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AJIT — anannHamMuHOTpaHCchepasa;

AP — annepruyeckasi peakuusi;

ACT — acriapratamuHOTpaHcdepasa;

I'Al" — rmMK03aMUHOTIMKAHEI,

KT — xommbroTepHas Tomorpadus;

MIIC — mykonoJscaxapuos;

MPT — marauTHO-pe30HaHCHas TOMOTpadus;
COAC — cunapoM 0OCTpYKTUBHOTO alTHO? CHA
CCC — ceplieyHO-COCYIUCTasi CUCTEMA;

VY3U — ynbTpa3zByKOBOE UCCIICI0BAHUE;

®BJI — dbyHKITUS BHEIIHETO JBIXaHHUS;

®3T — depmeHTHAS 3aMECTUTEbHAS TEPAITHS;
OKI' — anexTpokapauorpadus;

OHMI — snektponelipomuorpadusi;

Ox0-KI" — sxokapauorpadus;

O9T — snexTposnuedanorpadus.

TepMuHbI 1 onIpeIeTeHUS

@depMeHTHAsl 3aMECTUTENIbHAs Tepanus — JICYEHHE, 3aKJIIOYAIoOLIeecsl BO BBEICHUHM IIpenapara
(pexoMOMHAHTHOTO (hepMEeHTa) MallMeHTaM C HaclleICTBEHHBIM HapyIIEeHHEM MeTaboIn3Ma.

JIuzocoMmHble OO0JIE3HW HAKOIUIEHHs — TpyINa HaClIeACTBEHHBIX MOHOTEHHBIX 3a00JieBaHUil,
CBSI3aHHBIX C HapyIIeHUeM (QYHKIUH JTU30COM.

Myxkonomucaxapuno3ssl (MIIC) — rpynna HacieacTBEeHHbIX 0oJie3HEH 0OMEHa BEIIeCTB, CBS3aHHBIX
C HapyuleHHeM MeTabonu3Ma riaMko3amuHornukaHoB (I'AlY), mpuBOISIIMM K MOpPa)XX€HHIO OPraHOB U
TKaHe. OOycloBieHbl JaHHbIE 3a00JeBaHMUA MYTAllUIMU TE€HOB, KOHTPOJIMPYIOIIUX IPOLECC
BHYTPHUJIM30COMHOTO TUAPOJIA3a MAKPOMOJIEKYJI.
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1. Kparkas wuHpopManussi mnmo 3a00/IeBAHHMI0 WIH COCTOSAHUIO (TPyHIbI
3a00J1eBaAaHNI1 WM COCTOSTHU)

1.1. Onpeaenenne 3a001eBaHUsI WIN COCTOSIHUS (TPyNIbI 3200/1eBaHNH MJIH COCTOSTHUI)

Myxkonomnucaxapuno3 VI tuna (Cunapom Mapoto-JlamMn) — HacieaCTBEHHAs! IM30COMHasi 0OJIE3Hb
HAKOTUICHWs, TPH KOTOPOH HEAOCTaTOYHOCTh (epMmeHTa N-aleTWiranakro3aMuH-4-cynbQarasbl
(apuncynbdara3sl  B) mpuBOAMT K HaApyIICHUIO paciieruieHus —rimko3amuHorimkana ([AT)
nepMaTtaHcyibdara.

Cunnpom MapoTto-Jlamu, mykononucaxapuao3 VI tuna (MIIC VI) xapakrepusyercs oTCTaBaHUEM
B pocCTe, OTpyOCHHEM YepT JIUIa, CHIDKEHHEM CIyXa, TYTONOJBH)KHOCTHIO CYCTaBOB, MHOXECTBEHHBIM
JM30CTO30M, TEMaTOCIUIEHOMETaiel, OCTENIEHHBIM Pa3BUTHEM CEPIIEYHO-COCYIANCTON M JIbIXaTeIbHOMN
HE/IOCTaTOYHOCTH. Bce BhIIETIEpeYrCIeHHBIE TPU3HAKA TMPUBOAAT K MHBATHIU3AINH, a TP THKEIOM
TeueHUH OO0JIE3HH — K JieTallbHOMY ucxony [1, 2].

1.2. DTronoruss W maroreHe3 3a00/ieBaHUsl WJIM COCTOSIHHUSI (Tpynmbl 3a00JieBaHWil WM
COCTOSTHM )

Henocratounocts  ¢epmenta N-anerwiranakro3amuH-4-cynbdarazsl  (apwicynabgaTtazel  B)
MPUBOJUT K HapylWIEHUIO nerpajauuu nepMarancyiabparta. ['Al' HakamiuBaeTcsi BHYTPH JIM30COM U
00yCIIOBJIMBAET KIMHUYECKYIO KApTUHY TSXKEJIOro XPOHMUYECKOTO MPOTPECCHPYIOIIEro 3a00JIeBaHMUS.
Henocrarounocts apuiicyibdarassl B o0HapykuBaeTcst BO Bcex TKaHsx [1, 2].

I'en ARSB, xogupyromuii apuicynsdarasy B, kaptupoBan B xpoMocoMHOi#l obmactu 5ql4. MIIC
VI HacieayeTcs mo ayrToCOMHO-periecCuBHOMY THITy [1, 2].

N3-3a cHmWKEHUS aKTUBHOCTH (epMEHTa NPOUCXOIUT HaKOIUIeHHWE pazaudHbeix TUNoB ['All u
pa3BHUBaeTCs coMaTH4eckas MaHudecTanus B BHJE JMIEBOro aucMopdu3ma, renaTocrieHOMeraind,
MOPAXEHUST CEepAla, AbIXaTeIbHOM CUCTEMBbI, U3MEHEHHI CKelleTa, HEBPOJOTUYECKOW CHMITOMATUKH,
odTanpmosiornueckue u3MeHeHus. BapuabenpHocth MIIC ompenensieTcss THIIOM HaKaIlUTMBAEMOTO
cybctpata mpu HenoctaroyHou aerpagamuu ['Al: mpu MIIC VI Tuma mnpoucxomuT HaKOIUICHHE
nepMaTtaHcyibdara.

1.3. DnuaemMuoJiorusi 3a60/1eBaHUsI UJIM COCTOSIHUSA (TPynnbl 3a00/1eBaHUIl HIIH COCTOSTHHIA)

MIIC VI Ttuna peakoe HaCJIEICTBEHHOE 3a00JICBaHUE, CPEAHSS YacTOTa B MHPE COCTaBIICT
1:300000-1:400000 >xuBBIX HOBOPOXIEHHBIX. B oTmenpHBIX cTpaHax dactora MIIC VI MoxeTr ObITH
BBIIIIE, YTO CBSI3aHO C TEHETHYECKMMHU OCOOCHHOCTIMU TomyJsiiuu [ 3-5].

1.4. OcobGenHocTH KOAMPOBaHHUS 3a00JIeBaHUS MU COCTOSIHMS (rpynnbl 3a00j1eBaHUi WM
cocTosiHMii) M0 MesKIyHApOaHO#l cTaTHYecKol Kiaaccupukanum 0ojie3Heil U mpodJeM, CBI3aHHBIX
€0 310pOBbEM

Cornacio MKB-10, 3a0oneBanue oTHOocuTCs K kiaccy IV, Gone3HSM SHIOKPUHHON CHCTEMBI,
paccTpoiCTBY MUTAaHUS M HapyLIeHUIo ooMeHa BemecTs, E76.2 — Mykononucaxapuno3 VI tumna.

1.5. Knaccudukanus 3a601eBaHUs MJIM COCTOSIHUSA (TPyNNbl 3a00J1eBAHNI WJIM COCTOSTHUIA)

Beimensror 11 tumoB MIIC B 3aBHCHMMOCTH OT TEPBHUYHOIO OHOXMMHYECKOro Jedexra
(ITpunmoxenue A3.1).

Beinensror 3 knuanuyeckue ¢opmel MIIC VI B 3aBucuMOCTH OT Bo3pacTa Je0i0Ta, CKOPOCTH
MIPOrPECCUPOBAHUS M CTENEHH MOPAKEHUS PA3IUUHBIX OPraHOB M CHUCTEM: IPU TsKeNol (opme 1edroT
3aboJyeBaHMs — B Bo3pacTe 1-3 neT, nmpu cpeaHeTshkenon — ¢ 6 jer, mpu Jerkoit — nocie 20 ser. 3T10
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pazzaenenue 10BosbHO yeiaoBHO. MIIC VI npencraBisieT ckopee KOHTHHYYM KIMHUYECKUX ()EHOTHIIOB OT
JErKoro 10 Tspkenoro. OTianuuTenbHOM XapakrepucTukoidl 3toro tuma MIIC sBisiercs oTcyrcTBHE
MHTEJUICKTYaJIbHBIX HapyieHui [1, 6].

1.6. Knuauyeckasi KapTHHa 3a00JIeBaHUS WM COCTOsIHUSI (TPynnbl 3a0o0JieBaHMil WU
COCTOSIHM )

MIIC VI — pa3HooOpa3HOe M0 CBOMM KIMHHYECKHM IPOSBICHUSM 3a00JIeBaHUE U Yy MAlMEHTOB
MOTYT HaOJIIOJIAThCSl Pa3IMYHBIC TI0 CTENCHH TSHKECTH M CKOPOCTH TPOTPECCHPOBAHUS TOPAKEHUS
OpraHoOB U CUCTEM.

bone3np xapakrepusyercs OTCTaBaHHMEM B POCTE, W3MEHEHHUSIMH CO CTOPOHBI OPraHOB 3pEHMUS,
orpyOjieHueM 4YepT JIMIla, CHW)KEHMEM CJlyXa, TYrOHNOJBMKHOCTBIO B CYCTaBaX, IIOCTENIEHHO
MPOTrPECCUPYIONIEI nedopmarmen MMO3BOHOYHHKA, TpyIHOU KJIETKU 51 KOHEYHOCTEM,
rernaroCIICHOMETAINEN,  MOCTENEHHBIM  Pa3BUTHEM  CEPJICYHO-COCYIUCTOM M JbIXaTeJIbHOU
HenmocratouHocTH [1, 6].

OCHOBHBIMU TIpH3HAKaMH OO0JIE3HU SIBISIOTCS HU3KUM POCT, JHIEBBIE AUcMOpduu (orpydieHue
yept Juna), naedopmaius TO3BOHOYHMKA M OoukooOpasHas jaedopmarsi TPyIHOW  KIIETKH,
MHOYXECTBEHHBIE KOHTPAKTYpPhl CYCTaBOB PA3JIMYHON CTETICHH BBIPAKEHHOCTH, TIOPAXKEHUE CEPICUHO-
COCYIUCTOM CUCTEMBI, TOMyTHEHHE poroBuIlsl. [Ipu 3ToM Tuie MIIC uHTENNEKT HE CTpadaeT.

Buemnawnit Bua manuenta npu tspkenod ¢popme MIIC VI xapakrepusyercs OTCTaBaHHEM B POCTE
(90-100 cM mpu OBICTPOM MPOTPECCHPOBAHHMH; MAKCHMaIbHBIA — 150 cM), ITUCTIPOMOPIIMOHAIBHBIM
TEJIOCTIOKEHHEM — HHU3KOPOCIIOCTh C YKOPOYEHHEM TynoBuIa. OTMedaercs HM3MEHEHUEe 4epT Jula —
KPYIHBIA HOC C 3alaBIIel MepeHOCUIIeH, FK30(TalibM, MyxJible TyObl, Makporioccus. [1pu nerkoit gpopme
3a0o0JieBaHUs OrpyOJeHHe 4epT jula, AepopMaliy CKeleTa W 3afepikKa pocTa BhIPAKEHBI B MEHbIIEH
CTerneHH. XapaKTepHbl YINIOTHEHHE U YTOJIIIEHUE KOKH, )KECTKUE BOJIOCHI, YMEPEHHBIH rupcyTusm [1, 6,
7].

KoctHast cucrema: HaOmOMAIOTCS HHU3KHH POCT, TYTOIMOJBMIYKHOCTH CYCTAaBOB KOHEUHOCTEH,
BaJbprycHast aedopmanusi ToJeHEH pa3HOW CTENeHH BBIPAKEHHOCTH; MHOXECTBEHHBIH TU30CTO3:
ckaomedanusi, THUNOMIA3USA 3yOOBHAHOTO OTpocTka (C2-T03BOHKA, THIIOIJIA3UMM  TIO3BOHKOB,
nopcoitoMOanbHbIl KO3 B pe3ynbTrare OpaxUCHOHIWINM, IUIATUCTIOHAMINHN, HHOT/A CKOJIMO3,
MOSICHUYHBIN  runepnopno3. Omnpeaensiorcss MUpoOKUe pedpa, KOPOTKHE H30THYThIE KITIOYMIIBI,
TUINOIIa3usl TOJOBOK IUICYEBBIX KOCTEH M BapycHas AeopMaiusi IUIeYeBbIX KOCTEH B MPOKCUMAIIbHBIX
OTJIeNax, TUCTANIbHbIE SMU(U3bI KOCTEH MpPEeIuieybsl CKOLIEHBI APYT K Apyry. 3ajep:kka GopMuUpoBaHUs
siiep OKocTeHeHHUs. lIACTHbIe KOCTH KHCTEH YKOPOYEHBI M CYXEHbl — "3a0CTpEHBI" B MPOKCUMAJIbHBIX
OTJIeNax, XapaKTepHa "CKOIIEHHOCTh" BEPTIYKHBIX BIAIHH, 1€(OPMUPOBAHHBIE, YIIJIONIEHHBIE TOJIOBKU
OepeHHBIX KOCTEH U BaJIbI'ycHast qedopmariust meek oexpeHHbix kocrei [1, 8-10].

Opransl JpIXaHUS: YacThle pECIUpPATOPHbIe UHGEKIUU (PUHUTHI, OTUTHI). [ unepTpodusi MUHIATUH
U aJICHOUJIOB, YBEJIMUYEHUE S3bIKA, YTOJNIIEHHWE HAATOPTAaHHUKA U TOJIOCOBBIX CBA30K, OOYCIOBIMBAIOT
pa3BHUTHE NBIXaTENIbHBIX HAPYIIEHUN Pa3HOUN CTENEHU TSHKECTH, BKIIOYash OOCTPYKTHBHOE alHO? CHA.
OcobenHoctu nedopMaiuil TpyaHON KIETKU (KecTKasi TpyAHAast KIeTKa B COUYETaHUH ¢ KH(POCKOIHO30M U
MOSICHUYHBIM JIOPJI030M) CIIOCOOCTBYET Pa3BUTHIO PECTPUKTUBHBIX JIbIXaTeIbHBIX HAPYILICHUH.

Opras 3peHusi: OTMEUYaeTCs MOMYTHEHHE POTOBUIIbI, CBSI3aHHOE C €€ YTOJIIEHUEM U YBEITUYEHUEM
(MerajokopHea), PeTUHOTATHS, W3MEHEHHUs IUCKa 3PUTENBLHOTO HEpBa, BHYTPUIJIa3Has THIEPTEH3US,
rmaykoma.  [lopaxkeHHWe  3pUTEIBHOTO  HEpBAa  MOXET  ObITh  OOYCIOBIEHO  OTJIO)KEHHEM
TJIMKO3aMHUHOTJIMKAHOB B TAHTJIMO3HBIX KJIETKaX 3pUTEIBHOTO HEPBA, KOMIPECCUEH 3pUTEIBHOTO HEpBa
YTOJIIEHHON TBEPAOH MO3TOBOM O0OOJOYKON WM CY)KEHHEM KOCTHBIX CTPYKTYp BJIOJIb TpaKTa
3pUTENBHOTO HEPBA, a TAKXKE MOBBIILIEHHBIM BHYTPUUEPENHBIX JaBICHUEM.

LlenTpanbHasi HEpBHAsl CUCTEMA: MHTEJUIEKT U TOBEJICHUYECKUE PEAKIUHU Y MalHMEHTOB C JaHHOU
¢dopmoit MIIC 00BIYHO HE CTpaialOT, OJHAKO BBICOK PUCK Pa3BUTHS MUENIOMATHH HIEHHOTO OTAena
MO3BOHOYHUKA. B03MOXHO pa3BUTHE KOMIIPECCHHM CHUHHOTO MO3ra BCJEACTBUE COMYTCTBYIOIIMX
HapylIEHUU OINOPHO-/IBUTaTeNbHOTO ammapara. OmnucaHbl clydad CAABJIEHHMS CIHMHHOTO MO3ra,
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BBI3BAaHHOTO YTOJIIEHHEM €ro o0O00JOYeK WM HEeCTaOWJIBHOCTHIO aTJIAHTOAKCHAIBLHOIO CyCTaBa
(compoBOXAal0TCA HAPYLIEHUEM IOXOJKH, MBIIIEYHON C1a00CThIO, HEYKIHOKECTbIO IPHU COXPaHHBIX
MOTOPHBIX HAaBBIKaX U TUC(YHKIHUEH MoueBoro my3sips) [1, 6, 11].

Tsokenass ¢gopma OONE3HU COMPOBOXKIACTCS OTKPHITOH (cooOmaromeiics) ruapounedanme,
HapylIeHUsMH pPe30pOouuu cnuHHOMO3roBoil sxkuakoct (CMXK), koTopble Takke BHOCAT BKIaJ B
pa3BUTHE HEBPOJIOrMUECKUX HapyuieHui. [Ipu3naku rugpouedanuy 3a4acTyro HOSBISIFOTCS MEJUIEHHO U
HE3aMETHO, W MOTYT 3aKJI0YaThCs B WM3MECHEHHHM TMOBEJICHHS, BO3HHKHOBEHHH TOJIOBHOW 00JH,
HapyILIEHUH 3PEHUS.

KpanunoBepreOpanpHblii CTeHO3 pa3BuBaercs y mnanueHtoB ¢ MIIC VI BeiencTBue rumnoruia3uu
3y00BHIHOTO O0TpocTKa C2 MO3BOHKA, aTJIAHTOAKCHAIILHON HECTaOMIBbHOCTH, OTIokeHus: ['Al" B TBepoii
MO3TOBOM 000JIOUKE M 3aJHEW MPOJIOJIBHOM CBSA3KE, YTO B JAJbHEUIIIEM MPHUBOJUT K KOMIIPECCHOHHOM
MUEJIONAaTUU Ha ITOM YPOBHE, U KakK CJEJICTBUE, Pa3BUTHIO OynbOapHbIX HapyIIEHWH, HEHTpaIbHON
JBIXaTeIbHOM HENOCTaTOYHOCTH. CHUMIOTOMBI MOTYT BKIJIIOYATh HAapYIIEHHWE IOXOIKH, MBIIICUYHYIO
c11aboCTh, HEYKITIOXKECTh MIPHU COXPAaHHBIX MOTOPHBIX HAaBBIKAX W AUC(YHKIHMIO MOYEBOTO Iy3bIps [1, 6,
8].

KaprianeHb1ii TOHHENBHBIA CHHIPOM — HEMPONIATHS CAABJICHUS Y NALMEHTOB C Pa3JIMYHbIMU BUJAMU
MIIC. Ilpu OTCYTCTBUHM JIEYEHHS] MOXKET MPUBECTH K HEOOpPaTUMOM KOHTPaKType IUCTAIbHBIX
MeX(alaHTOBBIX CYCTAaBOB, a TaKKe K HAPYIICHUIO UJIM MOTEPE YYBCTBUTEIHHOCTHU MEPBBIX 3 MajbleB U
K Mape3y MBIIII] TEHOPA.

Huzocro3 mpu MIIC VI Tuma npuBOAWT K CHMIKEHUIO TOJBUKHOCTH HWDKHEH YETIOCTH, YTO
OTPaHUYMBAET CIOCOOHOCTh OTKPBIBATh POT W JKeBaTh. HapylieHus TIIOTaHHUsI BCTPEYAIOTCS PEKO,
OTMEYAIOTCSl MPHU CPEAHETSHKEIOM U THKEIOM Te4YeHHWH 3a00JIeBaHMS M, B OCHOBHOM, CBSI3aHBI C
HapylieHneM (PyHKIMOHUPOBAHUS CTBOJIOBBIX OTJEJNOB TOJIOBHOTO Mo3ra. OTCyTCTBUE NpaBUIbHON
PEryNilMy aKTa IJIOTAaHUS MPUBOAMUT K 3a0poCy MHINHM, CIIOHBI B Tpaxer M OpOHXHAbHOE JEPEBO U
Pa3BUTHUIO BTOPUYHOW MH(EKUNU B BUAE PELUIUBUPYIOUINX aCUPALUOHHBIX OPOHXUTOB U THEBMOHUHU.
D10 ycyryOmsieT IbIXaTelabHbIe HAPYIICHUs, SBISIIOIIUECS CIeACTBHEM OTioeHus ['Al’ B BepxHUX U
HIKHHX JBIXaTeNbHbIX myTsx [9, 10, 13].

Cepneuno-cocymuctass cuctema (CCC): wu3MEHEHHS CO CTOPOHBI KIIAIIAHHOTO  arapara
(yrnuioTHeHuWe CTBOPOK U XOpJ KJIAmaHOB, HEIOCTaTOYHOCTh W/MIM CTEHO3), WHGUIbTpaTUBHAS
KapIMOMUONIAaTUs, HAapyUIEHUs pUTMAa W IPOBOJMMOCTH CEpALA, JEroyHas TUIIEPTEH3Hs, PA3BUTHE
CepJICUHON HEAOCTATOYHOCTH, KaK C COXPAaHEHHOM, TaK U CO CHMIKEHHON COKPAaTUTEIbHON CIIOCOOHOCTHIO
Muokapga. [IposiBneHuss cepaedyHO-COCYIUCThIX HApYIIEHUH OTMEYAlOTCd C pPaHHEro BO3pacTa.
BonbImMHCTBO NAllMEeHTOB UMEIOT, M0 KpailHel Mepe, OJIMH NMPU3HAK KO BTOPOMY JIECATUIIETUIO JKU3HH [ 1,
6, 12].

XapakrepubiMu npu3Hakamu nopaxkenuss CCC npu MIIC sBisroTcss AMCHYHKIIMU KiIanaHOB (B
OCHOBHOM, MHTPAJIbHOTO, AOPTAJIbHOTO KIAMAHOB), TUNEpTpodus MHUOKapAa, HapylIeHHE pUTMa U
npoBoauMocTy. OyHKIMA KIanaHOB, HECMOTPS HA UX YTOJIIEHUE B pe3ynbrare otinoxenus ['Al', moxer
HEKOTOPOE BpeMsl He HapymaThcs. B mocnenyromeM mosiBIAsSETCsS IIyMbl, XapaKT€pHbIE 711 MUTPaJIbHON
(cuctonuueckuil) U aOpPTAIBHOM (AMACTONMYECKUIT) HEAOCTATOYHOCTH, PA3BUBAIOIIMECS B PeE3yabTaTe
HECOCTOSITENILHOCTH  KjamaHoB. B ganpHeiimem  ykopoueHue Xxopa u  ¢Gubpo3  JeBOro
aTPUOBEHTPUKYJISPHOTO  KOJbL@ MPUBOAAT K  CTEHO3MPOBAHHUIO  MUTPAIBHOIO  OTBEPCTHS.
HenocrarouHocTs  TPUKYCIHMJAIBHOTO M MYJIbMOHAJIBHOIO KJalaHa OOBIYHO KIMHUYECKH He
auarnoctupyrores [1, 6, 12].

Camoii yacToil NPUYMHON Ppa3BUTHUS CEPIEYHOM HEJOCTATOYHOCTHM C COXpaHEHHOW (pakuuein
BbIOpOCA JIEBOTO JKENyJI0OYKAa y OITHX TAlMEHTOB SBISETCS IMOBBIINIEHUE >XECTKOCTH MHOKapjaa B
pesynbrate otioxkenuss A’ (mo Tury pecTpUKTUBHOW KapAMOMHUOINATHH). B penkux ciaydasx MOxKeT
HaOJII0/1aThCsl CHUKEHHUE COKPATUTENIbHOM CIOCOOHOCTH 3a CUET JUIaTalluu MOJIOCTEH.

Kpome Toro, cepiednas HEIOCTATOYHOCTb MOJKET Pa3BUBATHCS C MOPAKEHHEM IIPaBBIX OTIEIIOB
cepAlla, MO THUIy XPOHHUYECKOTO JIETOYHOTO Cepila, B pe3yibTare AeopManuu TpyIHOM KIETKH,
MOPAXKEHUS JIETKUX H3-3a omioxkeHuss ['Al’  (KecTkue JIerkue), HapylleHus JPEHHUPOBAHHUS
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OpOHXHMAJILHOTO JIepeBa M3-3a CY)KEHUS OpOHXOB M pa3BUBAIOUICHCS TpPaxeOMaSIIMU M Pa3BUTHS
XPOHUYECKOU IMIIOKCHUH.

XKenynouHo-KuIIedHasi CUCTEMA: CUHIPOM pa3pa)X€HHOI'0 KUIIEYHUKA, renarociuieHomeranus. [ 1,
6].

BbIpaX€HHOCTh KJIMHMYECKUX IPOSIBICHUHM B 3aBUCUMOCTM OT BO3pacTa IIpeICTaBI€HA B
[Tpunoxenun A3.2

2. /ImarHocTuka 3a00JieBaHMS WJIH COCTOSIHMA (rpynmnbl 3a00/1eBaAaHUM WIH
COCTOSIHMI) MeEAUIUHCKHE TMOKA3aHUS ¥ MNPOTHBONOKA3AHUS K NPHUMEHEHHUIO
METOJA0B IMATHOCTUKH

Huarno3 MIIC tun VI ycranaBnuBaeTcss Ha OCHOBaHHHM COBOKYITHOCTH aHAMHECTUUYECKHX JIaHHBIX,
KJIIMHUYECKUX JTAaHHBIX, Pe3yJIbTAaTOB JIA0OPATOPHOTO HCCIIENOBAHUS (OMOXUMHYECKOTO U MOJIEKYIISIPHO-
T€HETUYECKOTO aHaN3a).

HuddepenunanbHas IuarHocTuka npoBoautcs ¢ Apyrumu tunamu MIIC, anbda-mMaHHO3UA030M,
MO3MHUMH  (popMaMU  TaHTIIMO3UJI030B, MYKOJMIHA030M, HEWH(PEKIMOHHBIMH  TMOJHAPTPUTAMHU,
snupu3apHbIMU qucIuiazusamu [1].

[Tanmentam ¢ ycranoBineHHbIM auarHozom MIIC II mpoBoguTCcs AUHAMUYECKOE HAOIIOJICHHE
(cpenmusis 4acTOTa MPOBEACHHS KOHCYIbTAIMI U 00CIe10BaHus peacTaBieHa B [Ipunoxkenun A3.3).

2.1. KanoObl U anHaMHe3

[Ipu cOope anamHe3a W kajao0 PEeKOMEHJOBAaHO OOpaTUTh BHUMAaHHE Ha CICIYIOIIHE KalIoObl U
aHaAMHECTUYECKUE COOBITHSL:

- OTATOIICHHBIN CEeMEHHBIM aHaMHE3 (CXOIHBIC CITy4an 3a00J€BaHUs B CEMbE, OJU3KOPOICTBEHHBIHN
Opak);

- HU3KUH POCT;

- "rpyObIe" YepThl JINIIA;

- YacThle pecnupaToOpHbIe 3a00JIEBaHUS;

- CHIDKEHHE CITyXa;

- CHIDKEHUE 3PEHUS;

- peUHMIUBHPYIOIIUE TPHDKH (0OCOOCHHO — IByCTOPOHHHE);

- IOMYTHEHHUE POTOBUIIBI;

- MHOXKECTBEHHBIM AM30CcTO03 (medopManuu dYepema, TIpPYyIHOM KIETKH, IM03BOHOYHHUKA,
KOHEUYHOCTEH);

- HapylIeHHe 0CaHKU — K03, CKOIHNO3;

- YXy/AILIEHUE MePEHOCUMOCTH (U3UUYECKUX HATPY30K;

- c1aboCTh B KOHEYHOCTSX;

- TYTONIOJIBUYKHOCTD B CyCTaBax;

- U3MEHEHHE MOXOKH;

- HEJIOBKOCTh MEJIKOY MOTOPHUKU;

- HapyIIeHHe KOHTPOJIS 32 (PYHKIUSIMHU Ta30BBIX OPTaHOB;

- alHO? BO CHE.

XanoOwl 1 aHaMHE3 TaKKe OMUCAHbI B pa3zene "KInHuYeckas KapTuHa'.

2.2. Du3zukajabHoe 00C/Ie10BaHNEe

ITpu ocMoTpe HE0OX0MMO 0OpaTUTh BHUMAaHNE Ha OCHOBHBIE KiIMHUYeckue npossiaerus MIIC VI:
- HU3KOPOCJIOCTb;
- rpyOble YepThI JINIA;
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- TYTOIIOJIBUKHOCTb CYCTaBOB;

- IOMYTHEHHUE POTOBULIBI;

- TelaToMeraus;

- CIUICHOMETaJIus;

- IIaXOBO-MOILIOHOYHBIE U IIYIIOYHBIE IPBIKU;
- LIIyMBbI B CEpJLE.

BbIpakeHHOCTh KJIMHUYECKUX MPOSBIEHUN B 3aBUCMMOCTH OT Bo3pacTa aedrora MIIC VI moxer
BappupoBath (IIpunoxenue 1'2).

2.3. JlabopaTopHbIe AMATHOCTHYECKHE UCCIETOBAHUS

OcHoBHbIE J1abopaTOpHbIE METObI NoATBepxkaAeHus auarHo3a MIIC VI BkirowaroT ompenenenue
akTUBHOCTH (epMeHTa apuicyiabdarasbl B, koimyecTBeHHBIH M KauecTBeHHbIM aHanmu3 ['AlT Moun u
MOJIEKYJIIpHO-TeHeTHYeCKue wuccienoBanus reHa ARSB. Jlanawle wucciaenoBaHus NPOBOASATCS B
CHEIMaATM3UPOBAHHBIX T€HETHUECKUX JIA00paTOPHUSIX.

- PexoMeH10BaHO BCEM MaIEHTaM OIPECIICHUE YPOBHS TITUKO3AMHHOTIMKAHOB MOYH (KOMILIEKC
WCCAeAOBaHUN ISl TUArHOCTHKU MYKOTIoucaxapuao3a tum VI) ¢ menpro MOATBEpKISHUS JMAarHo3a,
ycraHoBieHusa tuna MIIC, kommyectBenHoe onpenenenre ['Al' ¢ 1enblo KOHTPOJISI TEpAUK Kaxbie 6
mecsues [1, 14].

Yposens yoeautenbHoCTH pekoMenaaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KomMeHTapuu: mpu KOJMYECTBEHHOM AHAJIM3€ BBISIBISAIOT TMOBBIIEHHWE KOHUEHTpauuu ['AlT ¢
MOYOW. OTH WU3MEHeHHs HaOmomaroTcss Tawke npu aApyrux Ttunax MIIC. Tlpu mnpoBenenun
anektpodope3a A" BBISBISIIOT M30JIMPOBAHHOE TOBBIIIEHUE AKCKPEIMH JIepMaTaHCyab(ara ¢ MOYOMH,
yT0 XapakTepHo Tosibko st MIIC VI tuna. Yposens ['Al aBisieTcst BO3pacT-3aBUCUMBIM ITAPAMETPOM.

- PexomeHsoBaHO BceM mMalMeHTaM Ui TOJITBEP)KICHHS AMarHo3a OINpefesieHue akTUBHOCTU
apwicynbdaTasbl B B maTHaX KpoBHU, BRICYIIEHHBIX Ha (GUIbTpoBasibHON Oymare (punbtp N 903), mnazme
KpPOBH (KOMITJIEKC MCCIIEAOBAHUI TS UarHOCTHKKM MyKomoncaxapuaosa tan VI) [1, 14].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KommenTapuii: ¥V manmeHToB ¢ cuHIApoMoM MapoTto-Jlamu HaOmomgaeTcss CHIKCHUE aKTUBHOCTHU
apuncyibdatassl B B kyiapType ¢puOpo0iacToB, miazmMe KpoBH, TUO0 B MATHAX KPOBH, BBHICYIICHHBIX Ha
¢bunbTpoBanbHOM Oymare. HeoOxoaumo u3MepeHue aKTUBHOCTH JPYrux cyibdara3 s HUCKIIOYCHHS
MHO>KECTBEHHOI Cylb(paTa3HON HEJOCTaTOYHOCTH.

B cootBerctBuum ¢ Ilpukazom MunzapaBa Poccun ot 13 oktsi6pst 2017 r. N 804H "OO6 yTBepkaeHUH
HOMEHKJIATYpbl MEIUIIMHCKUX ycnyr" Ha3BaHue yciayru: Kommiiekc uccrieqoBaHMi A AUArHOCTUKU
MYKoIoJmcaxapuao3a tam VI

3a0op 6rnomMarepuana A AUarHOCTUKU B MSATHAX KpoBU omnucal B [Ipunoxxenun A3.4

- PexkoMeH10BaHO BCeM MaIMEHTaM CO CHIXEHHOI aKTHBHOCThIO (hepMmeHTa apuiicynbdaraszel B
IIPOBEJICHUE MOJIEKYISAPHO-TEHETUUECKOTO MCCIENOBAaHUA: BbIABIEHHME MyTauuid B reHe ARSB,
KOAMpYIOIIeM apuwicyibpaTa3dy B ¢ 1enpio MoATBep KIeHHUs JUarHo3a Ha MOJEKYISIPHO-T€HETHYECKOM
yposHue [1, 6, 14].

VpoBeHb yoeautenbHOCTH pekoMenaauu C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

KomMeHnTapuu: BoisiBneHue Myrauuu B reHe ARSB noarsepxknaer nuarno3 MIIC VI. Berasienue
reHa ARSB y mnpobGanga nemaer BO3MOXKHBIM OOCIEIOBaHME €ro pPOJACTBEHHUKOB, BBISBJICHUE
TeTEPO3UTOTHBIX HOCUTENIEH, a TAKXKE IPOBEICHUE ITPEHATAIIBHOW U IIPEUMILIAHTALlMOHHON JTUATHOCTHUKHU.
Crnenyer y4uThIBaTh, YTO B PEIKUX CIy4asX MyTallud B T€HE C MOMOUIBIO CTaHAAPTHHIX MeToa0B JIHK-
aHaJM3a, MOTYT OBITh HE BBISBJIEHBI, TAK KaK PaclloylaraloTcsi B I'TyOMHE MHTPOHOB WM MPEJCTABISIOT
coboit mpoTspkeHHble aenenuu reHa [1, 15]. B atux cnyyasx HeoOX0AMMO THIATEIbHOE CONOCTaBJICHHUE
OMOXMMHUYECKUX U KIMHUYECKHX JAHHBIX JJIS MOATBEpXKJIeHHUs auarHo3a. B coorBerctBuu ¢ Ilpukazom
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MumnsapaBa Poccun 13 oxtsi6pst 2017 r. N 8041 ot "OO6 yTBEep)KIeHUH HOMEHKIATYPHl MEIUIIMHCKUX
ycayr" Ha3BaHue ycinyru: KoMiuieke uccienoBanuii Aas AMarHOCTUKKM MyKOIIoJKMcaxapuao3a tum VI

- PexomennoBano Bcem mamuwentam ¢ MIIC VI mpoBenenue ananmm3a KpOBH OMOXHMMHYECKOTO
oOIIeTepaneBTHUECKOT0  C  [EeNbI0  OmpesieieHuss  (QYHKIMOHAIBHOTO  COCTOSIHMSL — TICUCHH
(amanmnamuHOTpancdepasa (AJIT), acmapraramunoTpancdepasza (ACT), oOmmii u npsmMoii OuITUpyOHH,
xosectepun) [34].

VYpoBeHb yoeauTenbHoCTH pekoMeHaauu C (YypoBeHb TIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: uccieoBaHHE XOJECTEpUHA BKJIIOYAET B TOM YMCIE, HCCIEIOBAHUE YPOBHS
XOJIECTEpUHA JIMIONPOTEUHOB BBICOKOM IUIOTHOCTM B KpPOBH, MCCIEIOBAHUE YPOBHS XOJECTEpUHA
JUNONPOTEUHOB HU3KOHM IUIOTHOCTH, MCCJIEIOBAHUE YPOBHSI JUIONPOTEUHOB B KPOBU, TPUTIIULIEPU]IBI.
HccnenoBanue cienyeT NpOBOJUTH B IIPOLIECCE TMHAMUYECKOTO HAOMIOIEHNs], B CpeaHEM, 1 pa3 B 6 Mec.

- PexomenmoBano Bcem manuentam ¢ MIIC VI mpoBenenue o61iero (KIMHHUYECKOTO) aHAlIA3a
kpoBu (OOmui (KIMHUYECKUH) aHAU3 KPOBU pPa3BEpPHYTHINM) JUId OLIEHKM OCHOBHBIX MapaMeTpOB
KPOBETBOPEHUS U BISIBIICHHS BO3MOKHBIX HH(DEKIIMOHHBIX MPo1ieccoB [34].

Yposenb yoeautenbHOCTH pekoMeraaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KoMMeHTapun: B CBS3M C BBICOKHM pPHCKOM Pa3BUTHS HWHTEPKYPPEHTHBIX WHMEKIIHA,
acNUpaAMOHHON MHEBMOHMM Y nanueHToB ¢ MIIC pekoMeHayeTcss NpoBeIeHUE JAHHOTO MCCIIEI0BAHUS,
B cpenHeM | pa3 B 6 Mecs1eB.

Taxke mpu MoJo3peHMH Ha HH(MEKIMH MOYEBBIX IyTed MPOBOIUTCS HCCIEIOBaHHE OOILEro
(KIMHMYECKOT0) aHaji3a MOYM U TPOYUE HCCIENOBaHMS, HEOOXOAMMBIE Ui JWArHOCTUKU JIaHHBIX
COCTOSIHUIA.

- PexomenpoBano Bcem mnamuentam ¢ MIIC VI npoBenenue wuccienoBaHus KoaryjaorpaMMbl
(aKTUBMPOBAHHOE  YAaCTHYHOE TPOMOOIUIACTUHOBOE  BpEMs,  ONpeaelieHHe  MIPOTPOMOWHOBOTO
(TpoMOOTUTACTUHOBOTO) BpPEMEHHM B KPOBH, OMNpEICICHHE TPOMOWHOBOTO BpPEMEHH B KPOBH,
uccleoBaHue ypoBHs (UOpUHOTEeHA B KPOBH, ONpeJesieHne KOHIeHTpauuu [[-a1umepoB B KpOBHU) IS
OILIEHKH COCTOSHUS CHCTEMBI KOAryJISIIUU U CBOCBPEMEHHOMN MPO(PHUIAKTHKH pa3BUTHs TpoM0030B [35].

VYpoBeHnb yoeauTenbHocTH pekoMenaaruu C (YypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4).

KoMMeHTapuu: dactora ucCleJoOBaHUS, B cpelHeM, | pa3 B roj, mpu HEOOXOAMMOCTH — Yalle
(mepen KakJIbIM ONEPATUBHBIM BMEIIATEIHCTBOM).

- PexkomenpoBano Bcem mnamueHtam ¢ MIIC VI nposenenue wucciaegoBanust ypoBHS N-
TEPMUHAJILHOTO (pparMeHTa HaTpuiiypeTudeckoro mponentuga mo3roBoro (NT-proBNP) B kpoBu mis
CBOEBPEMEHHOM JIMarHOCTUKU CEpJEYHON HEOOCTaTOUYHOCTH, IuddepeHInaIbHO JUarHOCTUKH C
OJIBIIIKOM, BBI3BAHHOW pPECHUPATOPHBIMH MpoOJieMaMu, Ui PELIEHUs BOIPOCOB O CTapTe/KOPPEKIUU
KapAHOTPOIHOM Teparuu [35].

VYpoBeHb yoeautenbHoCTH pekoMenaaruu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

KoMMeHTapuii: kpaTHOCTB uccienoBanus: 1 pa3 B roj.

2.4. UncTpyMeHTA/IbHbIE JUATHOCTHYECKHE HCCJIeJOBAHUS

- PexomennoBano Bcem manueHtam ¢ MIIC VI nposeaenune Y3U opraHoB OpromIHON IMOJIOCTH
(YnbpTpa3BykoBO€ HCCIEIOBaHWE OPraHoB OpIOUIHONM TOJOCTH (KOMIUIEKCHOE), YIIbTpa3ByKOBOE
UCCIIeIOBaHUE TEYEHH, YIbTPa3BYKOBOE MCCIEOBAHUE CEJIE3€HKH) W/WINM IPOBEAECHUE MarHUTHO-
PE30HAHCHOM TOMOTpauMu OpPraHoB OPIOIIHOM MOJOCTH W/MIM KOMIIBIOTEPHOH TOMorpaduu OpraHoB
OpIOIITHOM MOJIOCTH C IIEJTBIO BBISBICHUS YBEIWYCHUH pa3MepoB TIEYCHH U celle3eHKu [36].

VYpoBeHs yoeauTenbHOCTH pekoMeHaauu C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmeHTapuu: BBISBISIOTCS YMEpEHHas TremaToMeraivs Wid remnarociuieHomeranusi. Ha ¢one
Tepanuy pa3Mepbl MEYEeHU U CeNIe3eHKHM YMEHbLIaloTcsa. BbiOOp Merosla uHCCleIoBaHUS — IO
MH/IMBUIYAIbHBIM MOKa3aHUAM HCXOJS U3 BO3MOXKHOCTEH MallMeHTa U KIMHUYECKOW noTpedHocTH. [lpu

Ctpanuua 7 u3 46


http://disuria.ru/

KnuHnyeckne pekomeHgauumn — Mykononucaxapmaos tun VI — 2021-2022-2023 (19.01.2023) — YTBepxaeHsl MuHsgpasom PO

HEOOXO0JMMOCTH IPUMEHSETCS aHecTe3uosorndeckoe nocoodue. Kpatnocts uccnenosanust 1 pa3s B rof,
IpU HEOOXOIMMOCTH — YalIle.

- PexoMeHZI0BaHO MPOBEJCHUE PEHTIeHOTpapuM IICHHOTO W/WIM TPYJHOTO W/WIH TOSCHUYHOTO
OTJesa MO3BOHOYHUKA W/WJIH Ta300€IpEHHBIX CYCTaBOB W/ PEHTICHOTpa(uu BEpXHUX /MU HUKHUX
KOHEYHOCTEH C IeIIbIO BBISIBIICHHSI MHOYKECTBEHHOTO u30c¢To3a [2, 6, 16, 24, 28].

VYpoBeHb yoeauTenbHocTH pekoMeHaauu C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmeHTapuu:  BBISIBISIFOTCS ~ MHOXECTBEHHBIE  JM30CTO3bI:  cKadouedanus, TUHOIUIA3Hs
3y00oBUAHOTO OTpocTKa (C2-M03BOHKA, JOPCOIOMOATIBHBIN KH(O3 B pe3yiabTare IUIATUCTIOHIUIIHH,
MOSICHUYHBIN Tunepiopno3. Omnpepensrorcss MHpOKHe pedpa, KOPOTKHE HW30THYTHIE —KIIFOYHIIH,
TUIOIIa3Usl TOJOBOK IUIEYEBBIX KOCTEM M BapycHas AeopMaius IUIeUeBbIX KOCTEH B MPOKCUMAaJIbHBIX
OTJieNax, TUCTaJIbHbIE MU(U3BI KOCTEH NMPEAIUIeybsi CKOLIEHBI APYr K ApYyry. 3anepikka GopMUPOBAHUS
sayep okocTeHeHMs. [IAcTHhIe KOCTH KUCTEM YKOPOYEHBI M CyXE€Hbl — "3a0CTpeHbl" B MPOKCHUMAaJIbHBIX
oTJieNax, "CKOIIEHHOCTh" BEPTIIY)KHBIX BIAJIUH, 1e(OpMHUPOBAHHbBIE, YIUIOIIEHHbBIE TOJIOBKH OCIPEHHBIX
KOCTel M BaJIbI'ycHast iepopmariuis meek OeJpeHHbIX KOCTEH.

WccnenoBanus mpoBosTcs He pexe 1 pasza B roa, npu jerkux ¢popmax — oObIYHO He pexe 1 pasa B
2 roja.

- PexomenpoBano mnamuenrtam ¢ MIIC VI ¢ HanuumeM/puCKOM CHIaBJI€HHUS CPEIMHHOTO HepBa
MPOBEJIEHUE  ANIEKTPOU3NOJIOTUYECKOTO  HUCCIe[OoBaHMs  3nekTpoHelpomuorpadpun  (OHMI)
(OnexTponeiipomuorpadusi CTUMYISLHUOHHAS OJHOTO HEpBa, OIeKTpoMuorpadus CTUMYISALUOHHAS
CPEIMHHOTO HepBa, OJEKTpOMHOrpadusi Hrospyarasl), YTO IO3BOJISET OIEHUTHh (YHKIHOHAIBHOE
COCTOSTHHME MBIIICUHBIX TKAaHEH, HEPBOB U HEPBHO-MBIIIICUHOH nepenayn. [2, 6, 16].

VYposens yoeaurenbHoCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KomMmenrtapuu: ctumynsnuonHas DHMI' mo3Bossier onpenenuTh COAaBICHUE CPEAMHHOTO HEpBa
Jla’ke J10 MOSIBJIEHUSI CHMIITOMOB U JI0JKHA IPOBOIUTHCS, HAUMHAs € Bo3pacTa 4-5 JIeT eXKeroHo.

- PexomenmoBana Bcem mnamueHtam ¢ MIIC VI koHcynpTanms Bpaya-OTOPUHOJIAPUHIOJOTA C
MIPOBEJIEHUEM OCMOTPA BEPXHHUX JbIXaTENbHBIX MMyTeH (HOCOTIOTKU U TOPTaHH), B TOM YHCJE C TOMOUIBIO
sHpockonuu [2, 37]

VYpoBeHb yoeauTenbHocTH pekoMenaauu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KoMMeHTapuu: y NDalMeHTOB € paHHEro BO3pacTa OTMEYAIOTCS TUNepTpodusi aaeHOUIOB U
MuHJanuH. [Ipy HaauuuMu moka3aHwii MPOBOAUTCS SHAOCKONWYECKas SHAOHA3AIbHAS PEBU3US MOJOCTH
HOCa, HOCOIJIOTKH, SNUGAPUHTOJAPUHIOCKOMNUS, ANUGApPUHTOCKONUS BHJICO3HJOCKONHMYECKas (B
cpenHeM, 2 pasa B roj).

- PexoMeHJOBaHAa KOHCYJbTAalMS  Bpavya-Cypj0JioTa-OTOPUHOJIAPUHIONIOTAa U TPOBEICHHE
aymuometrpun BceMm manueHtam ¢ MIIC VI ¢ uenpio BbeisiBieHust tyroyxoctu. [Ipu momospenun Ha
CHIDKEHHME CllyXxa HEOOXOJMMO NpOBeJeHUE oToakyctudeckod smuccun (ToHampHas ayamomerpus,
PeueBas aymuomerpusi, MrpoBas ayamomerpusi, Perucrpaiiusi BbI3BaHHBIX aKyCTHUECKHX OTBETOB MO3ra
Ha MMOCTOSIHHBIC MO Ty/TpoBaHHbIe TOHBI (ASSR Tect)) (1pu 0TCYyTCTBHHU 3KCcCyaaTuBHOTrO otrta [1, 16].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KoMMeHTapuu: TYyroyxocTh pa3HOM CTENEeHHW BBIPRKEHHOCTH XapakKTepHa Ui JaHHOTO
3abosieBanust. OHA MOXKET OBITh KOHAYKTUBHOW WJIM HEHPOCEHCOPHON MIIM HOCUTh CMEIIaHHBIN XapakTep.
PanHee BbIsSIBIEHHE TYTOYXOCTH TO3BOJISIET YAYYIINTh KadeCTBO JKU3HHM TAIMEHTOB, OOECIEeUnTh
BO3MOXHOCTH 0OIIeHHs U o0yueHus. MccnenoBanue mpoBoAUTCS, B CpeHeM, | pa3 B ro/I.

- PexomeHnnoBaHo mpoBeneHue uccienoBaHus (yHkuuu BHewmHero apixanus (PBJ]) meromom
cnupoMeTrpun BceM nanueHTaMm ¢ MIIC VI, cnocoOHbIM BBIOIHUTE TpeOyeMblil bIXaTeIbHbIN MaHEBp
JUIsL OLIEHKU 3P PEKTUBHOCTH MPOBOJUMOM Te€panuu, KOHTPOJIS 32 COCTOSIHUEM OpPOHXOJIETOYHOM CUCTEMBI
[2, 14, 16].

YpoBeHs yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).
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Kommenrapuu: B coorBerctBuu ¢ [Ipukazom Munsapasa Poccuun ot 13 okts6ps 2017 r. N 804n
"O6 yTBEpXKICHWM HOMEHKJIATYpbl MEAMUMHCKUX ycuyr': MccrnenoBanue HECIPOBOLMPOBAHHBIX
JBIXaTeNIbHBIX 00BEMOB M TOTOKOB, Dioymerpus AbixaHus, McciaenoBaHue AbIXaTeTbHBIX 0OBEMOB C
IIPUMEHEHHEM JIEKapCTBEHHBIX IIpenapaToB. VccnenoBanue npoBoauTCs, B cpeiHeM, 1 pa3 B 6 MecsIeB.

- PexomeHI0BaHO TMpOBEACHUE TPHUILEIHHON PEHTreHOTpaguu OPraHoB TPYJHOW KIETKA BCEM
narientam ¢ MIIC VI ¢ nenbro orieHku aedopmaruu rpyaHoi kietku [38].

VYpoBeHb yoeauTenbHoCTH pekoMeHaauu C (YypoBeHb TIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrapun: Taxke mpu ucciejoBaHUM MOTYT ObITh OOHApYKEHBI M3MEHEHHS JISTOYHON TKaHHU.
Cnenyer paccMOTpeTh IPOBEJIEHUE MJAHHOIO UCCIENOBaHUS M NPU HAJIUYUM AyCKYJIbTaTHMBHBIX
W3MEHEHUH B JIETKMX B CBSI3U C BO3MOKHOCTBIO pa3BUTHUA NHEBMOHMM Yy manueHtoB ¢ MIIC VL
KpaTtHocTh nccnenoBanus onpenensiercs HHIUBUAYAIbHO, B CpeHeM, | pa3 B 2 roaa

- PexomennoBano nposenenue snexrposnuedanorpadun (330 manuentam ¢ MIIC VI, y koTopbix
OBLTH SMIJICTITUYECKIE PUCTYIBI B aHamHe3e [39].

YposeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrapun: kak Hambojee HHOOPMATHBHYIO METOJMKY [TAaHHOTO WCCIIEAOBAHUS CIIEIyeT
BBIOMpATh dJEKTpOodHIehaTOrpaduio ¢ BUACOMOHUTOPUHTOM. VcciemoBaHue cienyer MpPOBOAWTH, B
cpenHeM, 1 pa3 B 2 rosa, mpu OTCYTCTBUU ITPOTUBOIIOKA3aHUM.

- PexomennoBaHO TpoOBeNEHHE  MOJMCOMHOTpapUU/KapAUOPECIUPATOPHOIO  MOHUTOPHHIA
oonpmHCTBY naruenToB ¢ MIIC VI ans tuarHoctuku 0OCTPYyKTHBHOTO arHod cHa [2, 6, 16, 26].

VYposens yoeaurenbHOCTH pekoMeraaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KoMMeHTapuu: [Uisi IMarHOCTUKKA W OIIEHKH CTENEHU OOCTPYKTUBHOTO amHO® CHA MPOBOJAUTCS
MOJINCOMHOTpadUsl/KapIMOPECTUPATOPHBIII MOHUTOPHUHI, KOTOpasl IO3BOJISIET OIPENENIUTh XapakTep
JbIXaTeJbHBIX HapylIeHUN (MCKIIOUNUTh UEHTPaIbHBIA TEHEe3, CBs3b C runeprpodueld aaeHOUIOB,
CepJICUHON HEJOCTATOYHOCTHIO MM KOMIUIEKC IMPUYHMH), MAaTOJIOTUIO CEPACYHO-COCYIUCTON CUCTEMBI, B
cpeaHeM, 1 pa3 B rog.

B cootBerctBum ¢ [Ipukazom Munzapasa Poccuu ot 13 oxts16ps 2017 . N 8041 "O06 yTBEep)ACHUU
HOMEHKJIATYpbl MeaunuHCKux ycuyr" Her ycayrd "llommcomuorpadus”, B CBSI3M C 4eM BO3MOXKHO
UCIOJIb30BaHME Habopa ycayr: OnekrtposHuedanorpagus ¢ BUIeOMOHUTOpUHroM, CyrodHoe
MOHHUTOPUPOBAHUE apTEpUATBHOTO JaBlieHus, Perucrpanus anekTpokapauorpaMmbl, MOHUTOPHpPOBaHHE
ANIEKTpOKapaAnoTrpaduiyeckux JaHHBIX, XOJITEPOBCKOE MOHHUTOPUPOBAHHUE  CEPIECYHOTO  PUTMA,
PacmmndpoBka, onucanue U MHTEPIIPETALUs ICKTPOKAPAUOTpadUIECKUX TaHHBIX, DIECKTPOMHUOTpadus
HakKoXHas (0JHa aHATOMHUYecKas 30Ha), DiekTpookynaorpadus, OnpenencHre NapUUaIbHOTO JIaBICHUS
KHCJIOPOJIa B MATKUX TKaHAX (OKCUMETPHS)).

- PexomengoBano mnposenenue OKI, D9x0-KI', xontepoBckoro wmonuropupoBanus OKI' u
CYTOYHOTO MOHUTOPHPOBAHUSl apTepuanbHOro namieHus BceM mnanueHtam ¢ MIIC VI ans onenku
cocrostHus cepana [2, 6, 16, 25].

YpoBeHb yoeauteabHoCTH pekoMenaaruu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

Kommenrapuu: perynspuoe nposeaenue IKI', 9xo-KI' (B cpennem, 1 pa3 B 6 Mec), XOITEPOBCKOTO
MoHuTOpupoBanus DKI', cyToYHOrO MOHUTOPUPOBAHUS apTepUATBHOTO NaBleHHs (B cpenHeM, 1 pa3 B
roJi, Mpu HEOOXOJMMOCTH Yallle) HEOOXOAWMO TAllMeHTaM C JAaHHOW MaTOJOTHeH, Tak Kak C paHHEro
BO3pacTa y HUX OTMEUAIOTCs CEPAEUYHO-COCYIUCTBIE HAPYIICHHUS.

B cootBerctBuu ¢ [Ipukazom Munsapasa Poccun ot 13 okra6ps 2017 r. N 8041 "OO0 yTBepkaeHUU
HOMEHKJIaTypbl MeAMIMHCKUX ycayr': CyTo4yHO€ MOHUTOPUPOBAHUE AapTEPUATBHOTO JABJIEHUS,
Peructparuss  snexTpokapAuOTpaMMbl, MOHHUTOPHpPOBAaHUE ANEKTpOKapAUOTpadUUYECKHX JaHHBIX,
Xo0JITepOBCKOE MOHHUTOPUPOBAHME CEPJACYHOTO pHUTMa, PacimmdpoBka, OMUCaHWE W HHTEPIPETAILUSL
ANEKTPOKAPINOTpaAUIECKIX JaHHBIX.

- PexomennoBano BceM manueHtam ¢ MIIC VI npoBeneHrne MarHUTHO-PE30HAHCHOM ToMoTpaduu
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(MPT) w/mm KT rosoBHOTO MO3ra v MIEWHOTO OT/IENa MO3BOHOYHUKA C IEJBIO BBISBICHHS KOMIIPECCUU
CIIMHHOTO MO3ra ¥ rujapouedamuu [2, 6, 16].

VYpoBeHb yoenuTenbHoCTH pekoMenaanuu C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommeHTapun: HecTaOMIBHOCTh ATIIAHTOAKCUAIBHOTO COUWICHEHHS MOKET OBITh BBISABICHA IPU
peHTreHorpaduu MIEWHOTO OTAeNa IO3BOHOYHMKA C (DYHKIMOHAIBHBIMH TNPOOaMHU, OJHAKO JUIs
MOATBEPXK/IEHUSI  KOMIIPDECCHM  CIIMHHOIO  MO3ra  BCJIEJICTBHE  YTOJIIEHUS €ro o0oJioueKk U
dbopMupyrOUXCcsl aHOMAMH TMO3BOHKOB Tpebdyercs mnpoBeneare MPT w/mmm KT. Hccrnenoanme(st)
IIPOBOJATCS B TOM 4HCJIE, NPU JAUHAMMYECKOM HAONIOJEHUMU [AllMEHTa, YacToTa OIpPEIeIIsIeTCs
MHIUBUAYaAJIbHO (B cpeaneM, 1 pa3 B aBa roja). Hapko3 — no nokazaHusim.

B cootBerctBum ¢ [Ipukazom Munsapasa Poccun ot 13 oktsa6ps 2017 r. N 804n "OO0 yTBep)KAeHUU
HOMEHKJIATYpbl MEIUIMHCKUX yciayr'": MarHuTHo-pe3oHaHCHass ToMorpadus med, CnupanbHas
KOMIIbIOTEpPHAsi TOMOTpadus IIEH.

- PexomennoBano mnarmmentam ¢ MIIC VI kxoncynbTamus Bpada-oTaibMoJioTa U MPOBEACHUE
HCCIIEIOBAaHUS NIEPETHEr0 CErMEHTa IJla3a METO/I0M OOKOBOTO OCBELIEHUS, M3MEPEHNE BHYTPUIIIA3HOTO
nasineHus (OQPTarbMOTOHOMETpUSI) U OIEHKa coCTOsiHUSA rnasHoro jaHa (Odransmockonus, OcMoTp
nepudepun  TJA3HOTO  JHA C  HCIOJIb30BAHMEM  Tpex3epKalbHOM  JMH3bI [ osbamana,
buomukpodororpaduss rnasHOro JHa C HCHOJb30BaHMEM (YHIyC-KaMephbl) C IIEJIbI0 BBISBJICHUS
rJIAyKOMBI, U3MEHEHHS TIPO3PAvyHOCTH TJIa3HBIX CPEJl U COCTOSHUS ceTdyatku [2, 6, 16].

VYposens yoeautenbHoCTH pekoMeraaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KommenTapun: kpaTHOCTB Uccaea0BaHus, B cpeaHeM, 1 pa3 B roa. Y mammentos ¢ MIIC VI moxer
BBISIBJISITECS TIOMYTHEHHE POTOBHUIBL. Y HEKOTOPHIX IMAlMEHTOB DPAa3BUBAETCS TJIayKOMa, MUTMEHTHas
TUCTpodus CETUATKU, PEKO — OTEK JIMCKA 3pUTEIbHOTO HEpBa.

- PexomengoBano Bcem marmentam ¢ MIIC VI tuma mpoBeaeHuss 6 MHHYTHOTO TeCTa XOIbOBI
(6MTX) mpu QUarHOCTUKE WM C MOMEHTa BO3MOXKHOCTH TAIIMEHTa K BBITIOJHEHUIO TECTa C IENbIO
OLICHKH (PU3HUecKOi BBHIHOCIMBOCTH MAIlMEHTOB, B TOM 4Hucie, Ha (GoHe (GepMEeHTHON 3aMecTUTEIbHON
tepamnuu [6, 40, 41].

YposeHs yoeaurenbHoCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTtapun: Tect 6-MUHYTHON XOJbOBI SIBJISIETCA OJHUM M3 HanOoJiee MPOCTBIX U JOCTYIMHBIX
CHOCOOOB OIICHKM BBIHOCIMBOCTH M (PYHKIMOHAJIBHBIX BO3MOXKHOCTeW manueHntoB c¢ MIIC ¢
KapIMOJIOTUYECKOM U JIETOYHOU naTojorusmu, cM. [Ipunoxenne A3.5.

HccnenoBanue npoBoauTcst 0OBIYHO ¢ S-eTHEro Bo3pacTa (He pexe 1 pa3a B 6 MecsIeB).

Onenka nepeHocuMocTy (GU3NYECKOi Harpy3ku npoBoautcs no mkaie bopra (Ilpunoxenue I'1)

- PexkomennoBan mnammerntam ¢ MIIC VI KOHTpoJab MUHEpPaIbHOM IUIOTHOCTH KOCTEH
(peHTreHOJEHCUTOMETPHS) TIPHU MEPBUYHON TUArHOCTHKE M B IMPOLIECCE AUHAMUYECKOTO HAOIIOICHUS
[42, 43].

YpoBeHb yoeauTeabHocTH pekoMenaaruu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

KommenTapuu: n1okazatenbHbIX JAHHBIX 110 ONTUMAIbHOM 4acTOTE MPOBEACHUS UCCIIEIOBAHUS HET,
MPOBOJUTCS, B cpeaHeM, 1 pa3 B 1-2 roja.

2.5. NUuble nuarmocTuvYecKue Uccjae 0BaHus

HHple quarHocTuyecKue UCClIeJ0BaHUs IMPOBOJATCA 1O PCIICHHUIO Bpaqe6Horo KOHCHUJInYMa.

JuddepennnanbHas AMarHoCcTUKa

- PexomennoBano mpoBoauTh auddepeHnnanbHy0 AMarHoctuky ¢ apyrumu tunamu MIIC, anbsda-
MaHHO3UI030M, TMO3MHUMHU (QopMaMHM TaHIJIMO3UI030B, MYKOIUIMHUIO030M, HEUH(PEKIIHOHHBIMH
MOJIMAPTPUTAMH, dTTH(pU3apHBIME TUcILIaszusami [1, 2, 6, 16].

YposeHb yoeautenbHOCTH pekoMeHaaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).
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3. Jleyenue, BKJIIOYAS MEAMKAMEHTO3HYI0 M HEMEIUKAMEHTO3HYI0 TepaluM,
AUEeTOTepanuio, 00e300/1MBaHNe, MEAULMHCKHAE MOKA3aHUA U NPOTHBONMOKA3AHUA K
NPUMEHEHHIO METOAO0B JIeYeHH

Jleuenne MIIC Ttum VI BKiIIOYaeT Kak IMMAaTOTEHETHYECKOE JICUCHUE Ha3HAYeHUE (EepMEHTHOU
3amectutenbHoi Tepanuu (P3T), Tak U npoBeaeHNE CUMIITOMAaTHYECKON Tepanuu. Beaenue nanueHTos ¢
MIIC Ttun VI npeanonaraeT MyJabTUAMCUMIUIMHAPHBIA MOJAXOA € 0OOs3aTelbHBIM y4aCTHEM Bpada-
reuaTpa, Bpadya-HEBPOJIOra, Bpaya-T€HETHKa, Bpada-KapauoJsora, Bpada-OTOPUHOJAPUHIOJIOra, Bpada-
odranpmoiora,  Bpaya-myJIbMOHOJIOTA  Bpada-Xupypra, Bpada-HEHpOXHpypra, Bpada-OpTOIEHO-
TPaBMOTOJIOTa, BPada-CTOMATOJIOTd, BpPada-4yelfOCTHO-IMIEBOTO  XUPYpra, Bpada-aHECTE3HOJIOra-
peaHumarosiora, Bpada JiedeOHON (U3KYIbTYphl, Bpada-(pu3MOTEpamneBTa W Bpayel Jpyrux
CHEIMATbHOCTEH, MMEIOLIUX OMNBIT B JICYEHUM 3TOT0 PEIKOro 3a00JieBaHUs, a TaKkKe MEIULHUHCKUX
IICUXOJIOTOB.

3.1. IlaToreHernyeckoe JeyeHue

- PexomenpoBano nposenenue @3T nmanuwentaM ¢ ycraHoBiaeHHbIM auarHo3om MIIC VI ¢ uenbro
3aMeJICHUsI TPOTPECCUPOBAHUS 3a00JI€BaHUSI, YMEHBIIICHHS pa3MEPOB NIEYCHHN U CEJIC3ECHKU, YITyUIIeHUs
GYHKIMU cepla, CHIKSHUs YPOBHS dKckpetupyembix Al [2, 17-21].

YpoBeHb yOeIUTETbHOCTH peKOMEeH Ialiu B (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 2).

KommenTtapun: @3T mpoBomutcs mpemapatom rancynbdaza** (kom ATX A16ABO08), mpenapat
BBOJUTCS B J03¢ | MI/KI OJMH pa3 B HENENI0O B BHUAE BHYTPUBEHHOW HH(QY3uuM B TeueHue 4 d
aMOynIaTOpPHO, B YCJIOBHUSX KpPYIJIOCYTOYHOTO/MHEBHOTO cranuoHapa. Ilpemapar mepen wuH)py3uei
HEoOXoIMMO paszBecTd B pactBope Hatpus xiopupa** 9 mr/mn (0,9%). O6muit o0bem uHPY3UU
OTIpeNeNsieTCss Ha OCHOBAHUHM MHIAUBUAYyAIbHOTO Beca maruenTta. OH cocrapiser 100 M uHGY3HOHHOTO
pactBopa HaTpud xyuopuaa** 9 mr/ mi (0,9%), ecnu Bec nmarenTa MeHblie win paseH 20 kr wim 250 mu,
ecnu Bec manuenTta 6ombiie 20 kr. 2,5% pacTBopa BBOJST B T€UEHHE MEPBOTO Yaca, OCTAIbHOU 00BbEM
(mpumepHo 97,5%) B teuenue nocieayromux 3 4. @3T B BuUIe BHYTPUBEHHbIX HMHQY3UIl MPOBOIAT
€KEHEICJIbHO TIOKU3HEHHO.

WNndysuss npoBoautTcs uepe3 mnepupepuyecKUil UM LEHTPAJbHBI BEHO3HBIM JOCTYyN H
KOHTPOJIMPYETCS MEIUWLUHCKUM IepCcOoHaloM. BBeieHue ocyiiecTBisieTcss depe3 mnepudepudeckuit
BEHO3HBIN Karerep (kareTep nepudepuIecKuii) WM 4Yepes nopr-cucremy  (mopt
MH(Y3MOHHBI/MHBbEKITMOHHBIA,  UMIUIAHTUPYEMBIH***),  KOTOpBIE = yCTaHaBJIMBAIOTCS  COTJIACHO
METOUYECKUM pykoBojicTBaM "Beno3nbrii goctym, 2019 (https://msestra.ru/download/file.php?1d=4763)
C HCIIOJIb30BaHUEM HEOOXOAMMBIX JIEKAPCTBEHHBIX cpeAcTB. [lopT-cucTeMBbl yCTaHABIMBAIOTCS COTIACHO
Pacniopspkenuto I[IpaButensctBa Poccuiickoit ®enepanuu ot 31.12.2018 N 3053-p "O6 yrBepKIaeHUH
MepeyHs MEAUIMHCKUX U3JeNUi, UMIITAHTUPYEMbIX B OPraHU3M YeJIOBeKa MPH OKa3aHUU MEAMIIMHCKON
MOMOIM B paMKax MpOrpaMMbl TOCYAAPCTBEHHBIX TapaHTUH OECIIATHOTO OKa3aHUs TpaxaaHaM
MEJHUIIMHCKON TIOMOINM, a TaKXke MepeyHs MEIUIMHCKUX H3JeNUd, OTHYCKaeMbIX IO pelentaM Ha
MEIUIIMHCKUE U3ENUs IPU MPEI0CTaBICHUU Habopa COMaIbHBIX YCIyr".

N3-3a pucka BO3HUKHOBEHHS aJUIEPrHUECKUX pPEaKIUU B OTBET Ha UHQY3UIO, NalleHTaM
HA3HAYAIOTCS AHTUTHCTAMHUHHBIE CPEJICTBA B COYETAaHMM C MapameraMmosnioM™* wumu ulympodenom™*
HenocpeAcTBeHHO Tepen uH(py3uei. [Ipn BOZHUKHOBEHHWH HEXENaTeNbHON peakuuu UH(Y3UI0 HYXKHO
OCTAHOBUTH JI0 pa3pelIeHHs] CAMIITOMOB U 3aTe€M MPOJIOJIKHUTh CO CKOPOCTHIO Ha TIOJIOBUHY MEHBIIIE TOM,
C KOTOPOM OHA MPOBOAUIIACK.

[Ipu pasButun anaduIaKTOUIHOW/ aHAPUIAKTUYECKOW peakuuud UHQPY3HIO ClelyeT HEeMEJICHHO
MPEeKpaTuTh, HauaTh COOTBETCTBYyIOIIee JieueHWe U HaOmoneHue. CrenyeT NpUIEPKUBATHCS
COBPEMEHHBIX CTaHIApTOB HeoTnoxkHoW Tepanuu [29, 30] W COOTBETCTBYIOIIUX KIMHUYECKUX
pexkomenaauuii, cM. [Ipunoxenue A3.6 u [lpunoxenue A3.7

Ctpanuua 11 u3 46


http://disuria.ru/

KnuHnyeckne pekomeHgauumn — Mykononucaxapmaos tun VI — 2021-2022-2023 (19.01.2023) — YTBepxaeHsl MuHsgpasom PO

Peskoe npexpamenue ®3T, nepepsiBbl B @3T He kenaTenbHbl U MOTYT IPUBECTH K YXYALIEHUIO
COCTOSIHUS NIAIIUEHTOB. TspKelble UM ONAcHbIE IS KU3HU PEAKIIMH TUIIEPUYBCTBUTEIBHOCTH B CIIydasXx,
KOI'/Ia COCTOSIHUE MaLMEHTOB HE NOJAAETCS KOHTPOJIIO, SABJIAIOTCS IPOTUBONOKA3aHUEM ISl IOBTOPHOIO
IIPUMEHEHMsI Tpenapara (JaHHbIE W3 MHCTPYKUMHM 10 MEIUIMHCKOMY NPUMEHEHHIO Ipenapara
rayicynbhaza**).

3.2. CuMmnroMaruyeckoe JiedeHue

- PexomeH10BaHO MNpOBEAEHHE MEIUKAMEHTO3HOW MPEMENMKALMU IPU TMOSABJIEHUU NOOOUYHBIX
aJUIEPrUYECKUX peakiuil mpu undysuu. [2, 22].

YposeHb yoeautenbHOCTH pekoMeHaaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrtapun: ¥V mnanuentoB ¢ MIIC, momyuarommx ®3T, xak U npu B/B BBEAECHUU JHOOOTO
Ipyroro OEJIKOBOrO Ipemnapara, MOTYT pa3BUTbCA IMOOOYHBIE peakiuu (JIMXopajaka, 03HOO, pBOTa,
KpanuBHULIA, TSDKEJIbIE PEaKIMil THIIepUyBCTBUTENbHOCTH aJUIEPrMYECKOro THIA), IPOUCXOASIINE UIH BO
Bpemsi HH(Y3UH, WIK B TeUeHHe IHS mpoBeneHus nHpy3uu. [Ipu mossieHnH MOOOYHBIX pEeakmui BO
Bpemsi/mocsie MH(Y3UM PEKOMEHAYETCSI COOTBETCTBYIOLEE JI€UEHUE, IPU KOTOPOM HEOOXOAMMO
CJIEIOBaTh COBPEMEHHBIM CTaHJapTaM OKa3aHWs MEAMIIMHCKOW MOMOIIM (aHTUTHCTaMUHHBIMU CPEICTBA
CHUCTEMHOTO JCUCTBHS W/WU TMapaneraMoi™** wmm ubynpoden™ ™ u/umm KOPTHKOCTEPOUIbI CUCTEMHOTO
NercTBUS Mpenapatsl (MpeaHn30I0H** win nexcamerazon™*)) [punoxkenne A3.6 u [lpunoxenne A3.7.

- PekoMeHI0BaHO MPOBOJIUTH JICYEHHWE MOBEICHUYECKUX HapymieHuil y marmueHtoB ¢ MIIC VI ¢
Y4E€TOM JICUCTBYIONMINX KIMHHYECKUX PEKOMEH/ AN, MPUHUMAsi BO BHUMAHUE Pe3yIbTaThl KOMIIJICKCHON
OILIEHKH CO CTOPOHBI BCEX OPTraHOB M CHCTEM U MIEPCOHATM3UPOBAHHBIE TIC]TH MaruenTa. [44].

YposeHs yoeaurenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTapwii: JleueHne moBeneHYECKUX HAPYIICHUH MPOBOAMTCS BPA4OM-HEBPOJIOTOM, OOBIYHO
UCIOJIb3YIOTCSl CENaTHBHBIE CpEICTBa, AHKCHUOJIUTUKA M Jpyrue. Bpibop mnpemnaparta, D0O3MpOBKa,
JUINTEJIBHOCTh Kypca OIpPEAENAIOTCS WHIMBHAyalbHO. HaunWHAOT mpueM AaHHBIX IpenapaTroB MOJ
THIATEeNbHBIM BpadyeOHbIM KOHTPOJIEM B YCIIOBUSX KPYIJIOCYTOUYHOTO/JHEBHOTO CTAIlMOHAPA.

- PexoMmeH10BaHO TIpH O()TAIBMOJIOTHYECKAX HAPYIIEHHSX MPOBOJUTH JICYCHUE MO TTOKAa3aHHsIM,
noJ00p Tepanuu OCYHIECTBISETCS HAa OCHOBAHMH PEKOMEHIAIMI M0 JICYEHHIO COOTBETCTBYIOIINX
Ho3oJj0rHii [16].

VpoBenb yoeaurensHoCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

- PexomeHnnoBaHna opromneanyeckas KOPPEKIHsS HAPYIICHUS OCAaHKH, KOHTPAKTYp CYCTaBOB C
WCIIOJIb30BAHUEM HEXUPYPIHUECKUX METOJOB BKJIIOYACT (PU3HOMPOICTYphl U JeucOHYI0 (DU3KYIBTYpY,
UCTIOJB3YIOT OpTOIEAnYecKre yCTpoiicTBa. [lo Moka3aHUsSM OCYIIECTBISIFOT XHPYPrUYECKOE JICUCHHUE
CHHIIpOMa KapHaJbHOTO KaHaa, MPOBOJUTCS SHIONPOTE3UPOBAHUE TA300CAPECHHOTO HIIM KOJICHHOTO
CycTaBa, KOPPUTHPYIOIIAE OCTEOTOMUU [T HCTIPABJICHUS OCH KOHEUHOCTeH [2, 12, 14, 16].

VYpoBeHb yoeauTeabHoCTH pekoMenaauii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

- PexoMeHI0BaHO MPU PElUJAUBUPYIOIIUX OTUTAX, YACTHIX PECIUPATOPHBIX 3200JIEBAHHUIX BEPXHUX
JIBIXaTeTbHBIX MYTEeH MPOBEICHHS CUMITOMATHYECKOW, aHTHOAKTEpUATbHOW Tepamuu, Mpu OTHTAaX HE
MPUMEHSTh TAaKTHKY "HaOmoaath u xaate" [2, 6, 54].

VYpoBeHb yoeauTenbHOCTH pekoMeraaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

- PexomennoBano y mnamuentoB ¢ MIIC VI npu Hanuuuum SHUWIENTHYECKUX IPUCTYIOB
UCIOJIb30BaHUE TIPENapaToOB U CXEM JICYEHHUs, HA OCHOBAaHMH PEKOMEHAALMH 110 JICYSHUIO SIWIETICHH. [ 2,
12, 14, 16].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- PexomeHmoBaHO ydacTtue MYHBTHHHCHHHHHHapHOﬁ KOMaHIAbl B BCICHHHU CCleC‘lHOﬁ
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HejocTatouHocTH y maiuertoB ¢ MIIC VI. [2, 12, 14, 16].
YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).
KomMmeHTapuu: 1pu  JICYCHWH  CEPACYHON  HEJOCTATOYHOCTH,  MATOJOIMU  KJIAlaHOB,
Kap[[I/IOMI/IOHaTI/II/I, HapymeHHH pI/ITMa nu HpOBOI[I/IMOCTI/I cepﬂua HAa3HA4YCHUC TepaHI/II/I B COOTBCTCTBUU C
KIMHUYCCKUMHU peKOMCHI[aHI/IHMI/I.

- PexomeH10BaHO Ipu Ji€ueHUM apTepuanbHoi runeprensuu y nauuentoB ¢ MIIC VI naznauenue
AHTUTUIIEPTEH3UBHONW TEpanuyu B COOTBETCTBUU C KIMHUYECKMMM PEKOMEHIALMSIMM I10 apTepHabHOM
runeprensuu [2, 12, 14, 16].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMeHTapuu: mpUMEHEHHE JIeKapCTBEHHbIX mpemapatoB y jgereir  off-label —  BHe
3aperuCTPUPOBAHHBIX B HWHCTPYKIUHU JIEKAPCTBEHHOTO CpPEJICTBA IOKAa3aHUIl OCYIIECTBISIETCS IO
pelIeHNI0 BpayeOHON KOMMCCHU, C paspeuieHuss JIOKalnbHOro ATHYECKOr0 KOMHUTETa METUIIMHCKOM
opranu3anuu (IIpv HaJIU4YKHU), C YCIOBUEM MOAMMCAHHOTO HHPOPMUPOBAHHOTO COTIIACHSI.

- PexomenpnoBano mnammentam ¢ MIIC VI ¢ HapylmeHHSMH MOTOPUKH >KEITYA0YHO-KHILIEYHOTO
TpakTa (3amopamMH) HCHOJb30BaHUE JIMETHUYECKUX MEpPONPUATHUN, aJeKBaTHOM TuApaTaluul MU
crnaOuTebHBIX cpeacTs [45].

Yposenb yoenuTenpbHOCTH pekoMeHaanuu C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIBCTB S)

- PexoMen10BaHO npu XpoHUYecKoi Helponatuyeckoi 60omu y mauuentoB ¢ MIIC VI naznauenue
MperapaToB, BO3ACHCTBYIOMIMX Ha IICHTPAJbHBIE MEXaHU3Mbl (HOPMUPOBAHUS XPOHHUYECKOW OO0JH:
MPOTHBOAIIIEHTUYECKUX —TIpenapaToB (703a MOaOHMpaeTcs WHAMBHIYAIBHO), aHTHIIETPECCAHTOB
(IPUMEHSIFOTCSL BHE MHCTPYKIIMH TI0 PEIICHHUIO BpauyeOHOM Komuccun) [46].

VYposens yoeaurenbHoCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KommenTapun: Tlonoxxkurensnoro sddexra dhapmakorepanuu XpoOHUUYECKONH OOJM Y TAIMEHTOB C
MIIC moxHO OOUTHCS MpHU y4yeTe MPUHUMAEMbIX MAlMEHTOM IPEenapaToB U PErYIIPHOM MOHUTOPUHTE
6e3omacHocTH JeueHus. [Ipu neuennn 601€BOro CHHAPOMA y MAI[MeHTa CIeAyeT UCI0Ib30BaTh HAaUMEHee
MHBa3UBHBIN CIIOCO0.

- PexomennoBansl maruentam ¢ MIIC VI koHcymbpTauu clieayrommux CHEHUaIMCTOB HE pexe |
paza B 6 MeCAIICB WIM Yallle NMPU HAIWMYMM MMOKAa3aHWH: Bpada-TieauaTpa, Bpada-OTOPUHOJIAPHHTOJIOTA,
Bpaya-opTaJbMOJIOTa,  Bpada-IeTCKOIO0  KapAuoJioTa,  Bpada-TpaBMaTojora-oproreaa,  Bpada-
MyJIBMOHOJIOTA, Bpadya-HEBPOJIOTAa, Bpaya — JIETCKOrO0 XWUpypra, Bpada-KapAuOXUpypra, Bpada-
HEeWpoOXuUpypra, Bpada — JETCKOTO CTOMATOJIOTa, Bpada-yeIIOCTHO-JIMIIEBOTO XWUpypra, Bpada-
¢dusmoreparneBTa, Bpaya jJe4eOHON (U3KYIbTYpHI, Bpadya-aHECTE3UO0JI0ra-peaHuMaTosiora (pyu HaTHYUH
[aTOJIOTHH, TPEOYIOIIeH XHPYPruuecKoro BMenarenscrea) [2, 16, 28].

YpoBeHb yoeauteabHocTH pekoMenaaruu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KoMMeHTapuu: 4yacToTa KOHCYJIbTAIlMM YCTaHABIMBAECTCS WHIWBUIYAIbHO, B 3aBUCUMOCTH OT
KIIMHUYECKOM CUTYalluu.

3.3. Xupypruueckoe JieueHue

Xupypruueckoe JedyeHue nanueHroB ¢ MIIC VI cimegyer mnpoBoauTe mnpu  y4acTuu
MYJIbTUAUCLIMIUIMHAPHON KOMaH/Ibl B COOTBETCTBUHU C JEHCTBYIOLIUMHU KIMHUYECKUMU PEKOMEHAALUAMU.

- PekomeH10BaHa MalMeHTaM ¢ COXPAHHBIM MHTEJUIEKTOM W HapylleHueM (QYHKIHHM KUCTeH WM ¢
HapylIeHHeM HEpBHOW MNpoBoauMocTH Mo pe3ynbratam OHMI' omepanus aekoMmIpeccud HEpPBHBIX
CTBOJIOB, KOTOpasi TPUBOJIUT K OBICTPOMY CTOHKOMY yiTydlIeHuto GpyHkuuu |2, 16, 24, 25].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanu C (YpoBEeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuu: dacToTa penMIuBOB KaprnajibHOTO TYHHENIBHOTO CHHApPOMAa Y MAIMEHTOB C
paznuunbiMu TunaMu MIIC HemsBecTHa. IloCKOJBKY MOBTOpHAs KOMIPECCHs MEIHAHHOTO HepBa
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BCJICICTBUEC py6I_[eBaHI/ISI WiIn OTIIOXKCHHUA I''IMKO3aMHHOI'TIMKAHOB BO3MOXHA, HeO6XOI[I/IMO HpOI[OJ'DKaTb
HaAOIIONCHHE.

- PexomennoBano mammentam ¢ MIIC VI Ttuna npm coolmaromieiics ruaponedamun ¢
MIPOrPECCUPYIONIUM  YBEIIMUCHUEM JKeIyJAoukoB 1o maHHeIM MPT w/mm KT, mnoxarBepikiacHHBIM
TIOBBIIICHUEM JIaBJICHUS 11epeOpO-CIIMHAIBHON JKUJIKOCTU BEHTPHUKYJIO-TIEPUTOHEATHHOE IIYHTUPOBAHUE
[47, 48].

VYpoBeHb yoeauTenbHocTH pekoMeHaanu C (YpoBEeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMeHsOBaHO TpPOBEACHUE XUPYPTMYECKOTO  BMEMIATENBCTBA ISl MALMEHTOB  C
JMarHOCTHPOBAHHBIM CTEHO30M MHIEHHOTO OTAeNa — JEKOMIPECCHH CHHHHOTO Mo3ra (/lexommpeccus
MO3BOHOYHOTO KaHaja MHUKPOXUPYpPIHYECKas), YTO MMEET pellaroliee 3Ha4eHHEe B YCTPaHEHHH CTEHO3a
[2, 10, 16, 24, 25, 29].

VpoBeHb yoemutensHOCTH pekoMenaauu C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4).

KomMmeHTapuu: cpaBjieHHe CHHHHOTO MO3Ta TPUBOJUT K HEOOPATHMBIM HEBPOJIOTHYECKAM
HapyIICHUsIM, OIEpallI0 CIeIyeT paccMaTpuBaTh Jake Yy MAIMEHTOB 0e3 HEeBPOJIOTHYEeCKOi
CUMIOTOMATUKH, €CJIM CaruTTAIbHBII JAMaMeTp IO3BOHOYHOIO KaHaia cyxkeH Oosiee yem Ha 50%.
XUpYypruyeckoe BMEMIATEIbCTBO JIOJDKHO — BBITIOJHATHCS  PaHBIIE Pa3BUTHS  HEBPOJOTHYCCKUX
MIPOSIBJICHU M.

- PexomMeH/IOBaHO TMpOBENEHUE XUPYPTUYECKON KOPPEKLUHH CKEJIeTHbIX JedopMaluil mpu
BBIPKEHHOM HapyleHUU (YHKUIUU U OTCYTCTBHH 3¢ ¢eKkTa OT KoHcepBaTUBHOM Tepanuu [ 2, 10, 16, 24,
25, 29, 41].

YposeHs yoeaurenbHoCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KomMmeHTapuu: BO3MOXKHO MPOBEAECHUE XUPYPrU4eCKOH 3aMeHbl Ta300€JPEHHOI0 WM KOJIEHHOTO
CYCTaBa, KOPPUTUPYIOLIUE OCTEOTOMUHM KOCTEH KOHEUHOCTEH HpU BBIPAKEHHOM HapyHIEHUU (QYHKLIUU
KOHEYHOCTHU 00YCIIOBJICHHOH AeopMaIieit uiv apTpo3omM

- PexomennoBano nanuentam ¢ MIIC VI tuna paccMoTpeTh, pU HATMYUM TTOKAa3aHUM, MPOBEACHUE
AneHouPKTOMUN (AJCHOUIPKTOMHUU C HCIIOJIb30BAHUEM BHJICOPHOCKOMIUYECKUX TEXHOJOTUH) W/WIn
Tonzmmkromun (TOH3WUIPKTOMUU C MCHOJB30BAHUEM BHJICOIHIOCKOMMUYECKUX TEXHOJOTHH) C LEIbI0
yIy4IIeHUs IPOXOJAUMOCTH IbIXaTeIbHbBIX IyTel [2, 49, 50].

VYpoBeHb yoeauTenbHocTH pekoMenaaruu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KomMenTapuu: nanHesie BMemaTeabCcTBa NMpuMeHsitorcs y namueHtoB ¢ MIIC VI tuna, kak u B
oOuieil momynauuU, C CHHAPOMOM OOCTPYKTHBHOTO HOYHOIO AamHOd, SKCCYJaTHUBHBIM OTUTOM,
3aTpyJHEHHEM HOCOBOTO JbIXaHHS W PELUIMBUPYIOIUMU MUHQEKIUSIMH BEPXHUX JbIXaTEIbHBIX MyTEH.
IIpu sToM HeobxomuMo yuuThiBaTh, yTo ipu MIIC VI Tumna xupyprudeckoe BMEIIATENIbCTBO TpeOyeTCs
yamie, 4eM cpenu oObrunbix gereil. [lanmentam ¢ MIIC VI Ttuma cienyer BeIOMparh MaKCHMAallbHO
maasamue u 3pGeKTUBHBIE METOIUKH, OT/IaBaTh MPEINOUYTEHUE YHIOCKOTTMYECKUM BMeIIaTeIbcTBaM [ 51,
52, 53].

4. MeaunuHcKas peaﬁnnnTaunﬂ, MEIUIIMHCKHE MMoOKa3aHuA H
NMPOTUBONOKA3AHUA K IPUMECHCHUIO METOAO0B peaﬁn.ﬂnTaunn

Crnenuduueckoit peadbunuranuu nanuentam ¢ MIIC VI e tpebyercs. B kpyr peabumuTannoHHbIX
MmeponpusaTuil nanuentam ¢ MIIC VI moryr ObITh BKIIIOYEHBI 3aHATHS C MEIUIMHCKUAM IICHXOJIOIOM,
OTABIX B CIEHUAIU3UPOBAHHBIX CAHATOPUAX, @ TAKXKE COLIMAJIbHAS afanTalys C y4aCTUEM CIECIIUAINCTOB
U COLMANbHBIX PaOOTHUKOB, Kypchl Maccaxa. Crneunduyeckue MeToJ]bl peadWINTalMK MPH HAIUYUH
OCJIOKHEHUH yKa3aHbl B COOTBETCTBYIOIIMX pa3eiax.
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5. llpopunakTuka M AUCNIAHCEPHOEe HAOJIOIeHHe, MeAUIMHCKUE MOKA3AHUSA W
NMPOTUBONOKA3AHUSA K IPUMEHEHUI0 METOA0B NPOPUIAKTHKHU

- PexkomenymoBana TmoOcCi€ YCTaHOBJCHHMS JHMAarHo3a TNAalWMEHTY WM €ro o(UIUaTbHBIM
IIPEICTAaBUTENSIM IIPUEM (OCMOTp, KOHCYJIbTAllKs) Bpaya-reHEeTHKA C 1IeJIbI0 pa3bsiCHEHUN T€HETUYECKOTO
pHUCKa, 00CYKJIEHUSI BO3MOKHOCTEH NIPEHATATHHON M MPEUMILIAaHTAIIMOHHON JIMarHOCTUKU IMOpHOHa [ 2,
6, 14].

VYpoBeHb yoeauTenbHoCTH pekoMeHaauu C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: yuuThiBasi ayrocOMHO-peneccuBHbId TN HacienoBanus MIIC VI tuma, puck
MMOBTOPHOTO poskjeHus B cembe pedbenka ¢ MIIC VI, nezaBucumo oT nosia, paBeH 25% — BBICOKHIA.

5.1. Ilpenaranbuas auarnocruxa MIIC VI

- PekoMeHII0BaHO B CEMBAX, TJ€ €CTh MAIMEHT C YCTAHOBJICHHBIMH MYTAIlMSIMH, BBI3BABIIUMU
00Jie3Hb, OOCYIUTH BO3MOXXHOCTh TPOBEJACHUS TMPEUMILIAHTAIIMOHHON TEHETHYECKOW JIMAarHOCTUKHU
SMOpPHOHA U MPEHATaTbHON JUArHOCTHKHU MyTeM HU3MEPEHUsI aKTUBHOCTU apuiicyibdaTa3bl B B kieTkax
BOPCHH XOpHOHa, a Takke merogamu JJHK-auarnocruku. [2, 6, 14].

VYposens yoeautenbHOCTH pekoMeHaaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KomMenTapwmii: mpeHatainbHas IMAarHOCTHKAa BO3MOXHA MeToAaMu mpsMoul wim kocBeHHon JIHK-
JTUATHOCTUKH JJI CEMEH ¢ U3BECTHBIM T€HOTHUIIOM.

5.2. IncnancepHoe Hab/oaeHue nanuentTos ¢ MIIC VI

3a0oneBaHre UMEET MYJIbTUCUCTEMHYIO TPUPOLY M  HEoOpaTUMble, MPOTrPECCHPYIOIINE
KIIMHUYECKHE TMPOSIBJICHUSA, YTO OOYCIIOBIMBAET HEOOXOIUMOCTh HAONIOJEHUS HE TOJBKO Y3KUMU
crenuanucTaMd  (BpauoM-OTOPUHOJIAPUHIOJIOTOM,  BpauOM-XUPYPrOM,  BPavyOM-TPaBMOTOJIOTOM-
OpTOMEeNOoM, BpauoM-0(TaabMOJOrOM, BpauoOM-KapIuOoJIOTOM, BpadyOM-IyJbMOHOJIOTOM, BpayoM-
HEBPOJIOTOM M T.JA.), HO U JIOTONEIOM, MEIUIMHCKUM IICHXOJOIrOM M pPabOTHHKAMH MaJUIMATHBHBIX
CITY k0.

[Tarmentsl ¢ MIIC VI nomkHBI MOCTOSHHO HAXOAMTHCS TMoA HaOmoaeHuem; 1 pa3 B 6-12 mec. (B
COOTBETCTBUU C TSKECTbIO COCTOSIHMS) MOKa3aHO KOMIUIEKCHOE O0cCiieZloBaHHE B MHOTONPO(UIBLHBIX
crarmoHapax. JIMTeTbHOCTh HAXO0XKACHHUS B KPYriIOCyTOYHOM/THEBHOM cTarioHape 21-28 aHei.

Habmonenue manueHToB MO MECTy XHUTeNbCTBa (B amMOylaTOPHO-TOJUKIMHUYECKUX YCIOBHSIX)
JOJIKHO ~ OCYILECTBJISATHCS MOCTOSHHO. JlabGoparopHble M HWHCTpyMEHTalbHbIe OOCIEIOBAaHUS H
peKoMeHyeMas 4acToTa UX MpoBe/ieHus mpeacTaniena B [Ipunoxenun A3.3.

6. Opranuzanusi oka3aHus MeJIUIUHCKON MOM O
6.1. IToka3zaHus A8 TOCHUTAIM3ANMN B MEIUIMHCKYI0 OPTraHU3AIUIO:

6.1.1. [loxa3aHus A/ IIAHOBOM rOCHUTAJIN3 AN

- TpOBEIEHHE JMATHOCTHKU U JICYEHHS, TPeOYIOIUX KPYrIOCYTOYHOTO MEAMIIMHCKOTO
HaOJII0ICHMS

- COCTOsIHHE, TpeOyrolee aKTUBHOTO JIEYCHHS] U KPYIJIOCYTOYHOTO MEIUIIMHCKOTO HaONIOACHHUS
(TppDKECeUeHune, ONepaTHBHOE JICYCHHE MOPaXEHHsI CYCTaBOB, TO3BOHOYHHKA, CKOJIMO3, aJI€HOIKTOMUS,
TOH3UJUIPKTOMUS, HEHPOXUpYprUUYecKash AEKOMIIPpECCHsl CHUHApPOMA 3alsICTHOTO KaHalla, YCTaHOBKa
TPAHCTUMITAHUYECKOTO ApEHaka MpPU CPEAHEM OTUTE, Xupypruueckas koppekius natojorun CCC wu
Apyrue);

- oTcyrcTBUe BO3MOXHOCTH obOecreueHuss P3T B amOynaTOpHBIX M CTAllMOHAPO3aMEMIAFOIINX
YCTIOBUSIX;
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- HE0O0XOJMMOCTh MPOBEJCHUS PA3IMYHBIX BUAOB SKCIEPTU3 MU O0OCIEIOBAHUS B MEAUIUHCKON
OpraHu3allii IpPH HEBO3MOXXHOCTH TMPOBEACHUS HUX B aMOYJaTOPHBIX YCIOBHUSX, TpPeOYIOIIUX
JMHAMUYECKOTO Ha0I0JeHU (B TOM yuciie 0(hopMIIeHUE 3aKiIoueHNs (DeaeparbHOr0 KOHCHIIMYMA);

6.1.2. Iloka3zanus 1Jisl IKCTPEHHOH rOCIUTATU3ANNHI

- OCTpBbIe 3a00JICBaHNS;

- 000CTpeHHs XPOHHUYECKUX OOJIe3HEil;

- OTpaBJIEHHUS U TPaBMbl, COCTOSHHUS, TpeOylollMe WHTEHCUBHOW TEpanuu MU TEepeBoJa B
PC€aHUMALIMOHHBIC OTACJICHUA UM OTACICHUA HHTEHCUBHOU TCpanurun (B TOM YHCJIE II0OOOYHEIE pcaKkuuu,
MIPOUCXOJAIINE B Mpolecce MHQY3UU UM B TedeHue AHs npoBeneHus uH@ysun O3T, nepBuKaibHBINA
CTEHO3 ¢ KOMIIPECCHEH CITMHHOTO MO3Ta M JAPYrHe YrpOJKaroIlue JKH3HU OCTPBIE COCTOSIHHS), a TaKXkKe
KpYrjioCyTO4HOTO MCEAWIIMHCKOI'O Ha6J'IIOI[€HI/II/I U MPOBCACHUA CIICHUAIBHBIX BHUIOB O6CJ'ICI[OBaHI/I5[ u
JICUCHUSI.

6.2. [Toka3aHus K BbINMMCKE MAMEHTA U3 CTAllHOHAPA

1. oTCyTCTBHE YrpO3bl )KU3HU MAIUCHTA;

2. OTCYTCTBHE YI'pO3bl Pa3BUTUS OCI0KHEHHH, TPEOYIOINX HEOTIIOKHOTO JICUEHUS;

3. crabuau3anus COCTOSHUS U OCHOBHBIX KJIMHHUKO-71a00paTOPHBIX MOKa3aTesel MaToJOTHYecKoro
rpolecca o OCHOBHOMY 3a00JIEBaHUIO;

4. OoTCyTCTBHE HEOOXOAMMOCTH B MOCTOSSHHOM BpaueOHOM U KPYIJIOCYTOYHOM MEIUIIMHCKOM
HaOJIIOCHUH TI0 OCHOBHOMY 3a00JIEBaHHUIO;

5. HEOOXOOMMOCTH NepeBoJa MalMeHTa B JPYTryl0 OOJBHUIYY MM YUPEXKAECHUE COLMAIBLHOTO
o0ecneyeHusl.

7. JonmoauuTteabHasi nHpopManus (B TOM 4uciae (PaKTopPbl, BIUAIONIAE HA UCXO/
3200J1eBAHUA WM COCTOSTHHUA)

[Ipu mpoBejcHMM HApKO3a M MHTYOAIlMM HEOOXOJMMO IOMHHUTH O BBICOKOM PHCKE KOMIIPECCUHU
CIIMHHOTO MO3ra BCIEACTBHE HECTAaOMJIBLHOCTH AaTJIAHTOAKCHAJILHOTO cycraBa. KopoTkas e,
OTpaHWYCHUE TMMOJABMIKHOCTH HW)KHEH YEIIOCTH, VYBCIIMYCHHE $3bIKA, BBIPOKCHHAS THIEPTPOUs
aJICHOUIOB U MUHAJIMH CO3JIAI0T IIPOOJIEMBI IPU MPOBEACHUH aHECTE3HOJIOIHUECKOTO TI0COOHS, TOITOMY
MPEAIOYTeHUE CJIeAyeT OTJaBaTh MECTHOMY WM pErHOHAIbHOMY 00e30oiuBanuio. IlammeHt
MPEJIBAPUTEIIBHO KOHCYJIBTHPYETCS BpPadyOM-KapIuOJOrOM, BPadyOM-OTOPHHOJIAPUHIOJIOIOM, BpadyoM-
AQHECTE3MOJIOTOM-PEaHMMATOJIOTOM,  BpadoM-HeBposioroM.  OO0s3aTeqbHO  TPOBEJACHHE  IOJIHOTO
KapAMOJIOTHYECKOro OOCIIeIOBaHMS, IOJUCOMHOTpaduu (I BBIABJICHUS CTEIEHH JIbIXaTEeIbHbIX
HapYIIEHHIA), TPU HEOOXOIMMOCTH — SHIOCKOIUU HOCOTJIOTKUA U KOMIBIOTEPHOW TOMOTpA(HU JICTKHX.
OmnepaTHBHOE BMEIIATEILCTBO C aHECTE3UEH HEOOXOAMMO MPOBOJAUTH B KPYITHBIX MEIUIIMHCKUX IICHTPAX,
UMEIOIUX OT/AeJeHHe peaHuManuu U uHTeHcuBHOM Tepanuu (OPUT), Tak kak wuHTyOanus u
MOCIIEYIOIIAs SKCTYOAIHs Y TAKMX MAIHEeHTOB MOYKET BbI3BaTh 3aTpyaneHwus [2, 14, 19].

Kputepun oneHKn Ka4ecTBa MEAUIUHCKOH ITOMOIIHN

N Kpurepun kauectsa YpoBeHb YpoBeHb
yOeaUTeIbHOCTH JIOCTOBEPHOCTH
peKoMeHaaui JI0Ka3aTesIbCTB

1 Beimonneno omnpenenenue ypoBHs u cnektpa ['AlN|C 5
Moud (IpU TIOCTAaHOBKE JHMarHo3a M €Clu He
IIPOBOJWIIOCH B MPEIIECTBYIOINE 6 MECSIIEB)
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Beinosineno oInpezeneHue aKTUBHOCTU
apwicynspaTtassl B B miazmMe KpoBM WM TISITHAX
BBICYIIIEHHOU KpOBH 197070171 MOJIEKYJISIPHO-

T'CHCTUYCCKOC HCCICAOBAaHHC (BBIHBHGHHG MyTanuu B
reHe ARSB (nipu nocranoBke quarHosa)

BrinosineHo HAa3HAYEHHUE dbepmeHTHOM
3aMECTHTEIBHOMN Tepanuu rajicyiabdpa3oii™* B Buae B/B
nHY3UU KEHEACTHHO

Bremonnenst OKI', Ox0-KI' (ecniu He mpoBoamiIoch
MOCJICAHUE 6 MECHIICB), XOJITEPOBCKOE
MOHUTOPHUPOBAHNE OKTI’ " CYyTOYHOE
MOHUTOPHPOBAHUE APTEPUAIBHOTO JIaBJICHUS (E€CITU HE
MIPOBOIUIIOCH TIPEIIECTBYIONINE 12 MecAIIeB)

BeimostHeHO  ompelieNieHHe  pa3MepoB  [EUCHH |
CEIIE3E€HKU 1o JIaHHBIM YIIBTPa3ByKOBOTO
WCCIIeIOBaHus (€C)IM HE TPOBOJWIIOCH Mocienaue 12
MECSIICB)

Boimonnena  pentreHorpadus  meWHoro  W/WiH
IPYAHOTO W/WUIU TMOSICHUYHOTO OTJeNIa MO3BOHOYHUKA
W/WAN TakkKe pPEeHTreHorpauu BEpXHUX U HIKHUX
KOHEUHOCTEH (eci He MPOBOAWIIACH TocienHue 12
MeECSIIeB TIPH TsDKENBIX (hopmax, 24 mMecsia mpH JISTKUX

dhopmax)

BeimonHeHa  MarHWTHO-pPE30HAHCHAass — ToMorpadus
n/unmu kommbiotepHass Tomorpadun (MPT) w/mm KT
TOJIOBHOTO MO3Ta W IICHHOTO OTHEeNa MO3BOHOYHHKA
(eci HE MPOBOAMIIOCH TIOCTIETHUE 24 MECSIICB)

BeimmonHeHo — ompeneneHue  (YHKIUM — BHEIIHETO
neixanus  (MccnepoBanue — HECTIPOBOIIMPOBAHHBIX
JBIXaTeNbHBIX O00BEMOB W TIOTOKOB) (ecid  He
MPOBOJIMIIOCH TIOCTIETHIE 6 MecsleB) (IIPU OTCYTCTBUH
MPOTHBOIOKA3aHHN )

Bremonnena

MO COMHOTpadus/KapIMOPECITUPATOPHBIN
MOHUTOPHHT (€CJIM HE MPOBOAMIUCH IMOCIeAHHE 12
MecsIeB) <*>

10

Broimosnnena — KOHCynbpTalusi  BPauyoOM-CypJ0JIOTOM-
OTOPHHOJIAPUHTOJIOTOM U TMPOBEJIEHA ayJuOMETpUs
(eciu HE MPOBOAMIIACH MTOCIEAHME 12 MecsIeB)

11

BrimonHeHa KOHCyNbTalusi BpauoM-0(TaTbMOIIOTOM,
(ecnu He mMpoBOIUIIACH MTOCHeaHIE 12 MecsiieB)

12

BeInonHeHa KOHCYJIbTAIMsl BpPauOM-T€HETUKOM TIpU
YCTAHOBJICHWHM JIMATHO3a W TPH  IUIAHUPOBAHUU
0epeMEHHOCTH B CEMbE

13

BrimosiHeHa KOHCYNBTAIUS BPavyoOM-KapIUOJIOTOM TPH
HAJIMYUU TATOJIOTUH CEPACYHO-COCYANCTON CHCTEMBI
(ecnu He MPOBOAUIICA MOCHIEIHUE 6 MEC.)
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14  |BoinosiHena KOHCYJIbTaLIHsI Bpauom- | C 3)
OTOPHUHOJIAPUHIOJIOrOM (TIpYM HAJIWYMM IATOJOTHUU CO
ctoponbl JIOP-opraHoB u/wiu BepXHUX IbIXATEIbHBIX
nyTei) (ecau He MPOBOAWIIACH NIOCIEAHNUE 6 MECALIEB)

15 |BrimosHeHa KOHCYJbTALMs BpadoM-HeBpoJioroM mpu|C 5
HaJIMYUU TaTOJIOTUM CO CTOPOHBI LIEHTPAJIbHOU
HEPBHOW CUCTEMBI (€C/IM HE MPOBOJAMIICS MOCIEIHUE 6
MECSIIIEB)

16 |BrimosHeHa KOHCYABTAMA BpavyoM-TpaBMaToiorom-|C 5
opToncaoM Ipd HaJIW4YUKW MaTOJIOTHU CO CTOPOHLI
OTIOPHO-JIBUTATEITLHOTO anmapara (ecin HE
MIPOBOJMIICS MOCIEAHUE 6 MECSILIEB)

17 |BwimosHeHa KOHCYJIbTaUUs BpadoM-xupyprom (mpu|C 5
HAIMYAHM TIATOJIOTHH, TPEOYIomEeH XUpypruaecKkoro
BMEIIATEIIbCTBA)

18 |BwImosHEHa KOHCYIBTAIMSI BpadoM-IyabMoHOoToM | C 5
(Tpy HAJIMYHMK TIATOJIOTHH CO CTOPOHBI JIBIXaTEIEHOM
CUCTEMBI)

19 |BrwmmosHeHa  KOHCYNBTAlMsl  BpadoM-cromarosiorom | C 5
(ecni HE IPOBOIUIIACH TTOCTIETHUE 6 MECSIIEB)

20 | BeimonHeHa KOHCYIBTANUS BpauoM-(pu3noTepaneBToM, | C 5
BpauyoM TO JedyeOHOW (U3KynbType (ecau He
MPOBOANIACH TIOCIETHIE 6 MECSIICB)

21 |BoeimonHeH 6-TM MUHYTHBIM TecT X0ab0bI (ecmu He|C 5
MIPOBOIUJIICS TTOCIeTHHUE 6 Mec.)

22 |BreimoaHeH OMOXUMUYECKUM aHaau3 kpoBu | C 5
(asranmHaMuHOTpaHCc(hepasa (AJIT),

acnaptaramuHoTpancdepasza (ACT), oOmmii 1 IpsIMOit
OWIMpyOUH, XOJIECTEPHH, TPHUTIIMLEPHUIBI) (eclu He
MIPOBOJIMJICS B TIPEAIIECTBYIOIIUE 6 MECSIICB)

23 | BoemonHeH oOmuii (KITMHUYECKUN) aHamu3 KpoBu (eciu | C 5
HE MPOBOMJICS B IPEIIECCTBYIONINE 6 MECSIICB)

24

<*> [IpoBeneHue mnonucoMHOrpaguu peKOMEHAyeTcs MalMeHTaM C IMOJO03PEHHEM Ha Hajau4due
cunapoma obctpyktuBHoro anHod cHa (COAC) unu mpu IMHAMUYECKOM OOCIIEeTOBAaHUM MallUEHTaM C
COAC.
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HE00X0AMMO 0OHAPOJA0BATh.

ITpunoxxenne A2
Metonosorust pa3spadéoTKu KJIMHHYECKHX PEKOMEHIaHil

Hacrosmue PEKOMEHAAIUU NPCAHA3HAYCHBI JIA NMPUMCHCHUA MCAULIUHCKHMU OPraHU3alusIMH U
YUYpCKACHUAMU (benepaanHx, TCPPUTOPHUAJTIBHBIX W  MYHHIUIIAJIBHBIX  OpPraHOB YIIpaBJICHUA
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3IpaBOOXpPAaHEHUEM, CHUCTEM O0S3aTEIBbHOTO U JOOPOBOJIBHOTO MEIUIIMHCKOTO CTPAXOBaHUSA, IPYTHMH
MEIUIIMHCKUMHU  OPTraHU3alUsMU  Pa3IUYHBIX OPraHU3alMOHHO-TIPABOBBIX (OPM  JIEATEIHHOCTH,
HANpPABJIECHHOW HA OKa3aHUE MEIULIMHCKOW MOMOLIY.

MIIC oTHOCATCS K pPEIKUM HACIEACTBCHHBIM 3a00JICBaHUAM, YTO HCKJIIOYAeT BO3MOXKHOCTH
MPOBEACHUST OOJBIINX KOTOPTHBIX M PAaHIOMH3UPOBAHHBIX KOHTPOJUPOBAHHBIX HCCICAOBAHUM W IS
CO3/IaHUSI TPOTOKOJIOB JIMATHOCTUKMA M TEPANUU HUCIOJIB3YIOTCS JIMIIb TEMATHYECKUE HCCIECIOBAHUS
9KCIIEPTOB, OMYOJIMKOBAHHBIE B TTOCJICIHUAE JIBA IECATUIICTHS.

OueHka ypoBHA YOEIUTETBHOCTH PEKOMEHIAIMNH W YpPOBHSA JIOCTOBEPHOCTH JOKA3aTENIbCTB
MIPUMEHEHUSI MEAMIIMHCKUX TEXHOJOTHUW MPOBOJAWIIACH B COOTBETCTBUMU C YHHU(UIIMPOBAHHOM IIKAJIOH,
MpHUBEICHHOH B Tabnumnax 1-3

HeJ’leBaﬂ AyIuTOopUusa JAaHHBIX KIIMHHYC€CKUX peKOMeHIlaIIHﬁ:

031N DN KW —

\O

10.
11.
12.
13.
14.
15.
16.

. Bpauu o61ieit BpaueOHON MPaKTUKKU (CeMENHbIE BpauH);
. Bpaun-niequatpsr;

. Bpaun-tepanestsi;

. Bpaun-renetuku;

. Bpauu — naGoparopHbie TeHETHKY;

. Bpaun-peBmarosoru;

. Bpauu — nerckue kapanoJiory;

. Bpauu-neBpouory;

. Bpaun-tpaBmMaToI0TH-0pTONEAbI;

Bpaun-otopuHonapuHrosoru
Bpauu-cypaomoru-oTopuHOIapUHTOJIOTH;
Bpaun-pentrenonoru;

Bpauu ¢yHKIIMOHATBEHOM AMArHOCTUKY,
MeauuuHCKe ICUX0JI0TH;

Crynentsl MenuimHckux BY30B;
OO6yuaromuecs: B OpANHATYPE.

Taoimma 1. IlIkana omeHKH YpPoBHeH gocToBepHOCTH JokazarenabcTB (YI) anss mMeromoB
JUATHOCTHKH (IMArHOCTHYECKHX BMEIATEIbCTB)

YA

Pacmudposka

1

CucremaTnyecKkue O630pbl I/ICCJ'ICIIOBaHI/Iﬁ C KOHTpOJIEM pe(l)epeHCHLIM MCTOJOM HIIH
CUCTEMaTUYECKUI O630p PaHAOMHU3UPOBAHHBIX KIIMHHUYCCKHUX I/ICCJ'ICI[OBaHI/Iﬁ C IPUMCHCHUCM
MCTaaHaJIn3a

OTI[GJ'ILHLIG HCCIICAOBAHUA C KOHTPOJEM pe(bepeHCHBIM MCTOJOM HJIHN OTACIBHBIC
PaHAOMU3HUPOBAHHBIC KIIMHHUYCCKHUC HCCIICAOBaHUA n CUCTCMATHYCCKHUC O630pbl
HCCIEI0OBaHUN JIF000TO I[PI38.I>1H3., 3a HUCKIIOYCHUCM PAHIAOMU3HUPOBAHHBIX KIMHUYCCKUX
I/ICCJ'IeI[OBaHI/II\/‘I, C IPpUMCHCHUEM METaaHaJIn3a

HccnenoBanus oe3 MOCJICA0OBATCIIBHOI'O KOHTPOJIA pe(I)epeHCHBIM METOJ0OM HJIK UCCIICOOBaHUA
C pe(bepeHCHLIM MCTOAOM, HC ABJIAIOIHUMCS HE3aBUCHUMbIM OT HCCICAYECMOTO MCTOHA WJIN
HCPpAaHAOMU3HUPOBAHHBIC  CPABHUTCIIBHBIC  HUCCICOOBAHUA, B TOM  HYHCIIC  KOI'OPTHBIC
HUCCICIOBaHUA

HeCpaBHI/ITeHLHHC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeetcs nmuiibs 000CHOBaHUE MEXaHHU3Ma JENCTBUS UM MHEHHE OKCIIEPTOB
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Tabaunma 2. Hlkana oumeHkn ypoBHeH gocToBepHOCTH oKa3zateabeTB (Y) nns meronos
NPoPUIAKTUKH, JIeHeHUs] U peaduauTanuu (MpoQpuIaKTHYIeCKHX, JedeOHbIX, PeaduIHuTANNOHHBIX
BMeLIATEJIbCTB)

Y PacumdpoBka
1 Cucrematnueckuii 0630p PKU ¢ npuMenenuem meraananusa
2 Otnensabie PKM u cuctemarmueckue o0030pbl  HCCIEIOBAaHWN JIFOOOTO JM3aifHa, 3a
ncxiouennem PKH, ¢ npuMenennem Meraanaimsa
3 HepannomusupoBaHHble CpaBHUTENIBHBIE UCCIIEI0BAHUS, B T.U. KOTOPTHBIE UCCIEAOBAHUS
4 HecpaBHuTenbHbIE UCCIIEOBaHUS, ONUCAHUE KIMHUYECKOTO Ciydas WIM CEpPUM CIIy4aes,

uccaeaoBaHus "'cIydai-KOHTPOJIb"

) Nwmeercs numb 000CHOBaHME MeXaHHW3Ma JEMCTBHS BMEIIATENbCTBA  (JIOKIMHUYECKHE
UCCIIEIOBAHUS) UM MHEHHE SKCIIEPTOB

Tab6auna 3. Illkana ouenku ypoBHeil yOemutenbHocTH pexkoMmennauuii (YYP) nas meronos
NPOPHIAKTHKH, TUATHOCTUKH, JIeYeHHs U peaduanTanum (MpopuiIakTuyecKux, IMarHoCTHYECKHUX,
Jie4eOHbIX, peadUINTAMOHHBIX BMEIIATEIbCTB)

YVyPp Pacummdposka

A CunpHas pekoMmeHJalus (Bce paccMaTpuBaeMble KpUTepuu SPGEKTUBHOCTH (MCXOIbI)
SBIISIIOTCSL BaXXHBIMM, BCE HCCIECIOBAaHMS HUMEIOT BBICOKOE MWIIM YJOBIETBOPUTEIBHOE
METOJI0JIOTMYECKOE KadyeCTBO, MX BBIBOJAbI 10 HHTEPECYIOIIMM HCXOJaM  SBISIOTCS
COTJIACOBAHHBIMH )

B VYcnoBHas pexomeHaamus (HE BCE paccMaTpuBaeMbie KpUTEpUU dPPEKTUBHOCTH (MCXOIBI)
SIBIISIIOTCSI BKHBIMH, HE BCE HCCIEIOBAHHMS HMMEIOT BBICOKOE WM YIOBIECTBOPHUTEIHHOE
METOJIOJIOTHYECKOE KA4YeCTBO /WM WX BBIBOJBI 110 MHTEPECYIONIMM HCXOJaM HE SIBIISIOTCS
COTJIACOBAHHBIMHU )

C CnabGas pexomeHaauus (OTCYTCTBHE JIOKa3aTeJIbCTB HAAJEXKAIEro KayecTBa (Bce
paccmatpuBaeMble KpuUTepud dPPEKTUBHOCTH (UCXOJbI) SBISIOTCS HEBAXHBIMU, BCE
HCCIIEIOBAaHUSI UMEIOT HU3KOE METOA0JI0IMUYEeCKOe KaYeCTBO M UX BBIBOJIBI 10 MHTEPECYIOIIUM
HCXOJIaM HE SBJISIOTCSI COTJIACOBAHHBIMHU)

IKOHOMUYECKNH AHAJIN3:
AHaM3 CTOMMOCTH HE TIPOBOJMIICS U MyOIHKAIK M0 (hapMaKOIKOHOMUKE HE aHATU3UPOBAIIUCH.

MeToa BATUAN3ANMHA PEeKOMEH/TaIuii:
- BHemHss sKcrepTHas OleHKa,
- BHyTpeHHss 9KcriepTHAas! OLICHKA.

Onucanue METOAAa BAJIMIU3AllHN pEKOMEHIlaHHﬁ:

Hacrosmue PEKOMEHAaIu B npenBapHTeanoﬁ BEpCUn ObLIH PCUCH3UPOBAHBI HE3aBUCHUMBIMU
OKCIIEPpTaMH, KOTOPBIX IOIMPOCHIIN NPOKOMMCEHTUPOBATH HPCKAC BCCTO TO, HACKOJIBKO HMHTCPIIPECTALIUA
A0Ka3aTCJIbCTB, JCKAIIIUX B OCHOBEC peKOMCHﬂaHHﬁ, AOCTYyIIHA U1 ITIOHUMAaHUs.

HOJ'IyLIeHLI KOMMCHTApHUU CO CTOPOHBI BpaquTI INEPBUYIHOTO 3B€HA B OTHOMICHHUH AJOXOJYUBOCTH
M3JI0KCHUA N OICHKHW BaXXHOCTH peKOMCH,Z[aLII/Iﬁ KakK pa6oqero HHCTPYMCHTA IMOBCEIHEBHOM IIPpaKTHUKU.

HpC,Z[BapI/ITCJ'ILHaSI BEpcCus ObllIa Tak¥Ke HalipaBJICHa PCUCH3CHTY, HC HMCIOHNIEMY MCIAWIUHCKOTO
O6pa3OBaHI/I$I, AJId TTIOJTYUYCHUS KOMMCHTAPUCB C TOUKH 3pCHUA NICPCIICKTUB IMMAITUCHTOB.

KOMMCHTapI/II/I, MOJIYYCHHBIC OT 3KCIICPTOB, TINATCIIBHO CUCTEMATHU3HUPOBAINCH U 06CY)KI[8.J'II/ICB
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npeacenareneM M wieHaMmu paboueil rpynmbl. Kaxaplii myHKT oOCyXIaycs, 1 BHOCHMBIE B Pe3yJibTaTe
9TOTO HU3MEHEHUS B PEKOMEHIALUU PETUCTPUPOBAINCH. Eciu K€ W3MEHEHHsT HE BHOCHIIUCH, TO
PErucTpUPOBAIUCH IPUYMHBI OTKA3a OT BHECEHUSI U3MEHEHUN.

KoncyabTauus u 3KcnepTHasi OLleHKA:

[IpoexkTt pekoMeHJaluii ObU1 pEeLEeH3UpPOBaH HE3aBUCHMBIMHM JKCIEPTaMHU, KOTOPBIX IMOINPOCUIH
IMPOKOMMCHTHUPOBATH, MPEKAC BCCTO, JOXOAUUBOCTb U TOYHOCTb MHTCPHPCTALIUN ZIOK&?;&TCJIBHOﬁ 63.3]:1,
JIE)KAILEW B OCHOBE PEKOMEH AN,

PaGouas rpynna:

I[J'ISI OKOHYATEIILHOU p€aakKiun W KOHTPOJA KadeCTBa PCKOMCHAAIIMU ObLIN IMOBTOPHO
MPOaHAIM3UPOBAHBI YeHaMU padoyvel TPymibl, KOTOPhIE MPUIIUTA K 3aKIIOYSHHIO, YTO BCE 3aMEUaHUs U
KOMMCHTApPHU OSKCICPTOB MPHUHATHBI BO BHHUMAHHUC, PHUCK CHCTCMATHYCCKUX omnboK npu pa3pa60TKe
PEKOMEHIAlNN CBEIEH K MUHUMYMY.

IMopsinok 00HOBJIEHHS KIMHUYECKHX PEKOMEHAaLM i

MexaHu3M OOHOBJICHHS KIMHHUYECKHUX PEKOMEHIAIMN TPEeayCMaTpPHBAET MX CHCTEMAaTHYECKYIO
aKTyaJIU3alMI0 — HE PEKE YEM OJIMH pa3 B TPU rojia, a TAKKe MPHU MOSIBICHUH HOBBIX JTAHHBIX C TMTO3UIIUU
JIOKa3aTeIbHOW MEIUIIMHBI TI0 BOTPOCAM JTUArHOCTHKH, JICUCHUs, MPOPUIAKTAKH W peaduIuTaruu
KOHKPETHBIX 3a00JICBaHUM, HAIMYWKU OOOCHOBAHHBIX JOTIOJHEHMI/3aMEUaHUN K paHee yTBEPKIACHHBIM
KP, HO He vamie 1 pa3a B 6 Mecsues.

[Tpunoxenne A3

CnpaBoyHble MATEPHAJIbI, BKJIIOYAs COOTBETCTBUE MOKA3AHUI K NPUMEHEHHIO H
NPOTHBONOKA3aHUI, cI0CO00B MPUMeHEHHS 1 /103 JIEKAPCTBEHHBIX NPeNnapaToB, HHCTPYKLIMH 10
NPUMEHEHHIO JIEKAPCTBEHHOI 0 Mpenapara

1. Ilpukaz MunKcTepcTBa 3apaBooxpaneHus PO "OO0 yrBepkaenuu I[lopsnka oxazaHus
MEJHUIIMHCKON MOMOIIM OOJBbHBIM C BPOXKACHHBIMHU U (WJIM) HAclEACTBEHHbIMU 3a0oseBaHusMu" oT 15
HOs10ps 2012 1. N 917H).

2. Hudopmanus o IJeKapcTBEHHBIX mpenapartax: [ocydapCTBEHHBIM peecTp JeKapCTBEHHBIX
cpexacts: https://grls.rosminzdrav.ru

3. ®enepanbubliii 3ak0H 0T 21 HOsIOps 2011 1. N 323-D3 "O06 ocHOBax oXpaHbI 3JI0pPOBbsI IPaXk/IaH B
Poccuiickoit ®enepanun" (CoOpanue 3akoHoparenbcTBa Poccuiickoit denepanum, 2011 r., N 48, cr.
6724);

4. MexnayHapoaHas Kiaccu(ukanusi OoJie3HEel, TpaBM M COCTOSIHUM, BIUSIONIUX HA 370POBHE
(MKB-10);

5. Ilpukaz M3 P® ot 20 nexabps 2012 r. N 1183u "OO0 yTBepkAeHUN HOMEHKIATYPhI JOJIKHOCTEH
MEIHUIIMHCKUX PAOOTHUKOB U (papMarieBTHUECKUX paOOTHUKOB' .

6. Ilpukaz M3 P® ot 23 wurons 2010 r. N 541H. Enusbii xBanuQuKauoOHHBIA CIPaBOYHUK
JOJDKHOCTEH pyKOBOAMTENEH, CIISUAIUCTOB U CIyXalluX, pazaen KpaaudukannoHHble XapaKTepUCTHKH
JOJDKHOCTEH paOOTHHUKOB B chepe 3paBOOXpaHEHHUS.

7. ®enepanbHblii 3akoH oT 25.12.2018 N 489 489-®3 "O BHeceHuHM U3MEHEHMH B crarbio 40
@enepanbHoro 3akoHa "OO0 00s3aTeNbHOM MEIUIIMHCKOM cTpaxoBaHuu B Poccuiickoit denepanuu" u
®enepanbHblif 3akoH "O0 0CHOBaxX OXpaHbl 3/10pOBbs rpakaaH B Poccuiickoit @enepanuun" mo Bompocam
KIIMHUYECKUX PEKOMEHJaIuii".

8. Ilpukaz MunszapaBa Poccun N 103n ot 28.02.2019 r. "O06 yrBepKJIeHHM TMOPSAIKAa U CPOKOB
pa3pabOTKM KIMHUYECKUX PEKOMEHIAlWH, MX TepecMOoTpa, THIOBOW (GOPMBI  KIMHUYECKUX
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peKOMeHaaui U TpeOOBaHUM K WX CTPYKTYpe, COCTaBy M HAy4yHON OOOCHOBAHHOCTH BKJIHOYaeMOU B
KJIMHUYECKHE peKOMeHAauuu nadopmamu".

9. Ilpuka3 MunznpaBa Poccun ot 13.10.2017 N 804 "OO yTBepKIECHMM HOMEHKJIATYpPhI
MEJIMLIUHCKUX YCIyr".

10. IIpuka3 MunucrepctBa Tpyaa u couuanbHoi 3amuthl PO ot 27 asrycra 2019 r. N 5851 "O
KJIaccu(UKAUAX ¥ KPUTEPHSIX, UCIOIb3YeMbIX IMPU OCYIIECTBICHUH MEINKO-CONMAIBHON IKCIIEPTH3HI
rpaxaad ¢enepaabHBIMH TOCYAAPCTBEHHBIMH YUPESKIACHUSMH MEIUKO-COUAIBHOW OKCHEPTU3HI"
(Bctynaer B cuity ¢ 1 staBaps 2020 roga);

11. IIpukaz MunucrepcrBa 3apaBooxpaneHusi PO ot 14 suBaps 2019 r. N 41 "OO0 yrBepxaeHun
MOpsZIKAa HAa3HAYEHHUS JIEKAPCTBEHHBIX NpenapaToB, (OPM pEIEeNnTypHbIX OJAaHKOB Ha JIEKApPCTBEHHBIC
npenapaTsl, HOpsAaKa OPOPMIICHHUS YKa3aHHBIX OJaHKOB, UX y4eTa U XpaHeHHs "

12. Tlpuka3 MuHHUCTEpCTBa 3/IpaBOOXpaHEHUs] U cOLMaIbHOrO pa3BuTHs Poccuiickoit denepannu
"O mnopsiiKe NPUMEHEHUs JIEKapCTBEHHBIX CPEACTB y OOJIbHBIX MO JKU3HEHHBIM IOKa3zaHusM" oT 9
asrycta 2005 r. N 494

13. UndopmarmonHoe nucbMo Mun3apaBa Poccun 1mo BO3MOMXHOCTH 3aKYNKH JIEKaPCTBEHHOIO
npernapata 1o ToproBoMy HauMmeHoBaHuio (https://www.rosminzdrav.ru/news/2019/12/18/13043-
minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu).

OcHOBHbIE HOPMATHMBHO-NIPABOBbIE AaKThl, peryJupyliye OKa3aHue MNaJJIMATHBHOM
MEIUIHHCKON MOMOIIH

1. ®enepanbublii 3akoH "O BHeceHMU u3MeHeHu B DenepanbHblil 3akoH "OO OCHOBaxX OXpaHbI
310poBbsl TpaxaaH B Poccuiickoin denepanuu’ mo Bompocam OKa3aHUs MATTIMATUBHOM MEIUIIMHCKOU
nomomu" oT 06.03.2019 N 18-P3.

2. Ilpukaz MunzgpaBa Poccum N 345H, Muntpyma Poccum ot 31.05.2019 N 372 "O6
YTBEPKJICHHUH TIOJI0OXKEHUS 00 OpraHM3aliuy OKa3aHUs MAJTTMATUBHONW MEIUIIMHCKON MOMOIIHU, BKITIOYAs
MOPSAZOK B3aUMOJICHCTBUSI MEIUIIMHCKUX OPTaHM3aIiii, OpraHu3alluii COIMAIILHOTO OOCITY)KUBaHUS W
OOIIEeCTBEHHBIX OOBEAMHEHUN, WHBIX HEKOMMEPYECKHX OpraHU3alfi, OCYIIECTBISAIONINX CBOIO
NESITENBLHOCTH B c(hepe OXpaHsbl 370POBbA".

3. Tlpukaz MumnzapaBa Poccum N 348n ot 31 mas 2019 roma "OO yTBepKACHHHM TIEpEYHS
MEIMIIMHCKUX U3JEJIUi, TpeaHa3HAYCHHBIX JJI MOJJIEPKAHUSI OPraHOB M CHUCTEM OpraHu3Ma 4ejIOBEKa,
MPEIOCTABIISIEMBIX JIJI1 UCIIOJIb30BAHUS HA IOMY".

4. Ilpuka3 MunznpaBa Poccur N 5058 ot 10 wmroms 2019 roma "OO6 yrBepkaenuu Ilopsiaka
nepeAadyd OT MEIUIIMHCKOW OpraHu3alluy TaIueHTy (€ro 3aKOHHOMY MPEJCTaBUTEII0) MEAWIIUMHCKUAX
W3JIeHM, peHa3HAuYCHHBIX Ui MOJAJIepKaHusl (PyHKIUI OpraHOB M CHCTEM OpraHu3Ma 4eloBeKa, s
WCIIOJIb30BAHUS HA JOMY IIPU OKA3aHUM NAJJIMATUBHON MEIUIMHCKON oMoIu".

5. Ilpukaz M3 P® N 831 ot 3 okta6ps 2019 roga "O6 yTBepxkaeHUU BEJOMCTBEHHOU IieJeBOU
nporpamMsl "Pa3BUTHE CUCTEMBI OKa3aHUs NAUIMATUBHOW MEAUIIMHCKON TTOMOTIIH".

ITpunoxenne A3.1
Kaaccndukanus MyKonoaucaxapuao3on

[1] Knaccudukarus MyKomoucaxapuao30B.

M |Iloartu Cungpom I'en depMeHTHBIN JedeKT Jlokyc | OMI
IC| n M
I MIIC |I'ypnep IDUA | dedunut anbda-L-unyponnnasst 4p16.3 |60701

CtpaHuua 26 us 46


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — Mykononucaxapugos tun VI — 2021-2022-2023 (19.01.2023) — YTBepxaeHbl Munsgpasom PO

IH 4
MIIC |T'ypnep-Lleiie 60701
I H/S 5
MIIC |Ileiie 60701
IS 6

Il |MIIC |Xanrepa IDS Hedunur nxypoHar-2-cynbgarasbl X028 30990
I 0

i ll\l/Illg\C Candumunmo SGSH | ledunut remapan-N-cynbhaTassl 17925.3 55290
MIIC NAGLU | dedpumnur 17q921.2 25292
1B N-anernn-o-D-riiroko3aMuHUIAa361 0

Hepunur
N-arteTmi-a-D-riroko3aMuHA1a36]

MIIC HGSNA | Iedumnut 8pl11.21 25293
Ic T renapaH-o-rIroKo3aMUHUA-N-aleTHITpaHchepasbl 0
MIIC GNS Hedunur N-anetmirmroko3amMuH-6- [ 12914 25294
1D cynbdarasbl 0

IV |MIIC |Mopkuo GALNS | /ledunut ramakro3aMuH-6-cyb(haTassl 16q24/3 25300
IVA 0
MIIC GLBl | Jleuuur B-ranakrosnnasel 3p21.33 25301
VB 0

VI |[MIIC [Maporo-Jlamu |ARSB | dedunur N-anermiranakrozamun-4- | 5q14.1 | 25320
VI cynbdaraszbl 0

VIl |MIIC |Cnas GUSB | Tepumut B-riroKypoHUIa3bI 70921.11 25322
VIl 0

IX |MIIC |Henocrarounoc | HYALL | dedbunut ruamypoHuaas3sl 3p21.31 (60149
IX Th 2

THATypOHU/IA3
BI

[Tpunoxenue A3.2

BoipakeHHOCTh KJIuHU4YecKUX nposijeHuii MIIC VI B paznom Bo3pacrte [16]

Cucrema Cumnrom Hertn [TonpocTku/B3p
OCJIbIE
Cepneuno-cocyaucras Kapanomuonarus + +
YTomnienre CTBOPOK KIIallaHOB +++ +++
MHC epBukanbHas MUEIOTIATHS + +
[InmeBapurenbHas cucrema I'emarocmienomeranus ++ ++
Opran ciyxa Tyroyxocts ++ ++
PeuynuBupyromuii cpeaHui OTUT ++ ++
Opran 3penus [TomyTHEHNE POrOBUILBI ++ ++
I'maykoma + +

CTtpaHuua 27 us 46


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — Mykononucaxapugos tun VI — 2021-2022-2023 (19.01.2023) — YTBepxaeHbl Munsgpasom PO

CkeneTHo-MblIlIeYHAast HecrabunpHOCT aTjaHTo- | + +
AKCUAJIbHOTO COYJICHEHUS
TyHHENIBHBIN KapIaJIbHbIA CUHAPOM | ++ ++
['pyOsbie uepThl nuLIa +++ ++
Hucninazust ThC ++ ++
MHOX€eCTBEHHBIN AU30CTO3 + +
I'ppxu +++ ++
Kontpakrtypsl cycTraBoB +++ +++
Kudos ++ +
Makponedanus +++ ++

JlbixaTenbHas OOCTpyKTUBHOE alTHO? BO CHE +++ +++
PectpuxTuBHOE 3a0051€BaHMe JETKUX |+ +
OOCTpyKIMsT BEPXHUX bIXaTEIbHBIX | +++ +++
nyren

CrnenuanbHble  J1aboparophsie | [lepmarad cynbhaT B MOUe ™ ™

TECTEI Apwicynbdarasa B Wi Wi
Oo6mue I'AI' B Moue ™ ™

[Tpunoxenne A3.3

Yacrora npoBeaeHusi oocaenosanus y nauueHtos ¢ MIIC VI tuna [16]

Hccnenosanus ITepBonavansHa | Kaxaeie 6 | Kaxasie | Oaun pa3
s1 OLIEHKA MecC 12 mec B 2 roja

[Ipuem Bpaua-reHeTHKA X

[TonTBepkaeHME TUarHO3a

Anamues 00Jie3HA

Knununueckuit ocMoTp Bpava-nieuarpa

POCT, BEC, OKPYKHOCTD I'OJIOBBI

BrirocnuBocTs (6 MTX) <1>

X | X|X|X

OcmoTp HeBposiora

OcMoTp Bpaua-HeWpoxupypra

XXX XXX X[ X[ X

KomnbroTepHass ToMorpaduss WM  MarHUTHO-
pezonancHas Ttomorpadus (MPT) romoBHOrO
MO3ra, MO3BOHOYHHUKA

Koruutusnoe tectuposanne (DQ/IQ) <2>

X

OnexTposHIedasorpamma

CkopocTtb HepBHOU TTpoBOAUMOCTH/OMI

OCMOTp Bpavda-OTOPUHOJIApUHIOJIOTa

3H,Z[OCKOHI/I$I HOCOI'NIOTKH

XX | X[ XXX

OCMOTp Bpada-CypaoJiora-oTopuHOJJIapuHIroJiora
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Aynuomerpus X

Ocmortp oramsmoriora

OctpoTa 3peHus

OcMoTp raa3HoTo JHA

X | X | X | X

HccenenoBanue poroBulisl

OcMOTp MmyJIbMOHOJIOTA
OB/
Uccnenosanue

CHa/MoJIMCOMHOTpadus/KapAHOpeCIUPATOPHBIN
MOHHUTOPHHT

X

XXX X[ X| X[ XX

OcMoTp Kapauosora

DneKkTpoKaparuorpaMmma

Oxokapauorpadus

XX | X | X

OcMoTp Bpaya-TpaBMOTOJIOTa-0pTOTIe A

Pentrenorpaduu ckenera

XX | X | X|X|X

Y31 opraHoB OpromiHOW  TOJIOCTH; O00BEM
CeIIe3eHKH, TIEYCHN

X
X

OcmoTtp Bpaua-¢pusznoTepanesTa

X
X

[Ipuem Bpaua sieyeOHOM PU3KYIBTYPHI

OcMoTp Bpada-cTomMaToJiora X X

JlaGopaTopHbIe UCCIIeTOBAHUS
Omnpenenenne 'AT° X X
buoxumuuecknit amamuz kpou (AJIT, ACT,|X X

o0muid u TpAMON OWIMPYOWH, XOJECTEPHH,
TPUTITHIICPHU/IBI )

<1> — Jlnsa pereil crapiie 5 JET, pacCTOsSHHE, MPOHACHHOE 3a 6 MUHYT (NMPEANOYTUTEIHLHBIM
SIBJIIETCS TOT K€ MPOMEKYTOK BPEMEHH, UYTO U B MPEIBIIYIIUX TECTaX ITOTO MalMeHTa); YUCIIO CTyIEeHEeH,
MPOUJEHHBIX BBEPX 3a 3 MUHYTHI. OrnieHuBaroTcs nokazarenu carypamuu SpO2, YJJI, YCC ngo u nocie
Harpy3Ku.

<2> - DQ wm Koaxpdumuent ymcreennoro pazsutusi (KYP) — cnocob cpaBHeHus
MHTEJUJIEKTYaJIbHOTO Pa3BUTHs, CBOMCTBEHHOTO IaHHOMY BO3pacTy (YMCTBEHHBIX CLIOCOOHOCTEH pebeHka
[0 OTHOUIEHUIO K €ro CBEPCTHHKAaM), C XPOHOJOTHYECKHM BO3pacToM ((pakTHUYECKHMM BO3PacCTOM
pebeHka).

KYP paccuuthiBaeTcsi JelI€HHEM HMHTEUIEKTYaIbHOTO BO3pacTa Ha XPOHOJOTHYECKHH H
ymHOkeHueM Ha 100 g nomydenus uesnoro uncia. Cpeaauit ko9hQUIMeHT yMCTBEHHOTO Pa3BUTHS IS
moboro Bo3pacta cuutaercs paBHbIM 100.
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[Tpunoxxenne A3.4

3a0op OmomaTepuasia AJisi IMATHOCTUKH B NSITHAX KPOBU

KpoBb cobupaercs Ha
CTaHJAPTHYIO KapTOUYKYy-(QUIBTP
(N903), kortopass mpuUMEHSETCS
JUI. CKPUHHHTA HOBOPO>KICHHBIX
B Poccuiickoii ®@enepannn nim
AQHAJIOTMYHYIO JUISl  TMOJIY4EHMUS
cyxoro nmATtHa KpoBH. Kposb
MOKET OBITh, KakK KaIllWUIspHAs
(3 manplla, TMATKH), TaK ©
BEHO3Has1.  BeHo3Has  KpoBb
coOupaercs B pOOHPKY,
aKKypaTHO IE€pEMEIINBAETCA M
3aTeM  OBICTPO €  TIOMOIIBIO
MUIMETKA HAHOCUTCA Ha QUIbTP
mo 25-50 MKJI KpOBH Ha Ka)IYIO

BBIJICJICHHYIO o0racTsb.
Heobxomumo xopomio nponuraTth
BBIJICJICHHYIO 06macTb Ha
bunsTpe (puc. 1).

d00oe 0

Het s tes. Afomy W ertman Cres st e @y A VRS &rfu AN Mt
*  Kanau A0AXHS! NOAHOCTLIO NPONMTATE KPY XK ¢ ODPaTHON CTOPYHL

*  He xacaitrecs 060aCTH, NPONUTANHOMR KPOBLIO

Pucynoxk 1. O6pa3en npaBUILHOTO HAHECEHUS KPOBH Ha KAPTOUKY-

bunsTp
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[IpenmoururenbHO coouparthb P U o O e U ' ,- -..;
obpa3iel mocie el 4epes 40 { \ \ 7 v 7 \ 7 \
MuHYT — 1 yac. Bosmoxno takke| I \ I\ I\ I\ !
OCYIIIECTBUTh 3a00p KpPOBH U Seo? Nl Nl N N
HATOIIAK. 803 & 2023-10 000002Q/W00'1

Ha KapTouKe-QHIbTPE Xpanurs npu 42 - 425 C*
00s13aTENIbHO  JTOJDKHBI  OBITh
yeTko Yykazanel DOUO, xem u
OTKyJla HANPAaBJICH MAaIMCHT, JaTa
pPOXICHUS H TenedOH JIeHalero

Bpaya (pUCYHOK 2). ) 6 O 0 l O 6 0 8

OOpazer; Ccyxoro TISITHA KPOBH | &MO Nausents

BKJIQJbIBACTCS B YUCTBIN
KOHBEpT, JUOO B YHCTBIN (Qaili.
Kaprouka-punbTp He [OJDKHA| Aara posperms Aata 03T 5DOOM Moa
COIIpUKAcaTbCs c I'PSI3HON

MOBEPXHOCTBIO M ¢ oOpasmamu | #¥O Bpea

Opyrux nanueHtoB. Heo6xonumo
MIPUIIOKUTH K obOpaziam
nH(OpPMHUpPOBaHHbBIE corjacus
IIalMMeHTa WJIM €ro 3aKOHHBIX
MpEeCTaBUTENEH Ha MPOBEICHUE
Ja00paTOPHBIX MCCIICTIOBAHUIN Tenedon spava

nny J fopoa [ Aapec

E-mail apaea

Tecr
[J@atpm [ nowne [ Jrowe [ Jmnca [ Jimo-Gi1 [ Jiyo6Ls

Cl Comefmnat Cxpatsbes . NiyTaurn

Pucynoxk 2. O6pazern kapTouku-QuiIbTpa

AJITOPUTM JIeificTBHI MeIUIMHCKOTI0 NEPCOHAJIA NIPH B3ITUH 00Pa3110B KPOBHU

- BBIMBITh PYKH (TUTHUEHUYECKHI YPOBEHbB), HaJIeTh MepYaTKH;

- BBIMBITh PYKHU TallMeHTa (MSTKY peOeHKa, B Cilydae, €Clid KpOBb OepeTcs U3 MATKH);

- TpoTepeTh o00JacTh MPOKAbIBAaHUS CTEpUIIbHOW canderkoil, cmoueHHoil 70% couprTom,
IIPOMOKHYTB CYXO#l CTepHIIbHOM call(heTKOM;

- MPOKOJIOTh CTEPUIILHBIM OTHOPA30BBIM CKaPU(PHUKATOPOM;

- CHSITb MEPBYIO KAILIIO KPOBU CTEPUIIbHBIM CYXUM TaMIIOHOM;

- MSITKO HAJaBUTh JUISI MOJTYYEHHUsI BTOPOH Karliu KPOBHU;

- IPUJIOKUTH MEPIEHAUKYIIPHO TeCT-0JIaHK K Karyie KPOBH U MPOIMUTATh €0 KPOBBIO HACKBO3b;

- QHAJIOTMYHBIM OOpa30M HAHECTH Ha TecT-ONaHK 6-8 Kamenb, BUJA MSATEH KPOBH JOJDKEH OBITh
OJINHAKOBBIM C 00€UX CTOPOH.

- BBICYILIUTH TECT-0JIAHK B TOPU30HTAIBHOM TIOJIOKEHUU HAa YUCTON 00€3)KUPEHHON TTOBEPXHOCTH HE
MeHee 4 4y 6e3 MpUMEeHEeHUs TEeTUIOBOI 00padOTKH U MOTMaiaHus IPSIMbBIX COJTHEUHBIX JTy4eil;

- yHOakoBaTh TECT-ONAaHKM B YHUCTHI KOHBEPT TakuM oOpa3oM, 4YTOOBI TMATHA KPOBH HE
CONPHUKACAIIHCH.

OcobennocT npu MH(QPY3NOHHOM Tepanuu
Hexotopble mamueHTsl MOTYT IOJIydaThb WHQY3HMOHHYIO Tepamnuio, MepelrBaHuEe KOMIOHEHTOB
KPOBH, YTO MOXKET OKa3aTh BIUSHHME Ha pPe3yJabTaThl TECTOB. Hampumep, mpHu mnepeirMBaHUM IUIA3MBI
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KPOBU MOTYT OBITh MOJYYCHBI JIO)KHO-OTPUIIATEIILHBIC PE3YJIbTAThI, TAK KaK OmpeaelsieMbie ()epPMEHTHI
HaXOJATCS B TUIa3ME M B KJIETKaX KPOBU. PEKOMEHIyeTCsl OCYIIECTBUTH 3a00p KPOBHU ISl (DEPMEHTHOH U
JHK-nuarnoctuku He panee yem depe3 6-7 nHei mocie nepenruBaHus mia3Mbl KpoBu U uepe3 7-10 aneit
MOCJI€ MePEeTUBAHMS KOMIIOHEHTOB KPOBH.

He nomyckaercst 3a60p KpoBH:

- cpa3sy IocJie MPOBEICHUS MAMCHTY HH(DY3NOHHON TEpaInu;

- cpa3y [0cCJe 3aMEHHOI0 IIEpeIMBaHus KPOBH.

XpaHeHHe U TPAHCIIOPTHPOBKA OMoMaTepuaJjia

OO0pa31ibl BBICYIIEHHBIX MIATEH KPOBU MOKHO XpaHUTh B 0OBIYHOI KaMepe X0J1oauibHuKa rnpu +4 C
1o oTnpaBku. CpoK XpaHEHHs /10 MOMEHTa OTHpPaBKH HE JOJDKEH IpeBbIlIaTh 7 AHEW. Ecnu XpaHuTh
JIOJIbIIIE U MU 00Jiee BBICOKOM TeMIepaType, TO aKkTUBHOCTb (pepMeHTa J1aXkKe B HOPME MOKET CHUXKATbhCA,
YTO MPUBEJAET K JIOKHOIOJIIOKHUTEIBHBIM PE3YIbTATaAM.

[Tpunoxenue A3.5

Tect 6 MuHYTHOIT X01H0b1 (6MTX)

Crnenyer MOMHHTB, YTO JJIS TAHHOTO T€CTa UMEIOTCS CIEAYIOIHe aOCOTIOTHRIE TPOTUBOIIOKA3AHNS:
ocTpasi 00Jb B TPYAHOU KJIETKE, JEKOMIICHCUPOBAHHAS CEpJACYHAs W JbIXaTejbHas HEJIO0CTATOYHOCTH,
OCTpbIe 3a00JeBaHUsA, JUXOpaaKa, 3a00JEBaHUS OMOPHO-JBUTATEIBLHOTO alllapaTta, MPEensTCTBYIONINE
BBITIOJTHEHUIO TTPOOHI.

K oTHOCHTENBbHBIM MNPOTHUBOMOKA3aHHUSIM MOXHO OTHECTH BBIPOKEHHYIO OpaJuTaxuKapIuio,
BBICOKYIO apTEepPHAIbHYIO THIIEPTCH3UIO U BO3pacT peOeHKa. ManbilmaM TPYAHO OCO3HATh W UCIIOJIHHUTH
BCE MPaBWJIa TECTA, TIOATOMY OH PEKOMEHOBAH JJIsl IETEH OT 5 JIET U cTapIie.

Ecnun manmeHT HaX0IUTCs Ha MOCTOSHHON KUCJIOPOIHOM MOJIEPKKE, CKOPOCTh MOJAaud KUCIOpoaa
TIPU TIPOBEJICHUU TECTA JIOJDKHA COXPAHATHCS B COOTBETCTBUM C MPEANUCAHUEM Bpaya, HA3HAYMBIIETO U
KOHTPOJIMPYIOIIETO TEPATTHIO.

[IpoBenenue Tecta HEOOXOAMMO HEMEUICHHO MPEKPATUTh B CIydae BO3HUKHOBEHHS 0O0JIM B TPY/IH,
CHJIBHOM OJIBIIIIKH, CYZIOPOT B HOTAX, FOJIOBOKPYKECHHS, IOTEPH YCTOMYMBOCTH, HapacTaroliel ciaboctu
M SIBHOH OJIEHOCTH.

6MTX npoBOAUTCS B MOMEIICHUH, XOPOIIO 3HAKOMOM TalMEHTy, UMEIOIIEM JI0CTATOYHO JIJIMHHBIN
KOPHUJIOp C TBEPABIM MOKPBITHEM. J[JIMHA TIPOXOIUMOTO MYyTH JIOJDKHA COCTABIIATH He MeHee 30 MeTpoB ¢
pasMmeTkoi Kaxaeie 5-10 meTpa, a Takke TOYKaMU MOBOPOTOB/pa3BopoToB. Ha o0oux KOHIAX myTH
HY)KHO pa3METUTh Kpecia JUisl TMOArOTOBKM M OTAbIxa manueHToB. Kpome Toro, HeoOXoaumo
1M03a00TUTHCS 0 HAIMYMK MUCTOYHHMKA KUCIIOpoa U nedudpuiisaropa.

Taxxke 11 Tecta BaM MOHAJOOUTCS TOHOMETp, Yachl C CEKYHIHOW CTPENKOH, MyJIbCOKCUMETP U
tenedoH. TecT pekoMeHIyeTcsl MPOBOAUTH B YTPEHHHME 4achl MOCIE JIETKOro 3aBTpaka. Ha mamuente
JOoJKHA OBbITh yHOOHas OJekJa W MOAXOJsAlIas Ui MPOTyAKd OOyBb. 3ampelieHbl HWHTEHCUBHBIC
¢dbuznueckue Harpy3ku MeHee 4eM 3a J[Ba yaca J0 HchbITaHus. JleyeHne maiueHTa mpoxoauT B 0ObIYHOM
pexume. Ecnu B moBceAHEBHOM KU3HU peOCHOK UCIIONIB3YET AT XOIbObI TPOCTh, KOCTHLIN WU XOTYHKH,
clieqyeT OCTaBUTh WX H Jans Tecta. llepen HauanoMm mnpoObl MAIMEHTy HEOOXOAMMO HW3MEPUTh
apTepuaJbHOE JIaBJIIEHHWE, YaCTOTy CEPAEYHBIX COKpAIIeHUM, 4YacTOTy [IbIXaHWs, IPOBECTU
nynbcokcumerpuro [30]

Tect 6-MuUHYTHOW XOIBOBI 3aKIIOYAaETCS B TOM, YTO PEOCHOK MOMKEH 3a 6 MUHYT MPOWUTH
MaKCHMaJbHO BO3MOKHOE JJIsl ce0sl paccTosiHME Ha Tpeke B KoM(OPTHOM s ce0si TeMIie. 3amnperiaercs
MEePEeXOIUTh Ha OEr WM MPBIXKKHA, HO MOXHO 3aMEUIUTHCS WM OCTAHOBUTHLCS, €CIM BO3HHUKAET Takas
NOTPEOHOCTH.
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[Tpunoxxenue A3.6

OcHOBHbBIE MEPONPUATHUSA NMPH OKA3AHUU MTOMOIIH MAIIUCHTaM € aJIJ]epFH'IECKOﬁ peakuneﬁ Ha

npenapart [31]

Annepruyeckas peakuus (AP)

OcTaHOBUTH UH(DY3UIO

OueHUTh CTENEHb AIEPTUYECKON peaKIuu

Jlerkas AP: nuxopanka, | Tsoxemass AP:  BbIpakeHHass  KpanuBHHIA, OTEK  JIUIIA,
MTOKPacHEHHE, CHIIIb, JIeTKas | 3aTPyIHEHHOE TIBIXaHue, MIPOSIBIICHUS cepaeyHOn
KparvBHHUILIA. HEIOCTaTOYHOCTH U JP.

nbynpoern wunm  mapaneramon**, | uGynpodeH wiM mapareraMmon**, aHTUTHMCTaMHUHHBIE CPEICTBA
AHTUTHCTaMUHHBIE CpEe/ICTBA | CHCTEMHOTO  JICHCTBHS,  KOPTUKOCTEPOUIBI  CHCTEMHOTO

CUCTEMHOIO JEHCTBUS B BO3PAaCTHOM
JO3UPOBKE

neiictBus (1-2 MI/Kr/cyT 1no npeaHu30JoHy**), eciiu BOSHUKHET
HE00X0IUMOCTb — 3nuHeppuH**. <1>

Habmronenue 3a manmeHToM

[IponomxkaeTcs: peakysa Ha BBEICHUE

Her peakunu Ha BBeeHUE

OctaHoBUTh  HH(Y3UIO
BO300HOBJIATE B OTOT J€HD

u HE

[Ipoaomxuts MHGY3UIO0 HA HEOOBIION CKOPOCTH

Crnenyromyro wHQY3UIO MTPOBOJAUTH
MPEABIYIIYIO CXEMY).

Ha HEOOJIBIION CKOPOCTH TOCJe MpeMeauKanuu (TOBTOPUTH

<1> OCHOBHBIC MEPOTIPHUATHS NPH OKa3aHUW MOMOIIY MAIMeHTaM ¢ aHa(QUIAKTHYECKOW peaKiueit

cM. [Ipunoxenne A3.7

[Tpunoxenue A3.7

OcHOBHBbIE MEPONIPHUATHS MPH 0KA3AHUH MOMOIIH MANMEHTAM ¢ aHAQHIAKTHYECKO# peakuueii [32,

33]

HperaTI/ITe BHYTPUBCHHOC BBCJACHUC TCPAIICBTUYCCKOTO JICKAPCTBCHHOI'O CpCACTBaA,
KOTOPOC BbBI3bIBACT aHa(bI/IJ'IaKCI/IIO niyu, €CJIM IIalUuCHT Hadal OTMCYaTb HU3MCHCHHUSA B
O6H_[6M CaMOYYyBCTBUU

Ouenute KpoBooOpalieHue ManuMeHTa (Mynbc), MPOXOAMMOCTh JbIXATENbHBIX MyTEH
(dacToTy [pIXaHUS), ICUXUYECKOE COCTOSHHUE, YPOBEHb CO3HaHUsS, apTepuaIbHOe
JIaBJICHHUE, HATMYUE KOXKHBIX MPOSBICHHUH, YTOUYHUTE MAcCy Tella

Beenure snuHeQpuH** BHYTPUMBIIIEYHO B MepeIHEO0KOBYIO MOBEPXHOCTh Oenpa), 0,01
Mmr/kr (Makcumym 0,3 Mr gersm 6-12 ser; 0,15 mr getsim 1o 6 net). 3amuiinTe Bpems,
BBEJICHHYIO JI03y U, NPU HEOOXOIMMOCTH, MOBTOpHUTE depe3 5-15 MuH. BoapHmmHCTBY
MAaIMEeHTOB He00X0AuMO 1-2 1036l AnMHEpUHa™*,

He pexomennyercst BBeneHHMEe B OAHO MecTo | Mia u OGonee snuHedpuHa**, Tak Kak,
oOnagast OONBIIMM COCYJOCYXHUBAIOIIUM JIEHCTBUEM, OH TOPMO3MT U COOCTBEHHOE
BCaChIBaHUE.

IlonoxxuTe manupeHTa Ha CIIMHY €CJIN HNMCECTCA pCCHHpaTOpHLIﬁ AUCTPECC W/AIIH pBOTA,
INOJHHUMHUTC HHWKXHHUEC KOHCYHOCTHU (HaI_II/IeHT HE OOJDKCH CTOAThb, CUACTH HJIM IBHUIAThCH,
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IIOCKOJIbKY O3TO MOXET TIIPUBECTM K BHE3allHOM CMEPTH B CiIy4asx TSKEIOU
aHa(UIAKTOUIHON peakuuu). 3anpoKUHbTE U TOBEPHYTH B CTOPOHY TOJIOBY, BBIBEAUTE
BIIEpPE]] U BBEPX HIKHIOIO YENIOCTh, NMPHUOTKPOHTE POT, 3apuKCHUpyiTE S3BIK, yIAIUTE
CJIM3b U3 BEPXHUX JbIXATEIbHBIX MYTEH, €CIU B 3TOM HOSIBUIJIACH HEOOXOIMMOCTb.

5) [lpu mnokazaHMAX [aiiTe IOMOJHUTENIBHO KUCIOpond (6-8 1/MHUH) uepe3 MacKy WIH
opodapuHreabHy0 Tpyoky (Bo3ayxoBoa opodapuHreansHblii)

BAXHO |bera-anpeHo0nokatoppl  YMEHBIIAIOT  TepaneBTHUECKUN  dhdexT snuHepuHa™*.
YcunuBatoT mo6ouHsIie 3PPeKTH SuHePpUHA** CHMIIATOMUMETHUKH, TUTOKCHH **.

[Tpunoxxenue A3.8

PacumdpoBka npumedanmni
** — mpemapaT BXOJUT B IMEpPEUYECHb KU3HEHHO HEOOXOAMMBIX M BAXKHEHIIMX JIEKapCTBEHHBIX
npenapaTtoB (Pacnopsokenue IpaBurensctBa PO ot 12.10.2019 N 2406-p) "OO yTBepkACHUU MEPEUHS
KU3HEHHO HEOOXOJMMBIX M Ba)KHEHIIMX JIEKapCTBEHHbIX NIpernaparoB Ha 2020 roj, a Takxke nepedHen
JIEKapCTBEHHBIX IMpernapaToB JUIsl MEIUIIMHCKOrO MPUMEHEHHS W MHUHHUMAaJbHOTO acCCOPTHUMEHTa
JIEKapCTBEHHBIX IPENnapaToB, HEOOXOJUMBIX JUIsl OKa3aHHUSI MEAUIMHCKOW momomu") (C U3MEHEHUSIMH,
BHeceHHbIMH PacnopsikenueMm IlpaBurensctBa PO ot 23 Hoa6pst 2020 r. N 3073-p "O BHeceHuu
n3MeHeHui B pacnopspkenue [pasurensctBa PO ot 12 oktsa6ps 2019 r. N 2406-p.)

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIMU JISKAPCTBEHHOTO CPEACTBA
MOKa3aHUH OCYILECTBIIAETCS 0 PELICHUIO BpaueOHOM KOMUCCHH, C pa3peiieHHs JIOKaabHOro 3THYECKOTOo
KOMHUTETa MEIUIIMHCKON opraHu3auuu (Ipy HAIWYKMK), C YCIOBUEM MOANMCAHHOTO MH()OPMUPOBAHHOTO
COTJIacus POJUTENeH (3aKOHHOTO MIPEACTaBUTEINS ) U TTAlIUEHTa B BO3pacTe crapiie 15 ner;

**X — MEIUIIMHCKOE U3/eIHe, UMIIAHTUPYEMOE B OPraHU3M 4ellOBeKa NPH OKa3aHUM MEJUIIMHCKOM
IOMOIIM B paMKaX IpOrpaMMbl TOCYIapCTBEHHBIX TIapaHTHIl OECIUIaATHOrO OKa3aHHUs TIpaxJaHaMm
MEIUIIMHCKON ITOMOIIH.

<1> Jlns netelt crapiie 3 JIeT; pacCTOsHUE, TPOHACHHOE 32 6 MUHYT (TIPEIMOYTHTEIIbHBIM SBIISCTCS
TOT € MPOMEXKYTOK BpPEMEHH, YTO M B MPEIbIIYHIMX TECTax STOr0 MalUeHTa); YUCIO CTyMNEeHeH,
MPONJEHHBIX BBEPX 3a 3 MUHYTHI. OrnieHuBaroTcs nokazarenu carypauu SpO2, YJJI, YCC ngo u nocie
Harpy3Ku.

<2> DQ wm Kosdpdumument ymcrBenHoro paszsutus (KYP) — cnoco6 cpaBHeHus
MHTEJUJIEKTYaJIbHOTO Pa3BUTHs, CBOMCTBEHHOTO JaHHOMY BO3pacTy (YMCTBEHHBIX CIOCOOHOCTEH pebeHka
[0 OTHOUIEHUIO K €ro CBEPCTHHKAaM), C XPOHOJOTHYECKHM BO3pacToM ((pakTHUYECKHUM BO3PacCTOM
pebeHKka).

KYP paccuuthiBaeTcsi JeJ€HHEM HMHTEUIEKTYaIbHOTO BO3pacTa Ha XPOHOJIOTUYECKHH U
ymHokeHueM Ha 100 g nonydenus uenoro uncia. Cpeaauit k03hPUIMEeHT yMCTBEHHOTO Pa3BUTHS JJIs
m000T0 Bo3pacta cuuTaeTcs paBHbIM 100.
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IIpunoxenue b

AJropuTMBI AeficTBHI Bpaua

Npassara MNC VI y naumesTa

h 4

NabopaTopHar AMarHOCTMKA

Drdd pHarHocTisa C Owarros
RPYTHMA noATBEp aeH ?
230083 HMRMM

Hmenotea
RO=ASIHMA K
@3T?

HET MoseTopiHr
COCTORHMA NALMEHTA

MosuTOpHsE

COCTOAMMA NALMENTS,
olenEa 3HEHTUBHOITH

TEpANMUK

ITpunoxxenne B
HNudpopmanns 1 nauneHTa

Cunapom Maporo-Jlamn

Cunzapom Maporo-Jlamu nnu mykononucaxapuno3 VI (MIIC VI) — oagHa u3 caMeIx penkux Gopm
mykonosmcaxapuno3oB (MIIC). Briepsoie 3a6oneBanue onucanu B 1963 rogy aBa (paHIy3cKuX Bpaya
Mapoto u Jlamu, OHM CUUTaNW, YTO 3TO BAapHAHT APYroro MyKomoJucaxapuaosa (cuHiapoma [ypiep
(MIIC 1) ¢ coxpaHHbIM HHTEJIEKTOM). B cBoeil craTbe aBTOpHI omucaiu Haubojee TSHKETylo (opMy
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MIIC VI, no3xe BBISICHWIOCH, YTO 3TO 3a00JICBaHHE OYCHb MHOTOJIMKOE U CYIIECTBYIOT Pa3HbIE, B TOM
gucne Oosiee nerkue, ¢popmbl 6onesnu. MIIC VI — ouens peakoe 3a0oieBaHUE, MOXHO JaXKe CKa3aTh,
yabTpapeakoe. [lo omeHkaM cnenuaircToB, OHO BCTpeUYaeTcs Bcero Jmiib y ognoro u3 300000-400000
HOBOPOIK/ICHHBIX.

3a mpomenmme TOABl ObUI CO3/aH CHENMANBHBIA Iperapar, KOTOPBIA I03BOJIAET 3aMEIUIHTh
pOrpeccupoBaHme O0JIC3HU, CMATYUTh HEKOTOPBIE U3 e nposiBiieHuid. OHAKO, HAPSAY C TIPUMECHEHUEM
3TOTO Tpernapara, HEoOXOJUMO He 3a0biBaTh, O CHMIITOMAaTHYECKOW Tepanuu, (U3UOTepanu,
peadbuiMTalKy, a TIIABHOE — MO3UTHBHOM OTHOIICHUH K )KU3HU MAI[MEHTA U YICHOB €r0 CEMbH.

IIaTorenes

IIpn Bcex MykomoJucaxapuao3ax Hapylaercs oOMeH (pacuielieHue) TITMKO3aMHUHOTIMKaHOB
(I"AT') — 0cOOBIX CTPYKTYPHBIX KOMIIOHEHTOB COE€AMHUTEIBHON TKaHU.

I'AI' — 3TO AnUHHBIE LENOYKH MOJIEKYJ caxapa, KOTOpbIE COEOUHSIOTCS C OelKaMH U CIIy)KaT
B&)XHBIM CTPOMUTEIBHBIM MATEPHATIOM JIsi KOCTEH, XPAIICH, KOXKH, CYXOXKWJIWW, KJIANaHOB CepAala u
MHOTUX Jpyrux TkaHeil. ['Al' coxepxaTcsi B BSI3KOM CHHOBUAJIBHOM JKUIKOCTH, KOTOpas YBIIAXKHSET
CyCTaBBbl, BXOJAT B COCTaB CyCTaBOB M CYXOKWJINH, KJIANIaHOB cepAana. B HoOpMe MPOUCXOANUT MOCTOSTHHBIN
nporecc obOpazoBanusi "HOBBIX" ['Al’ m pacmermenune "crapeix". [[ns mporecca pacmieryieHHsT U
nepepadotku ['Al" HeoOxommuMa Tpymma ocoObIx 6enkoB-pepMenToB. s Toro, uroOs! pacuienuts Al
(bepMeHThI paboTaloT MO OYepean, APYT 3a JPYroM, U pacIlerIsioT AMuHHY0 Mosekyny I'Al' Ha vacTu.

V¥ Bcex mauuentoB ¢ MIIC orcyrctByer pepmeHT (0coObiit ans kaxaoro tuna MIIC), koTopsbrit
HeoOxomuMm nmst pacmierieHus: onpenenenHoro ['Al. YV manumentoB ¢ MIIC VI tuma otcyrcTByer
dbepmeHT, Ha3pIBaeMbId apuicyiabdaraza B, koTopeii HeoOxomum ana  pacmiervieHus A —
nepmataHcyibgarta. Hepacmiennennsiii nepMaraHcyibdaT HaKalJMBaeTCs B KIETKax, Hapymias HX
paboty. JlepmaTaHcynbgaT HaXOIUTCS, TJIaBHBIM 00pa3oM, B KOCTAX U COCIWHUTENIbHONW TKAHU U €ro
HAKOIUICHHE, IPEXIE BCETO, BBI3BIBAET MHOYKECTBO MPOOIIEM CBA3aHHBIX CO CKEJIETOM.

MIIC VI Tuna OTHOCHTCS K JIM30COMHBIM O0JIe3HSIM HakoIUIeHWs. B nm3ocomax (opraHesibl
KJIETKH) TPOUCXOJUT PACIICIVICHUE KPYIMHBIX MOJIEKYJI (MaKpOMOJIEKYN), TaKWX, KaK KHUpPbI, OCNKH,
[NIMKO3aMHUHOTTIMKAHbI, TiaukoreH. Ilpu pasHbix Qopmax OoJsie3HM HapylmalOTCsl pa3Hble CTaaus
pacUICIUIEHUS] ITUX MaKpPOMOJIEKYJI.

HacaenoBanue cunapoma Maporo-Jlamu

Cunznpom Maporto-JlaMu — OTHOCHTCS K HACIEACTBEHHBIM 3a00JICBaHUSAM M HACICIYeTCS I10
ayTOCOMHO-PEIIECCUBHOMY THITY. DTO 3HAYHUT, YTO OO0JIE3HB MPOSBISAETCS TOJIBKO B TOM CiIydae, e€ciik 00a
pPOAMTEIS SIBISIOTCS HOCUTEIISIMU OOJIG3HM M, XOTs CaMH OHH HE OO0JICIOT, NepeiaroT pPeOCHKY IBa
MMOPAKEHHBIX T'eHa (10 OJHOMY OT KaXKJOTO W3 pojauTesei). BolbIIMHCTBO cemel, Tae eCTh PeOCHOK ¢
3TUM 3a00JICBaHUEM, HE CTAJIKHWBAIHUCh PaHbIIC C MOJO0OHON MpoOIeMOid. PUCK MOBTOPHOTO POXIACHUS
pebenka ¢ MIIC VI B ceMbe, re yke ecTh MalUeHThl JETCKOr0 BO3pacTa, COCTaBisaeT 25% Ha Kaxaylo
OCpEMEHHOCTb.

Bce cembu ¢ MIIC VI nomkHbl 0053aTeIbHO TPONTH MEIUKO-TEHETUYECKOE KOHCYIbTHPOBAHUE U
MOJIYYUTh TOJHYI0 HHGOpPMAalMI0O OT Bpaya-TeHETUKA O PHCKE IOBTOPHOTO MPOSBICHUS JIaHHOTO
3a00JieBaHUsT B CEeMbE, OOCYOUTh CO CIEIMaINCTOM BCE BOMPOCHL, CBSI3aHHBIE C HACIEJOBaHHEM
3aboneBanus. B Poccun Menuko-reHeTnieckre KOHCYAbTAIlMN pad0Tal0T B KAXKIOM PETHOHE.

Kak ycranaBiuBaoT 1uarios?

Bpauu Ha OCHOBaHMHU KIMHMYECKUX CUMITOMOB MOTYT 3all0J03pUTh 0O0JIe3Hb. 3aTeM MPOBOISTCS
nabopaTopHbIE TECThl U MHCTpYMEHTaJbHblEe HccienoBaHus. [lockonbky pasHble Tunbl MIIC oueHb
MOXOXHU MO CBOMM KIMHHYECKUM TPOSIBICHUSIM, HEOOXOIUMO MOJATBEPAUTh JUArHo3 C IOMOIIbIO
71a00paTOPHBIX METOIOB.

IToareepxparomas auarnoctuka MIIC 3axmrouaercs B ompeneneHnn ypoBHs dkckpeuuu Al B
MOY€ ¥ U3MEPEHUN aKTUBHOCTH ()EPMEHTOB B KJIETKAX KPOBH, MSTHAX BBICYIIEHHONH KPOBU WM KYJIbTYype
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KOXHBIX (pubpodracroB. Ins MIIC VI mpoBoasT ompeneneHue akTUBHOCTU apuiicyibdarazsl B. B
nanpHelmeM pexkomenayercss nposeaenue JIHK pamarnoctukm (ecnu akTHBHOCTH (epMeHTa Oblia
CHUKEHA).

[TpoBenenune 1abOpaTOPHON AMATHOCTUKHU JUTS TIOATBEPKICHUS TMarHo3a KpaiiHe Heo0X0AuMo, TakK
KaK OT 3TOro 3aBUCUT BBIOOD JI€UEHUS, IPOrHO3 Te4deHMsI 3a00JIeBaHHUS U OIPEICIIEHUE THUIIA
HacJe0BaHus O0JIE3HHU.

Kannuveckue nposiBjieHusi cuaapoma Mapoto-Jlamu

Cungpom Maporo-JlaMu — mporpeccupyroiiee MYITbTHCHCTEMHOE 3a00JIeBaHHE W y TaIMeHTa
6I)IBaIOT MOPaXCHbI HE TOJILKO CKCJICT U CYCTaBbl, CTPAAAIOT TAKKC HCPBHAsA CUCTEMA, OPraHbl 3pCHUA,
ciTyxa, CepJCYHO-COCYIUCTast U OPOHXO-JIETOYHAS] CUCTEMBI.

CreneHp BBIPAKEHHOCTH KIMHUYECKUX NPOSBICHUM Npu cuHapoMme Maporto-JlamMu pasznuuHa.
W3BecTHBI U KpailiHe TsKenble (popMbl 3a00JI€BaHUS, KOTOPbIE MPOSBISAIOTCS YK€ B paHHEM JAETCTBE, U
JIOBOJIBHO JIETKHE, MATKHE (opMbl O0sie3HU. B HEKOTOpBIX cilydasx Hanuuue cuaapoma MapoTo-Jlamu He
BJIMACT HaA MPOAOJIKUTCIIBHOCTD JKU3HU MalUCHTA, HO Ka4CCTBO KHU3HU, 6C3YCJ'IOBHO, CTpaaacT Ipu BCEX
dhopmax 00sIe3HU.

OcHoBHas 3ajaya Bpaveu, ONMM3KUX U CaMOro MalueHTa ¢ CUHApoMoM Maporto-Jlamu — cnenath
KNU3Hb MAKCUMAJIBHO KOM(i)OpTHOﬁ, CHU3HUTH PUCK TAXKEIIBIX OCHO)KHeHHﬁ, 3aMCIJINTh MMPOTrpECCUPOBAHUC
60J'I€3HI/I, CMSITYUTH OCHOBHBIE CUMIITOMBI 3200 I€BAHHUS.

}Ianee IMPUBCACHBI OCHOBHBIC HpO6HeMBI, C KOTOPBIMHU CTAJIKMBAIOTCA IHMAOUCHTBI C CHUHAPOMOM
Maporto-Jlamu, HO 3TO HE 03HAYAET, YTO OHMU OOS3aTEIBHO OYIYT Yy KaXJOro MmarmueHTa. 3abojeBaHue
MIPOTEKAET OYEHB TI0-Pa3HOMY, JTAXKE B OJJHOU CEMbE.

Pannee pa3Butue, poct

[TocTaBuTh nmarHo3 cuHapoma MapoTto-JlaMmu HOBOPOXKAEHHOMY HMPAKTHUECKH HEBO3MOXKHO, TaK
KaK Halllid TalMeHThl POXKIAIOTCS B CPOK, C HOPMaJbHBIMU POCTO-BECOBBIMH IOKa3zarensiMu. Poct
3aMeyIsieTcs, KOorja MalbIIIM JOCTHraloT Bo3pacTa Tpex-msaTu jer. [lanueHTsl ¢ Tspkenoi dopmoit
3a00J€BaHNsI OOBIYHO TPEKPAIIAIOT PAaCTH B BO3pPACTE BOCBMH JIET — UX POCT He mpeBbimaer 110 cm.
Hpyrve mauveHThl MpOJ0JDKAIT PacTH 10 MOJPOCTKOBOro Bo3pacta M pocturaroT 152-160 cm. Ilpu
Jerkoit popme pocT y mManueHToB, Kak MPaBUJIO, HIXKE YEM Y 37I0POBBIX CBEPCTHUKOB, HO OBIBAET U MOYTH
HOPMaJIbHBIM.

BHemnue ocobeHHOCTH

Bremauii Bu nmanueHToB ¢ Tsokenon Gopmoit cuaapoma Mapoto-Jlamu HeoObrdeH — oHH OoJIbIIIe
MOXO0XKH JIPYT Ha JApYyra, 4eM Ha CBOUX POJIUTENEH U 3J0OPOBBIX OpaTheB U cectep. VI3MeHeHus B CTpOSHUU
WX JIMI 0003HAuYaIT CIENUaTbHBIM TEPMHUHOM '"rapromwnusm" (orpyOieHHe 4epT): KpymHas ToJoBa,
KOPOTKasl 11esi, Kpyrioe JUIO, IUPOKUI HOC C IIUPOKOH U IJIOCKON MEPEHOCHIICH.

[Ipu nerxoit u mpomexxyrounoi (opme 3abosieBaHUS BHEIIHHWE OCOOCHHOCTH Yy MAIlMEHTa CTOJIb
HE3HAYUTEINIbHBI, YTO UX BUJIAT TOJIBKO BpayH, a OJIM3KUE U 3HAKOMbIE HE 3aMEYal0T HUYEr0 HEOOBIYHOTO.

VY nanuentos ¢ MIIC VI koxa ToJsicTast U ®KecTKasi, 4TO 3aTpyaHSIET 3a00p KPOBU U HCIIOJIb30BaHUE
BHYTPUBEHHBIX KaTE€TEPOB.

CkeJier, ONIOPHO-ABUIaTe/IbHASI U KOCTHO-CYCTaBHAsl CHCTEMa

VY namuentoB ¢ MIIC VI tuna, xak W mpu Bcex Apyrux (opmax MyKOIOJUcaxapua030B,
CYIIECTBYIOT MpoOiemMbl ¢ (OpMUpOBaHHEM U POCTOM KocTed. IlopaxkeHne MHOTHUX KOCTeH C
U3MEHEHHEeM HUX (OpMBI Ha3bIBalOT MHOXECTBEHHBIM Ju30cTo3oM. Ilpu Tspkenoit ¢opme cunHapoma
Maporo-Jlamu n3MeHsieTcst crpoeHre No3BOHKOB. OJMH MJIM J1BA MO3BOHKA B Cepe/lMHE CIMHBI ObIBAIOT
MEHBbIIIE, YE€M OCTajJbHbIC, W CIErkKa CABUHYTHI. Takoe CMEIIEHHE II03BOHKOB IIOPON CTaHOBUTCS
NPUYMHON Pa3BUTHUS UCKPUBIICHUS MTO3BOHOYHUKA (KH(O3 uiu rop6). OOBIYHO MpU JaHHOM 3a00JI€BaHUH
HCKPUBJICHHE II03BOHOYHHUKA JOBOJIBHO JIETKOE€ M HE HYXKIACTCS B JIeYeHUU. ECIM HCKpUBIECHHE
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MMO3BOHOYHHUKA HJTU CKOJIMO3 POTPECCUPYIOT, TO TPEOYeTCs MEAULIMHCKAS TIOMOUIb.

Camble cepbe3HbIC, OMACHbIE M >KU3HEYIpOKAIoUIMe MpoOJeMbl CBS3aHbl C Jedopmanuedt u
0COOEHHOCTSIMH CTPOCHHUsI LIeHHOro otaena. Eciau CHMHHOW MO3r Oy[eT CHIaBieH WM MOBPEXICH
(weliHas MuesONaTUs), HapylIaeTcs UHHEPBALMs BCEX YacTeW Teja, 4TO IMPHUBENET K Ca00CTH (BAIbIN
rape3) MBI, HapyLIEHUsIM [P X0/1b0€, NHOTIA 1aXKe K 3aTPYAHEHUSM C JbIXaHHUEM.

TyromoaBmXHOCTh CycTaBOB XapakTepHa aiIsl Bcex (opm MmykomosmcaxapunoszoB. C romamu
TYTOTIOABIYKHOCTB CYCTaBOB MOXET IIPOTPECCUPOBATh U CTATh MPUIUHON OOJIH.

W3-3a orpaHuueHusi MoABM)KHOCTH CYCTaBOB M OCOOEHHOCTEM CTPOEHMSI MENKUX KOCTEH KHUCTH,
MBIl PYK CTAHOBSTCS KECTKUMH U HCKPUBIIAIOTCS, JOPMHUPYS TaK HA3bIBAEMYIO "KOTTUCTYIO KUCTB'".

N3-3a TyronoABM>KHOCTH KPYIHBIX CYCTaBOB U OCOOCHHOCTEH CTPOEHUS KOCTEH HAalMEeHTbI XOISAT
CO cJerka COTHYTBIMU KOJICHAMM W OeapaMu. Y HEKOTOPbIX MNAIMEHTOB pa3BUBAaeTCs X-00pa3zHoe
HCKPUBJICHHE HWXHHMX KOHEUHOCTEeW (BasibrycHas aedopmaiusi). bonbIIMHCTBO Bpauell cuMTaeT, 4To
naHHas AegopMmaiuss HOCUT HPHUCIIOCOOUTENIbHBIM XapakTep, MOMOras NalMeHTy paclpeaessaTh Bec,
[I03TOMY ONEPATUBHYIO KOPPEKIHUIO B PaHHEM BO3pacTe Jydllle He MpoBOoAUTh. Kpome Toro, B CBSI3U CO
CJ1a00CThIO CBSI30YHOT'O allapara U HapylIeHUEM CTPYKTYphbl KOCTEH, omepalusi He BCerjaa MpUBOJIUT K
0KUIaEMOMY PE3yIbTaTy — Ae(opMalysl BO3BPAILAECTCS CIIYCTs KAKOE-TO BPEMSL.

B psane cnydaeB BO3HMKaeT NOpaXKeHHE IOJIOBOK O€PEHHBIX KOCTeH (acenTUyecKuil HEeKpo3), YTo
MIPUBOJUT K O0JIEBOMY CHHIPOMY U U3MEHEHHUIO MOXOAKH MO TUIY "yTHUHON".

Opranb! AbIXaHUSA

Hapymenue nprxarensHoi cucteMsl y mamueHToB ¢ MIIC cBsizZaHO Kak ¢ 0COOEHHOCTSIMU CTPOCHUS
CKeTleTa, Xpsied Tpaxen u pedep, Tak M ¢ HakoruieHHeM ['Al' B MATKuX TKaHAX (YBEIUYHBAIOTCS
aZICHOWIBI, CIIM3UCTHIE, BBICTUJIAIOIINE JIbIXaTeIbHbIE MyTH, CTaHOBSATCSA PBIXJIBIMH,
runepTpoGUpOBaHHBIME, B PE3yJIbTaTe YETro MPOCBET JAbIXaTeIbHBIX MyTEl YMEHBIIACTC).

BaxxHo moHMMaTh, 4TO HEJOCTATOYHOE CHAOKEHHE TKAaHEW KUCIOPOJAOM (THUIIOKCHUS) BIUSET Ha
(GYHKIMIO BCEX OpPraHoB, MOSTOMY YIY4YIIEHHE IbIXaTebHON (YHKUHUHM — OJHA W3 MEPBOOYEPEIAHBIX
3aza4.

[IpoGnembl ¢ ApIxaHuEM YCyryOJsieT M3MEHEHHOE CTPOCHHME TPYIHOM KIETKH: Tpy[Hasl KiIeTKa
";xecTKkas" U He MOXKET JBUTATbCA CBOOOTHO, HE MO3BOJISET JIETKUM HaOpaTh 00/bIION 00beM BO3IyXa.
OTU 0cOO0EHHOCTU MPUBOASAT K TOMY, UTO MAIUEHTHI XyXKe MEePEHOCAT UHPEKIINN BEPXHUX JbIXaTEIbHBIX
MyTeN U JIETKUX.

[lepBpiMH cUMOTOMaMH HapylleHUs (YHKIUM BEPXHUX MAbIXaTEIbHBIX MYTEHl MOTYT CIYKUTh
HOYHOI Xparm, IIyMHOE JbIXaHHE, OOCTPYKTMBHOE HOYHOE arHoe (KpaTKOBPEMEHHbIE, 10 HECKOJIbKHX
CEKYH/I, 3aJIEpP’KKU JIbIXaHUsI BO BPEeMsI HOYHOTO CHa). Takue MposBIICHUS AOJDKHBI HACTOPAXKUBATh, TaK
KAaK B JAJbHEWIIEM OHHM MOTYT MPOrPECCHUPOBATH M NPHUBECTH K PA3BUTHUIO OCIOKHEHUH CO CTOPOHBI
JPYTUX OpraHoB (cepie, FOJOBHON MO3T).

[Tauuentsl ¢ MIIC CKkIOHHBI K Pa3BUTHIO OTHUTOB, PUHUTOB M BOCHAJICHUIO JIETKUX, MO3TOMY
aHTHOAKTEePHAIIbHYIO TepaIuio CleAyeT HauMHATh y)K€ Ha PaHHUX CTaausax 3aboneBaHus. HecomHeHHo,
HY>KHO KOHCYJIbTUPOBATBCS CO CIIELIMAIIMCTAMHU, & HE 3aHUMAThCSl CAMOJICUEHUEM.

HecMmoTps Ha peIkoCTh U TSKECTh 3a00JIeBaHus, CIeAyeT IOMHUTh, YTO BAaKIIMHUPOBATH MAI[UEHTOB
¢ MIIC o6s3arenbHO, Tak Kak MPUBUBKH MOMOTAIOT MPEAOTBPATUTH pPa3BUTHE 3a00JIEBaHHM,
MOpaXaIIUX JIeTKue. B TOM yucine BaXXHO HE IMPONYCTUTh BAKIMHALMIO IMPOTUB ITHEBMOKOKKOBOM
MH(DEKINH.

PoroBas mosiocTh 1 3y0bl
VY nanuentoB ¢ MIIC VI 3y0bl MOKPBHITHI XpYNKOH 3Maibio, 4YTO MPUBOAUT K OBICTPOMY Pa3BUTHIO

Kapueca.

Cepaeuno-cocyaucrasi cucTemMa
[TaTomorus cepneuno-cocynuctoit cuctemsl (CCC) y manuentoB ¢ MIIC mposBrsercs B Buie
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YTOJIILEHUSI CTEHOK Cep/lla, U3MEHEHUI CO CTOPOHBI KJIAIIAaHHOTO amnrnapaTa (yIJI0OTHEHUE CTBOPOK U XOPJL
KJIallaHOB), Pa3BUTHUSl CEPACUYHON HEJOCTATOYHOCTH, KaK C COXpPaHEHHOW, TaKk U CO CHIKEHHOM
COKpATHTEIBHOM CIIOCOOHOCTHIO MHOKAp/Ia.

@DyHKIMS KJIallaHOB, HECMOTPSI HAa UX YTOJIIIEHUE B pe3yibTare oTioxkeHus I'Al, MokeT HeKoTopoe
BpeMsi He HapywmaTthcsi. B mocnemyromieM MOSBISETCS UIYMbl, XapakTEpHbIE Ui MUTpPajJbHOU
(cucronuueckuil) U aOpTaJIbHOM (AMACTOJIMYECKHI) HEAOCTATOYHOCTH, pa3BUBAIOIIMECS B pPE3yJbTare
HECOCTOSITENIBHOCTH  KjamaHoB. B janmpHeimeM — ykopoueHue Xxopa © ¢GuOpo3  JeBOro
aTPUOBEHTPUKYIISIPHOTO  KOJIbLIa  HPUBOJAT K  CTEHO3UPOBAHUIO  MUTPAJIBHOTO  OTBEPCTUS.
HenocraTouHocTh  TPUKYCHMAAIBHOTO U IYJIBMOHAJIBHOIO KjamaHa OOBIYHO KIMHHUYECKH HE
nuarHoctupyrores. Kpome Toro, cepaeuHass HEAOCTaTOYHOCTh MOXKET pa3BUBAThCS C MOPaKEHUEM
MIpaBbIX OTJENIOB Ceplla, 0 TUIY XPOHUYECKOTO JIETOYHOIO Cep/ilia, B pe3ysbTare Aeopmaiu rpyJHou
KJIETKHU, IOpaKeHU JIETKUX U3-3a oTiioxkeHus ['Al" (>kecTkue serkue).

Bpromnas noaocrn

I[Ipu cunapome MapoTto-JlamMu TmedyeHb M CEIe3€HKAa YBEIWYEHbl H3-3a HakomieHus ['Al’
(rematocryieHOMeranus). YBelInYeHHe e4eHH 0ObIYHO He MPUBOAUT K HAPYIIEHUIO €€ (YHKIIUH.

[Tpu MIIC, kak mpaBuiio, )KMBOT yYBEJIMYEH B 00bEME 3a CUET renaToCIUICHOMEraauu U ci1abocTh
MPSIMBIX MBIIII] ’KUBOTA. TaKkke 4acTO BOSHUKAIOT COUETAHHBIE MIIM W30JIMPOBAHHbBIE TPBIKU (ITyNOYHAas,
MaxoBas, MaxOBO-MOIIOHOYHON U CpeIHEH JIMHUM KHUBOTAa). Perienne o HE0OX0AUMOCTH ONEPATUBHOIO
JIeYeHUsI JOJDKHO NPUHUMATBCA COBMECTHO C JIeHalllMM BpayoM, MOKa3aHHEM K CPOYHOM omlepanuu
CIIYKUT YIIEMJICHHUE IPBIKEBOTO BHIIITYNBAHMUSL.

HepBHasi cucrema

[Tpu MIIC VI unTEnneKT He CTpajaeT — JETH U MOAPOCTKH XOPOLIO U C YIOBOJbCTBUEM Yy4aTcCs.
MHorue ¢ oTIMyueM 3aKaHYMBAIOT Koy 1 BY3.

[Ipu TsOKENBIX POpMax MOTYT BO3HUKATH HAPYLIECHUS LUPKYISAIUS CIIMHHOMO3IOBOW XKHUIKOCTH. B
3TOM ciy4ae MalueHThl KaIyITCs Ha rojioBHbIe 0oy, HeoOxoarMa KOHCybTalMs Bpada-HeHpoxupypra
JUIA pelIeHHs BOIpoca O HEOOXOIMMOCTH OINEPATUBHOIO WM MEIUKAaMEHTO3HOIO JICYEHHS ITaHHOTO
OCJIO’KHEHUSI.

Ecnu BO3HUKAIOT MOJMO3peHHs] Ha TuApouedanuio, TO HEOOXOIUMO IPOBECTH KOMIIBIOTEPHYIO
tomorpaduio i MPT. OcMoTpa rina3Horo 1Ha OKyJIHCTOM HEIOCTATOYHO JJISi MOCTAHOBKH JHMArHo3a,
T.K. ruapouedanus y nererr ¢ MIIC VI moxer nporekath 1 6€3 3aCTOWHBIX U3MEHEHUH Ha IJIa3HOM JHE.

OpHMM U3 YACTBIX OCJIOXKHEHHH SBIISETCS CTEHO3 TO3BOHOYHOTO KaHAaa.

DTO omacHoe OCJIOKHEHHE, KOTOPOE MOXKET MPHUBECTH K 3HAUUTEIbHBIM IOCIEICTBUSM, B TOM
YHCclie K JIBUTATEJIbHBIM HapyLUICHUSM, MO3TOMY OYEHb Ba)KHO YTOOBI MAIMEHT HaOJojancs y Bpada-
HEBpOJIOTra, Bpaya-opTorea u Bpaya-xupypra. Pentrenorpacdus meiHoro otaena no3poHounuka, MPT u
KT Moryt momoub B BU3yaJIU3alHK 3TOTO OCIOKHEHHUS.

Kapnanbubeiii cuHApOM (3amSCTHBIM CHUHAPOM, TYHHEIBHBI CHHIPOM) — pacHpOCTpaHEHHas
npobnema y marueHntoB ¢ MIIC. HepBbl mpoxoasar depe3 3amsicThe MEXKIY 3alsCTHBIMH KOCTSMHU U
CBA3KaMM. YTOJILEHUE CBSI30K 3a cueT HakomieHus ['Al" oka3biBaeT naBieHue Ha HepBbl. [IposiBieHuemM
3TOTO0 CHHJPOMA MOTYT OBITh 00JIb U OHEMEHHE MAJIbLIEB PYK U TPYJHOCTH C 3aXBaTOM IMPEIMETOB, YTO
3aTPyAHSIET KaX 0 IHEBHYIO AKTUBHOCTD MMAIIMEHTOB.

JlJis TUarHOCTHKU M3MEPSIIOT CKOPOCTh MPOBEIEHUS HEPBHOTO HMMITyJbca B O0JAaCTH KHUCTU. ITO
MpocTas NpoLeaypa, NO3BOISAIONIAs YCTAHOBUTh HAJIMYUE UJIU OTCYTCTBUE TOBPEXKICHUSI HEPBOB.

HekoTopsie HapylieHUs HEPBHOW CHCTEMBI ([BUTATEIbHBIC PACCTPONCTBA) SIBISIOTCS BTOPUYHBIMU
1 B OOJIbIIIEH CTETICHH CBSI3aHBI C IOPAKEHUEM CKeleTa.

Opran 3pennst
Hakomnenne I'AI' mpoucxoautT BO MHOTHX TKaHSX, B TOM YHCIE, B POTOBHUIIE, MOITOMY MOXET

Ha6J'IIO,Z[aTLC$I €C IMOMYTHCHHUC. OI[HI/IM U3 IMPU3HAKOB U3MCHCHU POTOBUILIBI ABJIAICTCA HCICPCHOCUMOCTD
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SPKOTO CBETa, TAK KaK MOMYTHEHHUE BBI3BIBACT HEMIPABUIIHHOE TPEIOMIIEHHE cBeTa. B aTOM ciyuae moryr
MIOMOYb COJIHEYHbIC OYKH. EciM moMyTHEHHE POTOBMIIBI TSXKENOE, YXY/IIAETCsl 3peHHe, 0COOCHHO MpHU
TYCKJIOM CBETE.

Otnoxenne ['Al" B ceTuaTke MOKET MPHUBECTH K MOTepe NMepuepuyeckoro 3peHuss 1 HUKTAJIONHUU
("kypuno#t cnenote"). PeOeHOK B 3TOW cUTyallUM MYTraeTcs W OTKa3blBaThCS XOAUTH B TEMHOE BpeMs
cyToK. JKenaTenpHO OCTaBIIATh HOYHUK BKJIFOUEHHBIM B CHAJIbHE W Kopujaope. VHOoria MOTYT BO3HHKATh
npoOseMBbl CO 3pEHHEM, BBHI3BAHHBIC M3MEHEHHMSIMH B CETYATKE IJIa3a WMJIHM TIAyKOMOH (TIOBBIIICHHBIM
BHYTPHIJIA3HBIM JIaBJICHUEM), IOATOMY PETYISIPHBIE OCMOTPHI Bpada-o(TaTIbMOJIOra HE00XO0IMMBI.

C mOMOIIBIO CTIEIUATIBHBIX UCCIIEIOBAHUI CENUATICT ONPEAEINT, N3-3a YEro yXyALIaeTCs 3peHHS.

Opranx ciyxa

[Ipu Mykonoaucaxapu03ax TyroyXoCTb MOXET ObITh HEMpOCEHCOpPHas (CBsI3aHHAsl C HapyILIEHUEM
YyBCTBUTEIBHBIX (BOJIOCKOBBIX) KJIETOK B YIHMTKE), KOHAYKTHBHas (CBSI3aHHAs C HapylleHUEM
3BYKOIIPOBOJAIIMX MyTel) UM cMemaHHas (komOuHanus nByXx Tumnos). [Ipu cunapome MapoTo-Jlamu
TYrOyXOCTh Yallle HOCUT CMEIIaHHBIM XapaKTep U Iporpeccupyer ¢ BozpacToM. Pasmmuaror 3 crenenu
TYTOYXOCTH: JIETKYIO, YMEPEHHYIO U TSDKENylo. B 3aBUCHMOCTH OT THNA U TSHKECTH MOPAKEHUs cllyXa
MIPUMEHSIOT Pa3IMYHble METO/Ibl KOppEeKIUU. BaxHO, Kak MOKHO paHblIe 3aMETUTh MPU3HAKU CHUKEHUS
cllyXa, Tak Kak 0e3 KOPpeKIHH TYTrOyXOCTh MOMEIIaeT HOPMAJIbHOMY Pa3BUTHUIO U 00YUYEHUIO MAllUeHTOB.
dakTopoM, yCyryOJIsIOMKUM HapYIICHHUE CITyXa, SBJISIFOTCS YacThle MH(PEKIIMHA CPETHETO yXa (OTHTHI).

Jleuenue, Ha0JII0/IeHHE U TJIAHOBLIE 00C/1€I0BAHUS
Bpauamu-skcriepraMu M3 pasHBIX CTpaH OBUIM CO3/JaHBl PEKOMEHIAIMU 10 HAOJIOICHHUIO,
NMarHocTuke U jeuenuro manuedTos ¢ MIIC VI tuma.

Hao.1101eHue, IJ1aHOBbIE 00C/1€I0BAHUS M TECThI

st Toro, 4TOOBI OIICHUBATH COCTOSIHME TarMeHTa, 3(pQexT mpoBoauMon (GepMEeHTHON Tepamuw,
¢busnoTepanuy, CyIECTBYIOT pa3iMyHble TecThl M IIKajdbl. O4eHb BaXHO HE OTKa3bIBAThCA OT
MIPOBEJICHUS] ATUX HCCIIEAOBAHMM, MOTOMY YTO OHU MOMOTAlOT BpauaM OOBEKTHBHO OLIEHUTH COCTOSIHHE
nanueHTa, 000CHOBATH JICUeHUE, BBECTH U3MEHEHHS B IPOTrPAaMMBbI peaOMINTAlUU U a0WIUTALIUH.

CaMbIM HM3BECTHBIM SIBJSIETCSI 6 MHUHYTHBIM TecT X0AbObl. CyTh €ro O4eHb MPOCTas: OLIEHUTh
BBIHOCITUBOCTD ManueHTa. [lanuenTty npeangaraior XoIuTh MO JIIMHHOMY KOPUAOPY B T€UEHHE 6 MHUHYT.
OneHuBaeTcsl KOJIMYECTBO MpOiiIeHHBIX MeTpoB. Koraa mpoBoiniy KIMHUYECKHE UCTIBITAHUS Tpenapara
s nedenuss MIIC pa3HbIX TUIOB, UCCIIEOBATENN MPOBOIUIM TaKOE TECTUPOBAHUE JI0 U MOCIE Havasa
(dbepMEeHTHON Tepanuu, CpaBHUBAJIM pe3yJbTaThl TPYNIbl MalMEHTOB, IMOJy4yaBIIMX IIpernapar, C
pe3yibTaTaMu TeX, KTO moiydan miane6o. MIMeHHO TecT Aokaszan, yTo (epMEHTHas 3aMeCTUTEIbHAs
Tepamnusl yJIy4laeT BBIHOCIUBOCTh MAIIMEHTOB U UX JIBUTATEIbHYIO aKTUBHOCTD.

JlJis TuarHoCTUKU 3a00JieBaHUS JIETKUX M OPOHXOB HEOOXOAMMO MPOBECTH (YHKIIMIO BHEIIHETO
neixanust (OBJ). Ilpu nmomomu @B/ ompenenstor, Kakoi MaKCHUMalbHBIA O0OBEM BO3IyXa MOXET
BJIOXHYTb IMAallMEHT, HACKOJIBKO OBICTPO MPOUCXOAUT Ia3000MEH. DTH TECThl MOTYT BBISIBUTH 3a00JI€BAaHUS
JIETKUX, OMPENENUTh CTENEHb HMX MOPAXEHHS U OIEHUTh IPPEKTUBHOCTH JeueHUs. TecTbl O0OBIYHO
BBITIOJTHSAIOTCS C UCTIOJIB30BAaHUEM CIEIHAILHOTO 000pYI0BaHMs — criupoMeTpa. Bo Bpems uccnenoBanus
HY)KHO 1O KOMaHJE BJIbIXaTh, 3a/IepKUBAaTh BO3AYX, BbIAbIXaTh. McciaemoBaHue (QyHKIUU JIETKUX HE
MPEACTABIISIET OMACHOCTH ISl 3J0POBBSI.

BreicnymuBanue (aycKydbTamus) cepAlla JODKHO OBITh  00s3aTeNbHBIM W PETYISPHBIM
HCCIEAOBaHUEM Jis TAIMEHTOB C MYKOIOJIMCaxapujao3amMu. BakHbIM METOJAOM HU3Y4EeHHs cepaua
SBIISETCS YIbTpa3BYKoBoM — osxokapauorpadus (Oxo-KI'), ona Oe3omacHa, Oe3001€3HEHHA W
BbIcOKOUH(opMaTuBHa. COBpeMEHHBIE MPUOOPHI MO3BOJSIOT MOJYYUTh OAHO-, ABYX- M TPEXMEpPHOE
n300paxkeHue cep/ra, onpeaeuTh CKOPOCTh KPOBOTOKA M JAaBJICHUE B PA3IMYHBIX OT/ENaX, ONPEICTUTh
HampaBJIeHUEe U TypOYJIEHTHBIN XapakTep KpoBoToka. 9x0-KI' pekoMeHIyt0T MPOBOAUTE MO TOKA3aHUSIM,
HO He pexe 1 pa3a B roj. JTo UccleoBaHME HEOOXOIMMO, YTOOBI OOHAPYKUTH JIIOOBIE MPOOJIEMBI C
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cepaueM (yBEJIMYEHHE pa3MEpOB, HHICKC MAacChl JIEBOTO JKEIYI0YKa, HApYIICHHE COKPATUTEIbHOM
¢bynkuuu (¢ppakuus BeIOpoca), a TakkKe IMACTOIMYECKOW (PYHKIMH, OIEHKA CEpJCYHBIX KJIAlaHOB,
JBMDKEHUE MEAOKETYIOUKOBOM MTEPEropoIKH )

Kpome Toro, mist BBIBICHHS HAPYIICHUSI pUTMA U TIPOBOAMMOCTH CEpALa HE0OX0AUMO MPOBOJUTH
xonTepoBckoe MmoHuTopupoBanue JKI', He pexxe 1 pasa B rof.

Heob6xomumo perynspHO (I1Ba pa3a B roJ) MPOBOIUTE MPOBEPKY CIyXa, JUIsl TOTO YTOOBI cpa3y ke
HayJaTh JICYCHUE, €CITH OTPEOYEeTCs, U MAKCUMAaIBHO COXPAHUTh BO3MOYKHOCTh YYUTHCS M OOIIATHCA.

MarHuTHasi pe30HAHCHAs TOMOrpadus

MPT mn03BOHOYHHMKA JOJDKHA MPOBOJIUTCS €XKETOJHO, ¢ 0COOEHHBIM (POKYCOM Ha OO0JacTsX, B
KOTOPBIX MOXET Pa3BUBATbCA KOMIIPECCHsS CIMHHOIO MO3ra: IIEWHBINA, I'PYAHOW, TPyJONOSCHUYHBINA
ornensl. [lanmentsl ¢ cuaapomoM MapoTto-JlaMu 10KHBI HAOMIOJAaThCsl y Bpada-HEBPOJIOra, Bpada-
XUpypra, Bpaya-TPaBMOTOJIOra-opToNeaa, YTOObl OHM MOIVIM KOHTPOJIMPOBATH COCTOSIHHE IIEHHOTrO
OT/ieJIa MO3BOHOYHUKA. Ba)KHO OLIEHMBATh PE3yJbTaThl HCCIEIOBAaHUMN B THHAMUKE, IO3TOMY BCE CHUMKH
ClIelyeT XpaHWUTh W IPENOCTABIATh BpadyaM IIPU KAXKIOM CIEAYIOIIEeM HcciaeaoBaHuu. KoMmbroTepHyro
TOMOTrpa(uio MO3BOHOYHUKA JETSIM YacTO IMPOBOAAT MOJ HAPKO30M, B TOM UHCIIE, NEpe]] MIIaHUPYEMbIM
ONIEPATUBHBIM JICUEHUEM.

Pentrenorpagus

Pentren menHOro W TPyJONOSCHUYHOTO OTIEIOB IMO3BOHOYHMKA B JBYX MPOEKIMUAX CIEIYyET
MPOBOJIUTh Ka)XJbld TOJ. DTO HCCIEIOBaHUE MPOBECTH TeXHHYECKH mpoule, yeM MPT, kpome Toro
pentreHorpadus naetr Oospiie WHGOPMAIMU O CTPOCHHHM TO3BOHKOB, HO HE IOKAa3bIBae€T CTENCHBb
CIIaBJICHUS CIIMHHOI'O MO3Ta.

CuMnTroMaTu4deckoe JieueHue
OcHOBHas 1eJIb CHUMIITOMAaTUYECKOTO JICYCHHUS — CKOPPEKTHPOBATHh BBI3BAaHHBIE 3a00JIEBAaHHEM
N3MEHEHUS.

CkeJieT M ONOPHO-ABUIaTeIbHAS CHCTEMA KOCTHO-CYCTABHAs CHCTEMAa

Baxno Haiitn OamaHC MeXIy BO3MOXKHOCTBIO JKHTh MAaKCHMAaJbHO TOJHOW JKHM3HBIO W
MUHHMMH3AIKEH OCIOKHEHUH, CBS3aHHBIX C OCOOCHHOCTSMHU CTPOEHHS cKenera manueHtoB. C omHOM
CTOPOHBI, HE CIEAYeT YpPe3MEPHO OrpaHWYMBATh W OIEKaTh JETeH, HO HEKOTOphle BUABI (puzndeckont
aKTHBHOCTH, TakKWe, KaK KyBBIDKAaHHE, CTOWKAa Ha TOJIOBE W HBIPSIHHE JOJDKHBI OBITh ITOJHOCTHIO
UCKJIIOYEHBI M3-32 HeCTaOWIIBHOCTH IIEHHOTo oTiena. Paspemrarorcs jierkue MmoJCKOKM, HO TAlMeHT He
JOJDKEH CaMOCTOSITEIBHO MPHIraTh Ha 00€ HOTH, IOTOMY YTO CHCTEMa OIOPbI M KOOPAWHALUH JIBH)KCHUN
y Hero ci1abo pa3BuTa. POIUTENSM MIKOJIFHUKOB HYXHO 0053aTENbHO COOOIINTD YIUTETIO (DU3KYIBTYPHI
00 0COOCHHOCTSIX YUEHUKA.

[Manmentsr ¢ cuHapomMoM Mapoto-JlaMu HOKHBI BECTH TOABMXKHBIA 00pa3 KHU3HU IS
nojyiepkanusi  QyHKIMOHUPOBAHUS CYCTaBOB M YJAYYLICHUS OOIIETO COCTOSIHHUSI  37I0POBBAL.
dusnoTepaneBT MOXKET MIOCOBETOBATH PA3IMYHbIC KOMOMHAIMN €KETHEBHBIX YIIPaKHEHUH.

VHTeHcHBHAs Tepamus U YITYYHICHUS ITOJABMXHOCTU CYCTaBOB M IMO3BOHOYHHKA, a TAKXKE VIS
YKpEIUIeHUs] CIIMHHON M OpIONIHOM MYyCKyJIaTypbl PEKOMEH/I0OBaHa BCeM HalueHTaM. YToObl yMEHbIIUTh
MOCJIE/ICTBUSL THUIEPIIOPI03a, HEOOXOAUMO YKPEIUIATh TPYIHYI0O MYCKYJIaTypy, NpH 3TOM IPOBOJUTH
TEpaIuio, HANpaBJICHHYIO Ha pa3BUTHE MOSCHUYHO-KPECTLIOBOro oTiena. BaxHo cieautb, 4TOOBI
MAIMEHT He MepeHanpAraics U He yCTaBall Ype3MEepHO, OITOMY PEKOMEHAYETCs TIATEIbHO U3YYUTh €To
¢u3nyecKkoe cOCTOSTHUE U BBIpAa0OTaTh MHIMBHU/Iya bHbIE PEKOMEHAIINH.

PexomeHtyeTcst 3aHMMaThCsl JJOMa, coueTas aKTHUBHbIE M MAacCUBHBbIE ynpaxHeHus. Kommuiekc
3aHATHUH JIOJDKEH BKIIIOYATh:

- yIIpa’KkHEHHs Ha BEIpaOOTKY OCAaHKU M YyBCTBA PAaBHOBECHUS;

- YIIpa’KHEHUsI Ha PACTSHKEHUE,
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- BOJHBIC HpoHCAYpbl U 3aHATUA CIHOPTOM B BOJC, 0C00EHHO JJIA  ITOXKHMIIBIX ITallMCHTOB.
Paccnabnsromuii Maccax M OJBOTHBIA MacCak OKa3bIBalOT BeChMa OJIaronpusTHOE ICHCTBHE.

OtnenbHOTO BHUMAaHHA TpeOylOT aeOPMUPOBAHHBIE CTYMHM M KHUCTH. UTOOBI MOIAEPKHUBATH
MOJABMKHOCTD CTYIHEH, HEOOXOMMO BBIIOJIHATh CHIEUAIbHbIE YIPAaXXHEHUS, JIy4dlle BCEro A0Ma Wi BO
Bpemsi urp. st cHATUS 4pe3MEpPHOr0 MBILIEYHOI'O HaNpsyKEHUs HEo0XoauMa OpToleaudeckas oOyBb,
CTE€TIbKM W BKJIQJIBIIIN, KOTOPBIC BBIMOJHSIOT MOAICPKHUBAOIIYIO (YHKIHIO, B HEKOTOPBIX CIydasx —
OpTe3bl, BAHHOYKH, MaCcCa)X HOT TaKKe€ HEOOXOIUMBI.

Ba)xHO BBINONHATH YIPa)KHEHUS Ha PACTSDKKY MBI 33JHEH NMOBEPXHOCTU Oeapa u royieHu. s
YIIYYIIEHUS] MEJIKOM MOTOPHMKM KHUCTEH PYK PEKOMEHJOBAaHA MHTCHCUBHAsI I'MMHACTUKA JUIS MAJIBLEB H
JAI0UIeK, €€ POJUTENN MOTYT MPOBOAUTH Joma. Jlydiie Bcero BBeCTH HEOOXOIUMBIE YIPAKHEHUS B
ITOBCETHEBHBIE JIOMAILIHUE PUTYaJIbl, HAIIPUMEDP, BO BpeMs €/bl 3a CTOJIOM. VIrpbl ¢ ydacTueM JaJloHEed U
NajbleB OUEHb M0 AYIIE JETSAM, HO BO BPEMsI YIPA)KHEHUHN Ha PacTSyKEHUE MOTYT MOSBUTHCS KajJo0bl Ha
00Jb M HENPUSATHBIE CUMIITOMBI. B 3TOM ciydae MoMOryT TeIUlbleé BAHHOYKH JJS PYK, MOAYIIEYKH C
MIPOrPEThIMU 3€pHAMU HJIK MXOM, TOPGOM, KOTOpBIE MALIUEHT JEPKUT B pyKax BO BPEMS UT.

[locne WHTEHCUBHBIX 3aHATHH JJIEKTPOTEpPAINMs, PYYHOM MaccaXX, BOJHBIM MaccaxK, Tepanus
ne4eOHOM IpsI3bl0, 3aHATUS HA BOJHBIX TPEHAKepaX CHUMAIOT 00JIb U IPUHOCAT OOJIETYEeHUE.

[Ipu mpoBeneHHH BceX aKTHUBHBIX BHJIOB TEpaluu cleAyeT obOpamiarth oco00e BHUMaHHE Ha PUTM
JBbIXaHUS U JaBaTh IOCTATOYHOE KOJIMYECTBO NEPEPHIBOB JUISl OTJBIXA U BOCCTAHOBJICHUS JBIXAHUS.

Xupypruueckoe Jie4eHue

CymiecTByIOT pa3nudyHble MHEHHS O HEOOXOIMMOCTH XHUPYPTHUECKOro BMmemiarenbctBa. Ho
OTIEPaTHBHOE BMEIIATEIbCTBO — BCETJa PHCK, W TpubOeratb K HEMY CJEIyeT TOJbKO B CiIydae
HEOOXOIMMOCTH, peIIeHWe Bcerja JOHKHO TMPUHUMATHCS C  y4acTHEM JIOKTOPOB  Pa3HBIX
CIEIMATBHOCTEW, B TOM YHCIIE Bpadyel-HEUpPOXUPYPIroOB, Bpayeh-aHECTE3HOJOTOB-PEAHUMATOJIOTOB.
Jlyurme mpoBOAUTH JIOOBIE ONMEpPATHBHBIE BMENIATEIHCTBA B IIJIAHOBOM IMOPSIAKE, TOTAAa Bpayd MOTYT
JIy4IIie OIEHUTh COCTOSIHHE MAIIMeHTA U MTOATOTOBUTHLCS K OTIEpaIlii C YYETOM 0COOCHHOCTEH MaIieHTa.

bomemas crnoxxaocte mpu MIIC — mpoBenenue anecte3wu. HecTaOMIBbHOCTH MMICHHOTO OTAEA
MO3BOHOYHUKA y nanueHToB ¢ MIIC yBenmumBaeT pUCK TPaBMAaTUYECKOTO MOBPEXKICHUS MPU BEIACHUU
AQHECTE3MH, TaK KaK MHOTHE aHECTE3HOJIOTMYECKHE TMOCOOHs CBSA3aHBl C MAKCUMAJbHBIM pa3ruOaHHEeM
men. YacTo TYromoaBWKHBI CyCTaBbl YENIOCTH U TUIOXO OTKPBIBACTCS POT, S3BIK M JECHBI MOTYT OBITH
YBEJIMYECHBI.

B sTOM ciiydae HYXKHO MPUHSTH CIICIMATIbHBIC MEPBI TTPEIOCTOPOKHOCTH. HTYOUpOBaTh JIHOIEH C
MIIC noJikeH ONBITHBIN Bpay, UMEIOLIMIA OMpPEeIe/ICHHbIE HaBbIKA. ECIM MalMeHT nonai B KpUTHYECKOM
COCTOSIHMM B OOJIbHHILY, HEOOXOJMMO COOOIIUTh aHECTE3UOJIOTY, YTO BO3MOXKHBI MPOOJIEMBI C IIeeld U
uHTyOarueil. JlpIxaTtenbHble MYyTH, Kak MPABHIO, CYXEHbI, I[I03TOMY MOXET MOTpedOBaThCsS
SHAOTpaxealibHas TpyOka MeHbllero auamerpa. Cama ycTaHOBKAa Takoll TpyOKHM — OYEHb TPYIHBIH
MPOLIECC, BO3MOKHO, OTPEOYETCS UCTIOIB30BaHIE THOKOTO OPOHXOCKOTIA.

HectabunpHOCTh MIEHHOTO OT/AENIa TO3BOHOYHHUKA KOPPEKTUPYETCS C IOMOIIBIO ONEepaluu
(mrevnHpId  cionaunone3). OcBOOOXKIAeTCs CIIMHHOMO3TOBOW KaHall, MOTOM C TIOMOIIbIO KOCTHBIX
(bparMeHTOB WM HUCKYCCTBEHHBIX MaTepuanoB (Gopmupyercs omopa, OObEIUHSIONIAs JBa BEPXHUX
MMO3BOHKA U OCHOBAHME yepena.

Opran cayxa
HeiipoceHcopHast 1 KOHAYKTHBHAs TYTOYXOCTh B OOJIBIIIMHCTBE CIIy4aeB MOTYT KOMIIEHCUPOBAThCS
0/100POM CITYXOBBIX anmnaparoB (CIyXOBbIE UMIIJIAHTBI CPETHETO yXa).

CepaeuHno-cocyaucrasi cucremMa

W3-3a pa3BuTHs KIANaHHBIX JTUCQYHKIMA HEPEeJAKO pPEKOMEHJOBaHA KOHCYNIbTAlUS Bpada-
KapAMOXHUPYypra JUisl pEHIeHHs BOIIPOca 0 HEOOXOIUMOCTH MPOTE3UPOBAHUS KIIATIAHOB CEP/LIA.

N3-3a yacTo pa3BUBAIOIIMXCA HApYIICHUW pHUTMa CepJlia CTaBUTCS BOMPOC 00 HMILIAHTALUU
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KapauoBepTepa-1epuopuuIsIToOpa.

Nudpexunu

BaxHo, 4T00OBI OCYIIECTBIISIICS XOPOLIHHA YXO/1 32 3y0aMHu, TaK KaK pa3pylICHHbIE 3yObl TPUUUHSIOT
CHJIBHBIA JUCKOMGpOPT | SBISIIOTCS ouyaramMu uH(pekuuu. HeoOXomuMmo perysiasipHO YHUCTHTH 3YOBI,
WCIIOJIb30BaTh PACTBOPHI AJsl mojockaHus. Ho make mpu camoii TmiarenpHO#M 3a00Te 0 3y0ax, MOTYT
pa3BUBATHCS BOCIAIMTEIBHBIC MPOIECCHL. Pa3ipaXUTenbHOCTh, TIa4 M OECHOKOHWCTBO HHOTJA MOTYT
OBITh E€JIMHCTBCHHBIMH CHMIITOMaMH mpobiem c¢ 3ybamu. [lepenm omepaTUBHBIM JieueHHEM 3yOOB
ManueHTaM, y KOTOpPbIX YK€ JIUarHOCTUPOBAHO IOPAXKEHHE KIANAaHOB cepAala, Heo0Xoaum
npo(UITAKTUIECKUN TIPHEM aHTHOMOTHKOB JO W IOCIE JICYSHHsS. DTO BBI3BAHO TEM, YTO HEKOTOPHIE
0aKTepuu U3 POTOBOM MOJIOCTH MOTYT IPOHUKHYTHh B KPOBOTOK M BbI3BaTh MH(EKIIMOHHBIN Mpoliecc Ha
nopaxkeHHOM kJjanane. Ecinu HeoOxoaumo ynaneHue 3y0a 1moJ1 aHeCTe3ueH, 9T0 JIOJDKHO OBITh CEIaHO B
O0OJbHUIIE, a HE B CTOMATOJOIMYECKOW NOJUKIMHUKE, TO0J HAOJIOJEHUEM OIBITHOTO Bpaya-
aHecTe3MoJIora-peaHnMaToJiora u 3yOHOro Bpaya.

Jleuenue OananbHoro OPBU y nmanumentoB ¢ MIIC nydie Takke MpOBOJUTH MOJ MPUCTAIBHBIM
BHUMaHHEeM Bpada. Cienyer NIOMHUTh 00 0COOEHHOCTSAX NMPUMEHEHHs CTaHIApPTHBIX MPENnapaToB y 3TOM
rpynmnsl nanueHToB. Hampumep, Takue jiekapcTBa, KaK aHTUTHCTAMUHHBIE IMpemnapaThl, MOTYT CYIIHUTH
CIIM3UCTYIO, JieNas €€ TOHbIle, CHUMIATOMHUMETUKU (s WHTPAHA3aJbHOTO IPUMEHEHUsS, TO €cCTh,
MIPOTUBOOTEYHBIE WM COCYIOCYXHUBAIOIIUE CPEICTBA) MOTYT MOBBICUTH KPOBSIHOE JIaBJICHUE U CY3UTh
KpPOBEHOCHBIE COCY/IbI, YTO HexenaTenabHo mpu MIIC.

N3-3a ocoOeHHOCTEN CTpOEHMsI MO3BOHOYHMKA M TPYAHOW KJIETKH, MalME€HTaM C CHHAPOMOM
Mapoto-Jlamu cioxHee cripaBUThCs ¢ MH(EKINEH, eclii OHa 3aTparuBaeT Jerkue, I03TOMY BpauH Jaxke
MIPY HE3HAUUTENbHON MHPEKIIMU MOTYT Ha3HAYaTh aHTUOMOTUKH.

UtoObl HOPMATM30BaTh LUPKYIALNIO BO3yXa B JETKUX, PEKOMEHIYETCS U MPOPUIAKTUYECKH, U BO
BpeMsi OOJIe3HH MPOBOJUTH HUIPHl C MBUIBHBIMHU ITy3BIPSIMH, BaTOW, COJIOMHUHKAaMU [UIsl HAIMTKOB,
OyMa)XHBIMH TIaKeTaMH W JAPYTUMH TIpeaMeTamMu (BO3AYIIHBIMHM IIapamMHu, MsYaMH), TPeOyIOIIUMU
AKTUBHOM pabOTHI AbIXaTEIbHOM CHUCTEMBI. {151 meteit mocrapiie, I MOAPOCTKOB MOXHO pa3padoTaTh
YOpaXHEHUS Ul PACTSHKEHMSI MBIIIL TPYJHOM KJIETKH, YTOOBI POJUTENH MOTIH CaMOCTOSITENBHO
3aHUMATbHCA C JIETbMU.

[laccuBHbIE yIpa)kHEHUS M TPYAHOM KIETKM NPUMEHSAIOTCS JJIs IalMEeHTOB C OCTPBIMH
MHOEKIHUSIMH JbIXaTeIbHBIX MyTeH WM Ui HMAlleHTOB, KOTOPbIE HE MOTYT CAMOCTOSITENIbHO JBUTATHCA.
VYopaxunenusi nomoratoT Oosiee 3¢G(GEeKTUBHOMY OTAENEHUI0 ciau3d. K HUM OTHOCATCS MOTSATMBAaHUA,
pacTsKEeHUS, TOTPSXUBAHUS, MacCaX U BUOPALIUU.

BceMm nanuenTam J0JDKHA ITPOBOAUTHCS IIJIAHOBAs BaKI_[I/IHaI_[I/IH!

JAunerorepanus

CneunasbHasi 1M€Ta HE CMOXKET NMPEJOTBPaTUTh HakoruieHue ['Al, Tak Kak OHU CUHTE3UPYIOTCS B
KJIETKaX, a He nocTtynawT ¢ numei. [lostomy orpannuenus B nuere nauveHtam ¢ MIIC He HyXHBI,
MAUEHTHI JOJDKHBI TUTATHCS B COOTBETCTBUH C BO3PACTHBIMU MOTPEOHOCTSIMH.

IIaTrorenernyeckasi Tepanus

Has MIIC tun VI paspabotana cneunanbHas (epMeHTHas 3aMeCTUTENIbHas Tepamus, npenapaTr —
rancynbdaza**. [lanuenTty exeHeneabHO BHYTPUBEHHO BBOAAT HEIOCTAIOIIUI (epMEHT B CTaHIAPTHOMN
no3uposke (1 mr/kr). B camoii nporenype BHyTpUBEHHOTO BBeIEHUs ()epMEHTA HET HUYETO CIOXKHOTO0, U
IIPU OTIPE/IETIEHHOM HaBbIKe HH(Y3UIO0 MOKHO MTPOBOIUTH B JH000H OOJIBHMUIIE.

D¢ ekt oT Tepanuu BO MHOTOM 3aBUCHUT OT TOT0, KOTJa ObUIO Hayaro jeueHue. Bmecte ¢ Bpauom
HE00X0AMMO Tepe]] HayauoM (pepMEeHTHON 3aMEeCTUTENIbHOM Tepanuu 00CYIUTh BCE BO3MOXKHBIE PUCKH,
no0OouHbIe 3(GEKTH U IITaBHOE — OXKHUJIAHUS OT JieueHHs. BakHO OHUMaTh, YTO BBeJIeHHE (epMeHTa He
MO3BOJIUT BBUICYUTH 3a00JI€BaHUE, LEldb TEpamud — 3aMEeIUTh IporpeccupoBaHue Oosie3nu. Te
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neopMaruu, KOTopbie yke copMUPOBATUCH, TEPANUS HE UCIIPABUT, NH(Y3NOHHAS TepAIHsl HE 3aMCHHUT
HEO0OX0IUMBIC XHPYPTHUECKHE BMEIIATEIILCTBA.

B3pociast ;Ku3Hb

[TaruenTam ¢ Msrkoi ¢opmMoil 3aboseBaHMs] HEOOXOJIUMO HAYYUTHCS OBITh HE3aBHCHMBIMU OT
cBoux cemeil. [lompocTKy U B3pociioMy Hemnb3s 3aMbIKaThCsl B cebe. HykHbI Apy3bs, oOleHne U HaBBIKH
CaMOCTOSITEIIBHON KU3HH.

[TocKkoNBbKY MaMeHThl ¢ MATKOW (JOPMO CHHAPOMA MMEIOT HOPMAJIbHBIA HHTEIIIEKT, HEOOX0IMMO
MIPUIIOKHUTD BCE YCHIIUS, YTOOBI OHU MOJTYYHIIN XOpoIlee 00pa3oBaHHe.

FI[e B Poccuu 3aHuMaloTcsa I[HaFHOCTI/IKOﬁ H JICYCHUEM
B KaXXJIOM W3 PETHOHOB ONPECACIICHBI JieueOHBIC YUPCKACHHA, B KOTOPBIX MAIMCHTHI MOJIY4YarOT U
MaTOTrCHETHYCCKOC JICHCHHUEC U ITPOXO AT BCEC HGO6XOI[I/IMI>IG HUCCICIOBaHUs.

Y3naTh 00JblIIE

B Mupe ecte MHOTO OpraHu3aiuii, KOTOPbIE MOTYT ITOMOYb BaM HAWTH OTBETHI HA JIFOOBIE BOIPOCHI,
CBSI3aHHBIX C MYKOTIOJIMCAXapHI03aMHu:

MexayHapoaHas opraHu3aysl Mo MyKOTIOJIUCaxapua03aM: WWw.mpssociety.org

MexayHapoaHbIi TOPTAI MO peakuM 0osie3HIM Www.orpha.net

EBpomneiickast opranmuzanys, 0oObEeIUWHSAIONIAS MAIMEHTOB C PA3HBIMU PEIKHUMHU 3a00JICBAaHUSMU
EURORDIS www.eurordis.org

[TomHUTE, YTO aKTUBHASA MO3UIUS CAMUX MAIIMEHTOB — 3QJIOT YCIEIIHON U CYaCTIIMBOM KU3HU!

Oob0mecTBeHHbIe opranusanum u ¢pouanl Poccuu

MIIC VI tumna BxoauT B niepeveHb oppaHHBIX 3a00JI€BaHUH, JICUCHUE KOTOPBIX MMPOBOJIUTCS 32 CUET
cpenctB rocypapcrBa. [loMoub mMmanueHTaM TOJYYUTH JIEYEHHE, MOBBICUTH WH(DPOPMHPOBAHHOCTH
oOmiecTBa 0 peAkux OOJE3HAX, a Takke N0OMBaThCSA MPOABM)KEHUS 3aKOHOJATEIbHBIX WHUIUATHB B
obnactu opdaHHBIX 3a00J€BaHU MOTYT OOIIECTBEHHBIE OpPTraHM3aIlMi. B ceTH MHTEPHET BBl CMOXKETE
HaWTH HMHQOPMAIMI0 O HECKOJBKHX OOIIECTBEHHBIX OpPraHH3alUsaX, KOTOpble MOMOTAaIOT CEMbSIM C
MYKOTIOJICaxapu103aMu.

ITomomp ceMbu

KoHeuHo, MHOroe 3aBHCHUT OT Bpaya, CKOJBKO OH 3HAET IO Baule 3a00JeBaHUE, NPABHIBHO JIH
Ha3Ha4WJ JIeUYeHHe, XOPOLIO 1 OObSICHWI BaM HNpUHIUIbI Tepanuu. Ho He 3a0bIBaiiTe: OT ceMbu ycrex
JIeueHMsl 3aBUCUT He B MeHblIeH creneHu. HykxHo coOnronaTh peKkOMEHJaluu, HA IpU KaKuX YCIOBHAX
HE TepsTh HAJEK bl U CAMOMY CTaTh SKCIEPTOM B CBOEM 3abojieBaHuu. UuTaiiTe mureparypy, oOmaitech
C CeMbsIMH, HE CTECHsANTeCh 3ajaBaTh Bompockl. M naxke ecnu Bbl He mobdeaute 00JI€3Hb MOJHOCTHIO,
U3MEHUTH KU3Hb K JIy4lIeMy, CAEIaTh POAHOIO BaM Y€JOBEKA CYACTJIMBBIM B BallMX CHJIax!

3a00TUTHCST O MAIMEHTE C TsDKEJNbIM 3a00JeBaHMEM — OYeHb Tpy[dHas 3ajada. Poaurenu Toxe
HY)KJAIOTCS B TIOJHOLIEHHOM OTJIBIXE, & 3TO HE BCEra mnoiyvaerca. Eciu B ceMbe pacTyT U Ipyrue AeTH,
OHHU TaKXe TpeOyroT BHUMaHUs poauTesiell. MHOTHE poauTeny oOpalarTcs 3a HOMOIIBIO K BOJOHTEpaM
WIM COLMaJbHBIM paboTHUKaM. Eciu B Bamem ropoje CyIIECTBYIOT TaKOro poja MOJIEpXKKa,
00s13aTeNIbHO BOCTIONb3YHTECH €if.

IMarmenter ¢ MIIC II Moryr momMo4yb CBOMM pOJCTBEHHHKaM, IPOCTO COOOIIMB HM O
HEOOXOAMMOCTH TpoiTH auarHocTuky. Ecnum auarHo3 Oyner ycTaHOBJIEH paHO — J0 Hayana
HEOOpaTUMBIX M3MEHEHHI BHYTPEHHUX OPraHoB, JieueHue OyneT ropasno s¢¢extuBHee. TecTupoBaHue
TaKkke HEeO0OXOIMMO /Jsl BBISBICHUS HOCUTEIBHUIl OOJE3HM, MOCKOJBKY OHM MMEIOT BBICOKHH pPHCK
nepeaayy 3a00J1eBaHUsl CBOUM CHIHOBBSIM M JIOJDKHBI UMETh 3Ty WH(popMaluio. Jledamuii Bpau wim Bpay-
TeHEeTHK HE UMEET MpaBa pasriamarh MEJUIIMHCKYI0 HH(OPMAIUIO, TTOATOMY CY/b0a POJAHBIX — LIETUKOM
B pyKax CaMHX IallUEHTOB.
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[Tpunoxxenue I'1-I'N

M kannl OLCHKH, BOIIPOCHUKHU M JIPYTH€ OLICHOYHbIC HHCTPYMCHTLI COCTOSITHUSA NMAalNMCHTA,
NMPUBECACHHDBIEC B KIMHUYECCKUX PEKOMECHAAIUAX

[Tpunoxxenue I'1

Ilkana cy0beKTHBHOI OLleHKH nepeHocuMocTH ¢pusndeckoii Harpy3ku (IlIkana Bopra) (Borg
Scale)

Ucrounuk: [Borg GAV. Psycho-physical bases of perceived exertion. Med Sci Sports Exerc 1982;
14: 377-381, Borg, G. Borg"s Perceived Exertion and pain Scales. USA: Human Kinetics, 1998, p. 2,
Grant S, Aitchison T, Henderson E, Christie J, Zare S, McMurray J, Dargie H. A comparison of the
reproducibility and the sensitivity to change of visual analogue scales, Borg scales, and Likert scales in
normal subjects during submaximal exercise. Chest. 1999 Nov; 116(5): 1208 — 17].

Twum: mkana oreHKn

Haznauenue: cyObeKTHBHOM OlIEHKA MEPEHOCUMOCTH (PU3NUECKON Harpy3Ku

OneHOYHBI HHCTPYMEHT: IIKaJIa

ConepxaHue U KITIOY:

[TaneHT MoOJTydaeT MHCTPYKIIMH 10 OLIEHKE OJIBIINIKK BO BpeMs (hu3udeckoit Harpy3ku: ot () 6amioB
— CIIOKOMHOE JIBIXaHKEe, HET ONIYIICHUS OJIBIIIKHU U aanee — a0 10 6amioB, Koria OJbIlKa MaKCUMaIbHa.
OuieHUTE CBOM OIIYIIICHUS B HACTOSIIIUNA MOMEHT.

bamner O1ynieHust OIbIIIKI
0 OTtcyrcTBYET
0,3
0,5 [IpakTruecku HET (e1Ba 3aMeTHAs)
0,7
1 Ouensb cnabas
1,5
2,5 Jlerkas opgpIika
3 JIOBONIBHO TsDKeINask OIbIIIKa
4
5 Tsoxenast onpIka
6
7 CunbpHO BBIpaKEHHAs TsDKETas OJIbIIIKa
8
9
10 OueHb BeIpaKeHHAs TsDKENast O/IbIIIKA (Ha Mpesiesie BO3MOKHOCTEH )
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Hogpsle, n3nannsie B 2020-2023 rr. 1 opuranbHo yrBepkIEHHbIE MuH3apaBom PO,
KIIMHUYECKHE PEKOMEHAANHU (PYKOBOJICTBA, IPOTOKOJIBI JICUEHHS) — HA HAILIEM CalTe.
HHurepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu roe-To keM-To TaHHBIN JOKYMEHT OBbLIT paHee pacredartaH, JaHHoe m3o0paxenue QR-koma
MTOMOYKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMaXKHOM KOMUU — B HEM HaXOJUTCS 3Ta CChUIKA.
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