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Cnucok coxkpameHui
AJIT — anaamaamMuHOTpaHC(hepasa;
ACT — acnapraramuHoTpaHchepasa;
BHII — BapuaHT HYKJIECOTHIHON MOCIEA0BATEIBHOCTH;
I'Al' — ramko3aMUHOTIIMKAHBI,
KT — xomnbroTepHasi Tomorpadus;
MIIC — mykononucaxapuaos;
MPT — MarHuTHO-pe30HaHCHas TOMOrpadus;
CCC — cepaieyHO-COCYIUCTask CUCTEMA;
TI'CK — TpaHcIIaHTalMy reMOMO3TUYECKUX CTBOJIOBBIX KIIETOK;
V31 — ynpTpa3zByKOBOE UCCIEIOBAHHUE;
OB/l — QyHKIHs BHEIIHETO ABIXaHUS,
O3T — depmenTHAS 3aMeCTUTETbHAS TEPATTHUS,
OKI" — snekrpokapauorpadus;
OHMI" — snexTponeiipomuorpadus;
9x0-KI' — sxokapauorpadus;

D0 — anekrposHnedanorpadus.



TepMI/IH])I H onpeaecjacHus

@DepMeHTHas 3aMeCTUTENbHAs Tepanus — JIeYeHHUe, 3aKII0Yarolleecs BO BBEICHUU
npemapata (peKOMOMHAHTHOTO (epMeHTa) MalMeHTaM C HACJICACTBCHHBIM HapyIICHHEM
MeTabonu3ma.

JInzocoMHbIe OOJIC3HM HAKOIUIGHWS — TpyNNa HAaCIEACTBEHHBIX MOHOTEHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HAPYIIEHUEM (YHKIIHH JTU30COM.

Myxomnonucaxapuao3sl (MIIC) — rpymnma HacneACTBEHHBIX 00e3HEH 0OMeHa BEIEeCTB,
CBS3aHHBIX C HapylleHHeM MeTabonu3Ma riauko3amuHoriaukanoB (I'ATY), mpuBomsmiee K
MOPaXCHUIO OpPraHoB M TkaHeld. OOyCIOBIEHBI JaHHBIC 3a00JEBaHUS MYTAIlUSIMH TEHOB,

KOHTPOJIMPYIOIIMX IPOLECC BHYTPUIU30COMHOTO THAPOJIN3a MAKPOMOJIEKYI.



1. Kparkas mHpopmanus no 3a00/1¢BaHNI0 HJIH COCTOSHHIO (TpyIe

3a00J1eBaHUIl UJIM COCTOSIHUIA)

1.1 Omnpenesenue 3a00JeBAHUS MJIM  COCTOSHUSA (rpynnbl 3a00JeBAHUN WU

COCTOSIHMA)

Myxkononucaxapuno3z I tuma (MIIC 1) — mHaciencTBeHHass JH30COMHas OOJ€3Hb

HAKOTUICHUsI, 00ycioBlieHHas aedumurom GepmenTa anbha-L-maypoHuaa3el U mpoTeKaromas ¢
Pa3IMYHBIMH KIMHUYECKUMHU TPOSBICHUSMU: 33JCPXKKOH POCTa, YMCTBEHHOH OTCTAJIOCTBIO,
MOPAKCHUEM HEPBHOW CHCTEMBI, CEPJICYHO-JICTOUYHBIMI HAPYIICHUSIMH, T€IIaTOCTICHOMETAIHEH,
MHOXECTBEHHBIMH JJH30CTO3aMH, [IOMYTHEHHEM POTOBHIIBL. Bce BhIenepeunciieHHbIe TPHU3HAKH

MPUBOJAT K MHBAJIHMIU3AIINY, A TIPH TSDKEJIOM TEYCHUH OO0JIE3HU — K JIeTalIbHOMY Hcxoay [1].

1.2 ITHOJOrNS ¥ IATOreHe3 3200JJeBaAHU MJIM COCTOSTHUSA (IPyNIbI 3200J1eBaHNI HJIH

COCTOSIHMIA)

[Tpuaunoit MIIC I Tuma siBasieTcss MyTalus B T€HE, KOAUPYIOIIEM JIM30COMHBIN (DepMeHT

anb(a-L-unyponnnazy. Tun HacienoBaHus: ayrocoMmHo-penieccuBHbIi. [ 'en IDUA, konupyromuit
anbda-L-uaypoHnasy J0KaIM30BaH B XpOMOCOMHOM oOmactu 4p16.3.

W3-3a cHMKEeHUs aKTUBHOCTHU (pepMeHTa MPOUCXOIUT HAKOIUICHHE Pa3In4HbIX TUIIOB AT
U pa3BUBaeTCs comaThyeckas MaHM@ecTauuss B BHUIE  JIMIEBOr0  JUCMOpQU3Ma,
renaToCIUICHOMETAINY, IOPAXEHUS CEpALA, IbIXaTEIbHOM CHCTEMBbl, W3MEHEHHMH CKEJeTa,
HEBPOJIOTUYECKOW CHMIITOMATUKH, IE€MAaTOJIOTHYECKHX M O(TalIbMOJIOTMYECKHX H3MEHEHUH.
BapuabensHocts MIIC ompenensercst TUIIOM HAaKalJIMBaeMOro cyocTpaTta Mpu HEJI0CTaTOYHOM
nerpagauun ['ATl: mpu MIIC 1 Ttuma mnpoucxXoouT HakoIUIEHUE TenapaHcyibdara Hu
nepMatancyibdata. Jepunut anbda-L-uaypoHuaazbl MOXKET IPUBECTH K PA3BUTHIO PA3TUYHBIX
(dbenoTumnoB 0Ooyie3HU, OOYCIOBIMBAs OTIMYMS B TSDKECTH CHUMITOMATHKU. BwInensior Tpu
KrHudeckux enoruna [3,4,5]:

-cunapom ['ypuep (mykononucaxapunos | H — tspxenas dopma),

-cunzipoM lleite (mykononucaxapuno3 I S — nerkas ¢popma)

-curipoM ['yprnep-1lletie (mykonosmcaxapuaos [ H/S — mpomexyrodnas dopma)

1.3 DnuaemMuoJiorusi 3a00JeBaHUs WJIH COCTOSHHS (rpynmnbl 3a00J1eBAHUN WU

COCTOSIHMA)

MyKonoanaxapI/mos I TMIIa — 3TO MaHATHUYECKOE 3&60H6BaHI/Ie, €ro gyacrora CoCTaBJIsACT

1:100 000 HOBOpOXHeHHBIX. [TpubmusuTensHo 50%-80% ManMEeHTOB MMEIOT TSKETYIo (opMmy

3aboneBanusa. MIIC I H/S cunmpom I'ypnep-llleiie BcTpewaercs ¢ MomyssITUOHHOW 4acTOTOM



1:100 000 — 1:500 000 HoBopoxkaeHHBIX; MIIC I S cunapowm Iletie — 1:500 000 HOBOPOXKIEHHBIX
[6,7]. OmHako, HYXHO YYHTBHIBaTh, YTO CYIICCTBYET OMPE/ACICHHAS MOTrPEIIHOCTh B OIICHKE
pacpoCTpaHEHHOCTH PA3IMYHBIX (PEHOTHUIIOB 3a00JI€BaHUS, YTO MOXKET OBITH CBs3aHO C Oosee

YaCTHIM BBISIBIIEHUEM UMEHHO TsDKeNbIx popm MIIC 1.

1.4 Oco0eHHOCTH KOIUPOBAHMSI 3200J1€BAHNUS WU COCTOTHMS (TPYNIbI 3200/1€BaAHUI

WIN _coCcTOsiHMi) 1o MekAyHAPOAHOI CTATHCTHYECKOH Kkaaccupukannu 0OoJiesHel M

npoodJIeM, CBA3aHHbBIX CO 3I0POBbLEM

Cornacno MKB-10, 3aboneBanne otHocuTcst K kimaccy IV, Gone3HsM 3HAOKPUHHOM
CHCTEMBI, pPaCCTPOMCTBY MUTAHHS U HAPYIICHUIO OOMEHA BEILECTB.

E76.0 — Mykononucaxapuao3 | tuna.

1.5 Kaaccupukanusi 3200/1€eBAHUS WJIH _COCTOSIHUA (Tpynnbl _3a00J1eBaAHUI MM

COCTOSIHMA)

B COOTBETCTBUU c NeQUIUTOM/OTCYTCTBUEM  JIM30COMHBIX (bepMeHTOB,

COOTBCTCTBYIOIIINUM I'CHHBIM ,Z[e(l)eKTaM U TSHKECTH KIMHUYECKOH CHUMIITOMATUKH, BBIACIIAIOT 11

tunoB MIIC (npunoxenue ['1).

1.6 Kiimanuyeckass KapTuHA 3200JeBAHUS MJIN COCTOSHNSA (TPYNNbI 3200JeBAHNI NN

COCTOAHUH

B Hnactosimee Bpems MIIC [ paccmarpuBaercss kak 3a0ojieBaHHE C KOHTHHYYMOM
KIIMHUYECKUX (PEHOTUIIOB, PA3JIMYAIOIIMXCS 110 BO3pACTy MaHU(DecTaluu, TAKECTH KIMHUYECKUX
IPOSIBJICHUHN U CKOPOCTH MPOrPECCUPOBaHUs 3a001eBaHusl y manueHTos [ 1-5].

Takum 00pa3om, TOBOJIBHO YCIOBHO BBIIEISIFOT TSDKETYIO opMy 3abosieBaHusl (CHHIPOM
I'ypnep), ¢ wmanudecranueii Ha mepBOM TOAYy JKHM3HH, C HPOTPECCHpYIONIeH Kapauo-
peCMPaTOPHON HEAOCTATOUYHOCTHIO U APKO BBIPAXKEHHON HEBPOJIOTUYECKON CUMITOMATUKOM; U
Msrkyto Gopmy (cuaapomsl ['ypaep-Illeite u Illeiie), mpu KOTOpOH CHMOTOMBI MOSBISIOTCS B
Bo3pacte 4-10 nmer u GoJe3Hb MEIUIEHHO MPOrPECCHPYET, NMPH 3TOM HEKOTOPHIE IMMAlUEHTHI
JIO’KHABAIOT JI0 B3POCIOr0 BO3pacTa.

B naHHBIX KIMHUYECKUX PEKOMEHAALUAX HE OyJeT paccMarpuBaThes cuHIpoM I'ypiep,
TaK Kak OH MOJIPOOHO paccMOTpeH B KinHu4Yeckux pexomeHaanusax mo MIIC I tuma y nereii u He
BCTPEYAETCS Y B3POCIIBIX.

C y4eroM TPaguIMOHHO WCIOJIB3YEMON KiIacCH(pUKAIMEH, HWKE TMPUBEICHBI
xapakTepHble knuHudeckue npusHaku st MIIC I paznuussix Gpopm.

Myxkononucaxapuao3 tum [ S — nerkas ¢opma.

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



OcHOBHBIE KIIMHUYECKHE TMPOSBIEHUS: OrpyOJeHHe dYepT JHIA, TYTrOoMNOABHKHOCTD
CYCTaBOB, MHOXECTBEHHBIN AU30CTO3, IOMyTHEHHE POroBUIIbI [3,4].

Buemauit Bun. IlepBble mpu3Haku 3a00ieBaHUs MOSBISIOTCS B Bo3pacTte 3—5 JerT.
[TanMeHTHI THIIEPCTEHNYECKOTO TEJIOCIOKEHUS ¢ CHIIBHO Pa3BUTOM MYCKYJIATypOM, 4E€pThI JIMLA
rpyOble, XapakTepeH MIMPOKHM pOT ¢ MyXJbIMH TyOamu, HMXKHAA mporHatus. [loctemneHHo
pa3BUBAaeTCAd OrpaHUYCHHE JBWIXKEHUUW B CYyCTaBaX BEPXHUX KOHEYHOCTEH, a TakKke
TYTOMOJBUKHOCTb, BO3HUKIINE U IPOrPECCUPYIOLIUE KOHTPAKTYPhI CycTaBoB kuctei. Hanbonee
BBIPAKEHHBIMHU BCE CUMIITOMBI OOJIE3HU CTAHOBSTCS K IEPHOLY ITOJIOBOT0 co3peBaHMsl. Bo3MokHO
MOBBIIIEHHOE OBOJIOCEHUE, KOPOTKas IIesl.

KoctHas cucrema: MoxeT oTMeyaercss HeOombIas 3aJepikKa pocTa. MHOXKECTBEHHBIH
JU30CTO3: IUCILIA3Ks JIMLEBOTO Yepena; IJIOCKas IEPEeHOCUIIa, IMPOKO PACCTaBIICHHBIE IJ1a3a,
YTOJIIEHHBIE TYObI, THIIOIIIa3UPOBAHHAS HIDKHSAS YETIOCTh, MAKPOTIIOCCHS M THUIEePIIa3us IECEH,
KOpOTKasl miesi, crubareiabHble KOHTPAKTYPbl U TYTOMOJBUKHOCTh KOHEYHOCTEH, C BO3pacToM
MIPUCOETUHSETCSE O0JIE3HEHHOCTh CYCTaBOB PYK U CTOII, ¢ (JOPMUPOBAHUEM KOTTUCTOH JIallbl» U
MOJIOW  CTOMBI, BAJIBIYCHOM Jaedopmanuell KOJEHHBIX CycTaBoB. Hepeako pasBuBaercs
TYHHEJIbHBIM CUHAPOM KapHaJIbHOTO KaHaia, KOTOPbI, Hapsly C TYTONOJABUKHOCTBIO, TPUBOAUT
K OFpaHUYEHUIO (PYHKIIMU BEPXHUX KOHEUHOCTEH. Peiko — BpOXkKAEHHBIN 1enkaroumii 1 naner
(6one3np Hotta).

Opraspl JpIXaHUS: YaCThle PECHUPATOPHBIC 3a00JIeBaHHS B BHUAEC PUHUTOB, OTHTOB.
Bo3moxHO pa3BuTHE OOCTPYKTHUBHBIX 3a00JI€BaHUI IbIXaTENIbHBIX MTyTeH, HOUYHBIEC allHO).

Opran 3peHus: OTMEYaeTCcs paHHEEe HEPAaBHOMEPHOE IIOMYTHEHHE pOroBHIlbl. B
nanpHeieM, 00br4Ho nocie 30 jerT, pa3BUBaeTCs TiiaykoMma, MUTMEHTHAst TUCTPOUs CeTYaTKH.
Penko — oTek nucka 3pUTEIbHOIO HEpBa.

LenTpanbHas HepBHasg CHCTEMaA: MCUXOMOTOPHOE pPa3BUTHE HOPMAJIbHOE WM ClEerKa
3aMeIJIEHHOE.

KpannoBepreOpanbHbIii  cTeHO3 pas3BuBaercs y mnanueHtoB ¢ MIIC Benencteue
TUIOIUIa3UU  3yO0OBUAHOTO OTpocTka C2 TMO03BOHKA, aTJIAHTOAKCHAJIbHOW HECTaOMIBbHOCTH,
OTJIOKEHHST MYKOITOJIMCaxapu0B B TBEPJAOH MO3TOBOM O0OJIOUKE W 3aJHEH MPOJIOJIbHON CBS3KE,
YTO B JaJIbHEHIIEM IPUBOJUT K KOMIIPECCUOHHOM MUEIONAaTUX Ha ’TOM YPOBHE, U KaK CJIE/ICTBUE,
Pa3BUTHIO OYJIBOAPHBIX HAPYIIECHUN, IEHTPATHLHOW JABIXaTeIbHON HETOCTAaTOUYHOCTH. CHMIITOMBI
MOTYT BKJIIOYaTh HapyLICHHE MOXOAKH, MBIIICYHYIO CIa00CTh, HEYKIIIOKECTh MPHU COXPAHHBIX
MOTOPHBIX HaBbIKAaX U JUCPYHKIIMIO MOYEBOTO ITy3bIpSL.

KapnianbHblii TYHHENbHBIA CUHIPOM — 4YacTas HeWpomaTHsl CIABJIECHUS y MAalUEHTOB B

Bo3pacte ot 5 710 10 neT u B3pocinsix. [Ipy OTCYTCTBUM JI€UE€HUSI MOXKET MIPUBECTH K HEOOpaTUMOit



KOHTPAKType AUCTANbHBIX MEX(aJaHTOBBIX CyCTaBOB, a TaKK€ K HApYyIIEHUIO WU TOTepe
YYBCTBUTEIBLHOCTH TEPBBIX TPEX MalbIEB M Mape3y MbIII TeHapa. K coxkaneHuto, manueHThl
peaKo cooOIarT 0 00JIEBBIX OIIYIICHUSX, TOKA HE IPOUCXOAUT MOTeps QYyHKIUU.

CepaedHo-cocyIMcTasi CUCTEMa: XapaKTepHbI OPOKU a0PTaTBHOTO KJIalmaHa, KOapKTalus
A0pThI, MUTPAJIbHBII CTEHO3.

Kenynouno-kuiieuHas CUCTEMa: OTMEYAIOTCS TaXOBO-MOILIOHOYHBIE U ITYTIOYHBIE TPHIKH,
HEYaCTO — I'eNaTOCIUICHOMET alIHsl.

Myxkononucaxapuno3 tuan [ H/S — npomexyrounas ¢hopma.

Cunonumsl: Cunapom ['ypraep-Illeiie.

OcHOBHBIE KIMHUYECKUE MPU3HAKH: JHUIEBbIC TUCMOP(UU, TYTOMOJABIKHOCTD CYCTaBOB,
HU3KOPOCIIOCTh, TOMYTHEHUE poroBuiisl [1, 2, 5, 7].

Buemnuii BuA: TEpBBIE CHUMITOMBI OOJE3HU TMOSBISIOTCA K Bo3pacTty 3-8 Jier.
Xapaktepubl: ckadonedanus, wmakporedanus, 3amaBiiasg MEPEHOCHIA, MyXJble TyOBHI,
IIOMYTHEHUE POTOBULIBI, MHUKPOTHATHUS, YMEPEHHBI THIEPTPUXO03, YTOJIIIEHHE KOXKHBIX
TTOKPOBOB.

KocTtHas cuctema: Ha mepBOM IOy ’KM3HH POCT B Ipe/ieiaax HOPMBI, 3aT€M TEMIIbI POCTa
CHIDKAIOTCSI,  OOYCJIOBIHMBAsE ~ HU3KOPOCIOCTh.  TEIOCIOXKEHHE  AUCIPONOPIHOHAIBHOE.
MHo3xeCcTBEHHBII A130CT03, ckadouedanus, makpouedanus. Bansrycusie negopmaruu roiexein
HE3HAYUTEJIbHO BBIPAKEHBI. Y MEPEHHO OrpaHUYeHa MOJABUKHOCTH B CyCTaBax, OMPEACISIOTCS
JIM30CTO3bI, 00uKOOOpa3Has rpyiHasi KJIeTKa, KU(OCKOINO03, TUIIEPIIOPI03.

Opranbl JbpIXaHUs: YacThle PECHUpPATOpPHBbIC 3a00JI€BaHUS B BUJE PUHUTOB, OTHUTOB,
runeptpoduss HEOHBIX MHUHJAIWH. B03MOXXHO pa3BUTHE OOCTPYKUMU IbIXaTEIbHBIX IyTEH,
CTEHO3 TOPTaHHU.

Opras 3peHus: TIOMYTHEHUE POTOBUIIBI.

LenTtpanbHas HEpBHAsI CUCTEMA: OTMEYAETCS 33JIePrKKa TEMIIOB IICUXOPEYEBOT0 PA3BUTHUS.
KpannoBepreOpanbHbIi CTEHO3 W MUeNonatus pa3BuBaercs y nanueHtoB ¢ MIIC BcieactBue
TUNOIIA3uu  3yOOBHAHOTO OTpocTka (C2 TMO03BOHKA, AaTIAHTOAKCHATBHOW HECTaOMIBHOCTH,
otnoxkeHus: 'AI' B TBepmoit Mo3roBoi 00O0JOYKE W 3aJHEH MPOJOIBHOM CBSI3KE, YTO B
JaNbHEHIIeM NPUBOJUT K KOMIIPECCHOHHOM MHENIONaTHH Ha 3TOM YpPOBHE, U KakK CIIEJCTBHUE,
Pa3BUTHIO OYIH0APHBIX HAPYIICHUH, IICHTPAILHON IBIXaTeIbHON HEJTOCTATOYHOCTH. XapaKTepHO
pa3BUTHE MaXUMEHUHTHUTA B HIEHHOM OTJAEJE, MPUBOSAUIETO K CAABJICHUIO CIMHHOIO MO3ra U
nocnenyromeid muenonatud. CUMITOMBI MOTYT BKJIIOYAaTh HAPYIIEHHUE MOXOJKH, MBIIICYHYIO
CI1ab0CTh, HEYKITIOKECTh MTPH COXPAaHHBIX MOTOPHBIX HABBIKaX U TUCHYHKIIUIO MOYEBOTO My3bIPSI.

TyHHENBHBIN CHHIPOM — CHHJIPOM 3aIsICTHOTO KaHAJIA.



CepaeuyHo-cocyaucTas CUCTEMA: KIIallaHHbIe MOPOKU Cepla.

XKenynouHo-kuieyHass CHCTEMa: TeMaTOCIUIEHOMETalMs, I1aXOBO-MOIIOHOYHBIE M
MYTIOYHbIE TPHIKH.

Kak u mnpu OONBIIMHCTBE pELECCUBHBIX O00Je3HEH KIMHUYECKUNH MOTUMOPPHU3IM
OTIpeIeTISIeTCSl OCTATOYHOW aKTUBHOCTHIO (DEPMEHTOB U BIMSET Ha TSHKECTh TEUEHUS U BO3pacT
nebiota. B 3aBucuMocTH OT Bo3pacTa Ae0l0Ta T€ WM MHbIE KIMHUYECKUE MPOSBICHHUS MOTYT
HMMETh Pa3INYHYIO CTETICHb BBIPAXXCHHOCTH. BripaxkeHHOCTH KimHNYecKuX nposisnenuit MIIC | B

pa3HoOM Bo3pacte MoxkeT BapbupoBarth (IIpunoxenue ['2).

2. luarnocTuka 3a00/1eBaHUA WM COCTOSTHUS (IPyNnbl 3a001eBaHUii WU
COCTOSTHMH), MeIUIMHCKHE MOKA3aHUS M MPOTUBOMOKA3AHUA K IPUMEHECHHIO

METOA0B JTUATHOCTUKHU
Juaenoz MIIC mun | yemanasiusaemcsi Ha OCHOBAHUU COBOKYNHOCMU AHAMHECMUYECKUX
OGHHBIX, KIUHUYECKUX OAHHBIX, Pe3YIbmamos 1a00pamopHo20 Ucciedo8anus (6UOXUMUYEcKo2o u
MONEKYNAPHO-2EHEMUUECKO20 AHANU3A).
Judhghepenyuanvuas ouacnocmuxa nposooumcs ¢ Opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, NO30OHUMU HOPMAMU 2AH2TUOZUO0308, MYKOJIUNUOO30M, HEUHPEKYUOHHBIMU

noauapmpumamu, dnugpuzapuvimu oucniazusimu [5, 7].

2.1 ’Kaao0bI 1 aHAMHE3

IIpu cObope anamHe3a 1 xano0 HEOOXOIUMO OOPAaTUTh BHUMAaHUE Ha CIEIYIOIINE JKAIO0ObI
Y aHAMHECTUYECKUE COOBITHSL:

—  OTATOLICHHBIN CeMeiHbI aHaMHe3 (CXOJHBIE CHUMIITOMBI Y POJHBIX OpaTheB U
cectep npobdana, 6JIM3KOPOICTBEHHBIN OpaK);

—  HHU3KHH pOCT;

—  orpyOJieHHe 4epT JHIa;

—  4YacThle pecnupaTopHbIe 3a00I€BaHuUs;

—  CHIJKEHHE CIIyXa;

—  CHMJKEHUE 3pPCHUS;

—  MHOXECTBEHHBIH  JAM30CTO3  (IedopManuu  uepemna, TPYAHOM  KIIETKH,
[I03BOHOYHHUKA, KOHEUHOCTEH);

—  HapyllIeHHEe OCaHKU — KU (O3, CKOIHO03;

—  peuMIuBUPYIOIIKE TPHLKHU (Yallle ABYCTOPOHHHE);

- IIOMYTHCHUE POIr'OBUIIBI;
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—  YXYJIIEHHE EPEHOCUMOCTH (GUBNUYECKUX HATPY30K;

—  ¢7a00CTh B KOHEYHOCTHX;

- TerHO[[BI/DKHOCTL B CyCTaBaX;

—  TPYJHOCTH IOJABEMA U3 TOJOKEHUS CUJIS U JIEKA,;

- HU3MCHCHUEC ITOXOOKH,

—  HEIOBKOCTh MEIKOI MOTOPHUKH;

—  HapylIeHHue KOHTPOJIA 32 QYHKIUSIMHU Ta30BBIX OPTaHOB;
—  aItHo?d BO CHE.

JKanoOrl M aHaMHE3 TaK)Ke ONMMCAHBI B Pasaciic «KKIIMHUYCCKAA KapTHUHa».

2.2 du3uKajJIbLHOEe 00CJaeT0BAHUE

ITpu ocMoTpe HE0OX0IUMMO OOPATUTh BHUMAaHNE HA OCHOBHBIC KIIMHUYSCKUE TIPOSBICHUS
MIIC I:
— rpyOBbIe YepTHI JIMIIA;
— HHU3KOPOCJIOCTH,
— Tyr OIIOABUXKXHOCTH CyCTaBOB;
— TIIOMYTHCHHUC pOFOBI/IHBI;
— rernaToMerajuio;
—  CINIEHOMETAJIHIO;
— TaXxOBO-MOIIIOHOYHBIE U MYTOYHbIE TPHIKH (IBYCTOPOHHUE).
[MonpoOHO naHHBIE (UMKATBEHOTO OOCIEAOBAHUS OMHCAHBI B pa3felie «KIMHUYECKas

KapTUHAY.
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Obpawaem sHumanue, 4mo, CO2NACHO MPebOBAHUAM K pa3padbomke KIUHUYECKUX PeKOMeHOayull,
K KaMcoomMy me3Uucy-pekomMeHoayuu HeobXoo0uMo YKA3bl8Amb CUNY PEKOMEHOAyut U
0oKaszamenvHyro 0a3y 6 COOMBemcmeUun co WKALAMU OYEHKU VPOBHS OO0CHMOB8EPHOCHU
ookazamenvcma (V) u yposus ybeoumenvnocmu pekomenoayuii (YYP). [[nsa muocux mezucos
YVP u V][]l 6yoem Huzkum no npuduHe OMCYMCMEUsi HNOCEAUWEHHbIX UM KIUHUYECKUX
uccnedosanuli  6vicokoeo ouzauna. Heezupas na >mo, onu AenAOMcA HeEOOXOOUMbIMU

niemenmamu 0o6cnedo8anus nayuenma ons YCmMaHo61eHUA ouaznoza u 6bl60pa MAaKmMuKu jle4eHuA.

2.3 JIaGopaTOpHbIE JTHATHOCTHYECCKHE MCCIeT0BAHUS

OcHosubie nabopamophuvie memoovl noomeepoicoenus ouacnoza MIIC | exatouarom
onpedenenue  akxmueHocmu  ¢epmenma  anvga-L-udyponuoasel,  xonuuecmeenmvili U
kauecmeennvlll anamuz A" mouu u monexynsapuno-eenemuyeckue ucciedogsanusi eena |DUA.

ﬂaHHble uccnedo8anus npoeodﬂmc;z 6 Cneyualu3upoB6aHnblx ceHemu4eCcKux ﬂa6opam0pu}zx.

PexoMenayercsi onpezeraeHue YPOBHS INIMKO3aMHHOITIMKAHOB MOYHM M JIEKTPO(OpETHUECKOe
HCCIIEIOBAaHUE INIMKO3aAMHUHOIVIMKAHOB MOYM BCEM NAIlMEHTaM C KJIMHUYECKUMH IPU3HAKAMU
MYKOITOJIUCaxapuI030B C IENIbI0 MOATBEPXKAeHUs auarnosa [7, 8, 28].

YpoBeHb yOequTeIbHOCTH pekoMeHaanmii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
Kommenrtapmii: anexkmpogopemuueckoe uccredosanue 2nuKO3AMUHOLIUKAHO8 MOYU ABNAEMCS
OOHUM U3 Nepevix noomeepicoarowux ouoxumudeckux mecmos ons MIIC I muna. Ilpu
KOUYECMBEHHOM aHanuse (Uccie008anue CNeKkmpa 2nUKO3aAMUHOIUKAHOE 8 MOoYe MemoooM
cnekmpogomomempuu) viasisom nogviuienue konyenmpayuu I'AI" ¢ mouoil, npu nposedenuu
anekmpoghopesa I'Al" (uccnedosanue cnekmpa 2nUKOZAMUHOSIUKAHOE 6 MOYe MemoooMm
anekmpoghopeza) — NOBLIUEHHYIO IKCKpeyuro OepmamaHncyivghama u cenapancyivgpama c
mououl. Imu usmenenus Haoarooaromes makaice npu MIIC |1, VII munos. ¥Yposenv I'Al aenaemcs
go3pacm-3agucumovim napamempom. Taxoce npu nezkou ¢opme MIIC I konyenmpayusa I'Al" 6
Moue Mmodcem Oblmb UMb HE3HauumenvbHo noevluena. Hccneoosanue npogooumcs 6
OUHAMUYECKOM ~HAOTI0OEeHUU NAYUEHMAaM, NOAYYAIOWUM (DEPMEHMHYIO  3aMEeCMUMENbHYIO
mepanuto ¢ yacmomoii ne pedxce 1 pasa é 6 mecayes, nayuenmam, He NOIYUAIOWUM PEPMEHMHYIO
3amecmumenvHylo mepanuio — He pedxce 1 pasa 6 200.

Pexomenayercss ~ ompenelieHHEe — akTMBHOCTH  anb(a-L-uaypoHupmassl B mIpolecce
MYJIbTUIJIEKCHOT'O OIpE/IENIeHUs] aKTUBHOCTH JIM30COMHBIX (epMmeHToB (Oerta-D-rimroko3nnasa,
anbda-D-rimoko3nmaza, ambda-L-ugyponnngaza, cpuHromMHeNnnHa3a, TajakToiepedpos3mnmasa,
anb(a-ranakrosynaza A) B IATHaX BBICYIIEHHOH KpOBM METOAOM TaHJAEMHON Macc-

CIIEKTPOMETPHUH (KOMILICKC MCCIICAOBAaHUMN ISl IMAarHOCTUKHM MyKOIoJicaxapuao3a Tui [) Bcem
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ManyeHTaM ¢ KIMHUYECKHUMH TMPU3HAKaMU MYKOIOJIMCAXapUuI030B C IETbI0 MOATBEPKICHUS
nuarHosa [2, 8].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
KommenTapuu: npu onpederenuu axmusnocmu anvga-L-udyponuoaszvl 8 nsimuax 6blCyueHHOU
kposu y nayuenmos ¢ MIIC | muna onpedensemcs cHudceHue axkmuenocmu anvgha-L-
udypoHudaszvl. dmom noxazamenv AGNAEMCS OCHO8HLIM Nabopamophbim Kpumepuem MIIC 1
muna. Tax dce 803MONCHO NPOBOOUMb OnpedeneHue aKkmusHocmu anvgha-L-udyponudaszvl 6
Kynsmype ubpodracmos, aeukoyumax nepugepuieckoli Kposu, uzoIupO8aAHHbIX J1eUKOYUMAXx.
Pexomenayercs onpenenenue myrtanuii B rene IDUA B kpoBH METOIOM CEKBEHHUPOBAHHS IO
CeHnrepy BceM MallMEHTaM CO CHIDKCHHOM aKTUBHOCTHIO (pepmeHTa anmbda-L-umaypoHunassr c
EJIBIO MTOATBEPIKICHHUS THArHo3a Ha MOJIEKYJIIpHO-TeHeTHueckoM yposHe [9, 10].

YpoBenb yoenuteabHocTH pekomMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)
KommeHnTapuu: mecm Heobxooum 015 eepughukayuu OUacHo3a Ha MOJAEeKVIAPHO-2eHEeMUYeCKOM
yposHe.  Buvlasnenue  namoceHH020/6epoAmMHO  NAMO2EHHO20 — 8APUAHMA  HYKIEOMUOHOU
nocneoosamenvrocmu (BHII) 6 cene IDUA denaem 6o3moduchvim 06ciedosanue poocmeeHHUKos8
npobamoa, a makdce NposeoeHue NPeHAmaiIbHOU U NPEeUMNIAHMAYUOHHOU OUACHOCIUKU.
bonvuwuncmeo BHII y nayuenmos ¢ MIIC I mocym 6vimb 8bis1871€HbL C HOMOWBIO CEKBEHUPOBAHUS
no CaHeepy 6cex 3K30HO8 U NPUNELAIOUWUX K HUM YYACKO8 UHMPOHO8 2eHd, HO 8 HeDONbULOM
npoyenme ciyyaes CmManoOapmMHuIX Memo0o08 OUASHOCMUKU MOXcem Oblmb HeOOCMAamo4Ho O
8b1518/1eHUsL NPUYUHBL OOIe3HU.

PexoMenayercsi TIpOBEeIEHHE aHaIM3a KPOBHM OHOXMMHYECKOTO OOIIeTEepareBTHIECKOTO
nanueHTam ¢ kiamHudeckumu npuszHakamu MIIC | B mpoliecce mMOCTaHOBKU JTMArHO3a C LETBIO
ornpeaeneHUs (PYHKIIMOHATBHOTO COCTOSIHHS IEYCHH, KOTOpasl SBIISICTCS OJHUM M3 OPTaHOB-
muteneit npu MIIC [5, 29, 41].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 4)
Kommenrapuii: npu npogedeHuu OuOXUMUUECKO20 AHANU3A KPOBU BO3MOMNCHO ONpedeieHue
aKmueHoCmu acnapmamamuHompancgepasbl, anaHuHamuHompaHncgepaszvl,
JIaKmamoe2uopo2enasvl, WelouHou Gocgamasvl, camma-2Homamuimpancgepasvl 6 Kposu,
uccreoosanue yposHs 0Owe20 Ourupyouna, OUIUPYOUHA CBA3AHHO20 (KOHBIOSUPOBAHHOZO0),
Xojnecmepuna, mpueiuyepuoos, arbOyMuHd, 21HKO3bl, KpeamuHuHa, odwe2o Oenxka, Hampus,
Kanus, 0ouje2o Kaibyus 8 Kposu.

Pexomenayercss TmpoBefeHHe o0Omero (KIMHMYECKOTO) aHaiu3a KpPOBH TMAllMeHTaM C

kinandeckumMu npuszHakamu MIIC | B mporecce MOCTaHOBKM JMAarHo3a C IETbI0 OIEHKH
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OCHOBHBIX TTAPaMETPOB KPOBETBOPEHHUS W BBIIBICHHUS BO3MOXHBIX HH(EKIIMOHHBIX MPOIECCOB
[27, 30, 31].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3ATEIbCTB — 4)

KommenTapumu: npogoosim uccredosanue yposHs 00we2o 2eMo2io0una, 3pumpoyumos,
JIeUKOYUmMos, mpomboyumos 6 Kpogu, OYeHKd 2eMamoKpumd, UcCie008aHue CKOPOCnu 0CeOaHUsl
apumpoyumos, ouggpepeHyuposanuviii. noocuem neuKoyumos (reuxoyumapuas gopmyna). B
CB53U C BbLCOKUM PUCKOM PA3BUMUSL UHMEPKYPPEHMHbLX UHGEKYUll, ACnUpayuoHHOlU NHeGMOHUU

y nayuenmos ¢ MIIC pexomendyemcs npogederue 0aHH020 Ucciedosanus He pedxce 1-2 paz 6 200.

2.4 UHCTPYMEHTAJbHbIE TNATHOCTHYECKHE NCCIEeI0BAHNS

PexkomeHnayercst MPOBEACHUE YIBTPA3BYKOBOTO KCCICIOBAHUS OPraHOB OpPIOIIHON IOJOCTH
(KOMIIJIGKCHOTO) W/WJIM MarHUTHO-PE30HAHCHON TOMOTrpaduu OpraHoB OPIOITHOM MOJIOCTH W/UITH
KOMIIBIOTEPHOU TOMOTpaduu OpraHOB OPIOIIHOM IMOJIOCTH BCEM MAIMEHTaM C KIMHUYECKUMU
npuszHakamu MIIC | B mporecce moCcTaHOBKM AWAarHo3a € IMENbI0 OIEHKH pa3MepoB TEYCHH U
ceneseHku [1, 2, 5].

YpoBenb yoeauTeabHocTH pekoMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
KomMeHTapuu: guiasnsaiomes ymepennas cenamome2anus uiu ecenamocnienomezanus. Ha gone
mepanuu pasmepvl NeYeHU U Cele3eHKU YMEHbULAIOMCAL.

Pexomennyercest peHTreHorpadusi MIEHHOro, TPYAHOTO U MOSICHUYHOTO OT/AeNa MO3BOHOYHHUKA,
BEpXHUX W HIKHUX KOHEYHOCTEH BCEM MamueHTaMm ¢ KinHudeckumu mpuzHakamu MIIC | B
MPOILIeCCEe MOCTAHOBKH JMArHO3a C IENbI0 BBISBICHUS MHOKECTBEHHOTO JTM30CTO3a M KOHTPOJIS
cocrosuus [1, 2, 5].

YpoBensb yoenuteabHocTH pekomeHaanmii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — 5)
KomMeHnTapuu: ¢ psde ciyuae nHeoOX00umo nposedeHue peHmeeHocpaguu No360HOYHUKA C
QyukyuonanbHoiMu  npooamu. Ilpu Hedocmamounol uHGopmMamusHoCmu  UCCIEO008AHUI,
B03MOJCHO NpOBeOeHUe KOMNbIOMEPHOU MOMOZpaguu weliHo2o, 2pyOHO20 U HNOACHUYHO2O
0moenos MNo360HOUHUKA. Bvisagnsaiomcs MHOJcecm8eHHble OU30cmosvl — ckagoyeghanus,
eunonaasus 3y0606uonoco ompocmka C2-no360HKa, 00pConomMoOanbHblU Kugo3 6 pesyivmame
NIAMUCNOHOUNUU, NOACHUYHBIL 2unepiopoos. Onpedensomcs wupokue peopa, Kopomkue
U302HYyMble KII04YUYbl, SUNONIA3USL 201080K NIEYE8bIX KOCMel U 8apyCcHas dedopmayusl nieyesvix
Kocmell 8 NPOKCUMATbHbIX OmOoeax, OUCMaibHbule SNUGuU3bl Kocmell npeonieubs CKOueHbl Opy2 K
opyey. 3adepacka hopmuposanus sioep okocmenenus. Ilacmuvle Kocmu Kucmeti yKopoueHvl u
CYIICEHbl — «3A0CMPEHbLY 8 NPOKCUMANILHBIX OMOENax, «CKOUEHHOCbY GEPMILYIHCHBIX GNAOUH,
oeghopmuposanHvle, yniouweHHble 20106KU 6eOPEeHHbIX KOCmell U 8alb2YCHAL Oedhopmayus ueex

OedpeHHbLX Kocmell.
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e Pexkomenayercss TMpoBEIEHUE PEHTTEHOJCHCHUTOMETPUM BCEM MAaIlUEHTaM C KIMHUYECKUMU
npu3Hakamu MIIC | B mpomecce MOCTaHOBKH JMAarHo3a C IEJIbI0 ONEHKH W KOHTPOJIS
MHHEPaIbLHOU IUIOTHOCTH KocTel [26].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb T0CTOBEPHOCTH 10KA3aTEIbCTB — 4)

e Pexkomenayercss TpOBEICHHE JIIEKTPOHEHpOMHOTpapUH CTUMYISLUOHHOW OIHOTO HEpBa H
ANEKTpOHEHpoMuorpaguy  WTONBYATBIMH  JJIEKTPOJAMH  OJHOTO HEpBa TalHdeHTaM C
kmuHuueckumu mpuzHakamu MIIC | B mpoiiecce mMOCTaHOBKM AMAarHo3a C IENbIO OLEHKU
(YHKIIMOHAILHOTO COCTOSHUS MBIIICUYHBIX TKaHEH, HEPBOB M HEPBHO-MBIIICYHOH mepeaayn [1, 2,
5].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KommenTapuu: cmumynayuonnas IJHMI noseonsiem onpedenums coasnenue cpeOuHHo20 Hepeda
oadce 00 NOsAGNEeHUS CUMNIMOMOS U OOJIHCHA NPOBOOUMBCSL eHCe200H0, HAYUHAs C 8o3pacma 4-5
Jem.

e Pexomenayercsi MpoBeJCHWE TOHAIBHON ayJaMOMETPUH, TUMIIAHOMETPHH BCEM IallMEHTaM C
kmuHudeckumu npuzHakamu MIIC | B mporiecce MOCTAaHOBKM JAMAarHo3a C LEJIbIO BBISBICHUS
tyroyxocrtu [1, 2, 5, 34].

YpoBenb yoeaureabHocTi pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3ATEIbLCTB — D)

Kommentapuu: myeoyxocms pasHou cmenenu GulpadcenHoCmu XapakmepHa Oas OaHHO20
sabonesanus. Ona modicem Ovlmv KOHOYKMUBHOU UIU HEUPOCEHCOPHOU UNU HOCUMb CMEUAHHDBILL
xapaxkmep. Pannee svisignenue my20yxocmu no3eosaem Yayuuums Kauecmeo HCUsHU NayueHmos,
obecneuums um ayuuiee ooujerue u ooyueHue.

e PexoMeHayercsi MPOBEJACHUE HCCIIEIOBAHUS HECIIPOBOLIMPOBAHHBIX IBIXAaTENBHBIX 00BEMOB M
MOTOKOB MalleHTaM ¢ kinHudeckumu npuzHakamMu MIIC | B mporiecce mocTaHOBKM AMarHosa ¢
IIETIHIO OIICHKU COCTOSIHUSI OPOHXOJIETOYHOM crcTemsl [1, 2, 5].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
KommMmenTapuu: npogooam cnupomempuio, ¢iyomempuro CHOKOUHO20 ObIXAHUS, UCCTE008AHUE
@DyHKYUU BHewHe20 ObIXAHUSL.

e PexoMeHayercsi TIPOBEICHHE TPHUIEIBPHONH pEHTreHOrpaguu OpraHoB TPYAHOW KIIETKH
narueHTam ¢ kinHndeckumu npuznakamu MIIC | mpu Hanuuuu aycKyJabTaTUBHBIX U3MEHEHUH B
JIETKUX B TIPOIIECCE TTOCTAHOBKHU JJMArHO3a C LENbIO BHISIBJICHUS ITaTOJIOTHH IbIXaTeIbHON CHCTEMBI
[1, 2, 5].

YpoBeHb yoenurteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
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L4 PCKOMeHIlyeTCH ITPOBCACHHUC 3HCKTp03HI_[e(1)aJIOFpa(1)I/II/I nmamueHraM ¢  KIMHUYCCKHUMU

npuzHakamMu MIIC | B mpoiecce mocTaHOBKU AMarHo3a C LEIbI0 CBOEBPEMEHHOM TUAarHOCTUKU
snunencun [32, 37].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 4)
Kommenrapuu: obwas pacnpocmpanenHocms — Snuiencuu  npu  MYKONOIUCAXAPUOO3AX
cocmagnsem okono 30%, xoms nokazamenu pasuvix ucciedosameneli Mo2ym 6apbuposambCsl.
Pexomenayercs mpoBeeHe dN1eKTpo3HIIeamorpaguu ¢ BUICOMOHUTOPHHIOM BCEM IMallMEHTaM
¢ xinHnyeckumu npuzHakamu MIIC |, y KoTopbIX ObUIH SNUIENITUYECKUE TPUCTYIIBI B aHAMHESE,
B TPOIECCe YCTAHOBKHM JIMAarHo3a C IeNbl0 TMOATBEPXKICHUS IWAarHo3a, yYTOYHEHUS (HOPMBI
SMUJICTICUH U TIPOBe/ieHus A epeHInaibHON TUarHOCTUKY SMUWICHTUYECKUX TPUCTYIOB [32,
37].

YpoBeHb yoenuTeabHocTH pexoMenaanuii C (ypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 4)
KomMeHTapuu: no mHeHuro skcnepmos, OuazHoCmu4eckull NOUCK y NayueHmos ¢ nooo3peruem
Ha dnuienmuyecKue nPUCmynvl 00IHceH OONOIHUMENbHO 8KIIOYAMb NOIUCOMHOZPAPUIO, C Yelbio
UCKTIOYeHUs HapYueHUl ObIXAHUS, KaK NPUYUHbL HapYUWeHUl CHA, MAK KaK HOYHAsL SNUTLEeNCUsi MAK
JHrce Moodicem 8bl3vl6amsv Hapyulenus cHa. KomOuHupoeannoe npumeHeHue OAHHLIX Memooo08
UCC1e008anUsl NOMo2aem NOLY4Ums Hauboiee NOIHYI0 KIUHUYECKYIO KAPMUHY.

PexoMeHayeTcsl pErucTpanusi BIIEKTPOKAPIUOTPAMMBI, IPOBEACHUE 3XOKapJauorpadpu,
XOJITEPOBCKOI'O MOHUTOPHPOBAHMS CEPACYHOTO PUTMA M CYTOYHOIO MOHHUTOPUPOBAHUS
apTepHaJIbHOTO JaBJIEHUS BCEM MalMeHTaM ¢ kinHu4yeckumu npusHakamu MIIC | B mponecce
YCTAHOBKH JTHAarHO3a C IeIbI0 OIIEHKU COCTOsIHUS cepana [1, 2, 5].

YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KommenTapuu: pecynspnoe nposedenue IKI, Oxo-KI, xonmeposckoco monumopuposanus
OKT', cymoynozo MOHUMOPUPOBAHUSI APMEPUATLHO2O OABIeHUsl He0DX00UMO NAYUeHMAM C
OaHHOU namosozuell, mak KaKk ¢ pauHe20 803pacma y HUX Ommeyaomcs cepoeyHo-cocyoucmole
HapyUeHUsl.

Pexomenayercss MpoBeleHUE KapAMOPECHUPATOPHOIO MOHUTOPUHTA (IyJIbCOKCUMETPUS H
MOHUTOPUPOBAHUE DJICKTPOKAPAUOTPAPHUSCKAX JAaHHBIX) MAlUCHTaM C KIMHUYECKHMHU
npuszHakamu MIIC 1 B mporiecce ycTaHOBKH JMAarHo3a ¢ 1eIbl0 TUarHOCTHKH OOCTPYKTUBHOTO
artHO?d CHA, 3a00JICBaHMI OPTaHOB CEPJICUHO-COCYAUCTON CUCTEMbI U bixanus [1, 2, 5, 34].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH PeKOMEHIaluu — 5)
KomMmeHnTapuu: o0ra  OuacHocmuxu — oOCMPYKMUBHO20 — ANHOI  CHA  NPOBOOUMCS
NOIUCOMHOSDAPUA/KAPOUOPECNUPAMOPHBILL MOHUMOPUHS, KOMOpAs NO380Jislem  ONnpeoenums

xXapaxmep ObIXAmelbHbIX HapYyuleHUull (UCKTIoYUms YeHmpaibhblll 2eHe3, C643b ¢ cunepmpoghuell
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A0eHOU008, CePOeUHOl HeOOCMAMOYHOCbIO UL KOMNIAEKC NPUHUH), NAMOJIO2UI0 CePOeyHO-
cocyoucmou cucmemvwl. Hccnedosanue nposooumces e pexce 1 pasa 6 200.

B coomseemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsops 2017 2 Ne 804u om «0O6
VMEEPAHCOeHUU HOMEHKAAMYPbl MEOUYUHCKUX YCay2y Hem ycayeu «Ilonucomnozpagpusny, 6 céasu ¢
Yyem B03MONCHO UCNONb308AHUE HAOOPA YCIye: 2NeKMPOIHYedanozpaghus ¢ 6U0eOMOHUNMOPUHEOM,
CYMOUHOE MOHUMOPUPOBAHUE APMEPUATLHO20 0ABLeHUsl, Pe2UCPAYUsl DIeKMPOKAPOUOSPAMMDL,
MOHUMOPUPOBAHUE JIEKMPOKAPOUOSPAPUUECKUX OAHHBIX, XOJIMEPOBCKOe MOHUMOPUPOBAHUE
cepoeuno2o pumma, pacuu@posxa, onucarue u UHmMepnpemayuss dINeKmpoKapouoepagduuecKux
OAHHbBIX, INIEKMPOMUOCPAPUSL HAKOHCHASL (0OHA AHAMOMUYECKAS. 30HA), INeKMPOOKYL0epaghus,
onpeoeieHue napyuaIbHO20 OAGIEHUsL KUCIOPOOd 8 MASKUX MKAHAX (OKCUMempUsL)).
PexoMeHnayercsi TpOBEICHHE MarHUTHO-PE30HAHCHOW TOMOTrpaduu TOJOBHOIO — MO3ra
nanueHTaM ¢ KinHudeckumu npusHakamu MIIC | B mporecce yCTaHOBKH JMarHo3a ¢ IENbIo
BhISIBIICHUS ruaponedanuu [1, 2, 5].

YpoBensb yoeauTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5)
KommenTapuu: npu Heobxooumocmu, npogoosm MASHUMHO-PE3OHAHCHYIO MOMO2paAduio
20/108H020 MO032a C NPUMEHEHUEM KOMOUHUPOBAHHO20 UHSANAYUOHHO20 HAPKO3A
PexoMeHayeTcsi MAarHUTHO-PE30HAHCHAs TOMOTpad¥si TO3BOHOYHUKA (OJIMH OTJIEIN) MAIleHTaM
¢ xmHnYeckuMu npusHakamMu MIIC | B mporiecce MOCTaHOBKU JMAarHO3a C IENbIO0 BBISBICHUS
KOMITPECCHHU CITMHHOTO Mo3ra [1, 2, 5].

YpoBeHnb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KoMMeHTapumu: npu HeoOX00uMoOCmu, B03MONCHO NpOGedeHue MACHUMHO-PEe30HAHCHOU
momozpaghuu no36oHOUHUKA (00UH 0mOen) ¢ NpUMeHeHUeM KOMOUHUPOBAHHO20 UHATIAYUOHHO2O
Hapxosa. Hecmabunbhocms amianmoakcuaibHO20 COYLEHEHUsl MoJcem Oblmb BblasleHd npu
penmeenozpaghuu weliHo20 omoena No360HOYHUKA € YHKYUOHANbHBIMU NPOOAMU, OOHAKO O
NOOMEEPAHCOeHUSI KOMAPECCUU CRUHHO20 MO32a B6CNIe0Cmeue YmoaujeHuss e2o 000104eK U

Gopmupyrowuxcs aHomanuti no3eoHK08 mpebdyemcs nposederue MPT.

2.5 Unble AUATHOCTHYCCKHUE UCCIICAOBAHUSA

PexoMenayercsi mpueM (OCMOTp, KOHCYJIbTAIMs) Bpaya-reHeTHKa MIEPBUYHBINA BCEM MaIlMeHTaM
¢ knmuHuYeckuMu npusHakamu MIIC | ¢ wenplo mpoBeneHus auddepeHuanbHO-
JMAarHOCTHYECKOTO0 TOMCKAa CpeAaM JpyTUX HacJIEICTBEHHBIX OoNe3He U  ompeneneHus
ONTHMABHOTO 00beMa TeHETHIECKUX rccieaoBanuii [14, 18, 35].

YpoBenb yoenuTeabHoCcTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH J0KA3aTEJbCTB — 4)
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e Pexomenayercss mpueM (OCMOTp, KOHCYINbTallusl) Bpaya-TeparneBTa/Bpaya oOmIeld NpPaKTHKU
(cemeitHOTO Bpayva) MEepBUYHBIN BCeM ManueHTaM ¢ kauHndeckumu npusHakamu MIIC | ¢ nenbro
JIMAarHOCTUKH COMYTCTBYIONIEH TepaneBTudeckoi maroioruu [1, 2, 5, 14, 18, 35].

YpoBenb yoenureabHocTH pekoMeHaanmii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — D)

o PexoMenayercsi mpueM (OCMOTpP, KOHCYJIbTAllUS) Bpada-TPaBMATOJOra-opTorneaa MepBUYHBIN

BCEM IMalMeHTaM C KiumHWYeckuMu mpu3Hakamu MIIC | B mporiecce MOCTaHOBKH JMArHo3a ¢
IeJIbI0 TMATHOCTUKH OPTOMEANYECKHX HapyeHui [1, 2, 5, 35].
YpoBenb yoeauTeabHOCTH pekoMeHaanmii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
Kommenrapuii: opmoneduueckas xoppexkyusi HapyuleHus OCAHKU, KOHMPAKMYp CYCmasos ¢
UCNONb308AHUEM — HEXUPYP2UYECKUX Memo0o8 6Kauaem @Gu3uonpoyeoypvl U aeyedOHyIo
QusKkynemypy, ucnoawvzyrom opmoneoudeckue ycmpoticmea. Ilo noxazanuam ocyujecmensiom
Xupypauieckoe JjleyeHue CUHOPOMA KApnaibHO20 KAaHAAd, NPO8OOUMCSl SHOONPOME3UposaHue
mazo0e0penHo20 Ul KOJeHHO20 CYCMAsa, Koppusupyoujue ocmeomomuy 0iisi UCHPA8IeHUs 0cu
KOHeyHocmel.

e Pexomenayercss mnpueM (OCMOTp, KOHCYJbTAllMs) Bpada-CTOMATOJOra TEPBUYHBIA BCEM
nanueHTaMm ¢ KimandeckuMu npuszHakamu MIIC | B mporiecce mOCTaHOBKM JTUATHO3a C IEIIBIO
JMAarHOCTHKH IMaTOJOTHYECKUX COCTOSHUM YeOCTHO-THIIEBOM obnactu [1, 2, 5, 14, 18, 24].
YpoBeHnb yoenuTeabHocTH pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)
KomMmeHnTapuu: oonoanumenvno mozcym nompebo8amvcsi npuem (ocmomp, KOHCYIbMayus)
8PAUA-CIMOMAMONI02a-0pmoneda;, npuem (0CMomp, KOHCYIbMAyus) epaia-cmomamonoca-
xupypaa; npuem (0cCMomp, KOHCYIbmayus) épada-yeaocmuo-iuyeso2o xupypea [1, 2, 5, 14, 18,
24].

e Pexomenayercs npuem (TeCTUPOBAaHUE, KOHCYJBTALMA) METUIITHCKOTO MICUXO0JIOTa MEPBUYHBIN
BCEM TaIrMeHTaM ¢ kKauHudeckumu npuszHakamu MIIC | B mporiecce MOCTaHOBKH JTMAr{Hosa ¢
ICIIBIO0 OKAa3aHMs KJIMHUKO-TICHXO0J0rHYecKoi momomu [1, 2, 5, 35].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb I0OCTOBEPHOCTH 10KA3aTeJbCTB — 5)

e Pexomenayercss mnpueMm (OCMOTp, KOHCYNbTaIlUsl) Bpaya CypA0JIOra-oTOPHUHOJIAPUHTOIIOTa
MIEPBUYHBIN BCEM MalMeHTaM ¢ KiuHuYeckuMu npusHakamu MIIC | B mporiecce mocTaHOBKH
JIMarHo3a ¢ [eJIbI0 CBOEBPEMEHHOMN nuarnoctuku nopaxenus JIOP-opranos [1, 2, 5, 34, 35].
YpoBenb yoenuteabHoCTH pekoMeHaanmii C (ypoBeHb J10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)
KommenTapuu: nopascenue JIOP-opeanos sensemcss 0OHOU U3 4AcCmou COnymcmeyowell
namonoeueti. [lebiom eocnanumenvbHulx 3a001e6aHULl yXa, 2opia u Hoca u y nayuenmos ¢ MIIC
NpUXooumcs Ha panuuti demckuti eospacm. Ommeuarom yacmole CO4emanHbvle NOPaANCeHUs —

CHUJICEeHUe ciyxa, peuudueupymwue ocmpble cpedHue omunisl, OCnaHOBKU ObIXAHUSL 80 CHe,
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nocmosHHoe 3ampyoHeHue Hoco8o20 ovixauus, punumoel. Ilayuenmam c¢ MIIC moocem
nompebosamuvcs nposederue GuoOPOIAPUH2OCKONUU 8 CE:A3U C NAMOIOSUYECKUMU USMEHEHUsMU
2opmanu (ymoanweHue 2010C08bIX C8530K, Y8eIudeHUue U OMeyHOCMb YepnalosUOHbIX Xpaujell).
Pexomenayercss mpuem (OCMOTp, KOHCYJIbTalMs) Bpaya-oTanbMosora IEpBUYHBIM BCEM
nanueHTaMm ¢ KinHudeckuMu npuszHakamMu MIIC I B mpoliecce mOCTaHOBKM TUArHO3a C LEJBI0
BBISIBJICHUS TJIAyKOMBI, H3MEHEHHS TPO3PAYHOCTH TIIa3HBIX CPEIl U COCTOSIHUS ceTuatku [1, 2, 5,
35].

YpoBeHb yoenurtebHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KoMMeHTapuu:. #eob6xo0umo nposooums omanbMoCcKonuio, 20HUOCKONUK, OUOMUKDOCKONUIO
nepeone2o omoena 2nazd, 2lAa3H020 OHA, Kepamonaxumempuio, monomempuro 2iaza. Y
nayuenmoe ¢ MIIC | ommeuaemcsa pannee HepasHoMepHOe NOMYMHeHUe po20suyvl. B
OanbHelueM passusaemcs 21ayKoma, nuemeHmuas oucmpogus cemuamku. Peoko — omex oucka
3puUmenbHo20 Hepaa.

Pexomenayercsi npuem (0CMOTp, KOHCYJIbTALIMS) Bpaya-HEUPOXUPYpra NEPBUUHBIA NallMEeHTaM
¢ kmuHuvyeckumu npusHakamu MIIC | B mpoliecce mocTaHOBKM TUArHo3a C 1eNIbl0 AUarHOCTUKH
HEHPOXUPYPrUYeCKO TMAaTOJOTHH, pEIIeHUs BOINPOCOB O HEOOXOOMMOCTH U 00BbeMe
HEHpOXUpPyprudeckoro BMerarenseTsa [1, 2, 5, 14, 18, 35].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
Pexomenayercst mpreMm (OCMOTp, KOHCYJIbTAIMsl) Bpada-KapAUoJIora MepBUYHBINA MallUeHTaM C
kuHnueckumu npuszHakamu MIIC I B mpoiiecce mMOCTaHOBKM JUarHo3a ¢ HEIbI0 JUArHOCTUKU
COIYTCTBYIOIIEH KapAHOJIOrndeckoii maroaoruw. [1, 2, 5, 14, 18, 35].

YpoBeHb yoenurtebHocTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
Pexomenayercss mpoBOIUTH 6-MHUHYTHBIM TECT C XOAb0OH Yy MAallMEHTOB C KIMHUYECKHUMHU
npuzHakamMu MIIC | ¢ coxpaHeHHBIM HaBBIKOM CaAMOCTOSITENTbHON XOABOBI (€CITH HE MTPOBOAMIICS
nocineanue 6 Mec.) B IpoLiecce MOCTaHOBKU IMArHo3a C 1[e1bl0 IePBUYHOM OLIEHKH BBIHOCIMUBOCTH
(ITpunoxenue I'4) [17].

YpoBeHb yoeauTeIbHOCTH peKOMeHaanuii A (YpOBeHb 10CTOBEPHOCTH JI0KA3ATEIbLCTB — 2)

3. Jleuenue, BKJIIOYAsI MEIMKAMEHTO3HYI0 U HEMeIMKAMEHTO3HYI0 Tepanuu,
AMETOTepanuio, 00e300,1uBaHNe, MeIULINHCKHE MOKA3AHUA U

NMPOTUBOIIOKA3AHUA K IPUMCHCHUIO ME€TO/I0B JICHCHHUSA
Jleuenue MIIC mun | exmouaem Kaxk namozenemuyeckoe JeyeHue, HA3HAYeHUe
pepmenmnou 3amecmumensrou mepanuu (@3T), max u npoeedenue CUMNMOMAMUHLECKOU

mepanuu. Bedenue nayuenmoe ¢ MIIC mun | npeononacaem mynomuoucyuniuHapHulii H0OXoo0 ¢
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0053amebHbLIM - yuyacmuemM 8pava-Hespoioed, 6paua-2eHemuKd, 6paia-kapouonoz2da, epaud-
NYIbMOHONI02d,  8PAYA-2ACMPOIHMEPONo2a, —8pava-gusuomepanesma U epadeil  Opyaux
cneyuanrbHocmel, UMeowux onsim 6 le4eHul d9mo20 peoKo2o 3a001e8anusl.

3.1 IlaToreHeTu4ecKoe JeyeHue

Pexomenayercs mpueM (OCMOTp, KOHCYJIbTAIlMs) Bpadya-TeHeTUKa (MU APYTrOoro CHEIUaNCTa,
MMEIONIETo OMbIT JieueHus narueHToB ¢ MIIC |) mepBUYHBIM 1 TOBTOPHBIH (IIPH HEOOXOIMMOCTH )
BceM narertam ¢ MIIC | ¢ nenpio Ha3HaueHuUs NATON€HETUYECKOTO JIGYSHUSI U KOHTPOJIS €ro
s dexTuBHOCTH 1 Oe30macHocTH [1, 2, 5, 14, 18, 23].
YpoBenb yoeaureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3ATEIbLCTB — 4)
Pexomenayercsi  Ha3HauYeHUE/KOPPEKTUPOBKA  (EPMEHTHOH  3aMECTUTEIIBHOW  Teparuu
MpernapaToM JIapoHHUJa3a™* malueHTaM ¢ MYyKOMOJIMCaXapuao3oM | Tuma, He HPOIeIIINM
TPAaHCIUIAHTALMIO  TE€MOMOITHYECKUX  CTBOJIOBBIX  KJIETOK, C  MEJIbI0  3aMeUICHUS
MPOrpPEeCCUPOBaHUs 3a00JIEBaHUS, YMEHBIIECHUS PasMEpOB TMEUYEHU U CEJEe3CHKH, YIyUIIeHHS
(byHKIMH cepla, CHIKeHUs YpoBHsI SKckpeTupyembix AT [11-14, 17].
YpoBeHb yoeauTeIbHOCTH peKoOMeHaanmnii A (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — 2)
Kommenmapuu: naznauenue u xoppekmuposxy P31 mooncem ocyujecmensimes 8pau-2eHemux,
gpau-mepanesmlepau  obweti npakmuxu (CeMmeunvlll  8pav), 6pay-HespoNoz UlU  Opyeol
cneyuanucm, umerouuil onvim aederue nayuenmos ¢ MIIC |. Ilpenapamom onss D3T sensemcs
aaporudaza™* (ko0 ATX A16AB0S5). B 1 mn pacmeopa codepocumces 100 EJ] (npubauzumenvro
0,58 me) naponuoazvl™*. Smo pexombdbunanmuas gopma uenoseyeckou arvgha-L-udyponuoasut,
NpouU3B00UMAsL C UCNONb308AHUEM meXHoo2uu pexomounanmuou JJHK 6 xiemounoti Kynemype
Kumatickux xomaukos. @D3T npeonasnauena On 0OCCMAHOBNEHUS YPOGHS (DEPMEHMHOU
aKmMusHOCmMuU, 00CMamouHo20 0 euopoausza HaxoniewHvlx I'Al" u ona npedomepawenus ux
oanvHeuue2o Hakonnenus. Ilocne esedenus 1aponudaza™* ovicmpo 6b1600UMCs U3 CUCIEMHO20
KPOBOMOKA U NO2NIOWAEMCS KIeMKAMU, NOCMYNAS 8 UX TU30COMbL Yepe3 ManH030-6-gocammuvie
peyenmopwbl. PexomenoosanHwlll pedicum 003Upo8aHus: excenedeivHoe 8gedeHue ¢ 0oze 100
Ell/ke 6 eude 6/6 ungysuu. Hauanovnas ckopocmov edenus, cocmasasaowan 2 Ell/ke/y, npu
Xopouteti nepeHOCUMOCIU MOACEM NOCMENEeHHO Y8eIUdU8aAmbCs Kaxcovle 15 MuH, MakcumanbHo
00 43 E]l/ke/u. Becb neobxooumwlii 00vem pacmeopa 00axicen 0vbimb 66e0eH NPUOIUUMENLHO 8
meuenue 3—4 y. [12, 13].

Cnedyem obpawame GHUMAaHUe HA COOMOOeHUe UHMEPBALo8 MedcOy UHDY3UIMU U
HeoonyCmuMocms nepepbvleos 8 mepanuu, m.K. HapyuleHue pelcuma ie4eHus conpo8oICOAencsl
NOMEHYUATbHBIM PUCKOM VYXYOUEHUS COCMOSHUS NAYUeHma U Npocpeccupo8anus CUMNMOMO8

MIIC I
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Beeoenue ocywecmensemcsa uepez nepughepuueckuii 6eHo3mwili kamemep (Kamemep
nepugepuyeckutl) um  uepez  nopm-cucmemy  (nopm — UHQY3UOHHLIU/UHDEKYUOHHBII,
umnaaumupyemoli ***, ycmanosxka nopma 6 yenmpanbHylo 8eHy), Komopule yCmaHasiuearomcs
CO2NACHO MemooudecKum PYKOBOOCMEaM «Benosnwiii docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNOb308AHUEM He0bX00UMbLX
JiekapcmeenHulx  cpedocms. Ilopm-cucmemvl  ycmanasnusaiomes cozanacho Pacnopsascenuro
Ilpasumenvcmea Poccuiickoti @edepayuu om 31.12.2018 Ne 3053-p « O6 ymeeparcoenuu nepeuns
MEOUYUHCKUX U30eNUll, UMNIAHMUPYEMbIX 8 OP2aHU3M 4Yelo8eKd NpuU OKA3AHUU MeOUYUHCKOU
NOMOWU 8 pPAMKAX NPOSPAMMbBL  20CYOAPCMEEHHLIX 2apanmuli  Oecniamuo2o OKA3aHUs
2padtcoaHam MeOUYuHCKOU NOMOWU, a MakdHce nepedrss MeOUYUHCKUX U30enull, OmnycKaemvlx no
peyenmam Ha MeOUYUHCKuUe uz0enus npu npeodocmasieHul Habopa COYuaIbHbIX YCIy2y.

Jleuenue npoeooumcs npu omcymcmeuu npomueonoKaA3aHUlL.

Hnuyuayua @3T nayuenmam cmapwie 18 nem noseonsnem ymeHbUUMb pazmepvl neueHu u
cenezenku u akckpeyuu I'Al, enuanue na cocmosiHue Opyeux cucmem opeaHos He 3HA4UMenbHO.
Bspocnvim nayuenmam ¢ MIIC I neobxo0umo npouzeoounsv nepuoouteckyio OYeHKy KIUHUYeCcKux
CUMNMOMO8, KoHmponuposams yposeHv IAl 6 moue (nymem ucciredosauus cnekmpa
2NUKO3AMUHOSTIUKAHOB 8 MOYe MemOoOOM INeKMPodope3a u Memooom CHeKmpogdhomomempuu) u
He pedice 00HO20 pasa 8 200 OYeHU8amv AKmusHocmsv ¢hepmenma anrvgha-L-udyponuoasvl. V
g3pocavix nayuenmog c¢ MIIC I, komopwvim 6 Oemckom e6o3pacme Obviia npouzeeodeHd
mpancnianmayus 2emonosmuyeckux cmeonosvix kiemox (TI'CK), 6 ciyuae npoepeccuposarust
cumnmomos, yeeauvenuu 1Al 6 moue, CHudXCEHUs AKMUBHOCMU depMeHma, HeoOX00UMo
paccmompems HasHauenue D3T.

Pexomenayercss  HAa3HAYCHHE/KOPPEKTHPOBKA  (EPMEHTHOW  3aMECTHTEIBHOH  Tepamuu
MpemnapaToM JJapoHHUa3a™* marueHTam ¢ MyKOIMoJIMcaxapua030M | THima mocie TpaHCIIaHTaIl|H
TEeMOITO3THYECKUX CTBOJIOBBIX KJIIETOK C HU3KOW aKTUBHOCTBIO (hepMeHTa aibda-L-mmaypoHuaassl,
C IIeNbI0 3aMelJIeHHs] MPOTPECCUpPOBAHUS 3a00JeBaHUS, YMEHBIICHHsS] pa3MEpOB IEUEHU H
CEJIC3CHKH, YIIydllleHHs (QYHKIUH Cep/lla, CHIKCHUS YpOBHsI SKckpeTupyembix ['AT [11-14, 17].

YpoBenb yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbLCTB — D)

3.2 CuMOToMaTH4YecKoe JeueHne

Jleuenue xponuueckux 3abo0nesanutl (N0BEOCHUECKUX HAPYULEHUL, 0QMATbMOLIOSUYECKUX
Hapyuwlenutl, — opmoneoudeckol  Namono2uu,  CYOOPOICHO20 — CUHOPOMA,  APMEPUANbHOU
2UNEPMEH3UU,  CepOeYHOU  HeOOCMAMOYHOCMY,  PeyuousuUpylowux  Omumos,  Y4dcmolx
pecnupamophuvix 3aboneeanutl u 0p.) y nayuenmog ¢ MIIC | pexomenoosarno npoooums c

yuemom ()eﬁcmey;ou;ux KIUHU4YeCKUux pekomem)auuﬁ, npuHUMasa 60 GHUMAHUE pe3)jlbmdanibl
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KOMNIEKCHOU OYEHKU CO CHIOPOHbL 8CeX OP2AHO8 U CUCMeM U NEPCOHANUUPOBAHHbIE Yelu
nayuenma.

PexoMeHayercsi TPOBEJACHUE MEIUKAMEHTO3HOW TpeMenuKanuu (TpyIHIod —ImpernapaToB
AHTUTUCTAMUHHBIC CPEJICTBA CHCTEMHOTO JEHCTBUS W/WIIM TPYIIOW JIPYrHe aHAIBI'CTHKH M
aHTUIHPETUKAMH) ¢ Tocheayolieii nHdy3uei npemnapara taponuaaza™** scem namuerntam ¢ MIIC
| mpu mosiBNEeHMM MOOOYHBIX ajulepruuecKkux peakuuid B mpouecce nHPysun DP3T c mensio
KyIHpoBaHus coctosuus [2, 17, 18].

YpoBeHb yOeTUTEIHLHOCTH PeKOMeHAanuii A (YPOBeHb 1I0CTOBEPHOCTH /10KA3aTEJIbCTB — 2)
KommenTapmii: y nayuenmos ¢ MIIC, nonyuarowux D3T, xax u npu 6/8 ésederuu 006020
Opy2020 0enKo8020 npenapama, Mo2ym passumscs noOOYHble peaxkyuu (Iuxopaoxd, 03HOO,
pBOma, KpanueHuyd, msdicenvle peakyuil cUnepuyys8cmeumerbHOCmu aulepeutecKkoeo muna),
paszeusarowuecs Ul 6 npoyecce UHQY3UU ulu 8 meuenue OHs nposedeHus undysuu. Ilpu
Pazeumuy aiiepeuteckux peaKyuii Mo2ym npumMeHsamvbCs npenapamsi 2pynnsl KOPMuKoCmepouobl
cucmemno2o Oeucmeusi (Hanpumep, npeonusonon™*). Ilpu nosgnenuu noOOUHLIX peaxyull 8
npoyecce/nocie uHQy3uu HeobxXo0uUMo npPoeoOUMsb COOMEEMCmayrwee ieueHue, npu KOmopom
cmoum  cnedosams  COBPEMEHHbIM CMAHOAPMAM — OKA3AHUSL MEOUYUHCKOU NOMOWU NO
COOMBEMCMBYIOUUM NATNOJIOSUSIM.

Pexomenayercst paccMOTPETh BOIPOC O HEOOXOAUMOCTH MPUMEHEHUS MPErnaparoB TPYIIIbI
AO06AD ocmoTnueckue ciadbutensHble cpeacTa manuentam ¢ MIIC I ¢ HapymeHUsIMI MOTOPUKHU
eIy TOYHO-KHUIIIEYHOTO TPAKTa C ISJIbI0 HOpMaIu3aIuu coctostaus [1, 2].

YpoBenb yoeauTeabHOCTH pekoMeraanmii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeJIbCTB — 5)
Kommenrapuu: gozmooicro ucnonvzosanue npenapama AO6ADL1 Jlaxmynoza** no 15-45 mn
cymku. J{ns naznauenus/koppekmuposku mepanuu HeoOXo0um npuem (0CMomp, KOHCYIbmayus)
8paua-mepanesma/8pava oowell npaKmuku (cemelno2o 8paia) u/umu 8paia-2acmpodIHmeponoa.
PexoMeHayeTcst pacCMOTPETh BOTIPOC O HEOOXOIMMOCTH NTpUMeHeHus npemapatoB rpymnbl NO3
MIPOTHUBOAMIIIIETITHYECKHE Tpenapatsl naiuentam ¢ MIIC I, ctpagaroniuM OT STTUIIETICHH, C IIETBI0
KyIHPOBaHUS U MPO(YHUIAKTHKY BOZHUKHOBEHHUS Oyayiux mpuctymnoB [32, 37].

YpoBensb yoeauteabHOCcTH pekoMeHaanmii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 4)
Kommenrapuu: obwas pacnpocmpaneHHOCMb — SNUNENCUU  NPU  MYKONOIUCAXAPUOO3AX
cocmasnsiem oxono 30%, xoms noxazamenu pazuvlx uUcciedogamenell MO2Yym 8apbUpO8aAmMbCsl.
Beposimno, omcymcmeyem — pazHuya mexcoy JedeHuem ONulencuu  y NayueHmos ¢
MYKOROAUCAXAPUOO3ZOM U  OpYeUMU NAYUEHMAMU, NOIMOMY ClAedyem NpPUOepICUBAMbCS
CMAHOAPMHBIX PEKOMEHOAYULL NO Je4eHUr0 dnuiencuu. [l HazHaveHus u/uid KOppeKxmuposKu

mepanuu Heobxo0um npuem (0CMomp, KOHCYIbMayus) 8pava-Hespoio2a.
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e Pexomenayercsi paccMOTpeTh BOIPOC O HEOOXOAUMOCTH MPUMEHEHHs MpEenapaTroB TPYIIIBI
NO3AX ppyrue nporuBodnwientuueckue npenapatsl nanuestam ¢ MIIC 1 npu xponndeckoit
HEHpOMaTH4ecKol OOJM C IIeNbI0 KYMHPOBaHHS OOJIEBOIO CHUHIPOMA, YIYyYIIEHHs KauecTBa
xu3uu [33].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KommenTapuu: 0ns nHasnavenus u/unu KOppekmuposKyu mepanuy HeobXooum npuem (ocmomp,
Koncynbmayust) epada-wesponoza. Ionosxcumenvroeo s¢pghexma hpapmaxomepanuu xponuseckoul
oonu y nayuenmog ¢ MIIC modsxcrno 0obumuvcs npu yuéme npuHuUMaemvbix NayueHmom npenapamos
U pecyiapHOM — MOHUMOpPUHee  Oe3onacHocmu  jedenus. Ippexmusnvl  npenapamol,
8030elicm8yIouuil Ha YeHmpaibHble MeXaHUuzMvl hopmuposanus xpoHudeckoul oonu. [lpu revenuu
bonesoeo cunopoma y nayueHma ciedyem ucnoib308ams HauMeHee UHBA3UBHBIU CNOCOO.

e Pexomenayercsi mpueM (OCMOTp, KOHCYJbTAIlUs) Bpada-TepareBTa/Bpada oOIIeld MpaKTHKU
(cemeitHOTO Bpava) MepBUYHBINA U MMOBTOPHBIN (ITpH HEOOX0UMOCTH) BceM narmentam ¢ MIIC |,
IIpY HAJIMYMM TTOKA3aHUM, C LEJIbI0 HA3HAYEHMsI CUMIITOMATUYECKOTO JIEYEHUSI U KOHTPOJIS €ro
sbdextuBHOCTH M Oe3omacHocTH [1, 2, 5, 14, 18, 35].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB — 4)

e Pexomenayercss mpuem (OCMOTp, KOHCYJbTalMs) Bpada-opTalbMOJIOra TMEPBUYHBIA U

MOBTOPHBINA (pu HeoOxoaumoctn) naruentam ¢ MIIC |, mpu Hanmuuuu MOKa3aHUH, C IETbIO
HA3HAYCHHUS CUMIITOMATHYECKOTO JICYSHHUSI U KOHTPOJIs ero 3ddexTruBHOCTH U Oe3omacHocTH [1,
2,5, 35].
YpoBenb yoeauTeabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3ATEIbLCTB — 4)
Kommenrtapuii: npu ogpmanemonozuueckux HapyuieHUsx npo8ooumcs jedenue no NOKa3aHusaM,
noobop mepanuu  OCyWecmensemcss HA OCHOBAHUU — KIUHUYECKUX PeKOMeHOayuti no
COOMBemcmeayIouuUM HO30102UIM.

e Pexomenayercss rmpuemM (OCMOTp, KOHCYJbTAIUsl) Bpauda-CypAosiora-oTOPHHOJIAPUHTOIOTa

MIEPBUYHBIN U TOBTOPHBIN (IIpu HeoOxoqumocTn) nmanuentaM ¢ MIIC |, mpu Hanmuunm nmokazaHuii,
C LENbI0 HA3HAYEHHs] CHUMIITOMATHYECKOTO JIEYEHHS M KOHTPOJs ero 3((eKTUBHOCTH WU
6ezonacuoctu [1, 2, 5, 34, 35].
YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
KommMmenTapmii: peyuousupyiowue omumsl, uacmvle pecnupamopmvie 3a0071e6aHUs 6EPXHUX
ObIXamMenbHblX nymeti mpedyiom npoeeoeHus CUMNMOMAMUYECKOU, aHMUOAKmepuailbHoll
mepanuu. Jleuenue u OuazHOCMUKY NpPOBOOSIM HA OCHOBAHUU KIUHUYECKUX DEeKOMEeHOayuu no
coomeemcemayiouwum nozonocusm [1, 34].

e PexoMenayercsi npueM (OCMOTpP, KOHCYJIbTAlMsl) Bpada-HEBPOJIOTa MEPBUYHBIA U MOBTOPHBII
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(mpu Heobxomumoctu) manueHtam ¢ MIIC, mpu HanmMyuM MoKa3zaHUM, C LENbI0 Ha3HAUYCHUS
CHUMITTOMATHYECKOTO JICUCHHS ¥ KOHTPOJIs ero 3 dekTuBHOCTH U 6e3onacHoctu [1, 2, 5, 35].
YpoBenb yoeaureabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbLCTB — 5)
Kommenrapmii: y nayuenmos ¢ MIIC npu nanuuuu snunenmuyeckux npucmynos pekomMeH008aHo
UCNOIb3068aAHUE NPEenapamos U cxem nedeHus, Ha OCHOBAHUU COOMBEMCMBYIOWUX KIUHUYECKUX
pexomenOayuil. JleueHue nogedeHueckux HapyuleHul npo8ooOUmMcs 6Pa40M-He8PONI020M, 0ObIYHO
UCNONL3YIOMCS. Npenapamsl 2pynnbl CHOMBOPHblE U ceoamueHvle cpeocmed, AHKCUOIUMUKU,
opyaue anmuncuxomuyeckue cpeocmed. Bvibop npenapama, 003upoeka, OnumenbHOCmb Kypca
onpeodensromes unousudyarvio. Hawunarom npuem OaHHbIX npenapamos noo muamenbHbim
8PAYEOHBIM KOHMPOTIEM 8 YCI0BUAX KPY2IIOCYIMOYHO20 UNU OHE8HO20 CIAYUOHAPA.
Pexomenayercsi npuem (OCMOTp, KOHCYJIbTALIMS) Bpaya-TPaBMaTOJIOra-opTore/1a MepBUYHBINA U
MOBTOPHBINA (TIpy HeoOxoaumocTH) nanueHTam ¢ MIIC |, nmpu Hanuuuu MoKa3aHW, ¢ IENbIO
HA3HAYCHHUST CUMIITOMATHYECKOTO JICYCHUS] U KOHTPOJIS ero 3(h(deKTUBHOCTH 1 Oe3onacHocTH [1,
2,5, 35].

YpoBenb yoeaureabHocTH pekoMeHaanmii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
KommenTapuii: opmoneouueckas xkoppekyusi HapywieHuss 0OCaHKU, KOHMPAKMYp CYCMAB08 C
UCNONIL308AHUEM  HEXUPYP2UUEeCKUX Memooos eKauaem usuonpoyedypol u Jae4ebHyIo
QuzKkynemypy, ucnoawvzyrom opmonedudeckue ycmpoticmea. Ilo noxazanusm ocyujecmensiom
Xupypauieckoe JleyeHue CUHOPOMA KApnaibHO20 KAaHAld, NPO8OOUMCSl IHOONPOMeE3UposaHue
mazo0e0perHHo20 Ul KOJeHHO20 CYCMAsd, KOppusupyoujue ocmeomomuu 0isi UCHPA8IeHUs ocu
KOHeYyHocmel.

Pexkomenayercs mprueM (OCMOTp, KOHCYNIbTAIMs1) Bpaya-KapHOJIora MepBUYHBIA M MOBTOPHBIIA
(npu HeobOxoaumocTH) nauueHtam ¢ MIIC |, npu HanuMuuu Noka3aHWil, C 1EJbI0 Ha3HAYCHUS
CHUMIITOMATHYECKOTO JICUCHHS ¥ KOHTPOJIs ero 3G GeKTUBHOCTH U Oe3onacHocTu. [1, 2, 5, 35].
YpoBenb yoeauteabHoOCTH pekoMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — D)
Kommenrapuii: pexomenoosano yuacmue MyiomuOUCYUNIUHADHOU KOMAHObL 8 Be0eHulU
cepoeunou neoocmamounocmu y nayuenmog ¢ MIIC 1. [Ipu neuenuu apmepuanvHol 2unepmonuu
y nayuenmog ¢ MIIC [ pexomenoosano HasHaueHUe AHMUSUNEPMEH3UBHOU Mmepanuu 8
coOmeemcmeul ¢ KIUHUYeCKUMU PEeKOMeHOayuamu « ApmepuanbHas 2unepmonust y 63poCivlXy.
Pexkomenayercss mpueM (OCMOTp, KOHCYJIbTAIMs) Bpada-xupypra JiedeOHO-IUarHOCTUYECKHIA
MIEpBUYHBIN U TOBTOPHBIH (1IpH HeoOxoaumocTn) mauuentam ¢ MIIC I, npu Hanuyum nokasaHuii,
C IENbI0 PEUICHUS BOMPOCOB O HEOOXOIUMOCTH U OObEME XUPYPruyecKOro BMEIIATEIbCTBA,

HA3HAYCHUS] CAMIITOMATUYECKOTO JICYEHHSI, KOHTPOJIs ero 3 GeKTUBHOCTH U Oe3onacHocTH [1, 2,

5, 35].
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YpoBenb yoeaureabHocTi pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3ATEIbLCTB — D)

Pexomenayercss mnpueMm (OcMOTp, KOHCYJIbTallMsl) Bpada-HEHpPOXUpypra NEpBUYHBIM U
NOBTOPHBIN (mpu HeoOxoaumoctu) nanueHTam ¢ MIIC |, nmpu Hanuuuu mokaszaHHii, ¢ IENbIO
pelIeHusi BOMPOCOB O HEOOXOJMMOCTH M OOBbEMe HEHPOXHPYPrHYecKOTO BMEIIATENhCTBA,
Ha3HAYCHUS] CHMIITOMATHYECKOTO JICUCHHS, KOHTPOJIsI ero 3G pekTuBHOCTH 1 Oe3omacHocTH [1, 2,
5, 35].

YpoBenb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3ATEIbLCTB — 4)

Pexomenayercss npueMm (OCMOTp, KOHCYJbTallMsl) Bpada-NyJbMOHOJOTa TEPBUYHBIA U
MOBTOPHBINA (Tpu HeoOxoaumocTH) manuentam ¢ MIIC I, mpu Hanuuuu moka3zaHui, C LENbIO
Ha3HAYCHUS] CUMIITOMATUYECKOTO JICYCHUsI U KOHTPOJIs ero 3ddexTuBHOCTH U Oe3omacHocTH [1,
2,5, 35].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)

KomMmeHnTapuu: uacmoie 3a60n1e8anusi 8epXHUX U HUNCHUX ObIXAMENbHbIX Nymel mpeoyom

npoGedeHUs CUMNIMOMAMuU4ecKkoll, anmubakmepuaivhol mepanuu [1, 14].

3.3 Xupypruyeckoe Je4eHue.

Xupypeuueckoe neuenue nayuenmos c¢ MIIC | credyem npogooums npu yuacmuu
MYTbMUOUCYUNTUHADHOU KOMAHObL 8 COOMBEMCmEUU ¢ OelucmeyioWuMu  KIUHUYeCKUMU
PEKOMEHOAYUIMU.

PexoMeHayeTcsi mpoBeIeHNE OTepaIiii HEBPOJIU3 U JiekoMIipeccust Hepsa nanuentam ¢ MIIC |
C COXpaHHBIM HMHTEJUIEKTOM W HapylleHWeM (QYHKIMU KHUCTEH WU C HapyIIeHUEM HEpPBHOM
MPOBOJAUMOCTH 110 pe3yiabTataM DHMI' ¢ 1enbio JoCTHKEHHUST OBICTPOT0 CTOMKOTO YITYUIICHUS
GyHKIMI BepXHUX KOHEeuHOCTew [14, 19-22, 36].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)
KommenTapuu: uacmoma peyuougoé KapnanbHo2o MOHHENbHO20 CUHOPOMA y NAYUEHMO8 C
pasauunvimu munamu MIIC neuzeecmua. IlockonvKy nosmophas Komnpeccus MeOuanHo2o Hepea
gcrneocmeue pyoyesaHus UiU OMIONCEHUS 2NUKOZAMUHOSIUKAHO8 B03MOJNCHA, HE0OX00UMO
npoododicame Habaroenue. Heobxooum npuem (ocmomp, Koncyibmayus) epada-xupypea u/uiu
8PAYA-HeUPOXUPYpea ¢ Yeiblo peuleHus 8ONpoca O HeoOXOOUMOCMU U 0ObeMe B03MOICHO20
XUpypau4ecko20 emMeuamenbCcmaed.

Pexomenayercsl IpoBeieHNE BEHTPUKYJIO-TIEPUTOHEAIBHOIO IIyHTUpOoBaHus nauuentam ¢ MIIC
I Tuna npu coobaromeiics ruaponedany ¢ IPOrpecCUPyOUUM YBETUUEHUEM eIy J0UKOB 110
naHabM MPT u/unu moaTBepKAEHHBIM MTOBHIIICHUEM JaBIICHUS 1IepeOpOCTHHAIBHOMN KUIKOCTH

6ostee 250-300 cM BOAHOTO CTOJIOA € HENBIO KYITHPOBAHUS MATOJIOTMUYECKOTO cocTosiHus [14, 19-

22].
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YpoBenb yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 4)

KomMmenTapuii: neoOxooum npuem (ocmomp, KoHcyibmayusi) 8paia-Heupoxupypea ¢ yeiwvio
Ppewerust oOnpoca 0 HeoObX0OUMOCHU U 0ObeMe BO3MONCHO20 XUPYPSULECKO20 BMEUUAMeNbCmed.

PexoMeHI0BaHO  TIPOBEJCHUE  OMEpaldd  JEKOMIIPECCHS  IMO3BOHOYHOTO  KaHaja
MHUKpoxupyprudeckas nmanueHTam ¢ MIIC | ¢ muarHocTHpoBaHHBIM CTEHO30M IICHHOTO OT/Iela
TI03BOHOYHUKA C IIeJIbI0 yCTpaHeHus creHosa [14, 19-22].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — 4)

KomMmenTapuu: neobxooum npuem (ocmomp, KoHcyibmayusi) 6paia-Heupoxupyped ¢ yeiwvio
peueHus 6onpoca 0 HeoOX0OUMOCMU U 0ObeMe B03MONCHO20 XUPYPSUUECKO20 BMeUamelbCmed.
Coasnenue  cnumHo20 ~ MO32a  NPUBOOUM K HeOOpAMUMBIM — HEBPOIOCUHECKUM
HAPYULEHUSAM, ONepayuro ciedyem paccmMampusams oaxce y NayueHmos 6e3 HespoLocUdecKoll
CUMNMOMAMUKU, eClU CASUMMATbHbIN OUaMemp NO360HOYHO20 KAHANA CYIlceH Ooiee yeM Ha
50%. Xupypeuueckoe  emewamenbcmeo  OONNCHO — BbINOJHAMBCA — pAHbULE — PA3BUMUS
HeBPON02UYeCKUX NPOABLEHUL.

PexoMeHnayercsi SHIONPOTE3MPOBAHUE OPTOMNEIUYECKOEe Ta300€PEHHOT0 CyCTaBa /WA
SH/IONPOTE3UPOBAHUE OPTONEINUECKOE KOJIEHHOTrO cycTaBa naruentam ¢ MIIC | nmpu Hanuuun
MOKa3aHW U OTCYTCTBHH Y(PQPEeKTa OT KOHCEPBATHMBHON TEpaluu C IENbI0 BOCCTAHOBIICHHS
byHKIMA, ycTpaneHus nedopmanuii v yaydiieHus kadecTsa xu3nu [1, 2, 14, 20, 22].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KommenTapmii: neobxo0um npuem (ocmomp, KOHCYIbMAYUsL) 8pAYa-mpasmamonoea-opmoneod
C Yenvio peuleHus 80npoca O HeoOX00UMOCMU U 00beMme B03MONCHO2O XUPYPIUUECKO2O0

emeuiamesibcmed.

4. MeauuMHCKas peadWIuTANNS U CAHATOPHO-KYPOPTHOE JIeYeHne,
MeJIMINHCKHE MOKA3AHUS M MPOTHUBONOKA3AHUSA K IPUMEHEHNI0 METO/10B
peadHIUTANMH, B TOM YHCJIe OCHOBAHHBIX HA MCI0JIb30BAHUM MPUPOIHBIX

JeyeOHbIX GaKTOPOB

Cnenuduueckoit peadunuraruu namueHtaMm ¢ MIIC 1 nHe Tpebyercsa. B kpyr
peabunuTanroHHbIX MeponpusaTuii manueHtaMm ¢ MIIC I MoryT OBITH BKITIOYCHBI 3aHSTHS C
MICUXO0JIOTOM, OTABIX B CHELHAIU3UPOBAHHBIX CAHATOPHSX, a TAKXKE COLMAlbHAs ajanTalus C
y4acTHEM CIICIIUATNCTOB U COLMATBHBIX pA0OTHUKOB, Kypchl Maccaxka. Crenupuieckine MeTO bl

peabuauTanuy Mpu HATMYUK OCIIOKHEHUN yKa3aHbl B COOTBETCTBYIOMIMX pa3zesnax.
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5. HpO(l)I/IJIaKTI/IKa U TUCIIAHCEPHOEC Haﬁ.moz[eHne, MEAUIINHCKHE ITIOKA3aHNUA "

NMPOTUBOINIOKA3aHUsI K IPUMEHCHUI0 METOI0B Hqu)I/IJIaKTI/IKI/I

e Pexomenayercs rpueM (OCMOTp, KOHCYJIbTAIIMS ) Bpada-reHETHKA TIEPBUYHBIN 1 TOBTOPHBIH (TIpH
HEe00X0MMOCTH)/ JHUCMIAHCEPHBI mpueM (OCMOTpP, KOHCYJbTAIMs) Bpaya-T€HETHKA BCEM
narueHTam ¢ MIIC | ¢ ycTaHOBIEHHBIM AUArHO30M U/WJIH €r0 O(PHUIIMATEHBIM PEICTABUTEINSAM, C
LENbI0 Pa3bsICHEHUM TE€HETUYECKOIO0 pHUCKa, OOCYXJIEHUS BO3MOXHOCTEH IpeHaTalbHOU H
MPEUMILIAHTAIIMOHHON JMAarHOCTUKH B CEMbE, KOHTPOINs J(PGEKTUBHOCTH M 0€30MacHOCTH
maTOreHeTHUeCKon Tepanuu [2, 6, 23, 35].

YpoBeHb yoeauTeabHOCTH pexoMeHaanuii C (ypoBeHb JI0CTOBEPHOCTH I0KA3aTEIbCTB — 4)
KommenTapmuii: cembsim ¢ 0OOonbHbIMU  OembMU  DEKOMEHOYemcs MeOUKO-2eHemu4ecKoe
KOHCYIbIMUPOBAHUE C Yelbl0 ONpedeieHUsl 2eHemuyecko2o pucka. Kaxk u npu opyaux aymocomHo-
peyeccusnvix 3abonesanusix, npu MIIC mun | 03 kascool bepemennoCmu puck posicoeHus
pebenxa cocmasnsiem 25%. B cemwvsx, 20e ecmb 0OONbHOU peOEHOK, BO3MONCHO NPOBeOeHUe
NPEeHamaibHOU U NPEUMNIAHMAYUOHHOU 2eHEeMUYecKoUu OUAeHOCMUKU. /s 9moeo pooumensim
HeoOX00uMo 0bpamumvbcs 6 Cneyuanusupo8anHvle OudacHocmudeckue Jnabopamopuu U
Meouyunckue yenmpol. IIpenamanbHas OuazHocmuka nposooUmcs MoieKyIapHO-2eHemudecKUMU
UnU OuoXuMUHecKuMu memooamu, nymem uccieooganus JJHK, evioenennou uz buonmama 60pcum
xopuona na 9-11 nedene bepemenHHOCMU U/UNU KIEMOK AMHUOMUYECKOU HCUOKOCMU, NIOOHOU

kposu Ha 2(0-22 nedene bepemenHoCmu.

5.1 llpeHaTajJbLHasg IMATHOCTHKA

e Pexomenayercsi TMpOBEICHWE TNPEHATAIbHOW U MNPEUMIUIAHTAIMOHHOM TIE€HETHYECKOH
JMArHOCTHKH BCEM CEMbSIM, OTATOLICHHBIM XOTs Obl omgumM ciaydaemM MIIC |, mos xaxmoi
HOCIIEAYIONICH OEpEMEHHOCTH, C LENbI0 MPOPUIAKTHKY HACIEACTBEHHOM maroioruu [1, 2, 14,
18].

YpoBenb yoeauTeabHoCcTH pekoMeHaanmii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — 4)
5.2 lucnaHcepHoe HA0JII0leHHe

e Pexomenayercs ompenencHUE YPOBHS TIIMKO3aMHUHOTJIMKAHOB MOYM M 3JEKTPOodOpeTHIecKoe
UCCJIeIOBAaHNE TJIMKO3aMHHOTJIMKAaHOB MOYM He pexe 1 paza B 6 MecsleB B mpoliecce
JMCIIAaHCEPHOTO0 HAOMIOJCHUS] BCEM MAallMeHTaM C MYKOIOJUcaxapuao3oM | Tuma ¢ IeNbio
KOHTpOJIs 3 (PEeKTHBHOCTH TTaTOreHEeTHYECKOM Tepamuu [7, 8, 28].

YpoBeHb yOeIUTEIbHOCTH PeKOMeH1aluil B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

e Pexomenayercs mpoBejeHHE 00IIEro (KIMHUYECKOTO) aHaIN3a KPOBU (MCCIICOBAHUE YPOBHS

O6IJ.[CFO FCMOFJ’IO6I/IH3, OPUTPOLUTOB, HeﬁKOHHTOB, TpOM6OI_[I/ITOB B KpOBH, OLICHKA I'EcMaTOKpHUTa,

27



HCCIIEIOBAaHNE CKOPOCTH OCEAAHUS IPUTPOLMTOB, MU HepeHIIMPOBAHHBINA MOICUET JIEHKOIIUTOB
(;mefikorutapHast hopmyiia)) Bcem naimentam ¢ MIIC | B mporiecce aucriancepHOTO HAOIIOICHUS
(dacToTa — MO MOKa3aHUSIM) C LENbI0 OLEHKH OCHOBHBIX MapaMeTpPOB KPOBETBOPEHUS U
BBISIBJICHUS] BOBMOXHBIX HH(EKIIMOHHBIX mporieccos [27, 30, 31].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — 4)

KomMeHTapuu: 6 c6a3u ¢ 8blCOKUM PUCKOM pA3GUMUSL UHMEPKYPPEHMHbIX UHDeKyul,
acnupayuouHot nHeemonuu y nayuenmoe c¢ MIIC pexomendyemcs nposedeHue OaHHO20
ucciredosanus He pexce 1-2 paz 6 200.

Pexomenayercss mpoBeleHHE aHaiM3a KpPOBH OHOXMMHUYECKOTO OOLIETepaneBTUYECKOrO
naientam ¢ MIIC B mpomecce IUCIAHCEPHOTO HAONIONCHHUS C IENBIO  ONpPENeICHUs
(bYHKIIMOHAILHOT'O COCTOSTHUS MIEUCHU, KOTOPast SBJSIETCS OJTHUM U3 OpraHoB-mMuiieHen mpu MIIC
[5, 29, 41].

YpoBenb yoeauTeJbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEJIbCTB — 5)
KomMmenTapuu: npogooam onpedenenue aKmueHOCMU — ACRAPMAMAMUHOMPAHChepaswl,
ANAHUHAMUHOMPAHChepassl,  1AKMamoecuopoceHasvl,  weiounou  gocgamasvl, eamma-
2MOMAMUIMPAHCchepasvl 8 Kposu, UCCLe008aHUue YPoeHs 00we20 Ourupyouna, ounupyouna
CBA3AHHO20 (KOHBIO2UPOBAHHO20), XOAECMEPUHA, MPULIUYEPUOos8, arbOYMUHA, 21H0KO3bl,
KpeamuHuHa, oowe2o benxa, Hampus, Kauus, 0ouje2o Kanvyus 8 Kposu. Mcciedosanue npogoosim
Kaodicovle 6 mecsiyes.

PexoMenayeTcs1 yIbTpa3ByKOBOE HCCJIEIOBAHUE OPTaHOB OPIOIIHOM MONOCTH (KOMIUIEKCHOTO)
W/WJIM MarHUTHO-PE30HAHCHON TOMOTpaduu OpraHOB OPIOITHOM MOJIOCTH W/HIIA KOMIBIOTEPHON
ToMorpaduu opraHoB Opro1IHOM monocT BceM nanueHTam ¢ MIIC | B mporiecce nucnaHcepHOTO
HaOMroeHusT (4acToTa — I10 TIOKA3aHUsM) C IIEeTbI0 OLEHKH IMHAMHUKH Pa3MEpOB TEYECHU U
ceneseHkw [1, 2, 5].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: evis61110mes ymepenuas cenamomezanus uiu 2enamocnienomezanusi. Ha gone
mepanuu pasmepvl NeYeHU U Cele3eHKU YMEHbULAIOMCAL.

Pexkomenayercss TpOBEICHHE MAarHUTHO-PE30HAHCHONM ToMoOrpaduu MO3BOHOYHUKA (OJIUH
OTJIeNT), B TOM 9YHCIIE C MPUMEHEHHEM KOMOWHUPOBAHHOTO WHTAIAIMOHHOTO HapKo3a — IpH
HeobxonumoctH), nanuentam ¢ MIIC | B mpouecce aucnancepHoro HabmtoAeHUs He pexe 1 pasa
B 24 MecsIia ¢ 1eTbI0 BRISIBIICHHS KOMIIPECCHH CITMHHOTO Mo3ra [1, 2, 5].

KommenTapuu: npu Heobxooumocmu, npogoosim MASHUMHO-PE30HAHCHYI0 MmomMozpaghuio
N0360HOYHUKA (00UH omoden) ¢ NpUMeHeHUueM KOMOUHUPOBAHHO20 UHRANAYUOHHO20 HAPKO3A.

Hecmabunvrnocmo AnlaimoaKkCudilbHoc0  COYJIEHEHUS  MOIHceEm Obimb  BvlAGIeHA npu
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penmeenozpapuu uietinoco omoena N0360HOYHUKA C (PYHKYUOHATbHBIMU NPOOAMU, OOHAKO Ois
NOOMBEPHCOEeHU. KOMNPECCUU CNUHHO20 MO0324 6CAe0Cmeue YMmoaujeHus e20 0007104eK U
Gdopmupyrowuxcsa anomanuii no360HK08 mpeoyemcs npogeoerue MPT.

Pexomenayercst peHTTeHOrpadus MICHHOTO, TPYIHOTO M TOSCHUYHOTO OT/AENa MO3BOHOYHUKA,
BEPXHUX M HWKHUX KOHeuHocTed Bcem mnamueHtam ¢ MIIC I ve pexe 1 pa3a B 12 Mmecsies B
mporecce JUCIAHCEPHOTO HAOIOJCHUS C LENbI0 BBISBICHUS MHOXKECTBEHHOTO TH30CTO3a U
KOHTPOJIA 3a cocTostHueM [1, 2, 5].

YpoBeHb yoenurtebHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KomMMmeHTapuu: g psoe ciyuaes HeoOX00UMO NpoOBedeHue peHmeeHocpapuu no360HOYHUKA C
QyukyuonanbHuiMu  npooamu. Ilpu HedOocmamouHol UHGOPMAMUBHOCTIU UCCIe008aAHUL,
B03MOJCHO NpOBeOeHUe KOMNbIOMEPHOU MOMO2paguu weliHo2o, 2pyoOH020 U HNOACHUYHO2O
omoenog mno380HOYHUKA. Buiasnsiomea MHOdMcecmeeHHble OuU30cmosvl — ckagoyepanus,
eunonnazus 3y006uonozo ompocmra C2-no380HKa, 00pconromMbapmuviii Kugo3 6 pezyivmame
NIAMUCHOHOUNUY, NOACHUYHBIL 2unepaopoos. Onpedenaiomcs wupokue peopa, Kopomkue
U302HYMble KII0UUYbL, SUNONAA3USL 2071080K NIEUE8bIX KOCMell U 8apyCcHas 0epopmayusi nieyesvix
Kocmell 8 NPOKCUMANbHBIX OMOeNax, OUCMANbHbLE SNUPDUILL KOCHeEl NPeonieybs CKOUEHbl Opye K
opyay. 3adepacka gopmuposanus sioep oxocmenenus. Ilacmuvie Kocmu Kucmetl yKOpoueHvl U
CYIICEHbI — «3A0CMPEHBLY 8 NPOKCUMAILHBIX OMOeNax, «CKOUWEHHOCbY GEPMILYIHCHBIX BNAOUH,
Odepopmuposantble, YIOWEHHbIE 20l08KU DEOPEHHBIX KOCMel U 8aNbe)YCHAs 0edhopmayus uieex
beodpenHbvlx KOCmell.

PexomeHayeTcst MarHUTHO-PE30HAHCHAS TOMOTPa(¥s MO3BOHOYHUKA (OMH OT/EIT), B TOM YHCIIE
C IPUMEHEHHEM KOMOWHUPOBAHHOTO HHTAISIIMOHHOT'O HAPK03a — MPH HE0OXOJUMOCTH, HE pexkKe
1 pa3a B 24 mecsna naruentam ¢ MIIC | B mpouecce aucnancepHOro HaOMIOIEHUS C IEIBbIO
BBISIBJICHUS] KOMITPECCHH CITUHHOTO Mo3ra [1, 2, 5].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KomMmenTapuu: npu Heobxooumocmu, npogoosm MAcHUMHO-PE3OHAHCHYIO MOMO2PAduio
NO360HOYHUKA (00UH omoden) ¢ NpUMeHeHUueM KOMOUHUPOBAHHO20 UHRANAYUOHHO20 HAPKO3d.
Hecmabunenocms — amnanmoaxcuanvbHo2o — couleHenus Modcem — Oblmb — 8blAGIeHd  Npu
peHmeeHo2pauu welHo2o omoeid NO360HOYHUKA C (PYHKYUOHATbHLIMU NPOoOamMu, 0OHAKO Ol
NOOMBEPHCOeHUsT KOMAPECCUU CNUHHO20 MO032d BCIe0Cmeue YmoiaujeHus e20 000104eK U
Gopmupyrowuxca anomanui no3eonkos mpebyemcs nposeoerue MPT.

Pexomenayercss TmpoBeICHHUE AIEKTPOHEHpOMHOTpaduu CTUMYISIUOHHOW OJHOTO HEpBa U
3JIEKTPOHEHUpOMUOTpaUK UTOIBYATHIMU DJIEKTpOAaMH OgHOTO HepBa manueHntam ¢ MIIC | B

nponecce AUCIaHCEPHOIO Ha6J'II-OI[eHI/I$I (‘laCTOTa — 1IIO HOKaSaHI/ISIM) C OCJIBKO OLCHKH
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(bYHKIIMOHATLHOTO COCTOSHHSI MBIIIICUHBIX TKAHEH, HEPBOB M HEPBHO-MBIIIIEYHO# niepenauu [1, 2,
5].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)

Kommenrtapuu: cmumynayuonnas IHMI noseonsiem onpedenums coasnenue cpeOuHHo20 Hepea
oasxce 00 NOAGIEHU CUMNMOMOS U OOJIHCHA NPOBOOUMbBCA, HAUUHAA C 6o3pacma 4-5 nem
eaHce200HO.

PexomeH10BaHO TMPOBEACHUE HCCIEAOBAHUS HECIIPOBOIMPOBAHHBIX JIBIXaTENbHBIX 00bEMOB U
notokoB manueHtam ¢ MIIC | B mporecce aucmaHcepHOro HaOMIOACHHS (YacToTa — IO
MOKa3aHUsIM) C IIeJIbI0 OleHKU 3((HEKTUBHOCTH MPOBOIUMOM T€paIHK, KOHTPOJIS 32 COCTOSTHUEM
Oponxonero4yHoii cucremsi [1, 2, 5].

YpoBenb yoeauteabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — D)

KommMmenTapuu: npogooam cnupomempuio, ¢hryomempuro CHOKOUHO20 ObIXAHUS, UCCTe008AHUE
@DyHKYUU BHEewHe20 ObIXAHUSL.

Pexomenayercsi IpoBeicHUE PEHTIeHOieHCUTOMETpUH BeeM nanuentam ¢ MIIC | B nponecce
JUCTIAHCEPHOTO HAOMIOACHUS (YacTOTa — I10 MOKAa3aHUsIM) C LETBI0 ONPEISIICHUS MUHEPAITbHOU
IUIOTHOCTH TKaHH, BBISIBJICHUS OCTEONOPO3a, KOHTPOJIS 32 COCTOSTHMEM IaiuenTa [ 26].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4)

PexoMeHayeTcsi perucTpanusi AJIEKTPOKAPIAMOTPAMMBI, IPOBEACHUE HXOKapauorpadpu,
XOJTEPOBCKOTO MOHUTOPHUPOBAHMS CEPACYHOIO PHUTMA U CYTOYHOTO MOHUTOPUPOBAHMS
aprepuainbHOro nasieHus Bcem nanueHtam ¢ MIIC | B mponecce aucnancepHoro HaOI01eHUS
("acToTa — I10 TIOKa3aHUAM) C IEIIBIO OLIEHKH COCTOsHUsA cepaua [1, 2, 5].

YpoBeHnb yoenutesnbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)

KommenTapuu: pecynspnoe nposedenue IKI, Oxo-KI, xonmeposckoco monumopuposanus
OKT', cymounoe MoHUmMopuposanue apmepuaibHo20o 0asieHus Heo0Xo0UMO NAYUeHmam ¢ OaHHOU
namoinoauetl, maxK KAk C pPAHHE20 B803pACMA ) HUX OMMEYAlomcs CepoeyHo-cocyoucmole
HapyueHusl.

Pexomenayercss mpueM (OCMOTp, KOHCYJbTAIMs) Bpadya CypJoJiora-oTOPUHOJIAPUHIOJIOTra
NIEPBUYHBIA ¥ TOBTOPHBII/IMCIIAHCEPHBIN MpHEM (OCMOTpP, KOHCYJIbTALlMs) Bpaya Cyposora-
oTopuHoIapuHroyiora BceM manueHTam ¢ MIIC | B mporecce nucmancepHoro HaOMOIeHNS HE
pexe 1 pasa B 6-12 MecslLeB C LIETBI0 KOHTPOJI COCTOSIHMSI, CBOEBPEMEHHON IMAarHOCTUKU U
neucHus nmopaxkenus: JIOP-opramos [2, 5, 18, 34, 35].

YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEIbCTB — 5)

KommenTapuu: nopascenue JIOP-opeanos sensemcs 0OHOU U3 4ACMOU CONYMCmMeyowell

namonozuetl. /leblom eocnaniumenbHulx 3a001e6anull yxa, eopaa u noca u y nayuenmos ¢ MIIC
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npUXooumcs Ha pauuuti demckuti eospacm. Ommeuaom yacmole COUEMAaHHble NOPANCEHU —
CHUDICEHUe CYXd, peyuousupyrowue ocmpbvie cCpeoHue Omumol, OCMAHOBKU ObIXAHUS 80 CHe,
NOCMOsHHOEe 3ampyOHeHUue HOC08020 Ovixanus, punumol. I[layuenmam c¢ MIIC moocem
nompebosamuvcs nposedeHue YuopPoOIAPUHEOCKONUU 8 CE:A3U C NAMONOSULECKUMU USMEHEHUAMU
2opmanu (ymonueHue 2010C08bIX C8530K, Y8eIuyeHue U OmeyHOCmb YepnaiosuOHbIX Xpaujell).
Pexomenayercst npuem (0CMOTp, KOHCYJIbTALIMS) Bpaya-TPaBMaTOJ0ra-OpToIe1a IEPBUYHBIN U
HNOBTOPHBINA/TUCIIAHCEPHBIA TIpueM (OCMOTp, KOHCYJbTAllMs) Bpada-TpaBMAaTOJIOra-opToreaa
narueraTam ¢ MIIC | B mporiecce aucnancepHoro HaOMoIeHus He pexe | paza B 6 MecsIeB Uiu
yaiie, Mpy HATMYUU TOKa3aHUH, C 1EIbI0 KOHTPOJISI COCTOSIHUS, HA3HAYEHUS CHMIITOMATHYECKOTO
JICUCHHS U KOHTPOJIsI ero 3 dekTuBHOCTH U Oe3omacHocTH [2, 5, 18, 35].

YpoBenb yoeauTeabHoCcTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KommenTapmii: opmoneouueckas xkoppexyus HapywileHuss OCaHKU, KOHMPAKMYp CYCMAB08 C
UCNONL308AHUEM  HEXUPYP2UUEeCKUX Memooos eKadaem usuonpoyedypol u J1e4ebHyIo
@uU3KYIbMYpPY, UCNOAL3VIOM Opmoneduyeckue ycmpoucmea. Ilo noxazanusm ocyujecmensaom
Xupypauieckoe JleyeHue CUHOPOMA KApNnalbHO20 KAHAAd, NPOBOOUMCS IHOONPOMeE3UposaHue
mazo6e0penHo20 Ul KOJeHHO20 CYCmasd, Koppusupyrowue o0Cmeomomuu 0Jis UCHPAGIEHUsL OCU
KOHeYHoCcmel.

Pexomennayercst mpuem (0CMOTp, KOHCYJIbTalMs1) Bpaua-CTOMATOJIOA IEPBUYHBIN U TOBTOPHBIN
(npu HeobxoaumocTH) nanuentam ¢ MIIC | B nporecce aucrnancepHOro HaOMIOIEHUS C IENbIO
JUArHOCTHKHU M JICUYCHUS MATOJIOTMYESCKMX COCTOSIHHMI YeII0CTHO-IUIeBOM obnactu [1, 2, 5, 18,
24].

YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB — 5)
KomMeHnTapuu: oononnumensno mozym nompeboeamuvcs npuem (0cmomp, KOHCYIbmayus,)
8PAUA-CIMOMAMON02a-0pMoneodd, npuem (0CMomp, KOHCyIbmayus) 8pava-cmomamonoza-
xupypea, npuem (ocmomp, KOHCYIbmMAayus) 8paia-4eaoCcmuo-iuyesozo xupypea [2, 18, 24].
Pexomenayercss  mpueM  (OCMOTp, KOHCYJNbTalMsl)  Bpada-HeWpoxupypra  JedeOHO-
JMarHOCTUYECKUN TEepBUYHBIA M MOBTOPHBIN (mpu HeoOxomumoctu) nanueHtam ¢ MIIC | B
Mpoliecce TUCTAaHCEPHOTO HAOMIOACHUS, TIPU HATUYUY TTOKA3aHUMA, C IEBIO C LIEIbI0 HA3HAYCHHUS
CUMITOMaTUYECKOIO  JIEYEHMs, pEIIEHUsT BOMNPOCOB O HEOOXOAMMOCTH U  o0beme
HEHPOXUPYPrUYECKOr0 BMEIIATEILCTBA, KOHTPOJIs ero 3ddekruBHOCTH U Oe3omacHocTH [1, 2, 5,
14, 18, 24, 35].

YpoBennb yoenqurteabnocTn pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 4)
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6. OpraHm.auml MeIlHIIl/IHCKOﬁ oMo

6.1. Opraum3anus NapeHTepPaJLHOr0 BBeICHUS

B nanHOM pa3znene OCHOBHOE BHUMAaHHE YJIEIS€TCS OpraHu3aluM  JUTMTEIbHOU
NaTOreHEeTUYECKON (hepMEHT3aMECTUTENLHON Tepanuu B JIEKAPCTBEHHON (hopMe «KOHIIEHTpaT
JUTSL IPUTOTOBIICHUST PacTBOPA It MH(DY3UI», TOCTABISIEMBIM ITyTeM BHYTPUBEHHOW MHDY3UU:

1) npoBeneHre nHY3HI Yepe3 MOCTOSHHBINA BEHO3HBIN JOCTYII, €CIIH 3TO BO3MOKHO [38];

2) BEHO3HBIH JOCTYIT MOXET OBITh 0OecrieueH HeOONbIINMU KaTeTepaMy, YCTaHOBICHHBIMU
B nepudeprueckie BEHbI, B LIEHTPAJIbHBIE BEHBI, U MOIYNOCTOSHHBIC LIEHTPAIbHbIE BEHO3HBIC
JOCTYIIBI C TTOIKOXHBIME pe3epByapamu [38];

3) mnpuMeHEHHE UEHTPAJbHBIX BEHO3HBIX JOCTYIOB SIBISIETCS MPEANOYTHUTEIbHBIM:
nepudepuyeckue BEHBbl CO CpPAaBHUTEIBHO MEIJICHHBIM KpPOBOTOKOM OyayT pa3apaxarbces
BBICOKOM OCMOTHYECKON HArpy3koW, KpallHUMHU 3HadeHussMu pH u Xumudeckod mnpupoaou
HEKOTOPHIX AaKTUBHBIX M BCIOMOTaTelbHBIX BemecTB. @unedbut, TpomOoduedutr wumu
WHQUIbTpAMsI TKAHEW MOTYT TPUBOAUTH K TOTEpe BEHBI IS JICUCHUS U, BO3MOXKHO,
MOBPEXJICHUIO TKaHe. CKOpOCTh KPOBOTOKA B IIEHTPAJbHBIX BEHaX 00ecreumBaeT ObICTpoe
pa3zbaBiieHHE BBOAMMBIX BEIIECTB, YTO H30aBIIET OT HEOOXOAMMOCTH MKECTKOTO KOHTPOJIS
KOHIIEHTPAllU1 BBOJUMBIX BEIIECTB IIPU UCIOJIB30BAHUU JIJIsl BBEACHUS LIEHTPAIbHBIX BEHO3HBIX
noctyrnoB. [Ipu OBICTpOM €CTECTBEHHOM pa30aBlICHUH KPOBOTOKOM HET HEOOXOIWMOCTH B
JIOTIOJTHUTEBHBIX 00beMaxX MH(Y3UOHHBIX CpEll, UTO MOXKET MMETh 3HAYeHHE Ui OTIENbHBIX
narrenTos [38];

4) npu uH(y3UU Yepe3 LeHTpallbHbIE BEHO3HBIE JOCTYIIBI CIeIyeT 00paliaTh BHUMaHUE Ha
BBIOOP CKOPOCTHU BBEJICHUS M YUUTHIBATH BEPOATHOCTH IMOBBIIICHUS TOKCUYHOCTH, MOOOYHBIX

a¢exToB mpu ee yBennueHun [38].

6.2. Opranm3zanusi _MapIIPYTU3AIMM _NAIMEHTA M _JIBMJKEHHS JIeKADPCTBEHHOIO

npenapara ajis naroreHeTnyeckoi pepMeHT3aMecTUTEILHON TePaANu.

B nanHOM pasznene OCHOBHOE BHUMAHME YACIAETCS OPraHU3aLUU CXEMbl MapLIPyTU3aLUN
MAIMEHTOB, a TAK)KE BKIFOUEHHE B CXEMbl MapIIPyTH3AINN BCEX MyHHIUIATbHBIX 00pa30BaHuUi
cyonekTa PO.

1) ns kaxaoro cyobekra PO crienyer pa3paboTaTh U yTBEPAUTh CXEMbI MAPIIPYyTH3AIMH
nanueHTos ¢ MIIC, yTBepanTh puka3oM pyKkoBoauTens TeppUTopHanbHOro opraHa yrnpaBieHHs
3PAaBOOXPAHCHUEM.

2) mprUMEHEHHE JIEKapCTBEHHOTO Mperapara MaToreHeTUYecKoil (hepMeHT3aMeCTUTEILHOU

TE€paInu, 3aKyIJICHHOI0O B paMKaX JIbI'OTHOTO JICKAPCTBEHHOI'O o0OecrieueHus B HeKapCTBeHHOﬁ
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(hopMe «KOHIEHTpAT IS MPUTOTOBJEHHUS pacTBopa Uil MH(Y3Ui» clemayeT OopraHu3oBaTh B
MEMIIMHCKOW OpraHu3alliy, UMEIOIICH JTUIEH3UIO Ha METUIIUHCKYIO JeSITETLHOCTD 10 JIF0OOMY
npopUII0 B YCIOBHUSAX CTAallMOHApa THEBHOT'O MPEOBIBAHMS WM B YCIOBHUSAX KPYIJIOCYTOYHOTO
cramonapa [39].

3) mpu yTBEpPXKICHUH CXEM MapIIpyTHU3alliy TMAalUeHTOB, CIEAyeT MPeayCMOTPETh
MapIIpyTU3aHUI0 CAMOTO JICKAPCTBEHHOTO Tpernapara ¢ MPUMEHEHUEM TEPMOUHAUKATOPOB IS
KOHTPOJIA TEMIIEPATypHOTO pEeKHMa XPaHCHUs] W TPAHCHOPTUPOBAHUSA  MEIUITMHCKHX
MMMYHOOHOJIOTHYECKUX TpemnapaToB B cucteme "xonomoBoil nenu" [40], HeoOXoaumoro ams
oOecrieueHUsT HEMPEPHIBHOCTH TMATOTEHETHYECKOW (EePMEHT3aMECTUTEIPHOW Tepanmuu B
JIEKapCTBEHHON (POPMBI «KOHIIEHTpPAT JJIsi MPUTOTOBJICHUS pacTBopa it WHAY3UN» 0 MecTa
BBITIOJTHEHUST JICKAPCTBEHHOTO HA3HAYCHUS HEMOCPEACTBCHHO TWAIUCHTY B METUITMHCKOM
OpTraHH3aIiH.

IMoxa3anusi A rOCHUTAIU3ANUN B METHIMHCKYIO OPTAHU3ANMNIO

Iloka3anusa AJ1 NJIAHOBOM IOCIIATAJIM3AIUM .

- MPOBEJICHUE  JWArHOCTHKK W  JICYCHHUs, TPeOyIOIHe KPYIJIIOCYTOYHOTO
MEIUIIMHCKOTO HAOIIOICHHMS;

- COCTOSIHHE, TPEOYIOIIee aKTUBHOTO JICUCHUS U KPYTJIOCYTOYHOT'O MEIUIIMHCKOTO
HaOmoieHust (TPbDKECEUCHHE, OINEepPAaTHUBHOE JIEYCHUE IMOPAXKEHHUS CyCTaBOB, TMO3BOHOYHHUKA,
CKOJINO03, aJCHOAKTOMHMSI, TOH3HJUIIKTOMHS, HEHPOXUpyprudeckas JEKOMIIPECCHS CHHAPOMA
3aMsICTHOTO KaHaja, YCTAaHOBKAa TPAaHCTUMIAHUYECKOTO JpEHa)xka MpPH CpPEJHEM OTHUTE,
XUPYpruveckas KOppeKIus naToJIOTHH cep/iedHo - cocyauctoit cuctemsl (CCC) u mpyrue);

- COCTOsIHHE, TpeOyIoIee MPOBEACHHS BHICOKOTEXHOJIOTHIHBIX METOJIOB JICUCHHUS (B

ToM unciie KOHTpoub 3¢ dexkruBHOCTH TT CK);

OTCYTCTBHE  BO3MOXKHOCTH  obOecrieueHuss @3T B aMOymaTopHBIX |
CTallMOHAPO3aMEIIAIOIINX YCIOBHSIX;

- HEOO0XOIMMOCTh TPOBEJICHHUS PA3IMYHBIX BUJOB YKCIEPTH3 WM 0OCIICIOBAHUS B
MEAMIIMHCKOW OpraHu3aluy MPH HEBO3MOKHOCTH MPOBEJIEHUS UX B aMOYJIaTOPHBIX YCIOBHUSX,
TpeOYIOUIMX TUHAMUYECKOTO HabOmrogeHuss (B TOM ducine odopmieHHne 3aKIOYeHHUs
(beneparbHOrO KOHCHIINYMA).

IMoka3aHust 1Jis1 IKCTPEHHOH rOCIUTATU3ALMM .

— oCTpbIe 3a00JIeBaHUS;

— 000CTpEeHHS XPOHUYIECKUX OO0JIe3HEH;

- OTpaBJICHUSI K TPABMBI, COCTOSTHUSI, TPeOYIOIe HHTEHCUBHOW TEPaTuK U IEPEBOA

B pCaHUMAallUOHHBIC OTACICHUA UJIN OTACICHUA WHTCHCHBHOH TEparnun (B TOM 4YHCJIe TOOOYHBIE
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peaxuu, MpoUCXOAdIue BO Mpoliecce HHGY3UU WK B TeueHue AHs npoBeaeHus nnpysuun O3T,
LIEPBUKAJIbHBIN CTEHO3 C KOMIIPECCUEN CIIMHHOTO MO3Tra U JPYTue yrposKarolue KU3HU OCTpbIe
COCTOSIHMS), a TaKkkKe KpPYIJIOCyTOYHOTO MEAMIIMHCKOrO0 HaOMIOACHUM U MPOBEACHUS
CTEUANBHBIX BUIOB 00CIIEIOBAHUS U JICUCHUSI.
IMoka3zanus K BbINKUCKe NAIMEHTA U3 MeUIMHCKOI OpraHu3anmm:
— OTCYTCTBME yIpO3bl KU3HU NAI[UCHTA;
— OTCYTCTBHE yIPO3bl Pa3BUTHUS OCIOKHEHUH, TPEOYIOIINX HEOTIOKHOTO JICUCHHUS,
— cra0wiM3alusi COCTOSHUS M OCHOBHBIX  KJIMHHKO-JIA0OPAaTOpHBIX  IOKa3aTesen
[aTOJIOTMYECKOTO Mpoliecca 0 OCHOBHOMY 3a00JIeBaHHIO;
— OTCYTCTBHE HEOOXOJMMOCTH B TOCTOSSHHOM Bpauy€OHOM U KPYTIO0CYTOYHOM MEIUIIUHCKOM
HaOJII0/IEHUH 110 OCHOBHOMY 3a00JIeBaHUIO;
— HEoOXOAMMOCTH TMepeBoja MalueHTa B JAPYTyI0 MEIUIUHCKYI0 OpraHH3aIlUI0 WU

YUPEXKJIEHUE COLUAIBHOIO 00eCIeUeHHUs.
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7. lonostHuTeaAbHAS HHPOPMALKS (B TOM YucJIe (PAKTOPHI, BJAUSIOIINE HA

HUCXO0/] 3200/1eBAHUA UJIH COCTOSTHM )

IIpy npoBeneHNMM Hapko3a M HMHTYOalMM HEOOXOAMMO TMOMHHUTH O BBICOKOM pHCKE
KOMIIPECCHU CIIMHHOTO MO3ra BCJEACTBHE HECTAOMIBHOCTH aTJIAHTOAKCHAJIBHOTO CyCTaBa.
Koportkas mes, orpanndeHue NOBIKHOCTH HIDKHEW YEITIOCTH, YBEIMUYECHHE S3bIKa, BRIPAKEHHAS
runeprpodus  aneHOMAOB M MHUHJAIAH  CO3JAlOT  MPOOJIeMBbl  NPH  MPOBEACHUU
AHECTE3MOJIOTHYECKOTO MOCOOHS, TO3TOMY MPEINOYTEHUE CIEAYeT OTAaBaTh MECTHOMY WIIU
pernoHanbHOMY 00e300nmBanu0. [lalieHT TpeABapUTENIHHO KOHCYJIBTUPYETCS BpavuoM-
KapAHOJIOTOM, BPAa4OM-OTOPHHOJIAPUHTOJIOIOM, BpadyOM-aHECTE3HOIOTOM, BPadyoOM-HEBPOJIOTOM.
O0s13aTeNBHO MTPOBEICHUE MTOJIHOTO KapAHOJIOTHIECKOro 00CIeI0OBaH S, TOTUCOMHOTpaduu (IIs
BBISIBJICHUS! CTETICHH JIBIXaTeIbHBIX HAPYIICHNUH ), IPH HEOOXOJMMOCTH - YHIOCKOITUH HOCOTJIOTKU
Y KOMITBIOTEPHO# TOMOrpaduu erkux. OnepaTiBHOE BMEIIATEIBCTBO C aHECTE3HEN He00X0AUMO
NPOBOAWTH B KPYHHBIX MEIUIMHCKUX IEHTPAaX, HMEIOUNIMX OTJCJICHHE peaHHMaluu |
unTeHcuBHOW Tepanuu (OPUT), Tak xak MHTyOamus W THOCIEyroLas SKCTyOauus y TakKuxX

MAIMEHTOB MOXKET BbI3BATh 3aTpyaneHus [1-3].
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KpnTepml OIICHKHU Ka4YeCTBa HepBH‘IHOﬁ MeI[I/lKO-CaHl/ITapHOﬁ nmomMomm

Ne i/t

Kputepuu oneHku kadectna

OneHka

BBITTOJIHEHU I

Brinmonnen npueM (ocMoTp, KOHCYJIbTAITus) Bpaya-
TepareBTa/Bpaya O0IIei MPaKTHKHU (CEMEHHOTO Bpayda) IEPBUIHBINA

Ha/Her

Boinonnen mpuem (OCMOTp, KOHCYJIbTallMsl) Bpada-TeHETHKa
IIEPBUYHBIN

Ja/Her

BrinonueHo onpezeneHue ypoBHS TTTUKO3aMUHOTIIMKAHOB MOYH H
31eKTPOPOPETUUECKOE  HUCCIEJOBAHUE  TJIMKO3aMUHOTIMKAHOB
MOYH

Ja/Her

BrimonHeHo omnpezeneHue ypoBHS TNTMKO3aMHHOTIIMKAaHOB MOYH U
anekTpodopeTndeckoe  MCCIEAOBaHWE  TIIMKO3aMHUHOTJIMKAHOB
MouM He pexe 1 paza B 6 MecsleB

Ja/Her

BrinonHeHo omnpeneneHne akTUBHOCTU aibda-L-uayponunassl B
mpolecce  MyJIbTHILIEKCHOTO oTpeaeeHUs aKTUBHOCTH
TM30COMHBIX  ¢epmeHTOB  (Oeta-D-rimoko3umaza, ambda-D-
IJII0KO3K/1a3a, anb(a-L-unyponunasa, C(UHrOMHENNHA3A,
rajakronepedposumasa, anb(da-ragakrosugaza A) B IATHAX
BBICYIICHHONM KpPOBU METOJOM TaHAEMHOW MacC-CIIEKTPOMETPUU
(KOMIUTEKC HCcCIeI0OBaHUM [T IMarHOCTUKY MYKOTOJIMCaXxapHu103a
tu I)

Ha/Her

Brinonneno onpexnenenue myranuii B reue IDUA B kpoBu MeTo10M
CeKBeHHpOoBaHMs 1Mo CeHrepy BceM NAIUMEHTaM CO CHUKEHHOMU
aKTUBHOCTHIO (hepMeHTa anbda-L-uayponnaassl

Ha/Het

Brimonnena pentrenorpadus menHoro, rpyIHOTO U MOSICHUYHOTO
OTJieia MO3BOHOYHUKA, BEPXHUX M HUYKHUX KOHEUHOCTEH HE pexe
1 paza B 12 mecsieB

la/Het

BrimonHena MarHUTHO-pE30HAHCHAsT TOMOTpadus MO3BOHOYHUKA
(omuH otaen) He pexe 1 pa3a B 24 mecsia

Ja/Her

Hasnauena/ckoppektupoBana  ¢epMeHTHas  3aMecTHTeNbHas
Tepanus npenapaTom nmapoHugaza** namnueHTam c
MYKOIIOJIMCaxapua030M 1 TUIIA, HC NPOMICAIINM TPaHCIIIAHTAIUIO
TeMOTIOATHYECKHX CTBOJIOBBIX KJIETOK

Ha/Het

10.

Hasznavena/ckoppektupoBana  ¢epMeHTHasT  3aMECTHTEIIbHAs
Tepanus  TpermaparoM  JapoHWAa3a**  mamueHTam — mocine
TPaHCIUIAHTALUU T'€MOMOATHYECKHX CTBOJIOBBIX KIETOK C HU3KOM
aKTUBHOCTHIO (hepMeHTa anbda-L-uaypoHuaassl

Ja/Her

11.

BoinonHeH 6-MUHYTHBII TeCT C XOAbOOM Yy TMALIMEHTOB C
COXPAaHEHHbIM HAaBBIKOM CaMOCTOSITEIbHON XOAbOBI (eciu He
MIPOBOJIMJICS TIOCTIETHUE 6 MecC.)

Ha/Her
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KpnTepIm OIICHKH Ka4YeCTBa CHeHI/laJII/I3I/lpOBaHHOﬁ MeIll/IIIHHCKOﬁ nmomMomm

Onenka
Ne i/mt Kputepuu oneHku kauectna
BBITTOJTHEHUS

1. Boimonnen npuem (0cMOTp, KOHCYJbTalUs) Bpaua-TepareBTa/Bpaua Tla/Her
o01elt mpakTUKH (CEMEMHOTO Bpayda) EPBUYHBINA

2. Boinonnen  npuem  (OcMOTp,  KOHCYJbTalusi) Bpayda-T€HETHKa Tla/Her
HEPBUYHBIHI

3. BeimmonHen npuem (0cMOTp, KOHCYJbTallUs) Bpada-TpaBMaTOJIOIa- Tla/Her
OpTOIe/1a IePBUYHBIHI

4. Brimonnen mnpuem (0CMOTp, KOHCYJIbTAllMs) Bpada-HEHpOXupypra Tla/Her
HEPBUYHBIHI

S. BeimonHena peHtreHorpadus IEHHOro, IPyAHOTO U MOSICHUYHOIO
OTJela NO3BOHOYHUKA, BEPXHUX U HUKHHUX KOHEYHOCTEH He pexke | Ha/Her
pa3a B 12 mecsiieB

6. BbimonHeHa MarHMTHO-pE30HAaHCHass ToOMoOrpadusi IMO3BOHOYHHUKA Tla/Her
(omuH oTaen) He pexe 1 pa3a B 24 mecsa

7. Haznauena/ckoppektupoBaHa (epMEeHTHasi 3aMECTUTENbHAs TEpanus
npenapaToM JIapoHMJa3a** mamueHTaM ¢ MyKOIOJHcaxapuao3oMm 1 Tla/Her
THUIIA, HE MPOIIEIIINM TPAHCIUIAHTALIUIO TEMOMIO3THYECKUX CTBOJIOBBIX
KJIIETOK

8. Ha3nauena/ckoppektupoBaHa (epMEeHTHasi 3aMEeCTUTENbHAs Tepanus
mpenaparoM JlapoHuAa3za** manmeHTaM 1Mocie  TpaHCIUIAHTallud Tla/Her
TeMOMOATHYECKMX CTBOJIOBBIX KJIETOK C HHM3KOM aKTUBHOCTBIO
tdepmenta anbda-L-ugyponugaszsl

9. BrimonHeH 6-MUHYTHBIN TECT ¢ X0JIbOOW Y MAIlUEHTOB C COXPaHEHHBIM
HaBBIKOM CaMOCTOSITEIbHON XOAbOBI (€CIM HE MIPOBOAMIICS MOCIIETHUE HAa/Her

6 mec.)
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nabopaTtopun HacleJACTBeHHBIX OonesHeld oOMeHa @PI'BHY "Meauko-reHeTuyeckuit
HayuyHbli 1eHTp uM. akanemuka H.II. boukoBa", unen Poccuiickoro oOmecTa
MEIUIUHCKNX T€HETUKOB
BapanoB Aunexkcanap AJekcanapoBuu — axagemuk PAH, mpodeccop, a.M.H.,
[Touetnsrii Ilpencenarens Mcnonkoma Coro3za nenuarpoB Poccum. Harpamel: Opaen
TpynoBoro Kpacnoro 3uamenu, Opnen [louera, Opaen «3a 3acimyru nepen OTedecTBOMY
IV crenenu, Opaen «3a 3acnyru nepea OredectBom» III crenenu
Bamakmanze Haro [ikymGepoBHa — 1.M.H.,  JOUEHT Kadeapsl (akyIbTeTcCKon
neguatpuu [1® OI'bOY BO PHUMY umenn H.U. Iluporosa, MHcTUTYT neauarpun u
oxpanbl 310poBbs nereil LIKb PAH, unen Coro3a neguarpos Poccun
BockoooeBa Esena FOpbeBHA — K.M.H., B.H.C. 1a00paTOpUHU HACIICICTBEHHBIX 00JIe3HEH
oomena ®I'bHY "Menuko-reHeTn4eckuii Hay4Hblid HEeHTp"
3axapoBa Exarepmna IOpseBHa — j.M.H.,, 3aBexaytomas Jjaboparopueit
Hacle/CTBeHHbIX Oone3Helt oOmena ®I'BHY "Menuko-reHeTH4eCKUi Hay4HbIH LIEHTP
uM. akagemuka H.I1. boukoBa", wien Poccuiickoro o0mecTBa MEIUIIMHCKUX T'€HETUKOB,
YJIeH eBPONEICKOro 00IIecTBa MO U3yUYEHUIO HACTIEICTBEHHBIX 00JIe3HEel 0OMEeHa BEIIECTB
(SSIEM)
Ky3enkoBa Jlwoamuiaa MuxailiioBHa — JAM.H., 3aBelyrouias OTIEICHUEM
TICUXOHEBPOJIOTUU U TicuxocoMmartuueckor matojoruun GI'AY "HayuHbplii MeIUIIMHCKUN
MCCIeI0BATENbCKUM IIEHTP 310poBbi eTeil” M3 PO, unien Coro3a neauarpoB Poccuun
Kyue Cepreit UBanoBuu — akagemuk PAH, n.m.H., qupekrop ®I'BHY "Menuko-
TeHEeTUYCCKU Hay4dHbIA meHTp uM. akagemuka H.I1. boukosa ", IIpe3uaent Accoumamum
MEIUIMHCKIX reHeTHKOB (AMI)
JlapponoBa  Bagsewtmna  HWabunamuyna —  aMmH., OIBHY  "Uucruryr
SKCIEPUMEHTANIbHON MeTULIMHBI", uieH Poccuiickoro o0miecTBa MeIUIIMHCKUX T€HETUKOB
Jlo0:xkanun3e Tuna BuxkTopoBHa — K.M.H., 3aBEIylOllasg JHEBHBIM CTAallHOHAPOM U
otaenenueM nammuatuBHor MeauuHbl ['BY3 "I'Kb Ne 64 JI3M"

Muxaiisioa Jlrogamuiaa KoHCTAHTHHOBHA — J.M.H., TIpodeccop, YUEHBIH CeKpeTaphb
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12.

13.

14.

15.

16.

17.

18.

19.

20.

OI'bY "HauvoHalbHBI MEIUIIMHCKUN MCCIIEIOBATEIBCKUN LIEHTP TPaBMATOJOTHU U
opronenuu umenn H.H. Ilpuoposa" M3 PO

MuxaiiiioBa CBer/iana BurajnbeBHa — J1.M.H., 3aBeyIOIAst OTJACICHUEM MEIUIIMHCKON
renetuku PJIKb ®I'AOY BO PHUMY um. H.U. ITuporosa Munsnpasa Poccuu
MomuceeB Cepreii BajieHTHHOBHY — J.M.H., 3aBeyrOIUil Kadeapoll BHYTPECHHHX,
npodeccuoHanbHbIX 0ose3Hel u pesmaronorun ®I'AOY BO Ilepssiit MIMY um. .M.
Ceuenona (CeuenoBckuii yausepcuter) M3 PO

HamazoBa-bapanoBa Jleiisia CeiimypoBna — akanemuk PAH, mpodeccop, a.M.H.,

[Ipencenarens Mcnonkoma Coro3a neauatpoB Poccun

Huxurun Cepreii CepreeBuu — a.M.H., npodeccop, mnpeacenarens «OOmecTBa
CIEIHAIMCTOB 110 HEPBHO-MBILIEUYHBIM 3a00JIEBAHUSIM»

IonknernoBa Tarbana BaaagumupoBHa- K.M.H., C.H.C. Ja0OpaTOpUM pPEIKUX
HacJIe[ICTBEHHbIX Oone3Hel y nereit ®I'AY "HayuHblii METUIIMHCKUIN NCCIIE0BATENbCKUN
HEeHTp 310poBbs Aeteil”" M3 PO, unen Coroza neauatpoB Poccun

MonsikoBa Ouabra AsexkcaHapoBHa — jeTckuil opronen, Tpasmarosnor @OI'BY
«HaunoHanbHbI MEIUIUHCKNAN UCCIIEA0BATENBCKUI LIEHTP TPaBMAaTOJIOIMU U OPTONIEIUN
nmenu H.H. [Ipuoposa" M3 P®

Cevmauxknna Ayia HukojlaeBHA — JI.M.H., T.H.C. OTACJICHUSA KIMHHYSCKOM T'€HETUKH
OI'bY «Mockosckuit HUM nenuarpuu u nerckor xupypruu Munszapasa Poccuny», dieH
Acconuanui MeIUIMHCKUX TeHETUKOB (AMI')

Cy00oTun JImutpuii Muxainosud — Bpau-reHetuk ®I'bHY «Menuko-renernueckuit
Hay4yHbIM LeHTp uM. akagemuka H.I1. boukoBa»

Yaanoa Oabra BacmabeBHa — kK.M.H., OOO «Meauko-reHETUUECKUM ULEHTP
«I"enom»y, nipencenarens Huxeropoackoro otaenenus POMIT, pykoBoautens LleHTpa
MeauuuHckod reHetukn PI'BOY BO «IIMMVY» MunsgpaBa Poccun, r. Huxaui

Hosropon

ABTOpBI TIOATBEPKIAIOT OTCYTCTBHUE (PMHAHCOBOH MOIAEPKKUA/KOH(IIMKTa HHTEPECOB,

KOTOPBIN HE00X0IMMO 0OHAPOI0BATH.
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Ipuioxkenue A2. MeronoJiorusi pa3padoTKu KIMHUYECKUX PEKOMEeHAalMi

HaCTO}IH_II/IC peKOMCHAAIIMKM  MPCAHA3HAYCHbI JId IPHUMCHCHHUA  MCIUIMWHCKUMU
OpraHMU3alUsIMU U YUPEKIACHUIMHU QelepaTbHbIX, TEPPUTOPUATBHBIX U MyHUIMIIAIBHBIX OPraHOB
YIpaBJICHUA 30pPaBOOXPAHCHUCM, CUCTEM 00s3aTeNILHOT0 U I[O6pOBOJ'IBHOFO MEOUIIMHCKOI'O
CTpaxoBaHUd, APYTUMU MCOAULIUHCKUMHU OPraHu3alusAMU Pa3IMYHbIX OPpTaHU3aAlIUOHHO-TIPABOBbIX
(bOpM JCATCIIBHOCTH, HaHpaBHeHHOﬁ Ha OKa3aHHe MGI[HI.[I/IHCKOfI IIOMOIIIH.

HaCTOSIH_[I/IC PCKOMCHOAIIUU YCTAHABJIMWBAIOT BUBI, o0beM H HHAUKATOPBI KadY€CTBa
MeauiuHckor momonty nanuentaMm npu MIIC 1 u 6putn paccmotpens 1-2 utons 2018 roga B
pamkax Hayuno-mpakruyeckoro konrpecca «Opdanusie 6one3nu» B Mockse.

Kimmanaeckne PEKOMEHAAIMU CO3AaHbl HAa OCHOBAHHMU CHCTEMAaTHYECKOI'O o630pa
nuteparypsl 1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucrnonp3oBanuem co3aanusix mporokoios (Muenzer J, Wraith J.E., Clarke
L.A. Mucopolysaccharidosis |: 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) coOBpeMEHHBIX
MCKAYHAPOAHBIX KIMHHUYCCKHUX peKOMeHHaHI/II\/’I 10 AUAar"HoCTHUKE, JICUCHHUIO WU BCEACHUIO
IIalTUCHTOB C MeTa00INYECKUMH OOIE3HIMH.

Myxononncaxapmloe,bl OTHOCATCA K PCAKHUM HACICACTBCHHBIM 33,6OJ'IGB3HI/I$IM, qTo
HCKIOYAaCT BO3MOXKXHOCTL IIPOBCACHHA OOJBIINX KOT OPTHBIX HW PaHAOMHU3HUPOBAHHBIX
KOHTPOJIUPOBAHHBIX I/ICCJ'IGI[OBaHI/Iﬁ U i1 CO3AaHHA IMPOTOKOJOB AWMArHOCTUKHU W TCpalnuun
HCIIOJIB3YIOTCH JIUIIb TEMATUYCCKHUE UCCICAOBAHUA SKCIICPTOB, OHy6J’II/IKOBaHHBIe B IIOCJIICOHUC
ABa OCCATHUIICTHUA.

OHCHKa KadyeCTBa AOOKa3aTCJIbCTB MW CHIJIIBI peKOMeH,Z[aL[I/Iﬁ INPpUMCHCHHUA MCIHULIMHCKHX
TEXHOJIOTHH TPOBOJMIACH B COOTBETCTBHHM C YHH(DHUIMPOBAHHON IIKaOW, NMPUBEICHHOW B
tabiuiax 1-3.

IleneBasi ayIUTOPHUSA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMM

Bpauu o0mieli mpakTuku (ceMeiHbIe Bpayn);
Bpauu-neguarpsr;

Bpaun-tepaneBThl;

Bpauu-renerukuy;

Bpaun-naboparopHblie reHETUKH;
Bpauu-kapauosory;

Bpauu-nerckue kapauoJiory;

© N o g &~ w0 DN PR

Bpauu- HeBposory;
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9. Bpauu-peHTreHoJory;

10. Bpaun QpyHKIHOHATHHON JHATHOCTHKH;

11. Bpaun-oTOpUHOIAPUHTOJIOTH;

12. Bpaun KIMHUYECKOH J1a00paTOpHOM THArHOCTHKHY;
13. MeaunuHCKHEe IICUXOIO0TH;

14. Ctynentsl meauiuHckux BY30B;

15. Obyuaromuecs: B OpIMHATYPE U HHTEPHATYPE.

Ta6auna 1. [lIkana oneHkn ypoBHeii moctoBepHOCTH AoKazatenseTs (Y /1) ams meTomoB

JUATHOCTUKU (JIMArHOCTUYECKUX BMEIIATEIIbCTB)

YA Pacmugpposka

1 CucrtemaTrueckue 0030pbl UCCIIEJOBAaHUI ¢ KOHTPOJIEM peEepEeHCHBIM METOAOM WU
CUCTEMaTHYeCKUIl 0030p paHJOMH3UPOBAHHBIX KIMHUYECKHX HCCIEIOBAHUNA C
MNPUMCHCHUCM MCTAa-aHAJIN3a

2 OTnenbHble MCCIEOBAHUSA C KOHTPOJIEM pe(depeHCHBIM METO/J0M WM OTJENIbHbIE
PaHAOMU3HUPOBAHHBIC KIWHHUYCCKHUEC HUCCIICAOBAHUSA W CHCTCMATHYCCKHUC O630pI)I
UCCIIEIOBaHUM ~ JIIOOOr0  Ju3aiiHa, 3a  HCKIIOYEHHEM  PaHJAOMH3HPOBAHHBIX
KJIMHUYECKUX MCCIIEeIOBAHUM, C IPUMEHEHUEM MeTa-aHalu3a

3 HccnenoBanust 0e3 IMOCIEA0BAaTENBHOIO KOHTPOJS pPeQEpeHCHBIM METOJIOM WU
HCCICOOBaHUA C pe(bepeHCHmM MCTOAOM, HE€ MABJIAOINMHUMCA HE3aBHCHUMBIM OT
HCCIIElyeMOT0 METO/1a WM HEPAHJOMU3UPOBAHHbIE CPABHUTENbHBIC UCCIIEIOBAHNUS, B
TOM YHUCJIEC KOTOPTHBIC UCCICAOBAHUA

4 HecpaBHuTenpHbIE UCCIIEOBAHUS, ONMCAHUE KIIMHUYECKOTO CIIydast

5 Nwmeetcs nmumib 000CHOBaHNE MEXaHU3Ma JICUCTBUS WU MHEHHE SKCIIEPTOB

Ta6auna 2. Illkana oneHKH ypoBHEH 10cTOBEpHOCTH A0Ka3zaTenscts (Y /1) wis meTo10B

NpOo(UIAKTUKY, JICUEHUS U peaduauTanuu (IpouIakTHIeCcKuX, J1e4eOHbIX, peadHInTallMOHHBIX

BMEILIATEILCTB)
YA Pacimiugposka
1 | Cucremarnueckuii 0030p PKU ¢ nprMeHeHreM MeTa-aHam3a

2 | Ornenbabie PKU u cuctemarmueckue 0030phI MCCIENOBAHHNA JIFOOOTO JW3aiiHAa, 3a
uckimouenneM PKU, ¢ npuMmeHennem meTa-aHainsa

3 | HepanmomusupoBaHHble  CpaBHUTENbHBIE  HCCIEAOBaHUSA, B T.4. KOTOPTHBIE
WCCIICJIOBAHUS

4 | HecpaBHUTENbHBIE HCCIIEIOBAHUS, OMMCAHNE KIIMHUYECKOTO CITydas U CEPHH CIy4aes,
VICCJICTIOBAHMSI «CITYYaii-KOHTPOJIb)

5 Nmeercs nuib 000CHOBaHME MEXaHW3Ma JICUCTBHUSI BMEIIATEILCTBA (TOKIMHUYECKHE

I/ICCJ'IGI[OBaHI/IH) HJIM MHCHHC DKCIICPTOB
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Ta6auna 3. Illkana omeHkn ypoBHeW ybOemautenbHocTH pexkomenmanuii (YYP) mus
METOJIOB NpPOQUIAKTUKH, IAUATHOCTUKH, JIEYeHUs M peabmiutanuu (MmpoduiakTHYeCcKHX,
JMArHOCTHYECKUX, IEYeOHBIX, peaOMINTAIMOHHBIX BMEIIATEIHCTB)

YYP Pacuimgposka

A CunpHas pekoMeHnanus (Bce paccMarpuBaeMble KpuTepud 3(QeKkTnBHOCTH
(McXOolpl) SIBJSIIOTCS. B@)KHBIMHM, BCE MCCIEIOBAHUS HUMEIOT BBICOKOE WU
YAOBJIETBOPUTEIILHOE  METOJOJIOTMYECKOe  KauecTBO, WX  BBIBOABI IO
MHTEPECYIOIINUM HCX0/aM SBJISIOTCS COTIIAaCOBAHHBIMH )
B VYcnoBHas pekoMeHaIus (He Bce paccMaTpuBaeMble Kputepuu 3G (HEeKTHBHOCTH
(MCcXOmbl) SBISIOTCS Ba)KHBIMU, HE BCE HCCIEIOBAHHUS HMMEIOT BBICOKOE WM
YJIOBJIETBOPUTEIHHOE METOA0JIOTUYECKOE KadeCTBO W/WIIM WX BBIBOABI TI0
MHTEPECYIOIIMM UCXO0JaM He SIBJISIIOTCS COTJIacOBaHHBIMHU)
C Cnabas pexoMeHanus (OTCYTCTBHE I0KA3aTeNbCTB HAJIKaIIIero KauecTBa (Bce
paccMaTpuBaeMble KpUTEPHH YPPEKTUBHOCTH (MCXOJIBI) SBISIOTCS HEBAKHBIMH,
BCE MCCIICJIOBAaHUS HMEIOT HI3KOE METOI0JIOTUIECKOE KAUYeCTBO M UX BBIBOJIBI 10
MHTEPECYIOIIMM UCXO0JaM He SIBISIIOTCS COTJIacOBaHHBIMHU)

IHopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIAlMid.

Mexanu3sm  OOHOBJIEHHS ~ KJIMHUYECKMX  PEKOMEHJAMM  MIpeaycMaTpuBaeT  UX
CHUCTEMaTHYECKYI0 aKTyallu3allii0 — HE PEXKe YeM OJIUH pa3 B TPU I'ojia, a TAKXKe MPH MOSBICHUN
HOBBIX HJAHHBIX C ITO3UIUHN I[OKa3aTeJIBHOI71 MCIUIIMHBI 110 BOIIpOCaM JUArHOCTHUKH, JICUCHUA,
NpoPUIAKTHKH W peadWIuTallMk KOHKPETHBIX 3a00JIeBaHMM, HaJUYMM OOOCHOBAHHBIX

JIONIOJTHeHMI/3aMeuanuii k panee yrBepka¢HHbIM KP, HO He vaie 1 pa3a B 6 mecsIies.
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HpI/IJIO)KeHI/Ie A3. Cl'[paBO‘lHl:.Ie MaTepualbl, BRKJIKYasd COOTBETCTBUE
NMoKa3aHMii K NPUMEHEHUIO N HpOTI/IBOHOKa3aHI/Iﬁ, CcrInoco0oB NMPUMEHCHUA U
03 JICKAPCTBCHHLIX NPpEmapaToB, HHCTPYKIMUA IO NIPUMECHCHHUTO

JEKAPCTBCHHOTO IpenmaparTa

1. ®epepanbHeblii 3akoH "O06 ocHOBaxX 0XpaHbl 310pOBbs TpaxknaH B Poccuiickoit denepanuu’
(N 323-®3 o1 21.11.2011).

2. Tlocranonenue [IpaBurensctBa P® ot 30 urons 1994 r. N 890 "O rocynapcTBeHHOM
HOJIEPKKE PA3BUTHS MEUIIUMHCKON IIPOMBIIIJIEHHOCTU U YJIy4LIEHUH 00ecTIedeHus
HACEJICHUS U YUPEKICHUN 3[paBOOXPAaHEHUS JIEKAPCTBEHHBIMU CPECTBAMU U
W3JIeTUSIMA MEUITMHCKOTO Ha3HaueHus" (C M3MEHEHUSIMU U JTOTIOJTHEHUSIMH )

3. Tlopsaok okazaHUs MEAULIMHCKONW MOMOIIM OOJILHBIM C BPOXKACHHBIMU M (MIIH)
HacnenctBeHHbIMU 3a0oneBanusiMu (Ilpukas M3 PO ot 15.11.2012 roga N 9171 ¢
M3MEHEHMSIMU U JtonosiHeHusimu ot 21.02.2020 1.).

4. Tlocranosnenue [IpaButennpctBa Ne403 ot 26.04 20121 "O nopsiake BeAeHUS
®denepanbHOr0 perucTpa Jul, CTPaAAINX YIPOKAOIUMUA U XPOHUYECKU
MIPOrPECCUPYIOLIUMU PEIKUMHU OphaHHBIMU 3a00JI€BAHUSIMHU, TPUBOIAIIMMH K
COKpALICHHIO MPOAOJIKUTENBHOCTH KU3HH IPAKIAAH UM UX UHBAIMIHOCTH U €70
PErMOHANBHOIO CerMeHTa".

5. Kpurepuu onienku kadectsa MmeguuuHckoil momoru (Ilpukaz M3 PO ot 10 mast 2017 .
Ne 2031 «O0 yTBepk A€HUN KPUTEPUEB OIIEHKU KaueCTBAa MEAUIIMHCKON TOMOIIIH )».

6. Ilpukaz MunucrepcTBa 3apaBooxpanenus Poccuiickoit denepauuu ot 15 nexadps 2014
r. N 8341 "O6 yTBepkaeHIHN YHU(DUIUPOBAHHBIX (HOPM MEIULIMHCKON JOKYMEHTAIIUH,
HCIIOJIb3YEMBIX B MEIULIMHCKUX OPraHU3alMAX, OKa3bIBAIOIINX MEAULUHCKYIO TIOMOLIb B
aMOyJIaTOPHBIX YCIIOBUSX, U MOPSAIKOB IO UX 3aIIOJHEHHIO" .

7. Ilpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 20 nexadps 2012
r. N 11771 "O06 yTBepX)AeHUH TOPsIKA Ta4l HHPOPMHUPOBAHHOTO TOOPOBOIBHOTO
coryacus Ha MEIMLMHCKOE BMEIIATENbCTBO U OTKa3a OT MEAULIMHCKOIO BMEUIATEIbCTBA
B OTHOLICHUH ONPEEIIEHHBIX BUOB MEJUIIMHCKUX BMEIIATENbCTB, GOpM
MH(GOPMHUPOBAHHOTO TOOPOBOJIBHOIO COTIacHs HAa MEAMLIMHCKOE BMEIIATENLCTBO U
(hopm 0TKa3a OT METMIIMHCKOTO BMEIIATEIHCTBA" .

8. Ilpuka3 Munucrepctsa 31paBooxpanenus Poccuiickoit @eneparuu ot 14 suBaps 2019 r.
N 41 "O06 yTBep)KIeHUHU TOPsIKa Ha3HAYCHUS JICKaPCTBEHHBIX Mpenaparos, Gopm
peLenTypHbIX OJIAaHKOB Ha JIEKAPCTBEHHBIE NMpenapaTsl, MOpsIka 0hopMICHUs
yKa3aHHBIX OJJAaHKOB, UX y4eTa U XpaHeHus"

9. [Ilpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @eneparuu ot 16 masg 2019 r. N
302n1 "OO6 yTBepxaeHuu [lopsiaka mpoxokIeHHUS HECOBEPIICHHOJICTHUMHU
JMCIIAHCEPHOT0 HAOII0IEHHS], B TOM YHCIIE B IEpUO] OOYUYECHHUSI U BOCIUTAHUS B
o0Opa3oBaTeIbHbIX OpraHu3aIusIx "

10. Pacnopsoxenue IpaButensctBa PO ot 31 nexadpst 2018 r. Ne 3053-p "OO0 yTBepxaeHun
nepeyHell MeTMIMHCKIX U3AEIUi, UMIUIAHTUPYEMBIX B OPTaHU3M YeJIOBEKa IIPU
OKa3aHUU MEIULMHCKOHN MOMOILY B paMKaX IIPOrpaMMbl FOCYAapCTBEHHBIX TapaHTHH
0€eCIuIaTHOIO OKa3aHUs I'pakJaHaM MEIUIMHCKON ITOMOIIH U OTITYCKAEMBIX 110 pelentam
Ha MEIMIMHCKUE U3JIENHUS MIPHU MPEJOCTaBICHUH Ha0opa COIMAIbHBIX yCIyT"
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11.

12.

13.

14.

15.

[Ipuka3 Munucrepcrsa 3apaBooxpaneruss PO ot 6 utons 2013 r. N 354n1 "O nopsiake
IIPOBEJCHUS 1aTOJIOr0AaHATOMUYECKUX BCKPBITUI" (3apeructpupoBad MUHUCTEPCTBOM
rocturuu Poccutickoit @enepanum 16 nexadps 2013 r., perucrparmonssiii N 30612)
®denepanbHblii 3akoH "O BHeceHun n3MeHeHnit B Denepanbhbiii 3akoH "O0 0ocHOBax
OXpaHbl 3710pOBbs rpakaad B Poccuiickoit denepanun" mo Bompocam oKa3aHus
naumMaTuBHON MeauuHCcKo momonu" ot 06.03.2019 No 18-D3.

[Tpuxa3z Munzapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEPKACHUHU TTOJIOKECHHS 00 OpraHU3aI[iy OKa3aHUs MAJUTMATUBHON MEIUIIMHCKON
MOMOIIIH, BKJIIOYasi MOPSIOK B3aUMOJICHCTBUS MEAUIIMHCKUX OpTaHU3aIiiil, OpraHu3aui
COIIMAIBHOTO OOCITYKUBAaHHS M OOIIECTBEHHBIX 00bEIMHEHUM, NHBIX HEKOMMEPYECKUX
OpraHH3aIfii, OCYIIECTBISIONINX CBOIO IEATEIBHOCTD B c(pepe OXpaHbI 3T0POBHSI.
[Ipuxa3z Munzapasa Poccun Ne 3481 ot 31 mas 2019 rona «OO0 yTBepKIeHUN EPEUHS
MEIUIIMHCKHUX U3JENNN, TPeTHA3HAYCHHBIX VIS MO1/IeP>KaHusl OPTaHOB U CUCTEM
OpraHu3Ma 4ejoBeKa, IPEIOCTABIIAEMbIX Ul CIIOJIb30BaHUSI HA JJIOMY».

[Tpuka3z Munznpasa Poccuu Ne 5051 ot 10 uronst 2019 roga «O6 yrepkaenuu [lopsiaka
nepeayd OT MEIUIIMHCKOM OpraHu3alinuy NaueHTy (ero 3aKkOHHOMY MPEICTaBUTEINIO)
MEIULUHCKUX U3JENNN, TpeTHa3HAYCHHBIX I MoAepKaHus GYHKINI OpraHoB U
CHCTEM OpraHM3Ma 4eJOBeKa, /ISl UCII0Ib30BaHUs Ha JOMY IIpU OKa3aHUU NaJUIMaTUBHOU
MEIUIIMHCKON TTOMOIIIH.

HNudopmanus o JekapcTBeHHBIX cpeacrBax: https://grls.rosminzdrav.ru/

IIpoune HOPpMATHUBHO-NMPABOBbIE JOKYMEHTHI, € y4€TOM KOTOPbIX Pa3padoTaHbI
KJIHHHYeCKHe PeKOMEeHIalNu:

MexnyHapoaHas kinaccudukaius 001e3Hel, TpaBM U COCTOSIHUM, BIUSIONINX Ha
3mopoBbe (MKB — 10);

[Ipuxa3z M3 P® ot 20 nexabps 2012r. Ne 11831 «OO0 yTBepK/I€HUN HOMEHKIIATYphbI
JOJHKHOCTEH METUIIMHCKUX paOOTHUKOB U (hapMalleBTUYECKIX PAOOTHUKOBY.

[Tpuka3 M3 P® ot 23 utons 2010 r. Ne 5411. Enunbiii kBan(pUKaIMOHHBINA CIIPAaBOYHHUK
JOJKHOCTEH pyKOBOJUTENEH, CIIEHUAINCTOB U CITy>XKaluX, pa3aen Kanupukanuonusie
XapaKTEePUCTUKH JTOJKHOCTEH pabOTHUKOB B cpepe 3paBOOXpPaHEHHUS.

®enepanbHbIi 3aKk0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHUH U3MEHEHUN B CTaThIO
40 denepanbHOTO 3aK0HA "O0 005M3aTEIIPHOM MEAUIIMHCKOM CTpaxoBaHuH B Poccuiickoit
Oenepanun" n OeaepanbHbIi 3akoH "O0 0OCHOBaX OXpaHbI 3I0POBBS TPaXKIaH B
Poccuiickoit denepannu' mo BonpocamM KIMHUYECKUX PEKOMEH Al

[Tpuka3z Munzapasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBEpKICHUH MOPSIIKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHIAIUH, NX IEPecMOTpa, TUIIOBOM (GOpMBI
KJIMHUYECKUX PEKOMEHAINI U TPeOOBaHHH K UX CTPYKTYpe, COCTaBy U HAyYHOMU
000CHOBaHHOCTH, BKJIFOUAEMO B KIIMHUYCCKUE PEKOMEHIAINN UH(OPMAITUN.

[Tpuka3 Munszapasa Poccuu ot 13.10.2017 N 8041 "OO6 yTBep)I€HHH HOMEHKIATYPBI
MEJUIIMHCKUX yCIyT".

[Tpuka3z MunucrepcTBa Tpyaa v couuanbHoi 3amuThl PO ot 27 aBrycra 2019 r. n 5851
"O knaccu@UKaUAX U KPUTEPUSIX, UCTIONIb3YEMbIX ITPH OCYIIECTBICHUN MEAUKO-
COLIMATILHOM AKCIIEPTHU3BI TpaxaaH (eaepantbHbBIMU IOCYIaPCTBEHHBIMH YUPEKACHUIMU
MEJIMKO-COLMAITBHON AKCTIEPTHU3HI'";

[Ipuka3 MunucrepcTBa 34paBOOXpPAHEHUS U COLMAIIBHOTO pa3BuTus Poccuiickon
Oenepannn «O nopsaKe MPUMEHEHHS JIEKAPCTBEHHBIX CPEACTB Y OONBHBIX 110
JKU3HEHHBIM MoKazaHusmM» oT 9 aBrycta 2005 1. Ne 494

Nudopmannonnoe nucsmo Munzapasa Poccun ot 17.12.2019 Ne 3175/25-2 o
BOIIPOCaM OCOOEHHOCTEH OCYIIECTBICHHS 3aKyIOK JIEKAPCTBEHHBIX MPENapaToB
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(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-

torgovomu-naimenovaniyu);
10. Pacnopspxenue [IpaButensctBa Poccuiickoit deneparuu ot 10 gexadpst 2021 roma Ne

3525-p «O06 yTBepKACHUH MTEPEeUHs CIEIHATN3UPOBAHHBIX MPOTYKTOB JIEY€OHOTO
MUATaHUS IS AeTe-uHBaua0B Ha 2022 romay
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[puioxkenne b. Anropurmsl aeiicTBUIl Bpaya

MpusHakn MNC | y nauneHTa

NabopaTopHasa AWarHOCTUKa

[ndd.amarHoctvka ¢ HeT [NvarHos
Apyrimu noaTeepxaeH?
3aboneBaHUAMU
aa
Umetotca HeT MOHUTOPUHT
noKasaHua K COCTOAHMA NauMeHTa
®37?
na
MOHUTOPUHT
®3T COCTOAHMA NaLMeHTa,
oueHKa apdeKTUBHOCTU
Tepanuu
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Hpuiaoxenue B. Undopmanus AJ1s1 nangueHra

Cunapowm 'ypinep, lleite u I'ypnep-Lleiie

Cunapom ['ypnep niu mykonosmmcaxapuaos [ (MIIC 1) — oxna u3 mepBbIX OMUCaHHBIX
dbopm  mykomnonucaxapumozoB (MIIC). 3aboseBanue, W3HA4YaJbHO Ha3BaHHOE OO0JIE3HB
[paynanepa — ['yprep, BIepBble ONMCAHO OBYMs IMEAMATpaMH: aBCTPHUCKUM — [ epTpynoit
I'ypaep (1889-965) u nemeukum — Ildpaynnnep Meitnapa (1872—1947). 3atem ameprKaHCKHUM
odramsmomnorom Illeite (1909-1990) onmcana Bropas ¢popma Oosie3Hu ¢ 6051€€ TO3THIM HAYaIOM
u Oonee n0OpoKauyecTBEHHBIM TeueHUeM, Ha3BaHHas cuHapoMm llleite. Ilozxe omucana
poMexyTouHas ¢popma Oone3nu, HazBanHas cuuapom ['ypnep-Illeite. MIIC I —ouens penkoe
3aboneBanue. [1o oleHKamM CHenUaIMCTOB, OHO BCTPEYAETCS BCETO JUINb y ogHoro u3 100 000
HOBOPOKJICHHBIX.

3a mpomeAmme TOABI OBUT CO3JaH CIEUUATBHBIA MperapaTr, KOTOPBIA IO3BOJISET
3aMEJIMTh IPOrpeccupoBaHue OO0JIE3HU, CMATYUTH HEKOTOpble M3 ee mposiBieHuil. OgHako,
Hapsily ¢ MPUMEHEHHEM A3TOro Mpernapara, HeoOXoJWMO He 3a0bIBaTh, O CUMIITOMATHYECKON
Tepanuu, (puuorepanuu, peabUIUTAINK, a TJIaBHOE — IO3UTHUBHOM OTHOLICHUHM K JKU3HU
MalUeHTa U YWIEHOB €r0 CEMbH.

[Tarorenes.

[Ipu Bcex mykomosucaxapumo3ax Hapymraercs oomen (pacmieruienne) AT — ocoObIx
CTPYKTYPHBIX KOMIIOHEHTOB COEIMHUTEIIbHOW TKaHHU.

I'AI' — »TO nnMHHBIE LIETIOYKH MOJIEKYJ caxapa, KOTOpblEe COEIMHSAIOTCS C OenKaMu U
CIIy’KaT BaXKHBIM CTPOUTEIbHBIM MAaTEpPUAJIOM JUIsl KOCTEH, XPALIEH, KOKHU, CYXOKUIIUH, KITAIIaHOB
cep/illa ¥ MHOTUX JApyTrux Tkaneu. ['Al" conmepkarcst B BA3KONH CHHOBUAIBLHOM KUJIKOCTH, KOTOPast
YBJIQXHSET CYCTaBbl, BXOAAT B COCTaB KJIAlaHOB CEpJla, CyCTaBOB M CyXOxXwinid. B Hopme
MIPOUCXOUT NOCTOSTHHBIN Ipoliecc 00pa3zoBaHus «HOBbIX» ['Al" u pacuierienne «crapeix». s
npoliecca pacuieruieHus u nepepadbotku ['AlT HeobxonuMma rpymnmna ocoObx 6eTKoB-(hepMEHTOB.
Hnst Toro, utoOwl pacmienuth A, depmeHTBl paboTaloT Mo odepenu, APYT 3a APYroM, H
pacleIIfaoT JUIMHHYI0 MoJiekyny ['Al" Ha yacTu.

VY Beex manuenToB ¢ MIIC otcyrctByer depmenT (0coObiii ans kaxaoro tuna MIIC),
KOTOPBIA HEOOXOIUM JUISl pacCHISIUICHUS OMNpEAeNICHHOro TiMko3amuHoriukana (Puc.l). V
narenToB ¢ MIIC I Tuma orcyTcTBYeT epMeHT, Ha3bIBaeMblil anbda-L-uayponugasa, KOTOpbII
HeoOxoauMm s pacmemienus [AIT —  remapancynsdara u  aepmarancyibdara.
Hepacmennennsle ['AI' HakamnmBaioTcst B KJIeTKax, Hapymias ux paboty. Jlepmarancynbdar

HaxoauTCs, riiaBHbIM O6p330M, B KOCTAX U CoeJII/IHI/ITeHLHOfI TKaHW U €ro HaKOILJICHUEC, MTPCKIC
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BCEro, BBI3BIBAET MHOKECTBO MpOOJieM, CBSI3aHHBIX CO CKeneToM. I emapaHcynbdar HaXOAUTCS
MIPEUMYIIECTBEHHO B KJIETKaX HEPBHOW CUCTEMBI, UTO MPUBOAUT K ITOPAKEHUIO FOJOBHOI'O MO3Ta

MIIC I Thna oTHOCHUTCS K JIN30COMHBIM 00JIE3HSIM HAaKOIUIeHUs. B mu3ocoMax (opranesibl
KJIETKH) MPOUCXOJIUT PACIICIIJICHUE KPYMHBIX MOJIEKYJ (MakKpOMOJIEKYJ), TaKUX, KaK KHUPBI,
OenKy, TIIMKO3aMHHOINIMKaHbI, rukoreH. [Ipu pasHbix ¢opmax Oose3HH HapyIIarOTCs pa3HbIe
CTaJusl PACLIEIUIEHUS 3TUX MaKpPOMOJIEKYJI.

Hacnenosanue cunnpoma I'ypaep, Lleiie u I'ypaep-Lileiie

Myxkononucaxapua03 [ Tuna OTHOCHUTCS K HAaclIeACTBEHHBIM 3a00JI€BaHUSAM U HACIIEyeTCs
10 ayTOCOMHO-PEIIECCUBHOMY THITY. DTO 3HAYUT, UTO O0JIE3HB MPOSBIISETCS TOJIHKO B TOM ClIyuae,
ecn 00a poAUTeENs SBISIOTCS HOCUTEISIMU OOJIE3HU U, XOTSI CaMU OHM He 0OJIe0T, mepearoT
pebeHKy J1Ba MOpa)KE€HHBIX TeHa. bONbIIMHCTBO ceMeid, Iie ecTh peOEHOK ¢ 3TUM 3a00JIeBaHUEM,
HE CTAJIKUBAJIKNCH paHbLIe C MOA0OHON mpobiemoil. Puck mOBTOpHOro poxeHHs OOJIBHOTO
pebeHKa B ceMbe, T1e YKe €CTh OOJIbHBIE JETH, COCTaBIsAET 25% Ha KaXKIyr0 OEpeMEHHOCTb.

Bece cempu ¢ MIIC 1 nomkHbl 00s3aT€IbHO TNPOUTH  MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHHE U MOJYYUTh MOTHYIO HHPOPMAITUIO OT Bpada-TeHETHKA O PUCKE IIOBTOPHOTO
MPOSIBJICHUSI JIAaHHOTO 3a0o0JieBaHUsI B CEeMbe, OOCYIUTh CO CIELUAIUCTOM BCE BOIPOCHI,
CBsI3aHHBIE C HaclefoBaHueM 3aboneBaHus. B Poccum Menuko-reHeTH4ecKue KOHCYJIbTal[uu
paboTalOT B KAXJIOM PETHOHE.

Kak ycranaBnuBaroT nuartos?

Bpaun Ha OCHOBaHMHM KIMHUYECKHX CHMIITOMOB MOTYT 3aloA03pUTh OO0Jie3Hb. 3aTeMm
MIPOBOJATCST JTAOOPATOPHBIE TECTHI M HMHCTPYMEHTaJlbHOE HccienoBaHue. [IockonbKy pasHble
tunbl MIIC o4eHb MOX0XHU MO CBOMM KIMHUYECKUM IPOSIBICHUAM, HEOOXOIUMO MOATBEPAUTD
JMAarHo3 ¢ TMOMOIIbI0 JiabopatopHbeix MeToaoB. [loarBepknatomas nuarHoctuka MIIC
3aKJIK0YACTCS B ONpeneseHUU ypoBHS 3kckpenuun ['AI' B Modye M HM3MEpPEHUM aKTUBHOCTHU
(hepMeHTOB B KJIETKaX KPOBH, MATHAX BBICYIICHHON KPOBU MIIH KYJIBTYpe KOKHBIX (PHOPOOIACTOB.
Jns MIIC 1 mpoBoasT ompeneneHne akTUBHOCTH anb(da-L-upyponumasel. B manpHElmem
pexomenyertcs nposenenue JJHK nuarnoctuku (eciu akTHBHOCTH (pepMeHTa ObLlIa CHIDKEHA).

Kimanueckue nposiBieHus: Mykomnoaucaxapuaosa [ tuna

Cungpom I'ypnep (a Taxxke Illeite u I'ypnep-Llleiie) — nporpeccupytoiee
MYJIbTUCUCTEMHOE 3a00JIeBaHUE U Y MALMEHTa ObIBAIOT MMOPAXKEHBI HE TOJIBKO CKEJIET U CyCTaBbl,
CTpa/IaloT TaK)Ke HEPBHAsl CUCTEMA, OpraHbl 3peHHs, ClIyXa, CepAeYHO-COCYIHcTasi U OpOHXO-
JIErO4Has CUCTEMBI (puc. 2)

Beienstor tpu ¢popmsl MIIC tum I:

- curapom ['ypnep (mykomnonucaxapuao3 I H - sokenas popma),
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- cunapom ['yprep-Illeiie (mykomonucaxapuao3 | H/S- npomexxyrounas dpopma).

- cuagpom leite (mykomonucaxapumo3 | S - nerkas popma)

Crenenb BBIPaXKEHHOCTH KIMHUYECKHUX MPOSBICHHUM MPU JaHHOM CHUHAPOME pa3jIMyHa.
W3BecTHEI 1 kpaiiHe Tspkenbie (GopMbl 3a00aeBaHUs — CUHAPOM ['ypiiep, KOTOpPBIE MPOSIBIISIFOTCS
yXK€ B paHHEM JIETCTBE, W JOBOJILHO JieTkue, Msarkue ¢opmbel 6onesnn — cunapom llleite. U,
COOTBETCTBEHHO, MpoMexyTouHas ¢opma — cunapom ['ypraep-llleite. B HekoTOphIX citydasx
HaJu4ue CUHAPOMA HE BIUAET HA MPOAOLKUTENIBHOCTh KU3HH MAllMEHTa, HO Ka4e€CTBO JKU3HH,
0€3yCJI0BHO, CTpaJaeT mpH Beex popmax OONe3HHU.

OcHoBHas 3aja4a Bpadei, OJIM3KKUX U CaMOro MaIMeHTa ¢ MyKoIojaucaxapuao3om I tuma
— cZIeNaTh KU3Hb MaKCUMAaIbHO KOM(OPTHOM, CHU3UTH PUCK TSIKEIBIX OCIIOKHEHUH, 3aMEITUTh
MpOTpeccUpoBaHue O0IE3HU, CMATYUTH OCHOBHBIC CUMITTOMBI 3a00JI€BaHUS.

Jlanee MbI OMUINEM OCHOBHBIE MPOOJEMBI, C KOTOPHIMH CTAJKMBAIOTCS MAI[UEHTHI C
cunapomamu ['ypiep, Illeite u ['ypaep-1lleite, HO 3TO HE 03HAYAET, YTO OHU O0SA3ATEIBHO OyAyT
y KaKJI0T0 ManueHTa. 3aboneBaHue NpoTeKaeT 0OueHb M0-Pa3HOMY, JaXKe B OJJHOU CEMBbE.

Pannee passutue, poct

[loctaBute gumarHo3 cunapoma ['ypnep-lllelie HOBOPOXIEHHOMY MPAKTUYECKU
HEBO3MOJKHO, TaK KaK HAIllM MAIlMEHTHI POXKAAIOTCS B CPOK, C HOPMAIBHBIMH POCTO-BECOBBIMU
nokazarensimu. Ho npu cunapome ['yprnep — Ooiiee Tsokenoit popme — rnepBble KIMHUYECKHE
MpU3HAKK 3a00JICBaHMSI TIOSIBJISIFOTCS. HAa TICPBOM T'OJy JKU3HH. B psijie ciydaeB, yKe ¢ pOXKISHUS
HaOIOIAIOTCS HE3HAUUTEIbHOE YBEIWYCHHE MEYeHH, MYyHNOYHBIE WM IaXxOBO-MOIIOHOYHBIE
rpeiku. PocT 3amemsisercs, Koria MajbIi JOCTUTAIOT BO3pacTa OJHOro-AByX JieT. [lanuenTsl ¢
TsDKeNoM Gopmoii 3a0oeBaHusl OOBIYHO MMOYTH MPEKPAIIAIOT PACTH B BO3PACTE BOCKMHU JIET — UX
poct 00bruHO He mpeBbimaet 110 cm. Jlpyrue nanueHTsl IpOJ0JIKAIOT PACTU JI0 MTOAPOCTKOBOTO
Bo3pacta u gocturatot 152-160 cm. Ilpwu snerkoit popme pocT y marueHTOB, KaK MPaBHIIO, HUXKE,

YCM Yy 310POBLIX CBEPCTHUKOB, HO OBbIBaeT U MOYTH HOPMaJIbHBIM.
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Puc. 2 MynbTUCHCTEMHOCTD IOPAKEHUS ITPU MyKOIIOJIMCAXapH103axX

MYKOMNOJIMCAXAPUNLOO3

HacTele MHDEKUMM BEPXHUX AblXa~

TeNbHLIX NYTeN, PUHATLI, 3AeHOMAb! }

] 3aie PXKa NCUXUHECKOTO Pa3Bu- |
Iint Tha (He Npu ecex Tvnax MNC)

MecTkme, ry-
CTbie BONOCH! |

.

NomyTHEeHWe po-
roBuUb!, rnaykoma

MamerneHue vepr
nmuya («rapron-
nA3M»)

CnneHoMeranus, re-
naTtocnieHoMeranusa

Korrucran Kucrs

2|

KoHTpaxkTypbl Kpyn-
HBIX M MeNKux
cycTtaBog, paston-
TAaHHOCTbL MeJIKMUX Cy - |
crasos (MNC tvn 4)

QO €

Sapepxka |
pocTa

j

l

Henpo-
CeHCopHan

M KOHAYKTUB-
HanA Tyroy-
XOCTh, OTUTLI

Peaxue 3y- |
Obl, YacTbhin
Kapuec

Ugetinyy

CKONNoO3

i

Ui, ’
i

| Pty
N gy i l';l_

LIOHOUYHbIE
M NYNOYHbIG
rPbIXK

ﬁ"l:(l

18%

Kupos, |

MNaxopo-Mo-

AN30CTO3

MHOXeCTEeHHLIN

Pl/IcyHOK 2 MYJ'ILTI/ICI/ICT CMHOCTB NOPAXKCHUSA ITPU MYKOIIOJIUCaXaprua03ax

[Tpumeuanue: HapymeHne HHTEIUICKTa pu cuaapoMax ['yprnep-1lletie u llleiie He HaOmOMACTCS

BHemnue ocodoeHHOCTH

BHemHuii BHI MAlMEeHTOB C TsDKeNoM (opmoit cunapoma ['ypriep HeoOblueH — OHHU
Oousibllle TOXO0XKM JIPyI Ha JIpyra, 4eM Ha CBOMX pOJAUTENEeH M 310pOBbIX OpaTheB U CECTep.
V3MeHeHHs B CTPOCHUHU UX JIMI] 0003HAYAIOT CIEUUATBHBIM TEPMUHOM JIUIEBON THU3MOPPHU3IM

(orpyOseHue 4epT): KpymHas roJioBa, KOpOTKas Ies, KpyTJIoe IO, IMUPOKHI HOC C IMUPOKOH 1

IUIOCKOM MEPEHOCULIEH.

[Ipu nerkoit u mpomMexyTouHOU (opMe 3a00JIeBaHNs BHEIIHUE OCOOCHHOCTH Y MallMEeHTA

CTOJIb HC3HAYUTCIIbHEI, YTO UX BUJAT TOJIBKO Bpaiu, a OJIM3KHE U 3HAKOMEBIC HE 3aMeYal0T HUUEro

HEOOBIYHOTO.

Y mnanueHToB C MIIC 1 u3-3a oOTIOXKECHUS MYKOIIOJIUCAXapu OB KOXKa «TOJICTas» U

JKECTKasl, YTO 3aTPyIHSAET 3a00p KPOBU U UCMOJIb30BaHNE BHYTPUBEHHBIX KATETEPOB.

dororpaduu NaMeHTOB
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Ckener, ONOpHO-ABUTATENIbHAS U KOCTHO-CYCTaBHasl CUCTEMA

VY marmuenToB ¢ MIIC I tuma, kak u mpu BcexX APYrux GopmMax MyKOTOJIUCAXAPHIO30B,
CYILIECTBYIOT IPOOIIeMbI ¢ (pOpMUpPOBaHUEM U pOCTOM KocTel. MI3MeHeHne KocTel ¢ HapylIeHHEeM
UX ()OPMBI HA3BIBAIOT MHOXKECTBEHHBIM TN30CTO30M. [Ipu Tsixkenoi hopMe CHHIpOMA - CHHIPOME
I'ypnep uzmensiercst crpoeHue mo3BoHKOB. OJIMH WM J1Ba MIO3BOHKA B CEpe/IMHE CIIUHBI ObIBAIOT
CILTIOIIEHBI OOJIbIIE, YEM OCTAIbHBIC, U CJIeTKa CMEIIeHBl. Takoe CMEIIeHne MO3BOHKOB MOPOid
CTAHOBUTCS MPUYMHON pPAa3BUTHS HUCKPHUBJICHUS I[O3BOHOUHMKA (kudo3, ckonmos). Eciu
VCKPUBJICHHE TTO3BOHOYHHKA WJIH CKOJIMO3 TPOTPECCUPYIOT, TO TpeOyeTcs METUITUHCKAS TTOMOTIIb.
IIpu cunapome lllelie MCKpUBJIEHHE IMO3BOHOYHUKA JOBOJIBHO JIETKOE M HE HYXIAeTcs B
XUPYPTrU4E€CKOM JICUEHUH.

Cawmpble cepbe3HbIe, OMAaCHBIC U KU3HEYTPOKAIOIINE TTPOOIEMBI CBSI3aHbI C Aedopmarueit
U OCOOCHHOCTSIMH CTpOEHHS IIedHOro otnena. Ecnu crnuHHOM MO3r OyneT CHaBieH WU
MOBpEXICH (IIeHAs MHUEIIONATHsI), HAPYIIUTCS MHHEPBAIIUSI BCEX YacTed Tella, 9TO MPUBENET K
ciabocTu (BSUIBIM Mape3) MBI, HAPYLICHUsIM MPU XOAbOEe, MHOT/A JaXe K 3aTPYAHEHUSIM C
nerxaareM. [pu Tspkemnoit hopme 3a0o0eBaHus clIadOCTh B pyKaxX U HOraX MOYKET pa30aBUThCS Ha
MIePBOM T'OJy KU3HU, YTO MPUBOAUT K 33JIEPIKKE JBUTATEIHLHOTO pa3BUTUS peOeHKa.

TyronoaBm>XHOCTh CyCTaBOB XapaKTepHa Ui Bcex (opM MykomonucaxapumozoB. C
roJlaMH TYTOMOJIBH)KHOCTh CyCTaBOB MOXKET IIPOrPECCUPOBATH U CTATh MPUUMUHOM O0JIH.

N3-3a orpaHndeHns OIBHKHOCTH CYCTaBOB U OCOOCHHOCTEH CTPOSHUSI MEJKHX KOCTEH
KHCTH, Majblbl PYK CTAHOBSITCS >KECTKUMH M HUCKPHUBIISIIOTCS, (GOPMHUPYS TaK Ha3bIBaEMYIO
«KOTTUCTYIO KHUCTBY.

N3-3a TyronoABM>KHOCTH KPYITHBIX CYCTaBOB U OCOOEHHOCTEN CTPOEHUS KOCTEH MalleHThI
XOJIAT C CJIerKa COTHYTHIMHM KOJIEHAMH U OelpaMu. Y HEKOTOPBIX MAIIMEHTOB pa3BUBaETCA X-
o0pa3HOe UCKPUBIICHHE HIDKHUX KOHEYHOCTEH (BanbrycHas nedopmanus). boapmmHCTBO Bpayeit
CUMTAET, YTO JaHHASA AePopMaIis HOCUT MPUCTIOCOOMTEIBHBIA XapaKTep, MOMOTrasi MalueHTy
pacnpeensiTe BeC, MO3TOMY OINEpPaTHUBHYIO KOPPEKIMI0 B paHHEM BO3pacTe B OOJBIIMHCTBE
CIly4aeB Jydllle HEe MPOBOAWTH. Kpome TOro, B CBSI3U CO CIa0OCTHIO CBSI30YHOTO ammapaTta u
HapyLIEHUSIM CTPYKTYpPbI KOCTEH, ONEpalys He BCET1a MPUBOJIUT K 0KUIAEMOMY PE3yJIbTATy —
nedopmarusi BO3BpAIIaeTCs CITyCTsI KaKoe-TO BpeMsL.

Opranbl AbIXaHUS

Hapymenue npixatenbHoit cuctemsl y nmanueHToB ¢ MIIC cBs3aHO Kak ¢ 0COOCHHOCTSIMH
CTPOGHHUSI CKeJeTa, XpsIIer Tpaxen M pedep, Tak u ¢ HakoruieHneM ['Al’ B MSTKUX TKaHSIX

(yBeJ’II/I‘-II/IBaIOTC}I AACHOUABI, CIIM3UCTBIC, BBICTWIAKOIINC ObIXATCIIbHBIC IIYTH, CTAHOBATCSH
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PBIXJIBIMH, TUNEPTPOPUPOBAHHBIMM, B pe3yJbTaTe Yero IMPOCBET JAbIXaTeNbHBIX MyTel
YMEHBILIAETCS).

BaxHO NoOHMMaTh, 4TO HEIOCTATOYHOE CHAOXKEHUE TKAaHEH KUCIOpOJOM (THIIOKCHSA)
BJIMSIET HA (YHKIHMIO BCEX OPTaHOB, IMOATOMY YJyUIICHUE JbIXaTeIbHONH (QYHKIMH — OJHA M3
MIEPBOOYEPEAHBIX 3a1a4.

[Ipobaembl ¢ npIxaHueM YCYTryOJssieT M3MEHEHHOE CTPOCHHME TPYIHON KIETKH: IpyaHas
KJIETKA (OKECTKas» U HE MOYKET JIBUI'AThCs CBOOOJHO, HE MO3BOJIAET JIETKUM HaOpaTh OO0JIbLION
00beM BO3/1yXa. DTH 0COOEHHOCTH MPUBOJAT K TOMY, YTO MALIUEHTHI Xy’Ke MEPEHOCIT NH(DEKINN
BEPXHHUX JBIXATEIbHBIX ITyTCH U JICTKUX.

[lepBbIMM cUMITOMaMU HapylleHUs (YHKIMM BEPXHHMX JbIXAaTEJIbHBIX MyTeH MOTYT
CIIy>KMTbh HOYHOM Xpal, IIyMHOE JIbIXaHue, 00CTPYKTUBHOE HOYHOE altHO? (KpaTKOBPEMEHHBIE, J10
HECKOJIBKUX CEKYHJI, 3aJIepKKH JIbIXaHUs BO BpeMsi HOUHOT'O CHa). Takue MpOosiBIEHUS TOJKHbBI
HaCTOPAKMBaTh, TAK KaK B JaJbHEHIIEM OHM MOTYT IPOTPECCUPOBATh U MPUBECTH K PA3BUTHIO
OCJIOKHEHUH CO CTOPOHBI IPYTHUX OPraHoB (cepre, FoJI0BHOM MO3T).

[amuentsl ¢ MIIC CKIOHHBI K pa3BUTHIO OTUTOB, PUHUTOB M BOCHAJICHUIO JIETKHX,
[I09TOMY AHTUOAKTEPUAIbHYIO Tepalnuio cjlelyeT HauyuHaTh YK€ Ha pPaHHUX CTaJusax
3aboseBanns. HecCOMHEHHO, HYKHO KOHCYJIBTHPOBATHCS CO CIICIUAIMCTAMH, a HE 3aHUMAThCS
CaMOJICUECHUEM.

HecmoTpst Ha peKOCTh U TsKeCTh 3a00JIeBaHMs, CIEIyeT IOMHHUTh, YTO BaKIIMHUPOBATH
nanueHToB ¢ MIIC o06s3arenbHO, Tak Kak NPUBUBKU IIOMOTalOT NPEAOTBPATHTh pPa3BUTHE
3a00JIeBaHUH, MOPAXKAIONINX JIETKHE. B TOM umcie BaXHO HE MPOMYCTUTh BAKIIMHAIIUIO TIPOTUB
ITHEBMOKOKKOBOW MHQEKINH.

PotoBast monocts 1 3yOsr

VY naruentoB ¢ MIIC I 3yObl MOKPBITHI XPYNKOH dMalIbl0, YTO MPUBOAUT K OBICTPOMY
Pa3BUTHIO Kapueca.

Cepneuno-cocyaucras cucrema

[Ipaktuuecku y Bcex nanuentoB ¢ MIIC I HaGmoiaeTcs maToaorust cepAeYHO-COCy IUCTON
CHCTEMBI: YTOJIIIEHUE CTEHOK CEp/la, CHI)KEHHE COKpPAaTUTENbHOH CIOCOOHOCTH CeplaeuHON
MBIIIIIBI, ©3MEHEHHUs CO CTOPOHBI KJIAITAHHOTO anmapara (yIjIoTHEHHE CTBOPOK U XOP/I KJIAIIaHOB).

[Ipu ocmoTpe nanmenTos ¢ MIIC I Bpau MoxkeT oOpaTuTh BHUMaHHE Ha HATMYHE IITYMOB)
B cepaue. Kak mpaBuio, 3TO CBSA3aHO € INOPAKEHUEM KIIAIIAaHOB: IOBPEXACHHBIN KiamnaH
3aKpbIBAETCSI HEIIOTHO, MIPU COKPAIIEHUH CEpAlla HeOOJbIIOE KOJIMYECTBO KPOBH JBUTAETCS B
00paTHOM HalpaBJIEHUH, YTO BbI3BIBAET IIYM, KOTOPBIH CIBIIUT Bpay. Yalre Bcero nopaxxarTcst

AOpTaJIbHBIM U MUTPAJIBHBIN KJIallaHBbI.
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[lopaxxeHne JerkuX, O KOTOPOM HAIIMCAHO BBIIIE, TAKXKE MOXET CTaThb MPUYUHOMN
M3MEHEHUMN co cTOpoHbI cepAana. «IIpokauynBanue» KpoBU Yepe3 U3MEHEHHBIC JIETKUE, TPUBOIUT
K [@eperpy3ke IMpaBblX OTAEJIOB CepAlla, W PA3BUBACTCS IPABOCTOPOHHSS CEpACUHAs
HEJIOCTATOYHOCTb.

CepaedHo-cocyiucrasl CucTeMa

[Maronoruss CCC y nauuentoB ¢ MIIC nposiBiisieTcs B BUIE: YTOJIIEHUE CTEHOK CEp/La,
W3MEHEHHs CO CTOPOHBI KIJIallaHHOro ammapara (YIUIOTHEHHWE CTBOPOK M XOpJ KJIarmaHoB),
pa3BUTHUSL CEPJICYHOM HEJAOCTATOYHOCTH, KAaK C COXPAaHEHHOW, TaK M CO CHWKEHHOWU
COKpAaTUTENbHOI CIIOCOOHOCTHIO MUOKAPA.

XapaktepubiMu npuzHakamu nopaxkeHuss CCC mpu MIIC sBnsitorcs  auchyHKUIUA
KJIalTaHOB (B OCHOBHOM, MUTPAJIBHOIO, AOPTAIBHOTO KIIAMMAHOB), THUIEPTPO(Us MHOKap[a,
HapylleHHe puTMa U MpoBoAUMOCTH. DYyHKIUs KIamaHOB, HECMOTPS Ha MX YTOJIICHUE B
pe3yabTaTe OTJIOKEHHUS MYKOTOJHCAXapHuIOB, MOXKET HEKOTOpOE BpeMsi He Hapymiarthcs. B
MOCIEAYIONEM TOSBISETCS WIYMbI, XapakTepHbIE IS MUTpPaIbHOW (CHCTONUYECKHI) U
AoOpTaJbHOM  (IMACTOJIMYECKHI)  HENOCTATOYHOCTH,  pa3BUBAIONIMECS B  pe3yJbTare
HECOCTOSITENIbHOCTH KJIamaHoB. B pampHeiimem ykopodeHwe xopa u  (Gubpo3 JeBoro
ATPUOBEHTPUKYJIIPHOTO KOJIbIIA TPHUBOAAT K CTCHO3UPOBAHUIO MHUTPAIBHOTO OTBEPCTHUSA.
HenocraTtoyHoCTh TPUKYCIUIAIBHOTO U MYJIBMOHAIBHOTO KJallaHa OOBIYHO KIMHUYECKU HE
JTUArHOCTUPYIOTCS.

Camoli 4acTOM NPUYMHOM PA3BUTHUS CEPACUYHONM HENOCTATOYHOCTU C COXPaHEHHOU
(dpaxiueil BEIOpOca JIEBOTO JKETyJ04YKa y 3THX MAIMCHTOB SBIISIETCS MOBBIIMICHUE KECTKOCTH
MHOKapJla B pe3ylbTaTe OTJIOXKEHUS MYyKOMoJucaxapuaoB (IO THUIy PECTPUKTUBHOMN
Kapauomuonatu). B peakux ciaydasx MOKeT HaOMI0JaTbCs CHUXKEHUE COKPATUTEIbHOMN
CIIOCOOHOCTH 3a CUET AWJIaTallUuU MOJIOCTEH.

Kpome toro, cepiieunasi HeIOCTaATOUHOCTh MOKET Pa3BUBATHCS C MOPAKEHUEM IMPABBIX
OTJIEJIOB Cep/Iiia, 0 TUITY XPOHHMYECKOT'0 JIESTOYHOTO Cep/Ilia, B pe3yabTaTe 1edhopMalluu IpyIHOM
KJIIETKH, TOPAXKEHUS JETKUX U3-32 OTJIOKEHUS MYKONOJIUCAXapua0B (JKECTKUE JIerKue),
HapylUIeHHs] TPEHUPOBaHUS OpOHXUATIBLHOTO JiepeBa M3-3a CyK€HUs OPOHXOB M pa3BUBAIOIIEHCS
TpaxeoMassiluU, Pa3BUTUSL XPOHUYECKOM TMIIOKCHUHU.

bpromnas noaocts

[Ipu cunapome ['yprep mnedeHb M cene3eHKa yBeNWYEHbl W3-3a HakorieHuss ['Al
(remaTtocryeHOMeranus). Y BeJIn4eHre eueHu 0ObIYHO HE MPUBOAMT K HAPYIICHUIO €€ (PYHKIIHH,

HO MOJXKCT BJIUATH Ha IICPECHOCUMOCTD TOM WJIM UHOM IMIIIH.
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[Ipu wmyxomonucaxapujao3ax, Kak MpaBWIO, XUBOT YBEIWYEH B 0OBEME 3a cueT
rernaToCIUICHOMETaIMM M CNAab0CTH MpPSIMBIX MBI JKUBOTA. TakKe YacTo BO3HUKAIOT
COYETaHHbIE WJIM U30JUPOBAHHBIEC IPHLKU (ITyIIOYHAs, 1aX0Bas, IAX0BO-MOIIOHOYHOM U cpeiHen
JUHUM KUBOTA). PernieHne o HEOOXOIMMOCTH OINEPaTHUBHOTO JIEYEHUS JODKHO NMPUHUMATHCS
COBMECTHO C JIEYalluM BpadyoOM: ITOKAa3aHUEM K CPOYHOM OIepanuu CIYyXXHUT YIIEMICHHE
I'PBDKEBOIO BHIISTYMBAHUS.

VY nmaruentoB ¢ MIIC I Hepeako HaOMI01aeTCS HEYCTOMYMBBIN CTYJI (3aII0PBI HITH JHapes).
[IpryrHa 3TOTO 10 KOHIIA HEMOHATHA. BO3MOXHO, HapymaeTcs: yHKIMS BEreTaTUBHON HEPBHOM
cucTeMbl, OCKOJbKY ['Al’ HakamMBaKOTCS B HEPBHBIX KIETKaX KHUIIEYHHKA. Jluapes Moxer
ucye3aTh ¢ BO3pPAcTOM, HO BO BpeMs NpHeMa aHTUOMOTHKOB MOSBIATbCA BHOBb. Ecnu nuapes
BO3HMKJIAa M3-3a MpUeMa aHTUOMOTHKOB, Bpaul MOTYT Ha3HAUMUTh Iperaparhl, CIOCOOCTBYIOLINE
HOpMaTU3allii MUKPO(IIOpH! KUIIIEYHUKA. EciM nmanueHT Mano ABUraercs, TO MOTYT pa3BUThCS
3anopsl. B 3tom cnyuyae 3d@exkTUBHO yBeIMUEHUE B pallMOHE KOJMdecTBa rpyOoil muim
(kmeTyaTkm).

Hepsnas cucrema

IIpu cunapome I'ypnep aetu pa3BUBArOTCS € 3aA€PAKKOM peun, y HUX CTPAaJacT HHTEIIEKT,
Hapyulaetcs nosefeHue. [lo Mepe HapacTaHus HapylIEHUH HWHTEJIEKTA K THIIEPAKTUBHOCTU U
arpecCUBHOCTU MPHUCOSAUHSIIOTCS ayTucTHueckue uepthl. [Ipm msarkux ¢opmax - cunapome
I'ypnep-Illeiie u Illeiie nHTEIIEKT HE CTPaAAcT, pa3BUTHE CIIETKA 3aMEICHHOE.

I[Ipu Tsaxenbix ¢opmMax Tak K€ MOTYT BO3HHUKATh HApYUICHHsS LUPKYJIALUS
CHIMHHOMO3I'OBOM JKUJKOCTH. B 3TOM cilyuae manueHThl KadyroTcsl Ha TOJIOBHBIE 00MIH, Y AeTel
oOpamaror Ha ce0s BHHMaHHE OECIOKOWCTBO, pPBOTA, 3aJepxkKa pa3BuTusi. HeobOxoanma
KOHCYJIbTAIMs Bpada-HEeHpoXupypra Ajsi perieHus Bonpoca 0 He0OXOAMMOCTH OIIEPaTUBHOTO WIIN
MEAMKAMEHTO3HOTO JIeYeHHUs JaHHOro ocinoxHeHus. [Iporpeccupyromas cooOriaromascs
rugporedanus sBiseTcs Hauboiee YaCTbIM CUMITOMOM cHHIpoMa ['ypiep u peaxo BcTpedaercs
nipu Msrkux popmax MIIC | tuma (cunapomax I'yprep-1lleite u [lleiie).

Ecnu  BO3HMKAaOT momo3peHuss Ha ruaponedanvio, TO HEO0O0XOAUMO IPOBECTH
KOMITbIOTEpHYIO ToMorpaduro unu MPT. OcMmoTpa 1i1a3HOro JHA OKYJIMCTOM HEIOCTATOYHO JTsI
MIOCTAHOBKH JTMarHo3a, T.K. ruapouedanus y aereit ¢ MIIC I moxer mpoTtekars u 6€3 3aCTOMHBIX
U3MEHEHUH Ha IVIa3HOM JIHE.

CrhaBneHue CIMHHOTO MO3Ta IPUBOIUT K HEOOPATUMBIM HEBPOJIOTMYECKUM HAPYIIECHUSIM,
MO3TOMY JIEKOMIIPECCUPYIOIlee OINEpPaTUBHOE JIEYEHHE CJEeAyeT paccMaTpuBaTh Jaxe Yy
MAIMeHTOB 0€3 HEBPOJOrMYECKONW CHUMIITOMATHUKH, 3a4acCTYI0 XHPYPrH4ecKOe BMEUIATElIbCTBO

JAOJIDKHO BBITIOJIHATHCA PAHBIIC Pa3BUTHA HEBPOJIOTHUCCKUX HpOfIBJ’ICHHfI.
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[Ipu mosiBNeHUU HEBPOJIOTUUECKOTO JePUIUTA MAIMEHT MOXKET YK€ HAXOJAUTCS HA TPAaHU
KypaOeJIbHOCTH, TPHU MOSBICHUU TEPBBIX CHUMITOMOB PAacCMAaTPHBAETCS BOMPOC O CPOYHOM
XUPYPrU4E€CKOM BMEIIATEIbCTBE.

[IpoBenenue XHPYPTUYECKOH 3aMeHbl Ta300€ApEeHHOr0 WJIM KOJEHHOTO CYCTaBa,
WCIIPABJICHUE OCH KOHEYHOCTH, YCTPAHEHHE CTEHO03a KapHaJlbHOIO KaHajla ITOKa3aHO IpH
BBIPOKEHHOM HapylIeHHH (PYHKIIUU U TIPU OTCYTCTBUH 3P PeKTa OT KOHCEPBATUBHOM Tepanuu.

Kapmanenpiii  cuaapomM  (3amsiICTHBIA ~ CHHAPOM,  TYHHEJIBHBIH  CHHIPOM)  —
pacmipoctpaneHHas mpobneMa y narueHToB ¢ MIIC. HepBbl mpoXoasT depes3 3amsicTbe MEXITy
3alsICTHBIMM KOCTSIMM M CBSI3KaMH. Y TOJILIEHHME CBS30K 3a cueT HakomieHus ['Al' okassiBaer
JlaBlieHHE Ha HEepBBI. [IposBiIeHHEM 3TOT0 CHHPOMa MOTYT OBITH 0OJIb 1 OHEMEHUE MabILIEB PYK
U TPYAHOCTH C 3aXBaTOM IIPEIMETOB.

JUis AMarHOCTHKH M3MEPSIIOT CKOPOCTh IMPOBEJCHHMS HEPBHOTO HMITyJbca B OOJIACTH
KHCTU. DTO TMpocTas MpoLeAypa, MO3BOJISIIONIAs YCTAaHOBUTh HalM4YM€ WM OTCYTCTBUE
MIOBPEKICHHSI HEPBOB.

HekoTtopeie HapylieHUss HEPBHOM CHCTEMBI (JIBUraTENbHBIE PACCTPOICTBA) SIBIISIFOTCS
BTOPUYHBIMU U B OOJIbILIEH CTENIEHN CBS3aHBI C TOPAXKEHNUEM CKEJIeTa.

Opran 3peHus

Haxomnenune I'AI' mpoucxoaut BO MHOTHX TKaHSX, B TOM YHCIIE, B POTOBHIIE, [TO3TOMY
MOXKET HaOIoJaTbesi ee nmomyTHeHHe. OJHUM W3 MPU3HAKOB U3MEHEHHS POTOBUIIBI SIBIISETCS
HEMEPEHOCUMOCTb SIPKOTO CBETA, TAK KaK IIOMYTHEHHE BbI3bIBAET HEIPABUIIBHOE IPEIOMIICHUE
cBeTa. B 3TOM ciyyae MOTyT MOMOYb COJTHEUHbIE OUKH. Eciu MOMyTHEHHE pOTOBUIIBI TSKEIOE,
yXyALIAeTCs 3peHre, 0COOEHHO MPHU TYCKIIOM CBETE.

Otnoxenne 'Al" B ceTdyaTke MOXKET HMPUBECTH K MOTepe Mepu(pepruuecKoro 3peHus u
HUKTAaJIONUU («KypUHOH ciernoTe»). PeOeHOK B 3TOM cUTyalllK IMyraeTcs U OTKa3bIBAThCS XOIUTh
B TEMHOE BpeMs CyTOK. JKenarenbHO OCTaBIsATh HOUHMK BKJIIOYEHHBIM B CHAJIbHE U KOPHIODE.
Nnorpa MoryT Bo3HUKaTh MpOOJIEMBbI CO 3p€HUEM, BhI3BAaHHBIE M3MEHEHUSMHU B ceTYaTKe rias3a
WJIU TJIAyKOMOU (IOBBIIIEHHBIM BHYTPHUIJIa3HBIM JABJICHUEM), MOTOMY PETYJISIPHBIE OCMOTPHI
o TaIbMOJIOTa HEOOXOAMMBI.

C mnomolIpl0 CHEUUANbHBIX HCCIEJOBAaHUN CHELMAIUCT OIPENEIUT, H3-3a YEro
yXyALIAeTCs 3pEHUS.

Opransl cyxa

[Ipu MIIC Ttyroyxoctb MOXET OBbITH HEHpOCeHCOpHas (CBA3aHHas C HapyLICHUEM
YYBCTBUTEIBHBIX (BOJOCKOBBIX) KJIETOK B YJHMTKE), KOHAYKTUBHAs (CBSI3aHHAs C HapyIICHHEM

3BYKOIIPOBOJSIIMX MyTeN) WK cMelllaHHas (komOuHanus AByx tunos). [lpu cunnpome ['ypuep
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TYTOYXOCTb Yallle HOCUT CMEIIAHHBIN XapakTep W MPOrPECCUPYET ¢ Bo3pacToM. Paznuyaror 3
CTENEHU TYTOYyXOCTH: JIETKYI0, YMEPEHHYIO M TSOKENyl0. B 3aBUCUMOCTH OT THIA U TSHKECTH
MOPAXEHUs cllyXa MPUMEHSIOT Pa3IM4YHbIe METOJIbl KOPPEKIHMHU. BaXHO Kak MOXXHO paHbIIIe
3aMETUTh TPU3HAKK CHUKCHHS CIIyXa, TaK Kak 0e3 KOPPEKIUU TYroyXOCTh ITOMEIIaeT
HOPMAJIBHOMY Pa3BUTHIO W OOYYEHHUIO TaIMeHTOB. DaKTOPOM, YCyTYOISIIOITUM HapyIICHUE
CITyXa, SIBIISTIOTCS 4acThle MH(EKINHU CPeTHEro yXa (OTUTHI).

JleueHue, HAOJIIOIEHUE U IJIAHOBBIE 00CIIEJOBAHUS

Bpawyamu-skcriepramu u3 pa3HbIX CTpaH ObBUIH CO3JJaHBl PEKOMEHIAINH 110 HAOIIOICHUIO,
nuarHoctuke u jgedeHuto nanueHToB ¢ MIIC I tuna. M mbl BKpariie pacckakem O HHX.

HaOmoaenue, miaHoBble 00CIEIOBAHUS U TECThI

Jlis Toro, 4ToObl OLIEHUBATH COCTOSIHME MalUeHTa, 3PQPEeKT npoBoIuMOi (HepMEHTHON
Tepanuu, (U3NOTEpaNuy, CYIIECTBYIOT pa3lUYHble TECThl M IKanbl. (OueHb BaXHO HE
OTKa3bIBATBbCSI OT MPOBEIACHUS ATHUX HCCICAOBAaHUHM, IMMOTOMY YTO OHHM IIOMOTAIOT BpadaM
OOBEKTUBHO OIICHUTh COCTOSHHE IallieHTa, OOOCHOBATh JICUCHHE, BBECTH HM3MCHCHUS B
MIPOrpaMMBbl peaOMIIUTAIINH U a0OWITATAIHH.

CaMbIM W3BECTHBIM SIBIsieTCSl 6 MUHYTHBIM TecT X0oAbObl. CyTh €ro O4YeHb MPOCTas:
OIICHUTH BBIHOCIUBOCTH NaruenTa. [lanuenTy npeasaraloT  XOJIUTh MO JUTMHHOMY KOPHAOPY B
TeyeHue 6 MHHYT. OLEHMBAETCS KOJIMYECTBO CAENaHHbIX maros. Koraa mpoBOauiIM IepBble
KIIMHUYECKUE HWCHbITaHusl mpenapata aias jedeHus MIIC pasHbIX THIOB, HCCIEAOBATENU
MPOBOJMIIM TAKOE€ TECTUPOBAHHWE 10 M TMOCAe Hadasia (EepMEHTHOW Tepamuu, CpaBHUBAIU
pe3yabTaThl TPYNIbl MAlMEHTOB, MOJYYaBIIUX Ipenapar, ¢ pe3yiabTaTaMH TeX, KTO MOJydas
miane6o. MmeHnHo TecTt mokaszan, 4to (¢GepMEHTHas 3aMECTHTENIbHAs Tepamus YJIydIaeT
BBIHOCJIMBOCTH MAI[UEHTOB U UX JIBUTATEIIbHYI0 aKTUBHOCTb.

YToOBl OIICHUTH CTENECHb OTPAHMYCHUS JBIXaHUS, Bpady MOXET IMPOBECTH JIETOYHBIC
GbyHKIIMOHANBEHBIE  TecThl. Jlerounble  (QYHKIMOHATBHBIE TECTHl  OMPEIEISIIOT, KaKou
MaKCHUMaJIbHBI 00bEM BO3JyXa MOJKET BJIOXHYTh MAIlMEHT, HACKOJBKO OBICTPO MPOUCXOIUT
ra3000MeH. DTH TECThl MOTYT BBISIBUTH 3a00JI€BaHMSI JIETKHUX, ONPEICIIUTh CTENIEHb UX MOPAKCHUS
U OUeHUTh AP(PEKTUBHOCTH JIeUeHHUS. TeCThl OOBIYHO BBIMOJHSAIOTCS C HCIOJIb30BAHHEM
CHeNHMalbHOTO O0OopymoBaHus. Bo Bpems wHCCleOBaHHUS HYXHO IO KOMaHJE BJIbIXaTh,
3a/IepKUBaTh BO3MyX, BbIIbIXaTh. McciaenoBanue PyHKIIUM JETKUX HE MPEACTABISET OMAaCHOCTH
JUTSL 3JOPOBBSL.

Jlns nuarHocTuku 3a0oJjeBaHUs JIETKUX U OpoHXoB HeoOxoaumo npoBectd OBJI. TIpu
oMot OBJ] onpenensior, Kakoil MaKCUMalbHBIM 00beM BO3yXa MOXKET BJOXHYTh MAIMEHT,

HACKOJBKO OBICTPO MPOUCXOJUT Ta3000MEH. DTH TECThl MOTYT BBISIBUTH 3a00JICBaHUS JIETKHUX,
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OTpEACTUTh CTENEHb WX TMOPAKEHUS U OLEHUTh 3(P(EKTUBHOCTH JiedeHUs. TecThl OOBIYHO
BBITIOJTHSIOTCSL C HCIIOJIb30BAHUEM CIICIHAILHOTO 00O0pYIOBaHHUS - CHUpoMeTpa. Bo Bpems
WCCIIEIOBaHMs HYKHO 0 KOMaHJE BIbIXaTbh, 3aJep>KUBATh BO3/AYyX, BBIAbIXaTh. VccienoBanue
(YHKITUY JIETKUX HE MPEICTABISICT OMACHOCTH IS 37I0POBBSL.

BricnymuBanue (aycKynabTanus) cepjiiia JOJDKHO OBITh OOS3aTENhbHBIM M PETYJSIPHBIM
WCCIICIOBAHKMEM JJIsl TAIIEHTOB C MyKOTIOJUCaxapu103aMu. BaKHBIM METOIOM U3YYECHHSI CepIIia
SBJISIETCSI yJIBTPa3ByKoBOM — Dx0-KI', ona 6e30omacHa, 6e3001e3HEHHA U BRICOKO HH(OPMaTHUBHA.
CoBpeMeHHbIE TPUOOPHI TTO3BOJISIOT MOTYYUTH OJTHO-, IBYX- U TPEXMEPHOE U300paKEHUE CEPIIIa,
OTIpEeACTTUTh CKOPOCTh KPOBOTOKA U JAaBJICHHUE B PA3IMUHBIX OT/AEaX, ONPEeNIUTh HAlpaBIeHHEe
U TypOyJIEHTHBIN XapakTep KpoBoToka. Ix0-KI' pekoMeHIyI0T MPOBOIUTE MO TOKa3aHUSIM, HO HE
pexe 1 pasza B roz. DTo UCCIEAOBAaHHE HEOOXOAMMO, YTOOBI OOHAPYKUTH JTHOOBIE TTPOOIEMBI C
cepaieM  (yBeIMUEHHUE pPa3MepOB, HMHIEKC MacChl JIEBOTO JKETMyJI0uYKa, HapylICHHE
cokpaTtuTenbHOU (QyHKIMU (Ppakius BeIOpOca), a TaKKe MUACTONMYECKOW (YyHKIIUH, OLCHKA
CepJICUHBIX KJIANIaHOB, IBUKEHHE MEAOKENTYI0UKOBON TIEPETOPOJIKU)

[Tpu HeoOxomaumocTH, BO3MOXKHO TipoBeieHne MPT ¢ koHTpacTHpoBaHUEM cepala: s
0oJiee IeTalbHOTO UCCIEA0BaHUS CTPYKTYPhI U (DYHKIIMH KEITYA0YKOB, MAarUCTPAIBHBIX COCY/IOB
Y KOPOHAPHBIX apTEPUi.

Kpome Toro, nmns BbISIBICHUS HApYLIEHUS PUTMA U MPOBOAMMOCTH CepAllia HeoOX0IuMOo
npoBOAUTHh XosTepoBckoe MoHuTopupoBanue JKI', He pexe 1 paza B roa. A Juist BBISIBIICHUS
apTepuanbHOil runiepronuu [IpoBenenue cyrounoro MmonutopupoBanus A/l.

Heobxomumo perymnsipHo (1Ba pa3a B T0Jl) MPOBOJAUTH MPOBEPKY CIIyXa, JUIsl TOTO YTOOBI
Cpa3y ke HauaTh JIEYeHHE, €CITU MOTpedyeTcs, 1 MAKCUMaJIbHO COXPAHUTh BOBMOKHOCTh YUUTHCS
1 00IIaThCs.

MaruuTtHas pe3oHaHCHas ToMorpadus

MPT no3BoHOYHUKA JJOTHKHA POBOIUTCS €XKET0THO, C 0COOEHHBIM (JOKYCOM Ha 00JIACTSX,
B KOTOpPBIX MOXET pa3BUBATbCS KOMIIPECCHS CHMHHOTO MO3ra: II€WHBIM, TpyaHOMH,
TPYAONOSICHUYHBIN oT/enbl. [lanerTsl ¢ Mykononucaxapuao3om | Tuna nomKHBI HAOII0JaThCs
y XUpYypra-oprornena, 4ToObl OH KOHTPOJHUPOBAJI COCTOSHUE IIEHHOTO OT/eNia MO3BOHOYHUKA.
BaxxHo oneHuBaTh pe3ynbTaThl MCCICIOBAHWN B JAMHAMUKE, MMOITOMY BCE CHHMKH CIEIYyET
XPaHUTh M TPEIOCTABIIATh BpadaM MPH KaXKJIOM CIEAYIONMEM HcciaeToBaHuU. KOMIBIOTEpHYIO
ToMOrpaui0 TMO3BOHOYHHMKA IPOBOJAT, KaK MPABUIIO, TEpe] IUIAHUPYEMBIM OMEpPATHBHBIM
JICYCHHUEM.

Pentrenorpadus
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Pentrenorpadusi meWHOro M TPYIOMOSACHUYHOTO OTAEIOB TO3BOHOYHHKA B JABYX
MPOCKIUAX CJIEeAyeT MPOBOJIUTH KaxkJble 1-3 roja. DTO MCClIeI0BaHHE MPOBECTU TEXHUUYECKU
npomte, yeM MPT, kpome Toro, pentrenorpadus naer Ooibiie MHGOPMAMU O CTPOCHUU
MO3BOHKOB.

Cnmcok peKOMeH Ty eMbIX 00CIeTOBaHN MPUBEIeH B Tabmuie 1.

CuMnTOMaTUYECKOE JICUCHHE

OcCHOBHasi 1lelb CUMITOMAaTHYECKOTO JIEUEHHS — CKOPPEKTUPOBAaTh BBI3BAHHBIC
3a00JIeBaHUEM U3MEHEHUSI.

Ckener 1 ONOPHO-ABUTATENIbHAS CUCTEMAa KOCTHO- CYCTaBHAsl CHCTEMA

Baxxno HaiiT OanmaHc MEXIy BO3MOXXHOCTBIO KHTh MaKCHMaJbHO TMOJIHOMW YKU3HBIO U
MUHHMH3AIHUEH OCIIO)KHEHUH, CBSI3aHHBIX C OCOOCHHOCTSIMHU CTPOCHHS cKejera mamueHToB. C
OJTHOM CTOPOHBI, HE CIIeyeT Ype3MEepPHO OTPAHMYUBATH U OTNEKATh JeTel, TeueOHas GU3KyIbTypa
HeoOXoarMa, HO HEKOTOPhIE€ BUABI (DU3NYECKON aKTUBHOCTH, TAKUE, KaK KyBBIpKaHUE, CTOMKA Ha
TOJIOBE U HBIPSHUE JIOMKHBI OBITh TOJHOCTHIO UCKIIOYEHBI M3-32 HECTAOMIBHOCTH IIEHHOTO
otnena. Pa3pemiarorcs jgerkue moJICKOKH, HO TIAIUEHT HE JOJKEH CaMOCTOSITENIbHO MPhIraTh Ha
o0e HOTHW, MOTOMY 4YTO CHCTEMa OMOpPhl M KOOPJIWHAIMU JBIKEHUH y HEro ciabo pas3BUTA.
PogurensM IIKONBHUKOB HYXHO O0S3aTENbHO COOOIIUTH YYHUTENO0 (U3KYIBTYphl 00
O0COOCHHOCTSIX yUEHUKA.

[MamuenTs! ¢ cungpomom ['yprnep-llletie MOMKHBI BECTH MOABUKHBIA 00pa3 >KU3HH JIJIS
noanaepxkaHus (QyHKIMOHHUPOBAHUSL CYyCTaBOB M YJIYYIICHHUS OOIIEr0 COCTOSHUSA 3I0POBBSL.
[Mequatp wnm u3MOTEpaIeBT MOXKET MOCOBETOBATH DPA3IMYHBIC KOMOWHAIIMU €KEIHEBHBIX
YIpaXHEHUH.

WNuTtencuBHas Tepanus s yaydllleHUs MOIBUKHOCTH CyCTaBOB M TTO3BOHOUHUKA, & TAKKE
JUIS YKpPEIUICHUs CIIMHHOW U OpIOIIHON MYCKYJIaTypbl PeKOMEHJ0BaHa BCeM nanueHTaMm. YToOsl
YMEHBIIUTH MOCJIEJCTBUS THIIEPIOPA03a HEOOXOIUMO YKPEIUISTh TPYIAHYI0 MYCKYJIaTypy, IpH
3TOM MPOBOJIUTH TEPANMIO, HAMPABICHHYIO HA Pa3BUTHE MOSICHUYHO-KPECTIIOBOrO 0T/AeNa. BaxkHo
CIIEIUTH, YTOOBI MAIIMEHT HE MEePEHANPATAIICS U HE YCTaBall Ype3MEPHO, MOITOMY PEKOMEH Ty eTCS
TIIATEIbHO U3YYUTH €ro (PU3NUECKOE COCTOSTHUE U BBIPaOOTaTh MHANBUAYAIbHBIEC PEKOMEH TAI[1H.

Pexomenayercs 3aHsTHs, couyeTash aKTMBHBbIE M MAcCCUBHbIE yrpaxHeHus. Kommekc
3aHATUHN JOJHKEH BKIIOYATD:

- YIOpa)KHEHUS Ha BBIPAOOTKY OCAaHKH M YyBCTBA PABHOBECHS;

- YIIpa)XHEHUS Ha PacTsHKCHHUE;

- BOJIHBIC TIPOLIEAYPHI U 3aHATHSI CIIOPTOM B BOJE, OCOOCHHO JISl TTOKUJIBIX TAIIEHTOB.

Paccnabunsronuit Maccax v OJBOAHBIN MacCak OKa3bIBAIOT BEChMa OJIaronpusTHOE JICHCTBHE.
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OTtnenbHOro BHUMaHUs TpeOyoT Ae(OpMUPOBAaHHBIE CTYITHU U KHCTH.

UroObl MOIAEP)KUBATH TOIABMKHOCTh CTYIMHEW, HEOOXOJMMO BBIOIHATH CIEIHATbHBIC
YIPaXHEHMs, Jy4dlle BCEro JOMa MU BO BpeMs urp. Ui CHATUSA 4pEe3MEPHOrO MBIIIEYHOTO
HanpsDKeHUs Heo0XoauMa opTorneanyeckas 00yBb, CTEIBKU U BKIIAIBIIHN, KOTOPHIE BBITOIHSIIOT
MOJIEP’KUBAIOLIYI0 (DYHKIIMIO, B HEKOTOPBIX CIy4asx — opTe3bl. BaHHOUKH, Maccax HOT Takxke
HEOO0XO/IUMBI.

BaxHO BBINOMHATH YHPAKHEHUS HA PACTSKKY MBIIIL] 3aJHEl MOBEpXHOCTH Oelpa U
TOJIEHH.

Jns  ynydiieHuss MEJNKOM MOTOPUKM KHUCTEH pyK PpPEKOMEHJI0BaHAa WMHTEHCHUBHAA
TUMHAcCTHKa JUIs aJIbLEB U JIAAOUIEK, €€ POJUTENN U CaMM MTalluEHThl MOTYT IPOBOJIUTH JI0OMa.

[locine MHTEHCUBHBIX 3aHATUH DJIEKTPOTEpAIlNsl, Py4YHOW MAacCaxX, BOJIHBIA MacCax,
Tepanus Je4yeOHOW Tps3bl0, 3aHATHUS HA BOJAHBIX TPEHAKEPax CHUMAIOT OOJb W TMPHHOCHT
o0JierueHue.

IIpu npoBeneHNM BceX aKTUBHBIX BUJOB TepaluM cieayeT oOpamarh 0cob0oe BHUMaHUE
Ha PUTM JIbIXaHUS U JaBaTh JOCTaTOYHOE KOJIMYECTBO MEPEPHIBOB I OTJbIXA U BOCCTAHOBJICHUS
JbIXaHMSL.

XHUpypruyeckoe JeueHue

Cy1ecTBYIOT pa3IiMYHble MHEHUS O HEOOXOAMMOCTH XUPYPrH4e€CKOro BMEIIATEIbCTBA.
Ho oneparnBHOE BMEIIATENLCTBO — BCETa PHUCK, U MIPHOEraTh K HEMY CIIEyeT TOJIBKO B CIydae
octpoil HeoOxomumocTH. bonbmas ciaoxHocts npu MIIC — mnpoBeneHHe aHeCTE3HH.
HectabunpHOCTh MIEHHOTO OT/ENIa TO3BOHOYHUKA, TPYJHOCTH MPH OTKPBIBAHUU PTa, OOJBIION
S3bIK U MUHJAINHBI y TaieHToB ¢ MIIC yBenmnuuBaeT puck TpaBMaTH4ECKOIO MOBPEXKIECHUS IIPU
BEJICHUM aHECTE3UH, TAK KAK MHOTUE aHECTE3UOJIOTNUECKHE TOCOOUS CBSI3aHbl ¢ MAKCHMaJIbHBIM
pasrubanueM men. B 3ToM cilydae Hy»XHO NPUHATH CHELMAIbHBIE MEPbl MIPEJOCTOPOKHOCTH.
NuTyOuposats moaei ¢ MIIC nomkeH onbITHBIN Bpad, UMEIOIINN ONpe/ieIeHHbIe HAaBbIKU. Eciu
MAIMEHT Monajl B KPUTHYECKOM COCTOSIHUU B OOJIBHMILY, HEOOXOIMMO COOOIIUTE aHECTE3UOJIOTY,
YTO BO3MOXKHBI IPOOJIeMbl ¢ meeil u uHtyoOanueit. JlpIxarenpHple MyTH, KaKk IPaBUio, Cy>KEHBI,
II03TOMY MOXET IOTPeOOBaThCs FHI0TpaxeallbHas TpyOKa MeHblIero fuamerpa. Cama ycTaHOBKa
TaKkoW TPYOKH - OY€Hb TPYAHBIA IMpPOIECC, BO3MOXKHO, MOTPeOyeTCsl MCIOJIb30BaHHE THOKOTro
OpOHXOCKOTIA.

HectrabunpHOCTh IIEHHOrO0 OTAEda MO3BOHOYHUKA KOPPEKTHPYETCS C IOMOIIBIO
onepaiuy (mwenHplii cnonauione3). C moMoImp0 KOCTHBIX (DparMEHTOB WM MCKYCCTBEHHBIX
MaTepHaioB (popMupyercs ornopa, 00beAUHAIONIas 1Ba BEPXHUX MO3BOHKA U OCHOBAHME Yepera.

Opransl ciyxa
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HeiipocencopHass M KOHIYKTMBHAs TYTOYXOCTb B OOJBIIMHCTBE CIy4aeB MOTYT
KOMITEHCHPOBATHCA MO00POM CITYXOBBIX alapaToB (CIyXOBBIE UMILIAHTHI CpeHEro yxa). [Ipu
YacThIX OTUTAX MIPOBOAUTCS LIYHTHPOBaHHUE OapabaHHbBIX MOJOCTEH I OTTOKA XKHUKOCTH.

CepnedHo-cocyiucTasi cucreMa

W3-3a pa3BUTHs KJIAMaHHBIX JUCQYHKUMH HEPEAKO PEKOMEHJOBAHA KOHCYJIbTallMs
KapIMOXUpypra Ajsl PelieHrs BOIpoca 0 HEOOXOIMMOCTH NMPOTE3UPOBAHUS KJIAllaHOB CEepALa.
W3-3a yacTo pa3BUBAIOLIMXCS HApyILIEHUH pUTIMA CTaBUTCA BONPOC 00 UMILIAHTALUU
KapuoBepTepa-nepuopuuIsTopa.

Nudexnun

BaxxHo, 4yTOOBI OCYIIECTBIISUICS XOPOLINI yX01 3a 3y0amu, Tak Kak pa3pylIeHHbIE 3yObl
MPUYMHSAIOT CHJIBHBIN JUCKOM(OPT U ABIsAIOTCA odaramu uH@eknuu. HeoOxoaumo perysisipHo
YUCTUTH 3yObl, MCIOJNB30BaTh PAaCTBOPHI A mosnockaHusa. Ho nmake mpu camoil TmiateabHON
3a00Te 0 3y0ax, MOTYT pa3BUBAThCS BOCHAIMTENbHBIE MpoLecchl. Pa3nipaxkurenbHOCTh, IU1aY U
0eCrOKONCTBO MHOT/Aa MOTYT OBITh €IMHCTBEHHBIMH CUMITOMaMHu Ipobiiem c 3ybamu. Ilepen
ONEpaTUBHBIM JICUEHHWEM 3yOOB MAallMEHTaM, Y KOTOPBIX YXE JAMArHOCTUPOBAHO MOpPaKEHHE
KJIalaHoB cep/ia, HeoOXoAuM NMpodUIaKTUYECKUIH TPUEeM aHTUOMOTHKOB JI0 M MOCIE JICUSHHMS.
3TO0 BBI3BAHO TEM, YTO HEKOTOPbIE OAKTEPUN U3 POTOBOI MOJIOCTU MOTYT IPOHUKHYTh B KPOBOTOK
U BBI3BAaTh HH()EKLMOHHBIN Mpoliecc Ha MopakeHHOM Ki1anaHe. Ecnu HeoOxoaumo yaanenue 3y6a
MOJl aHEeCTe3HWeH, 3TO JOJDKHO OBITh clenaHo B OONbHUIIE, a HE B CTOMAaTOJIOTMYECKON
MOJIMKIMHUKE, 0] HAOII0AEHUEM ONBITHOIO aHECTE310JI0Ta U 3yOHOr0 Bpaya.

Jleuenue OananbHoro OPBU y manmentroB ¢ MIIC nyumie Takxke NpOBOIUTH MOJ
IpUCTAIBHBIM BHUMaHuMeM Bpada. CieayeT MNOMHUTb 00 OCOOEHHOCTSX MPUMEHEHUs
CTaHJAPTHHIX IPENapaToB y 3TOW rpynmsl nanueHToB. Hampumep, Takue nexapctBa, kak R06
AHTUTMCTaMHUHHbIE Mpenaparbl, MOI'yT CYILIUTh CIM3UCTYIO, JieNas €€ TOJIlEe, IPOTUBOOTEUHbIE
WJIM COCYI0CYKHBAIOIINE CPEACTBA MOTYT ITOBBICUTH KPOBSIHOE JIaBJIEHUE U CY3UTh KPOBEHOCHBIE
cocybl, 4To HexenarenbHo npu MIIC.

N3-3a ocobeHHOCTEHl CTpOEHUS MO3BOHOYHMKA M TPYJHOM KJIETKH, MAIMEHTaM C
MYKOIOJIMCaxapua030M | Tuna ciiojkHee cripaBUThbCs ¢ UH(EKILMEH, ecii OHa 3aTparuBaeT Jerkue,
MO3TOMY Bpau Ja)ke MPHU HE3HAUYUTEIbHOW MHPEKIMHY MOTYT Ha3HAuYaTh aHTHOMOTHKY.

UroObl HOpManM30BaThb LUPKYJIALHIO BO3AyXa B JIETKUX, pEKOMEHAyeTcsl U
npoUIAKTUYECKH, U BO BpeMsi OOJIE3HH MPOBOAUTH UIPhl C MBUIBHBIMU ITy3bIPSIMH, BaTOH,
COJIOMMHKaMHM JUIl HAIUTKOB, OyMa)KHBIMM MAKeTaMU M JPYTHMMH IpeaMeTamu (BO3TYLIHBIMU

miapamMy, Ms4yamu), TpeOyIOIIUMH aKTUBHOM pPabOThl JAbIXaTenbHOW cHUcTeMbl. [l nereit
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rocTapiie, Juisi HOJPOCTKOB MOKHO pa3paboTaTh yIpaKHEHUs! ISl PACTSHKEHUS MBI TPYTHOM
KJIETKH, YTOOBI POJJUTEIH MOTJIM CAMOCTOSITENIbHO 3aHUMAThCA C IETHMH.

[TaccuBHbIC ynpa)KHEHUS Ui TPYAHON KIETKU MPUMEHSIOTCS AJISl MMAllUEHTOB C OCTPHIMU
MHQEKIUAMH JIBIXaTeIbHBIX MyTEeH WIM JJIS MalMeHTOB, KOTOPhIE HE MOTYT CaMOCTOSATENBHO
JBUTATbCA. YTIpakHEHUs oMoraroT 6osee 3pekTuBHOMY OTAeNeHuIo cinu3u. K HuM oTHOCSTCS
MOTSITUBAHUS, PACTSIKCHUS, MOTPSIXUBAHUS, MAaCCAX M BUOpAIUH.

Huerorepanus

CrenanpHasi JueTa HE CMOXET NpeAoTBpaTuTh HakoruieHue ['Al, Tak kak OHH
CHUHTE3UPYIOTCS B KJIETKaX, a He MOCTynatoT ¢ nuuieil. [loaToMy orpannueHus B ueTe naueHTam
¢ MIIC He HYXHBI, I€TH JIOJDKHBI TUTAThCS B COOTBETCTBUU C BO3PACTHBIMH ITOTPEOHOCTSIMHU.

[TaTorenernueckas Tepanus

Jnst MIIC tun I pazpaboTana crieruanbHas pepMeHTHas 3aMeCTUTENbHAS Teparus

OddekT oT Tepanuu BO MHOTOM 3aBHUCUT OT TOT'0, Korja ObUIO HayaTo jiedeHue. Bmecrte ¢
BpauoM HEOOXOJMMO Iepes HayaloM (epMEHTHOW 3aMeCTUTENbHOW Tepanmuu OOCYIUTh BCe
BO3MOJKHBIE PUCKH, TOOOYHBIE 3()(HEKTHI U TIIABHOE — OKHJAHHS OT JIeUeHUsI. BakHO TOHMUMATB,
YTO BBeJCHUE (epMEHTa HE MO3BOJMT BBUICUUTH 3a00JieBaHHE, LEJIb TEPAUH — 3aMEIIUTh
nporpeccuto 6one3nu. Te nedopmaruu, KoTopeie yxke chOpMUPOBAINCE, TEPAITHS HE UCIIPABHT,
nH(}y3UOHHAs Tepanus He 3aMEHUT HEOOXOAUMbIE XUPYPrUUeCKrUe BMEIIaTeIbCTRA.

TpancnnanTaus KOCTHOIO MO3Ta/TeMOITO3TUIECKUX CTBOJIOBBIX KIIETOK

Pexomennosano mposenenue TI'CK manmentam ¢ cunapomom ['yprep 0 TOCTHXKEHHS
BO3pacTa JBYyX JIET [P HOPMAJIBHBIX WM CYOHOPMAJIbHBIX IOKA3aTeNsAX pa3BUTHS MHTEIUIEKTa
(DQ>70). Oguum u3 Hambosiee 3HAYUMBIX >(H(HEKTOB TPAHCIIAHTAI[MM SBISCTCS COXPaHCHHE
WHTEJUIEKTYyaJIbHOTO PA3BUTHUS JIETeH, HMMEIOUIMX TSOKEIBbIH TE€HOTHUI, aCCOIMMPOBAHHBIA C
CEpbE3HBIMU YMCTBEHHBIMH PACCTPOMCTBAMU. Y ITHX MAalUMEHTOB ObUIM  OTMEUEHBI
CYILLECTBEHHBIE U3MEHEHMSI UEPT JIMLA (YMEHBIIECHUS IPOSABICHUN “raprowinima’), ylydlleHue
WM cTabUIu3alus CcepAeyHO-COCYUCTON cucTeMbl. OHAKO U3MEHEHUS CKelleTa COXPaHUIIUCH,
B HEKOTOPBIX CIy4asX OTMEUYaloCh Jake YXYJIIICHHE CUTyalud. Y MHOTHX IallueHTOB
HaOII0AJIOCh YyUIlIeHHuEe JIEKTPOpETHHOTpaMMbl ((QyHKIHMS ceTdaTKu) depe3 1-2 roma mocie
nepecasiku KOCTHOTO MO3ra, OJHAaKO MOCIEAyIole HaOMIOJeHUs IMOKa3ajid, 4TO ¢ T€YEHUEM
BPEMEHHU MPOUCXOMUT yXyAmeHne. He OBUIO MOTydeHO OJHO3HAYHBIX JAHHBIX O BIHSHUU
nepecaski KOCTHOTO MO3I'a Ha CTENEHb IOMYTHEHUS] pPOTOBHIIBI.

Henb3s He oTMeTHTH, YTO cama Mpoleaypa MPOBEACHHS TPAHCIUIAHTALUHU JOBOJIBHO
pPUCKOBaHHA JUTSI MALMEHTA, B CBSI3U C YaCTHIMHU OCIIOKHEHHUSIMH, BBI3BAHHBIMH «OTTOPKEHUEM

TPpaHCIUIAHTAHTA OPpraHu3MOM IMalMCHTA.
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[TonmoBas 3penocts U Opak
[Togpoctku ¢ cunapomom ['ypnep-llleiie u Illeiie mpoxomar HOpMajbHBIE CTAUH

IIOJIOBOI'O CO3pE€BaHMsA, OJHAKO HAYMHACTCA OHO HECKOJIBKO ITO3KE.

Tabnuua 1 - [Tnan o6cnenosanus nauuentos ¢ MIIC I

WccnenoBanus

ITepBonau
aNbHAS
OIICHKA

Kaxnpie
3 mec

Kaxnpie
6 Mec

Kaxnpie
12 mec

Onnu
pas
B2

roja

[IpueM Bpaua-reHeTHKA

X

[ToaTBEep)KAEHNE AMATHO3a

Anamue3s 6one3Hn

KnuHnueckuit ocMOTp TepaneBTa

PocrT, Bec, OKpY>KHOCTb T'OJIOBBI

BeiHOCIIMBOCTS (6-TH MUHYTHBIH TECT
X0AB0bI)

OcMOTp HEBpoOJIOTa

OcMoTp Bpava-Heilpoxupypra

Kommnerorepnas romorpadus umu MPT
TOJIOBHOTO MO3ra

KornutueHoe Tectuposanue (DQ/1Q)

DnekTposHiedanorpaMma

> P<

CkopocTh HepBHOU mTpoBoguMocTr/ OMIT

OcMOTp Bpaya-OTOPHHOJAPUHIOJIOT

OcMoTp cypaosiora

Aynnometpus

OcMoTp odTaapmosora

OctpoTa 3peHus

OcMOTp I1a3HOTO JHA

HccnenoBanue poroBuiibl

ke ikllsltalls

OcMOTp yIbMOHOJIOTA

DB/l

HccnepoBanue cHa/noaucoMHorpadus

ol

OCMOTp KapuoJiora

ONIEKTpOKapANOTpaMMa

Oxokapauorpadus

e

OcmMmoTp opronena

Pentrenorpaduu ckenera

<

VY3U opraHoB OprOMIHON MOJIOCTH; 00bEM
CEJIC3eHKH, TICUCHU

OcmoTp Bpava-(hu3noTepaneBTa

[Tpuem Bpaua no seueOHOM PU3KYIBTYpE

Ik

OCMOTp Bpada-CToOMATOJIOra

V1 19 S R P I P N P P P P B R E E I I R R B IS P PP PP

JlaGopaTopHble UCCIEOBaHUS

Omnpenenenne Al

=

buoxumuyeckuii aHanu3 KpoBU
(amanmramuHOTpaHCcPepaza (AJIT),
acnapratamuHoTpancgepasa (ACT), oOmmii
U TIpSAMO OMIMMpPyOWH, XOIECTEepPHH,
TPUTITHLIEPHIBI)

3aboneBanne He BIMSCT Ha (QEPTUIBHOCTh, HO JKCHIIMHAM C TsDKEIOH Qopmon

3a00J1eBaHUS HHOTrJa CJI0XHO BBIHOCUTD peGeHKa B CBA3U C TAXKCIIBIMA HAPYIICHUSAMU CO CTOPOHLL
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cepaia u ckenera. B mupe u B Poccun ectb ceMbU, MaTepu KOTOPBIX POAUIN HECKOIBKO 370POBBIX
nereid. [loaTomy Bce BONpOCH, CBA3aHHBIE C OEPEMEHHOCTHIO M POJAaMHM HY)KHO peularh
WHIUBUIYaTbHO.

Bce netn ot pomuteneit ¢ cunapomoM ['yprnep-Illeiie u Llleite SBIAIOTCS HOCHTEISIMU
3a0o0eBaHus, HO HE OOJICIOT, €CITM BTOPOM POJUTENH 3/I0POB.

OTabix

[Taimentam ¢ wmsrkoi ¢opmoit  3a0osieBaHUS  HEOOXOAMMO HAYYUTHCS  OBITH
HE3aBUCHUMBIMH OT CBOMX cemel. He naBaiite peGeHKy, MOAPOCTKY 3aMKHYTbcs B cebe. Emy
HY>KHBI JIpY3bsi, OOILIEHUE U HaBBIKA CAMOCTOSITENIbHOM JKU3HH.

Ilockonbky getn ¢ MArKod (opMoil CHHIpPOMAa HMEIOT HOPMAaJbHBIA HHTEJIEKT,
HEOOXOAMMO MPHUJIOKUTH BCE YCUIIUS, YTOOBI OHU TIOJIYYHJIM XOpoIliee 00pa3oBaHue.

B kaxxaoM U3 peruoHOB ONpeAEsiCHbI JiedeOHbIE YUPEkKAECHUS, B KOTOPBIX MalUEHTHI
MOJIy4al0T U MATOT€HETHUYECKOE JIEUeHUE U TIPOXOISAT BCE HEOOXOIUMBIE NCCIIEIOBAHUSI.

Y3Hate 60sbIIe

B mupe ectb MHOTO Opranuzanuii, KOTOpble MOTYT IIOMOYb BaM HAWTH OTBETHI Ha JIFOObIE
BOIIPOCHI, CBSI3aHHBIX C MYKOIIOJIMCAaXapUI03aMHU:

Me:xnyHapoHas opraHu3aius 1o MyKoIoiIucaxapuao3amMm: Www. mpssociety.org

MexayHapoaHbINA TOPTAJ IO peAKUM 00JIe3HsIM WWW.0rpha.net

EBporielickass  opranu3aiusi, OOBECIUHSIONAS TAIMEHTOB C Pa3HBIMH  PEAKUMH

3aboneBanusmu EURORDIS www.eurordis.org

[ToMHUTE, YTO aKTHBHAS MO3MIIMS CAMHX MAIlMEHTOB — 3aJI0T YCIEUTHOW M CYACTIMBON
KU3HU!

OO6mecTBeHHbIE Opranu3anuy u pouas Poccun

MIIC I Tuma BXOIUT B IepedeHb op paHHBIX 3a00I€BaHUM, JICUEHUE KOTOPHIX TPOBOIUTCS
3a cuér cpeactB rocynapcrsa. [lomMoub manMeHTaM IOJIy4YMTH JIEYEHHME, I1OBBICUTH
WH(POPMHUPOBAHHOCTh OOIIECTBA O PEAKUX OOJIe3HAX, a TakKe JOOWMBATHCS MPOJABHKCHUS
3aKOHOJATENbHBIX HMHHULIMATHB B 0ONacTH Op¢daHHBIX 3a007€BaHUN MOTYT OOIIECTBEHHBIE
opranusaiuu. B cetu HHTEpHET BbI CMOXKETE HAUTH HH(POPMAIIHIO O HECKOJIBKIX OOIIECTBEHHBIX

OopraHu3anuiax, KOTOPbIC IOMOTalOT CEMbAM C MYKOITIOJIMCAXapu103aMHU.
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IIpunoxenue I'1-I'5. IIkajibl OeHKH, BOPOCHUKHU H IPyrue OleHOYHbIe

HHCTPYMECHTDLI COCTOSIHUA NMAllMCHTA, IPUBCACHHBLIC B KIIMHUYCCKUX

PEKOMEHIANUAX

Hpuiaoxenue I'l. Knaccupukanusa MyKonoJmcaxapuao3os.

KJ'IaCCI/I(I)I/IKaI_II/ISI MYKOIIOJINCAaxaprua030B.

MIIC | loarun Cunnpom ['en ®epmentHbiid gedekr | Jlokye | OMIM
MIICTH I'ypnep 607014
MIIC I Hedbunut anbda-L-
! H/S I'ypnep-1lleiie IDUA UYPOHUA3bI 4pl6.3 | €07015
MIICIS [leiie 607016
I | MICT Xanrepa IDs | AekuumT uAypoHaT-2- | o o8 | 309900
cynb(haras3nl
MIT
HIAC SGSH Hedunut renapan-N- 17425.3 252900
cyibdaTassl '
Hedunut N-amerui-o-
MIIC 1B NAGLU | D-THIOKOIMHHMAASHL | 47091 5 | 955970
Hedunut N-amerw-o-
Il Candununmo TJIFOKO3aAMHHUAA3BI
Heduuut renapan-o-
MIIC IIIC HGSNAT TIIF0OKo3aMuHUI N- 8pl1.21 | 252930
areTuiTpanchepasbl
MIIC Hedurut N-
HID GNS aleTHITIIIOK03aMiH-6- | 12014 252940
cyabbaTassl
MIIC Hedumur
IVA GALNS rajlakTo3aMuH-6- 16q24/3 | 253000
v Mopxkuo cyabbaTassl
MITC GLB1 Hequuur B- 3p21.33| 253010
IVB rajJakTo3u1a35l
Hedurut N-
VI | MIIC VI Maporo-Jlamu ARSB |anerunranakrozamun-4-| 5q14.1 | 253200
cyJbdarassl
VIl [MIIC viI Cras GUSB Heguuur - 7q21.11 | 253220
TJIIOKYPOHH1A3bI
IX MIIC IX | HenmocraTo4yHOCTH HYAL1 Hebunur 3p21.31 | 601492
THATYPOHHUIA3bI THATYPOHUAA3HI
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IIpuno:xenue I'2. BoipaskeHHOCTh KIMHMYecKkuX nposiiaeHuit MIIC | B

BripaxkenHocTs knuHndeckux nposisneanit MIIC | B pazHom Bo3pacte

pa3HOM Bo3pacre

Cucrema CuMnToM Tern [Toxpoctku/
B3pOCIIbIE
Cepaeuno- Kapnuomuonarus + +
cocyaucras VYronmenne CTBOPOK -t -t
KJIAIIaHOB
OHC Hapymenne noBeneHus ++ ++
IlepBuKanbHast MUEJIONIATHS ++ ++
Iuaponedanus ++ ++
3amepKKa W OTCTaBaHUE B it et
pa3BUTUHU
Cynoporu + ++
Hapymenue rinoranus + +
[InmeBapurenbHas Jnapes + +
CUCTEMA ['enarocmieHOMeranust +++ +++
OpraHn ciayxa IToTeps cnyxa ++ ++
Peunnusupyrommii
cpeaHui ++ ++
OTHUT
Opras 3peHust Juctpodus ceruaTku + +
IToMyTHEHME POTOBHIIBI + +++
CkenerHo- HecrabunsHOCTh  aTiIaHTO-
MBIIIIEYHAas OKIIUITUTAIILHOTO + +
COYJICHEHUS
TyHHENbHBIA KapHadbHBIN ++ +t
CHUHJIPOM
['pyOble 4epThl JIuIa +++ ++
Hucnnazust ThC ++ ++
MHOXXeCTBEHHBII TU30CTO3 + +
I'pbixku +++ ++
KonTpaktypsl cycTaBoB +++ +++
Kudo3s ++ +
Makporedanus +++ ++
JpixarenpHas OOCTpYKTHBHOE aIllHO® BO et et
CHE
PectpukruBHOE + +
3a00JIeBaHUE JIETKUX
O6cTpyKIus BEPXHUX it et
JIBIXaTEIbHBIX TyTEeH
Cnenuanb- Jlepmaran cyibgdar B Mode " "
Hble Js1abopaTopHble | ['emapan cy/bdar B Moue " M
TECTEI Vyporunasa L R}
O6mue 'AI" B Mmoue " 1"
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IIpuno:xkenue I'3. Yacrora nposenenust oocaenoBanus y nanuentos ¢ MIIC 1

THIIA

Omnun

[lepBonauanbnas | Kaxnaeie | Kaxnabie Kaxnrre pa3
OLICHKA 3 mec 6 Mec 12 mec B2

roja

Hccnenosanus

[Ipuem Bpaya-reHeTHKa X

[ToaTBepKICHUE AMArHO3a

AnamHue3 00J1e3HA

Knunnueckuit ocMoTp
TepamneBTa

R T el leas

Pocrt, Bec, OKpyKHOCTb
T0JIOBBI

BBIHOCIMBOCTH!

OcmoTp HeBpoJsIoTa

)R] X

OcMmoTp Bpaua-
HEWpOXHpypra

KomnerorepHas
tomorpadust uian MPT
TOJIOBHOI'O MO3I'a

=
=

Koruutusnoe
tectupoBanue (DQ/IQ)?

DnekTpodHIedagorpamma

CkopocTb HEpBHOM
npoBoauMocT/ IMIT

OcmMmortp Bpaua-
OTOPHUHOJIAPUHIOJI0Ta

I T B e e
=

i

OcmoTp cypaosora

Aymnomerpus

Ocmotp odranpmosora

Octporta 3penust

OcMOoTp I1a3Horo JaHa

it ltalte

HccnenoBanue poroBUIbl

OcMOTp MyJILMOHOJIOTA

®BJI

Hccnenosanue
CHa/moJImcoMHOTpadust

i

OcMoTp Kapauosiora

DJIeKTpoKapArOrpaMma

olte

Oxokapauorpadus

OcmoTp opTomneaa

Pentrenorpadum ckenera

VY3U opranoB OprourHoi
MMOJIOCTH;, 00BEM
CeJIe3€HKH, IEYEHH

T Il e el ol ol B B e e e R e e e
=

i
i

OcMmoTp Bpaua-
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duznoTepanenTa
[Tpuem Bpaua 1o seyeOHOU
(bUBKYIBTYpE
OcmMmortp Bpaua-
CTOMAToJIoTa
JlaGopaTopHbie
WCCIICJIOBAHUS
Onpenenenne AT X X
buoxnmuueckuii ananus
KPOBU

1-JIns nereit crapie 3 JeT; pacCTOsiHHE, MPOHAEHHOE 32 6 MUHYT (IIPEeINOYTUTEIbHBIM
SIBJIIETCS TOT K€ MPOMEKYTOK BPEMEHH, YTO U B MPEIBIAYLINX TECTaX 3TOTO MALUEHTA); YUCIIO
CTyIIEHEH, IPONACHHBIX BBEPX 3a 3 MUHYTHI. O1leHUBarOTCs Nokasarenu carypauuu SpO2, Y1/,
UCC no u mocie Harpy3KH.

2-DQ wmu Kosdpoumment ymcrBeHHoro paszutus (KYP) - cmocobd cpaBHeHHs
WHTEIUIEKTYaJIbHOTO Pa3BUTHS, CBOWCTBEHHOTO JTAHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEH
peGeHKa MO OTHOLICHHUIO K €ro CBEPCTHHKAM), C XPOHOJOIMUECKUM BO3PacTOM ((aKTHUECKUM
BO3pacTOM peOCHKA).

KVYP paccuutbiBaeTcsi JeI€HUEM HMHTEIUIEKTYyaJIbHOTO BO3pacTa Ha XPOHOJOTHYECKUN U
ymHOxkeHrueM Ha 100 mist momydenust nenoro gwcna. Cpeaauii kod)PHUIIMEHT YMCTBEHHOTO

pa3BUTHS U1 JH000r0 Bo3pacTa cuuraercs paHbiM 100.
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Ipuno:xenue I'4. Tect 6 MunyTHol X0A6061 (6MWT)

HasBanue Ha pyccKOM sI3bIKE: TECT 6-MUHYTHOM XOAbObBI
OpwurunanbHoe Ha3zBaHue (ecnu ecth): The six minute walking test (6MWT)
Hcrounuk (opuuansHbIil cailT pa3paboTunKoB, MyOMKamnus ¢ Baaumaueii): Laboratories, A. T.
S.C.0.P.S. 1. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am J
Respir Crit Care Med 166(1): 111-117.
Tun (moauepKkHyTH):
IIKaJIa OLCHKH
WHJIEKC
BOTIPOCHHUK

roe
Hasnauenue: onpezeneHue BBIHOCINBOCTH ALMEHTOB C LIENBIO OIICHKU 3((EKTHBHOCTH TEPATUH
Coneprxanue (11aba0H): B TECTE OLIEHUBACTCS AUCTAHIUS B METpax, IPOHCHHAs MMAIlUeHTOM 32 6
MUHYT 0€3 BBIHYKJICHHBIX OCTaHOBOK.
Kitou (MHTEpIIpeTalys): IpOBOAUTCS CpaBHEHHE C pe3yJibTaTaMH TeCcTa, IPOBEIEHHOI0 paHee (10

Hayaja Tepanuu, Ha (oHe Teparnuu u TA)

6MWT — tect 6-MuHyTHOI# X0a60b1 (6 Minutes walking test, GMWT)

Cnemyer MOMHUTB, YTO Ui JAHHOTO TeCTa HUMEIOTCS CIEAYIONIe a0CONIOTHBIC
MIPOTUBOINOKA3aHUs: HECTAOMIIbHASI CTEHOKApIUs HANPsHKEHUS M MH(ApKT MUOKap/a, JaBHOCTHIO
1o 1 mecsana. OTHOCUTENBHBIMU TTPOTHBOMOKa3aHUAMHE sBIsiFOTCs: YCC Bhime 120/MuH B MOKOE,
cucronmnueckoe AJ[ >180 mm.pr.ct. u gumactomumueckoe AJ[> 100 mm.pr.ct. CrabuibHas
CTCHOKapAUs He SIBISIETCs a0COMIOTHBIM MTPOTHUBOIIOKA3aHUEM TSl TPOBEICHUS TECTA, OJTHAKO €T0
CJIelyeT MPOBOJUTH C OCTOPOKHOCTHIO, Ha ()OHE MpHUEMa AHTHAHTMHAIBHBIX IPENnapaTroB IO
MOKa3aHUsIM.

Ecnu nmanpeHT HaxoAMUTCs Ha MOCTOSIHHOW KHCIOPOJHOM MOJAECPKKE, CKOPOCTh ITOAAYN
KHCIIOpO/1a IIPU MTPOBEJICHUU TECTa JOHKHA COXPAHATHCSA B COOTBETCTBUU C MPEANMCAHUEM Bpaya,
Ha3HAYMBIIETO U KOHTPOJIUPYIOIIETO TEPAIUIO.

[IpoBenenune Tecta HEOOXOAMMO HEMEAJICHHO MPEKPATUTD B CITydae MOSBICHHUS:

1) Bonu B rpynu;

2) HenepeHocHMOi#i OJTBITIKH;
3) Kpamnu B Horax;
4) Pe3koii HeyCTOINUMBOCTH U MOMIATHIBAHUS NP X0160€;
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5) Ype3smMepHOTro MOTOOT/ICIICHUS;
6) Pe3koro n3mMeHeHus BeTa KOKHBIX MTOKPOBOB (OJICTHOCTH).

6MWT npoBOAMTCS B TOMEIICHUH, XOPOIIIO 3HAKOMOM HAIIMEHTY, HMEIOIIEM JIOCTaTOYHO
JUTMHHBIA KOPUAOP C TBEPJBIM MOKPBITHEM. J[JTMHA MPOXOAUMOTO MYTH JOJDKHA COCTaBIIATh HE
MeHee 30 METpPOB ¢ pa3METKON KaXKible 3 METpa, a TAKXKE TOYKAMH ITOBOPOTOB/Pa3BOPOTOB.

[MarueHT Moy4aeT MHCTPYKIUIO O HEOOXOJMMOCTH HATH C MaKCHUMAaJIbHO BO3MOXKHOUN
CKOPOCTBIO (HO HE OEKaTh) B TCUCHUE 6 MUHYT.

B Tecte oneHuBaeTcs AMCTAHIUS B METPax, MPOWJEHHAS MAIlMEHTOM 3a 6 MUHYT Oe3

BBIHYKJICHHBIX OCTaHOBOK.
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IIpunoxkenue I'S. 3a60p OmomaTepuasa 1l AMATHOCTUKH B NSAATHAX KPOBHU

KpoBb  cobOupaercs Ha  CTaHAAPTHYIO
KapTOUYKY-(QUIBTD (Ne903), KOTOpast
MIpUMEHSIETCS TUTS CKpUHUHTA
HOBOPOXKIEHHBIX B Poccuiickont denepanuun
WIM aHAJIOTUYHYIO JI TOJYYEHHS] CYXOro
nsAaTHa KpoBH. KpoBb MOXeT OBITh, Kak
KanuuisipHasi (U3 Manblia, MATKH), TaKk U
BEeHO3Has1. BeHo3Hass KpoBb coOmpaercs B
MPOOUPKY, aKKypaTHO MEepeMelInBaeTcs U
3areM OBICTPO C TIOMONIBIO MHUIETKU
HaHocuTCs Ha GriIbTp To 25-50 MK KpoBH
HAa  KOKIYI0  BBIJCTICHHYIO  00JacTh.
Heob6xommmo XOPpOIIIO MPOTUTATh
BBIJICJIEHHYIO 00nacTh Ha GuibsTpe (puc. 1).
[IpeamoutuTenbHO cCOOMpaTH 00Pa3IIBI TOCTIE
enpl yepe3 40 muHyT - 1 yac. BozmoxHO
TaKKe OCYIIECTBUTH 3a00p KpOBH H
HaTOIaK.

Ha KapTouke-(puibTpe 00s13aTeNBbHO
JIOJDKHBI OBITh 4eTKO ykazanel ®UO, kem u
OTKY/1a HaIllpaBJIeH MAIMEHT, aTa POXKICHHS
u TenedoH Jeyalero Bpaya (PUCYHOK 2).
O06pa3err cyxoro msiTHa KPOBHU BKJIAABIBACTCS
B YHCTBI KOHBEPT, JUOO B YHMCTHIN (aii.
Kaprouka-punstp HE JIOJKHA
COIIPUKACATHCS C TPSA3HON MOBEPXHOCTHIO U C
obpaznamu JIPYTHX MAIUEHTOB.
HeoOxomumo mpuioxuth K  0oOpasiam
MH(GOPMHUPOBAHHBIE COTJIACHS MAITUEHTA W
€ro  3aKOHHBIX  MpeJCTaBUTeNled  Ha

npoBeieHue 1a00paTOPHBIX HCCIeTOBAHUN

XXX N

He marsirmcs, afinacry noorurmand evisun e winmvesn, aonu AOSNewnse
*  Kanau AonxHel NONHOCTLIO NPONUTATL KPYXKMU C 0BpaTHO CTOPOHBI
*  He kacaitTecs o61acTit, NPONUTAHHON KPOBBLIO

Pucynoxk 1. O6pasen npaBmJIBHOTO HAHECEHUSI
KPOBH Ha KapTOYKY-(OUIBTP

AN AN AN A
903 & 2023-10 000002Q/W001

XpaHuTs npyu +2 - +25 C*

6 0010608

®MO Naymenra

Dara poxgeHus J[lara 83ATHUA KPOBW Non
PO Bpava

nny / ropoa / Aapec

E-mail spa4a
Tenedow spava

Tecr
Dwaﬁpu D MNomne Dl'ome D Mnc1 DLvso~GL 1 D Lyso-GL-3

D CemediHblit CKpUHMHI. MyTaumn:

Pucynok 2. O6pazen kapTouku-QpuibTpa
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AJNropuTM JeiicTBUI MeIUIMHCKOT0 MEPCOHAJIA NPU B3ITUU 00Pa310B KPOBH

J BBIMBITh PYKU (TUTHEHUYECKUN YPOBEHB), HA/IeTh MIEPUYaTKH;
J BBIMBITH PYKH TalleHTa (TIATKY peOeHKa B CIydae, eClid KpOBb OEpeTcs U3 MATKH);
. poTepeTh 00JacTh TMPOKAJIBIBAHUS CTEPWIIbHOM canderkoi, cmoueHHoil 70%

CIUPTOM, MPOMOKHYTH CyXOil CTepUIbHOU cal(eTKO; - MPOKOJIOTh CTEPUIBLHBIM OJHOPA30BBIM

cKapu(UKaTOPOM;

o CHSTB MEPBYIO KaIlJIKO KPOBHU CTEPUIIBHBIM CyXHUM TaMIIOHOM;

. MSATKO HAaJIaBUTh JJISl IOJy4EHUsI BTOPO Karii KPOBH;

o MPUIIOKUTH NEPIICHANKYJISIPHO TECT-0JIaHK K Karjie KPOBH U MIPOIUTATH €r0 KPOBBIO
HAaCKBO3b;

. AQHAJIOTHYHBIM OOpa30M HAHECTH Ha TecT-ONlaHK 6-8 Kamenb, BUJA NSATEH KPOBU

JOJHKEH OBITH OJJUHAKOBBIM C 00E€HUX CTOPOH.

. BBICYIINTh TECT-O0JIAaHK B TOPU30HTAJIBLHOM IMOJIOKEHUU HA YUCTON 00€3)KUpEHHON
MOBEPXHOCTH He MeHee 4 4 0e3 NpHUMEHEHHUs TeIuIoBOM 0OpaOOTKM M TOMagaHus MPSMBIX
COJIHEUHBIX JIy4eH;

o yHaKoBaTh TeCT-0JaHKU B YHCTHII KOHBEPT TaKUM 00pa30M, 4TOObI MATHA KPOBU HE
COIIPUKACAIIUCH.

OcobennocTy mpu HHQPY3MOHHON Tepanuu

Hekoropble mamueHTHl MOTYT TOJIy4YaTh WHQY3MOHHYIO TEpamnuio, IepeTuBaHue
KOMIIOHEHTOB KpOBH, YTO MOXET OKa3aTh BJIMSIHHME Ha pe3yibTaThl TecToB. Hampumep, mpu
MepeTMBAHUH TIIa3Mbl KPOBU MOTYT OBITh MOJIyYEHBI JIOKHOOTPUIIATEIBHBIE PE3YJIbTAThI, TaK KaK
omnpezensieMble (hepMEHTHI HAXOATCS B IJIa3Me U B KJIETKaX KPOBU. PekoMeHyeTcst ocyIiecTBUTh
3a0op kpoBu st depmentHor u JIHK-mmarnoctuku He 9 panee dyem depe3 6-7 mHEH mocie
nepenrBaHus M1a3Mbl KpOBH U yepe3 7-10 qHel mocie nepeauBaHus KOMIIOHEHTOB KPOBU

He nomyckaercs 3a60p KpoBH

o Cpasy mocie MpoBeACHUS MaueHTy HH(Y3UOHHON Tepanuu;

J Cpasy Iocjie 3aMEHHOT0 MEePEJINBAHUSI KPOBHU.

XpaHeHUe U TPAHCIOPTUPOBKA HMoMaTepuasia

OO0pa3ibl BRICYHICHHBIX MSATEH KPOBU MOXKHO XPaHHUTh B OOBIYHON KaMepe XOJIOAMIbHUKA
npu +40C go ornpaBku. CpoK XpaHEHUs O MOMEHTA OTIIPABKU HE JOJDKEH MPEBBINIATh 7 JTHEH.
Ecnu xpanuts moneine u npu Oojiee BBICOKOW TemIeparype, TO aKTHBHOCTh ()epMEHTa Jaxe B

HOPME MOXKET CHUKATLCS, UTO HPUBCACT K JIOKHOIIOJIOKUTCIIbHBIM PE3YJIbTaTaM.
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