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Cnmcok coxkpameHui
AJIT — anannHaMUHOTpaHC(epa3a;
ACT — acnapraramuHOoTpaHcdepasa;
BHII — BapuaHT HYKJICOTHAHOWN MOCJIEI0BATEIbHOCTH;
I'Al' — rmmKo03aMHUHOTIINKAHBI;
KT — xommbioTepHas Tomorpadus;
MIIC — mykononucaxapuaos;
MPT — MarauTHO-pe30HaHCHast ToMorpadus;
CCC — cepaieyHO-COCYIUCTAasi CUCTEMA;
TI'CK — TpaHCIUTaHTalMsI T€MOIMOATUYECKUX CTBOJNOBBIX KieTok (HMY Tpaucrnanrtanus
KOCTHOTO MO3Ta);
V31U — ynbTpa3zByKOBOE UCCIIECIOBAHUE;
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OKI' — snexrpokapauorpadus (HMY Perucrparus snexTpokapauorpaMmbl);
OHMI" — snextponeiipoMmuorpadus;
9x0-KI' — sxokapauorpadus;

30I" — snextposHuedanorpadus.



TepMuHbI U onpeaeIeHUs

depMeHTHas 3aMeCTUTENIbHAs Tepamnus — JIYCHHE, 3aKII0Yalolieecss BO BBEICHUH
npenapara (peKOMOMHAHTHOrO (epMEeHTa) NalMeHTaM C HACJIEICTBEHHBIM HapyIICHUEM
MeTaboIn3Ma.

JInzocomHble OOJE3HM HAKOIUIGHHS — TPyIIa HACJIEACTBEHHBIX MOHOTE€HHBIX
3a00JIeBaHNM, CBSI3aHHBIX C HAPYIICHUEM (PYHKIIUHU JTU30COM.

Myxkononucaxapunosbl (MIIC) — rpynmna HacneacTBEHHBIX Oosie3Hel oOMeHa BEIIeCTB,
CBSI3aHHBIX C HapylmeHueMm Meradonm3Ma Timko3amMuHormkanoB (I'AlY), mpuBomsmiee K
HOPaXEHUIO OpraHoB M TKaHed. OOYCIIOBICHBI JaHHBIC 3a00JIEBaHMS MYTAlMSIMU T'€HOB,

KOHTPOJIMPYIOIIKX MPOLECC BHYTPUIM30COMHOTO THAPOIN3a MAKPOMOJIEKYIL.



1. KpaTrkas nagopmManus no 3a00JeBAHNI0 UM COCTOSHMIO (rpyInime

3200J1eBaHUI MJIH COCTOSIHUI)

1.1 OnpenejeHue 3a001eBaHUS HWJIH  COCTOSHHUS (rpynnbl 3a00J1eBaHUH WU

COCTOSIHMA)

Myxkononucaxapuno3 | tuma (MIIC I) — nHacneacTBeHHast JTM30COMHAas OOJE3Hb

HaKOIUICHHUs, 00ycioBiIeHHas aepuiuTom depmenTa anbda-L-uaypoHnuassl U MPOTEKaromas ¢
pa3IMYHBIMU KIMHUYECKHUMH TIPOSIBICHUSIMH: 3aJIEP’KKOM pOCTa, YMCTBEHHOW OTCTaJOCThIO,
MOopaKCHUEM HCpBHOﬁ CUCTCMBbI, CCPACYHO-JICTOYHBIMU HAPYIICHUAMU, FeHaTOCHHeHOMeFaJIHefI,
MHOXCCTBCHHBIMU JU30CTO3aMH1, IOMYTHCHHUEM POTrOBUIIbI. Bce BBIIICTICPCUYNCIICHHBIC TPU3HAKN

MPUBOJAT K MHBAIMIN3ALINY, & TIPU TSHKEJIOM TeYeHUH 00JIe3HH — K JieTaabHOMY ucxoay [1].

1.2 9THOJOrUS ¥ IAaTOreHe3 3a00J1eBaHus NN COCTOSSHUSA (rpynnbl 3a00JJeBaHNH NN

COCTOSIHMA)

[Mpuunnoit MIIC I Tuna siBisieTcst MyTalys B reHe, KOJUPYIOIIEM JIM30COMHBIN (pepMeHT

anbda-L-unyponnnasy. Tun HacnenoBanus: ayrocomHo-penieccuBHbIi. ['en IDUA, koaupyromuit
anbda-L-uxypoHnnasy J0KaaIu30BaH B XpOMOCOMHOM o0acTu 4p16.3.

W3-3a CHUKEHUS! aKTUBHOCTHU (pepMEHTa MPOUCXOANUT HAKOTICHUE Pa3IMYHbIX THUIIOB ['AT
U pa3BUBaeTCi comarhdeckas MaHuecTanus B BUAE  JIMIEBOIO  JUcMopdusma,
renaToCIUICHOMETAINM, TOPAKEHUS CEepAla, [bIXaTEeIbHOW CUCTEMBI, HU3MEHEHUHN CKEJeTa,
HEBPOJIOTUYECKON CHUMITOMATHKH, TE€MAaTOJIOTMYECKUX M OQTAIbMOJOTHUECKUX H3MEHEHHH.
Bapua6ensnocts MIIC onpenensieTcss TUTIOM HAaKalIMBaeMOI'o CyOCTpara MpH HEJAOCTaTOYHOU
nerpagatmn A} mpm MIIC [ Tuma mnpoMcXoguT HaKOIUIEHHE TenapaHcyiabdaTa u
nepmarancynbgata. depunur ansda-L-unypoHuaazsl MOKET MPUBECTH K PA3BUTHIO Pa3IMYHBIX
(GeHoTHIIOB 00ie3HH, OOYCIOBIMBAas OTIMYMS B TSDKECTH CHMITOMAaTHKHU. Bwlaensior Tpu
KInHnYeckux (penoruna [3,4,5]:

-cunapom ['ypaep (mykononucaxapuno3 I H — tsokenast popma),

-cunapom lleite (mykononucaxapuaos I S — nerkas ¢popma)

-curapom ['ypnep-llleiie (mykonommcaxapuao3 I H/S — npomexxyrounas ¢gopma)

1.3 DnuaemMuoJiorusi 3a00JeBaHUs WJIH COCTOSHHA (rpynnbl 3a00JeBaHUH WJIH

COCTOSIHMA)

MyKonoanaxapHnm I Tuma — 3To MaHATHUYECKOE 3a6OHCBaHI/I€, €ro 4acTtoTa COCTaBJIsACT

1:100 000 noBopoxneHubix. [IpubnuszurensHo 50%-80% MmanueHTOB UMEIOT TKETYI0 GopMy

3aboneBanus. MIIC I H/S cungpom ['ypnep-llleiie BcTpeuaercs ¢ MOMyJSIITAOHHOW YacCTOTOM



1:100 000 — 1:500 000 mHoBopoxkaeHHbIX; MIIC I S cunnpom Hleiie — 1:500 000 HOBOPOKIEHHBIX
[6,7]. OgHaKo, HYXHO YYHUTBHIBATh, YTO CYHIECTBYET OMNPEACIICHHAs MOTPEUIHOCTh B OIIEHKE
pacnpoCTpaHEHHOCTH pPa3IMYHBIX (PEHOTUIIOB 3a00JIEBaHUs, YTO MOXKET OBITH CBSA3aHO C Oojee

YaCTHIM BBISIBIICHHEM UMEHHO Tshkenbix popm MIIC L

1.4 Oco0eHHOCTH KOTUPOBAHNS 3200J1eBaAHUS MJIN COCTOSTHNS (IPYNILI 32001¢BaHN I

HJIM  COCTOSIHMII) mo MeKIVHAPOAHOM CTATHCTHYEeCKOH KJjaaccudukanuy 00Je3Hel H

npo0.ieM, CBA3aHHbBIX CO 3/I0POBLEM

Cormacno MKB-10, 3a0oneBanue oTHocuTcst K kiaccy [V, Oone3HAM SHIOKPHHHOM
CHCTEMBI, PAaCCTPONUCTBY NMUTAHUS U HAPYIIEHUIO OOMEHA BEIIECTB.

E76.0 — Mykononucaxapuao3 | tuna.

1.5 Kaaccudukanusa 3a001eBaHUs MJIH_COCTOSIHUA (TPynnbl 3200/ €BAHUH _WIN

COCTOSIHMA)

B COOTBETCTBUU ¢ 1ehUIUTOM/OTCYTCTBHEM  JIM30COMHBIX (dhepMeHTOB,

COOTBETCTBYHOIIUM I'CHHBIM ,Z[C(i)CKTaM 1 TSHKECTH KIIMHUYECKOM CHUMIITOMATHKH, BBIACIAIOT 11

tunoB MIIC (npunoxenue A3.2).

1.6 Kinynnuyeckass KAPTHHA 3200J1eBAHNA WM COCTOAHUA (IPynnbl 3200JJeBaHUN WJIN

COCTOAHUH

B mnacrosmee Bpemss MIIC I paccmarpuBaeTcsi kak 3a0o0JjieBaHHE C KOHTHHYYMOM
KJIMHUYECKHUX ()EHOTUIIOB, PAa3IMYAIOIINUXCS 10 BO3pacTy MaHU(eCcTalnu, TSHKECTH KIMHUYECKUX
IPOSIBJIICHUI M CKOPOCTHU MPOTPECCUPOBaHUS 3a00I€BaHU Y MAIIMEHTOB [ 1-5].

Takum 00pa3om, TOBOJIBHO YCIOBHO BBIJEISIIOT TSDKETYIO popMy 3aboneBaHus (CHHIPOM
['ypnep), ¢ wmanudecranueidi Ha TEPBOM TOAY JKHU3HH, C MPOTPECCUPYIONIICH Kapawo-
pecnupaTOpHO HETOCTATOYHOCTHIO U SIPKO BBIPAXKEHHOW HEBPOJIOTHYECKOW CUMITOMATUKOMN; U
Miarkyto Gopmy (curnpomsl ['yprep-Lleiie u Illefie), mpu KOTOPOH CHUMOTOMBI MOSIBISIOTCS B
Bo3pacte 4-10 nmer u OoJe3Hb MEIIEHHO IMPOTPECCHPYET, NMPU 3TOM HEKOTOPHIE MAIMEHTHI
JI0’KMBAIOT JIO B3pOCIIOrO BO3pACTa.

B naHHBIX KIMHMYECKUX peKOMEHAalUix He Oyner paccMaTpuBaThesl cuHApoM ['yprep,
TaK KaKk OH NOJPOOHO paccMOTpeH B KiIMHUYeckux pekomenaanuax no MIIC I tuna y nereii u e
BCTPEYAETCS Y B3POCIIBIX.

C y4eroM TpaaUIIMOHHO HCIOJIB3YeMOH KiaccUpUKaIuerd, HIKE TPUBEICHBI
xapakrepHbie KnHnYeckue npusHaku s MIIC 1 paznuuasix hopm.

Myxkononucaxapunos Tum [ S — nerkas gpopma.

Cunonumsl: cuanpom llleite, MIIC I S-nerkas ¢popma.



OcHOBHbIE KIIMHUYECKHE MPOSBICHUS: OrpyOJeHHe dYepT JuIa, TYronoABUKHOCTh
CYyCTaBOB, MHOKECTBEHHBIN JU30CTO3, IOMYTHEHHE POTOBUIIHI [3,4].

Buemnnii Bua. IlepBele mpu3Haku 3a00JeBaHUS TMOSBISIIOTCS B Bo3pacTe 3—5 JIeT.
[TanmeHThl TUIIEPCTEHUYECKOTO TEIOCIOKEHHUS ¢ CUJIBHO Pa3BUTON MYyCKYJIaTypol, 4epThI JINLA
rpyOble, XapakTepeH IIMPOKUN pOT C MyXJIBIMU Try0amu, HWXHsS mporHarus. llocteneHHO
pa3BUBAETCS OrpaHWYEHUE JIBIDKEHMM B CycTaBaX BEpPXHUX KOHEYHOCTEW, a TaKkxke
TYTOIOJIBUKHOCTH, BO3HHUKIIINE U MPOTPECCUPYIOIINE KOHTPAKTYPHI CycTaBOB KucTel. Hanbomnee
BBIp)KEHHBIMHU BCE CUMITTOMBI 00JIE3HU CTAHOBSATCS K IEPUO.TY ITOJIOBOTO CO3peBaHusl. Bo3mMoxHO
MOBBIILIEHHOE OBOJIOCEHUE, KOPOTKAas 1Iesl.

KoctHast cuctema: MoxeT oTMedaeTcs HeOoJbIas 3a7epKka pocta. MHOXKECTBEHHBIN
JIU30CTO3: JAUCIIIA3Us JULEBOrO Yepena; IUIOCKas NMEePeHOCUlla, IIMPOKO pacCTaBJICHHBIE I71a3a,
YTOJIICHHBIE T'yOBl, TUIOIUIA3UPOBAHHAS HU)KHSAS YEIIOCTh, MAaKPOTJIOCCHUS U TUIIEPIUIA3Us IECeH,
KOpOTKasl 1iesi, crubareabHble KOHTPAKTYPhl U TYTONMOABUKHOCTH KOHEUHOCTEH, C BO3PacTOM
npucoeanHsieTcs 00JIE3HEHHOCTh CYCTaBOB PYK U CTOI, C JOPMUPOBAHUEM «KOTTUCTOM Jamlbl» U
IOJIOW CTONBI, BalbI'yCHOH nedopmammell KOJEHHBIX CycTaBoB. Hepeako pa3BuBaercs
TYHHEJIbHBIM CHHIPOM KaplajJbHOIO KaHalla, KOTOPbIi, HapsAy C TYTOIOABUKHOCTbBIO, IPUBOJIUT
K OTPaHUYCHUIO (PYHKIIUN BEPXHUX KOHEYHOCTEH. Peako — BpOXKACHHBIN mienkaronuii 1 narery
(6one3nb Hotta).

Opranbl AbIXaHMs: 4YacTble pPEeCHUpATOpHbIE 3a00NeBaHMS B BHUJE PUHUTOB, OTHTOB.
Bo3MoxHO pa3BUTHE OOCTPYKTUBHBIX 3a00JI€BaHUM IbIXaTEIbHBIX MTyTEH, HOUHBIE AITHO).

Opran 3peHusi: OTMEUAaeTcs pPAaHHEE HEPABHOMEPHOE IIOMYTHEHUE pOroBUIlbl. B
nanbHelmem, o0pryHO nociie 30 jeT, pa3BuBaeTcs riaykoMa, MUTMEeHTHas! JUCTPOPUS CETUATKU.
Penko — oTek aucka 3puTeNbHOrO HEPBA.

IlenTpanpHas HEpBHas CUCTEMa: IICUXOMOTOPHOE pa3BUTHE HOPMAJIBHOE WJIM CJIETKa
3aMeIIEHHOE.

KpannoBepreOpasibHblli  CTeHO3 pa3BuBaercss y manueHToB ¢ MIIC BcaenctBue
TUTIOTUTa3uu  3y0oBUIHOTO OTpocTka C2 TO03BOHKA, AaTIaHTOAKCHAJIBLHON HECTaOWIBLHOCTH,
OTJIOKEHHUSI MYKOIIOJINCAaXapHJIOB B TBEPJOW MO3rOBOM 000JI0UKe M 3aHEN MPOJ0IBHOM CBSI3KE,
YTO B AAJIbHEHNIIEM IPUBOAUT K KOMIIPECCUOHHOM MHEIONATUH Ha 3TOM YPOBHE, U KaK CJIEJICTBUE,
Ppa3BUTHIO OYIBOAPHBIX HAPYIIEHUH, IIEHTPATBLHOMN JIbIXaTeIbHON HEA0CTaTOYHOCTH. CHMITTOMBI
MOTYT BKJIIOUaTh HApYyLIEHUE MOXOAKH, MBIIICYHYIO CIa00CTh, HEYKIIOKECTh MPU COXPAHHBIX
MOTOPHBIX HaBbIKaX U TUCPYHKIUIO MOYEBOT'O ITY3bIPS.

KapnanbHblii TyHHEIBHBIM CUHAPOM — 4YacTas HeMpomnaTHsl CAABJICHUS Yy NAlMEHTOB B

Bo3pacte oT 5 710 10 et u B3pocnbix. [Ipy oTCyTCTBUM JICUSHUS MOXKET MMPUBECTH K HEOOpaTUMOM



KOHTPAKTYpE NHCTANbHBIX MEK(aTaHTOBBIX CYCTaBOB, a TaK)K€ K HapYyIIEHUIO WU MOTepe
YYBCTBUTEJIHLHOCTU MEPBBIX TPeX MajbleB U Mape3y MbIII TeHapa. K cokaneHuro, nanueHThl
penKo cooOIIaT 0 OOJIEBBIX OLIYIICHUSAX, [TI0OKA HE IPOUCXOIUT MOTEPsT (PYHKIHH.

CepaeuHo-cocyauCTas CUCTEMA: XapaKTEPHBI MOPOKH a0pTaIbHOTO KIlaraHa, KOAPKTaIUs
A0PThI, MUTPAJIbHBIN CTEHO3.

XKenynouHo-kuieyHas cucTeMa: OTMEYAIOTCs TaXOBO-MOIIOHOYHBIE U TYTTOYHbBIE TPBDKH,
HEYacTO — renaToCIUICHOMETausl.

Myxkonomnucaxapunos tun [ H/S — npomexxyrounas gpopma.

Cunonumsl: Cunnpom ['ypraep-Ileiie.

OcHOBHbIE KIIMHUYECKUE MMPU3HAKU: JIUIIEBbIE TUCMOP(UHU, TYTOMOIBUKHOCTD CYyCTaBOB,
HU3KOPOCJIOCTh, IOMYTHEHUE pOroBUIIbI [1, 2, 5, 7].

Buemnuii  BUA: TEpBBIE CHMMTOMBI OOJE3HM TOSBISIOTCS K BO3pacty 3—8 Jier.
XapaktepHbl: ckadouedanmus, Makpouedanus, 3amaBmias IMEPEHOCHUIA, MyXJble TYOBI,
NOMYTHEHHE pOTOBHUIbI, MHUKpPOTHATHUS, YMEPEHHBIH THUIEPTPUXO03, YTOJIICHHUE KOMNKHBIX
IIOKPOBOB.

KoctHas cuctema: Ha epBOM TOAY )KU3HH POCT B Mpe/ieiax HOPMBI, 3aTEM TEMITbl pOCTa
CHIDKAIOTCS,  OOYyCJIOBIHMBAasi ~ HU3KOPOCJIOCTb.  TeOCIIOKEHHE  JUCIPONOPIHOHAIBHOE.
MHokeCTBEHHBIN TU30CTO3, cKadoredanus, makpouedanus. Bansrycusie nepopmanuu rosenen
HE3HAYUTENIbHO BBIPAYKEHBI. YMEPEHHO OTpaHHueHa MOABM)XHOCTh B CyCTaBaxX, ONpPENEsIOTCS
JIM30CTO3bl, 00UK00Opa3Has TpyaHas KieTka, Ku(OCKOIN03, TUIIEPIOPI03.

Opranbl AbpIXaHUS: YacThle PECHUPATOPHBIE 3a00JCBaHHS B BHJIE PUHUTOB, OTHTOB,
runeptpodus HEOHBIX MUHJANUH. BO3MOXXHO pa3BUTHE OOCTPYKIMI JbIXaTENbHBIX MYyTEH,
CTEHO3 T'OpTaHHU.

OpraH 3peHHsI: IOMYTHEHNE POTOBHIIBI.

LlenTpasibHasi HEPBHASI CUCTEMA: OTMEUAETCs 331ePHKKa TEMITOB IICUXOPEUYEBOTO PA3BUTHSL.
KpanuoBepreOpanbHbIii CTEHO3 M MUEIONaTHs pasBuBaercs y mamueHToB ¢ MIIC BcineacTeue
TUTIOTUTa3uu  3y0oBUIHOTO OTpocTka C2 TO03BOHKA, AaTIaHTOAKCHAJIBLHON HECTaOWIBLHOCTH,
orinoxenuss ['AI' B TBepAod MO3roBoi 000JOYKE M 3aqHEH NPOJNOIBHOW CBA3KE, 4YTO B
JMAIbHEWUIIEM MPUBOAUT K KOMIIPECCHOHHOW MHEJIONAaTHU Ha 3TOM YPOBHE, M KaK CIIEICTBUE,
Pa3BUTHIO OyIL0aPHBIX HAPYIICHHH, IEHTPATBHOU ABIXaTEIHFHON HEJOCTATOYHOCTH. XapaKTEPHO
pa3BUTHE MaXWMEHUHTHTA B LICHHOM OT/eNe, MPUBOASILEIO K CHABJICHHUIO CIIMHHOTO MO3ra U
nocneayromeil muenonatui. CUMOTOMBI MOTYT BKJIIOYATh HAPYIIEHUE MOXOJKH, MBIIICUYHYIO
C1ab0CTh, HEYKITIOKECTh IIPH COXPAHHBIX MOTOPHBIX HABBIKAX U TUCHYHKITUIO MOYEBOTO TTy3BIPSI.

TyHHETBHBIA CHHAPOM — CHUHJPOM 3aMsICTHOTO KaHaJIa.



CepneuHo-cocyaucTas cucTeMa: KilalaHHbIe IOPOKH CEpALA.

XKenynoyHo-kuIeYHass CUCTEMA: TIENATOCIUICHOMETAIUs, IaXOBO-MOIIOHOYHBIE U
IyTIOYHBIE TPBIKHU.

Kak u mnpu OONBIIMHCTBE pPELECCHUBHBIX Oo0Ne3HEH KIMHUYECKUH MOJIUMOpPHU3M
OIpeIeNsIeTCsl OCTATOYHOM aKTUBHOCTBIO (DEPMEHTOB U BIMSIET Ha TAXKECTh TEUEHHS U BO3PACT
neOrora. B 3aBucuMocTH OT Bo3pacra Je0r0Ta T€ WM UHbIE KIMHUYECKUE IPOSIBICHUS MOTYT
MMETh Pa3INYHYIO CTETIEHb BBIPAXXEHHOCTHU. BripaskeHHOCTH KinHn4eckux nposisnenuiit MIIC I B

pa3HOM Bo3pacTe MoXkeT BapbupoBath (IIpunoxxenne A3.3).

2. luarHocTUKa 3200/1eBaHUs MM COCTOSIHUS (rpynnbl 3200J1eBaHU WJIH
COCTOSIHHMI), MEJUIIMHCKHUE TOKA3AHUA M IPOTHUBONOKA3aHUS K PMMEHEHUI0

METOJ0B THATHOCTUKH
Huaenoz MIIC mun I yemanasiusaemcs Ha OCHO8AHUU COBOKYNHOCMU AHAMHECMUYECKUX
OAHHBIX, KIUHUYECKUX OAHHBIX, Pe3Yabmamos 1adopamopHo2o UCCied08aHUs (DUOXUMUYECKO20 U
MONEKYIAPHO-2EHEMULECKO20 AHAU3A).
Hughdpepenyuanvuas ouacnocmuxa npogooumcs ¢ Opyeumu munamu MIIC, arvgha-
MAHHO3UOO30M, HNO3OHUMU DOPMAMU  2AH2TUOZUOO308, MYKOIUNUOO3OM, HEUHDEKYUOHHBIMU

noauapmpumamu, dSnuguzaprovimu oucniasuamu [5, 7].
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Obpawaem sHumaHnue, 4mo, co2iACHO MpedOBAHUAM K pa3pabomke KIUHUYECKUX peKoMeHOayul,
K KaXcooMy Mme3Ucy-peKoMeHOayuu HeobXo0umMo YKa3vleamv CUTY PEKOMEeHOAyull U
00KaA3amenvHylo 6asy 6 COOMBEmMCMeUY CO WKAIAMU OYEHKU YPOBHSA OOCHOBEPHOCHU
ookazamenvcms (YI[/]) u ypoeus yoeoumenvrocmu pexomenoayuii (YYP). [na muozux mesucos
YVP u V]I 6yoem Huskum no npuyune OMCYMCMEUS NOCBAUJCHHbIX UM KIUHUUECKUX
uccieo0o8anuil  8blcokoco ousatina. Heezupas wna smo, onu sAenaomcs HeoOX0OUMbIMU

oniemMeHmamu 06C1e008aHUs. nayuerma ons ycmaHoesieHus ouazHo3a u 8bl60pa MAaKkmuKu jle4eHusl.

2.1 Kaja00bLI 1 aHAMHE3

[Tpu c6ope anamHe3a u kano0 HeOOXOIUMO OOPATUTH BHUMAHHUE HA CICAYIOIINE YKaI00bl
Y aHAMHECTUYECKUE COOBITHS:
—  OTATOILEHHBIA CeMEHHBI aHaMHE3 (CXOAHBIE CHUMIITOMBI Y POJAHBIX OpaTbeB H
cectep npobana, OJIM3KOPOICTBEHHBIN OpaK);
—  HH3KHH pOCT;
—  orpyOJieHHE 4YepT JUIa;
—  4YacTele pecnupaTopHble 3a001eBaHus;
—  CHIDKEHHE CIIyXa;
—  CHI)KECHHUE 3pEHMUS;
— MHOXECTBEHHbI  am3ocTo3  (medopmammu  uepena, TPyIHOH  KIIETKH,
[I03BOHOYHHUKA, KOHEUHOCTEN);
—  HapylIeHHE OCaHKH — KH(}03, CKOIHO03;
—  pEeuUIUBHUPYIONIUE TPHIKH (Yallle IBYCTOPOHHUE);
— TIOMYTHEHHME POTOBHIIBL;
—  yXyIUIeHHE MEPEeHOCUMOCTH (PU3NUECKUX HArpy30K;
— ¢J1a00CTh B KOHEYHOCTSX;
—  TYTOINOJABM)XHOCTH B CyCTaBax;
—  TPYAHOCTH MOJBEMA U3 MOJIOKEHUS CUMS U JIEKA;
—  U3MEHEHHUE NOXOJKH;
—  HEJIOBKOCTh MEJIKOW MOTOPHKH;
—  HapyllIeHHEe KOHTPOJIS 32 PYHKIMSIMH Ta30BbIX OPraHoOB;
—  amHo» BO CHE.

JKamo0Obl 1 aHaMHE3 TaK)Ke OIHCAHEI B pasaciic KKIIMHUYCCKasd KapTUHa».

2.2 dusukajabHoe 00cae10BaHue
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[Tpu ocmoTpe HE0OX0ANMO OOPATUTh BHUMaHNE HAa OCHOBHBIC KIMHUYECKHE POSIBICHUS
MIIC I:
— rpyOble YepTHl JINIIA;
—  HHU3KOPOCIIOCTH;
— TYTOIOJABIKHOCTBH CYCTaBOB;
— TOMYTHEHHE POTOBHIIBI;
— TemnaToMeraluio;
—  CIUICHOMETAJIHIO;
— I1aXOBO-MOILIIOHOYHBIE U MYIIOYHbIE TPHDKH (JIBYCTOPOHHUE).
[TonpoGHO nmaHHBIE (PU3HMKATBHOTO 00CIENOBAHMS OIMMCAaHBI B pasfeiie «KIMHUYECKas

KapTHHaY.

2.3 JIaGopaToOpHbIEe JTHATHOCTHYECKHE HCCICT0BAHUS

OcHOBHBIM 1AOOPAMOPHLIM MemoO0oM noomeepicoenus ouacnoza MIIC I aensemcs
Komnnexc uccnedosanutl ons ouacnocmuxu mykonoaucaxapuoosza mun I (komopulii ekitouaem 8
cebsi onpedeieHue axmueHocmu ¢epmenma anv@ha-L-udypoHuoasvl, KOIUHECNBEHHbIU U
kawecmeenuvili anamuz AL mouu u monexynsapro-eenemuueckue ucciedoganus ceva IDUA).

ﬂaHHble uccneo0o8anusl npoeod;zmc;z 6 Cneyuatu3upoB6aHHblx ceHemu4ecKux Jzaéopamopuﬂx.

Pexomenayercst omnpeneieHre YpPOBHS INIMKO3aMHHOIJIMKAHOB MOYM BCEM MalMEHTaM C
KJIMHUYECKUMH TPU3HAKAMHU MYKOIIOJIMCAaXapuI030B C LENbI0 MOATBEPXKIEHUS auarnosa [7, 8,
28].

YpoBeHnsb yoenqutreabHOCTH pekoMenaanmnii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMmeHTapuii: npu xoruuecmseennom ananuse (Ucciedo8anue cnekmpa 2IuKo3amMuHOIUKAHOS 6
Moye MemooOM MAHOEeMHOU MAcCc-CNeKmpoMempuy, cnekmpogomomempuu) GulAGIsAI0OM
cymmapHoe nosviutenue sxckpeyuu I'Al" ¢ mouotl, nosviuieHue IKcKkpeyuu oepmamancyivghama u
eenapancyivbgama. Yposenv I'Al saensemcs eo3pacm-3asucumvim napamempom. Taxoce npu
neekou gopme MIIC I xonyenmpayus A" 6 moue modcem ObImb UL HE3HAYUMETLHO
nosviuiena. Mccnedosanue npogooumcs 6 OUHAMUYECKOM HAOII00eHUU NayUeHmMam, NoAy4aroujum
Gepmenmuyto 3amecmumenvHylo mepanuio ¢ yacmomou He pedce 1 paza 6 6 mecayes,
RNAYUeHmam, He NOAY4aAOWUM QepmMenmuyro 3amecmumenshylo mepanuio — He pexce 1 pasa 6
200.

Pexomenayercst ~ ompeneneHue — akTUBHOCTH  anbda-L-unyponupassl B mpolecce
MYJIBTUIUIEKCHOTO OMpENeTICHUsT aKTUBHOCTH JIM30COMHBIX (epMeHTOB (Oera-D-rimroko3umasa,

anbda-D-rmoko3unaza, anbda-L-ugyponunasa, chuHroMuenuHaza, rajakTorepeOpo3uaasa,
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anb(a-rayakTo3ugaza A) B TMATHAX BBICYIICHHOW KPOBH METOJAOM TaHAEMHOM Macc-
CHEKTPOMETpHH (KOMILIEKC HCCIeA0BaHUM JUIsl AMarHOCTUKHM MyKoIoucaxapuao3a tun [) Bcem
NanyeHTaM ¢ KIMHUYEeCKHMMH MPU3HAKAMH MYKOIIOJIMCAXapHUI030B C IEIbI0 TMOJITBEPKICHUSI
nuarsosa [2, 8].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
KommenTapumu: npu onpedenenuu akmusnocmu anvga-L-udyponuoasvl 6 namuax biCyuleHHoU
kposu y nayuenmos c¢ MIIC I muna onpedensiemca cHudceHue axkmueHocmu anvga-L-
UOYPOHUOA3bl. DMom noxkazamenv AGNAEMCA OCHOGHLIM aabopamophbim Kpumepuem MIIC 1
muna. Tak dice 803MONCHO NPOBOOUMb ONpedeleHue aKmusHocmu anb@a-L-udyponuoasvl 6
Kynemype ¢ubpobracmos, netikoyumax nepughepuyeckoi Kposu, u301upOo8anHbuIX J1eUKOYUmax.
Pexomenayercs onpenenenue mytauuii B reHe /DUA B KpOBU METOJIOM CEKBEHUPOBAHMS I10
Cenrepy BceM NaIlMEHTaM CO CHH)KEHHOM aKTHBHOCTBIO (epmeHTa anbda-L-uaypoHumassl c
LIEJIbI0 TIOATBEPKACHMSI TMAarH03a Ha MOJIEKYJIIpHO-T€HETUUECKOM ypoBHe [9, 10].

YpoBeHnb yoenquteabHOCTH pekoMenaanmnii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: mecm neobxooum 015 eepughuxayuu OuaeHo3a Ha MONeK)ISAPHO-eeHEeMUYECKOM
yposHe.  Buisgnenue namozeHH020/6epoOAmMHO  NAMOSEHHO20 — 8APUAHMA  HYKIEOMUOHOU
nocaedosamenvrocmu (BHII) 6 cene IDUA denaem 803mModiuCcHbIM 00C1€008aHUe POOCMBEHHUKOS
npobanoa, a makdce NposeoeHue NPeHamanibHOu U NPeUMHIAHMAYUOHHOU OUACHOCTNUKU.
Bonvuwuncmeo BHII y nayuenmos ¢ MIIC I moeym 6vimb 6bisi61eHbl C NOMOWBIO CEKBEHUPOBAHUS
no CaHeepy 6cex IK30HO8 U NPpUNe2arouux K HUM YY4aACmKO8 UHMPOHO8 2eHd, HO 8 HeDONbULOM
npoyenme ciyuaed cmMaHOApmMHuIX Memoo08 OUASHOCIMUKU MOJCcem Oblmb HeOOCMAamoyHO O
8b1A6NEHUS NPUYUHBL OONIe3HU.

Pexomenayercsi TMpoBeJCHHWE aHaNW3a KPOBH OMOXMMHUYECKOrO OOILETEepaneBTUYECKOTO
nanueHTam ¢ kiauHudeckumu npusHakamu MIIC I ¢ mensio onpenenenus (GyHKIHOHAIHLHOTO
COCTOSTHUS TIEYEHHU, KOTOpas ABJISETCS OJHUM U3 opraHoB-muieneit mpu MIIC [5,44,45].
YpoBenb yoenutenabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5)
KommeHnTapuii: npu npoeedenuu ananuza Kpogu OUOXUMUYECKO20 OOILETEPAreBTUYECKOIO
B03MOMHCHO onpedenenue aKmueHocmu acnapmamamuHompaucgepaszvl,
ANLAHUHAMUHOMPAHCepassl,  1aKMamoecuopoceHasvl,  weiounou  gocgamasvl, eamma-
MOMAMUIMpancgepasvl 6 Kpoeu, ucciedo8anue yposHs obwe2o Ounupyouua, oOurupyouHa
CBA3AHH020  (KOHBIOCUPOBAHHO20), XOJNeCMepuHa, Mmpueiuyepuoos, aibOyMuHa, 2noK03bl,
KpeamuHuHa, oouje2o beika, Hampus, Kaaus, 00ue2o Kaibyus 8 Kposu.

PexoMenayercsi mpoBeneHue oO0mero (KIMHUYECKOTO) aHajdu3a KPOBH TAIMEHTaM C

kinHndeckumu npuszHakamu MIIC [ B mpouecce mMOCTaHOBKM JMarHo3a C IEJIbIO0 OLICHKU
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OCHOBHBIX TTapaMeTPOB KPOBETBOPCHHUSI M BBISBICHHUS BO3MOXKHBIX MH()EKIIMOHHBIX MPOIECCOB
[27, 30, 31].

YpoBeHnnb yoenutreabHoCTH pekoMenaanmnii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMmeHTapum: nposoosam ucciedosanue YposHa 00uje2o 2eM02100una, 3pumpoyumos,
JIeUKOYUMO8, MpoMOOYUMO8 8 KPOBU, OYEHKA 2eMAMOKPUMA, UCCIe008AHUE CKOPOCIU OCEOAHUS.
apumpoyumos, oughghepenyuposanuslii. noocuem Jeukoyumos (neuxoyumapuas gopmyia). B
CBA3U C BbICOKUM PUCKOM PA3GUMUS UHMEPKYPPEHMHbIX UHDeKYUl, ACRUPAYUOHHOU NHEEMOHUU

v nayuernmog ¢ MIIC pexomendyemcs npoeedenue 0aHHO20 UCCIe008aHUs He pedce [-2 pa3 6 200.

2.4 UHCcTpYMEHTAJLHBIEC TUATHOCTHYECKHE HCCJIEIOBAHNS

Pexomenayercsi mpoBeieHUE YIbTPAa3BYKOBOIO HCCIEAOBAHUS OPraHOB OpPIONIHOW MOJOCTH
(KOMIUIEKCHOTO) W/WJIM MarHUTHO-PE30HAHCHON TOMOTpa(uu OpraHOB OPIOIIHOMN MOJIOCTH W/WITH
KOMIIBIOTEPHONH TOMOrpaduu OpraHoB OPIOIIHOM IMOJIOCTH BCEM MalME€HTaM C KIMHUYECKUMU
npusznakamu MIIC I B mpoliecce mOCTaHOBKU AMArHo3a ¢ ILEJIbI0 OLEHKH pa3MepoOB NEYEHH U
cenesenku [1, 2, 5].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KomMmeHnTapum: sviasiaomes ymepennas cenamome2anus uny cenamocnieHomezanus. Ha gpone
mepanuu pasmepsl NeYeHU U Cee3eHKU YMEHbUAIOMCA.

Pexomenayercsi peHTreHOTrpadusl MIEHHOTO, TPYIHOTO M MOSCHUYHOTO OT/eNIa TO3BOHOYHUKA,
BEPXHUX M HIKHHUX KOHEYHOCTEH BCEM IMalMEHTaM C KiuHudeckumu npuszHakamu MIIC I B
mpoliecce MOCTaHOBKH JMArHo3a C LEJbI0 BBISIBICHUS MHOXECTBEHHOTO JAM30CT03a U KOHTPOJIS
cocrosaus [1, 2, 5].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5)
KomMmeHTapum: 6 psde ciyuae HeoOX00uMO npoeedeHue peHmeeHozpaguu no360HOUYHUKA C
Qyukyuonanvnvimu  npooamu. Ilpu HedocmamouHou UHPOPMAMUSHOCMU — UCCAEO08AHUI,
B03MOJNCHO NpOGeOeHUe KOMNBLIOMEPHOU momozpaguu uietiHo2o, 2pyoH020 U NOACHUYHO20
omoenoe Mno360HOYHUKA. Buissndaiomces MmHOdcecmeHHble Ou30cmosvl — ckagoyeghanus,
eunonaaszus 3y606uonoeo ompocmka C2-no36oHKa, 00pconomMOanbHbIN KUGo3 6 pesyrvmame
NAAMUCNOHOUNUY, NOACHUUHBIL 2unepaopoos. Onpedensiomcs wupoxkue pebpa, KOpomkue
U302HYMble KIoYUYbl, 2UNONIA3USL 2071080K NIE€4e8blX KOCmell U 86apycHas 0epopmayus nieyeaoix
KOcmell 8 NPOKCUMAIbHBIX OMOenax, OUCmaibHule INUpu3vl Kocmetl npeoniedvs CKOuleHvl Opy2 K
opyay. 3aodepoicka gopmuposanus s0ep okocmeneHus. Ilacmuvie Kocmu Kucmeti yKOpouenvl u
CYIHCEHbl — «3A0CMPEHbLY 8 NPOKCUMAILHBIX 0OMOENax, «CKOULEHHOCbY 8EPIILYIHCHLIX 6NAOUH,
depopmuposantvle, YNIOWEHHbLE 20108KU DEOPEHHbIX KOCMell U 8ANb2YCHASL 0eopMayusl ueex

OedperHbIX KoCcmell.
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e PexoMeHayercsi IpoBENEHHE DPEHTTEHOJACHCUTOMETPUM BCEM MMALMEHTaM C KIMHUYECKUMU
npusHakaMu MIIC [ B mpouecce NOCTaHOBKM JUarHo3a C LEJIbI0 OLEHKM M KOHTPOJISA
MHUHEPAIbHOHN TIIOTHOCTH KOCTEM [26].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)

e PexomeHayeTcsi TpOBEACHUE 3JIEKTPOHEHPOMHOTpapHUM CTHUMYISLMOHHOM OJHOTO HEpBa H
JJIEKTpOHEeHpoMHOrpau  WUTOMBYATHIMU  DJEKTPOJAMH  OJHOTO HEepBa MalMEHTaM C
kinHnueckumu npuszHakamu MIIC [ B mpouecce mMOCTaHOBKM JMarHo3a C IEJIbIO0 OLICHKU
(G YHKIIMOHATLHOTO COCTOSTHUS MBIIIICUHBIX TKaHEH, HEPBOB M HEPBHO-MBIIIIEYHOU Tiepenaun [ 1, 2,
5]

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
Kommenrapum: cmumynsayuonnas SHMI nossonsem onpedenums coagieHue cpeounHo2o Hepea
oadice 00 NOABGNEHUSA CUMNMOMO8 U OOJHCHA NPOBOOUMBCS eHCe200H0, HAYUHAs ¢ 803pacma 4-5
sem.

e PexoMeHayercsi NMpoBEACHHE TOHAIBHOW ayJMOMETPUM, TUMIIAHOMETPUU BCEM IMALMEHTaM C
kinHuYeckuMu npuszHakamu MIIC 1 B mpoiiecce MOCTAaHOBKM JUArHo3a C UEIbIO BbISIBICHUSA
tyroyxoctu [1, 2, 5, 34].

YpoBeHns yoenutenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KomMmeHnTapumu: myeoyxocms pasHou cmeneHu 6ulpadcenHOCmU XapakmepHa O0as OaHHO20
3abonesanusi. Ona moodicem 6bimMb KOHOYKMUBHOU UMY HEUPOCEHCOPHOU UIU HOCUMb CMEULAHHBLLL
xapaxmep. Pannee gvisignenue my20yxocmu no36075em Yayyuiums Kauecmeo HCUHU NayueHmos,
obecneuums um 1yuuee ooujeHue u ooyuenue.

e PexomeHayercsl TIPOBEACHUE WCCIICIOBAHMS HECIIPOBOIMPOBAHHBIX IBIXATEIBHBIX 00HEMOB U
IIOTOKOB IMALMEHTaM ¢ KIMHUYeckuMu npuszHakamu MIIC I B mporiecce nocTaHOBKM AMarHosa ¢
IEJIBI0 OIEHKH COCTOSTHUS OPOHXOJIETOYHOM cucTeMsl [1, 2, 5].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KomMmeHTapum: nposoosam cnupomempuro, ¢hryomempuro CNOKOUHO20 ObIXAHUS, UCCIe008aHUe
@yHKYUU BHewHe20 ObIXAHUSL.

e PexoMeHayeTcsi TpOBEACHUE TMPUIECTBHON peHTreHorpaduu OpPraHOB TPYIHON KIETKH
nanueHTam ¢ kamHudeckumu npuzHakamu MIIC I npu Hanuuuy aycKyJabTaTUBHBIX U3MEHEHUH B
JIETKUX B POLECCE MOCTAHOBKH IMATHO3A C LIEJIbIO BBISIBIICHUS IATOJIOTUH JIBIXATEIIBHON CUCTEMBI
[1,2,5].

YpoBeHs yoeautenbHocTH pekoMeHaanui C (YpoOBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
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e Pexomenayercss mpoBeAcHHE AJEKTpodHIEdamorpaguu MalueHTaM C  KIMHUYECKUMU

npusznakamu MIIC [ B mpoiiecce mMOCTaHOBKHM AMAarHo3a C LEJb0 CBOEBPEMEHHOM IHAarHOCTHUKU
snuaerncuu [32, 37].

YpoBenb yoenurenabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)
KommeHTapum: obwas pacnpocmpaneHHOCMb — SRUNENCUU  Npu  MYKONOIUCAXAPUOO3AX
cocmasnsiem okono 30%, xoms noxazamenu pazHvlx UCcieo0o8ameneli Mo2ym 6apbupo8amucs.
Pexomenayercst mpoBeieHUE IeKTpolrHIIePaiorpaduul ¢ BUIEOMOHUTOPUHIOM BCEM MAallUEHTaM
¢ kmmHndeckuMu pusHakamu MIIC I, y KOTOpbIX ObUTH STUIENITUYECKUE IPUCTYITBI B aHAMHE3E,
B IPOLECCE YCTAHOBKHM JWAarHo3a C LENbI0 MOJATBEP)KICHUS AMarHo3a, yYTOYHEHHUs (HOPMBI
SIUJIETICUU U TIpoBeacHHs auddepeHIInaTbHON TMAarHOCTUKHA SMUIICTITUYECKUX TTPUCTYIIOB [32,
37].

YpoBensb yoenureabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB — 4)
KomMmeHnTapum: no muenuro skcnepmos, OuazHoCmu4eckull NOUCK Y Rayuenmos ¢ nooo3peHuem
Ha anuienmuyecKue nPUCmynst 00IHceH OONOIHUMENbHO KIIOYAMb NOTUCOMHOZPAPUIO, C Yelblo
UCKNIIOYeHUsI HapyuleHUll ObIXAHUS, KAK NPUYUHbL HAPYUWEHUT CHA, MAK KaK HOYHAs SNULENCUsl MaK
Jrce Modicem 6bi3bleamsv HapyuieHus cHa. KomOunuposannoe npumeHenue OAHHLIX Memo0oo08
uccne0o8anusi nomozaem noay4ums Haubosuee NOAHYI0 KIUHUYECKYI0 KAPMUHY.

Pexomenayercsi peructpainus 3JEKTPOKapAUOTpaMMbl, IPOBEACHUE 3XOoKapauorpaduw,
XOJITEPOBCKOIO MOHUTOPHUPOBAHUSA CEPACYHOIO PUTMA MU CYTOYHOI'O MOHHUTOPHPOBAHHUSA
apTepUaIbLHOIO JABJICHUS BCEM MalMeHTaM ¢ KiuHudeckuMu npuzHakamu MIIC I B nmpouecce
YCTaHOBKHM JIMAarHo3a ¢ IeJIbI0 OIIEHKU COCTOsIHUS cepaua [1, 2, 5].

YpoBeHns yoeautenbHocTH pekoMeHaanuil C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommenTapuu: pecynspnoe nposedenue OKI, Oxo-KI, xonmeposckoeo moHumopuposanus
cepoeuno2o0 pumma, CYmoOYHO20 MOHUMOPUPOBAHUS APMEPUATLHO2O OA8leHUs HeoOX0OUMO
nayueHmam ¢ OaHHOU namoao2uetl, maxk KaK ¢ paHHe20 803pacma y HUX Ommedaromcs cepoeyto-
cocyoucmule HapyueHus..

Pexomenayercsi mpoBeleHUE KapAHOPECTHPATOPHOTO MOHUTOPUHTA (IIYyJIbCOKCUMETPUS H
MOHHUTOPUPOBAHUE DBJIEKTPOKAPAUOTpaPUUECKUX MJAHHBIX) NalMeHTaM C KIMHUYECKUMHU
npuszHakamMu MIIC 1 ¢ nenpro TUarHoCTHKH OOCTPYKTHBHOTO alTHOY CHA, 3a00JIeBaHUN OpPraHoOB
CEpJIeYHO-COCYAUCTON cUCTEeMBI U AbixaHus [42,43].

Yposens yoenuteabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH peKoMeHAanuu — 4)
KommeHnTapum:  0na  OuacHocmuku — 0OCMPYKMUBHO20 — ANHOI  CHA  NPOBOOUMCS
HONUCOMHO2PAPUA/KAPOUOPECNUPAMOPHBITL MOHUMOPUHS, KOMOpAs NO0360Jislem ONnpeoerums

xXapaxkmep ObIXamelbHbIX HaApYUWeHUll (UCKII0YUMb YeHMPATIbHbIU 2eHe3, C653b C cunepmpoguetl
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A0eHoU008, CepoOeuHOl HeOOCMAMOYHOCIbIO UIU KOMNIEKC NPUYUH), NAMOJO2UI0 CePOeYHO-
cocyoucmotui cucmemwl. Hccnedosarnue nposooumcsi ve pedice 1 pasa 6 200.

B coomsemcmeuu ¢ Ilpuxazom Munzopaséa Poccuu 13 oxmsabps 2017 2 Ne 804u om «O6
YMBEPIHCOEHUU HOMEHKAAMYPbl MEOUYUHCKUX Ycayey Hem yeayeu «llonucomuozpaghusy, 6 césasu ¢
yeM 803MOIHCHO UCNOIb308AHUE HADOPA YCye: 2NeKmpodIHyedhanozpapus ¢ 6U0eoMOHUMOPUHSOM,
CYmMouHOe MOHUMOPUPOBAHUE APMEPUATLHO20 0ABIEHUS, PeUCMPAYUs TIeKMPOKAPOUOSPAMMbL,
MOHUMOPUPOBAHUe DNIeKMPOKAPOUOSPAPUUECKUX OAHHBIX, XOJIMEPOBCKOe MOHUMOPUPOSAHUE
cepoeunozo pumma, pacuu@dposka, onucanue u UHmepnpemayusi 2NeKmpoKapouocpaPuiecKux
OAHHBIX, INEKMPOMUOCPAPUSL HAKONHCHASL (00HA AHAMOMUYECKAsl 30HA), dNeKmpooKyioepagus,
onpeoeieHue RapyuaiIbHo20 0A6IeHUs. KUCIOPOOa 8 MACKUX MKAHAX (OKCUMEmPUsL)).
Pexomenayercsi TPOBEACHHE MArHUTHO-PE30HAHCHOW TOMOTpaduMu TOJIOBHOTO  MO3ra
namnueHTaMm ¢ kimHudeckuMu npusHakamu MIIC 1 B mporecce yCTaHOBKM JUarHo3a € LEJIbIO
BBISIBIICHUS ruApornedammu [1, 2, 5].

YpoBens yoeaureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommeHnTapumu: npu wneobxooumocmu, npooosm MASHUMHO-PE3OHAHCHYIO MOMO2papuro
2071086H020 MO32a C NPUMEHEHUEM KOMOUHUPOBAHHO20 UHSANAYUOHHO20 HAPKO3A
PexomenayeTcsi MAaTHUTHO-PE30HAHCHAS TOMOTpadusi TO3BOHOYHHKA (OJIMH OT/EIN) MalueHTaM
¢ xmHn4eckumu npuszHakamMu MIIC I B mpolecce mOCTaHOBKM JUarHo3a ¢ LEIbI0 BbISBICHUS
KOMIIPECCUU CIIMHHOTO Mo3ra [1, 2, 5].

YpoBeHns yoeautenbHocTH pekoMeHaanui C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommeHnTapumu: npu Heobxooumocmu, B603MONCHO NpOBeOeHUEe MACHUMHO-PE30HAHCHOU
momozpaguu n0360HOYHUKA (00UH OMOeN) ¢ NPUMEHEeHUeM KOMOUHUPOBAHHO20 UHCANAYUOHHO2O
Hapkosa. HecmabunbHocmy amianmoaxkcuanibHo20 COYNeHeHUsi Modcem OblMmb 8bia6leHd Npu
penmeenozpaghuu welno2o omoena nO360HOUYHUKA C YHKYUOHATbHLIMU NPOOAMU, OOHAKO OJis
NOOMBEPIHCOEHUS. KOMUPECCUU CNUHHO20 MO032a4 8C1e0Cmeue YMmoaujeHus e2o0 000704eK U

Gdopmupyrowuxca anomanuii no3eoHkos mpeoyemcs npogeoerue MPT.

2.5 UHble THATHOCTHYECKHE HCCJICI0BAHN S

Pexomenayercst mpueM (0OCMOTp, KOHCYJIbTAllMs) Bpaya-reHETUKa [IEPBUYHBIN BCEM MallMEHTaM
¢ wimmHudeckumu rnpusHakamu MIIC 1 ¢ wmenbto mpoBeaenus nud¢epeHantbsHo-
JMAarHOCTUYECKOTO0 TOMCKA CPeau JIpYTMX HACJEJCTBEHHBIX OoJie3HEH H ompejaeseHus
ONTHUMAJIBHOTO 00beMa I'eHETHYECKUX ucciaeaoBanmii [14, 18, 35].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
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e Pexomenayercsi mpuem (OCMOTp, KOHCYJbTallMs) Bpada-TeparieBTa/Bpavya OOIIEH NPaKTHKH
(ceMeliHOTO Bpaua) EpBUYHBIN BCeM NanueHTaM ¢ kinHndeckumu npuzHakamu MIIC I ¢ nensro
JIMarHOCTUKHU COIMYTCTBYIONIEN TepaneBTUYecKoi natonoruu [1, 2, 5, 14, 18, 35].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)

e Pexomenayercsi npuem (OCMOTp, KOHCYJbTaIUsl) Bpaya-TPaBMaTOJIOTa-OPTOIEa MEPBUYHBIN

BCEM NalMEeHTaM ¢ KiauHudeckumu npuszHakamu MIIC I B mpouecce mocTaHOBKM JMarHo3a c
LEJIBI0 IMarHOCTUKY OPTONEAUYEeCKUX Hapymenui [1, 2, 5, 35].
YpoBeHs yoenutenbHocTH pekoMeHaanui C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapmii: opmoneduueckas xoppexkyus HapyuieHus OCAHKU, KOHMPAKMYp CYCMaeos ¢
UCNONIL30BAHUEM  HEXUPYDSUHECKUX Memooo8 GKIouaem @u3uonpoyeoypsvl u JjiedebHyIo
@u3KyILMYpPY, UCNOIBL3VIOM Opmonedudeckue ycmpoiicmea. Ilo nokazanusm ocyujecmensaiom
Xupypauieckoe JnedeHue CUHOPOMA KapnaibHO20 KAHAld, NPO8OOUMCS IHOONPOMe3UpOo8aHue
mazo06edpeHH020 U KOJIEHHO20 CYCmasa, Koppusupyoujue ocmeomomuu 01 UCAPABIeHUs OCU
KOHeYHoCmel.

e Pexomenayercs mnpueM (OCMOTp, KOHCYJbTallMs) Bpada-CTOMATOJIOra IEPBUYHBIA BCEM
nanueHTaMm ¢ KiuHuueckuMu npuszHakamu MIIC I B mponecce mocTaHOBKM JUarHo3a ¢ LEIbI0
JUATHOCTHKH MATOJIOTMYECKUX COCTOSHUI YEIIFOCTHO-TUIeBOM obnactu [1, 2, 5, 14, 18, 24].
YpoBenb yoeaurenabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)
KomMmeHnTapumu: oononnumenvno mocym nompebosamvcs npuem (0CMOmMp, KOHCYIbmMayus)
8paua-cmomamonoza-opmoneoa, npuem (ocmMomp, KOHCYIbMAyus) 6paia-cmomamonoza-
xupypea, npuem (0OCMOmp, KOHCYIbmayus) epaia-ueirocmio-iuyesozo xupypea [1, 2, 5, 14, 18,
24].

e Pexomenayercs npueM (TECTUPOBAHUE, KOHCYJIbTAIUS) METUIIMHCKOTO MICUXO0JI0Ta MEPBUYHBIN
BCEM NalMeHTaM ¢ KiauHuueckuMu npuszHakamu MIIC I B mponecce mocTaHOBKM JUarHo3a c
LIEJIBI0 OKa3aHMUs KIMHUKO-TICUXO0JI0THYecKoi momomu [1, 2, 5, 35].

YpoBeHs yoeautenbHocTH pekoMeHaanuil C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)

e Pexomenayercss mnpuem (OCMOTpP, KOHCYJbTallMs) Bpaya CypJ0Jiora-oTOPHUHOJAPUHIOJIO0Ta
NEPBUYHBIN BCEM NanueHTaMm ¢ KiuHudeckumu npusHakamMu MIIC I B mpouecce mocTtaHOBKH
JIMarHo3a C 1eJIbl0 CBOEBPEMEHHOM Auarnoctuku nopaxenus JIOP-opranos [1, 2, 5, 34, 35].
YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommenTapuu: nopaowcenue JIOP-opeanos sensemcsi 0OHOU U3 YACMOU CORYMCMEYHOujel
namono2uell. /[ebrom 6ocnanumenbHuix 3a001e6anull yxa, eopaa u Hoca u y nayuenmos ¢ MIIC
APUXooumcs Ha panHuu demckutl gospacm. Ommeuarom yacmole cOYemManHHbvle NOPAANCeHUs —

CHUJICEeHUe ciyXxa, peuu()ueupyiou;ue ocmpole cpe()Hue omunisbl, OCmMaHOBKU ObIXAHUSL 60 CHe,
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nocmosHHoe 3ampyoHeHue Hoco8020 Ovixanus, punumel. Ilayuenmam c¢ MIIC modcem
nompeboeamucs npogedenue GubPOIAPUHLOCKONUU 8 C8A3U C NAMOLOSULECKUMU USMEHEeHUAMU
2opmanu (ymoaweHue 2010C08bIX C8:A30K, Y8eIUdeHUe U OMeyHOCmb Yepnalo8UOHbIX Xpaujell).
Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAIMsl) Bpada-o(TanbMoOJora TEPBHYHBIA BCEM
nanueHTaMm ¢ KiuHuueckuMu npuszHakamu MIIC I B mponecce mocTaHOBKM JUarHo3a ¢ LEIbI0
BBISIBJICHUSA TJIAYKOMBI, I3MEHEHUS MIPO3PAYHOCTH TJIa3HBIX CPEll U COCTOSIHUS ceTdaTku [1, 2, 5,
35].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KoMmMeHTapum: Heo0xo0umo npoeooums oghmanbMOCKONUI0, 20HUOCKONUIO, OUOMUKDPOCKONUIO
nepeone2o omaoena 21a3a, 21A3HO20 OHA, KePAmMonaxumempuio, oghmanbmomoromempuio. Y
nayuenmos ¢ MIIC [ ommeuaemcsa pannee HepagHOMepHOE NOMYMHEHUe po2osuyvl. B
OoanvbHeliuem pazeusaemcs 2ayKoma, nuemeHmuas oucmpogus cemuamku. Peoko — omex oucka
3pUmMenbHO20 Hepaa.

Pexomennyercst npueM (0CMOTp, KOHCYJIbTALMsI) Bpadya-HEMPOXUPYpra NEpBUUHBIN NAllMEHTaM
¢ kimHnueckumu npuzHakamMu MIIC [ B iporiecce mocTaHOBKH AMArHO3a C UEIbI0 JUArHOCTUKU
HEHPOXUPYPrUUECKONH TMAaTOJIOTUM, PEIICHUsS BOMPOCOB O HEOOXOOUMOCTH H  00BeMe
HEUpOXUpypruyeckoro BmMemarenscrna [1, 2, 5, 14, 18, 35].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)
Pexomenayercss npruem (OCMOTp, KOHCYJIbTAIMsA) Bpaya-KapAUOJIOra MepBUYHbBIN MALUEHTaM C
kinHndeckuMu npuzHakamu MIIC 1 B mporiecce moCTaHOBKM JUarHo3a ¢ UENbI0 TUAarHOCTUKH
COMYTCTBYIOIIEH Kapinoioruyeckoi naronoruu. [1, 2, 5, 14, 18, 35].

Yposens yoeauteabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5)
PexoMeHnayeTcsi MpoOBOAUTH O-MUHYTHBIA TECT C XOAbOOH Yy TAIMEHTOB C KIMHHUYECKUMU
npuzHakamu MIIC I ¢ coxpaHeHHBIM HaBBIKOM CaMOCTOSATEIbHON XOAb0bI (€CJIM HE TTPOBOTUIICS
nocneaHue 6 Mec.) B poliecce MOCTAHOBKH AMAarHO3a C LEeNbI0 NEPBUYHOM OLIEHKH BEIHOCIMBOCTH
(ITpunoxenwue I') [17].

YpoBeHb yoequTeJIbHOCTH peKOMeHaauunii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 2)

3. JleyeHne, BKIKOYAS MEeIUKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYI0 TePaluu,
AMETOTEPANNI0, 00e300,1UBaHNEe, MEIMIUHCKUE OKA3AHUS H

NMPOTHUBOIIOKA3aHMA K IPUMECHCHHUIO MECTOAO0B JICHCHUHA

Jlevenue MIIC mun [ exnouaem Kaxk namozeHemuyeckoe JjedeHue, HaA3HAYyeHue
Gepmenmnoti 3amecmumenvuou mepanuu (©3T), max u nposedenue CUMNMOMAMULECKOU

mepanuu. Bedenue nayuenmos ¢ MIIC mun I npeononacaem mynibmuoucyuniuHapHuiil NOOXo0 ¢
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0053amebHbIM  yYyacmuem 8pavda-Hegpono2d, 6pava-ceHemuKd, 6pava-kapouonoza, epaia-
NYIbMOHON02d, — 8PAYA-2ACMPOIHMEPONIo2d, — 8paya-gusuomepanesma U paveu  Opyaux
cneyuanbHocmet, UMerWUx Onblm 6 leYeHuUU 3Mo20 peoKo2o 3a001e6aHUs.

3.1 [laToreHeTu4yeckKoe JeyeHme

Pexomenayercst mprieM (OCMOTp, KOHCYJIbTAllMs) Bpaya-reHeTUKa (MU JPYroro CHenualincTa,
UMEIOILEro OmnbIT JiedeHus narnueHToB ¢ MIIC ) nepBUYHbIN U TOBTOPHBIN (IIPU HEOOXOJMMOCTH)
BceMm nanueHtaM ¢ MIIC I ¢ nenpio Ha3HaYeHUs NaTOT€HETUYECKOTO JICYEHUsI U KOHTPOJISI €ro
s dextuBHOCTH M Oe30macHocTH [1, 2, 5, 14, 18, 23].
YpoBeHns yoeautenbHocTH pekoMeHaanui C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
PexoMeHnayercss  Ha3HAYCHUE/KOPPEKTHPOBKAa  (PEPMEHTHOW  3aMECTHTEIbHON  Tepamnuu
mpernapaToM JIapoHHUJa3a*™* manueHTaM ¢ MyKONOJUCAaXapuao3oM | Tuma, He MpOIIeAnIuM
TPAHCIUIAHTAIIMIO ~ TE€MOMOATHYECKUX  CTBOJOBBIX  KIETOK, C  IENbI0  3aMeJUICHUs
porpeccupoBaHusi 3a00JieBaHUs, YMEHBIICHUS Pa3MEpPOB IMEYEHH M CENE3E€HKH, YIy4dIIeHUS
byHKIIMM cepAlla, CHIKSHHS ypoBHs dKckpeTupyemMbix Al [11-14, 17].
YpoBeHb yOeAUTEJIbHOCTH PeKOMeHIaunii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 2)
Kommenmapuu: naznauenue u xoppekmuposxy D31 moodcem ocywecmenimo pay-ceHemux,
spau-mepaneem/épai obwjell. Npakmuku (CeMeuHvlll 6pay), Bpau-Hesposoe Ui  O0pyeou
cneyuanucm, umerowutl onvim aeverue nayuenmos ¢ MIIC 1. Ilpenapamom ons @3T aensemcs
aaponuoasa** (koo ATX A16AB0S). B 1 mn pacmeopa cooepocumcs 100 EJ] (npubnuzumenvHo
0,58 me) naponuoazvr**. Omo pexombunanmuas gopma uenoseveckol anvgpa-L-udyponudasol,
npouU3BoOUMAs ¢ UCNOIb308AHUEM meXHoocuu pexomounanmuou JJTHK 6 xiemounoti kyiomype
kumauickux xomsauxkos. D3T npeonasnauwena 051 B0CCMAHOGNIEHUS YVPOBHS (hepMeHmHOU
AKmMugHOCMu, 00CMAMOYHO20 0 2Uudporu3a HakonieHuvix I'Al" u ona npedomepawjenus ux
OdanvHetiue2o naxonieHus. Ilocne esedenus raponudaza™* 6vicmpo 8v18600UMCs U3 CUCEMHO20
KPOBOMOKA U NO2NOWAEMCsl KIeMKAMU, NOCMYNAs 8 UX IU30COMbl Yepe3 MaHHo30-6-ghocchamuule
peyenmopbl. Pexomenoosannulil pesxcum 003uposanus: edcenedelvbHoe 8sederue 6 0oze 100
Ell/ke 6 sude 6/6 ungysuu. Hauanvnas ckopocmo esedenus, cocmasnsiowasn 2 Ell/ke/y, npu
Xopouiel nepeHOCUMOCU MOHCem NOCMENEHHO Y8eTUUUBAMbCA Kaxcovle 15 MuH, MakcumanibHoO
00 43 EJ/l/ke/u. Becb neobxooumviii 06vem pacmeopa 0oaiced Oblmb 68e0eH NPUOIUUMENbHO 8
meuenue 3—4 u. [12, 13].

Cnedyem obpawjamv eHUMAHUE HA COONOOEHUE UHMEPBAN08 MeHCOY UH@Y3UAMU U
HeOONYCMuUMOCmMyb NePepuleos 8 Mepanuu, m.K. HapyuleHue pexrcuma l1e4yeHus conpo8oNCOAemcsi
HOMEHYUANbHLIM PUCKOM VXYOULeHUS COCMOSAHUS NAYUEHMA U NPOSPeCcCUpoB8anusi CUMNIMOMO8

MIIC L.
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Beeoenue ocywecmensemcs uepe3 nepugpepuueckuii 6eHo3mwili Kamemep (Kamemep
nepugpepuveckuil) U uepez  nopm-cucmemy  (nopm — UHQYIUOHHBIU/UHDEKYUOHHBL,
umnianmupyemuiii ***, ycmanoexka nopma 8 yeHmMpanbHy!O 6eHy), KOmopuvle YCMAaHasIu8aomcs
C021aCHO MemoouyecKum PYKOBOOCMBAM «Benosnuiii oocmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNONIb308AHUEM HeobX00UMbLX
Jnexapcmeennvlx  cpedcms. Ilopm-cucmemsl  ycmanagnusaiomes coanacho Pacnopscenuro
Ipasumenvcmesa Poccuiickou @edepayuu om 31.12.2018 Ne 3053-p « O6 ymeepacoenuu nepeuns
MEOUYUHCKUX U30eNUl, UMNIAHMUPYEMbIX 8 OP2AHU3M 4el08eKa NpU OKA3AHUU MEeOUYUHCKOU
HOMOWU 8 pPAMKAX HPOSPAMMbL  20CYOAPCMEEHHbIX 2apaHmull 0Oecniamuo2o OKA3aHUS
2pasicOanam MeOUYUHCKOU NOMOWU, d MAKHCe Nepedts MeOUYUHCKUX U30eNUll, OMNYCKAemMblX no
peyenmam Ha MeOUYUHCKUe U30eaus npu npedoCcmasieHuu Habopa COYUANbHBIX YCIY2y.

Jleuenue npogooumcs npu omcymcmesuy npomuonoKaA3aHuU.

Hnuyuayua @3T nayuenmam cmapuie 18 1em no3sonsiem ymeHbuiums pazmepol neyexu u

cenesenku u akckpeyuu I'Al, énusinue Ha cocmosHue Opy2ux cucmem OpeaHo8 He 3HAYUMEbHO.
B3spocnvim nayuenmam ¢ MIIC I heobx00umo npouzeo0ums nepuoouyeckyio OYeHKy KIuHU4ecKux
CUMNMOMO8, KOHMPOoauposams ypogerv I Al 6 moue u He pedice 00HO20 paza 200 OYeHUsams
akxmuerHocms epmenma anva-L-udyponudasvl. YV e3pocavix nayuenmog ¢ MIIC I, komopuim 6
demckom 8o3pacme 6blia NPoU3Be0eHa MPanCHAAHMAYUS 2eMONOIMULECKUX CIMBOJIOBbIX KNeMOK
(TI'CK) (6 HMY — mpancnianmayusi KoCmHo2o Mo32a), 6 clayuyae Npocpeccupo8anuis
cumnmomos, yeenuvenuu 1Al 6 moue, cHudcenus akmusHocmu ¢hepmenma, HeoOXOOUMO
paccmompems HazHavenue D3T.
PexoMeHayeTcsi  Ha3HAYCHUE/KOPPEKTHUPOBKAa  (PEPMEHTHOW  3aMECTUTENILHOW  Teparuu
IpenapaToM JIapoHHUa3a™* manueHTaM ¢ MyKOIoJimcaxapuao30M | TUMa mocie TpaHCIUIaHTalluu
TE€MOTIOITUYECKHX CTBOJIOBBIX KJIeTOK (B HMY — TpaHcmiianTamms KOCTHOTO MO3Ta)C HU3KOU
aKTUBHOCTBIO (pepMeHTa anbda-L-uaypoHumasel, ¢ IENbI0 3aMeUICHUS MPOTPECCHUPOBAHUS
3a00JIeBaHUs, YMEHBIICHHUS Pa3MEpOB TICUEHU M CEIIC3CHKH, ymydlieHus (DyHKIUU cephara,
CHIDKEHUS ypoBHS dKckpetupyembix ['Al [11-14, 17].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)

3.2 CuMnToMaTH4YecKoe JedeHue

Jleuenue xponuueckux 3aboneeanuii (no8e0eHYecKux HapyuleHul, oghmanrbMoI02UYecKux
HapyuwieHutl, — Opmoneoudeckou  Namono2uu,  CYOOPOICHO20 — CUHOPOMA,  APMEPUATILHOU
cunepmensul,  CepoOeyHou  HeOOCMAMOYHOCMY,  PeYyuOUSUPYIOWUx  OMumos,  Yacmoix
pecnupamopusix 3a6onesanuii u 0p.) y nayuenmos ¢ MIIC I pexomenoosano npogooums c

yuwemom deﬁcmeyiou;ux KJIUHUYeCKUx pekomeﬂc)auud, NPpUHUMAasd 60 GHUMAHUE pe3)lbmdamabal
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KOMNJIEKCHOU OYEHKU CO CMOPOHbL 8CEX OP2AHO8 U CUCMEM U NEePCOHANUIUPOBAHHbIE UYeau
nayuenma.

Pexomenayercst npoBeNEHHME MEIMKAMEHTO3HOM MNpeMeAuKanuu (Irpynmoid IpernapaToB
AQHTUTUCTAMUHHBIE CPEJICTBA CHUCTEMHOTO JAEWCTBUS W/WIM TPYNNOW Ipyrue aHajdbleTUKU U
AHTUITMPETUKAMU) C ITOCIeaAyIomIel nHy3uei npemnapara saponuaaza™* scem naruenram ¢ MIIC
I npu mosiBieHMH MOOOYHBIX aJUIEPrHUecKuX peakuuii B mporecce nHpysun O3T ¢ nenbio
KynupoBaHus coctosuus [2, 17, 18].

YpoBeHb yoeauTeJIbHOCTH peKOMeHaanuii A (YpOBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 2)
KommenTapmii: y nayuenmos ¢ MIIC, noayuarowux @37, xak u npu 6/6 esedenuu 06020
0py2020 0enKo8020 npenapama, Mo2ym pazeéumvcsi nobouHvle peakyuu (1Uxopaokd, 03HOO,
psoma, KpanusHuya, msiodiceivle peaKyuti SUnepyy8cmeumenbHOCmu al1epeuieckoco muna),
passusarowuecs uiu 8 npoyecce UH@ysuu unu 6 medeuue OHs npogedeHus ungyzuu. Ilpu
PAa3eumul aniepeudecKux peakyull Mo2ym npumMeHamscs npenapamaul 2pynnvl KOPMuUKOCmepouobsl
cucmemno2o Oeticmeusi (Hanpumep, npedHuzonon™**). Ilpu nosenenuu noOOuHvLIX peaxyui 6
npoyecce/nocie uHGy3uu HeooXo0ouMo nposoOUmMs COOmeemcmayiouee ieienue, npu Komopom
cmoum  c1edoeamsb COBPEMEHHbIM —CMAHOApmam OKA3aHUs MEeOUYUHCKOU NOMOWU NO
CO0mMEemcmeyuWumM Namoao02usiM.

PexoMeHnayeTcst pacCMOTPETh BOIPOC O HEOOXOAMMOCTH HPUMEHEHMs MPErnapaToB TPYIIIbI
A06AD ocmoTHueckue ciadburenbubie cpeactsa mauneHTam ¢ MIIC I ¢ HapyIeHus IMUu MOTOPUKH
JKEITYTOYHO-KHUILIEYHOTO TPAKTA C 1eJIbI0 HOpMallu3aluu coctosinus [ 1, 2].

YpoBenb yoenurenabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapuu: gozmooicro ucnonvzosanue npenapama A06ADI1 Jlakmynoza™** no 15-45 mn 6
cymku. J{nsa Ha3naueHus/KoppeKxmuposKu mepanuu Heooxooum npuem (0CMomp, KOHCY1bmayus)
8pava-mepaneema/gpava ooueti npaKmuKu (CemetiHo2o 6paia) u/uiu 8pava-2acmpodIHmepono2a.
PexoMeHayeTcst pacCMOTPETHh BOMPOC O HEOOXOAUMOCTH MMPUMEHEHHUS mpernapaToB rpynmnsl NO3
npoTuBo3NMUIenTUYECKUe npenapatsl nauuentam ¢ MIIC I, crpagatonum oT 3MUIIETICUH, C 1IEJTbIO
KYITUPOBAHUS U TPOPUITAKTUKA BO3HUKHOBEHHS Oyaynux npuctymnos [32, 37].

YpoBenb yoenurenabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)
KommeHTapum: obwas pacnpocmpaneHHOCMb — SRUNENCUU  Npu  MYKONOIUCAXAPUOO3AX
cocmasnsiem oxono 30%, xomsa nokazamenu pasHvlx ucciedosameneli Mo2ym 6apbuposamucs.
Bepoammno, omcymcmeyem paswuya Mmexcoy jedyeHueMm INULEncuu Yy NAyueHmos C
MYKONONUCAXAPUOO30M U OPYSUMU NAYUEHMAMY, NOIMOMY Cledyem NpUoepHCUBAmMbCs
CMAHOAPMHBIX PEKOMEHOAYUL NO JledeHuio dnunencuu. s HasHavyeHus u/uiu KOppekmuposKu

mepanuu Heobxo0uM npuem (0CMomp, KOHCYIbMAayUs) 8pava-Hespoio2a.
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e Pexomenayercsi paccMOTPETh BOIPOC O HEOOXOJUMOCTH MPUMEHEHHUs IPEenapaToB TPYIIIbI
NO3AX npyrue nporuposnwientuueckue npenaparsl nanuestam ¢ MIIC I npu xpoHudeckoi
HeliponaTH4eckoi OOJM C IeNbi0 KyNMUPOBaHUS OOJIEBOIO CHUHApPOMA, YIYYIIEHUS KauecTBa
ku3HM [33].

YpoBeHns yoenutenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KomMeHTapuu: 011 HazHayeHus u/uiu KOppeKmuposKu mepanuu Heoodxooum npuem (ocmomp,
KOHCYyIbmayus) epada-nesponoza. Ilonoscumenvrnozo aghghexma papmaxomepanuu xponuueckoti
oonu y nayuenmog ¢ MIIC mooicho 0odumuca npu yuéme npuHuUMAaemvlx NayueHmom npenapamos
U  pecylApHOM — MOHUMOpUHee  6Ge3onacHocmu — jaedeHus.  DpgexmusHvl  npenapamot,
6030eUCmByIouull Ha YeHMPAIbHbLE MEXAHUMbL POPMUPOBaNUs XpoHUYecKolU boau. [Ipu nevenuu
bonesoeo cunopoma y nayuenma ciedyem ucnoib308ams HaumeHnee UHBA3UBHBIU CHOCOOD.

e Pexomenayercs mpuem (OCMOTp, KOHCYJbTallMs) Bpada-TeparieBTa/Bpadya OOIIEH NPaKTHKH
(cemeitHOTO Bpaya) MEpBUYHBIN U MTOBTOPHBIN (TIpu HEOOXoauMocTH) BeeM nmanueHTam ¢ MIIC 1,
IpY HAJTUYMU MOKa3aHUM, C 1IeJIbI0 Ha3HAUYEHUSI CUMIOTOMATUYECKOTO JICYEHHUSI U KOHTPOJIS €ro
s dexkruBHOCTH U Oe3omacHocTH [1, 2, 5, 14, 18, 35].

YpoBeHnnb yoenureabHocTH pekoMenaanmnii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)

e Pexomenayercsa mnpueM (OCMOTp, KOHCYJbTallUs) Bpada-oPTaIbMOJIOTa TICPBUYHBIA U
MOBTOPHBIN (TIpu HeoOxoaumocTH) manueHTam ¢ MIIC I, npu Hanu4uu moka3zaHuid, ¢ IEIbIO
Ha3HAYCHHs] CAMITOMATHYECKOTO JIEYEHUSI U KOHTPOJI ero 3p(GeKTUBHOCTH U Oe3omacHocTH [1,
2,5,35].

YpoBeHs yoeautenbHocTH pekoMeHaanui C (YpoOBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)

KommeHnTapuii: npu oghmansmonozuueckux HapyuleHusx npogooumcs ieyeHue no noKa3aHusMm,
noobop mepanuu  OCyWecmeusemcs, HaA OCHOBAHUU  KIUHUYECKUX PeKoMeHOayuti no
COOMBEemMcmaYIOUWUM HO30102UM.

o Pexomenayercss mpueM (OCMOTp, KOHCYJbTAIWsI) Bpaya-CypoJiora-OTOPHHOJIAPUHTOIIOTa

MIEPBUYHBIN U TOBTOPHEIH (TIpu HeoOxoaumocT) nanuentam ¢ MIIC [, mpu Hanu4uu mokazaHui,
C IeNbI0 HA3HAYEHUS CHMITOMATHYECKOTO JIEUEHUS M KOHTpOJs ero 3(QexkTuBHOCTU U
OesomacuHoctH [1, 2, 5, 34, 35].
YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KomMmeHTapuii: peyuousupyowue omumsi, uacmuvle pecnupamopnvle 3a0071e6aHUs 8epXHUX
ObIXameNbHbIX nymell mMpeOyiom nposeoeHus CUMRMOMAMUYEeCKOU, aHmubaKmepuaibHol
mepanuu. Jleuenue u OuazHOCMUKY NpoBOOAM HA OCHOBAHUU KIUHUYECKUX PEKOMEHOAyull no
coomseemcmayrowum Hozonozauam [1, 34].

e PexoMeHnayercsl mpueM (OCMOTpP, KOHCYJbTAIUsl) Bpaua-HEBPOJIOTa MEPBUYHBIA U MOBTOPHBIN
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(mpu Heobxoammoctn) marmentaM ¢ MIIC, mpu Hamuyuu MOKa3aHWUM, C IEIbI0 HAa3HAYCHUS
CUMIITOMATHYECKOTO JICUCHHS U KOHTPOJIs ero 2 dexTuBHOCTH U Oe3onacHocTH [1, 2, 5, 35].
YpoBens yoenutenbHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB — 5)
KommenTapmii: y nayuenmoeg ¢ MIIC npu naauyuu snunenmudeckux npucmynos pekomeHoo8aHo
UCNONIL308AHUE NPENApamos U cxem JieYeHusl, Ha OCHOBAHUU COOMBEMCMEYIOUUX KIUHUYECKUX
pexomeHnOoayuii. Jleuenue nogedeHuecKux HapyuleHuli nposooOUmcs 8pA4OM-He8POI02OM, 0ObIYHO
UCNONBL3VIOMCS Npenapamsl 2pynnvl CHOMBOPHblE U CeOamusHvle Cpeocmed, aHKCUOTUMUKU,
opyaue aHmuncuxomuyeckue cpeocmea. Bvibop npenapama, 003uposka, OnumenbHOCMb Kypca
onpeodensromes uHousuoyanvro. Hauunarom npuem oamHulx npenapamos noo muyamenbHuIM
8PA4UeOHbIM KOHMPOAEM 8 YCI0BUAX KPY2TIOCYMOYHO20 UNU OHEBHO20 CIAYUOHADA.
Pexomenayetcst mprueM (OCMOTp, KOHCYJIbTAIHSI) Bpaua-TPaBMaTOJIOTa-0pTOTe1a IEPBUYHBINA U
MOBTOPHBIN (Ipu HeoOxoaumocTH) mamueHTam ¢ MIIC [, mpu HaimMuMu moKa3aHUH, C IEJBIO
Ha3HAYEHUS] CUMIITOMATHYECKOTO JICYEHUSI U KOHTPOJIs ero 3ddexkruBHOoCTH 1 Oe3omacHocTH [1,
2,5, 35].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommenTapmii: opmoneduueckas xoppexkyus HapyuieHus OCAHKU, KOHMPAKMYp CYCMaeos ¢
UCNONb308AHUEM — HEXUPYPSUUECKUX Memooo8 GKIouaem Guauonpoyeoypvl u aevedonyio
@u3KyILMYpPY, UCNOIBL3VIOM Opmonedudeckue ycmpoiicmea. Ilo nokazanusm ocyuwjecmensaiom
Xupypauieckoe JjieyeHue CUHOPOMA KApnaibHO20 KAHANA, NPOBOOUMCS IHOONPOMEIUpPosaHue
opmoneouyeckoe mazobeopeHHo20 Uil KOJeHHO20 CYCMAed, KOppusupyrwue ocmeomomuu OJis
ucnpasnenusi ocu  KoHeynocmeu  (Ocmeomomus — Oedpennout  kocmu, Ocmeomomust
APOKCUMANbHO20 KOHYa bedpenHou kocmu, Ocmeomomus 001bue6epyosoti KOCmu OmMKpbIMbIM
oocmynom, Ocmeomomusi Manob6epyo8o Kocmu omKpblmsvim 0ocmynom, Pexonempykyus kocmu.
Ocmeomomus Kocmu € UCNONb308AHUEM GHYMPEHHUX (QUKCAMOpos8 U annapamos 6HeulHell
@urcayuu, Pexoncmpykyus xocmu. Koppeeupyiowas ocmeomomus npu Odegopmayuu cmon,
Pexoncmpykyua xocmu. Koppeaupyrowas ocmeomomus 6edpa, Pexoncmpykyus Kocmu.
Koppezupyrowas ocmeomomus conenu).

Pexomennayercst mpueM (OCMOTp, KOHCYJIbTAIUs1) Bpada-KapIuoJIora MepBUYHBIA U MOBTOPHBIIH
(mpu HeoOxomumocTH) manuentam ¢ MIIC I, npu HanmMuum mokazaHuii, ¢ 1ENbI0 HA3HAYCHUS
CUMIITOMATHYECKOTO JICUCHHS U KOHTPOJIS ero 3 HEeKTUBHOCTH U Oe3onacHocTH. [1, 2, 5, 35].
YpoBens yoeautenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommeHTapuii: pexomenoosano yuacmue MyabmMuOUCYUNIUHAPHOU KOMAHObL 6 Ge0eHUU
cepoeynoti Hedocmamounocmu y nayuenmos ¢ MIIC I. [Ipu neuenuu apmepuanvHol cunepmonuu

v nayuenmos ¢ MIIC I pexomenoosano HazHauenue aHMUSUNEPMEHIUBHOU Mepanuu 6
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COOmMBemcmeaul ¢ KIUHU4eCKUMU PeKOMEHOayUAMU « Apmepuanvhas 2unepmoHusi y 63pOCivlXy.
PexoMenayercsi mpueMm (OCMOTp, KOHCYNbTAIUsl) Bpada-Xupypra JiedeOHO-TMarHOCTHICCKUN
MIEPBUYHBIN U TOBTOPHBIH (1pu HeoOxoaumocTn) nmaruentam ¢ MIIC I, npu Hanmnyum noka3zaHui,
C LENbI0 PELIEHUS BOINPOCOB O HEOOXOAMMOCTH M O00BbEME XUPYpPrHUECKOTO BMELIATENbCTBA,
Ha3HAYEHUs] CHMITOMATHYECKOT O JICYSHUS!, KOHTPOJIS ero 3 (eKTUBHOCTH U OezomacHocTH [1, 2,
5, 35].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
Pexomenayercss mnpuem (OCMOTp, KOHCYJbTallMs) Bpada-HEHPOXUPYpra TMEPBUYHBIA U
MOBTOPHBIN (Ipu HeoOxoaumocTH) mamueHTam ¢ MIIC [, mpu HaimMuMu moKa3aHWH, C IIEJBIO
pElIeHHs BOMPOCOB O HEOOXOAUMOCTH M 00BEME HEHPOXUPYPrHuecKoro BMEIIATEIhCTBA,
Ha3HAYEHUS] CHMITOMATUYECKOT 0 JISYEHUs], KOHTPOJIs ero 3ddexruBHocTH U Oe3omacHocTH [1, 2,
5, 35].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)
Pexomenayercst npueM (OCMOTp, KOHCYJIbTAlMs) Bpada-MyJbMOHOJOra TEPBUYHBIA U
MOBTOPHBIN (TIpu HeoOxoaumocTH) manueHTam ¢ MIIC I, npu Hanu4uu moka3zaHuid, ¢ IEIbIO
Ha3HAYEHUs] CUMIITOMATUYECKOTO JICYCHUSI U KOHTPOJIS ero 3 GeKTUBHOCTH U O6e3onacHocTH [ 1,
2,5,35].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommeHnTapumu: uacmoie 3a001e6anus 6epXHUX U HUNCHUX ObIXAMENbHbIX nymel mpeoyiom

npoBedeHUs CUMNIMOMAMuU4ecKol, aumubakmepuanvroi mepanuu [1, 14].

3.3 Xupypruueckoe Je4yeHue.

Xupypeuueckoe neuenue nayuenmog c¢ MIIC I credyem nposooums npu yuacmuu
MYTbMUOUCYUNTUHADHOU  KOMAHObL 8 COOMBEmCmeuu ¢ OeuCmeyiouumu KIUHUYeCKUMU
PEKOMEHOAYUAMU.

Pexomenayercst IpoBeieHUE ONEPALlUM HEBPOJIU3 U AekoMIipeccus HepBa nanuentam ¢ MIIC [
C COXpaHHBIM MHTEIJICKTOM W HapylleHHeM (YHKIMHA KUCTeH WIM C HapyluleHHEeM HEpBHOMN
OpOBOIUMOCTH 10 pe3yibrataM DHMI' ¢ nenpio nocTrxeHus OBICTPOTO CTOHKOTO YIy4IICHUS
GbyHKIMIA BEpXHUX KOHEYHOCTeH [ 14, 19-22, 36].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KomMmeHTapum: yacmoma peyuoueos KapnaibHo20 MOHHENbHO20 CUHOPOMA y NAYUEHMO8 C
paznuunvimu munamu MIIC neuszsecmua. I10ckonbKy no8mMopHas KOMNpeccus MeOUaAHHO20 Hepea
ecrneocmeue pyoyesamus U OMIONCEHUS. 2TUKOZAMUHOSTUKAHOB BO3MOJICHA, HE0OX00UMO
npoododicams Habaooenue. Heobxooum npuem (ocmomp, KOHCYIbmayus) epava-xupypea u/uiu

8paua-Heupoxupypea ¢ yeivio peueHus: 60npoca 0 HeoOX0OUMOCMU U 0Obeme B03MONCHO20
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XUpypauuecko2o emMeuamenbcmed.
PexomenayeTcsi MpOBEICHUE BEHTPUKYIO-TIEPUTOHEATILHOTO IIYHTUPOBaHUs nmaruentam ¢ MIIC
I Tuna npu cooOmaroeiics ruapouedanuu ¢ NPOrpecCUpyOIUM YBEIUYEHUEM KETYJOUYKOB O
naHHbIM MPT w/unm moaTBep kK 1IEHHBIM MTOBBIIICHUEM JIaBJICHUS 1IePEOPOCTTMHAILHON YKUIKOCTH
6onee 250-300 cm BogHOTO CTOJIOA C LENBIO KYUPOBAHUS MATOJIOTUYECKOTro cocTosiHus [14, 19-
22].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)

KommenTapmii: neobxooum npuem (ocmomp, KOHCYIbmMayus) 6pava-Heupoxupypea ¢ yeibo
pewienus: BOnpPoca 0 HeoOXOOUMOCMU U 00beMe 803MONCHO20 XUPYPSULECKO20 8MeUAmenlbCcmad.

PexoMengoBaHO  TIpOBEIEHHME ~ ONEpaluu  JEKOMIIpECCHsl  IMO3BOHOYHOTO  KaHala
Mukpoxupyprudeckas nanuenram ¢ MIIC I ¢ quarHocTMpoBaHHBIM CTEHO30M ILIEHHOTO OTAENA
II03BOHOYHMKA C LIEJIbI0 yCTpaHEHUs cTeHo3a [14, 19-22].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)

KomMmeHnTapumu: neobxooum npuem (ocmomp, KOHCYIbMAyus) 6pava-Heupoxupypea ¢ yeivo
pewienuss Bonpoca o HeodX0OUMOCIU U 0ObeMe 803MONCHO20 XUPYPSULECKO20 BMEUUAmenbCmed.
Coasnenue  cnumHo20  Mo032a  NPUBOOUM K HEOOpAMUMBIM  HEe8PON0CUHECKUM
HapyuweHusM, onepayuro ciedyem paccmampusams oaxce y NnayueHmos 06e3 HesposoSUUecKol
CUMNMOMAMUKY, eClU CAUMMANbHbIl OUaMemp NO360HOYHO20 KAHANA CYHCeH Oojee Yem Ha
50%. Xupypeuueckoe — emewiamenbcmeo  OONHCHO  BbINOJHAMLCA  pAHbULE — PA3GUMUS
HeBPOI02UYECKUX NPOSABAEHU.

Pexomenayercsi HHAONPOTE3UPOBAHHUE OPTOMEIUYECKOE Ta300€IpPEeHHOr0 CycTaBa W/WUIU
SHAOMPOTE3NPOBAHUE OPTONEANUECKOE KOJIEHHOTo cycTaBa nauueHtam ¢ MIIC 1 npu nanuuuun
MOKa3aHUH M OTCYTCTBUU 3¢ (deKTa OT KOHCEPBATHMBHOW TEpanuu C IEJbI0 BOCCTAHOBICHUS
byHKIMHA, yCTpaHeHHs AedopMalvii B YITydIIeHUs] KauecTBa )u3Hu [1, 2, 14, 20, 22].

YpoBeHnb yoenuteabHoCcTH pekoMenaanmnii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommeHnTapuii: neo6xooum npuem (ocmomp, KOHCYIbmMayus) 8paia-mpasmamono2a-opmoneoa
C yYenplo peuieHuss 80npocd O HeoOXO0UMOCMU U 00beMe B03MONCHO20 XUPYPeUUeCKO20

emeuiameslbcmed.

4. MeauuuHCKas peadUInTAIMSA U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIUIUHCKUE TOKA3aHUA U MPOTUBONOKA3AHUSA K MPUMEHEHUI0 METO/I0B
peadnanTaNH, B TOM YHCJie OCHOBAHHBIX HA HCNOJIb30BAHUYU MPUPOTHBIX

JieueOHbIX GaKTOpOB

Cnemuduyeckort peadunurtanmu namueHtaMm ¢ MIIC I He Tpebyerca. B xpyr

26



peabunuTarmoHHbIx Mepornpusatuid nanuentam ¢ MIIC 1 moryr ObITh BrIHOYeHBI KiwHMKO-
NICUXOJIOTHYECKass KOPPEKLMsI MIKOJIa TICHMXOJIOTMYECKOW peaduiuTaluu JUis MAlUeHTOB U
POACTBCHHHUKOB, OTAbIX B CIICHUAJIM3UPOBAHHBIX CAHATOPHAX, a@ TAKIKC COLIMAIbHAA aaanTalusa C
y4aCTUuCM CICHHUATIUCTOB U COLMAJIbHBIX paGOTHI/IKOB, KYPChI O6H.[€FO Maccaxa MCIUIINHCKOTI'O.
Crneuuduyeckne MeToapl peaOWIUTAlMM T[PU  HAJIWYMM  OCJIOXKHEHMH  yKa3aHbl B

COOTBETCTBYIOIIUX pa3jeiiax.

5. IIpodpunakTuka U AMCNIAHCEPHOE HADII0IeHNEe, MeIUIIUHCKHE IOKA3AHUS U
NMPOTHUBOINOKA3AHUS K NPUMEHEHHUI0 METOA0B NPOPHIAKTUKH

Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAllM ) Bpaya-reHeTHKa IIEPBUYHBINA U IIOBTOPHBIN (IIpU
HE0O0XOMMOCTH)/ JUCIIAaHCepHBIH TpueM (OCMOTp, KOHCYJIbTAllUs) Bpaua-TeHETHKAa BCEM
nareHTam ¢ MIIC I ¢ ycTaHOBIEHHBIM AUArHO30M W/WJIH €r0 OPHUIIMATEHBIM IPEICTABUTEIISM, C
IEIbI0 PAa3bsICHEHUNH TEHETHMYECKOTO0 PHCKa, OOCYXICHHS BO3MOXKHOCTEH IpeHaTaabHON U
MPEUMILIAHTAIIMOHHON NHAarHOCTUKU B CeMbe, KOHTpOJs S((PeKkTUBHOCTH U 0€30MacHOCTH
NaTOreHEeTUYeCKOoU Tepanuu [2, 6, 23, 35].

YpoBens yoeaureabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapmii: cembim ¢ 6onbHbiMu OemvMu  pPeKOMEHOYemcs MeOUKo-2eHemuieckoe
KOHCYIbMUPOBAHUE C Yelblo onpedelieHus 2eHemuieckozo pucka. Kax u npu opyaux aymocomno-
peyeccusHvix 3abonesanusx, npu MIIC mun I ona xadxcooii bepemenHOCmU PUCK PONCOEHUs.
pebenxa cocmasnsiem 25%. B cembsx, 20e ecmv OONbHOU pPeOEHOK, B03MONCHO NpOBeOeHUe
NPEeHamanbHOU U NPEeUMNIAHMAYUOHHOU 2eHemu4eckou OuacHoCmuKu. [[na amoeo pooumensim
HeobXoo0umMo obpamumscsi 8 CReyudlu3uposanHvlie OudacHOCmuyeckue 1adbopamopuu u
Meouyunckue yeumpul. IlpenamanbHas OuasHoCmuKa npo8ooUmCcs MOAEKYIAPHO-2eHeMUYeCKUMU
unu buoxumudeckumu memooamu, nymem uccieoosanus JJHK, evioenennou uz buonmama opcun
xopuona nHa 9-11 nedene bepemeHHOCMU U/UMU KIEMOK AMHUOMUUECKOU HCUOKOCMU, NIOOHOU

kposu Ha 20-22 nedene bepemerHOCmU.

5.1 llpe”HaTajJbLHAasl AMATHOCTHKA

PexoMeHayeTcs: IIPOBEIECHHE IPEHATAJIBHOM  IUAarHOCTMKM W IPEUMIUIAHTALMOHHOU
TeHETUYECKOM TMarHOCTUKHU SMOpPHOHA BCEM CEMbSIM, OTATOIICHHBIM XOTS OBl OJHHM CIy4aeM
MIIC I, nyis kakaoi mocienyroneil 6epeMeHHOCTH, C IeNbl0 MPOQMIAKTUKNA HACIIEICTBEHHON
nmarosiorud [1, 2, 14, 18].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5)

5.2 IncnancepHoe HAQJIIOAeHUE
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e PexomeHnayercs ornpeeiaeHre ypPOBHS IMKO3aMUHOTIMKAHOB MOUHU He pexke 1 pasza B 6 MecsleB
B IPOLIECCE JAMCIIAHCEPHOTO HAOIIOACHUS BCEM MAIMEHTaM C MYKOIOJIMCAaXapuao3oM | Tuma c
1EJIBI0 KOHTPOJISI 3P PEKTUBHOCTH MATOT€HETHIECKOM Tepanuu [7, 8, 28].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

e PexomeHnayercs mpoBeeHUE OOIIETo (KIMHUYECKOTO) aHau3a KpoBU BeeM manueHtam ¢ MIIC
I ¢ uenpi0 OLGHKH OCHOBHBIX IapaMETPOB KPOBETBOPCHHUS U BBHISBICHHUS BO3MOMKHBIX
uHQEKIMOHHBIX TporieccoB [27, 30, 31,44].

YpoBeHnb yoenutreabHoCcTH pekoMenaanmnii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommeHnTapuu: nposodsim WuCCleNOBaHUE YPOBHS OOIIEro TEeMOIVIOOWHA, 3PUTPOIIMTOB,
JEHUKOIMTOB, TPOMOOLIUTOB B KPOBH, OI[EHKA FeMAaTOKPUTA, HCCIEAOBAaHNE CKOPOCTU OCEIaHUs
SPUTPOLMTOB, AU HepeHIIUPOBAHHBII TOJCUET JIEHKOIMTOB (JielikonuTapHas Gopmyna) 8 cesasu
C BbICOKUM DPUCKOM pA36UMUSA UHMEPKYPPEHMHBIX UH@EeKYUll, acnUpayuoHHOU NHEEMOHUU Y
nayuenmos ¢ MIIC pexomenoyemcs nposedeHue 0aHH020 UCCie008anus He pedice 1-2 paz 6 200.

e Pexomenayercss TMpoBeleHHE aHaNU3a KPOBH OMOXMMHUYECKOTO OOIETepaneBTUYECKOTo

nanpentam ¢ MIIC ¢ nenpio ompeneneHus (GyHKIHMOHAIBHOTO COCTOSIHHSI TIEYCHH, KOTOpas
SIBJSIETCSL OIHUM U3 opraHoB-mutieHeil npu MIIC [44, 45].
YpoBens yoeaureabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapuu: nposooam onpedenenue aKmu@HOCMU — ACNaApmMamamuHompancpepasol,
ANLAHUHAMUHOMPAHChepassl,  1aAKMamoecuopoceHasvl,  weiounou gocgamasvl, eamma-
MOMamMuImpancgepasvl 6 Kpoeu, Uucciedo8anue yposHs obwe2o Ounupyouua, oOurupyouHa
CBA3AHH020  (KOHBIOCUPOBAHHO20), XOJNeCMepuHa, mpueiuyepuoos, aibOyMuHa, 2nloKO3bl,
KpeamuHuHna, obuje2o 6enxa, Hampus, Kaius, 0ouje2o Kaibyus 6 kposu. HMcciedosanue nposoosim
Kadicovle 6 Mecayes.

e PexoMeHayeTcsi yIbTpa3ByKOBOE MCCIICIOBAHUE OPTaHOB OPIONTHOM TMOJOCTH (KOMILJIEKCHOTO)
W/ MarHUTHO-PE30HAHCHOW ToMOTrpaduy OpraHOB OPIOITHOM MOJIOCTH W/WJIM KOMITBIOTEPHOU
ToMorpaduu opraHon OprourHoi nmonoctu Beem narpientam ¢ MIIC I B mporecce aucnaHcepHOro
HaOMOIeHusT (4acToTa — TIO MOKA3aHMsIM) C LETbI0 OIEHKA TUHAMHUKA pa3MEpoB MEUYEHU U
cene3enku [1, 2, 5].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KoMMeHTapum: 6bi4615410mCs yMepeHHas cenamomeanus uiu cenamocnienomezanus. Ha ¢hone
mepanuu pasmepvl NeYeHU U Cene3eHKU YMEeHbUUAIOMCAL.

o Pexomenayercsi TpOBEIECHHUE MAarHUTHO-PE30HAHCHON TOMOTpaduu MO3BOHOYHHUKA (OIUH

OT/e), B TOM YHCJE C MPUMEHEHHEM KOMOMHHPOBAHHOI'O MHTAIALMOHHOTO HapKo3a — IpHU
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HeoOxoaumocTH), nanmentam ¢ MIIC I B mporiecce nucnancepHoro HaOIOeHUS He pexe 1 pasza
B 24 Mecsl1ia ¢ eI BBISIBIICHUSI KOMIIPECCUU CIMHHOTO Mo3ra [1, 2, 5].

YpoBeHs yoeautenbHocTH pekoMeHaanuil C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)

KomMmenTapumu: npu wneobxooumocmu, npooosm MASHUMHO-PE3OHAHCHYIO MOMO2papuro
NO360HOYHUKA (00UH omoen) ¢ NpuUMeHeHUueM KOMOUHUPOBAHHO20 UH2ANIAYUOHHO20 HAPKO3A.
Hecmabunonocms — amaaHmoakcuaibHo2o  cOUleHeHUuss  Modcem  Oblmb — 6blAGIeHA  NpU
penmeenozpaghuu welno2o omoena nO360HOYHUKA C YHKYUOHATbHLIMU NPOOAMU, OOHAKO OJis
NOOMBEPIHCOEHUS. KOMUPECCUU CNUHHO20 MO032a4 6C1e0Cmeue YMmoaujeHus e2o 000704eK U
Gdopmupyrowuxca anomanuii no3soHkos mpeodyemcs npogeoerue MPT.

Pexomenayercst peHTTeHOTrpadus MIEHHOTO, TPYIHOTO M TMOSCHUYHOTO OT/eNIa TO3BOHOYHUKA,
BEpXHHUX M HWKHHMX KoHeuHocTer Bcem mnanueHtam ¢ MIIC [ He pexe 1 pasa B 12 Mecsues B
MPOIECCe TUCTAHCEPHOTO HAOMIOACHHS C IIEJIbI0 BBISBICHUS MHOXXECTBEHHOTO IU30CTO3a U
KOHTpOJI 3a cocTosinueM [ 1, 2, 5].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommeHnTapuu: 6 psoe ciyuaeé HeobXooumo nposedenue peHmeeHocpaguu no3860HOYHUKA C
Qyukyuonanvnvimu  npooamu. Ilpu Hedocmamounou UHPOPMAMUSHOCMU — UCCIEO08AHUI,
B03MOJICHO NpOGedeHUe KOMNbIOMEPHOU MOMOSPAPUU WEIHO20, 2PYOHO20 U NOACHUYHO2O
omoenoe Mno360HOYHUKA. Bvisgnaiomces MmHOdcecmeHHble O0u30cmosvl — ckagoyeghanus,
eunonaasus 3y006uonozo ompocmka C2-no3eomka, 00pconoMOapHulll Kugo3 6 pesyivmame
HAAMUCNOHOUNUY, NOACHUUHBIL 2unepaopoos. Onpedensiomcs wupoxkue pebpa, KOpomkue
u30eHymule KIouuybsl, 2UNONIA3Us 20I080K NIeUesblX KoCmell U 8apychas oehopmayus nie4esvix
KOcmell 8 NPOKCUMAIbHBIX OMOenax, OUCmaibHule dNUpu3vl Kocmetl npeoniedvs CKOuleHvl Opy2 K
opyey. 3aoepoicka ¢hopmuposanus si0ep okocmeneHus. llacmuvie Kocmu Kucmeu yYKOpoueHvl U
CYIHCEHbl — «3A0CMPEHbLY 8 NPOKCUMAILHBIX OMOENax, «CKOULEHHOCbY 8EPIILYIHCHLIX 6NAOUH,
oeghopmuposanHule, ynioujeHHvie 201068KU ODEOPEeHHbIX KOCMel U 8anb2YCHAsA 0epopMayus uieex
OedperHbLX Kocmell.

PexomenayeTrcst MAarHUTHO-PE30HAHCHAsI TOMOTpadusl TO3BOHOYHUKA (OUH OT/IEN), B TOM YHCIIE
C MPUMEHEHHEM KOMOMHUPOBAHHOT'O MHTANISIIIMOHHOTO HapK0o3a — MPHU HE0OXOIUMOCTH, HE PexkKe
1 pa3a B 24 mecsna narmentam ¢ MIIC 1 B mponecce auicmaHCEpHOTO HAOIIOJCHUS C IIEJIBIO
BBISIBJIEHUS KOMIIPECCUM CIIMHHOTO Mo3ra [1, 2, 5].

YpoBeHs yoeautenbHocTH pekoMeHaanui C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KomMmeHnTapumu: npu wneobxooumocmu, npooosam MASHUMHO-PE3OHAHCHYIO MOMO2papuro

NO360HOYHUKA (oduH 01’1’[06.71) C NpumeHeHnHuem KOM5uHup06'aHH020 UHSAIAYUOHHO20 HAPKO3d.

29



Hecmabunbnocme — amaaHmoaxkcuanbHo20 — COYNeHeHus Modcem  Ovlmb — GblasleHa  Npu
penmeenozpaguu uielino2o omoenda N0360HOYHUKA C (DYHKYUOHATLHBIMU NPOOAMU, OOHAKO OJis
HOOMBEPHCOEHUSI KOMNPECCUU CRUHHO20 MO32a 6Clle0cmeue YMoaujenus e2o 000710YeK U
Gopmupyrowuxcs anomanuti no360HK08 mpebyemcs nposeoenue MPT.

PexoMeHnayeTcsi mpoBeneHHE AJICKTPOHEHpoMuorpaduu CTUMYISIIMOHHON OIHOTO HEpBa W
3NIEKTpOHEHpOMUOrpaguu UroybYaThIMU AJIEKTPOAaMU ogHOro Hepsa mauueHTam ¢ MIIC 1 B
mpoliecce JUCTAHCEPHOro HaOMoACHHUS (YacToTa — IO TIOKa3aHWsAM) C IEJIbI0 OICHKH
(G YHKIIMOHATILHOTO COCTOSTHUS MBITIICUHBIX TKaHEH, HEPBOB M HEPBHO-MBIIICUHOM niepenayi [ 1, 2,
5].

YpoBeHns yoenutenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommenTapuu: cmumynayuonnas SHMI nozsonsiem onpedenums coasnenue cpeOUHHO20 Hepea
oasxce 00 NOABIEHUS CUMNMOMOS8 U OOJINCHA NPOBOOUMbBCS, HAYUHAS ¢ 8o3pacma 4-5 nem
eaHce200HO.

PexomMeH10BaHO TIPOBEICHUE HCCIEAOBAHUS HECIIPOBOIMPOBAHHBIX JBIXAaTEIbHBIX 00BEMOB U
norokoB manueHtam ¢ MIIC I B mpomecce nucmancepHoro HaOdroneHus (4actota — IO
MOKA3aHUsIM) C IIEeJbI0 OIeHKU 3 (HEKTUBHOCTH IPOBOIUMOM Teparuu, KOHTPOJIIS 32 COCTOSTHUEM
OpoHxoJierouHoi cuctemsi [ 1, 2, 5].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KomMmeHTapum: nposoosam cnupomempuro, ¢hryomempuro CNOKOUHO20 ObIXAHUS, UCCIe008aHUe
@yHKYUU BHewHe20 ObIXaAHUSL.

Pexomenayercsi mpoBe/ieHHE peHTTeHOoAeHCuTOMeTpur BceM nanuentam ¢ MIIC I B mporecce
JTUCTIAHCEPHOTO HAOIIOACHUS (YACTOTa — MO MOKA3aHUSM) C IEJIbIO ONpeIeNICHUs] MUHEepaTbHOU
IJIOTHOCTHU TKaHU, BBIABJICHUS OCTEONIOPO3a, KOHTPOJIS 382 COCTOSIHUEM MalueHTa [26].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)
PexomenayeTcsi perucTpainus dICKTPOKApAUOTPaAMMBI, TPOBEACHUE dXOKapauorpaduw,
XOJITEPOBCKOIO MOHUTOPUPOBAHUSA CEPACYHOTO PUTMA U CYTOUYHOTO MOHUTOPHPOBAHUS
apTepuanbHOTO naBneHus Bcem nanuentam ¢ MIIC I B mporiecce aucnancepHOro HaOIIOACHUS
(9acToTa — 1O MOKa3aHMSIM) C LIETBI0 OLIEHKU COCTOsIHUS cepana [1, 2, 5].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommenTapuu: pecynsipuoe nposedenue OKI, Oxo-KI, xoimeposckoeo MOHUMOPUPOSAHUS
IKT', cymounoe MOHUmMOpuposanue apmepuanbHo2o 0asieHuss He0OX00UMO NAYUeHMam ¢ OAHHOU
namonozaueu, maxk KAk C paHHe20 603pacma Yy HUX OMMEUAIOMC CepoOeyHO-coCyOUcmuole

HapyueHus.
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e Pexomenayercss npueMm (OCMOTp, KOHCYJbTAIMs) Bpada Cyp0JIOra-OTOPHHOJAPUHIOJIOTra

NEPBUYHBIN M TIOBTOPHBII/AMCIIAHCEPHBINA TIpreM (OCMOTpP, KOHCYINIbTAllMs) Bpada CypIoJiora-
oTopuHonapuHroyiora BceM manueHTam ¢ MIIC 1 B mporecce aucnaHcepHOro HaOIIOACHUS HE
pexe 1 paza B 6-12 mecs1eB ¢ UEIbI0 KOHTPOJIS COCTOSHHUS, CBOCBPEMEHHOW TUArHOCTUKU U
neuyenus nopaxenus JIOP-opranos [2, 5, 18, 34, 35].
YpoBeHs yoeautenbHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommenTapuu: nopaowcenue JIOP-opeanos sensemcsi 0OHOU U3 YACMOU CORYMCMBYHOujel
namonozuell. /lebrom eocnanumenvHulx 3a00ne8anuti yxa, eopia u Hoca u y nayueumos ¢ MIIC
APpUXooumcs Ha panHuul demckutl gospacm. Ommeuarom yacmoele cOYemManHHbvle NOPAANCeHUs —
CHUDICEHUE CIYXa, peyuousupyrouue ocmpbvle cpeoHue OMmumvl, OCMAHOBKU ObIXAHUS 80 CHe,
nocmosHHoe 3ampyoHeHue Hoco8020 Ovixanus, punumoel. Ilayuenmam c¢ MIIC modcem
nompeboeamucs npogedenue PubPOIAPUHLOCKONUU 8 C8A3U C NAMOLOSULECKUMU USMEHEeHUAMU
2opmanu (ymoaweHue 2010C08bIX C8:A30K, Y8eIudeHue U OMeyHOCmyb 4Yepnaio8UOHbIX Xpaujell).

e Pexomenayercst mprem (OCMOTp, KOHCYJIbTAIMs) Bpadya-TpaBMaToJIora-opToneaa nepBUYHbIN 1

MOBTOPHBIN/TUCTIAHCEPHBI TpHeM (OCMOTp, KOHCYJIbTAIMsI) Bpada-TPaBMAaTOJIOra-opTomneaa
narentam ¢ MIIC I B mporecce aucnancepHOro HaOMOACHUS He pexe 1 pa3a B 6 MecsleB Win
yaiie, Ipu HAIMYUH OKa3aHUH, C eIbI0 KOHTPOJISI COCTOSIHUS, HA3HAYEHHSI CAMIITOMAaTHYECKOTO
JIeYeHHS U KOHTPOJIs ero adpexTuBHOCTH U Oe3omacHOCTH [2, 5, 18, 35].
YpoBeHns yoeautenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommeHTapuii: opmoneduueckas Koppekyusi HapyuieHus OCAHKU, KOHMPAKMYpP CYCMAB08 C
UCNONIL30BAHUEM — HEXUPYDSUHECKUX Memooo8 GKIouaem @u3uonpoyeoypsvl u JjaededHyIo
Quskynemypy, ucnonwvzyiom opmoneoudeckue ycmpoticmea. Ilo nokasanusm ocywecmensiom
Xupypauieckoe JnedeHue CUHOPOMA KapnaibHO20 KAHAld, NPO8OOUMCS IHOONPOMe3UpOo8aHue
mazob6e0penHo2o Uil KOIeHHO20 CYCmasd, Koppusupyrowue ocmeomomuu 01 UCNpagieHus ocu
KOHeYHoCmel.

e Pexomenayercs npuem (OCMOTp, KOHCYJIbTALlMs) Bpaua-CTOMATOJIOTa MEPBUYHBIN U TOBTOPHBIN
(mpu HeobxoaumoctH) narmentam ¢ MIIC I B mporecce nucmancepHOro HaOMIOAEHUS C IIEJIbIO
JMUAarHOCTHKU W JICYCHUS MATOJIOTMYCCKUX COCTOSHHI YEIIOCTHO-TUIIeBOM oOnactu [1, 2, 5, 18,
24].

YpoBensb yoenureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 4)
KomMmeHnTapuu: oononnumenvno mo2ym nompeoosamuvcs npuem (0CMOmp, KOHCYIbmMayus)
8PAUA-CIMOMAMON02A-0pmoneoa, npuem (0CMomp, KOHCYIbmayus) 8pava-cmomamono2a-

xXupypea, npuem (0OcmMomp, KOHCYIbMayus) 8paia-4eaocmHo-muyesozo xupypea [2, 18, 24].
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e Pexomenayercsi mpueM  (OCMOTp, KOHCYJbTAIMs)  Bpada-HEHpoxupypra  JiedeOHO-
JMAarHOCTHYECKUI TepBUYHBIN M MOBTOpHBINA (mpu HeobOxoaumoctu) mauueHtam ¢ MIIC 1 B
Ipolecce TUCIaHCEPHOT0 HAOIIOJCHNS, IPU HATMYMH [TOKa3aHUH, C LIEJIBIO C LIENIbI0 Ha3HAUYEHHS
CUMIITOMATUYECKOTO  JIEYEHMs, pEIIEHUs BONPOCOB O HEOOXOIUMOCTH U  00BeMe
HEHPOXUPYPrUYECKOro BMEIIATEILCTBA, KOHTPOJIS ero 3 dexkTuBHOCTH U Oe3omacHocTH [1, 2, 5,
14, 18, 24, 35].

YpoBenb yoeauTeabHOCcTH pekoMeHnaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)
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6. Opranuzanus OKa3aHus MeJUIMHCKONH MTOMOIIIH.

6.1. Opranunsanus NapeHTepaJIbLHOr0 BBeICHUS

B JaHHOM  pa3acjic  OCHOBHOC BHHUMAHHC YACIACTCA OpraHu3alvuun Z[JIHTCJILHOﬁ
NMaTOreHeTUYeCKON (hepMEHT3aMEeCTUTEIbHOW TEpanuu B JIEKAPCTBEHHOUW (popme «KOHIEHTpAT
JUISI IPUTOTOBIIEHUS PacTBOPA It MH(Y3Uii», TOCTAaBIsIEMBIM ITyTeM BHYTPUBEHHON HH(DY3UU:

1) npoBenenue nHGy3mii Yepe3 NOCTOSHHBIA BEHO3HBIHN JOCTYII, €CIH 3TO BO3MOXKHO [38];

2) BEHO3HBII 1OCTYIT MOKET OBITh 00ecTieueH HeOOIBITUMH KaTeTepaMH, YCTaHOBICHHBIMU
B nepudepruueckre BEHbI, B LIEHTPAIbHBIE BEHbI, U MOJYINOCTOSHHBIE IIEHTpajIbHble BEHO3HbBIE
JIOCTYIIBI C MOJIKOKHBIMU pe3epByapamu [38];

3) NPUMCHCHUC MLCHTPAJIbHBIX BCHO3HBIX JOCTYIOB SBJSACTCA HNPCANOYTUTCIILHBIM!
nepudepuyeckue BEHbl CO CPAaBHUTEIBHO MEMJICHHBIM KpPOBOTOKOM OYAYT pa3apa)xarbecs
BBICOKOM OCMOTHYECKOW HArpy3Kou, KpallHUMHM 3HaueHusMu pH W XuMHYeCcKOW NpUpoAou
HEKOTOPBIX AaKTUBHBIX M BCIIOMOTATeNbHBIX BemecTB. @dnebut, TpoMOodnedur wim
UHQUIBTpAUs TKaHeW MOryT MPHBOAUTH K TOTEpe BEHBI Ui JICUCHHS M, BO3MOXKHO,
MOBPEXACHUIO TKaHelW. CKOpPOCTh KPOBOTOKAa B IIEHTPAIBHBIX BeHaX oOecredmBaeT OBICTpOE
paz0aBieHHEe BBOAMMBIX BEIECTB, YTO H30aBISET OT HEOOXOIUMOCTU >KECTKOIO KOHTPOJIS
KOHIIEHTPALlMU BBOAMMBIX BEUIECTB MPU UCIIOJIB30BAHUU ISl BBECHUS LEHTPAIbHBIX BEHO3ZHBIX
noctynoB. Ilpu OBICTPOM €CTECTBEHHOM pa30aBICHHH KPOBOTOKOM HET HEOOXOIUMOCTH B
JOITIOJIHUTCIIbHBIX 06LeMaX I/IH(1)y3I/IOHHI>IX Cpca, 4TO MOXKCET UMCTh 3HAUYCHUC JIA OTACIIbHBIX
narueHToB [38];

4) npu nH(y3Un Yepe3 LEHTPaAIbHbIE BEHO3HBIE JOCTYIHI CIeAyeT 00palaTh BHUMaHUE Ha
BBI60p CKOPOCTHU BBCACHUSA U YUUTBIBATH BCPOSATHOCTH IMOBBLINICHUA TOKCHUYHOCTH, HO60‘IHBIX

s dexToB npu ee yBenuueHuu [38].

6.2. Opragmsanysi MapumpyTH3aIMM NalueHTa M JABHKEHUS] JEeKapCTBEHHOI'O

npenapara ajs narToreHeTnueckou pepMeHT3aMecTUTEILHOM Tepanuu.

B nanHOM pasnene OCHOBHOE BHUMaHHE YIENSIETCSl OpraHU3alul CXEMbl MapLIpyTH3aLUuu
MAIMEHTOB, a TAK)KE BKIIOYCHHUE B CXEMBI MapIIPYTU3AIMU BCEX MYHHIIMITATLHBIX 00pa30BaHUI
cyobekTa PO.

1) mis kaxmoro cyorekra PO cremyeT pa3paboTrarh U yTBEpAUTh CXEMbl MapIIPyTH3AINN
nanueHTos ¢ MIIC, yrBepauTh npuka3oM pykoBoaUTENs TeppUTOPHAIBHOTO OpraHa yrpaBieHHUs
3/IpaBOOXPAaHEHUEM.

2) mpuMEeHEHHEe JICKapCTBEHHOTO MperapaTa MaToreHeTHIecko (hepMeHT3aMeCTUTEIHbHOM

Tepanuu, 3aKyIJIEHHOTrO B paMKax JIbIOTHOTO JIEKAPCTBEHHOI'O OOecleyeHus B JIEKApCTBEHHON
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dbopMe «KOHIIEHTpAT Uil MPUTOTOBJICHUS pacTBOpa Uil MHQY3U» cleqyeT OpraHu30BaTh B
MEAMIIMHCKONW OpraHU3alui, UMEIOIIeH JTUIEH3UI0 Ha MEAUIIUHCKYIO ESTENbHOCTh 0 J000MY
npouiio B YCIOBUSX CTAaIlIOHApa JHEBHOTO MPEOBIBAHUS WM B YCIOBHSX KPYTJIOCYTOYHOTO
cranuoHapa [39].

3) mpu YTBEpXKICHHHM CXE€M MaplIpyTHU3aldd MalUEeHTOB, CIEIyeT MPeayCMOTPETh
MapILIPYTH3aLHUI0 CaMOTO JIEKApCTBEHHOTO Mpernapara ¢ IpUMEHEHUEM TEPMOUHINKATOPOB IS
KOHTPOJISI TEMIIEPAaTYpHOTO pEXHMMa XPaHCHHUS W TPAHCIIOPTUPOBAHHUS MEIUIIUHCKHUX
UMMYHOOHMOJIOTHYECKHUX TMpenapaToB B cucreMe "xonomoBoi menu" [40], HeoOXxomumoro mms
oOecrieyeHrs HEMpPEephIBHOCTH MATOTEHETHYECKOH (epMEeHT3aMeCTUTENbHON Tepanuu B
JIEKapCTBEHHON (OPMBI «KOHIIEHTpAT JUIsl MIPUTOTOBJIEHUS pacTBopa s MH(Y3Uil» 10 Mecra
BBITIOJTHEHMS JICKAPCTBEHHOTO HA3HAYCHHUsS HEMOCPEJICTBEHHO TMAalMEHTy B MEIUIMHCKON
OpTaHHU3aIH.

IMoxa3anus 11 rocNUTATU3ANUM B MeIMIUHCKYI0 OPraHU3alUI0:

IHoka3zanust AJ11 IVIAHOBOM rOCIMTAJIM3ALNM:

— NpoBeJCHUE JUATHOCTUKM W  JICYCHHUs, TPeOyIomHe KPYrJIOCYyTOYHOTO
MEAMIIMHCKOTO HAOIIOIEHUS;

- COCTOSIHME, TpeOylolee aKTUBHOTO JICYEHHS] M KPYTJIOCYTOUYHOTO MEIULUHCKOTO
HaOmoIeHusl (TpbDKEceUeHNe, ONEepaTUBHOE JIEUEHHE IOPaKEHUSI CYCTaBOB, MO3BOHOYHHKA,
CKOJINO3, aJICHOPKTOMHUS, TOH3WILIIKTOMHMS, HEUpOXUpypruyeckas IEKOMIPECCUs CHHIpOMa
3aISICTHOTO  KaHalla, YCTAaHOBKA TPAHCTUMIIAHUYECKOTO JpeHaka TMPU CPEeIHEM OTHTE,
XUpypruueckasi KOppeKIus naTojaoruu cepaeyuHo - cocyauctoi cucremsl (CCC) u apyrue);

- cocTosiHUE, TpeOyrollee MPOBEICHUS BBICOKOTEXHOIOTUYHBIX METO/IOB JIEUEHHUS (B
TOM 4Hciae KOHTpoib dpdextuBHocTy TI'CK);

- OTCYTCTBHE€  BO3MOXXHOCTH  obecreuenus ®O3T B amMOynaTopHbIX U
CTaIIOHAPO3aMEIIAIONINX YCIOBUSX;

- HEOOXOUMOCTh MPOBENICHUS PA3IUYHBIX BUIOB KCIIEPTH3 WM 00CIEIOBAaHUS B
MEAMIIMHCKOW OpPraHu3alliy MPH HEBO3MOXXHOCTH MPOBEIECHUS UX B aMOYJIaTOPHBIX YCIOBUSX,
TpeOyIOMMX JAWHAMUYECKOT0 HaOmoaeHuss (B TOM uuciae OQOpMIICHHE 3aKIIOUYSHUS
benepalbHOr0 KOHCHIIMYMA).

IHoka3aHus 1J151 IKCTPEHHON IOCIIUTAIN3ALMU:

- OCTpBIC 3a00JIEBAHUS;

— 000CTpeHUST XpPOHUYECKUX OOJIE3HEH;

- OTpaBJICHUSI ¥ TPABMBbI, COCTOSIHU S, TPEOYIOIL1e MHTEHCUBHON TE€paluy U epeBojia

B pCaHMMAIIUOHHBIC OTACICHUA WU OTACIICHUSA MHTESHCHUBHOM TCpannuun (B TOM YHCIIE TOOOYHBIE
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PeaKImu, IPOUCXOISIINE BO IIpoIiecce MHPY3UU WK B TeUeHHE THsI TpoBeacHus nHpy3un O3 T,
[IEPBUKAJILHBIN CTEHO3 C KOMIIPECCUEH CIIMHHOTO MO3Ta U JIPYTHe YIPOXKAIOIINE KU3HU OCTPBIC
COCTOSIHUSI), a TaKXe KpPYIJIIOCYTOYHOTO MEAHMIMHCKOTO HAONIONCHHH W TPOBEACHUS
CHEIMATBHBIX BUIOB OOCIICIOBAHUS U JICUCHUSI.
Iloka3anusi K BHIMHCKE MAIHEHTA U3 MeIUIIMHCKON OPraHu3anuu:
— OTCYTCTBH€ YTPO3bI KU3HU MAIUCHTA;
— OTCYTCTBHI€ YTPO3bI PA3BUTHUS OCIIOKHECHUH, TPEOYIOIUX HEOTIOKHOTO JICUCHHUS;
— crabunu3anusi COCTOSSHHSI W OCHOBHBIX  KIMHUKO-JIA0OPATOPHBIX — IOKa3aTese
MaTOJIOTUYECKOTO TPOIIecca 0 OCHOBHOMY 3200JIEBaHHIO;
— OTCYTCTBHE HEOOXOAMMOCTH B IOCTOSTHHOM BPaueOHOM H KPYTJIOCYTOYHOM MEIUIIHHCKOM
HAOJI0/IEHUU TI0 OCHOBHOMY 3a00JICBAaHUIO;
— HEoOXOJMMOCTH TIEpeBOa MAalMeHTa B JAPYTryl0 MEAUIHUHCKYIO OpPraHW3aIlUi0 WIH

YUPEKACHUE COLIMATIBHOTO 00ECTICYCHHSI.
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7. JonoanuTeabHas uHpopManus (B TOM YKcjie (PAaKTOPbI, BJUAIOLIUE HA

HUCX0/1 3200J1eBaAHNS WJIM COCTOSTHHSA)

[lpn mpoBenmeHWH Hapko3a M HMHTYOAMM HEOOXOAWMO TOMHHUTH O BBICOKOM pHCKE
KOMIIPECCUU CIIMHHOI'O MO3ra BCJICACTBUC HCCTaGI/IHLHOCTI/I ATJIAHTOAKCHUAJIbHOTO CYCTaBa.
KOpOTKaﬂ mes, OrpaHn4YCHUC MMOJABUKHOCTU HIDKHEN YCIIIOCTH, YBCIIMYCHUC A3bIKA, BBIPAKCHHAA
runepTpoduss  aneHOWAOB W MHUHIIMH  CO3MAlOT  NpoOJEeMbl TpU  MPOBEICHHU
AQHECTE3MOJIOTHIECKOTO IOCOOHS, TIOATOMY MNPEANOYTEHUE CIEeNyeT OTAaBaThb MECTHOMY WIIU
pernoHanbHOMy oOe30onuBaHuio. [lanieHT npeaBapuUTENbHO KOHCYJIBTUPYETCS BpavuoOM-
KapJAHOJIOTOM, BPAa4OM-OTOPUHOIAPUHTOJIOTOM, BPauOM-aHECTE3UO0JIOTOM, BPauOM-HEBPOJIOTOM.
O0s13aTeNIbHO POBEICHNUE TIOJTHOTO KapAHOJIOTUYECKOT0 00CIeI0BaH s, TOJTUcOMHOTpadun (s
BBISIBIICHHSI CTETICHH JBIXaTEIbHBIX HAPYIICHHIA ), IPU HEOOXOAMMOCTH - SHIOCKOIIUU HOCOTIIOTKH
¥ KOMITbIOTepHOU ToMorpaduu Jierkux. OnepaTHBHOE BMEIIATEIHCTBO C aHECTE3UEH HEOOXOTUMO
MMpOBOAWTL B KPYHNHBIX MCIAUIMUHCKUX NCHTpAX, HUMCIOIIUX OTACICHHUC pCaHUMALIUM U
uaTteHcuBHo Tepanuu (OPUT), tak kak wHTYyOAammsi W MOCIAEAYIOIMIAsh SKCTyOanus y TaKux

MalMEeHTOB MOKET BbI3BATh 3aTpyAHeHus [1-3].
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Kpurepuu ouneHky kayecTBa MeJUIMHCKON NOMOLIHU

Kputepun oneHkn kayecTBa NEPBUYHON MeIMKO-CAHUTAPHON MOMOIIH

OrneHka
No ni/mt Kputepun orieHkn kadecTna
BBITTOJIHECHUS
1. BelnonHeHo onpeneeHne ypoBHs INTMKO3aMUHOITIMKAHOB MOYHU Ha/Her
BrimmonHeH  KOMIUIEKC  HMCCIEIOBAHUM 9 JTUArHOCTUKU
MyKomoaucaxapuao3a Tum | (onpenenenne akTUBHOCTH ajibda L
UAYPOHUIA3bI B JICUKOLUTAX NEepUPepruyecKoil KPOBH WUIIH MATHAX
2. Ha/Het
BBICYIIICHHOW KPOBU, MOJIEKYJISIPHO-T€HETHUYECKOE HUCCIIE0BaHUE
(BeisiBnenue wmytanuii B reHe IDUA)) (nmpu ycTaHOBICHUU
JTMarHo3a)
Bommonnen mnpueM (0CMOTp, KOHCYNbTallMs) Bpada-Te€HETHUKa
3. Ha/Het
MIEPBUYHBIN (IIPU YCTAHOBIICHUU JUArHO3a)
BrimonHeHo Ha3zHaueHMe JIapoHUJa3bl (B KauecTBe (epMEHTHOM
4. 3aMECTUTENIbHON Tepanuv, B 3aBUCUMOCTH OT MEIUIIMHCKUX Ha/Het
MOKa3aHUM U IpU OTCYTCTBUU MEAUIIMHCKUX MTPOTHUBOIIOKA3aHUMN)
Kputepun oneHkn kayecTBa CieMaIu3UPOBAHHON MeIUIIUHCKOH MOMOIIM
OneHka
No ni/mt Kputepun orieHkn kadecTna
BBIIIOJIHEHUS
Boinonnen npueM (0cMOTp, KOHCYNIbTAllKsA) Bpada-TepaneBTa
1. JNla/Her
NEPBUYHBIN
BrimonHeH npuem (0cMOTp, KOHCYINIbTALMsI ) Bpaya-HEBpOJIOra
2. Ha/Het
NEePBUYHBIN (IIPU HATMYUUA HEBPOJIOTUYECKON CUMITOMATHKH)
Brinonnen npuem (0CMOTp, KOHCYNbTAIlUS) Bpaya-TpaBMaToJora-
3. Ha/Het
opTorie/ia IepPBUYHBIN (IIPU HATUYUU OPTOINEANYECKON aTOIOTHH )
BrimonHeH npuem (0cMOTp, KOHCYNIbTalMs ) Bpaya-KapIuoJiora
4, JNla/Her
NEePBUYHBIN (MIPU HATHUYUU CEPACUHO-COCYIUCTON MAaTOIOTHUH )
[IpoBeneHo jeveHNe JapOHHUIa301 (B KauecTBe epMEHTHOM
5 3aMECTUTENIbHOM Tepanuu, B 3aBUCUMOCTH OT MEIUIIMHCKUX la/Het

NOKa3aHUM U MPU OTCYTCTBUM MEJUIIMHCKUX NIPOTUBOIIOKA3aHUI )
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IIpunoxenne Al. CocraB paboueii rpynnsl o paspadoTke u NepecMoTpy
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MEIUIUHCKON nmoMouiy, Bpau-reHeTuk @I bHY «Mennko-reHeTnueckuii HayqHblid LIEHTP
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BeuiectB  ®I'BHY  "Menuko-reHeTnueckuii HayyHbId LIEHTP WM. aKaJE€MHUKa
H.II. BoukoBa", wieH Pocculickoro oo01iecTBa MeJUIIMHCKHUX TCHETHKOB

3. bapaHoB Auekcanap AJiekcanapoBuy — akaaemuk PAH, mnpodeccop, a.m.H.,
[Touernsiit Ilpencenarens Mcnonkoma Coro3a nemuatpoB Poccuu. Harpaaeri: Opaen
Tpynosoro Kpacnoro 3uamenu, Opnen Ilouera, Opnen «3a 3aciyru nepen OteuecTBOM»
IV crenenn, Opaen «3a 3acayru nepen Oreyectom» Il crenenn

4. Bamaxkmanze Haro J/[’kym0epoBHa — [.M.H., PYKOBOAWTEIb OTHaeIa OpQaHHBIX
Oone3Held M MpoUIAKTHKH HHBaIMAU3UpYyromux 3aboneBannit HUW nenmarpum u
oxpanbl 310poBbsi fereil HKI[ No2 ®I'BHY «PHIX wum. akan. b.B.Ilerposckoroy,
npocdeccop kadenps! GakyIbTETCKON MeANATPUU Neauarpuaeckoro dakynprera ®I'OY
BO «PHUMY um. H.U. [Tuporosa» Munzapasa Poccun, wien Coroza neauatpoB Poccrn

5. BockoOoeBa Esena FOpbeBHA — K.M.H., B.H.C. JJAOOpaTOPUH HACIICJICTBEHHBIX 00JIe3HEH
oomena ®I'BHY «Menuko-reHeTnueckuii HaydyHbIi LeHTp uM. akagemuka H.I1. boukoBa»

6. 3axapoBa Exarepuna IOpbeBHa — j.M.H., 3aBeaymomas JabopaTtopuei
HacJeACTBEHHBIX Oone3Hert oomeHna Bemects @I'BHY "Meauko-reHeTnaeckuii HayqHbIN
neHtp uM. akagemuka H.IT. Boukoma", umen Poccuiickoro oOmiecTBa MEAMITUHCKHX
TEeHETHKOB, WICH €BPOIEHCKOro OoOIIecTBa MO0 M3YYEHHUIO HACJIECICTBEHHBIX OoJe3Hel
obmeHa BeriectB (SSIEM)

7. Ky3zenkoBa Jlwoamuiaa MwuxaiiioBHa — J.M.H.,, 3aBeaylonias OTIEICHUEM
TICUXOHEBPOJIOTUHU M TicuxocoMarndeckor natosiorun OI'AY "HayuHblii MequUMHCKHI
UCCJIe0BATENbCKUH LEeHTp 340poBbsa aeTeil” M3 P, unen Coro3a nenuarpos Poccun

8. KymneB Cepreii UBanoBuu — akanemuk PAH, a.m.H., nupekrop ®I'BHY "Meauko-
FeHETUYECKUI HAay4YHbIN LEeHTp uM. akagemuka H.I1. boukosa ", mpe3uneHT Accouuanuu

MEIUITUHCKUX reHeTHKoB (AMI)
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10.

11.

12.

13.

14.

15.

16.

17.

18.

JlapponoBa  Banentmna  HWabuamuyHa —  1aM.H., @OI'BHY  "Uucruryr
AKCTIEPUMEHTAIBHON METUIIMHBI", WieH Poccuiickoro o01ecTBa METUIIMHCKAX TEHETUKOB
Jloo:kannnse Tuna BukTopoBHa — K.M.H., 3aBEAyIOLIas JHEBHBIM CTallMOHAPOM U
otaeneHueM namnratuBHor MenuuHbl ['BY3 "T'Kb Ne 64 JI[3M"

MuxaiisioBa Jlronmuia KoHcTaHTHHOBHA — J.M.H., TIpodeccop, YUCHBIH CEKpeTaphb
OI'bY "HanuoHanbHBI MEIUIIMHCKUN KMCCIIEN0BATEIbCKUN LIEHTP TPAaBMATOJIOTUUA M
opronenuu umenu H.H. Ilpuoposa" M3 PO

MuxaiisioBa CBeri1ana BuranbeBHa — J1.M.H., 3aBEAYIOLIAs OTAECIEHUEM MEIUIIMHCKON
resetrku PJIKb ®I'AOY BO PHUMY um. H.U. I[IuporoBa Munzapasa Poccuu
MomuceeB Cepreii BajleHTHHOBHY — J.M.H., 3aBeayrOIuil Kadeapoi BHYTPECHHHX,
npodeccuoHanbHbIX Oonesneit u peBmatonoruu ®IAOY BO Ilepeiiit MI'MY wum.
.M. Ceuenona (CeuenoBckuil yauepcuret) M3 PO

Hama3zoBa-bapanoBa Jleiiia CeiimypoBna — akanemuk PAH, mpodeccop, a.M.H.,
npesuneHT Coroza neauatpoB Poccum; mact-npesuaent EPA/UNEPSA; pykoBoauTenn
HUWN neguatpum u oxpansl 310poBbd aereit HKL[ Ne2 ®I'BHY «PHLX wum. akan.
b.B. IlerpoBckoroy, 3aBeyoIIas kadenpoit (baxyabTeTCKOM neuaTpun
nenuatpudeckoro ¢akynprera ®PI'BOY BO «PHUMY um. H.M. [Muporosa» Munzapasa
Poccuu, riaBHBINM BHEIITATHBIN ACTCKUN CIIEIUATUCT MO MPOPUIAKTHUECKON METUITNHE

Munsapasa Poccun

Huxutun Cepreii CepreeBuy — 1.M.H., mpodeccop, mpencenarens «OoOmecTBa
CHEIMAIMCTOB 10 HEPBHO-MBIIICYHBIM 3a00JEBaHUSM», 3aBeAYIOIINN  Kadeapoit
reHeTukn HeBposiormdeckux Oonesneir MBJ/IIIO ®OI'BHY "Menuko-reHeTHYECKUMA
Hay4yHbIN HeHTp uM. akagemuka H.I1. boukosa"

HoakaernoBa Tarpsina BuaaaumMupoBHa — K.M.H., C.H.C. J1a0OpaToOpuu perKux
HACJIEJICTBEHHBIX OoJesHel y nereit ®I'AY "HayuHblil MEeIUIIMHCKHIA HCCTIE0OBATEBCKUI
eHTp 310poBbs aerei’ M3 P®, unen Coroza neguatpoB Poccun

MMoasikoBa Oubra AJjekcaHApPOBHA — JE€TCKUWA oprtomnen, TpaBMmarojgor PI'BY
«HanuoHanbHBIN MEAUIIMHCKUAN UCCIIEIOBATENBCKHUI [IEHTP TPABMATOJIOTHHU U OPTONIEUN
nmenu H.H. IIpuoposa" M3 P®

Penuna Caeriana AdaHacbeBHA — K.M.H., Bpay-T€HETHK OTJEla OpraHU3aluu
MeauiuHckoi momomu @I'BHY «Menuko-reHeTH4ecKkrii Hay4HbIi EHTP UM. aKaJeMUKa

H.II. boukoBay, 4irled Acconuanuy MEIUIIMHCKIX T'eHETHKOB
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19. Ceupuaosa Banepusi BajiepbeBHAa — Bpau-reHETHK OT/I€JIa OpraHu3alui MEAUIIMHCKON
MOMOIIH, M.H.C. JJaboparopun MmyrtareHeza ®I'BHY «Menuko-reHeTHUYeCKUi HAyIHBIN
ueHtp um. akagemuka H.I1. boukoBa»

20. Cenum3sinoBa JInausa PobOeproBHa — K.M.H., Beayluil HayuHbll coTpyaHuk HUU
nequatpu W oxpanbl 310poBbs Aeted HKI[ Ne2 OI'BHY «PHIIX wum. akan.
b.B.IletpoBckoroy», moreHT kadeapbl neauaTpud U JeTckord peBmarosiorun OPI'AOY
«Ilepepriit MI'MY um. H.M. CeuenoBa» MunsapaBa Poccun (CedeHOBCKHIM
YHuBepcurer), MIOUEHT Kadeapbl (aKyIbTETCKON MeauaTpud TeAuaTPHIECKOTO
¢dakynerera ®I'BOY BO «PHUMY um. H.U. IMuporosa» Munzapasa Poccun, unen
Coroza nequatpoB Poccun

21. Cemaukuna Ajuia HukoaaeBHa — J.M.H., I.H.C. OTACICHHS KIMHHUYCCKON I'€HCTHUKU
OI'BY «Mockosckuit HUM nenunarpuun u nerckoit xupypruu Munsapasa Poccuny, dnex
Acconuanuyi MeIUIIMHCKUX TeHeTUKOB (AMI)

22. Cyooorun [JImurpuii MuxajaoBU4 — Bpay-T€HETUK, HAYYHBIH COTPYIHUK
naboparopuu Heliporenerukun ®I'BHY «MI'HIL»

23. ¥panoBa Ouabra BacuabeBHa — K.M.H., OOO «Meauko-reHETHUYECKUN LIEHTP
«"'enom»», npencenarens Huxeroponckoro otaenenus POMIT, pykoBoautens LleHTpa
MeauiuHckoil reHetukn PI'BOY BO «IIMMVY» MunszapaBa Poccuun, r. HuxHuii

Hosropoa

ABTOpBI TTOATBEPXKIAIOT OTCYTCTBHE (DMHAHCOBOW MOICPKKH/KOH(PIUKTa WHTEPECOB,

KOTOPBIA HEOOXOAMMO 0OHAPOIOBATH.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KIMHAYECKHX PeKOMEHIalui

HaCTOHH_[I/IC PCKOMCHAAI NN npeaHa3Ha4YCHbI JJIS NPpUMCHCHUSA MCEOAUIIMHCKUMHAU
OpTraHU3aLUSAMH U YUPEKICHUSAMH (eiepaTbHbIX, TEPPUTOPUATBHBIX U MYHHIIUIIATBHBIX OPTaHOB
yIpaBICHUS 3/IpaBOOXPAHEHUEM, CHUCTEM O0053aTeIbHOIO0 M JI0OPOBOJBLHOTO MEAMULHUHCKOTO
CTpaxOoBaHUsl, APYTUMHU METUIIUHCKUMHU OPTaHU3aLUAMHU PAa3INIHBIX OPraHU3aIMOHHO-TIPABOBBIX
dbopM AeSITeN HOCTH, HAMPABICHHON HA OKa3aHUE METUITUHCKOM MTOMOIIIH.

HaCTOHH_[I/IC PCKOMCHAAINN YCTAaHABJIWBAIOT BUIBI, O6’beM U HWHAWUKATOPBI KauCCTBa
MeauinHckor nomomny namuerTam npu MIIC I u 6sutn paccmoTpenst 1-2 utons 2018 roga B
pamkax Hayuno-npakrudeckoro koHrpecca «Opdanubie 601e3Hn» B MOCKBe.

Knuandeckne pekoMeHJaluu CO3JaHbl HAa OCHOBAaHUM CHCTEMAaTHYECKOro 0030pa
mutepatypsl 1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucmonb3oBaHueM co3gaHHbIX poTokoaoB (Muenzer J, Wraith J.E., Clarke
L.A. Mucopolysaccharidosis I: management and treatment guidelines. Pediatrics. 2009;
123(1):19-29; Martins AM, Dualibi AP, Norato D et al. Guidelines for the Management of
Mucopolysaccharidosis Type 1. J Pediatr. 2009; 155(4); (2):32-46) coBpeMeHHBIX
MEXIYHAPOAHBIX KIMHHUYECKUX PEKOMEHJAlUNA 10 JIUarHOCTHKE, JIEYEHUI0 U BEACHUIO
MAIMEHTOB ¢ METa00INYECKUMU OOJIE3HIMHU.

MyKOHOJIHC&X&pHI[O?»LI OTHOCATCA K PpCAKHMM HACJICACTBCHHBIM 32160J'I€BaHI/I$IM, qTo
HUCKIIIOYAaCT BO3MOXHOCTL MPOBCIACHUSA GOHBIHI/IX KOTOPTHBIX W PaHAOMHU3SUPOBAHHBIX
KOHTPOJMPOBAHHBIX HCCIENOBAaHUI M Ui CO3JaHMSI MPOTOKOJIOB JAMArHOCTUKM U Teparuu
UCIIOJIb3YIOTCS JIMILb TEMAaTHUYECKHE HCCIEA0BAHUS 3KCIEPTOB, OMYOIMKOBAaHHBIE B MOCIIEIHUE
aBa ACCATHUIICTUA.

OHCHKa KaduecCcTBa OOKa3aTCJIbCTB U CHJIIbI peKOMeH,Z[aLII/Iﬁ MNPUMCHCHUA MCIUIMHCKUX
TEXHOJIOTHI TMPOBOAMIACH B COOTBETCTBUU C YHU(PHUITMPOBAHHOW IKAJION, NMPUBEIACHHOW B
tabnuuax 1-3.

IleaeBasi ayINTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMM:

1. Bpauu o0meit mpakTUKH (CeMeiHbIe Bpayn);
Bpaun-neaunatpsi;

Bpaumn-tepaneBTsr;

Bpauu-reneruky;

Bpauu-nabopaTtopHble reHEeTHKH;
Bpauun-kapauosnoru;

Bpauun-nerckue kapamosioru;

® =N kWD

Bpauu- HeBpoiory;
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9. Bpaum-peHTTeHoJIOTH;

10. Bpauu ¢pyHKIIMOHATBHOM TMarHOCTHKH,

11. Bpaun-oToprHOJIapUHT OJIOTH;

12. Bpauu KIMHUYECKOH J1aOOPaTOPHON TUATHOCTUKH;
13. MeauiHCKHE TICUXO0JI0TH;

14. Ctynentsl MeaquuuHCKX BY30B;

15. OGyyaromuecst B OpAMHATYpE U UHTEPHATYPE.

Tabauna 1. [1Ikana oreHky ypoBHE# nocToBepHOCTH qoKazarenbeT (Y 1)) s meTonos

JUarHOCTHKH (I[I/Ial"HOCTI/I‘IeCKI/IX BMEIIATCIIb CTB)

Y Pacumgposka

1 CucremaTtndeckne 0030pbl UCCIIEOBAHUN C KOHTPOJEM pedepeHCHBIM METOJAO0M WU
cUCcTeMaThyeckuii 0030p paHAOMU3MPOBAHHBIX KIMHUYECKUX MCCIIEOBAaHUN ¢
HpI/IMeHeHI/IeM MCTa-aHaJIn3a

2 OtnenpHBIE HCCIEAOBAaHUS C KOHTPOJIEM pedepeHCHBIM METOJIOM WM OTICIbHBIC
PaHIOMHU3UPOBAHHBIE KIMHUYECKHE HCCIEAOBAaHUS W CHUCTEMaTHUYECKHE O0030pPbl
WCCIEAOBaHUN  JIOOOTO  nM3aiiHa, 3a  HMCKIIOYECHHUEM  PaHJIOMH3UPOBAHHBIX
KIIMHAYECKUX UCCIICIOBAaHUH, C MPUMEHECHHUEM METa-aHaIn3a

3 UccnenoBanus 6e3 MOCIEIOBATENLHOTO KOHTPONSA PEPEPEHCHBIM METOJAOM WIIH
HCCICOAOBAHUS C pe(bepeHCHBIM MCTOAOM, HEC MABIAIOIIHMMCA HCE3aBUCHUMBIM OT
I/ICCHC,Z[yeMOFO METOoAa NN HepaH,Z[OMI/ISI/IpOBaHHI:Ie CpaBHI/ITeJIBHLIC HUCCJIICAOBaHUA, B
TOM YHUCJIC KOFOpTHLIe HCCIICAOBAHUA

4 HecpaBHuTtenbHbIe UCCICIOBAHMS, OTIMCAHUE KIIMHUYECKOTO CITyJast

5 Nmeercs nums 000CHOBaHNE MEXaHU3MA JICUCTBHS WM MHEHHE DKCIIEPTOB

Taoauna 2. [lkana oreHKH ypoBHEN 10CTOBEpHOCTH gokazatenbeTs (Y ) ais meTonoB

npoHIAKTUKY, JICUEHUS U peadunuTanuu (MpopuiakTHUECKUX, JIeYeOHBIX, PeadMIUTAIMOHHBIX

BMELIATEIbCTB)

Pacummmgpoka

YA
1

Cucremarnueckuii 0630p PKU ¢ mpuMeHneHneM MeTa-aHann3a

2 Otnenpabie PKU m cuctematmdeckne 0030pbI MCCIICIOBAHHMM JIOOOTO IW3aiiHa, 3a
uckmouennem PKH, ¢ npumeHeHneM MeTa-aHaiamn3a

3 HepannoMu3upoBaHHBIE  CPAaBHUTENIbHBIE  HCCIENOBaHUSA, B T.4. KOTOPTHBIC
HCCIICAOBAHUS

4 HecpaBHuTenbHbIE HCCIIEIOBaHUS, OMTMCAHUE KIMHUYECKOTO CIydasi HJIM CEPUM CIIYy4aeB,
HCCJICIOBAHMS «CITyYai-KOHTPOIbY

5 Nmeercs mumb 000CHOBaHME MEXaHW3Ma JCHCTBUS BMENIATENIbCTBA (AOKIMHHUYECKUE

I/ICCJIGIIOBaHI/IH) HJIM MHCHHC SKCIICPTOB
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Taboauna 3. Illkama ornenku ypoBHe#H yOemutenbHOCTH pexomeHparuii (YVYP) mus
METO/JIOB TPO(MIAKTUKHA, IUATHOCTHUKU, JICUCHUs | peadbunuranuud (MpopuIaKTUIECKHX,
JTUArHOCTUYECKUX, JIeYeOHBIX, peaOMINTAllMOHHBIX BMEIIATEICTB)

YYP Pacuugposka

A CunbHast pexkoMmeHaanus (Bce paccMaTpuBaeMble Kputepuud S()QPEeKTUBHOCTH
(I/ICXOHBI) SABJIIAIOTCA BaXXHbIMHM, BCC HCCICAOBaHUA HMMCIOT BBICOKOC HWJIN
YIOBJIETBOPUTEIBHOE  METOAOJOTMYECKOe  KayecTBO, MX  BBIBOABI IO
HHTCPCCYIOIINUM HUCXOJaM SABJIAOTCA COFJIaCOBaHHI:IMI/I)
B YcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpUTepuu 3(PPEeKTUBHOCTH
(I/ICXOHBI) SABJIIAOTCA BaXHBIMHU, HC BCC HCCICAOBAaHHA HMCIOT BBICOKOC HIIN
YIOBJIETBOPUTEILHOE METOJIOJIOTMYECKOe KAayeCTBO W/WIM HMX BBIBOJBI IO
HHTCPCCYIOIIUM HUCXOJaM HC SBJISAIOTCA COI‘HaCOBaHHbIMI/I)
C Cnabas pexkomeHaamus (OTCyTCTBUE JI0KA3aTEIbCTB HAJICKAIIETO KauecTBa (Bce
paccmaTpuBaemMble KpUTepHH 3(PPEKTUBHOCTH (MCXOJIBI) SBISIOTCS HEBAKHBIMH,
BCE MCCJICJIOBAHUS UMEIOT HU3KOE METOIOJIOTHYECKOE KaUYeCTBO U X BBIBOJIBI 110
HHTCPCCYIOIIUM HUCXOJaM HC SBJISAIOTCA COI‘HaCOBaHHbIMI/I)

Iopsiaok 00HOBIEHUS KIMHUYECKHX PEeKOMEH 1A,

MexaHu3M  OOHOBJICGHHS  KJIMHUYECKHX  PEKOMEHJALUWH  IMpeaycMaTpuBaeT  HX
CHCTEMaTHUYECKYIO aKTYaJIN3aIMI0 — HE PEXe YeM OJIMH pa3 B TPH rofia, a TAKXKE MPH MOSBICHUH
HOBBIX JIaHHBIX C TO3MIUH J0Ka3aTeJIbHOW METUIMHBI MO BOIPOCAM JMATHOCTHKH, JCYCHUS,
npopMIaKTUKA ¥ peadMIMTalMM KOHKPETHBIX 3a0oyieBaHMM, HaIW4uu O0OOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeyaHnil K paHee yTBep ka¢HHbIM KP, HO He uaie 1 pa3a B 6 MecsIieB.
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Ipunoxenune A3. CipaBo4yHble MaTepHAJIbI, BKIKYas COOTBETCTBHE

MOKA3aHUH K NPUMEHEHUI0 U MPOTHBONOKA3AHM, CI0CO00B MPUMEHEHUS 1

103 JIEKAPCTBEHHBIX MPenapaToB, HHCTPYKIHUH 110 PUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

Ipuaoxenue A3.1 HopMaTUBHO-IIPABOBBIE TOKYMEHTbI

1.

10.

®denepanpHbIil 3aK0H "O0 0CHOBAaX OXpaHbI 3I0POBBs rpakaH B Poccuiickoit deneparun'
(N 323-®3 o1 21.11.2011).

[Ipuka3 MunuctepcTBa 3npaBooxpanennsi Poccuiickoit @enepanun ot 21.04.2022 No
274u"006 yrBepxacHuu [lopsinka okazaHusi MEAUIIMHCKON MTOMOIIY MTAIIUEHTaM C
BPOXXJICHHBIMHU U (WJIM ) HACJIEACTBEHHBIMHU 3200 ICBaHUSIMH"

[TocranoBnenue [IpaButensctBa Ne403 ot 26.04 2012r "O nopsiike BeeHUs
®denepalibHOTO PErUCTpa JIUL, CTPAJAIOIINX YIPOKAIOIIUMU U XPOHUYECKU
MIPOTPECCUPYIONTUMU PeIKUMHU Op(haHHBIMU 3200JI€BAaHUSIMH, TTPUBOISIIIMHE K
COKpAIICHHUIO MTPOJIOJKATEILHOCTH )KU3HU TPAXKIaH WM UX UHBATUIHOCTH U €TO
PETHOHAIBHOIO CETMEHTA".

[Tpuka3 Munucrepctpa 3apaBooxpanenus PO ot 10 mast 2017 r. Ne 2031 "O6
YTBEPKJICHUH KPUTEPUEB OLIEHKU KaueCcTBa MEIMIIMHCKOM momouu"

[Tpuka3 MunmcrepctBa 3apaBooxpanenus Poccuiickoit @eneparuu ot 15 nekadps 2014
r. N 834n "O0 yrBepKaeHUH YHU(DUITUPOBAHHBIX ()OPM MEAMLIUHCKOM JOKYMEHTAIIH,
HCIIOIb3YEMBIX B MEIMIIMHCKUX OPraHU3alUsIX, OKA3bIBAIOIINX MEIULIUHCKYIO TOMOIIb B
aMOYJIaTOPHBIX YCIIOBUSX, U TIOPSIKOB TI0 UX 3aIOTHCHUIO".

[Tpuka3 Munucrepctsa 3apaBooxpanerus PO ot 12 Hos6ps 2021 r. N 10511 "O6
yrBepxkaeHun [lopsiaka naun nHOOPMHPOBAHHOTO JOOPOBOIBHOTO COTIACHS Ha
MEIHUIIMHCKOE BMEIIATENILCTBO U OTKa3a OT MEIUIIMHCKOTO BMEIIATENbCTBA, (DOPMBI
MH(OPMHUPOBAHHOTO JOOPOBOJILHOTO COTJIACHsl HA MEIMLIMHCKOE BMEIIATEIbCTBO U
($hopMBI OTKa3a OT MEIUITMHCKOTO BMEIaTeIbcTBA"

Pacniopsixenue [paButensctBa PO ot 31 nexadpst 2018 1. Ne 3053-p "OO6 yTBepkaeHrN
nepeyHed MeIUIIMHCKUX U3eNINi, UMIUTAHTUPYEMBIX B OPTaHU3M YelIOBEKa MPHU
OKa3aHUU MEIULIMHCKON TIOMOIIM B paMKax MPOrpaMMbl TOCYJapCTBEHHBIX FapaHTU
OecIIaTHOr0 OKa3aHUs Ipa)KaaHaM MEIUIIMHCKON MOMOIIU U OTIYCKAaeMbIX 110 perenTam
Ha MEJIMLUHCKHE U3JIEJHs PU IPEe0CTaBIeHUN Ha0opa COUaIbHbIX YCIyr"
®denepanpHblil 3akoH "O BHeceHnn n3MeHeHu B denepanbhbiii 3aK0H "O0 ocHOBaX
OXpaHbl 310pOBbs TpakaaH B Poccuiickoit denepannn' mo Bonpocam OKazaHuUs
nayuMaTUBHON MeaunuHcKoi nomomu" ot 06.03.2019 Ne 18-®3.

[Tpuka3 Munzapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEPXKJICHUHU TTOJIOKEHUSI 00 OpraHu3aIu OKa3aHUs MAJUTMATUBHON MEIUITMHCKON
MIOMOLIM, BKJIIOYAsI HOPSIIOK B3aUMOJEHCTBUS MEAULMHCKUX OpPraHU3altii, OpraHu3auuin
COILIMATILHOTO OOCITY)KUBAHUS U OOIIECTBEHHBIX 00BEIMHEHH, HMHBIX HEKOMMEPYECKUX
OpraHMU3aIHii, OCYIIECTBIISIONINX CBOIO JIEATEIBHOCTH B c)epe OXPaHbI 3J0POBHSI.
ITpuka3 Munzapasa Poccun Ne 3481 ot 31 mas 2019 roaa (c uamMeHeHHIMH Ha 2 HOSIOpS
2020 rona) «O0 yTBEep>KACHUN NEpEUHs MEIUIIMHCKUX U3ACIHH, TPeIHa3HAYCHHBIX IS
MOJIepKaHUsl OPTaHOB U CUCTEM OpraHU3Ma YeJ0BeKa, MPEAOCTABIIEMbIX IS
WCIIOJIb30BaHUSI HA IOMY».
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11. Ilpuka3z Munznpasa Poccun Ne 5051 ot 10 urons 2019 roga «O6 yrBepxknennn [lopsiaka
nepenayu OT MEIUIMHCKON OpraHu3aliy MaueHTy (ero 3aKOHHOMY MPEICTaBUTENIO)
MEIUIIMHCKUX WU3JIEIHUH, TpeIHa3HauYeHHBIX IS MoAAepKaHus QyHKIUNA OPraHoB U
CUCTEM OpraHH3Ma 4eJIOBeKa, /IS HCIIOIb30BaHMsI Ha JOMY MPU OKa3aHUU NaJJTHaTUBHOU
MEUIIMTHCKOM TOMOIIN.

HNudopmanus o tekapcTBeHHbIX cpeacTBax: https://grls.rosminzdrav.ru/

IIpoune HOpMATHBHO-NIPABOBbIE TOKYMEHTbI, C Y4€TOM KOTOPbIX Pa3padoTaHbl
KJIMHUYecKHe PeKOMEeHIAluM:

1. MexnayHnapoaHas kiaccupukanus 0oe3Hel, TpaBM U COCTOSHUM, BIMSIONUX Ha
s3noposbe (MKB — 10);

2. Tpuxa3z M3 P® ot 20 nexabps 2012r. Ne 11831 «OO0 yTBep>KACHUN HOMEHKJIATYPHI
JIOJDKHOCTEH MEAUITMHCKUX PAOOTHUKOB M (hapMaIleBTUIECKUX PAOOTHUKOBY.

3. TIpuxka3z M3 P® ot 23 utonst 2010 r. Ne 5411, Enunblii kBanu(UKauOHHBINA CIIPAaBOYHHUK
JIOJDKHOCTEH PYKOBOJUTENCH, CIICIIMAIMCTOB U CIyXKaluX, pazaen Kpanmudukanronaeie
XapaKTePUCTUKHU JOKHOCTEH pabOTHHKOB B chepe 3ApaBOOXPAaHEHHUS.

4. ®epepanbhbiil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHECEHHH U3MEHEHHI B CTAThIO
40 denepanbHoro 3akoHa "O6 00s3aTeIbHOM MEAUIIMHCKOM CTpaxoBaHUM B Poccuiickoit
Oenepannn" n OeaepanbHpiii 3aK0H "O0 0OCHOBaX OXPaHbI 37J0POBbs TPaXK/IaH B
Poccuiickoit denepanuun' mo Borpocam KIMHUYECKUX PEKOMEHAALIHI.

5. Tlpuxa3 Munzapasa Poccuu Ne 1031 ot 28.02.2019 r. «O06 yTBEepKACHUH MOPSAIKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHAAINM, UX IEPECMOTPa, TUIIOBOK (hOPMBI
KIIMHUYECKUX PEKOMEH AN U TpeOOBaHMI K MX CTPYKTYpE, COCTaBY M HAYIHOU
000CHOBAaHHOCTH, BKJIFOUa€MOW B KIIMHUYECKUE PEKOMEHIAINN HH(pOpMaIHm.

6. Ilpuka3 Munszapasa Poccuu ot 13.10.2017 N 8041 "OO0 yTBepXKI€HUH HOMEHKJIATYPBI
MEIUIUHCKUX YCIyr".

7. Ilpuka3 MuHuctepcTBa Tpyaa U couranbHou 3ammTel PO ot 27 aBrycta 2019 r. Ne585H
"O KIacCUpUKAIMIX U KPUTEPHUSIX, UCTIONB3YEMbIX IIPU OCYLIECTBICHUN MEINKO-
COLIMAJILHOM KCIIEPTHU3BI TpaxaaH (eaepaabHbIMU FOCYIapCTBEHHBIMU YUPEKICHUSIMU
MEIUKO-COLIMATbHOM SKCIIEPTU3HI";

8. Ilpuka3 MunucrepcTBa 3[paBOOXPaHEHUS M COIIMAIBLHOTO pa3BUTHs Poccuiickoi
Oenepanun «O MOPSAKE TPUMEHEHUS JIEKAPCTBEHHBIX CPEJICTB Yy OOJIBHBIX 110
JKU3HEHHBIM MoKa3aHusiM» oT 9 aBrycrta 2005 r. Ne 494

9. Hndopmanmonnoe nmucsMo Munszapasa Poccun ot 17.12.2019 Ne 3175/25-2 o
BOIPOCaM 0COOEHHOCTEN OCYIIECTBICHUS 3aKYIOK JIEKAPCTBEHHBIX MPErnapaToB
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);
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IIpuaoxenue A3.2 Kiaccudbukanyss MyKONOJHCAXAPHI030B

MIIC | IToaTun Cungpom I'en ®depmentHsiii nedexr | Jlokye | OMIM
MIIC T H T'ypaep 607014
MIIC I Hedbunur ansda-L-
I H/S I'ypnep-1lleiie IDUA UIYPOHUIA3BI 4pl6.3 1 607015
MIICIS [leiie 607016
I | MIIC IT Xantepa [ps | ePMIMT WIYPOHAT-2- | he | 30990
cynbdarazpl
I\I/?IIAC SGSH Heduuut renapan-N- 17q25.3 252900
cynbdarassl )
Hedunut N-anetui-o-
MIIC 1I1B NAGLU | D-THOKOSAMUHAASL | 4500 5 | 557929
Hedunut N-anetui-o-
I Candununmo TJIIOKO3aMUHU1a3bl
Heduuut renapas-o-
MIIC IIIC HGSNAT | rtmoko3amuaug N- | 8pl1.21 | 252930
aneTwiTpatcdepassl
MIIC Hedurut N-
D GNS alleTWITITIOKO3aMuH-6- | 12q14 252940
cynbdarassl
MIIC Hedunur
IVA GALNS raJlakTO3aMHH-6- 16q24/3 | 253000
v Mopxkuo cyJibdaTa3bl
MIIC GLBI Heguuur B- 3p21.33 | 253010
IVB rajakTo3uaa3bl
Hedurut N-
VI | MIIC VI Mapoto-Jlamu ARSB  |auetwiranakrozamun-4-| 5ql4.1 | 253200
cynbdarazpl
VII |[MIIC VII Cras GUSB Jlemmr f- 72111 | 253220
TJIIOKYPOHHU JIA3bI
X MIIC IX | HemocraroyHOoCTh HYALI Hedunur 3p2131| 601492
rUaaTypOHUIA3bI TUalypOHHU A3k
Ipuaoxenne A3.3 BoIpa:keHHOCTh KAMHHYeckuXx nposisiaenunii MIIC 1 B pasnom
BO3pacre
Cucrema CuMIirroM Tetu [ToapocTku/
B3pPOCIIBIE
Cepneuno- Kapanomuonatus + +
cocyaucras Yronmenue CTBOPOK St S
KJIAIIaHOB
MHC Hapymenue nosenexus ++ ++
[lepBuKanbHasi MUEIONATHS ++ ++
['unponedanus ++ ++
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3agep)KkKka M OTCTaBaHUE B

+++ ++
pa3BUTUU
Cynoporu + ++
Hapymenue rnoranus + +
[TumeBapuTenbHas Hwnapest + +
cUcCTEeMa ['enarocreHomeranys +++ +++
Opran ciyxa IToreps ciyxa ++ ++
Peumausupyrommii
CpeaHui ++ ++
OTHUT
Opras 3peHus Juctpodus ceryatku + +
IToMyTHEHME POTOBHIIBI + +++
CkeneTHo- HecrabunsHoCTh  aTiaHTO-
MBINIEYHAs OKIIUITUTAIILHOI'O + +
COUJICHEHUS
TyHHENbHBIA KapIaJbHbII iy iy
CHUHJPOM
['pyOble uepThl nula +++ ++
Hwucnnaszus ThC ++ ++
MHOKECTBEHHBIN TH30CTO3 + +
I'pbixu +++ ++
KoHTpakTypsl cycTaBoB +++ -+
Kudos ++ +
Makponedanus +++ ++
JlpixarenpHas OOCTpYKTHUBHOE aIllHO? BO ey et
CHE
PectpuktuBHOE " n
3a00JIeBaHUE JIETKUX
Ob6cTpyKIms BEPXHUX e o
JbIXaTEJIbHBIX ITyTEN
Crennanb- Jlepmaran cynbdar B Mmoye M "
Hble JabopatopHble | ['emapaH cysabdar B Mode N "
TECTEI Wnyponunasa Wl Wi
Onpenenenue YPOBHSI " 1M

TJIMKO3aMHWHOI'TTHKAHOB MOYH

IIpunao:xenue A3.4 YHactora npoBenenus oocjaenopanus v namueaTos ¢ MIIC I Tuna

OnuH
ecenopanus [TepBonavanbHas | Kaxneie | Kaxnasie Kaxxnrie pa3
OlICHKA 6 Mec 12 mec B2
roja
IIpueM Bpaya-reHeTuka X X
ITonTBepkIeHHE TMarHosa X
Amnamues 0051e3H1 X
Knuanueckuii ocMoTp X
TeparneBTa
Pocr, Bec, OKpYKHOCTh X X
TOJIOBEI
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BoIHOCIHBOCTS !

OcMOTp Bpaua-HEBPOJIOTA

ol

OcmoTtp Bpaua-
HEUpoxupypra

Komnbrorepnas
tomorpadust uiau MPT
T'OJIOBHOTO MO3Ta

Korautusuoe
tectuposanue (DQ/IQ)?

DnekrposHIedanorpadus

Onexrponeiipomuorpadust
CTUMYJISILIHOHHAS OJTHOTO
HepBa/aNIeKTpoHeHpoMHorpa
(us UroaBYATHIMH
AIEKTpOIaMu (OJTUH HEPB)

OcmoTp Bpaua-
OTOPUHOJIAPUHTOJIOTA

OcmoTp Bpaua-cypaoJiora-
OTOPUHOJIAPUHTOJIOTA

ToTanbHas aymoMeTpust

OcmMmoTtp Bpaua-
odTanpmMosiora

OctpoTa 3peHus

Od¢ranmbmockonus

HccnenoBanue poroBUIlbl

PR XX X

OcmoTtp Bpaua-
IYJTBMOHOJIOTA

DB]

i

Uccnenosanue
CHa/monucoMHorpadus

OcMOTp Bpaya-KapAuoJora

Peructpanus
AIEKTPOKAPAUOTPAMMBI

Dxokapauorpadus

OcmoTtp Bpaua-
TPaBMaToJIOTa-0pTONEeaa

T o B el I ol e el ol el e ol e e

Pentrenorpacgus meiHoro,
IPYIHOTO U MOSICHUYHOTO
OT/era O3BOHOYHHUKA,
BEPXHUX U HUKHHUX
KOHEUYHOCTEHN

YapTpa3zBykoBoe
WCCJICIOBAaHHE OPTaHOB
OPIONIHOM TTOJIOCTH
(KOMIUIEKCHOE)

OcmoTp Bpaua-
¢usnorepanenTa

[Tpuem Bpava o geueOHOM
bU3KynbpTYype

OcmoTtp Bpaua-
CTOMATOJIOTa

53




Jlaboparopusie
MCCJICIOBAHMS
OnpeneneHue ypoBHs X X
TJIMKO3aMUHOI'JIMKAHOB MOYH
AHanu3 KpoBH
OMOXUMHYCCKHUI X X
o0meTepaneBTUYECKHA
1-/Ins meteit crapuie 3 5eT; pacCTOSHUE, MPOHAECHHOE 3a 6 MUHYT (IIPEANOUYTUTEIHLHBIM

ABIISIETCS TOT K€ MPOMEKYTOK BPEMEHH, YTO M B MPEIBIIYIIMX TECTaX ATOr0 MAlMEeHTa); YUCIIO
CTyIIEHEH, NPOIIEHHBIX BBEpPX 3a 3 MUHYTHI. OLleHUBalOTCs NoKa3aTenu catypauuu SpO2, Y/,
UCC 10 u nocie Harpy3KHu.

2-DQ wmu Koaddumuent ymcrBenHoro paszsutus (KYP) - cmoco6 cpaBHeHus
MHTEJJIEKTYaJIbHOTO Pa3BUTHUS, CBOMCTBEHHOTO JAaHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEH
pebeHka 1Mo OTHOIIECHHIO K €r0 CBEPCTHHUKAM), C XPOHOJIOTUYECKUM BO3pacToM ((pakTHUYeCKUM
BO3PAaCTOM peOCHKa).

KVYP paccunthiBaeTcst JeI€HUEM HMHTEIUIEKTYyaJIbHOTO BO3pacTa Ha XPOHOJOTMYECKUH U
ymHo)keHreM Ha 100 mis mosrydenust menoro yucia. CpemHuili K03 QUIIUEHT YMCTBEHHOTO

pa3BUTHS IS JTF000T0 Bo3pacrta cuutaercs: paBHbIM 100.

IIpunao:xenue A3.5 3a0op OuoMaTepuaJia 1 TMATHOCTHKH B IITHAX KPOBH

KpoBb cobupaercs Ha cranmapTHyo Kaprty

e =~
I 3abopa u TPaHCIIOPTUPOBKU l‘ . . . .'
Ouonornyeckoro Marepuasna (KapTOUKy-

He csirms, afineu trorutmend crmat Ha e/ 00at B0 OB ke
*  Kanau gomkHel NOAHOCTBIO NPONKUTaTL KPYXKKW € 0BpaTHOI CTOpPCHSI
*  He kacaitTeck 061acTi, NpONUTaHHOI KpoBkiO

buneTp Ne903), koTopass mpuMEHsIETCS st
CKpUHMHIa HOBOPOXKJICHHBIX B Poccuiickoi
d)enepaupm NI AHAJIOTUYHYIO JJIA ‘
IIOJly4YEHHUsI CyXOro IsTHa KpoBu. Kposb . . . .

MOXET OBbITh, KaK KalWUIIpHas (U3 MaJiblia,
MATKK), TaK U BEHO3Has. BeHo3Has KpOBb

Pucynok 1. O6paser npaBUILHOTO HAHECEHUS

cobupaercas B  TpoOUpKy, akkypartHo | KPoBH Ha KapTy jurst 3abopa u TpaHCIIOPTHPOBKH
OMOJIOrHYeCKOro MaTepuaia (KapTouKy-(QuibTp)
IepeMelnBaeTcs M 3aTeM  OBICTPO C
MOMOIUIbIO MUIMETKU HAHOCUTCS Ha (PUIBTP
mo 25-50 MK KpPOBH Ha KaXAyl
BBIJICIICHHYIO 001aCTh. Heo6xoaumo

XOpomo IMpomnuTaTb BBIACJICHHYIO o01acThb

Ha ¢uibtpe (puc. 1). IpeanouyrurenbHO
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cobupatp oOpasupl mocie easl depes 40 - - Py e ——

TN STTN TN TN TN

] V! VI v Vi )
MUHYT - 1 yac. Bo3MoxHO Takxke \ ¥ % !\ I\ I\ I

N Mo NP NP N4
OCYILECTBHUTH 3200p KPOBH U HATOIIAK. 203 & 2023-10 57 0000020001

XpaHWTs npu +2 - +25 C*
Ha KapTe 1A 3a60pa U TPaHCIIOPTHUPOBKHU

OMoJIOTMYEeCKOTr0  MaTrepuana (KapTouyke-

buapTpe) 0053aTEIBHO JOJIKHBI OBITH YETKO 6 0010608
$HO Naymenta

ykazanel ®MO, xeM U OTKyJa HalpasieH

ManucHT, naarta poXIACHUA U Te.]'[e(bOH DNata powaeHus JData B3ATMA KPOBW Mon

Jeyvarero Bpada (pUCyHOK 2). MO Bpana

OO6pa3zerlr cyxoro MmiaTHa KPOBU BKJIQJBIBACTCS | |1NY/fopoa/ Apec

B YMCTBIH KOHBEPT, JIMOO B YUCTHIN (haiin.

E-mail spava

Kapra pus 3abopa u TPaHCHOPTHPOBKH | | ...

OMOJIOTHYEeCKOTO  MaTepuana (KapTouka- | |reo
Dwaﬁpu D Momne Drnme D Mmnc1 DLvso—GL 1 D Lyso-GL-3

$uibTp) HE JOMKHA CONMPHKACATECS  C | | comemsi cxparmr. Myraum:

IPSA3HOM TOBEPXHOCTBIO M C oOpa3mamu

ApyruX NAIHEHTOB. Heobxomumo | PACYHOK 2. Ob6pasen Kaprer st 3a00pa 1
TPaHCIIOPTUPOBKU OUOJIOIMYECKOr0 MaTepuaa
MPHUIIOXKUTH K 00pasiamM HHPOPMUPOBAHHBIC | (kapToUKH-YUIHTDA)

coriacus MalMeHTa WU €ro 3aKOHHBIX
IIPEACTaBUTENIECH Ha [IpOBEICHUE

71a060paTOPHBIX UCCIIETOBAHUI

AJITOPUTM JeCTBHII MEANIMHCKOI0 IEPCOHAJIA NPHU B3ITHM 00pa3noB KPOBH

o BBIMBITh PYKH (TUTHEHUYECKUHN YPOBEHb), HAJIETh I€PUATKHY;
o BBIMBITh PYKHU NalMeHTa (IATKy peOeHKa B CiIydae, €ClIM KPOBb OEpeTCsl U3 MATKH);
o OpoTEepeTh 00JIACTh TNPOKAJIBIBAHUS CTEPUIbHON candeTkoi, cmoueHHOH 70%

CHHMPTOM, IPOMOKHYTb CYXOM CTEpUJIBHOM call(heTKOM; - MPOKOJIOTh CTEPUIHLHBIM OJHOPA30BBIM

cKapu(UKaTopoM;

J CHATH TEPBYIO KaIlII0O KPOBU CTEPUIIBHBIM CYXHUM TaMIIOHOM;

J MSTKO HaJIaBUTh JUISI TOJTyYeHUs] BTOPOU KaIlIu KPOBH;

J NPUIOKHUTD MEPICHINKYISIPHO TECT-O0JIAHK K Karjie KPOBU M MIPOIHUTAThH €0 KPOBBIO
HACKBO3b;

J aHAJIOTUYHBIM O0pa30M HAHECTH Ha TecT-OJIaHK 6-8 Karenb, BUJA MSATEH KPOBU

JOJIKEH OBITH OJIMHAKOBBIM C 00EHX CTOPOH.
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J BBICYILIUTh TE€CT-OJaHK B TOPU30HTAIBHOM IOJIOXKEHUH HA YUCTOW 00€3KUPEHHOU
NIOBEPXHOCTH HE MeHee 4 u 0e3 NmpUMEHEHHs TeljaoBOi 00paOOTKM M TOMafaHus NPSMBIX
COJTHEYHBIX JIy4eH;

J yIaKOBaTh T€CT-OJIaHKM B YACTBIN KOHBEPT TAaKUM 00pa3oM, 4YTOObI ATHA KPOBU HE
COIIPHUKACAJIHCh.

Oco6ennocT Npu HH(PY3NOHHOM Tepanuu

Hekotopble manmeHTHl MOTYT TMOJy4YaThb HMH(DY3MOHHYIO Tepamnuio, IepeuBaHue
KOMITOHEHTOB KPOBH, YTO MOXET OKa3aTh BJIMSHUE Ha pe3yinbTarbl TecToB. Hampumep, mpu
NEepEeIUBAaHUY TU1a3Mbl KDOBU MOTYT OBITh MOJIyY€HBI JIO)KHOOTPULIATEIbHBIE PE3YJIbTATh, TAK KaK
onpenenseMble (PepMEHThI HAXOAATCS B IJIa3Me U B KJIETKaX KpoBU. PekoMeHyeTcs: oCcylecTBUTh
3a00p kpoBu mns QgepmentHoi u JIHK-muarHoctuku He 9 panHee yem yepe3 6-7 AHEH mocre
NepeIuBaHus T1a3Mbl KpOBU U uepe3 7-10 aHel nmocie nepemBaHusi KOMIIOHEHTOB KPOBU

He nomyckaetcs 3a60p kpoBu

J cpa3sy Inociie MpoBeIeHHsI NAUEHTy HH(Y3MOHHON Tepamnuy;

J cpa3sy 1ociie 3aMEHHOT0 NepeTuBaHMsI KPOBH.

XpaHeHHe U TPAHCIIOPTHPOBKA OMOMaTepuaJia

OO0pa31bl BBICYIIEHHBIX MIATEH KPOBH MOXKHO XPaHUTh B OOBIYHOM KaMepe XOJIO0UIbHUKA
npu +4°C no ornpaBku. Cpok XpaHEHHsI 1O MOMEHTA OTIIPAaBKU HE JIOJKEH MPEBBIIATH 7 AHEH.
Ecnu xpaHuTh ponblne U npu 0osee BBICOKOM Temreparype, TO akTHBHOCTh (pepMEHTa Jaxke B

HOPME MOXET CHUKATHCA, YTO IPUBCACT K JTOKHOIIOJIOXKHUTCIIBbHBIM PE3yJIbTaTaM.
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Ipuio:xkenne b. Ajnropurmsl 1eiicTBHH Bpaya

KnuHnueckas KapTuHa
MMCI

y

MpoeegeHa AHK-
ANArHocTUKa

OunddepeHumanbHan [Awnarnos MNC Hert MOHUTOPUHT cocToAHMA
5 UmetoTca nokasanma Kk ®3T?
AMarHocTvKa ¢ 4pyrumu NOATBEPKAEH? nauuneHTa
3aboneBaHuAMM

3T

A

MOHUTOPUHT COCTOAHMA NaLUEHT],
oLeHKa 3hdEKTUBHOCTU Tepanum
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HMpunoxenue B. Undopmauus 1/ manueHra

Cunpgpom I'ypnep, Hleite u I'ypnep-1lleiie

Cunapom I'ypnep wiu mykononucaxapuao3 I (MIIC I) — oxgna u3 nepBbIX ONMUCAHHBIX
dbopm mykomnosmcaxapuao3oB (MIIC). 3aboneBanwe, W3HAYAIBLHO Ha3BaHHOE O0OJIC3HB
[Ipaynnnepa — ['ypiep, BrepBble ONMHUCAHO ABYMs IeIuMaTpaMHU: aBCTPUUCKUM — [ epTpymon
I'ypnep (1889-965) u nemenxum — [daynanep Metinapa (1872—1947). 3atem amMmepuKkaHCKUM
odransmonorom Lleiie (1909-1990) onucana Bropas popma 6ose3HH ¢ 6oiee Mo3JHIUM HadalIoM
u Oosiee NOOpOKAYEeCTBEHHBIM TeueHHWeM, Ha3BaHHas cuHapoM Illeite. Ilozxe omucana
npoMmexxyTouHas ¢opma Oosie3Hu, HazBaHHas cuuapoMm ['ypnep-llleiie. MIIC I —odens penkoe
3aboneBanue. 1o oleHKaM CHEMATMCTOB, OHO BCTPEUYAETCs BCEro NUIhb y oxHoro u3 100 000
HOBOPOJKJCHHBIX.

3a mpomreammMe TOAbI OBUT CO3/IaH CHCIHANbHBIM Tpermapar, KOTOPBIA TO3BOJISIET
3aMeUIUTh IPOTPECCHpPOBAHUE OOJIE3HU, CMSTYUTH HEKOTOphble W3 ee mposBieHuil. OnHako,
Hapsly C MPUMEHEHHEM 3TOr0 MperapaTra, HEOOXOAUMO He 3a0bIBaTh, O CHMIITOMATHYECKOMN
Tepanuu, (Gusnorepanuu, peabUIUTAINK, a TIaBHOE — IMO3UTHBHOM OTHOUICHWH K XU3HU
HaIeHTa U YWIEHOB €T0 CEMBHU.

[Tarorenes.

[Tpu Bcex Mykomonucaxapuao3ax Hapymaercss ooMeH (pacmeruienue) AT — ocoObix
CTPYKTYPHBIX KOMIIOHEHTOB COEAMHUTEIHHOM TKaHHU.

I'AT" — 5TO0 nnuHHBIE LETIOYKHA MOJICKYJ caxapa, KOTOPbIE COCIUHSIOTCS C OenKaMu U
CIIy’KaT Ba)KHBIM CTPOUTEILHBIM MaTEpUAIIOM JIJIsl KOCTEH, XpALIe, KOKH, CyX0KHIIUN, KITaaHoB
cepala u MHOTHX Apyrux Tkaneil. ['Al" conepxarcst B BA3KON CHHOBUAIBHOM XKUIKOCTH, KOTOpas
YBJIQXHSIET CYCTaBbl, BXOASAT B COCTAaB KJANaHOB CEpJilla, CYCTaBOB U CyXOoxwinil. B HOpMme
MIPOUCXOAMUT TIOCTOSIHHBIN Mpoliecc 00pazoBanus «HOBBIX» Al u pacmiernienue «crapbix». Jms
npoiiecca pacuierienus u nepepadorku I'AlT HeoOxoauMa rpymmna ocoObIX 0eaKoB-(hepMEHTOB.
Hns Toro, ytoObl pacmenuts ['Al, depmeHTs paboTaroT Mo odepenu, APYr 3a Ipyrom, u
pacIIeIUIAIoT AMMHHY0 Monekyny ['Al Ha yacTu.

VY Bcex manuentoB ¢ MIIC orcyrctByer depmeHT (0coObiii mst kaxaoro tuna MIIC),
KOTOPBIA HEOOXOMUM JHJisi pacHICTUICHHS ONpPEaeNIEHHOTro TiuKo3amuHoriaukana (Puc.l). ¥V
narenToB ¢ MIIC I tuna oTcyTcTBYeT pepMeHT, Ha3bIBaeMbli anbda-L-unyponnaasa, KOTOPBIH
HeoOxomuMm  Juia  pacmeruienuss ['AIT —  remapancynbgara u  aepmaraHcynbdara.
Hepacmieruiennsie AT HakarummBaroTcsi B KJIETKax, Hapymas ux pabdoty. Jlepmarancynbdar

HaXoauTCs, I'iaBHbIM 06pa30M, B KOCTAX U COGHHHHTGHBHOﬁ TKaHU U €0 HAKOIINICHUEC, IMMPEKAC
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BCEr0, BBI3BIBAET MHOXKECTBO MPOOJIEM, CBSI3aHHBIX CO ckeneToM. ['emapaHcyibhaT HaXOIUTCs
MPEUMYIIECTBEHHO B KJI€TKaX HEPBHOW CUCTEMBI, YTO MPUBOJIUT K MOPAKEHUIO TOJIOBHOTO MO3Ta

MIIC I Tuna OTHOCHUTCS K JIN30COMHBIM 00JIE3HSM HAKOIIeHHs. B nr3ocomax (opraHesnibt
KJIETKH) MPOMCXOAUT PACUICIUIEHUE KPYIHBIX MOJEKYJ (MAaKpOMOJIEKYH), TaKuX, KaK JKUPBI,
OeNKkH, TIMKO3aMUHOTIMKaHbl, rukoreH. [Ipu pasubix (opmax Goje3HM HapyHIAlOTCS pa3HbIe
CTa/Ius PACILEIUICHUS STUX MaKPOMOJIEKYIL.

Hacnenosanue cunapoma I'ypiep, llelie u I'ypnep-Illeiie

Myxkononucaxapuao3 [ Tumia OTHOCUTCS K HacleACTBEHHBIM 3a00JICBaHUSIM M HACIISTyeTCs
10 ayTOCOMHO-PEIIECCUBHOMY THITY. DTO 3HAUHUT, YTO OOJIE3HB MPOSIBIISIETCS TOIBKO B TOM CIlIydae,
ecnu oba poAUTeNs SBIAIOTCS HOCUTEISIMHU OOJIE3HU U, XOTS CaMU OHHM HE OOJIEIOT, MepeNaroT
pebeHKyY J1Ba MOPaKEHHBIX T'eHa. BOMBIIMHCTBO ceMei, e ecTh peOSHOK ¢ ATHM 3a00JIeBaHUEM,
HE CTAJIKUBAJKMCHh paHbLIe C MOAOOHOH mpobiemoi. Puck moBTOpHOro poXIeHHs OOJIBHOTO
pebeHka B ceMbe, TJIe y’Ke €CTh OOJIbHBIE IETH, COCTaBIAET 25% Ha Kaxayto 0€peMEeHHOCTb.

Bce cempn ¢ MIIC 1 pomkHbl 00s3aTENBHO MPOUTH  MEIUKO-TEHETHYECKOE
KOHCYJTBTUPOBAHUE U TIOTYUUTH MOTHYIO HHPOPMAIIMIO OT Bpava-TeHETHKA O PUCKE MOBTOPHOTO
OpPOSIBIICHUS] JAHHOTO 3a0o0JieBaHHMA B CeMbE, OOCYOUTH CO CIIELHUAIUCTOM BCE BOIPOCH,
CBsI3aHHBIE C HacjenoBaHueM 3aboneBanus. B Poccum menuko-reHeTMueckne KOHCYIbTALUU
paboTaroT B KAXKIOM PETHOHE.

Kak ycranaBnuBaroT nuartos?

Bpaun Ha OCHOBaHMM KJIMHMYECKHX CHMITOMOB MOTYT 3alof03pHUThb O0Jie3Hb. 3aTeM
OpOBOJATCS JabOpaTOpHbIE TECTbl U HMHCTPYMEHTaJIbHOE HccienoBaHue. [IoCKOIbKY pasHble
tunbl MIIC oyeHb OXO0XHU MO CBOUM KJIMHUYECKUM MPOSBICHUSAM, HEOOXOAUMO MOJATBEPAUTH
IUar€Ho3 C TOMOIIpl0 JabopaTopHbiXx MeTonoB. [loaTBepxkmaromass auarHoctuka MIIC
3aKJII0YaeTCsl B ONpeneNieHuHu ypoBHsS dSKckpeuuun ['Al' B Modye M HM3MEpPEHHH aKTUBHOCTHU
(epMEHTOB B KJIETKaX KPOBH, IISITHAX BBICYIICHHON KPOBU WJIH KYJIbTYPE KOXKHBIX (GHOPOOIACTOB.
Hns MIIC 1 mpoBomsT ompenencHue aKTUBHOCTH anbda-L-unyponunassl. B mambHeimem
pexomennyetcs mposeaenue JJHK auarnoctuku (eciau akTUBHOCTh pepMeHTa ObLTa CHIDKEHA).

Knunudeckue nposiBieHus MyKomnorcaxapuaosa [ tuna

Cungpom I'ypnep (a Taxke Illeite u I'ypaep-lllelie) — mnporpeccupyroiiee
MYJBTUCUCTEMHOE 3a00JIeBaHUE U Y MallMeHTa ObIBAIOT MOPaXEHBI HE TOJIBKO CKEJIET U CYCTaBhl,
CTpaJaloT TaK)K€ HEpPBHAs CHCTEMa, OpPTraHbl 3pEHHUs, CIIyXa, CepAEHYHO-COCYIUCTast U OpPOHXO-
JIErOYHasi CUCTEMBI (puc. 2)

Beinensitor tpu popmer MIIC tum I:

- curapom ['ypnep (mykononucaxapunos | H - Tsokenas dopma),
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- curapom ['ypnep-1lleiie (mykononucaxapumo3 I H/S- npomexxyrounas ¢popma).

- curapom lletie (mykononucaxapuaos I S - erkas ¢opma)

Crenenb BBIPAKEHHOCTH KIMHUYECKUX IMPOSIBICHUIN MPU AAHHOM CHUHIPOME pa3iuyvHa.
W3BecTHBI U KpaiiHe Tsoxensle GopMbl 3a001eBaHus — cuHAPOM ['ypiep, KoTopbie IPOsBISIOTCS
y)K€ B paHHEM JIETCTBE, M JOBOJIBHO JIETKHE, Msrkue ¢hopmbl 6oie3nn — curapom llleite. U,
COOTBETCTBEHHO, MpoMexyTodHas ¢opma — cunapoMm ['ypuep-Illeite. B HeKoTOphIX ciydasx
HaJIM4KMe CUHAPOMA HE BIUSET HA MPOJAOKUTEIIBHOCTD KU3HU MAllMEHTa, HO KAYECTBO >KU3HU,
0e3ycIOBHO, CTpagacT mpu Bcex hopMax O0JIe3HH.

OcHoBHas 3a7a4a Bpadei, OJM3KUX U CaMOro TMaIMeHTa ¢ MyKOToaucaxapuao3oM | tuma
— cJIeNaTh )KU3Hb MAKCUMAaJIbHO KOM(OPTHON, CHU3UTD PUCK TSDKEIIBIX OCIOXKHEHH, 3aMeJUIUTh
nporpeccupoBaHue 00JIe3HH, CMATYUTH OCHOBHBIE CUMIITOMBI 3200JI€BaHNUS.

Jlamee MBI OMHUIIIEM OCHOBHBIE MPOOJEMBI, C KOTOPHIMHU CTAJIKHBAIOTCS MAIMEHTHI C
cunapomamu ['ypiep, Llleite u I'ypnep-llleiie, HO 3TO HE 03HAYAET, YTO OHU O0SA3aTEILHO OYyayT
y KaXXJI0T0 ManueHTa. 3a0oaeBaHie MPOTEKAET OUEHb [T0-PAa3HOMY, JaXKe B OJTHOM ceMbe.

Pannee passutue, poct

IlocraBure guarHo3 cunapoma ['ypiep-lllelie HOBOPOXICHHOMY IPaKTUYECKU
HEBO3MO’KHO, TaK KaK Halllk MallME€HThl POXKAAIOTCA B CPOK, C HOPMAJIbHBIMU POCTO-BECOBBIMU
nokazatesnsimu. Ho mipu cungapome ['ypiep — Oonee Tsokenoit hopmMe — TepBbIe KIIMHUYECKUE
npu3HaKy 3a00JIeBaHUs MOSABISIOTCSA HA MIEPBOM TOAY KU3HU. B psine ciayyaeB, yKe ¢ pOXKICHUS
HAOMIOIAI0TCS HE3HAYUTENbHOE YBEIMYCHHE II€UEHH, IMYMOYHBbIE WM [MaXOBO-MOIIOHOYHBIE
rpeiku. Poct 3amemisieTcsi, Koraa MajibllIi JOCTUTAl0T BO3pacTa OJHOTO-IBYX JeT. [lanuenTs! ¢
TspKeo popMoit 3a00s1eBaHMs OOBIYHO TIOUTH MPEKPAIIAIOT PACTH B BO3PACTE BOCKMU JIET — HUX
pocT 00b19HO He TpeBbimaet 110 cm. JIpyrue manueHTsl TpoI0JDKAOT PACTH 10 TMTOIPOCTKOBOTO
Bo3pacta u gocturaiot 152-160 cm. Ilpu nerkoii popme pocT y manueHToB, Kak MPaBUIIO, HUXKE,

YCM Y 310pPOBbIX CBEPCTHHUKOB, HO OBIBAET U IOYTH HOpPMaJIbHBIM.
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Puc. 2 MyapTUCUCTEMHOCTh OPAXKEHUS P MYKOTIOJIMCaXapua03ax

MYKOMNOJIMCAXAPNLOO3

HacTeie MHDEKUMM BePXHUX AbiXa~ ) 3ape pPXxKa NCUXUYECKOro passu-
TeNbHLIX NYTeN, PUHKUTLI, AAeHOMALI TuA (He Nnpu Bcex Tunax MNC)
3apnepxka
MecTkue, ry- |
CThie BONOCH d | ﬁ st
I Henpo-
NomyTHeHWe po- "';_:‘LQO CeHcopHan
roBMUbI, rNaykoMa - Q "6 o..;o M KOHAYKTUB-
= B HaA Tyroy-
;o }; - XOCTh, OTUTLI
UsmeHeHue yepT J ' Q i
nmua («raprouw- R | § "
1V |} Ko h Kapyec
CnnexomMeranus, re- :: ~ &
natocnneHoMeranus ‘ 7y Kudos,
~ CKONUO3
Korrucraa Kucre : e
] LOHOYHbIE
) M NYNOUHbI
KOoHTpaxkTypbl Kpyn- rPbXKH
HbIX ¥ MeNKnx
cycraeoe, pasbon- -
TAHHOCTL M@NIKUX Cy =~ ' | MHOXecCTEeHHbLIN
crasos (MNC tvn 4) AN30CTO3

Pucynok 2 MyabTHCUCTEMHOCTh MOPAKEHUS TP MYKOTIOJIHMCAXapU103aX
[Ipumeuanue: HapylieHne nHTeUIeKTa pu cunapomax ['ypnep-Illeite u Illeite He Habmogaercs

BHemnue oco6eHHOCTH

BHemnuit BHI ManMeHTOB ¢ Tsokenod ¢opmoit cuHapoma ['ypiep HeoOblueH — OHU
OoJbIlIe TIOXOXH JAPYr Ha JApyra, 4eM Ha CBOUX POAMTENEH U 3/0pOBBIX OpaTbeB M CecTep.
N3meHeHus B cTpo€HUHU UX JHI 0003HAYAIOT CHEIHAIbHBIM TEPMUHOM JIMIIEBOH IU3MOPHU3M
(orpy0GseHue 4ept): KpyIHas roJioBa, KOPOTKas IIes, KPYTJIoe JIUI0, IMUPOKUN HOC C IIHUPOKOU 1
IUIOCKOM MEPEHOCULIEH.

[Tpu nerkoit u npomexxyTouyHOU (hopme 3a00IeBaHUsI BHEIIHUE OCOOEHHOCTH y MAI[EeHTa
CTOJIb HE3HAUUTEIBHBI, UTO UX BUJIAT TOJIBKO BpauH, a OJIM3KME U 3HAKOMBIE HE 3aMeYat0T HUYEero
HEOOBIYHOTO.

V¥ nanmentoB ¢ MIIC [ u3-3a OTJIOKEHMST MYKOIIOJIMCAXapuIoOB KOXa «TOJICTas» M
KECTKas, 4TO 3aTPYAHAET 3a00p KPOBH U MCIIOJIb30BAaHHE BHYTPHUBEHHBIX KaTETEPOB.

dortorpaduu NarmeHToOB
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Ckenert, onOpHO-ABUTAaTENIbHAS U KOCTHO-CYCTaBHAasl CUCTEMA

VY nmamuentoB ¢ MIIC I tuna, kak ¥ mpu Bcex Apyrux ¢GopMax MyKOIOJIHCaXaphI030B,
CYIIECTBYIOT MPOOJIEMBI ¢ JOPMUPOBAHUEM U POCTOM KOCTEi. MI3MeHeHne KOCTel ¢ HapyleHueM
uX (OpMbI Ha3BIBAIOT MHOXKECTBEHHBIM TU30CcT030M. [IpH TsDKenoi popme cuHApOMa - CHHAPOME
['ypnep uzmensieTcst ctpoeHue mo3BoHKOB. OMH WK [1Ba MIO3BOHKA B CEPEIUHE CIIUHBI ObIBAIOT
CIUTIOIIEHBI OOJIbIe, YeM OCTalbHbIE, U Cllerka cMelleHbl. Takoe cMelleHre MO3BOHKOB MOPOoit
CTAaHOBUTCS TPHUYUHON pa3BUTHS HUCKPUBICHHUSA TI03BOHOYHMKA (Kudo3, ckommo3). Ecmm
UCKPHBIICHHE TO3BOHOYHMKA UJTH CKOJIO3 MPOTPECCHPYIOT, TO TpeOyeTCss MEAMIIMHCKAS TOMOIIIb.
IIpu cunapome llleile MCKpUBIECHHE MO3BOHOYHMKA JOBOJBHO JIETKOE WM HE HYXKIAeTCs B
XUPYPTHUECKOM JICYEHUH.

Camble cepbe3Hble, ONacHbIe U KU3HEYTpOXKAaroIue MpodaeMbl CBA3aHbI ¢ Aedopmarieit
U OCOOCHHOCTSIMH CTpPOCHMs IIeHHOro otaena. Ecnu cnmHHOM MO3r Oy[eT caaBiieH WU
MOBPEXCH (LIeiiHas MUEJIONAaTus), HapyIIUTCA HHHEPBAllUs BCEX YacTel Teja, 4TO MPUBEAET K
cnabocTu (BSATBIN Mape3) MBI, HAPYIICHUSM MPHU XOJh0€, MHOTAA Naxe K 3aTPYAHCHHUSIM C
neixanueM. [pu Tsoxenoit popme 3abosieBanus ¢1ab0CTh B pyKax U HOTax MOXKET pa30aBUTHCS Ha
NEPBOM IOy )KM3HH, UTO MPUBOJUT K 33JI€PKKE JIBUTATEIHHOTO Pa3BUTHs peOeHKa.

TyronoaBmXHOCTh CYCTaBOB XapakTepHa aisi BceX (GopMm Mykomosmcaxapuno3oB. C
roJlaMH TYTOMOJIBH)KHOCTb CYCTaBOB MOKET MTPOIPECCUPOBATH U CTaTh MPUYUHOI O0JIH.

N3-3a orpanndeHus1 MOJABMYKHOCTH CYCTAaBOB U OCOOCHHOCTEH CTPOCHHSI MEJIKHUX KOCTEH
KHUCTH, TAJbIBl PYK CTAHOBSITCS >KECTKUMH M HUCKPHUBIISIOTCS, (OPMHUPYS TaK Ha3bIBAEMYIO
«KOTTHUCTYIO KHCTbH).

N3-3a TyronoABMKHOCTH KPYITHBIX CYCTaBOB U OCOOCHHOCTEH CTPOSHHUS KOCTEH MaIlueHThI
XOJIAT C CJIETKAa COTHYTBIMHM KOJICHAMH U OeZpaMu. Y HEKOTOPHIX MAI[MEHTOB pa3BUBAETCS X-
00pa3HoOe NCKPHBJICHHE HIDKHUX KOHEYHOCTEH (BajbrycHas nedopmaiys). boinpmmHcTBO Bpaueit
CUMTAET, YTO JaHHas JedopMalys HOCUT MPHUCIIOCOOUTENBHBIN XapakTep, MOMOras MalueHTy
pacopeneniTb Bec, MO3TOMY ONEpPAaTUBHYIO KOPPEKIHUI0 B paHHEM BO3pacTe B OOJBIIMHCTBE
ClIy4aeB Jiydllle He MpoBOAUTH. Kpome Toro, B cBsi3u co ci1abOCThIO CBS30YHOIO ammapara u
HapyILIEHUsAM CTPYKTYpBl KOCTEH, Onepalus He BCeraa NPUBOJUT K 0XKHIaEMOMY PE3YJIbTAaTy —
nedopmarus BO3BPAIIAETCs CITYCTs KAKOE-TO BPEMs.

Opransbl AbIXaHUS

Hapymenne npixatenbHol cuctemsl y nanueHToB ¢ MIIC cBsizaHO Kak ¢ 0COOCHHOCTSIMHU
CTPOCHHUS CKeJeTa, Xpslled Tpaxewm M pedep, Tak W ¢ HakomuieHHeM ['Al’ B MATKHX TKaHIX

(YBGJII/I‘-II/IBB_IOTC}I AZICHOUbI, CJIM3UCTBIC, BBICTHJIAOMINC ObIXATCIIBHBIC ITYTU, CTAHOBATCH
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PBIXJIBIMH, TUNEPTPOPUPOBAHHBIMHM, B pPE3yJbTaTe€ YEro IMPOCBET JbIXaTeNbHbIX MyTel
YMEHBIIAETCH).

BaxHOo moHMMaTh, 4TO HEIOCTATOYHOE CHAOXKEHHWE TKaHEH KUCIOpOAOM (THUIIOKCHS)
BIUSET Ha (QYHKIUIO BCEX OPraHOB, MOATOMY YIIYUIIEHHE IBIXaTEIbHOW (YHKIIMH — OJHA W3
NIEPBOOYEPETHBIX 3a/1a4.

[IpoGneMbl ¢ AbIXaHHEM YCYTyOJsieT U3MEHEHHOE CTPOCHHME TPYIHOM KIIETKU: Tpy[Has
KJIIETKA <OKECTKas» M HE MOXKET JBUTAThCS CBOOOTHO, HE TIO3BOJISAET JIETKUM HAa0paTh OOBIION
00BbeM BO3yXa. DTH OCOOCHHOCTHU MPUBOIAT K TOMY, UYTO HMAIIMEHTHI XYK€ NePEeHOCAT MH(DEKIUU
BEPXHUX JIBIXATEJbHBIX IyTEH U JIETKUX.

[lepBpIMH cHUMIOTOMaMU HapylIeHUS (QYHKIMHM BEPXHUX [bIXATENIbHBIX HyTE€H MOTYT
CIIY’)KUTh HOYHOH Xpall, IIyMHOE JbIXaHUE, 0OCTPYKTUBHOE HOYHOE aITHO? (KPaTKOBPEMEHHBIE, 10
HECKOJIbKMX CEKYH/I, 33JIEPKKU JbIXaHUS BO BPEeMsI HOUYHOTO CHA). Takue MpOosIBICHUS TOKHBI
HaCTOPAKMUBaTh, TAK KaK B JAaJbHEUIIEM OHU MOTYT IPOrPECCUPOBATh U MPHUBECTH K Pa3BUTHIO
OCJIOKHEHHUH CO CTOPOHBI APYTHX OPTaHOB (CEep/Ilie, TOJIOBHON MO3T).

[Tarmentsl ¢ MIIC CKIOHHBI K Pa3sBUTHUIO OTUTOB, PUHUTOB M BOCHAJICHUIO JIETKUX,
MOJTOMY aHTHOAKTEpUATbHYIO TEpamluio CIeAyeT HAYMHATh YK€ Ha paHHUX CTaJaHUAX
3a0oneBanusa. HecoMHEHHO, HY)KHO KOHCYJIbTHPOBATHCS CO CHEIMAIMCTAMH, a HE 3aHUMAaTbCs
CaMOJICUECHUEM.

Hecmotps Ha penkocTh U TsbKecTh 3a00s1eBaHUsl, CIeyeT IOMHUTh, YTO BaKLIMHUPOBATH
narueHToB ¢ MIIC 006s3aTenbHO, Tak Kak MPUBUBKH IMOMOTAIOT MPEAOTBPATHTHh Pa3BUTHE
3a00JIeBaHUI, TIOPAXKAIOMINX JIETKHE. B TOM Yrclie BaXKHO HE MPOITYCTUTh BAaKIIMHAIIUIO TPOTUB
MTHEBMOKOKKOBOM MH(EKINH.

PoroBast mosocTs 1 3yOb!

VY mamuentoB ¢ MIIC 1 3yObl MOKPBITHI XPYNKOH 3MalIblo, YTO MPHUBOJUT K OBICTPOMY
Pa3BUTHIO Kapueca.

CepaeuHo-cocyaucras cucrema

[Tpaktuuecku y Bcex namueHToB ¢ MIIC [ HaGmrogaeTcst maToJIorus cepAaeaHO-COCYANUCTOM
CHCTEMBI: YTOJIIIEHUE CTEHOK CEepAlla, CHI)KEHHE  COKPAaTUTEIbHOW CIIOCOOHOCTH CEepAeYHOM
MBIIIILIBI, ©3MEHEHHUSI CO CTOPOHBI KJIaaHHOTO anrmapaTta (yIIOTHEHHUE CTBOPOK M XOP/I KJIallaHOB).

[Tpu ocmoTtpe nmarmenToB ¢ MIIC I Bpau MokeT 00paTuTh BHUMAaHKUE HA HATTUYHE «IITYMOB)
B cepaue. Kak mpaBuio, 3TO CBA3aHO C IMOPaXEHUEM KIIAMAHOB: IMOBPEXKIACHHBIM KJlallaH
3aKpbIBAETCS HEIJIOTHO, IPU COKPAIICHUHU CepAlla HEOONIbIIOEe KOJIUYECTBO KPOBHU JIBUTaeTCs B
00paTHOM HamNpPaBIIEHUH, YTO BBI3BIBAET IIIYM, KOTOPBIN CIBIIIHT Bpad. Yarie BCero mopaxaroTcs

A0PTaJIbHBIA U MUTPAJIbHBIN KJIAIllaHbl.
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[TopaxxeHne nerkux, O KOTOPOM HAMKCAHO BBINIE, TAKXKE MOXET CTaTh IMPUUYUHOMN
WU3MEHEHUH CO CTOPOHBI cepaua. «[IpokaunBanne» KpoBH Uyepe3 U3MEHEHHBIE JIETKUE, TPUBOJUT
K [eperpy3ke TMpaBbIX OTIAEIOB CepAlla, U pPa3BUBAETCS NPABOCTOPOHHSSL CepJieyHas
HEJI0OCTATOYHOCTb.

CepaedHo-cocyucras cucrema

[Tatonoruss CCC y mamentoB ¢ MIIC nposBisieTcs B BUJIE: YTOJIIECHUE CTEHOK CEp/Ia,
W3MEHEHUsI CO CTOPOHBI KJIAMaHHOTO anmnapaTta (YIUIOTHEHHE CTBOPOK M XOpJ KIIAIaHOB),
pa3BUTHUSL CEPIECYHOW HEOOCTATOYHOCTH, KAaK C COXPAaHEHHOW, TaK U CO CHHKEHHOMU
COKPATUTEIbHON CIOCOOHOCTHIO MUOKAp/a.

XapaktepubiMu TipuzHakamu nopaxkeHuss CCC mpu MIIC sBusroTcss  aucyHKIum
KJIanaHOB (B OCHOBHOM, MHUTpPAJbHOTO, AOPTAJIBHOTO KIIAMIAHOB), TUMEPTPOPHS MHUOKapIa,
HapylleHWe pUTMa U MNPOBOAUMOCTH. (DYHKIUS KJIAMaHOB, HECMOTPS HA MX YTOJIIECHUE B
pe3yapTaTe OTJIOKEHHsS MYKOIOJIMCAXAapUAOB, MOXKET HEKOTOpPOE BpeMsl He Hapymarbcs. B
MOCNEAYIOEM TMOSBISETCS IIYMBI, XapakTepHbIE Ui MUTPajIbHOW (CUCTONUYECKHI) U
aopTaNbHOM  (AMACTOJIMYECKUM)  HEAOCTATOYHOCTH,  pa3BUBAIOIIMECS B pe3yjbTare
HECOCTOSITENILHOCTH KJIamaHoB. B  pampHeiiiem ykopoueHHe Xopa ©u  (GuUOpo3 JIEBOTO
ATPUOBEHTPUKYJIAPHOTO KOJIblIa NPHUBOASAT K CTEHO3UPOBAHMIO MHTPAJIBLHOTO OTBEPCTHSL.
HenoctaToyHOCTh TPUKYCHMUIANBHOTO W MYJIbMOHAJIBHOTO KiarnaHa OObIYHO KIMHUYECKU He
JUAarHOCTUPYIOTCS.

CaMoil yacTOW NPUYMHOM pa3BUTUSA CEPIACYHOM HENOCTATOYHOCTH C COXPAHEHHOMN
dpakiueil BEIOpOca JIEBOTO JKENyA0YKa Yy 3TUX TAIMEHTOB SIBIISETCS MOBBIIICHHE >KECTKOCTH
MHOKap/la B pe3ylbTaTe OTJIOXKEHHUS MYKONOJUCAaXapuaoB ([0 THIY PECTPUKTUBHOMN
KapauoMuonatuu). B peakux ciydasx MOKeT HaOMIOAaTbCs CHUKEHHE COKpPAaTUTEIbHON
CIIOCOOHOCTH 32 CUET JAUJIATAINH MTOJIOCTEH.

Kpome Toro, cepneunas HEAOCTATOYHOCTh MOXKET Pa3BUBATHCA C MOPAKEHUEM IMPABBIX
OTJIEJIOB CEep/IIa, M0 TUITY XPOHUYECKOI0 JIETOYHOTO Cep/ilia, B pe3ynbTare AeopMaluy rpyaHon
KJIETKH, MOpPaXXEHUs JETKUX H3-3a OTJOKEHHUS MYKOIOJIHcaxapuaoB (KECTKHE JIeTKue),
HApYIICHUS JPEHUPOBAHUS OPOHXHMATBLHOTO JIepeBa M3-3a CY)KEHHUS OPOHXOB U Pa3BUBAIOIIECHCS
TpaxeoMaJISILUK, PA3BUTUS XPOHUUECKON TUIIOKCHUH.

BpromHas mosiocthb

[Ipu cunapome ['yprep mnedeHb W CelE€3€HKAa YBEIWYEHbl M3-3a HakomieHuss [Al
(remaTocruieHOMeranus). Y BeTu4eHne e4eHrn 00bIYHO HE IPUBOIUT K HAPYIICHUIO €€ (DYHKIIUH,

HO MOXKCT BJIMATH HA ICPCHOCUMOCTD TOM WU UHOM ITHIITH.
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IIpu wmykomonucaxapugo3ax, Kak TIpaBWUIIO, XUBOT YBEIMYEH B OOBEME 3a Cuer
renaToCIVICHOMETaaM ¥ CJNa0OCTH MPSAMBIX MBI >KUBOTa. TakKe 4YacTO BO3HHMKAIOT
COUETaHHbIE WIHM U30JMPOBAHHBIE IPHDKU (ITyIIOYHAs, 1aX0Basi, 1aX0BO-MOILIOHOYHON U CpeHeN
JMHUW JKUBOTA). PemeHne o HE0OXOAMMOCTH ONEPATHBHOTO JICYCHHS JIOJKHO MPHUHUMATHCA
COBMECTHO C JI€YAIlUM BpayOM: IOKa3aHMEM K CpPOYHOW ONEpalUH CIYKUT YIIEMJICHUE
TPBIKEBOTO BHIIISTYUBAHMS.

VY mammenTtoB ¢ MIIC I Hepenko HaOM0AaeTCs HEYCTOWYUBBIN CTYI (3aOPHI HITK TUapesi).
[TpuumnHa 3TOroO 10 KOHIIA HEMOHATHA. BO3MOXHO, HapylaeTcst QyHKIUS BETeTaTUBHONW HEPBHOU
cuctembl, ockoybky ['Al" HakamIMBaKOTCA B HEPBHBIX KJIETKAX KUIIEYHUKA. [lnapes Moxket
ucye3aTb C BO3pacTOM, HO BO BpeMs MpHeMa aHTHOMOTHKOB MOSBISATHCS BHOBb. Ecnu auapes
BO3HHKJIA M3-3a TIpUeMa aHTHUOMOTHKOB, Bpaul MOT'YT Ha3HAUUTh MPENapaThl, CIIOCOOCTBYIOIINE
HOpMaJTU3al MUKPO(IOPH! KUIIEUHUKA. Eciy manueHT mMajao JBUTaeTcs, TO MOTYT pa3BUTHCS
3amopel. B 3TOM ciyuae 3(h(exkTHBHO yBeIMYEHHE B pAIMIOHE KOJWYECTBA TPYyOOH MHINU
(KIeT4aTKm).

Hepsnas cucrema

IIpu cunnpome I'yprep aetu pa3BUBaAIOTCS € 3aA€PKKOU pedr, y HUX CTpaAacT UHTEIUIEKT,
Hapyaercs nosefeHue. 1lo Mepe HapacTaHus HapyLIEHUN HMHTEUIEKTAa K TMIIEPAKTUBHOCTH U
arpecCUBHOCTU TPHUCOETUHSIOTCS ayTucTudyeckue uepTol. [lpu msrkux ¢dopmax - cuHIpoMe
I'ypnep-lleiie u llleiie HTENIEKT HE CTPAAAET, pa3BUTHE CJIETKA 3aMEJJIEHHOE.

[Ipn Tskenbix ¢dopMax Tak KE MOTYT BO3HHUKATh HAPYIICHUS ITUPKYISIUSL
CIIMHHOMO3T'OBOH KHUJIKOCTU. B 3TOM ciydae manueHTsl JKalyroTcsl Ha TOJIOBHBIE 00, y AeTei
oOpamaror Ha ceOs BHHUMaHHE OECIIOKOWCTBO, pBOTA, 3ajaepxkka pa3Butus. HeoOxomuma
KOHCYJIbTAIIMsI Bpaua-HeHpoXupypra Jiisl peleHus BOIpoca 0 He00X0AUMOCTH ONIEPaTUBHOTO MU
MEIMKaMEHTO3HOTO JIeYeHHs JaHHOro ocioxHeHus. [Iporpeccupyiomias cooOuiaromascs
ruzporedanus sBisgeTcs Hanboee 4YacTbIM CUMIITOMOM CHHApoMa ['ypiiep u peko BcTpeyaercs
npu msarkux popmax MIIC I tuna (cunapomax ['ypnep-Illeiie u [lleiie).

Ecnu Bo3HMKalOT mono3peHHss Ha ruAporedanuio, TO HEOOXOJUMO IPOBECTU
KOMIBIOTepHYI0 ToMorpaduto uarn MPT. OcMmoTpa ria3Horo JHa OKyJIHCTOM HEAOCTATOYHO IS
NOCTAaHOBKM JMarHo3a, T.K. ruapouedanus y aereit ¢ MIIC I moxer npotekats u 6€3 3aCTOMHBIX
W3MEHEHHUH Ha IJIa3HOM JHE.

CrnaBneHue CHMHHOTO MO3Ta IPUBOJIUT K HEOOPATUMBIM HEBPOJIOTUUECKUM HaPYIICHUSM,
[I03TOMY JE€KOMIIPECCUPYIOILIEE OIEPAaTUBHOE JIEYEHHE CIEAYEeT paccMaTpuBaTh Jaxke Yy
NalMeHTOB 0e3 HEBPOJIOTMYECKONW CHMITOMATHKH, 3a4acTyl0 XHPYPruuecKoe BMEIIaTeIbCTBO

AOJIKHO BBIIIOJHATHCA PAaHBUIC PA3BUTHA HEBPOJIIOTHYCCKUX HpOHBJ’IeHI/II\/'I.
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[Ipu nosBIEHUN HEBPOJIOTMUYECKOTO ASPUINTA MALUEHT MOXKET YK€ HaXOAUTCS HA FPaHu
KypaOelbHOCTH, TpPU MOSBICHUM IMEPBbIX CHMIITOMOB pPacCMaTpUBAETCS BOMPOC O CPOUYHOM
XUPYPru4ecKOM BMEIIATENIbCTBE.

IIpoBenenue XUPYPTUYECKOH 3aMEHbl Ta300€JpEeHHOr0 WM KOJIEHHOTO CYyCTaBa,
UCIIPABJICHUE OCH KOHEYHOCTH, YCTPAHEHHE CTEHO3a KapIaJbHOTO KaHaja II0KAa3aHO IpHU
BBIPQXEHHOM HapyIIeHUH (QYHKIUU U IPU OTCYTCTBUH 3(pekTa OT KOHCEPBATUBHOM Tepamnuu.

Kapnanbuslii  cuHApOM  (3alSICTHBIM ~ CHUHAPOM,  TYHHEJNbHBIH  CHHAPOM)  —
pacnpocTpaneHHasi npodiema y manueHToB ¢ MIIC. HepBbl mpoxomsT uepe3 3amsicTbe MEKIY
3aISICTHBIMM KOCTSIMM M CBA3KAaMH. Y TOJIIEHHE CBS30K 3a cueT HakomieHus ['Al' oka3piBaer
JaBjieHHue Ha HepBblL. [IposiBIeHIEM 3TOTO CHHIPOMAa MOTYT OBbITh 00JIb U OHEMEHHE MaJbIEB PYK
Y TPYIHOCTH C 3aXBaTOM IIPEIMETOB.

JUis AMarHOCTUKH M3MEPSIOT CKOPOCTh NMPOBEICHHS HEPBHOIO HMMITYJIbCAa B OOJIACTH
KHCTH. OJTO MpOCTas Mpoleaypa, MO3BOJISIONIAS YCTAaHOBUTh HAJU4YME€ WIA OTCYTCTBUE
MOBPEXKICHHS HEPBOB.

Hekotopsie HapyiieHuss HEpBHOM CHUCTEMBI (JABUTATENbHBIE PACCTPOMCTBA) SIBISIOTCS
BTOPUYHBIMHU U B OOJIBILICH CTENIEHN CBSA3aHBI C IIOPAKECHUEM CKeJleTa.

OpraHn 3peHus

Haxonnenue I'AI' npoucXoauT BO MHOTHX TKaHSX, B TOM YHCJI€, B POTOBHIIE, TOATOMY
MOKET HabmogaThCcsl ee nmomyTtHeHue. ONHUM W3 NMPU3HAKOB M3MEHEHUS POTOBHIIBI SIBIISETCS
HENEPEHOCUMOCTD SIPKOTO CBETA, TAK KaK IOMYTHEHHUE BBI3bIBAET HENPABUIIBHOE IPETOMIICHUE
cBeTa. B aTOM citydae MOryT moMo4b COJIHEYHbIE OUKU. ECiaM MOMyTHEHHE POrOBHIIBI TSKENOE,
YXyALIAeTCs 3peHne, 0COOCHHO IPU TYCKIIOM CBETE.

Otnoxenue 'Al' B ceTyaTke MOXKET MPUBECTH K MOTEpe NMEPUPEPUIECKOTO 3PEHUS H
HUKTAJIONUU («KypUHOH cienoTe»). PEOSCHOK B 3TOM CUTyaIlK MyraeTcsi ¥ OTKA3bIBaThCs XOAUTh
B TEMHOE BpeMs CyTOK. JKenareiabHO OCTaBIIATh HOUYHMK BKJIIOYEHHBIM B CIAJIBHE U KOPHJOpE.
Wuorga Moryt BO3HUKATh MPOOJIEMBI CO 3pEHUEM, BbI3BaHHbIE M3MEHEHUSMHU B CETYATKE ria3a
WIM TJIayKOMOM (TIOBBIIIEHHBIM BHYTPUIJIA3HBIM JABIIEHUEM), MTO3TOMY PETyJspHbIE OCMOTPHI
o TaIEMOJIOTa HEOOXOTUMBI.

C mnomoupl0 CHEUUAIBbHBIX HCCJIEIOBAaHUI CIELMAIUCT ONPENEIMT, H3-3a YEero
YXYALIAETCS 3PEHUSL.

Opransl ciryxa

I[Ipu MIIC Tyroyxoctb MOXET OBbITh HEMpOCEHCOpHas (CBA3aHHAs C HapYIICHUEM
YYBCTBUTEJBHBIX (BOJOCKOBBIX) KJIETOK B YJIUTKE), KOHAYKTHBHAas (CBA3aHHAsl C HapylIEHUEM

3BYKOMPOBOAAIINX ITyTEH) WM CMEIIanHas (KoMOuHaIus 18yx tunos). [lpu cuaapome I'ypiep
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TYTOYXOCTb Yallle HOCUT CMEIIaHHBIA XapaKTep U MPOrpeccupyeT ¢ Bo3pactoM. Paznuyaror 3
CTENEHH TYTOyXOCTHU: JIETKYI0, YMEPEHHYIO U TsDKeNnyro. B 3aBHCHUMOCTH OT THNA M TSDKECTH
MOPAKCHHSI CITyXa MPUMEHSIOT Pa3IMYHbIe METOABl KOPPEKIMH. BaXHO Kak MOXHO paHbIIe
3aMETUTh TPU3HAKU CHUKEHHS CIyXa, TaKk Kak 0e3 KOPPEeKIHH TYroyXxoCTh IOMEIIaeT
HOPMAJIbHOMY Pa3BUTUIO U OOYy4YeHHMIO ManueHTOB. PakTOpoM, yCyryONSIOIIUM HapylieHHe
CIIyXa, SIBJISIOTCS YacThle MHPEKIIMU CPEeTHEr0 yXa (OTHTHI).

Jleuenue, HaOMIONEHNE U IIJIAHOBEIE 00CIEIOBAHUS

Bpauamu-skcriepramu U3 pa3HbIX cTpaH ObUIM CO3AaHBI PEKOMEHAINH 110 HAOIIIOICHUIO,
nuarHoctuke u gedeHuto nanueHToB ¢ MIIC I tuna. U mMbl BKpaTiie pacckakeMm O HUX.

HabGmnronenue, miaHoBbIE 00CIEI0BAHUS U TECThI

Jlyis TOoro, 4ToOBI OIEHUBATH COCTOSIHHE TAIlMeHTa, dPPEeKT MpoBOAUMON (hepMeHTHON
Tepanuu, (U3NOTEPAIlUU, CYIIECTBYIOT pa3lW4Hble TeCThl M MKanbl. (OYeHb BaXXKHO HE
OTKa3bIBaTbCsl OT MPOBEICHHUS O3TUX HCCIEIOBaHHUM, MOTOMY 4YTO OHHM IIOMOTAalOT Bpayam
OOBEKTUBHO OIIGHUTh COCTOSIHHE TMallMeHTa, OOOCHOBATh JICUEHHWE, BBECTH H3MEHEHUS B
IpOTrpaMMbl peadMIINTAIMK U aOMITUTALIH.

CaMbIM M3BECTHBIM SIBISIETCS 6 MUHYTHBIM TecT X0np0bl. CyTh €ro OuYeHb MpOCTas:
OIICHUTH BHIHOCIMBOCTH MalMeHTa. [[aneHTy npeniaraloT  XOIuTh M0 JUTHHHOMY KOPHIIOPY B
TedyeHne 6 MHUHYT. OneHUBaeTCsl KOJIMYECTBO cIeNlaHHbIX maroB. Koraga mpoBoaunu mepBbie
KJIMHUYECKHE HCIbITaHus npenapara mig jedeHuss MIIC pasHbIX THIOB, HCClEIOBaTEIN
NPOBOAMIM TaKOE TECTUPOBAHHME N0 M TOCTe Hadajda (EpPMEHTHOW Tepamuu, CpaBHUBAIU
pe3yNbTaThl TPYMIBI MAIMEHTOB, MOJTYYaBIIMX IpernapaTr, ¢ pe3ydbTaTaMH TeX, KTO MOIydal
wiane6o. VmeHHo TecT nokazan, 4Tto (epMeHTHas 3aMeCcTUTENbHasl Tepamusl YIydllaeT
BBIHOCJIMBOCTb MAIMEHTOB U UX JBUTATEIbHYIO aKTUBHOCTb.

UToObl OLEHUTH CTENEHb OTPAHUYCHUS IBIXAHHS, BpPad MOXET IMPOBECTU JIETOYHBIC
GyHKIIMOHATbHBIE TecThl. Jleroynsle (QYHKIMOHANBHBIE TECThl  OMNPEACTSAIOT, KaKOM
MaKCHMaJbHBIH 00BEM BO3[yXa MOXKET BJIOXHYTh MAalMEHT, HACKOJIBKO OBICTPO MPOHCXOIUT
ra3000MeH. DTH TeCThl MOTYT BBISIBUTH 3a00JI€BaHUS JIETKUX, OMPEICIUTh CTENIEHb UX MOPaKEeHHUs
U OICHUTH 3(PPEKTUBHOCTH JI€UCHHS. T[eCThl OOBIYHO BBIMOIHSAIOTCS C HCIOIH30BAHUEM
CIEIMAILHOTO Oo0OopynoBaHus. Bo Bpems wuccieqoBaHHWs HYXHO IO KOMaHJE BJIbIXaTh,
3aJIep>KUBaTh BO3AYX, BbIIbIXaTh. MccnenoBanue pyHKUINU JIETKUX HE MPEACTABISET OMaCHOCTH
JUISL 3710POBBSL.

Jlnst muarHocTuky 3a0osieBaHMs JIETKUX M OpoHXOB HeoOxomumo mnposectd OBJI. Ilpu
nomotn OB/ onpenensior, kKakoli MaKCUMaJbHbBIM 00BEM BO3AyXa MOXET BIOXHYTh MAIlUCHT,

HACKOJIBKO OBICTPO MPOUCXOIUT ra3000MeH. DTH TECThl MOTYT BBISIBUTH 3a00JI€BaHMS JIETKHX,
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ONpEeACNUTh CTENEHb WX MOPAXKEHUS U OUEHUTh 3()(eKTHUBHOCTH JiedeHHus. TecTbl OOBIYHO
BBITIOJHSIOTCSA C HCIIOJIb30BaHMEM CIEIHAIbHOTO 000pyaoBaHMsl - crnupomerpa. Bo Bpems
UCCJIEI0BAHMS HYXXHO 0 KOMaHJE BJbIXaTh, 3a/ICPKUBATh BO31yX, BbAbIXaTh. VccienoBanue
(GYHKIINH JIETKUX HE TIPEJICTABIISIET OMACHOCTH JIJISl 3/J0POBBSI.

BricnymuBanue (aycKynbTamus) cepiana JOHKHO OBITh 00S3aTeNbHBIM U PEryJIsIPHBIM
UCCJIEIOBAaHUEM JJIs MAIIMEHTOB C MyKOIOIMcaxapua03aMu. BakHbIM METOIOM U3Y4YeHHUs cepaia
ABIsIETCS ynbTpa3BykoBoit — Dxo0-KI', ona 6e30nacHa, 6e30051e3HeHHa U BEICOKO HH(POPMATHUBHA.
CoBpeMeHHbIe TPUOOPHI TO3BOJIIOT MOTYYUTh OJTHO-, IBYX- U TPEXMEPHOE H300paKeHUE CEPIIIa,
OTIpeIeNIUTh CKOPOCTh KPOBOTOKA U JABJICHHUE B Pa3IMUYHBIX OTAEJNax, OMpeNeIuTh HalpaBlIeHUue
U TypOYJICHTHBIN XapakTep KpoBoToka. 9X0-KI' peKOMEeHIyI0T TPOBOIUTH 1O MTOKa3aHUsIM, HO HE
pexe 1 paza B roa. ITo UcCCieOBaHHEe HEOOXOAMMO, YTOOBI OOHAPYKHUTH JTFOOBIE MPOOIEMEBI C
cepaueM (yBEJIIMYEHHE pa3MEpPOB, HHJEKC MAacChl JIEBOTO JKEIYyJOuYKa, HapylIeHUe
cokpaTuTenbHOM (GyHKIMU ((Ppakius BHIOpOca), a TaKKe IUACTOIMYECKON (YHKIIMH, OIICHKA
CEpJEYHBIX KJIAMIAaHOB, IBYKEHUE MEXKKEIyI0UKOBOW EPETOPOIKH)

[Tpu HEeoOxoauMOCTH, BO3MOKHO TpoBeaeHrne MPT ¢ koHTpacTupoBaHueM cepana: ais
0oJiee IeTabHOTO UCCIIEOBAHUS CTPYKTYPHI U (DYHKIIUHU KEITyI0YKOB, MATUCTPATBHBIX COCYIIOB
Y KOPOHAPHBIX apTepHil.

Kpome Toro, nnst BbIsIBICHHS] HapyLIEHUS PUTMa U MPOBOAUMOCTH Cepia HEOOXOAUMO
MPOBOAUTH XouTepoBckoe MoHuTopupoBanue DKI', He pexxe 1 paza B roa. A g BBISBICHUS
apTrepuasbHON runepronuu lIposeaenne cyrounoro MmonuropupoBanus A/l.

HeobOxonumo perynspHo (ABa pa3za B TOA) IPOBOAUTH MPOBEPKY CIIyXa, IJISI TOTO YTOOBI
cpasy ’Ke Ha4aTh JIeUeHHEe, eClIi MOTPeOyeTC s, U MAaKCUMAJIbHO COXPaHUTh BO3MOXKHOCTb YUUTHCS
U 001IaThes.

MarnuTtHas pe30HaHCHas ToMorpadus

MPT no3BOHOYHMKA JOJHKHA MPOBOIUTCS €KETOTHO, C 0COOCHHBIM (POKYCOM Ha 00JIACTSIX,
B KOTOPBIX MOXET Pa3BUBATbCA KOMIIPECCUS CIMHHOTO MO3ra: IICHHBINA, TpYyIHOM,
IpyAONOsICHUYHBIN oTaenbl. [laruenTsl ¢ Mykomnonucaxapuo3om | Tuna qomKHbI HaOMI0AAaThCS
y XUPYpra-opTore/ia, 4ToObl OH KOHTPOJHPOBAT COCTOSHUE IICHHOTO OT/eNa MO3BOHOYHHUKA.
BaxxHo oneHuBaTh pe3ynbTaThl HUCCIEAOBAaHUN B JMHAMHUKE, MOSTOMY BCE CHUMKHU CJEAYET
XPaHUTh U MPEIOCTaBIATh BpayaM IMpPHU KaKJIOM CIEIYyIOIleM HcciieqoBaHuHu. KoMmbloTepHYIO
ToMOrpauio MO3BOHOYHMKA TMPOBOJAT, KaK MPAaBHIO, MEpe] IUIAHHUPYEMbIM OIEepaTUBHBIM
JICYCHHUEM.

Pentrenorpadus 1mieiiHOro, TpPyOHOTO W TOSCHUYHOTO OTJAENa IMO3BOHOYHHUKA.

Pentrenorpagus menHOro M TpydONOSCHUYHOIO OTAENIOB MO3BOHOYHHKA B JBYX IPOEKLHIX
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cieayeT MpOBOAMTH Kaxaple 1-3 roma. DTo McciaeqoBaHUE NMPOBECTH TEXHUYECKH IPOILE, YEM
MPT, kpome Toro, pentreHorpadus gaet 60sbIne HHGOPMAIMH O CTPOCHUH TTO3BOHKOB.

Crrcok peKoMeHIyeMbIX 00clieIoOBaHUI TpUBeIeH B Tabmuie 1.

CumnrTomMaT4ecKkoe JIeYeHUE

OcHOBHasg 1ellb CHUMOTOMATHYECKOTO JIEYEHHUS — CKOPPEKTUPOBATh BBI3BAHHBIC
3a00JIeBaHUEM U3MEHEHUSI.

CkeneT v ONopHO-ABUTaTENIbHASI CHCTEMa KOCTHO- CyCTaBHAsi CUCTEMA

BaxHo HaliTu OanaHC MEXIy BO3MOXHOCTBIO KUTh MaKCUMAaJbHO TOJHOHM XHU3HBIO U
MUHUMU3ALUEH OCIIOKHEHUHN, CBA3aHHBIX C OCOOCHHOCTSIMU CTPOEHUS cKejeTa manueHtoB. C
OJIHOH CTOPOHBI, HE CJIEIYET YPE3MEPHO OTPAaHNUMBATD U OINEKATh JETeH, ieueOHas GU3KyIbTypa
Heo0X0uMa, HO HEKOTOPBIE BUIBI (PU3NYECKON aKTUBHOCTH, TaKHe, KaK KyBbIpKaHUE, CTOMKA Ha
TOJIOBE W HBIPSHHUE JOJDKHBI OBITh MOJTHOCTHIO HMCKIIIOUEHBI W3-32 HECTAOWJIBHOCTH MIECHHOTO
otzaena. Pazpemarorcs jgerkue noJACKOKH, HO MALMEHT HE JOJDKEH CaMOCTOSITENIBHO MPBIraTh Ha
o0e HOr", MOTOMY 4YTO CHCTEMa OIMOpPbl W KOOPAMHALIMK JABMKEHUH Yy Hero ciabo pa3BuTA.
PoauTensM IIKONPHUKOB HYXHO O0S3aT€IBbHO COOOMIMTH YUUTENIO (PU3KYIBTYPBl 00
0COOEHHOCTSIX yYCHHKA.

[MarmenTsl ¢ cungpomom ['ypnep-1lleiie MOMKHBI BECTH TOABMKHBIA 00pa3 KU3HU JJIs
nojJepKaHusl (PyHKUIHOHUPOBAHUS CYCTaBOB M YIyYIIEHHsS OOIIEr0 COCTOSIHUSI 310POBBSL.
[leguatp unm Qu3moTEepaneBT MOXKET IOCOBETOBATH PA3IMYHbIE KOMOMHAILIUU €)KETHEBHBIX
YIIPA)KHEHUM.

WNHuTtencuBHas Tepanus AJis yAydlIeHUs OJBUKHOCTH CYCTaBOB M TO3BOHOYHHKA, & TAKKE
JUISL YKPETIJICHUsI CIIMHHOM M OPIOIIHOM MYCKYJIaTypbl peKOMEH/I0BaHa BceM HarueHTaM. UToosnl
YMEHBILIUTh MOCIEICTBUS TUIEPIOPA03a HEOOXOAUMO YKPEIUIATh TPYJHYI0 MYCKYyJIaTypy, Npu
3TOM MPOBOJIUTH TEPANUIO, HAIIPABIECHHYIO HA Pa3BUTHE MOSICHUYHO-KPECTLIOBOIO oTea. BasxkHo
CJIETUTH, YTOOBI AIIUEHT HE MIEPEHANPATANICS U HE YCTAaBall Ype3MEPHO, IIOATOMY PEKOMEHIYETCS
TIIATEIFHO U3YYUTh €ro (PU3uUecKoe COCTOSHUE U BhIPA00TAaTh MHIMBUIyalIbHbIE PEKOMEHAAIINH.

Pexomennyercs 3aHATHSA, coueTas aKTHBHBIE W IACCUBHBIE ympaxkHeHHs. Komruiekc
3aHATUHN JOJDKEH BKIIIOYATh:

- yOpa)XHEHHS Ha BBIPAOOTKY OCAaHKH U YyBCTBA PABHOBECHS;

- YIpa)>XHEHUS Ha PACTSHKECHHUE;

- BOJHBIC TPOLEAYPHI U 3aHATUS CIOPTOM B BOJE, OCOOCHHO Ui MOXKUJIBIX MaIEHTOB.
Paccnabnsronuii Maccax ¥ MOABOIHBI MacCaX OKa3bIBAIOT BECbMa OJIarONPUSITHOE JCHCTBHE.

OTnenbHOTr0 BHUMaHUS TpeOyIOT Ae(popMUpPOBAaHHBIE CTYITHU U KHCTH.
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Uto06bl moaaepKuBaTh MOJBUKHOCTh CTYNHEW, HEOOXOJUMO BBIOJHATH CHEHATbHBIE
YIPaKHEHMs, JIy4Ille BCEro JoMa WIM BO BpeMs urp. [[is CHATHA 4pe3MEepHOIO MBIIIEYHOIO
HanpsDKeHUs: He00X0aMMa opToreuuecKast 00yBb, CTEIBKH W BKIIAJBIIINA, KOTOPHIE BHITOJIHSAIOT
HOJICP’KUBAIOITYIO (DYHKIIHIO, B HEKOTOPBIX CIy4asix — opTe3bl. BaHHOUYKHM, Maccax HOT TakKe
HEOOXOINMBIL.

BaxxHo BBIMONMHATH YNpaXHEHHUS Ha PACTSKKY MBI 33JHEW MOBEPXHOCTH Oenpa u
TOJIEHHU.

JUnst  ynydileHus MEJIKOM MOTOPUKHM KHUCTEH pPYK PpPEKOMEHJOBAaHA WHTEHCUBHAS
TUMHACTHKA JJIs NAJIbLEB U JaJ0UIEK, €€ POJUTEIN U CAMH NAaIllUEHThl MOT'YT ITPOBOJIUTH JIOMaA.

[Tocne WHTEHCHBHBIX 3aHATHH SJEKTPOTEpanusi, PYYHOM Macca)x, BOJHBIM Maccax,
Tepanus Je4yeOHOM Tps3blo, 3aHATUS Ha BOAHBIX TPEHAXKEpaX CHUMAIOT OONb W TMPHHOCST
o0JerueHue.

[Ipu mpoBeneHnu BceX aKTUBHBIX BUIOB TE€palMH ClelyeT oOpamarh 0co00e BHUMaHUE
Ha PUTM JBIXaHHUs U AaBaTh JOCTATOYHOE KOJIMYECTBO NEPEPHIBOB I OTAbIXA M BOCCTAHOBJICHUS
JIBIXaHHUSL.

XUpypruyeckoe Je4eHHue

CyIIecTBYIOT pa3nuyHble MHEHHS O HEOOXOJUMOCTH XHPYPTHUECKOTO BMEIIATENILCTBA.
Ho onepatuBHOE BMeNIaTEIbCTBO — BCETAA PUCK, U MPUOEraTh K HEMY CIIEyeT TOJIbKO B Cly4yae
ocTpoii HeoOxomumocTu. bompmas cioxkHocts mpu MIIC — mnpoBeneHHE aHECTE3UH.
HectraGuipHOCTh MIEWHOTO OTJENa MO3BOHOYHUKA, TPYAHOCTH MPH OTKPBIBAHUM PTa, OOIBIION
SI3bIK M MUHJAMUHBI y marenToB ¢ MIIC yBennuuBaeT puck TpaBMaTUYECKOro OBPEKICHUS TPU
BEJICHUH aHECTE3UH, TaK KaK MHOTHE aHECTE3UO0JIOTHYECKUE TTOCOOUSI CBSI3aHbI C MAKCUMAJIbHBIM
pasrubanueM mieu. B 3ToM ciiydae HY>KHO NPHUHATH ClELUaIbHbIE MEpPbl MPEAOCTOPOKHOCTH.
NuTybuposats mojeit ¢ MIIC nomkeH OnbITHBIN Bpay, UMEIOIINN OTpeieieHHbIe HaBbIKU. Eciun
MAIUEHT MOTNAJl B KPUTHYECKOM COCTOSIHUH B OOJBHHUILY, HEOOXOAMMO COOOIUTH AaHECTE3HOJIOTY,
YTO BO3MOKHBI POOJIeMbl ¢ meeil u nHTyOanueil. /[pixaTenbHble MyTH, KaK MPaBUiIO, CYXKEHBI,
M03TOMY MOXET MOTPeOOBaThCA SHI0TpaxeabHas TpyOka MeHblero Auamerpa. Cama ycTaHOBKa
TaKOW TPYOKH - OYEHBb TPYAHBIA IMPOIECC, BO3MOXKHO, MOTPeOyeTcsl MCIOIb30BaHUE THOKOTO
OpoHXOCKOTA.

HecrtaOunbHOCTh MIEHHOTO OTAENa TO3BOHOYHUKA KOPPEKTUPYETCS C IMOMOUIBIO
onepanuu (1edHeli cioHamioae3). C MOMOMIbIO KOCTHBIX ()parMeHTOB MM HCKYCCTBEHHBIX
MaTepHaoB (hOpMUpPYETCs ONopa, 0ObEAMHSIONIAs [BA BEPXHUX ITO3BOHKA U OCHOBAHUE Yepera.

Opransl ciiyxa
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HefipocencopHass M KOHAYKTHBHAs TYroyxoCcTb B OOJIBIIMHCTBE CIy4aeB MOTYT
KOMIIEHCHUPOBATHCS TOJOOPOM CIIYXOBBIX amlmapaTtoB WIH, IPU HEOOXOJUMOCTH, CIIyXOBBIE
UMIUTaHTHl  cpenHero yxa (Cucrema [Uisi WMIDIQHTAlMA — CPEJHETO  yXa, YacTHYHO
uMIUTaHTUpyeMas ). [Ipu 9acThIX OTUTAaX MPOBOAUTCS IIYHTUPOBaHUE OapaOaHHBIX MOJOCTEH s
OTTOKa KHUJIKOCTH.

CepaeuHo-cocyaucras cucrema

N3-3a pasBuThs KJIAaMmaHHBIX JTUCHYHKIUH HEPEIKO PEKOMEHIOBaHAa KOHCYIbTAIUs
KapIMOXUpypra JUlsl peuieHns BOIpoca 0 HeOOXOJMMOCTH MPOTE3WPOBAHMS KJIAllaHOB CEepAla.
W3-3a 4yacto pa3BUBAIOUIMXCA HApyLIEHUH pHUTMa CTaBUTCS BONpPOC 00 MMIUIAaHTAlluU
KapauoBepTepa-aehudpmIisTopa (DnexkTpoKapAMOCTUMYJISITOP MMIUTAaHTUPYEMBIN
OJIHOKaMEPHBIH, IIOCTOSTHHOM YacTOThI (GKAYIIHii) 6€3 9YaCTOTHOM alanTaIum).

Nudexann

BaxxHo, 4TOOBI OCYIIECTBIISIICS XOPOIIUI yX0/ 3a 3y0aMH, Tak Kak pa3pyIlIeHHBIC 3yObl
NPUYUHSIOT CHIBHBIA AUCKOMMOPT U sABIsOTCA odaramu uHpeknuu. Heodxoaumo perynspHo
YHCTUTH 3yOBl, MCIIOJIb30BaTh PACTBOPHI A MojockaHus. Ho naxe mpu camoil TIIaTelbHOU
3a0oTe 0 3y0ax, MOTYT pa3BHBAThCS BOCHAJIMTEIbHbBIE MPOLECCH. Pa3apakuTenbHOCTh, TUIAY U
0€CITOKONWCTBO MHOT/AA MOTYT OBITh €IMHCTBEHHBIMU CHMITOMaMHM rpobiiem c¢ 3ybamu. [lepen
ONEpaTUBHBIM JIeYEHHEM 3y0OB MaIlMeHTaM, Yy KOTOPBIX YK€ TUarHOCTHPOBAHO IOpaKeHUE
KJIalIaHOB cep/illa, HEOOXO0AUM MPO(PUIAKTUYECKUI MpUeM aHTUOMOTHUKOB JI0 U MOCJE JICUEHHUS.
3T0 BBI3BAHO TEM, UTO HEKOTOPBIE OAKTEPUU U3 POTOBOM MOJIOCTH MOTYT IPOHUKHYTH B KPOBOTOK
¥ BbI3BaTh MH(EKIIMOHHBIN MPOLIECC Ha OpakeHHOM KitanaHe. Eciu HeoOxonumo ynaneHue 3yoa
MOJl aHecTe3Weil, 3TO MOJKHO OBITh cJelaHo B OOJbHUIIE, @ HE B CTOMAaTOJIOTMYECKOM
MOJIMKIMHUKE, TI0]] HAOJII0AeHHEM OIBITHOTO aHECTE3U0JI0ra U 3yOHOT0 Bpaya.

Jleuenne OananbHoro OPBU y mammentoB ¢ MIIC myume Takxke MNPOBOAUTH IO
OpUCTATILHBIM BHMMaHueM Bpauya. Crienyer TOMHUTH 00 OCOOCHHOCTSIX TNPUMEHEHUS
CTaHJIAPTHBIX MPENapaToB y 3TOM rpymnmbl nanveHToB. Hampumep, Takue nekapctBa, kak R06
AHTUTHCTAMUHHBIE TpenapaThl, MOT'YT CYIIUTH CIU3UCTYIO, JIeNiasi €€ TOJIIE, TPOTUBOOTECUHbIE
WIN COCYIOCYKUBAIOIINE CPEJICTBA MOTYT IOBBICUTH KPOBSHOE JIaBJICHUE U CY3UTh KPOBEHOCHBIE
cocyabl, uTo HexenarenabHo mpu MIIC.

N3-3a ocoOeHHOCTEH CTpPOCHHS TO3BOHOYHMKA M TPYIHOW KIETKH, MallMeHTaM C
MYKOTIOIHcaxapu1030oM I Tia crnokHee cripaBUThCs ¢ MHGEKINEH, eCIi OHA 3aTparuBaeT JIErKue,
MO03TOMY Bpauu JaKe P He3HAUYUTEIBHON MHPEKIIMKU MOTYT Ha3HAYaTh AHTUOUOTHKH.

YroObl HOpPMAIM30BaTh IUPKYIALMIO BO3AyXa B JIETKUX, PEKOMEHAyeTcs U

npoUIakTUYECKH, U BO BpeMsi OOJI€3HHM NPOBOJIUTH UIPhl C MBUIBHBIMH IY3BIPSIMHU, BaToM,
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COJIOMMHKAMH JUIsl HAalIUTKOB, OyMaXHbIMH MMaKeTaMHU U JIPYTUMH IpeAMeTaMu (BO31YIIHBIMU
mapaMu, Ms4aMmH), TPEOYIOIMMH AaKTUBHOW pabOThI AbIXaTeNbHOM cucTeMbl. s merei
nocTapiie, Jyisi OJIPOCTKOB MOXHO pa3pad0oTaTh YIPAKHEHHS JJI PACTSHKCHUS MBIIII] TPYIHON
KJICTKH, 9TOOBI POJAUTEIH MOTIIH CAMOCTOSITETTFHO 3aHUMATHCSI C JCTHMH.

[TaccuBHBIEC ynpa)KHEHUS Ul TPYAHON KJIETKU MPUMEHSIOTCS JUISl MAIIUEHTOB C OCTPHIMU
MHQEKIMUSIMH JIbIXaTeNbHBIX MyTeH WIN JUIS MalHUeHTOB, KOTOPhIE HE MOTYT CaMOCTOSITENIbHO
JBUTATHCS. YTIpakKHEHUs MOMoraroT 6onee dppexTuBHOMY OTaeneHnI0 ciu3n. K HUM oTHOCATCS
MOTATUBAHUS, PACTSKCHUS, TOTPSIXUBAHUS, MACCAXK M BHOpAIIH.

Juerorepanust

CnenuanbHasi JueTa HE CMOXKET MpPeNoTBpaTUTh HakoruieHue ['Al, Tak kak OHH
CHUHTE3UPYIOTCS B KJIETKaX, a HE MOCTYMAaloT ¢ nuiiei. [1oaToMmy orpaHudeHus B JUETE MallueHTaM
¢ MIIC He HyXHBI, 1eTH JOJKHBI TUTATHCS B COOTBETCTBUU C BO3PACTHBIMU MOTPEOHOCTSIMHU.

[Tatorenernyeckas Tepanus

st MIIC tun [ pa3paboTana cnenuanbHas (epMEHTHAs 3aMECTUTEIbHAS TEPATTHS

OddexT oT Tepanuu BO MHOTOM 3aBHCHUT OT TOTO, KOrJa ObLJI0 Hayato JieueHue. Bmecte ¢
BpauyoM HEOOXOIMMO Tepea HadalnoM (pepMEHTHOM 3aMEeCTUTENbHOM Tepanmuu OOCYIUTHh BCE
BO3MOJKHBIE PUCKH, TOOOYHBIC YPPEKTHI U TTTABHOE — OXKUAAHUS OT JIeUeHHUs. Ba)KHO MOHUMATH,
YTO BBeJeHUE (hepMEHTa HE IMO3BOJHUT BBUICUUTH 3a00JIeBaHUE, LENb Tepanul — 3aMeUIUTh
nporpeccuto 6one3nu. Te nedopmanun, KOTOphIe yke CHOPMHUPOBATIUCH, TepaAIUs HE UCIIPABHUT,
uH(Y3UOHHAS Tepanus He 3aMEHUT HEOOXOAMMbIE XUPYPTUUECKHE BMEIIATEILCTRA.

TpaHcrutaHTanys KOCTHOTO MO3Ta/TeMOTIOITHYECKIX CTBOJIOBBIX KIETOK

PexomennoBano nposeaenue TI'CK mamuentam ¢ cuaapomom ['ypiep 10 AOCTHXKEHUS
BO3pacTa JBYX JIET MPU HOPMAIbHBIX WM CYOHOPMAaJIbHBIX MOKA3aTeNsX Pa3BUTUS WHTEIJIEKTa
(DQ>70). Omgaum u3 HambOomee 3HAYMMBIX d(P(PEKTOB TPAHCIUIAHTAIUU SBISIETCS COXpPAHEHHE
WHTEIJICKTYaTbHOTO Pa3BUTUS JCTEH, HMEIOIIUX TOKEIBbId TEeHOTHUII, aCCOIMHPOBAHHBIA C
CEpbE3HBIMU YMCTBEHHBIMHU paccTpoiicTBaMu. Y OTUX MAalMEHTOB ObUIM  OTMEYEHbI
CYIIIECTBEHHBIC U3MEHEHUS YepT JiuIa (YMEHBIIICHUS TIPOSBICHUN “‘Tapromin3Ma’), yiaydlieHue
WIH CTAaOWIIM3AIUs CepPACUHO-COCYANCTON cucTeMbl. OTHAKO M3MEHEHHsSI CKeJIeTa COXPAHIIIUCH,
B HEKOTOPBIX CIIy4asX OTMEUAIOCh JaXKe YXYIIICHHE CHUTyallud. Y MHOTHUX IallHeHTOB
HaOIIOAIOCh YIyUYIIEHUE JICKTPOpPETHHOTpaMMBbl ((hyHKIHS ceTdyaTku) depe3 1-2 roma mocie
nepecagki KOCTHOTO MO3Ta, OJIHAKO MOCJEAYIoNMe HAOMIOIEHUsI MOKa3ail, YTO C TEUYEHUEM
BPEMEHH TPOUCXOIUT yxyauieHne. He OBUIO MONMY4eHO OJHO3HAUHBIX JAHHBIX O BIUSHUU

NnepeCcaaku KOCTHOTO MO3Tra Ha CTCIICHb ITIOMYTHCHU S POTOBHIIBI.
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Henb3s He oTMeTuThH, UTO cama Mpoleaypa HPOBEICHHS TPaHCIUIAHTALUU JOBOJBHO
PUCKOBaHHA JUISl MAIMEHTA, B CBA3U C YaCTHIMHU OCJIOXHEHHUSIMH, BHI3BAHHBIMH «OTTOPKEHHUEM)
TPAHCIIJIAHTAaHTa OPraHu3MOM ITallUCHTA.

[TonoBas 3penocts U Opak

[Togpoctkn ¢ cunapomom ['yprnep-lleiie u Illeiie mpoxomar HoOpMajdbHBIE CTaauU
MOJIOBOTO CO3pPEBaHMs, OJHAKO HAYMHAETCS OHO HECKOJIBKO MO3XKE.

Tabmuua 1 - [Tnan o0cinenoBanus namueatos ¢ MIIC |

(0117151

Kaxneie | Kaxkaele | Kaxknawie pa3
3 Mec 6 Mec 12 mec B2

roja

IlepBonau
HUccnenoanus aJNbpHas
OIICHKA

[Ipuem Bpada-reHeTHKa X
[TonTBepkIeHUE AUArHO3a
AnamHe3 005e3HH
Knununyeckuit ocMOTp TeparneBTa
PocT, Bec, OKpYKHOCTb TOJIOBBI
BriHocnuBocTh (6-TH MUHYTHBIH TECT
X0JIbOBI)

Bpau-HeBposor
OcMoTp Bpada-HEHPOXUPypra
Kommerorepnas romorpadus wiun MPT
TOJIOBHOTO MO3Ta
Koruutusroe tectuporanue (DQ/IQ)
DnekTposHIedanorpadus
OnexrpoHeiipoMuorpadusi CTUMYJIAIUOHHAS
OJIHOT'O HepBa/3eKTpoHeiipoMuorpadust
UTOJILYATBIMH DJICKTPOAaMH (O1H HEPB)
OcMoTp Bpaya-0TOPHUHOJIAPUHTOJIOTA
OcMmoTp Bpava-cypaoiora-
OTOPUHOJNIAPHHTOJIOTA
ToranpHas ayiuoMeTpus
OcmMmoTp Bpada-odTagbMojiora
OcTtpoTa 3peHust
OdranpMockonus
HccnenoBanue poroBuiibl
OcMOTp Bpava-ImyI5MOHOJIOTa
OBJ1
HccnepoBanue cHa/noaucoMHorpadust
OcMOTp Bpada-KapIuoJiora
PerucTparusi 3J1eKTpoKapIHOrpaMMbl
Dxokapauorpadus
OcMoTp Bpada-TpaBMaTOJIOra-opToneaa
PentreHorpadus meiHoro, rpyIHOTO 1
MOSICHUYHOT'O OT/IENIa TO3BOHOYHHUKA,
BEPXHHX M HIDKHUX KOHEYHOCTEH
Y IbTpa3ByKOBOE HCCIIECAOBAaHUE OPTaHOB
OPIONTHOM TTOJIOCTH (KOMILIEKCHOE)
OcmoTp Bpava-Gpu3nOTEpaNeBTa
[Tpuem Bpaua 1o jgeucOHON PHU3KYIBTYpe
OcMOTp Bpaya-cTOMaToJiora
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JlabopaTopHbIe HCCIIeTOBaHMS
Onpenenenue ypoBHS
TJTIKO3aMHHOTJIMKAHOB MOYHU
AHanmm3 KpoBH OMOXUMUYIECKUN
ob1erepaneBTHICCKUH(QTaAHMHAMHHOTPAHC
¢epaza (AJIT), acnapratamuHOTpaHcepaza X X
(ACT), oOmmmii u mpssMoU OMITMPYOHH,
XOJICCTEPUH, TPUIIIUIEPUIBI)

3aboneBanne He BIMSICT Ha (EPTHIHBHOCTh, HO JKEHIIMHAM C TsDKEIoW (Hopmoid

3a00JIeBaHuUsI MHOT' 1A CJIOKHO BRIHOCUTH PeOEHKa B CBS3U C TSKEJIBIMU HAPYIIEHUSIMU CO CTOPOHBI
cepaua u ckenera. B mupe u B Poccun ectb ceMbH, MaTepu KOTOPBIX POJMIIA HECKOJIBKO 3J0POBBIX
nereid. IloaTomy Bce BONpPOCHI, CBA3aHHbIE C OEPEeMEHHOCTHIO M pOJaMM, HYXKHO peIIaTh
WHJUBHIYaJIBHO.

Bce netn ot pomureneit ¢ cunapomom ['yprep-Illeiie u Illeiie sBISIOTCS HOCUTEISAMHU
3a00JieBaHuUs, HO HE OOJICIOT, €CIIM BTOPOU POIUTEINH 3I0OPOB.

Otapix

[Tammenram ¢ wmarkoit  ¢opmoit  3a0oneBaHMS HEOOXOAMMO HAYUYUTHCS  OBITH
HE3aBHUCUMBIMU OT cBoMX cemeil. He nmaBaiiTe peOeHKY, MOAPOCTKY 3aMKHYThCS B cebe. Emy
HYXXHBI JIpY3bs, OOIIEHUE U HABBIKU CAMOCTOSTEIIbHOM KHU3HH.

[Tockonbky netd ¢ MATKOW (opMoil CHHApPOMa HMEIOT HOPMAaJbHBIA HWHTEIUIEKT,
HE00XO0IMMO MPUIIOKHUTD BCE YCHIIUS, YTOOBI OHU MOJIYYMIIA XOpoIliee 00pa3oBaHue.

B kaxmom u3 peruoHOB OmpeesieHbl JeueOHbIe YUpEeXkKIEHHUS, B KOTOPBIX MAIlUEHTHI
MOJTy4YalOT U AaTOT€HETUYECKOE JICUEHNE U MPOXOAAT Bce HEOOXOIMMBbIE UCCIIEIOBAHMUSI.

Y3Hath 60JbIIe

B Mupe ecTh MHOTO OpraHu3alyii, KOTOpble MOT'YT IIOMOYb BaM HalTH OTBETHI Ha JIIOObIE
BOIIPOCBHI, CBA3AHHBIX ¢ MYKOMOJINCAXapUI03aMHu:

MexnyHapoaHas opraHu3anus o MyKOIoIKcaxapu103aM: Www. mpssociety.org

MesxayHapoIHBINA OPTAJ MO peAKUM 0oJe3HsIM www.orpha.net

EBpormeiickass opraHuzainus, OOBCAWHSIONIAS TAIMEHTOB C PAa3HBIMH  PEIKUMHU

3aboneBannssmu EURORDIS www.eurordis.org

[TomHHTE, YTO aKTHUBHAS MMO3MIUS CAMHUX IMAIMEHTOB — 3aJIOT YCTICIIHOW M CYACTIINBOU
KU3HNU!

OOmiecTBeHHbIE Opranu3anuy u Gouas Poccun

MIIC I Tuna BXoauT B TiepedeHb ophaHHbIX 3a00I€BaHNN, JICUSHUE KOTOPHIX MPOBOAUTCS
3a cuér cpeAcTB TrocyaapcTBa. [loMoub mammMeHTaM TOJNYYHTH JI€YEHHE, MOBBICHUTD
UH(POPMHUPOBAHHOCTh OOIIECTBA O pEAKHX OOJe3HSIX, a TaKkKe M0OMBAThCS INPOJIBMKEHUS

3aKOHOJIATENbHBIX WHHUIMATHB B 001acTé opdaHHBIX 3a00JeBaHHI MOTYT OOIIECTBEHHBIC

74



opranuzanyu. B cetu MHTEpHET BBl CMOXKETE HAUTH UHPOPMAIUIO O HECKOJIBKUX OOIIECTBEHHBIX

OopraHu3anusax, KOTOPbIC IOMOTrarOT CEMBAM C MYKOITIOJIMCaxaprua03aMu.
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IIpunoxenune I'1-I'S. lIkanbl omeHKH, BONPOCHUKHM W JApyrue OLECHOYHbIE
HHCTPYMEHTbI COCTOSIHUSI NalMeHTa, IMpPHBEJACHHbIE B KIHMHUYECKHX

PEKOMEHIANINAX

Ipuaoxenue I'l. Tect 6 MmunyTHOM X0AH0BI (6MWT)
HazBanue Ha pycCKOM SI3bIKE: TECT 6-MUHYTHOU XOAbOBI
OpurunanpHoe Ha3zBaHue (ecnu ecth): The six minute walking test (6MWT)
Hcrounnk (odummanbHbIi caliT pa3paboTIUKOB, MyOIUKaIus ¢ Banuaamnuei): Laboratories, A. T.
S.C.o.P.S.f. C.P.F.(2002). "ATS statement: guidelines for the six-minute walk test." Am J
Respir Crit Care Med 166(1): 111-117.
Tun (moAYepKHYTh):
IKaa OLEHKU
UHJIEKC
BOIIPOCHUK
Apyroe
Haznauenue: onpezeneHue BHIHOCIUBOCTH MAIIUEHTOB C LIETbI0 OLEHKH Y3PPEKTUBHOCTH TEPATUU
Coneprkanue (11abJI0H): B TECTE OIICHUBACTCS JUCTAHIUS B METpax, MPOHICHHAS AIMEHTOM 3a 6
MUHYT 0€3 BBIHYX/IEHHbBIX OCTAHOBOK.
Kittou (mHTEpIIpEeTaniys): MPOBOIUTCS CPABHEHHE C PE3YJIbTaTaAMU TECTA, IPOBEJEHHOTO paHee (10

Hauaja Tepanuu, Ha (poHe Tepanuu u T/1)

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

Cnenyer MOMHUTH, YTO ISl JAHHOTO TECTa HMEIOTCS CIEAYIONHUE a0COIOTHBIC
MPOTUBOMOKA3aHUS: HECTAOMIbHASI CTEHOKAP U HAMPSDKEHUS M MH()APKT MUOKAP/Ia, TABHOCTHIO
1o 1 mecsiiia. OTHOCHTENBHBIME MTPOTHBOMNIOKa3aHusAMU siBIsitoTCs: YCC Bhime 120/MuH B TIOKOE,
cucrommmueckoe AJl >180 mm.pr.ct. m amactommueckoe AJ[> 100 mm.pr.ct. CrabmibHas
CTEHOKApAMs HE SBJISICTCS a0OCOIIOTHBIM IMTPOTHBOIIOKA3aHUEM JJTsI POBEACHUS TECTA, OJTHAKO €ro
ClIelyeT TMPOBOJAUTH C OCTOPOKHOCTHIO, HA (pOHE MpHeMa aHTHAHTUHAIBHBIX TPENnapaTroB IO
IMOKA3aHMIM.

Ecnu manueHT HaXOOMTCS HA MOCTOSIHHOW KHCJIOPOJHOW MOJJIEPKKE, CKOPOCTh MOJA4H
KHCJIOPO/Ia MPY TPOBEICHNUHN TECTA JOJIKHA COXPAHITHCS B COOTBETCTBUH C IIPEANMMCAHUEM Bpaya,
HA3HAYMBIIETO U KOHTPOJIUPYIOILIETO TEPAIHIO.

[TpoBenenue Tecta HEOOXOUMO HEMEAJIEHHO MPEKPATHThH B CIydae MOSBICHUS:

1) bonu B rpyau;
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2) Hemnepenocumoii obImKy;

3) Kpammnu B HOTaXx;

4) Pe3koit HeyCTOWYMBOCTH M TIOIIATHIBAHUS TPH XOH0E;

5) Upe3smepHOro NoTOOTAETICHUS;

6) Pe3koro n3mMeHeHMs BETa KOXKHBIX MTOKPOBOB (0JIETHOCTH).

6MWT npoBOIUTCA B TOMEIIEHUH, XOPOIIO 3HAKOMOM MAaIMEHTY, UMEIOIEM JOCTATOYHO
JUIMHHBIA KOPUJOP € TBEPABIM MOKPHITHEM. JJIMHA MPOXOJUMOTO NYTH JTOJKHA COCTABIATh HE
MeHee 30 METpOB C pa3METKOM KaKIble 3 MeTpa, a TAKKe TOUYKaMH ITOBOPOTOB/Pa3BOPOTOB.

[MarueHT MoOMy4aeT MHCTPYKIUIO O HEOOXOIUMOCTH HATH C MAKCHUMAILHO BO3MOXHOU
CKOpPOCTBIO (HO HEe OeXaTh) B TeUYCHUE 6 MUHYT.

B tecte oneHuBaeTCs AUCTAHIMSA B METpax, MPOWICHHAS MAIlMEHTOM 3a 6 MUHYT 0e3

BBIHY>XJICHHBIX OCTaHOBOK.
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