOTPAXUBAHUS, MAaCCaK M BUOpaLIUU.
Jluemomepanus

CneuuanbHas AMeTa HE CMOXET NpenoTBpaTuTh HakormieHue ['AlT, Tak Kak OHHU
CUHTE3UPYIOTCS B KJIETKaX, a He MOCTymnaroT ¢ nuieid. [loaToMy orpanudeHnus B quete
nanuenTam ¢ MIIC He HY>KHBI, I€TU TOJDKHBI TUTAThCS B COOTBETCTBUU C BO3PACTHBIMU
nOTPeOHOCTSAMHU.

Ilamozenemuueckas mepanus

Jst MIIC tun 1 pa3pabGotana crenuanbHas (GepMEHTHAs 3aMECTUTEIbHAs Teparius,
npemnapar — Japonuaaza™**. [lanuenty exxeHenenbHO BHYTPUBEHHO BBOIST HEJOCTAIOIINI
¢depment B cranmaptHoii no3upoBke (100EJl/kr). B camoii mpouenype BHYTPHBEHHOTO
BBelleHUST (pepMeHTa HET HUYErO CIIOKHOTO, W TPH OINPEACICHHOM HAaBBIKE HH(Y3HUIO
MOXHO IPOBOJMTH B JIFOOOH OOJILHHUIIE.

D¢ddexT oT Tepanuu BO MHOTOM 3aBUCHUT OT TOTO, KOr/ia ObUIO HavaTo JeueHue. Bmecte ¢
BpauoM HEOOXOJMMO Tepe]l HadyauoM (epMEHTHOHN 3aMEeCTHUTEIBHON Tepanuu 00CyIUTh
BCE BO3MOXXHBIC PUCKH, TOOOYHBIC 3PPEKTHI U TIIABHOE — OKHJIAHUS OT JICUeHHs. BaxxHO
MMOHUMATh, YTO BBeJIeHHE (hepMEHTA HE TIO3BOJIMT BBUICUUTH 3a00JIEBAHKE, 1I€)Ib TEPATHH
— 3aMeINuTh nporpeccuto 6oneznu. Te aedopmanmu, KOTOpsie yke cHOPMHUPOBAIHCH,
Tepamnus He UCIIPABUT, HH(PY3UOHHAS TEepanus He 3aMEHUT HEOOXOAMMbIE XUPYPrHUECKHE
BMeEIIaTEIbCTBA.

Tabmuma 1 - [1nan o6cnenosanus marmeaTos ¢ MIIC 1

Uccnenosanus

[TepBonavanbHast
OLIEHKa

Kaxnrie
3 mec

Kaxnrie
6 Mmec

Kaxneie 12 mec

OnuH pa3
B 2 roja

[TpueMm Bpaua-reHeTHKA

X

IToaTBEp)KACHUE THAarHO3a

Aunamues 0one3Hn

Knunnueckuit ocMoTp Bpava-
neauaTpa

Pocr, Bec, Okpy>XHOCTb
TOJIOBBI

BrerHocnuBocTh (6-TH
MUHYTHBIH TECT X0J1b0bI)

OcMOTp Bpavya-HEBpOJIOTa

OcmoTtp Bpava-
XUpYpra/Bpada JeTCKOTO
Xupypra

T -l e Il e e e fes

Kommnbroteprast Tomorpadus
nia MPT ronoBHOro Mo3ra

<

Koruutusnoe TCCTUPOBAHUC

(DQ/1Q)

=

DnekTpodHIiedasorpaMma
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CKOpOCTh HEpBHOM
npoBoaumMoctu/ DMIT

OcMmoTp Bpaya-
OTOPUHOJIAPHHTOJIOTA

OcmoTtp Bpava-cypaoiora-
OTOPUHOJIAPHHTOJIOTA

Ayauometpus

OcMoTp Bpada-
odTaapMoJIOTa

OcTtpoTa 3penus

OCMOTp TJIa3HOro JHa

HccnenoBanue poroBuiibl

OcMoTp Bpada-
MyJIbMOHOJIOTa

T R e B ol e Il s

XXX R X

OB/l (uccrenoBanue
HECTPOBOIIMPOBAHHBIX
ITOTOKOB ¥ 00HEMOB)

>~
>~

HccnenoBanue
cHa/monmcoMHorpadus

=
=

OcMoTp Bpaya-
Kap1oJora/Bpaya-1eTcKoro
Kapauosora

DJIEKTpOKapAHOrpaMMa

Oxokapauorpadus

)RR X

OcMoTp Bpaya-
TpaBMaTOJI0ra-opToneaa

Pentrenorpadus ckenera

Y3U opraHoB OpromrHOH
MOJIOCTH; 00BEM CEJIe3CHKH,
IICYCHHU

T B o o I

OcMoTp Bpaya-
(busnoTepanenTa

>~
>~

[Tpuem Bpada no neuebHOI
bU3KyIBTYpE

>~
>~

OcMOTp Bpaga-cTOMATOJIOTA X X

JlaboparopHbie
UCCIIE0BAHUS

Omnpenenenne Al X X

buoxumuueckuii ananus
KpOBHU
(amannHamMHHOTpaHC(Epa3a
(AJIT),
acmapraTaMHHOTpaHC(epasa
(ACT), oOmuii 1 mpsMoi
OmMpyOUH, XOJIECTEPHH,
TPUTITUIICPHIBI)

Tpancnaanmayusi KOCMHO20 MO32a/2eMONOIMUYECKUX CIMBOTI08bIX KIIeMOK

PexomMeHI0BaHO TpOBECHUE TPAHCIUIAHTAIMM TEMOMOATHUYECKUX CTBOJIOBBIX KIIETOK
(TT'CK) nmamumentam ¢ cuHApoMoM [ypiep 0 JOCTHKEHHUsS Bo3pacTa ABYX JIET IpH
HOPMAJIBHBIX MJIM CyOHOPMAaTbHBIX NOKa3aTelnsix pa3Butus nuntemiekra (DQ>70). Onaum

nu3 HanOoee 3HAYUMBIX 3(b(I)CKTOB TpaHCIUIAaHTalluA ABIIACTCA COXpaHCHUEC
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MHTEJUIEKTYaJIbHOTO Pa3BUTHS IE€TEH, UMEIOIINX TSDKEIIbIA TEHOTHUII, ACCOLMMPOBAHHBIN C
CEphE3HBIMU YMCTBEHHBIMH pPacCTpOiicTBaMU. VY 3TUX NAlMEHTOB OBUIM OTMEYEHBI
CYLIECTBEHHbIE M3MEHEHHMSI 4epT Juua (yMEHbIIEHUS IpPOSIBICHUN ‘‘raprouausma’),
yIydIIeHuEe WU CTa0MIM3alUs CEepACYHO-COCYIUCTON cucTtembl. OIHAKO HM3MEHEHUS
CKEJIeTa COXPAHWINCH, B HEKOTOPBIX CIIy4asX OTMEYAJIOCh JaKe yXyAIIECHUE CUTyalluu. Y
MHOIMX HallMEHTOB HAOIIOAANIOCh YIYYIIEHUE 3JIEKTPOPETHUHOTpaMMbl ((yHKIIHS
ceTyaTku) uepe3 1-2 roja mocie mnepecajkd KOCTHOTO MO3ra, OJHAKO IOCIENYIOLIUE
HAOIOACHUS TIOKa3alik, YTO C T€YEHHUEM BPEMEHH NPOHMCXOUT yxynauienue. He Obuio
IIOJIyY€HO OJHO3HAYHBIX JAHHBIX O BJIMAHUU IIEPECAJKM KOCTHOIO MO3ra Ha CTEIEHb
IIOMYTHEHHS POTOBULLBI.

Henb3s He oTMeTuTh, UTO caMa MpoLeaypa IPOBEAECHMS] TPAHCIUIAHTALUHU JIOBOJIBHO
pUCKOBaHHA JJis [allMEHTa, B CBS3M C YacTbIMU OCJIO)KHEHUSMH, BbI3BAaHHBIMU
«OTTOP>KEHUEM» TPAHCIUIAHTAHTa OPraHU3MOM IallMEHTA.

Ilonosas 3penocmuv u 6pax

[Togpoctkn ¢ cunapomom ['ypnep-Lleite u Illelie mpoxomar HOpMaibHBIE CTaauU
MOJIOBOTO CO3PEBAHMSA, OJHAKO HAYMHACTCA OHO HECKOJBKO MO3Ke. 3aboieBaHue He
BIMSIET Ha (EPTHIBHOCTh, HO JKCHIIMHAM C TOKEIOW (Gopmoil 3abosieBaHHs HHOTIA
CJIO’KHO BBIHOCUTH pEOEHKa B CBS3M C TSDKEJIBIMU HApyLICHUSMU CO CTOPOHBI cepiua u
ckenera. B mupe u B Poccnn ecth ceMbH, MaTepu KOTOPBIX POJNIIN HECKOJIBKO 3J0OPOBBIX
nereil. [loaTomy Bce BOIpOCHl, CBA3aHHbIE C OEPEMEHHOCTHIO U POJaMH HYXKHO pellaTh
UHUBUAYAJIBHO.

Bce neru ot pomurenen ¢ cunapomom I'ypiep-llleiie u llleiie ABIAIOTCA HOCUTEIAMHU
3a0oJeBaHus, HO He 0OJIEIOT, €CIIU BTOPOI POJIUTENH 3A0POB U HE SBISETCS HOCUTEIEM
rera MIIC I.

Omovix

[Tamentam ¢ MArkoi  Qopmoil  3abosieBaHMsT HEOOXOJMMO HAYUYHUTHCS  OBITH
HE3aBUCHUMBIMH OT cBoux ceMmeil. He namaiite peGeHKyY, MOIPOCTKY 3aMKHYThCS B ceOe.
EMmy Hy>XHBI 1py3bs, 00IIEHNE U HABBIKK CAMOCTOSTEIbHON KU3HU.

[Tockonpky nmetu ¢ MATkoW ¢GOpMON CHHAPOMA HMEIOT HOPMAIbHBIA HWHTEIUIEKT,

HCO6XOI(I/IMO IPUIIOKUTH BCC YCUIIUA, YTOOBI OHH MOJIYYHJIA XOpOo1Iee o6pa30BaHHe.
B KaXXI0M U3 PCTUOHOB OIPCACIICHBI JIedeOHEbIC YUPCIKACHUA, B KOTOPBIX MAWCHTHI

IMOJIYy4arOT XU IaTOrCHETUYCCKOC JICUCHUEC U ITPOXOIAT BCC HeO6XO)II/IMI)Ie HUCCIICOOBaHUA.

Y3uame 60101002
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B mupe ectb MHOTO Oopranuzanuii, KOTOpble MOTYT IIOMOYb BaM HaMTHU OTBETHI Ha JTIOObIE
BOIIPOCHI, CBA3aHHBIX C MYKOIOJIHCAXapH103aMu:
MesxayHapoaHasi OpraHu3alys o MyKOIoJIMcaxapua03aM: Www. mpssociety.org

MesxIyHapOoIHbIH OPTAJ 1O PeAKUM OoJie3HsIM WWW.orpha.net

EBpOHeﬁCKaﬂ OpraHu3alus:, 00B CAWHAOIaAd IMalUuCHTOB C pasHbIMH PCIAKHMU

3a0oneBannsmu EURORDIS www.eurordis.org

[TomHHTE, YTO AKTUBHAS MO3UIIMS CAMUX MAIMEHTOB — 3AJIOT YCIEIIHON M CUACTIMBON
KU3HU!

Obwecmeennvle opeanusayuu u ponowvt Poccuu

MIIC I Tuna BXOIUT B niepeueHb Op(aHHbBIX 3a00IEBaHUIA, IEYCHUE KOTOPHIX POBOIUTCS
3a cu€r cpenctBs rocyaapctBa. [loMouys mamueHTaM TOMYYUThH JICUCHUE, TOBBICUTH
MH()OPMHUPOBAHHOCTH OOIIECTBA O PEAKUX OO0JIC3HSX, & TAKIKE JOOUBATHCS MPOIBHKCHUS
3aKOHOJIATEIIbHBIX NHUIIMATUB B 00J1aCTH Op(paHHbBIX 3a00JIC€BaHUN MOTYT OOIIECTBEHHBIC
opranuzani. B ceTH HHTEpPHET Bbl CMOXKETC HaWTH HH(DOPMAIMIO O HECKOJIbKUX

O6HI€CTB€HHI)IX OopraHru3anusax, KOTOPbIC IOMOralOT CEMbAM C MYKOITIOJIMCAXapuJa03aMu.
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Hpuaoxkenue I'1-I'N. llIkajabl oneHKH, BOMPOCHUKHU U IPyrUe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUSA MAIUEHTA, IPUBECHHbIC B KIIMHUYECKUX

peKoMeHIanusIX

IIpunoxenue I'l lkasia cy0beKTMBHOM OLIEHKH NEPEHOCUMOCTH (PU3NYECKOI

Harpy3ku (mkaJjia bopra) (Borg scale)

HUcrounnk: [42,43,44.].

Tun: mkana oneHKu

Ha3nayeHue: cyObeKTHBHOMN OIIEHKA NMEPEHOCUMOCTH (PU3UUECKON HArPy3KH

OueHoYHBIH HHCTPYMEHT: IIIKaia

Conep:xxaHue M KJI0OY:

[TarueHT moy9aeT HHCTPYKIUHU 10 OIICHKE OJIBIIIKY BO BpeMs (hru3udeckoil Harpy3ku: ot ()
0aJJIoB - CIIOKOWHOE JIBIXaHUE, HET OLIYIIEHUS OJBIIIKU U Aanee — 10 10 6anioB, Koraa oJblimKa

MaKCHMaAJIbHA. OI_ICHI/ITC CBOM OLIYHICHUSA B HaCTOSIIUI MOMEHT.

Banabt OuryuieHust OABIIKH
0 OtcyrcTByeT
0,3
0,5 N
paKkTUYeCKH HET (e/1Ba 3aMeTHas)
0,7
1
Ouensb cnabas
1,5
2,5 Jlerkas oapIlIKa
3 JIOBOJIBHO TsKeNast OJIbIIIKa
4
5 Tspkenas ofpiika
6
7 CHITbHO BBIpOKEHHAS TsDKEJIas OJIbIITKa
8
9
10 .
OueHb BbIpKEHHAS TSDKEIAs OBINIKA (Ha TIpeIesie BO3MOKHOCTEH )
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