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TepMuHbI U onpeneIeHUs

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

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

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

KOHTPOJIMPYIOIIKX MPOLECC BHYTPUIM30COMHOTO THAPOIN3a MAKPOMOJIEKYIL.



1. KpaTrkas nagopmManus no 3a00JeBAHNI0 UM COCTOSHMIO (rpyInime

3200J1eBaHUI MJIH COCTOSIHUI)

1.1 OnpenejeHue 3a001eBaHUS HWJIH  COCTOSHHUS (rpynnbl 3a00J1eBaHUH WU

COCTOSIHMA)

Myxkononmucaxapugod VI tuma (Cunapom Mapoto-Jlamu) — HaciencTBeHHas

JAU30COMHass OOJIe3Hb HAKOIJIEHWs, TPU KOTOPOH HENOCTaTOYHOCTh (epmeHTa N-
areTuiIranakTo3aMuH-4-cynbdartasel  (apwicyiabdaTtazel  B)  nOpuBOOIMT K HAPYIICHHIO
pacuerienust rinukozamuHornukana (I'AlY) nepmarancynbdara.

Cungpom Maporo-Jlamu, mykononucaxapuno3 VI tuna (MIIC VI) xapaxrepuzyercs
OTCTaBaHHUEM B pOCTE, OrpyOEHUEM UepT JIULA, CHUKEHUEM CIIyXa, TYTOINOIBUKHOCTBIO CYCTaBOB,
MHOXECTBEHHBIM JIM30CTO30M, IeMaTOCIJICHOMETalnuel, MOCTENEHHBIM Pa3BUTHEM CEpICHHO-
COCYIIMCTOH U JIbIXaTeIbHON HEOCTaTOUHOCTH. Bee BhllenepeuncieHHble MPU3HAKU IPUBOIAT K

WHBAJIUINU3AINHY, A TIPU TSHKETIOM TeYeHUH 0ONIE3HU — K JIeTanbHOMY ucxony [1, 2].

1.2 9THOJIOrUSA ¥ IATOreHe3 3a00J1eBaHus NN COCTOSSHUSA (rpynnbl 3a00J1eBaHNH HJIH

COCTOSTHM)

Henocrarounocts (epmenta N-anerwiranakrozaMuH-4-cynbgaTassl (apuicyibQarasbl

B) mpuBoauT K HapylieHuIo nerpananuu aepmartancyinbdara. Al HakarumBaeTcst BHYTpHU
JIU30COM M 00YCIIOBIMBAET KIMHUYECKYIO KAPTHHY TSHKEJIOr0 XpOHHYECKOTO MPOTPECCUPYIOIIEro
3aboneBanus. Hemocrarounocts apuincynbdarasbl B oOHapyxuBaeTcs Bo Bcex Tkansx [1,2].

I'en ARSB, xogupytouuii apuncynbdarasy B, kapTupoBaH B XpoMOCcOMHOMU o0acT 5q14.
MIIC VI nacnenyercst mo ayTocCOMHO-periecCuBHOMY Tumy [1, 2].

W3-3a CHUKEHUS! aKTUBHOCTHU (pepMEHTa MPOUCXOANUT HAKOTICHHE Pa3IMYHbIX THIIOB ['AT
U pa3BUBaecTCid coMaThyeckas MaHu(ecTauus B BUAE JIMIEBOIO  JucMopdusma,
TeNaTOCIUICHOMETAINH, TOPAKEHUS CEepAla, IbIXaTeJIbHOW CHUCTEMBI, HU3MEHEHUH CKEJeTa,
HEBPOJIOTUYECKON CHUMITOMATUKH, TEMAaTOJOTHYECKUE U OQPTATbMOJOTHYECKUE H3MEHEHHS.
Bapua6ensnocts MIIC ompenensercss TUIIOM HaKalIMBaeMOro cyOcTpara MpHu HEAOCTaTOYHOU

nerpanaiuu ['Al: mpu MIIC VI Tuma npoucxoauT HaKOIJICHHE IepMaTaHCcyibdara.

1.3 DnuaemMuoJiorusi 3a00JeBaHUs WJIH COCTOSHHA (rpynnbl 3a00JeBaHUH WJIH

COCTOSIHMA)

MIIC VI tumna penkoe HacaeICTBEHHOE 3a00JI€BaHUE, CPE/IHSS YACTOTA B MUPE COCTABIISET

1:300 000-1:400 000 >xuBBIX HOBOPOXKAECHHBIX. B oTnenbHbIX cTpaHax yacrora MIIC VI moxer

OBITH BBIIIE, YTO CBA3AHO C TEHETUYCCKUMH OCOOCHHOCTSIMH MOIYJISIUH [3-5].



1.4 Oco0eHHOCTH KOTUPOBAHNS 3200J1eBaHUSI MJIN COCTOSTHNS (IPYNILI 32001¢BaHN I

HJIN  COCTOSIHMII) mo MeKIVHAPOAHOM CTATHCTHYEeCKOH KJjaaccudukanuy 00Je3Her u

npo0.ieM, CBA3aHHbBIX CO 3/I0POBLEM

Cornacno MKB-10, 3a0oneBanue oTHocuTcst K kiaccy [V, Oone3HsAM SHAOKPHUHHOM
CHCTEMBI, paccTpoiCTBY NUTAHUA u HapyLEHHIO oOMeHa BEIIIECTB.

E76.2 — npyrue MyKkonoaucaxapuio3bl.

1.5 Kaaccudukanusa 3a00j1eBaHUs MJIH _COCTOSIHUA (TPynnbl 3200/ €BAHUH _WJIN

COCTOSIHMA)

Boeigenstor 11 tunmoB MIIC B 3aBUCUMOCTH OT MEPBHYHOTO OMOXUMUYECKOTO AcdeKTa

(ITpunoxxerne A3.1).

Beinensior 3 knunnueckue ¢gopmsl MIIC VI B 3aBuCHMMOCTH OT Bo3pacta Jedrora,
CKOPOCTH IPOI'PECCUPOBAHUS U CTEIIEHHU MTOPAKEHUS PA3IIMYHBIX OPraHOB M CUCTEM: IPU TSXKEION
dbopme nebroT 3a0oneBaHus — B Bo3pacte 1-3 JeT, Ipu CPeIHETSIKEN0N — ¢ 6 JIeT, TP JIETKOM
— nocae 20 set. I1o pazaeneHue n10BojibHO ycinoBHO. MIIC VI npeacraiisieT ckopee KOHTUHYYM
KJIMHUYECKUX (PEHOTHIIOB OT JIETKOTO 0 TsKeaoro. OTIMUUTEeNIbHOW XapaKTePUCTUKOM 3TOTro

tuna MIIC sBasieTcst OTCYTCTBUE UHTEIUIEKTYaIbHBIX HapyleHui [ 1, 6].

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

COCTOSTHM)

MIIC VI — pa3HooOpa3HO€ 1O CBOMM KJIMHHUYECKHUM IPOSBICHUSM 3a00J€BaHUC U Y

NAIMEeHTOB MOT'YT HAaOMIOAaThCs Pa3IMUHBIC 110 CTETIEHU TSHXKECTU U CKOPOCTH MTPOrPECCUPOBAHUS
MOPAKEHUsI OPraHOB U CUCTEM.

bone3Hp xapakrtepusyercs OTCTaBaHHUEM B POCTE, U3MEHEHHUSIMH CO CTOPOHBI OPraHOB
3peHusi, OorpyOjeHueM 4epT Julla, CHIDKEHHEM CcllyXa, TYTONOJBWKHOCTBIO B CYyCTaBax,
MOCTETIEHHO MPOTrPeCcCUupyromieit nedopmarueii mo3BOHOYHUKA, TPYAHON KIETKH, U KOHEYHOCTEH;
renaToCIUICHOMETAINEN, IOCTENIEHHBIM DPAa3BUTHEM CEPIEYHO-COCYAUCTON M AbIXATEIbHOU
HeJocTaToyHocTH [1, 6].

OCHOBHBIMU TpHU3HAKaMU OOJE3HH SBISIOTCS HHU3KUHA POCT, JIMIEBbIE TU3MOPPUU
(orpy0Osienue 4yepT nuna), Aegopmalus Mo3BOHOYHKUKA U 00uKooOpasHas nedopmanus rpyaHoR
KJIETKHA, MHOXXECTBEHHBIE KOHTPAKTypbl CYCTaBOB pa3JIM4YHOM CTENEHU BbBIPAXKEHHOCTH,
MOpaXE€HUE CEePACYHO-COCYIUCTOM CHCTEMBI, MOMyTHEHUE poroBuilpl. [Ipu strom Tume MIIC
WHTEJUICKT He cTpajacT. BHemnuii Bua nanuenTta npu tspkenoit hopme MIIC VI xapakrepuzyercs
orctaBaHueM B pocte (90-100 cm mpu GBICTPOM MPOrPECCUPOBAHNH; MaKCUMaIbHbII — 150 cm),

AUCTIPONNOPHHUOHAIBHBIM  TCJIIOCIIOKCHUCM —  KApJIMKOBOCTBIO C YKOPOYCHUCM TYJIOBHIIIA.



OTtMeuaeTcss I3BMEHEHHE 4YepT JUIla — KPYIHBIA HOC C 3amaBIIed MEepeHOCHIIeH, dK30(TambM,
nyxjele TyOwl, Makporjoccus. [lpu jerkoit ¢dopme 3aboneBaHus OrpyOJICHHE 4YepT JIWIA,
nedopMaluu CKeleTa W 3aJepKKa pOocTa BBIPAKECHBI B MEHBIIEH CTemeHU. XapaKTepHbI

YIUIOTHEHUE U YTOJILLEHUE KOKH, )KECTKHE BOJIOCHI, yMEPEHHBIN THpcyTu3M [1, 6, 7].

Kocmnaa cucmema: HaOmMoOJAIOTCST HU3KUH POCT, TYIONOJBMXKHOCTH CYCTAaBOB
KOHEYHOCTEH, BanprycHas jaedopMaiys TOJIEHEH pa3sHOM CTEeNeHH  BBIPAKEHHOCTH;
MHOXECTBEHHBIN AM30CTO3: cKadoredanus, Tunomiasus 3y0oBuaHOro orpoctka C2-mo3BoHKA,
TUTIOTUTa3UM  TTO3BOHKOB, JIOPCOJIOMOApHBI  Ku(03 B  pe3yiabTaTe OpaxXUCIIOHIUIHH,
IUTATUCTIOHIMIMH, MHOTJA CKOJINO3, HOSCHUYHBIN runepiaopao3. Onpenenstorcs Upokue pedpa,
KOPOTKHE M30THYTBIE KITFOUHUIIBI, THITOIIA31s TOJIOBOK IUIEYEBHIX KOCTEH 1 BapycHas Aeopmarus
IUIEYEBBIX KOCTEH B MPOKCUMAIIBHBIX OTNENaxX, AUCTAIbHBIE SMU(U3bI KOCTEH NpeArieyubs
CKOILLEHBI IpYT K ApYry. 3aaepkka GOopMHUpPOBaHUA sAep OKOCTEHEHHMs. IIsicTHBIe KOCTH KUCTEN
YKOPOYEHBI U CY>KEHbl — «3a0CTPEHBD» B IPOKCUMAIIbHBIX OTJEJIaX, XapaKTePHA «CKOILICHHOCTb
BEPTIYKHBIX BHAAWH, Ae(GOpMUpOBAaHHBIC, YIJIOUICHHBIE TOJIOBKM OCIPEHHBIX KOCTEH U

BasbrycHas nedopmanus meek oenpeHHsix kocrei [ 1, 8-10].

Opzanwvl Obixanusa: 9acTble pecrupaTopHble HHPEKIUH (PUHHUTHI, OTUTHI). [ uneptpodus
MUHAQIMH U aJICHOUIOB, YBEIMUCHUE S3bIKA, YTOJIICHNE HAATOPTAHHUKA U TOJIOCOBBIX CBS30K,
0OyCIIOBIMBAIOT PAa3BUTHE [BIXATEIBHBIX HAPYIICHUN pa3HOW CTENEeHU TSHKECTH, BKIIOUas
o0cTpykTHBHOE amHod cHa. OcoOeHHOocTH nedopmarui TPYAHOW KIETKH (KecTKas TpyaHas
KJIETKa B COYETaHUHM C KU(POCKOIMO30M M TMOSICHUYHBIM JIOPJO030M) CIIOCOOCTBYET Pa3BUTHIO

PECTPUKTUBHBIX AbIXATCIIbHBIX HapymeHI/II\/'I .

Opzan 3penusn: oTMedaeTcs MOMYTHEHHE DPOTOBHIIBI, CBS3aHHOE C €€ YTOJIIEHUEM H
yBeNIMYEHHUEM (MErajokopHea), pPETUHONAaTHs, HW3MEHEHHs JHCKa 3pUTEIbHOIO HepBa,
BHYTpUIJIa3HAs THUMEpPTeH3Ms, Tiaykoma. [lopakeHue 3pUTETBHOIO HEpBa MOXET OBITh
O6yCJIOBHeHO OTJIOKCHUCM TJIIMKO3aMHUHOITIMKAHOB B I'AHTJIMO3HBIX KJICTKAX 3pHUTCIBHOI'O HECPBA,
KOMITpECCHEel 3pPUTEIIbHOTO0 HEpBa YTOJIICHHOW TBEPIOH MO3TOBOM 000JIOYKOW WM CY)KCHHUEM
KOCTHBIX CTPYKTYP BJIOJIb TPaKTa 3pUTEIHHOIO HEPBA, @ TAKKE MOBBILICHHBIM BHYTPUYEPETTHBIM
JABJICHUEM.

Ilenmpanvnasa nepenasa cucmema: VHTEIUICKT U MOBEICHUYECKHUE PEAKIINHU Y TALIUEHTOB C
nanHoi (opmoit MIIC oOBIYHO HE CTpanarT, OJHAKO BBICOK PHCK Pa3BUTHUS MHEJIONATHU
HIEHHOTO OT/eNa TO3BOHOYHHKA. BO3MOXKHO pa3BUTHE KOMIPECCUU CIIMHHOTO MO3Tra BCJIECTBUE

COIYTCTBYIOIINUX HapymeHHﬁ OIMOPHO-ABUTATCIIBHOT'O allrapara. OnucaHbl CJIydan CHOAaBJICHUA



COIMHHOTO MO3Ta, BBI3BAHHOIO YTOJIIEHHMEM €ro 000J0YeK WM HeCcTaOMIbHOCTHIO
aTJIaHTOAKCHAJIBHOTO CyCTaBa (COMPOBOXK/IAI0TCS HAPYILIEHUEM MTOXOKHU, MBIILIEYHOH ¢1ab0CThIO,
HEYKJII0)KECTBIO NMPH COXPAaHHBIX MOTOPHBIX HaBBIKAX M JUCQYHKIMEH ModyeBOro myssips) [1, 6,
11].

Tsoxenast hopma 00JI€3HU COMTPOBOKIAETCS OTKPHITOH (COOOIIAtONIEHCsT) THApoLiepaTnei,
HapyIIEHUSIMH pe30pOIuu CIMHHOMO3T0oBOM skunikoct (CMIK), KOTOphIe Takke BHOCST BKJIAJl B
pa3BUTHE HEBPOJOTHYECKHX HapymieHud. IlpusHaku tuaporedanvv 3a4acTyro MOSBISIOTCS
MEUICHHO ¥ HE3aMETHO, MU MOTYT 3aKJII0YaThCid B M3MEHEHHH IOBEJICHUS, BO3HUKHOBEHUU
TOJIOBHOM 0OJH, HAPYIICHUI 3pEHUSI.

KpannoBepreOpasibHblli  CTEHO3 pasBuBaercss y mamnueHToB ¢ MIICVI Bcnencreue
TUMOIIa3uu  3yOOBHIHOTO OTpocTka C2 TMO3BOHKA, AaTIAHTOAKCHATBHOW HECTAOMILHOCTH,
orinoxenuss ['AI' B TBepAoil MO3roBoi 000J0YKE M 3aqHE NPOJOIBHOW CBA3KE, 4YTO B
JaTbHEHIIEM NPHUBOJUT K KOMIIPECCUMOHHOM MMENIONATUU HA 3TOM YPOBHE, M KaK CIEJCTBHUE,
pa3BUTHIO OYIBOAPHBIX HAPYIIEHUHN, IIEHTPATBLHOM JIbIXaTeIbHON HEA0CTaTOUYHOCTH. CHMITTOMBI
MOTYT BKIIIOYaTh HAPYIIECHUE MOXOIKH, MBIIICYHYIO CI1a00CTh, HEYKIIOKECTh MPU COXPAHHBIX
MOTOPHBIX HaBbIKaX U TUCPYHKIUIO MOYEBOro my3bips [1, 6, §].

KapnanbHblli TOHHENBHBI CHHIPOM — HEWpONMaTHsd CHABIECHUS Yy MAalUEHTOB C
pasnmuunbiMu Bugamu MIIC. Tlpu OTCYyTCTBHHM JI€UeHHMSI MOXKET TPHUBECTH K HEOOpaTHUMOM
KOHTPAKTYpE NIUCTANbHBIX MEXK(aTaHTOBBIX CYCTaBOB, a TaK)K€ K HapYyIIEHUIO WU MOTepe
YYBCTBUTEIBLHOCTH NEPBBIX 3 MAJIbLIEB U K Mape3y MBIIII] TeHapa.

Huzocro3 npu MIIC VI tuna npuBoasT K CHUKEHUIO MOJBUKHOCTH HUKHEH YENIOCTH,
YTO OIPaHUYUBAET CIIOCOOHOCTh OTKPBIBATh POT U KeBaThb. HapylieHus rioTaHus BCTpeyaroTcs
peaKO, OTMEYAIOTCS MPU CPEIHETSKEIOM U TSKEJIOM TeUeHUU 3a0osieBaHMsI M, B OCHOBHOM,
CBSI3aHBI C HApYIIEHUEM (QYHKITMOHHPOBAHHS CTBOJIOBBIX OT/IETIOB TOJIOBHOTO Mo3ra. OTCyTCTBUE
MPAaBUJILHON PETyNAIMM aKTa TJI0TAaHUS NPUBOAUT K 3a0pOCy NHINH, CIIOHBI B Tpaxew u
OpOHXHAJbHOE JIepeBO M PA3BUTHIO BTOPHUYHOM MHGEKUMH B BHUIE PELMIUBUPYIOIIUX
aCHHUPALMOHHBIX OPOHXWTOB M MHEBMOHMHM. ITO YyCyryoOiseT [bIXaTelbHble HapylIeHUs,
SIBJISIIOLLMECS ClIe/ICTBUEM OTJIOkeHUs: ['Al" B BepXHUX M HUXKHUX JIbIXaTeabHbIX NyTaX [9, 10, 13].

Cepoeuno-cocyoucman cucmema (CCC): orMeuaeTcsi YTOJIIEHUE CTEHOK CepAlla,
U3MEHEHHsI CO CTOPOHBI KJAMaHHOTro ammapara (YIUIOTHEHHE CTBOPOK M XOpJ KJanaHoB),
pa3BUTHUSI CEPJICUHOM HEJOCTATOYHOCTH, KaK C COXPaHEHHOM, TaK W CO CHIKEHHOM
COKpATHTEIbHON CIIOCOOHOCTBIO MHOKapia. [IposiBIeHHs cepaeuHO-COCYAUCTBHIX HapyIICHUH
OTMEYAKOTCS C PaHHEro BO3pacTa. BOJBIIMHCTBO MAMEHTOB UMEKOT, IO KpaWHEW Mepe, OOuH

MIPU3HAK KO BTOPOMY JIECATUIIETHIO XU3HM [1, 6, 12]. XapakTepHbIMU MPU3HAKAMU MTOPAKEHUS



CCC npu MIIC sBastoTcss AUCHYHKIIUUA KJIAMAaHOB (B OCHOBHOM, MHUTPAJIBHOTO, a0PTAJIbHOTO
KJIalIaHOB), TUIIEPTPO(HSI MUOKAp/ia, HApYLIEHHE PUTMA U MPOBOAUMOCTH. DYHKIUS KIIANaHOB,
HECMOTpSl Ha UX YTOJIIEHHME B pe3yibTrare omioxkeHus ['Al’, MoxkeT HEKOoTopoe Bpems He
HapymaTtbca. B mocnenyromeM MOSIBIAETCS IIyMbl, XapakTepHble s MHUTPaJbHON
(CHCTONMMYECKU) W aOpTaJbHOW (IUACTONIMYECKHI) HEAOCTaTOYHOCTH, pPa3BUBAIOIIMECS B
pe3ynbTare HECOCTOATEIbHOCTH KiIanmaHoB. B nanbHelimem ykopoueHue xopa u Gpudpo3 j1eBoro
ATPUOBEHTPUKYISIPHOTO KOJIbLIAa NPUBOAAT K CTCHO3UPOBAHMIO MHTPAIBHOIO OTBEPCTHUS.
HepnocTtarouyHOCTh TPUKYCIUAATBHOIO U IYJbMOHAJIBHOTO KiallaHa OOBIYHO KIMHMYECKH HE
nuarnoctupytores [1, 6, 12].

Camoil yacTOM NPUYMHOW PA3BUTHSL CEPJACYHOM HENOCTATOYHOCTA C COXPAHEHHOM
¢dpakuueit BRIOpoca JEBOrO KEMyJOUYKa y ITHX MAIMEHTOB SBISETCS IMOBBILICHUE XECTKOCTU
MHUOKap/a B pe3ysbrare omioxeHus ['Al (o Tuny pecTpUKTUBHON Kapauomuonatun). B penkux
CIIydasiX MOJKET HaOJI0aThCsi CHHKEHHE COKPATUTENIBbHON CIIOCOOHOCTH 3a CUeT AuiiaTaluu
noJsiocteid. Kpome Toro, cepeunast HeJOCTaATOYHOCTh MOKET Pa3BUBATHCS € MOPAKEHHUEM MPaABbIX
OTJIEJIOB Cep/la, O THITY XPOHUYECKOTO JIESTOYHOTO Cep/la, B pe3ysibTaTe AeopMaruu rpyiHon
KJIETKU, TOPaXEHU JIETKUX U3-3a oTa0keHus ['Al” ()KecTKue JIeTKkne), HapyIeHHs APEHUPOBaHUS
OpOHXMANFHOTO JepeBa U3-3a CY>KEHHsI OPOHXOB M Pa3BUBAIOLICHCS TPaxeoMasSIHH, Pa3BUTHS
XPOHUYECKOU TMIIOKCHH.

Kenyoouno-kuweunbwiii mpaxkm: CUH/IPOM pa3apaskeHHOTrOo KUIIIEYHUKA,

remnarocruieHomeranus. [1, 6].

2. /InmarnocTuka 3a00/1eBaHUS WM COCTOSTHUS (TPYNIbI 32001€BAHNH WU
COCTOSIHM), MEIUIUHCKHE MOKA3aHUS M NPOTUBONOKA3aHUS K NPUMEHEHH IO

METOJ0B TUATHOCTUKHU
Juaenoz MIIC VI ycmanasnusaemcss Ha OCHOBAHUU COBOKYNHOCHMU AHAMHECMUYECKUX
OAHHBIX, KIUHUYECKUX OAHHBIX, Pe3Ya1bmamos 1adopamopHo2o Uccied08aHus (DUOXuUmMuuecko2o u
MOJIeKYIAPHO-2eHeMU4ecK020 aHaIu3a).
Hughgpepenyuanvuas ouacnocmuxa npogooumcs ¢ Opyeumu munamu MIIC, arvgha-
MAHHO3UOO30M, HNO3OHUMU DOPMAMU  2AH2TUOZUO0308, MYKOIUNUOO3OM, HEUHDEKYUOHHBIMU

noauapmpumamu, dSnuguzaprovimu oucniasuimu [1].

2.1 Ka100bI M aHAMHE3

[Tpu cbope anamHe3a u xkajtod HeOOXO0IUMO OOPATUTH BHUMAHHUE Ha CIIEAYIOIINE 5KaT00b

1 AaHAMHECTUUYECKUE COOBITUS:
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OTSTOIICHHBIN CEMEHHBIN aHaMHE3 (CITy4au JaHHOTO 3a00JICBaHMS B CEMBE,
OMU3KOPOACTBEHHBIH OpaK)

«rpyOBIe» UepThl JIula

YyacThle pECIUPATOPHBIE 3a00IeBaHU

HU3KUHI POCT

CHIDKCHHE CITyXa

CHI)KCHHE 3pEHUS

peluUIUBHUPYIONTHE TPEDKH (OCOOCHHO JBYCTOPOHHUE)

MOMYTHEHHE POTOBUIIBI

MHO>KECTBEHHBIN AM30CTO3 (IedopManuy yepena, rpyIHON KIETKH, MO3BOHOYHHUKA,
KOHEUYHOCTEH)

HapyiieHne ocaHku (Kugo3, CKOIHO03)

YXYALIEHUE TIEPEHOCUMOCTH (PU3NIECKIX HATPY30K

c1ab0CTh B KOHEYHOCTSX

TYTOTIOJIBUKHOCTh B CyCTaBax

M3MEHEHHE MTOXOJIKH

HEJIOBKOCTh MEJIKOM MOTOPHUKHU

HapyIIeHHe KOHTPOJIS 32 QYHKIHMSIMHU Ta30BbIX OPTraHOB

allTHO3 BO CHC

2’KanoObl ¥ aHaMHE3 Tak)Ke OIKCAHBI B pasaciic KKIIMHUYCCKasd KapTUHa».

2.2 Pu3ukaabHOEe 00CIeT0BAHUE

[Tpu ocmoTpe HE0OX0ANMO OOPATUTh BHUMaHUE HAa OCHOBHBIC KIMHUYECKHE POSIBICHUS
MIIC VI
rpyObIe 4epThl IuIa
HHU3KOPOCIOCTh
TYTOIIOJIBIKHOCTH CYCTaBOB
MIOMYTHEHHUE POTOBHIIBI
rermaToMeraus
CIVICHOMET aJIH S

MaxoOBO-MOIIIOHOYHBIC U IMYTIOYHBIC I'PBIKU

BbIpakeHHOCTh KIMHUYECKUX TMPOSBICHUNA B 3aBUCUMOCTH OT Bo3pacta jaebiota MIIC VI

MoskeT BapbupoBaTh (IIpunoxenue A3.2).
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Obpawaem sHumaHnue, 4mo, co2iACHO MpedOBAHUAM K pa3pabomke KIUHUYECKUX peKoMeHOayul,
K KaXcooMy Mme3Ucy-peKoMeHOayuu HeobXo0umMo YKa3vleamv CUTY PEKOMEeHOAyull U
00KaA3amenvHylo 6asy 6 COOMBEmMCMeUY CO WKAIAMU OYEHKU YPOBHSA OOCHOBEPHOCHU
ookazamenvcms (YI[/]) u ypoeus yoeoumenvrocmu pexomenoayuii (YYP). [na muozux mesucos
YVP u V]I 6yoem Huskum no npuyune OMCYMCMEUS NOCBAUJCHHbIX UM KIUHUUECKUX
uccieo0o8anuil  8blcokoco ousatina. Heezupas wna smo, onu sAenaomcs HeoOX0OUMbIMU

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

2.3 JIaGopaToOpHbIE JTHATHOCTHYECKHE HCCICT0BAHUS

OcHosnbie nabopamophvie memoovl noomeepoicoeHus ouacnoza MIIC VI exnouarom
onpeoeneHue akmusHocmu gepmenma apuicyivghamasvl B, konuuecmeennviil U Ka4ecmeeHHbll
anamz [TAI' mouu u monexyiapHo-eeHemuveckue ucciedoganus eena ARSB. [lannvie

uccneoosanus npoeodﬂmc;z 6 Cneyualtu3upoOB6aHHblx ceHenmuiyecKux ﬂa6opam0puﬂx.

Pexomenayercst omnpeneieHre YpPOBHS TNIMKO3aMHHOIJIMKAHOB MOYM BCEM MalMEHTaM C
KIIMHUYECKUMU MPU3HAKAMH MYKOIIOJIMCAXapUI030B C 1I€JIbI0 MOATBEPKACHUS Auartosa [ 1, 2, 14,
37].

YpoBeHnb yoenqutreabHoCcTH pekoMenaanmnii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

Kommenrtapum: [Ipu konuuecmeennom ananuze (Uccie008anue CneKmpa 2nuKo3amMuHoIUKAHO8
8 Moue MemoOOM MAHOEMHOU MAacc-CNeKmpoMempuy, Cchekmpogomomempuu) Gulasisaom
cymmapHoe nogvlutenue sxckpeyuu I'Al" ¢ mouoii, nogvluieHue dKcKkpeyuyu depmamancyibgama.
Tlosviuenue sxKckpeyuu Oepmamancyibgama xapakxmepHo moavko oas 3mozo muna MIIC.
Yposenv I'Al" sensiemces so3pacm-3asucumovim napamempom. Taxoice npu neexoti popme MIIC VI
konyenmpayus I'AI" 6 moue modicem 6bimb MUUb HESHAYUMETLHO NOBIULEHA.

Pexomenayercsi B Tmpolecce MYJIbTUIUIEKCHOTO OIpEAeNeHHUs] aKTUBHOCTH JIM30COMHBIX
depmeHTOB (unypoHnatcynbdarasa, N-anerui-anbda-D-riaroko3amunngasa, N-
aleTUIITAIAKTO3aMHH-6-Cynb(har-cynbdarasa, apuwicynbharaza B, punentuaun-nentruaasa 1) B
MSTHAX BBICYIIEHHON KPOBU METOJIOM TaHIAEMHON Macc-CIIEKTPOMETPUH ONPEENSITh aKTUBHOCTh
apwicynbdarassl B (KoMIUIEKC UCCIeTOBaHUMA TSl TUarHOCTUKK MYKOIIOJIucaxapuo3a tun VI)
BCEM MAIMEHTaM C KIIMHUYECKUMHU MTPU3HAKAMU MYKOTIOJIUCAXapU 1030B C LEIbIO MOATBEPKICHUS
nuarnosa [1, 6, 14, 38].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4)

KommenTapuu: y nayuenmos c¢ MIIC VI axmusnocmov apuncyavgpamaszet B chudicena.

Heobxooumo uzmepenue axmuenocmu Opyeux cyivghpama3s Onisi UCKAIOYEHUS MHONCECTNEEHHOLU
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cynoghamasnoii vedocmamounocmu. B Ilpunosicenuu A3.4 onucama memoouxa 63amusi CyXux
nAmMeH Kposl.

PexomengoBaHo omnpeneicHue Myranuil B reHe ARSB B KpOBU METOJOM CEKBEHUPOBAHUS IO
CeHrepy BceM IMalMeHTaM CO CHM)KCHHOHN aKTUBHOCTBIO pepMeHTa apuicyibdarassl B ¢ menpio
MOATBEPKICHUS JUArHO3a Ha MOJIEKYJIIPHO-T€HETHYECKOM ypoBHE [6, 14, 38].

YpoBeHnb yoeauTeJbHOCTH J0Ka3aTeabCTB C (YPOBEHDb J0CTOBEPHOCTH PeKOMeHAaunu — 4)

KoMMeHTapuM: gvlasnienue namoeenHblX U 6epoAmHO NAMO2EHHbIX 8APUAHINOE HYKIeOMUOHOU
nocaedosamenvrocmu (BHII) 6 cene ARSB denaem 803Mm0xcHbiM 00C1€008aHUe POOCMBEHHUKOS
npobanoa, npogedeHue NPeHamarbHoUu U NPeUMNIAHMAYUOHHOU 2eHeMUYecKoU OUASHOCMUKU.
bonvuwuncmseo BHII y nayuenmos ¢ MIIC VI mozym Ovimb blagieHbl ¢ NOMOWDBIO
ceksenuposanus no Ceneepy 6cex 9K30H08 U NPUNEAIOUUX K HUM YUACMKO8 UHMPOHOS 2€HA, HO 8
HebONbUIOM NpoYyeHme Cryyaes CMAHOAPMHBIX Memo008 OUACHOCMUKU Modcem Obimb
HeQOCmMamouHo 0. OUACHOCMUKU. B peoxux cayuasx npuuunou 00ne3HU A68110mcsa 8apUanmobl
2nyb0KO 6 UHMPOHAX UNU KPYNHble NePeCmpoliKl 2eHa, Yo Moxcenm nompebosams npuMeHeHus
OONONHUMENbHBIX, 00ee CILONCHBIX MONEKYIAPHO-2eHEMUYEeCKUX UCCIe008anull (onpedenenue
8apuUAHmMoO8 2eH08 6 0bpasye OUONOSUUECKO2O0 MAamepuara Opy20M Ul HeYMOYHEHHOM,
Heknaccuguyuposanuvie 6  Opyeux  pyopuxkax, MemoOOM  BblCOKONPOU3BOOUMENbHO20/
MapeemHo2o 8blCOKONPOU3B00UMENbHO20 ceKeenuposanus)[1, 15, 38].

Pexomenayercsi TMpoBeACHHE aHalU3a KPOBH OMOXMMHYECKOIO OOILETEepaneBTUYECKOTO
nanueHTam ¢ kauHudeckumu npusHakamMu MIIC VI B nporecce mocTaHOBKM MarHo3a ¢ LENbI0
ompezaeneHus: QyHKIIMOHATHHOTO COCTOSHHS TEUEHH, KOTOpas SBJSIETCS OJHUM U3 OpPraHOB-
muienei npu MIIC [39, 40].

YpoBeHb yoeauTeJbHOCTH 10Ka3aTebCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMeHaauuu — 4).
KomMmeHTapum: nposoodsm  onpedenenue aKMUSHOCMU — ACHAPMAMAMUHOMPAHCHeEPA3bl,
ANAHUHAMUHOMPAHCHepasvl,  1aKmamoecuopocenasvl, wWeaouHou  gocghamasvl, camma-
MOMAMUIMpancgepasvl 6 Kpoeu, ucciedo8anue yposHs obwe2o Ounupyouua, oOurupyoura
CBA3AHHO20  (KOHBIO2UPOBAHHO20), XONeCMepuHa, Mmpueiuyepuoos, aibOyMuna, 2noKo3bl,
KpeamuHuHa, oouje2o beika, Hampus, Kaaus, 00ue2o Kaibyus 8 Kposu.

Pexomenayercst mpoBefeHHE O00mIero (KIMHHYECKOTO) aHalu3a KpPOBU TAIMEHTaM C
kinHuYeckuMu npuszHakaMu MIIC VI B mporecce MOCTaHOBKM AMArHo3a C IEJbI0 OLICHKU
OCHOBHBIX MapaMEeTPOB KPOBETBOPEHHUS U BBISBICHHS] BO3MOXKHBIX MH(EKIHOHHBIX MPOLIECCOB
[16, 39, 40].

YpoBeHsb yOoenuTeabHOCTH A0Ka3aTebCTB C (YPOBeHb 10CTOBEPHOCTH PeKOMEHAAIUH — 4).
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KoMMeHTapuM: nposodsm ucciedosanue YposHs 00we2o 2eMo2io0uHd, Spumpoyumos,
JIeUKOYUMO8, mpoMOOYUNOo8 8 KPOSU, OYEHKY 2eMaAmoKpumad, Ucciedo8anue CKOpoCmu 0CeOanusl
apumpoyumos, ouggepeHyuposanuvili noocuem aetuKoyumos (retxoyumapHas gopmyna). B
CBA3U C BLICOKUM PUCKOM PA36UMIUL UHMEPKYPPEHMHBIX UHpeKYUll, ACNUPAYUOHHOU NHEBMOHUU

vy nayuenmos ¢ MIIC pexomendyemcs npogeodernue 0aHHO20 UCCIed08aHus He pedice 1-2 paz 6 200.

2.4 UHCcTpYMEHTAJLHDBIEC TUATHOCTHYECKHE HCCJIEIOBAHNS

Pexomenayercsi MpoBEeACHUE YIBTPA3BYKOBOTO HCCIEAOBAHUS OPTaHOB OpPIONIHOW TMOJOCTH
(KOMIUIEKCHOTO) W/WJIM MarHUTHO-PE30HAHCHON TOMOTpa(uu OpraHOB OPIOIIHOMN MOJIOCTH W/WITH
KOMIBIOTEPHOH TOMOTpaduu OpPraHoOB OpPIONIHONW TOJNOCTH TAMEeHTaM C KIMHUYECKUMU
npuznakamu MIIC VI B npornecce mNOCTaHOBKHU JAMAarHo3a C LEbl0 OLUEHKH pa3MEpOB MEUEHU U
cene3enku [17].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
KoMMeHTapuM: 6bi4615410MCs yMepeHHas cenamomeanus unu cenamocnienomezanus. Ha ¢hone
mepanuu pasmepsl NeYEHU U CEeNe3eHKU YMEHbULAIOMCAL.

Pexomenayercst peHTreHOrpadus MIEHHOTO, TPYIHOTO M MOSCHUYHOTO OT/AENa MO3BOHOYHHKA,
BEPXHUX U HIHKHUX KOHEYHOCTEN MauueHTaM ¢ kinmHndeckumu npusHakamu MIIC VI B mponecce
MOCTAaHOBKHU JMArHO3a C LEJbIO0 BBISIBJICHUS MHOKECTBEHHOTO JU30CT03a U KOHTPOJISE COCTOSTHUS
[50].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
KomMmeHnTapum: goiasnsaiomes MHOMCecmeeHHble OU30Cmo3vl — ckagoyeghanus, 2unoniasus
3y606uono2o0  ompocmka  C2-nozeomnka,  oOopconombdapuviil  Kugo3 6  pe3yrvmame
HAAMUCNOHOUNUY, NOACHUUHBIL 2unepaopoos. Onpedensiomcs wupoxkue pebpa, KOpomkue
U302HYMble KIoUUYbl, 2UNONIA3USL 2071080K NI1€4e8blX KOCmell U 86apyCcHas 0epopmayus nieyeaoix
KOcmell 8 NPOKCUMAIbHBIX OMOeax, OUCmaibHule dNUpu3vl Kocmetl npeoniedvs CKOuleHvl Opy2 K
opyay. 3aodepoicka gopmuposanus s0ep okocmenenus. Ilacmuvie Kocmu Kucmeti yKopouenvl u
CYIHCEHbl — «3A0CMPEHbLY 8 NPOKCUMATLHBIX 0OMOENax, «CKOULEHHOCHbY 8EPIILYIHCHLIX 6NAOUH,
depopmuposantvle, YNIOWEHHbLE 20J108KU DEOPEHHbIX KOCMell U 8ANb2YCHASL 0eopMayusl ueex
OedperHbIX KoCcmell.

PexoMenayercsi 1pOBEIEHHWE PEHTTEHOACHCUTOMETPUM MAlMEHTaM C  KIMHWUYECKUMU
npusHakamMu MIIC VI B nporecce MOCTaHOBKM TMarHo3a ¢ LEJIbI0 ONPEIEICHUS] MUHEPAIbHON
IJIOTHOCTU TKAHU U TUATHOCTUKHU OCTeoropo3a [36].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4)
PexoMeHnayeTcsi mpoBeneHHE AJICKTpOHEHpoMuorpaduu CTUMYJISIIMOHHON OIHOTO HEpBa W

AIIEKTPOHEHpOMHOTrpad UK UrOTBYATHIMU STEKTPOAAMHU (OJIUH HEPB) MAIUEHTAM C KIIMHUYECKUMU
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npusznakamu MIIC VI B mporecce mMocTaHOBKHM JUArHo3a ¢ IEJbI0 OIEeHKH ()YHKIIMOHATBHOTO
COCTOSTHUSI MBIIIIEYHBIX TKaHEW, HEPBOB U HEPBHO-MbIIIEUHOM Tiepenayu [11, 16, 33].

YpoBeHs yoeautenbHocTH pekoMeHaanuil C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
Kommenrtapum: cmumynsayuonnas SHMI nossonsem onpedenums coagieHue cpeounHo2o Hepea
00 NOABIEHUSA CUMNIMOMO8 U OOIHCHA NPOBOOUMBCSL eHCe200H0, HAYUHASA ¢ 8o3pacma 4-5 1em
PexoMenayercsi MpoBeJEHUE TOHAJIBHOM ayJUOMETPUM BCEM MAllMEHTaM C KIMHUYECKUMU
npusHakamMu MIIC VI B nporecce NOCTaHOBKM AUAarHo3a C LENbI0 BBIABIECHUS TYroyxXxocTH [16,
17].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4)
KomMmenTapuu: npu Heobxooumocmu, 803MOXHCHO npogedeHue mumnanomempuu. Tyeoyxocms
PA3HOU CMeneHu BblPANCEHHOCMU XapakmepHa Onsi 0anHozo 3abonesanus. OHna modcem
KOHOYKMUBHOU UNU HEUPOCEHCOPHOU UL HOCUMb CMewanHbll xapakmep. Pannee evisgneHue
My20YX0Cmu NO360Jislem YIYYUUms Kaiecmseo JHCUSHU NAYUeHmos, odecneyumv um Jjyyuiee
obweHue u obyueHue.

PexoMeHayeTcsl pOBEACHNE HMCCIEIOBAHUS HECIPOBOLIMPOBAHHBIX JBIXaTEIBHBIX 00BEMOB U
IIOTOKOB NalKeHTaM ¢ kinHnueckumu npuzHakamu MIIC VI B mponecce nocTaHOBKM 1MarHosa ¢
IEJIBI0 OLIEHKH COCTOSIHUSI OpOHXO0JIerouHoM cuctem [17, 19, 22].

YpoBenb yoenurenabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5)
KommeHnTapuu: nposoosm cnupomempuio, (hiryomempuio CNOKOUHO20 ObIXAHUS, UCCTIe008aHUE
@yHKYUU BHewHe20 ObIXAHUSL.

PexoMeHnayercss TpoBeleHHE TMPUIETBHOW pEHTreHOrpaguu OpraHoB TPYJHOW  KIIETKH
nanueHTam ¢ kamHudeckumu npuzHakamu MIIC VI npu Hanmnunm aycKyabTaTUBHBIX U3MEHEHUIM
B JIETKMX B IPOLECCE MOCTAHOBKHU JHMATHO3a C L€ BBISBICHUS IATOJIOIMH JIbIXaTEJIbHON
cucrteMsl [6, 11, 16].

YpoBeHnb yoenutreabHocTH pekoMenaannii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
Pexomenayercsi mpoBefeHHe 3JeKTposHIedanorpaduu BceM MNalMEHTaM C KIWHUYECKUMU
npuzHakamu MIIC VI B nponiecce mocTaHOBKHU IMAarHo3a ¢ eI CBOEBPEMEHHOM THAarHOCTUKH
snuiencuu [41, 51].

YpoBeHns yoenutenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
Pexomenayercst mpoBeieHUE IeKTporHIIePaiorpaduu ¢ BUIEOMOHUTOPUHIOM BCEM MAllUEHTaM
¢ wimHnueckumu npusHakamu MIIC VI, y koTopbix OBUTM SHHJIENTUYECKHE HPUCTYIBI B
aHaMHe3€, B MPOLECCe YCTAaHOBKHM IUArHo3a € LEJbI0 MOATBEPKACHUS AUArHo3a, yTOYHEHUs
dbopMbl dnMIENCUM U TpoBeldeHUS U depeHInanTbHOW UArHOCTHUKU — SIUJIENTUYECKUX

npuctynos [41, 51].
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YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
Pexomenayercst IMpoBeleHUE KapJUOPECHHPATOPHOTO MOHUTOPUHTA (IyJIbCOKCUMETPHUS U
MOHHTOPHHT 3JIEKTPOKapAUOTpahUIECKUX TAHHBIX) MAMEHTAM C KJIMHHYECKUMH TpPU3HAKAMU
MIIC VI B nporiecce yCTaHOBKM AMArHO3a C IEJIbI0 TUATHOCTUKUA OOCTPYKTHBHOTO aIllHOd CHA,
3a00JIeBaHUI OPTraHOB CEPJICUHO-COCYANCTON CUCTEMBI U JbIXaHus [6, 16, 43].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4)
KomMmeHTapuu: 0151 ouacHocmuxu 06CcmpyKkmusHo20 anHod CHA RPOBOOUMCS NOIUCOMHOpaghust/
KapOuopecnupamopHulili  MOHUMOPUHS, — KOMOpAs. — NO360/Aem  ONpeoeiums  Xapakmep
O0bIXAMENbHBIX HaAPYUleHULl (UCKTIOYUMb YeHMPAlIbHbLLL 2eHe3, C853b ¢ cunepmpogueti a0eHouoos,
CepOeyHOll HeOOCMAMOYHOCIbIO UNU KOMNIEKC NPUYUH), NAMOLOSUI0 CEPOeUHO-COCYOUCMOU
cucmempwl. Hccnedosanue nposooumcs e pexce 1 paza 6 200. B coomeemcmeuu ¢ Ilpukazom
Munzopasa Poccuu 13 oxkmsabps 2017 2 Ne 804u om «O6 ymeepascoenuu HOMEHKIAMYpPbl
MeOuyuHcKux ycye» Hem ycayeu «llonucommocpadusy, 6 céasu ¢ yem 603MONCHO UCNONbIOBAHUE
Habopa ycnya: anekmposnyeqhanozpagus ¢ 8U0eOMOHUMOPUHSOM, CYIMOYHOE MOHUMOPUPOBAHUE
apmepuanbHo2o  0AGleHUs,  pecUcCmpayus — INeKMpPOKAPOUOSPAMMYL,  MOHUMOPUPOBAHUE
INEKMPOKAPOUOSPADUUECKUX OAHHBIX, XONMEPOBCKOEe MOHUMOPUPOBAHUE CEPOSUHO20 PUMMA,
pacwugposka,  onucamue U UHMEPNPEeMayus  INEKMPOKaApoUocpaPuUUeckux  OAHHLIX,
INeKMpoMUopahuss  HAKOJCHAsL  (0OHA  AHAMOMUYECKAsi 30HaA),  2IeKmpooKyiozpagus,
onpeoeieHue napyuaiIbHo20 0A61eHUsl KUCIOPOOa 8 MACKUX mKausax (oxcumempust)) [43].
Pexomenayercsi peructpanus >JIEKTPOKApIUOTPAMMBI, MPOBEACHHUE JXOKApIUOTpapuu BCEM
nanueHTaMm ¢ kanHudeckumu npuzHakamu MIIC VI B npouecce ycTaHOBKM IMarHo3a ¢ LENbIO
OIIEHKH cocTosiHus cepana [16, 17, 22, 24, 26].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
KommenTapuu: uccredosanus nposooam pezynapHo, ne pexce 1 paza 6 12 mecsayes, max kak y
NAYUEHMO8 ¢ PaHHe20 803PACMA OMMEYAIOMC CEPOeUHO-COCYOUCTbLE HAPYUEHUSL.
Pexomenayercsi TpOBEACHHE XOJITEPOBCKOTO MOHUTOPUPOBAHHUS CEPIECYHOIO pPUTMA BCEM
nanveHTam ¢ kanHudeckumu npuzHakamu MIIC VI B mponecce yCTaHOBKM JUarHo3a C IEbIo
OIICHKH COCTOsIHUS cepaua [16, 44].

YpoBeHnb yoenuteabHOCTH pekoMenaannii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMmeHnTapumu: cymounoe mounumopuposanue apmepuanioHo20 O0asleHusi Nnposoosim npu
Heobxooumocmu. Hccnedosanus nposoosim pe2ynapHo, He pedce 1 pasa 6 12 mecayes.
PexomenayeTcsi MAaTHUTHO-PE30HAHCHAS TOMOTpadusi TO3BOHOYHHKA (OJIMH OT/EIN) MalueHTaM
¢ knuHndeckumu npuznakamu MIIC VI B nponiecce mocTaHOBKH JUarHo3a ¢ 1eb0 BbIABICHUSA

KOMIIPECCUU CIIMHHOTO Mo3ra [16, 25, 33].
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YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
KomMeHTapumu: MmacHuUmHo-pe30HanCcHYl0 momozcpaguio  Nno360HOYHUKA NPOBOOSM, HNpU
Heoox00UMocmu, ¢ NpUMeHeHuemMm KOMOUHUPOBAHHO20 UHSATAYUOHHO20 HapKo3a. Hccreoosanue
Heobx00UMo nposooums He pexce 1 paza 6 24 mecaya. Hecmabunvnocms amianmoaxcuaibHo2o
cousleHeHUs. Modcem Obimb GbLAGNIEHA NPU PEHM2eHOZPApuU WelHo20 omoena N0360HOUYHUKA C
DYHKYUOHATbHBIMU NPOOAMU, OOHAKO 0N NOOMBEPIHCOCHUS KOMNPECCUU CHUHHO20 MO32d
ecneocmeue Ymoaujenus e20 000a04eK U YOpMUPYIOWUXCA AHOMANUL NO360HKO8 mpedyemcs
nposedernue MPT.

Pexomenayercsi MarHWTHO-pE30HAHCHAsE TOMOrpadusi TOJOBHOTO MO3ra MalMeHTaM C
kinHndeckumu npuzHakamu MIIC VI B nponecce nmocTaHOBKM AUAarHo3a C LEIbI0 BBISBICHUS
ruaponedanuu u pyrux anoMmaauii rojgosHoro mo3ra [11, 16, 33].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
KoMMeHTapum: 803M02CHO nposedenue MazHUMHO-PE30HAHCHOU MOMO2PaAPUU 20JI08HO20 M0O32a
C npumeHeHuem KOMOUHUPOBAHHO2O0 UH2ANAYUOHHO2O HAPKO3A — NpU HeoOX00UMOCHU.

Hccneoosanue neobxooumo nposooums He pedxce 1 paza 6 24 mecaya.

Hughdepenyuanvuas ouacnocmuxa npogooumcs ¢ opyeumu munamu MIIC, arvgha-
MAHHO3UOO30M, NO30HUMU (POPMAMU  2AHETUOZUA0308, MYKOTUNUOO30M, HEUHPEKYUOHHBIMU

noauapmpumamu, dnuguzaprvimu oucniasuamu [1, 2, 6, 16].

2.5. Uuble fHarHocTuyeckue uccjae10BaHus

PexomMenayercst mpriemM (OCMOTp, KOHCYJIbTAIMs1) Bpaua-TeHETHUKA EPBUYHBIA BCEM MallMeHTaM
¢ wmHnueckumu mpuzHakamu MIIC VI ¢ unensto mnpoBenenus auddepeHImaibHo-
JTUATHOCTHYECKOTO TMOKMCKA CPEeIu IPYTUX HACIEICTBEHHBIX OOJE3HEH, ONMpeeNeHus] TaKTUKU
MOJIEKYJIIPHO-TE€HETUYECKOM TMarHOCTUKY U MOCIEAYIOIIEH HHTEepIIPETAlluU Pe3yabTaToB [6, 16,
45].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)
KommeHTapuii: na nepsuunoii  KoHcyibmayuu  6pay-ceHemux Nnpo8ooum ocMOmp u
npedgapumenvhyio oupgepenyuanvryio OuacHoCmuKy, onpeoeisiem 00veM MOJLEeKYIAPHO-
eeHemuyeckux uccieoosanuti. Ha noemopHou Koucyrbmayuu 8pau-ceHemux npo8ooum
UHmMepnpemayuro  pe3yibmamos MOJNEKYIAPHO-2eHeMUYeCKUX —UCCIe008aHutl, onpeoesiem
HeoOX00UMOCmb  NpoGeOdeHUs. OONOTHUMENbHBIX UCCIe008anUll  (arudayuu, cezpecayull,
@DYHKYUOHANbHBIX — UCCIe008AHUL),  PA3BACHAEm  NOJYYEHHble — pe3yabmamsl  NAYUeHM).
Humepnpemayusa pesynomamos u onpeoeieHue mMAaKmMuKy MONeKYIAPHO-SeHeMmUYecKol

OUASHOCMUKU UHBIMU cneyuaiucmamu He()onycmwwa.
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e Pexomenayercsi mpuem (OCMOTp, KOHCYJbTallMs) Bpada-TeparieBTa/Bpavya OOIIEH NPaKTHKH
(cemeitHOTO Bpaya) epBUYHBINA BceM NalMeHTaM ¢ KinHndeckuMu npusnakamu MIIC VI ¢ nenbro
JIMarHOCTHUKY U JICYEHUSI COMYTCTBYIOLIEH TepaneBTUYEeCKO naroioruu [16, 29, 45].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)

e Pexomenayercsi npueM (OCMOTp, KOHCYJIbTAIMsI) Bpaya-TPaBMaTOJOTa-OpTolea MePBUYHbBIN

BCEM IalMeHTaM ¢ KnuHuueckuMu npuszHakamu MIIC VI B mponecce nocTaHOBKM AMarHosa ¢
LEJIbI0 TUaTHOCTUKY U JICUEHUS OPTOIEINYECKUX HapyueHul [52, 53].
YpoBeHnb yoenutreabHoCcTH pekoMenaanmnii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapmii: opmoneduueckas xoppexkyus HapyuieHus OCAHKU, KOHMPAKMYp CYCMaeos ¢
UCNONIL30BAHUEM  HEXUPYDSUHECKUX Memooo8 GKIouaem @u3uonpoyeoypsvl u JjiedebHyIo
@u3KyILMYpPY, UCNOIBL3VIOM Opmonedudeckue ycmpoiicmea. Ilo nokazanusm ocyujecmensaiom
Xupypauieckoe JnedeHue CUHOPOMA KapnaibHO20 KAHAld, NPO8OOUMCS IHOONPOMe3UpOo8aHue
opmoneouieckoe mazo0e0peHHo20 UlU IHOONPOMe3Uposanue Opmoneoudeckoe KojieHH020
cycmasa, Koppusupyroujue oCmeomomuu 0Jisi UCHPABIeHUs. OCU KOHEYHOCHEl.

e Pexomenayercs mnpueM (OCMOTp, KOHCYJbTallMs) Bpada-CTOMATOJIOra IEPBUYHBIA BCEM

nanueHTam ¢ kauHudeckumu npusHakamMu MIIC VI B nporecce nocTaHOBKM MarHo3a ¢ LENbIO
JIUATHOCTHKH TATOJIOTMUYECKUX COCTOSHUI YEIIFOCTHO-TTUIEBOM obOnactu [52].
YpoBenb yoenurenabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5)
KomMmeHnTapumu: oononnumenvno mocym nompebosamvcs npuem (0CMOmMp, KOHCYIbmMayus)
8PAUA-CIMOMAMON02A-0pMOonedd NepeuYHbIl/NOBMOPHBLLL, npuem (ocmMomp, KOHCYIbmayus)
8PAYA-CMOMAMOJI02A-XUPYP2A NEPEUYHBLI/NOBMOPHYLU; NpUem (0CMOmp, KOHCYIbMAayus) 8pava-
YeIIOCMHO-TUYEeB020 XUpypaa nepeudnslil/nosmopusiil [2, 45].

e Pexomenayercs mpuem (OCMOTp, KOHCYJbTAIlMs) Bpada-oPTaJIbMOJIOTa TIEPBHYHBIA BCEM
nanveHTam ¢ kamHndeckumu npusHakamu MIIC VI B ponecce mocTaHOBKH IMarHo3a ¢ 1EbIo
BBISBJICHUS IJ1ayKOMBbI, U3MEHEHUS TPO3PAvYHOCTH IJ1a3HBIX CPEJl M COCTOSIHUS ceTdyaTku [16, 45].
YpoBeHs yoeautenbHocTH pekoMeHaanuil C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KoMMeHTapum: Heo0xo0umo npoeooums oghmanbMOCKONUI0, 20HUOCKONUIO, OUOMUKPOCKONUIO
nepeone20 omoena 21a3a, 21A3H020 OHA, Kepamonaxumempuro, 0QpmaneMOmMoHOMempuio 21a3a y
nayueumos ¢ MIIC VI MOTYT 8wis6nsims noOMymHeHue po2osuyvl. Y HEKOmMopbulx NAYUeHMO8
paszeusaemcs 21aykoma, nuemMeHmuas oucmpogusa cemuamxu. Peoko — omexk Oucka
3pUmMenbHO20 Hepaa.

e Pexomenayercsl npueM (TeCTUPOBAHUE, KOHCYJIbTAIMS) MEIUIIMHCKOTO MICUXO0J0Ta NEPBUUYHBIN
BCEM IalueHTaM ¢ KnuHuueckuMu npuszHakamu MIIC VI B nponecce nocTaHOBKM AuarHosa ¢

LIEJIBI0 OKa3aHUs KIMHUKO-TICUXOJI0THYECKOM oMot [6, 16, 45].
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YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
Pexomenayercst mpuem (OCMOTp, KOHCYJbTAIlMsl) Bpaya-Cyp0Jiora-oTOPHUHOJIAPUHIOJIOTra
MEPBUYHBIN BCEM MalMeHTaM ¢ KimHuyeckuMu npuzHakamu MIIC VI B mporiecce nmocTaHOBKU
JIMarHo3a C 1eJIbI0 CBOEBPEMEHHOM JUAarHOCTUKHU nopaxkenus JIOP-opranos [2, 6, 16, 45].
YpoBeHns yoenutenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)

KommenTapuu: nopaswcenue JIOP-opeanos saensemcsi 0OHOU U3 YaAcmou CORYmMCMm8yroujeu
namono2uell. /lebrom socnanumenbHuix 3a001e6anull yxa, eopaa u Hoca u y nayuenmos ¢ MIIC
APUXoouUmcs Ha panHuu demckutl gospacm. Ommeuarom yacmole cOYemMaHHbvle NOPANCeHUs —
CHUDICEHUE CIYXa, peyuousupyrowue ocmpwvle cpeoHue OMmumvl, OCMAHOBKU ObIXAHUS 80 CHe,
NOCMOsIHHOe  3ampyOHeHUe HOC08020 Obixanus, punumvl. I[layuenmam ¢ MIIC modcem
nompebosamucsi nposedeHue YuoOPOIAPUHEOCKONUU 8 CE53U C NAMOIOSULECKUMU USMEHEHUAMU
2opmanu (ymoaweHue 2010C08bIX C8:A30K, YBeIUYeHUEe U OMEYHOCHb YePRAIOBUOHBIX XPAujell.

Pexomennyercst mpuem (0CcMOTp, KOHCYJbTalUsl) Bpauda-HEMpOXHpYypra IEpBUYHBI BCEM
nanueHTam ¢ kamHudeckumu npusHakamMu MIIC VI B nponecce nocTaHOBKM TMarHo3a C LEJbIo
JIMArHOCTHKHU HEHPOXUPYPrUUECKON MaTOJIOTHH, PEIIEHHS BOIIPOCOB O HEOOXOAUMOCTH U 00BbEME
HEUpOXUPYpruyeckoro BMenatenscTna [16, 29, 45].

Yposens yoenuteabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5)
PexoMeHnayeTcss NPOBOIUTH O-MUHYTHBIH TECT C XOABOOW y MAalMEHTOB C KIMHUYECKUMHU
npuszHakamMu MIIC VI ¢ coxpaHeHHBIM HaBBIKOM CaMOCTOSITENIEHOM X01b0BI (€CITH HE IPOBOIUIICS
nocieaHue 6 MecsleB) B IPOLECCE NOCTAaHOBKM JAMAarHo3a C LENb0 NEPBUYHON OLIEHKHU
BeiHOCTIMBOCTH ([Ipunosxkenune I'1) [19, 21, 22].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

3. JleyeHne, BKJIKOYASI MeIUKAMEHTO3HYIO M HEMeIMKAMEHTO3HYIO Tepanuu,
AHETOTEPANuIo, 00e3001UBaAHNE, MEIMINHCKHIE MOKA3AHUA 1

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METO/I0B JICHCHHUSA
Jeuenue MIIC mun VI exnrouaem xax namozenemuueckoe neyernue — naznavyenue P37,
maxk u nposedenue cumnmomamuiecxkou mepanuu. Beoenue nayuewmoe ¢ MIIC mun VI
npeononazaem MYyIbMUOUCYUNIUHAPHBIL NOOX00 C  00SA3aMeNbHbIM — yuacmuem epayeli-
He8poN0208,  8paueli-ceHemUKo8,  8payel-kapouoio2o8,  8payel-nyIbMOHONI0208,  8payeli-
2acmposHmepoio208, epadeli-puzuomepanesmos u epaveli Opy2ux CneyudibHoOCmel, UMeouux
ONbIM 8 eUeHUlU M020 PeoKo20 3a001e8aHUsL.

3.1 [laToreHeTu4yeckKoe JeyeHme

Pexomenayercst mpuemM (OCMOTp, KOHCYJIbTAllUs) Bpaya-reHeTUKa (MJIU JPYroro CHeualiucTa,

uMeronero omneIT JedeHuss namueHToB ¢ MIIC VI) mepBuyHBIA W TOBTOPHBIH (TpHU
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HeoOxoaumocTH) BeceM nanuerTam ¢ MIIC VI ¢ nenbio Ha3HaueHUs MaTOreHETHIECKOTO JICUSHUS
U KOHTPOJIs ero 3¢ (GeKTUBHOCTH U Oe30macHoCTH [6, 16, 45].

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

PexoMeHnayercss  Ha3HAYCHUE/KOPPEKTHPOBKAa  (PEPMEHTHOW  3aMECTHTEIbHON  Tepamnuu
npemnapaToM rancynbdaza** mamuentam ¢ MIIC VI ¢ uenpio 3amMemiieHus: MPOTPECCHPOBAHUS
3a00JIeBaHUs, YMEHBIIICHHUS Pa3MEpOB TICUEHU M CEJIC3CHKH, yMydlleHus (QyHKIUU cepAara,
CHIDKEHUS ypOoBHS 3KcKkpeTnupyembix ['Al [18-22].

YpoBeHb yOeIUTEJbHOCTH 10KA3aTEJNbCTB A (YPOBEHb J0CTOBEPHOCTH PeKOMEHAaunu — 2)

KommenTapuu: @37 nposooumcs npenapamom eancyivghaza** (koo ATX A16AB08) npenapam
6sooumcs 6 0o3e Ime/ke 00un paz 6 Hedeno 6 Gude GHYMPUBEHHOU UHPDY3UU
NPOOOJIHCUMENILHOCHBIO NPUMEPHO 4 4 unu bonee 8 yCl08usax 1eyedno2o yupescoenus. Ilpenapam
nepeo uHgy3ueil Heobxooumo pazeecmu 6 pacmeope Hampus xaopuoa** 9 me/mn (0,9%). Oowuti
00veM UHQY3uU Onpedeniemcs Ha OCHOBAHUU UHOUBUOYATIbHO0 éeca nayuenma. OHn cocmaensem
100 mn ungysuonnozco pacmeopa wampus xnopuoda** 9 me/ mn (0,9%), ecnu 6ec nayuenma
meHvuie unu pagen 20 ke unu 250 ma, ecau eec nayuenma d6oavuie 20 ke. 2,5% pacmeopa 6600am
8 meyeHue nepeoeo Yaca, ocmanbHol obvém (npumepro 97,5%) 6 meuenue nocredyrowux 3 u.
@D3T 6 6ude GHYMPUBEHHBIX UHQDY3UL NPOBOOSAM eIHCEHEeOeNbHO NOXCU3HeHHO. H3-3a pucka
B03HUKHOBEHUSI ANIEPSUHECKUX peaKyull 6 omeem Ha UH@Y3UI0, NAYUEeHMAM HA3HAYAIOMCS
AHMUSUCTNAMUHHbIE CPEOCNBA CUCTNEMHO20 OeliCmBUsl 8 COYeMaHUul ¢ OPYeUMU AHATIbeeMUKAMU
U GHMUNUPEMUKAMU HEenoCpeOCmeeHHo neped un@ysuei. IIpu 603HUKHOBEHULL HedcenamenbHOU
peaxyuy UH@Y3UI0 HYHCHO OCMAHOBUMb, 00 pA3PEULeHUs CUMNIMOMO8 U 3ameM NPOOOIHCUMD

UH@DY3UI0 CO CKOPOCMbIO HA NOJIOBUHY MeHblULe MOl C KOMOPOU OHA NPOBOOUNACD.

3. 2 CuMnToMaru4eckoe JeueHue

Jleuenue xponuueckux 3a001e6anull (NOBEOEHYECKUX HAPYUIEHUU, OPMATbMOIOCUYECKUX
Hapyulenutl, — Opmoneoudeckoll  Namoaocu, CyOOPOICHO20  CUHOPOMA,  apMePUaIbHOl
unepmensuU,  CcepoOeyHol  HeOOCMAmMOYHOCMU,  PeYUOUSUPYIOWUX — OMUMO8,  4ACMbIX
pecnupamophwvix 3abonesanuti u 0p.) y nayuenmos ¢ MIIC VI neobxooumo npoeooums ¢ yuemom
OeticmeyIowWUx KIUHUYECKUX PEeKOMEHOayUll, NPUHUMAS 80 BHUMAHUE Pe3VIbMambl KOMNJIEKCHOU
OYEHKU CO CIMOPOHbL 8CEX OP2AHOB U CUCTEM U NEPCOHATUSUPOBAHHbLE Yeau NaYUeHmdA.

Jleuenue noeedenueckux HapywieHutl NPOBOOUMCSA  BPAYOM-HEBPOLO20M, O0ObIYHO

UCNONL3VIOMCSL  CHOMBOPHble U ce0amuenvle  Cpeocmed,  AHKCUOIUMUKY,  Opyeue
anmuncuxomuyeckue cpeocmea. Buvibop npenapama, 0o3zuposka, OaumenrbHoCcmb Kypca
onpeodensromes uHousuoyanvro. Hauunarom npuem oamHuix npenapamos noo muyamenbHuIM

8PAYEOHBIM KOHMPONIEM 8 YCIOBUAX KPY2IOCYMOYHO20 / OHEBHO20 CMAYUOHAPA.

20



Ilpu ogpmanvmonocuueckux HapyweHusx npoeooumcs iedenue no NOKA3AHUAM, NO0OOp
mepanuu OCywecmeusemcs: Ha OCHOBAHUU DEKOMEHOAYUU No Je4eHuio COoOmEemcmeayioujux
HO307102UlI.

Opmoneduueckas Koppekyusi HApyweHusi OCAHKU, KOHMPAKmyp CYCMagos ¢
UCNONIL30BAHUEM  HEXUPYDSUHECKUX Memooo8 GKIouaem @u3uonpoyedypsvl u JjiededHyIo
Guskynemypy, ucnonwvzyiom opmoneoudeckue ycmpoticmea. Ilo nokasanusm ocywecmensiom
Xupypauieckoe JnedeHue CUHOPOMA KapnaibHO20 KAHALd, NPOBOOUMCS IHOONPOMe3UpOo8aHue
opmoneouueckoe mazooe0peHHo20 Ul IHOONPOMEIUPOBAHUE OPMONEOUYecKoe KONeHHO20
cycmasa, Koppusupyroujue oCmeomomuu 0Jisi UCHPABTIeHUs. OCU KOHEYHOCHEl.

Peyuousupyrowue  omumsl,  uacmeie  pecnupamopuvie  3a0071€6AHUA  BEPXHUX
ObIXaMeNbHbIX nymell mMpeOyiom nposedeHus CUMRMOMAMUYEeCKOU, aHmubaKmepualbHol
mepanuu [2, 6].

YV nayuenmoes ¢ MIIC npu nanuyuu snunenmudeckux npucmynos HoKa3aHo UCnoib308aHue
npenapamos u cxem nedenusl, Ha OCHOBAHUU PeKOMEHOAYUL NO JIeYeHUIO dNUTEeNCULL.

Ouenv 6adiCHbIM AGNAEMCA yduacmue MyIbMUOUCYUNTUHAPHOU KOMAHObL 8 Be0eHUU
cepOeunoli Hedocmamounocmu y nayueumoe c¢ MIIC VI Ilpu nevenuu apmepuaivholl
eunepmonuu y nayuenmog ¢ MIIC VI neobxo0umo naznauenue anmueunepmeH3u6HOU mepanuu 6
COOMBemcmaul ¢ KIUHUYeCKUMU PeKOMEHOayUAMU « Apmepuanvhas 2unepmoHusi y 63pOCivlxy.

Tonoxcumenvrnozo agpghexkma ghpapmaxomepanuu xpornuueckou 6onau y nayuenmos ¢ MI1IC
MOMCHO 000UmMbCA Npu  yyéme NPUHUMAEMBIX NAYUEHMOM NPenapamosd U pecyiapHoM
Monumopumnee 6ezonachocmu nevenus. Ilpu nevenuu 6one6o2o cuHopoma y nayueHma cieoyem
UCNONIBb306aMb HAUMEHee UHBA3UBHbIL cnocod. Muozue npenapamul, He0OX00UMble O mepanuu
bonesoco cuHOpoma 6 3apyOedCHblX KIUHUYECKUX PEKOMEHOAYUsx, NPUMEHSAIOMCS «BHe
NOKA3AHULLY U MO2YM OblMb HA3HAYEHbL N0 peuleHUuro 8payednoll komuccuu [2, 23, 22].
Pexomenayercst 1poBeNEHHME MEIMKAMEHTO3HOM MNpeMeAuKanuu (Irpynmoi IpernapaToB
AQHTUTUCTAMUHHBIE CPEJICTBA CHUCTEMHOTO JAEWCTBUS W/WIM TPYNNOW Ipyrue aHajdble€TUKU U
antunupetrukamu) Bcem narueHtam ¢ MIIC VI mpu mosiBieHMM MOOOYHBIX aJlIEPTHYECKHUX
peaximii Bo Bpems nnposeaeHus nHpy3uu O3T ¢ 1enpio KynmupoBaHust COCTOSHUS [52].

YpoBeHb yOenuTeabHOCTH A0Ka3aTeabCTB C (YPOBeHb 10CTOBEPHOCTH PEKOMEHAAIUH — 5)
KommenTapuu: y nayuenmos ¢ MIIC, nonyuarowux D@31, kax u npu 6/6 8sedenuu 1006020
0py2o2o 0enKo8oeo npenapama, MoZym pazsumscsi NoOOUHble peakyuu (TUXopaokda, 03HOO,
peoma, KpanueHuya, msidxcenvle peaxyull 2unepyy8CmeumenbHoCmu allepeuiecKko2o muna),
npoucxooawue unu 8 npoyecce UHQY3uu uiu 6 meuenue OHa nposederus un@ysuu. Ipu passumuu

annepauveckux peakyull Mo2ym NPUMEHSAMbCA Npenapamvl 2pynnsl KOPMUKOCMEPOUObL
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cucmemHo2o oeticmeusi (Hanpumep, npeonuszonon™**). Ilpu nosenenuu noOOUHLIX peakyull 6
npoyecce/nocie UHQy3uu HazHauvaemcs Coomsemcmayrouee iedenue, npu KOmopom Heodxooumo
c1ed06amy COBPEMEHHbLIM CMAHOAPMAM OKA3AHUSA MEOUYUHCKOU NOMOWU (NPOmMueopeomHble
npenapamuvl, AHMUSUCAMUHHbIE CPEOCBA CUCMEMHO20 Oelicmsus, Opysue aHATbeeMUKU U
AHMUNUPEMUKU, KOPMUKOCMEPOUObl CUCIEMHO20 OeliCIEUsl).

PexoMeHayeTcst pacCMOTPETH BOMPOC O HEOOXOAUMOCTH NMMPUMEHEHHUS mpernapaToB rpynmnsl NO3
MPOTUBOAWIIENTHYECKHE TIpenapaThl nauueHtam ¢ MIIC VI, crpamaroniM OT 3MHIENCUHU, C
1EJIBI0 KYMUPOBAHUS U MTPOPUIAKTUKN BOSHUKHOBEHHS OYIyIIUX IPUCTYIOB [41].

YpoBens yoeaqureabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommeHTapum: obwas pacnpocmpaneHHOCMb — SRUNENCUU  NpU  MYKONOIUCAXAPUOO3AX
cocmasnsiem oxono 30%, xoms nokasamenu pazHulX ucciedosameseli Mo2ym 8apbupo8ambCs.
Beposammno, omcymcmeyem paswuya Mmexncoy JjeuyeHueMm INULEncuu Yy NAyueHmos ¢
MYKONOAUCAXAPUOO30M U OpYeUMU NAYUEHMAMU, HNOIMOMY cledyem NpUoepHICUBamsbCs
CMAHOAPMHBIX PEKOMEHOAYUL NO JledeHuio dnunencuu. s HasHavyeHus u/unu KoppekmuposKu
mepanuu HeoOxX00uUM npuem (0CMOmp, KOHCYIbmayus) 8pasa-Hesponod.

Pexomenayercsi pacCMOTPETb BOIIPOC O HEOOXOJMMOCTH MPUMEHEHUS IPEenapaToB TPYIIIbI
NO3AX npyrue npotuBosnuientuyeckue npenapatel nanueHtam ¢ MIIC VI npu xpoHuueckoit
HeliporaTH4eckoi OOJM C IeNbl0 KYNMUPOBaHHUS OOJIEBOIO CHUHApPOMA, YIYYIIEHHUS KayecTBa
KU3HHU [46].

YpoBeHns yoeautenbHocTH pekoMeHaanui C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KomMMmeHnTapuu: 0 Haznauenus u/uiu KOppeKmuposku mepanuu Heodxooum npuem (0cmomp,
KOHCYyIbmayus) epada-nesponoza. Ilonoscumenvrnozo aghghexma papmaxomepanuu xponuuecxoti
ooau y nayuenmos ¢ MIIC mosrcHo 00oumvcs npu yuéme npuHuMaemvix nayueHmom npenapamos
U  pecynApHOM — MOHUMOpUHee  6e3onacHocmu — aedeHus.  DpghexmusHvl  npenapamot,
8030eticmeyIouuti Ha YeHMpPalbHble MeXaHu3Mvl hopMuUposanus xponuyeckou ooau. Ilpu nevenuu
boneso2o cunopoma y nayuenma ciedyem ucnoib308ams HaumeHnee UH8A3UBHbIU CHOCOOD.
Pexomenayercst mpueM (OCMOTp, KOHCYNbTallusl) Bpada-TepaneBTa/Bpada OOIIeH NpPaKTHKU
(cemeitHOTO Bpava) MEpBUYHBIN M TOBTOPHBIN (MpU HEOOX0AUMOCTH) BceM marmentam ¢ MIIC
V1, npu HanmW4Iu¥ OKa3aHUH, C [EIbI0 HA3HAYEHUS CHMITOMATHYECKOTO JICUSHUS U KOHTPOJIS €T0
s dexkTuBHOCTH U Oe3omacHoCTH [16, 29, 45].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
Pexomenayercsi mnpuem (OCMOTp, KOHCYJbTAllMs) Bpada-opTaIbMOJIOTa TIEPBUYHBIA U
NMOBTOPHBIN (TTpu HeoOxoaumocTn) nanueHtam ¢ MIIC VI, npu Hanmuyum mokasaHuil, C IEIbI0

Ha3HAYeHHs] CAMITOMAaTHYECKOIO JIEYEHHSI M KOHTPOJIA ero 3 (HEeKTUBHOCTH U Oe30macHoCcTH [52].
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YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommeHnTapuii: npu ogpmanvmonozuueckux HapyueHusx npogooumcs ieyeHue no noKasaHusMm,
noobop  mepanuu  OCYWeCmeIAemcs HA  OCHOBAHUU — PEKOMEHOAyuu  no  JeYeHuro
COOMEEMCMBYIOUWUX HOZ0JI02UI.

Pexomenayercss mpueM (OCMOTp, KOHCYJbTAalMsl) Bpauda-cypos0ra-oTOPUHOJIAPUHIOIOra
NEepBUYHBIN U MOBTOPHBIA (mpu HeoOxoanmocTH) Bcem namuentam ¢ MIIC VI, npu Hanmuuum
MOKa3aHUH, C 1eJIbI0 Ha3HAUEHUS! CUMIITOMAaTHYECKOTO JICUEHHUSI U KOHTPOJISI €ro 3 (HEeKTUBHOCTH
u Oe3omacHocTH [2, 6, 16, 45].

YpoBeHns yoeautenbHocTH pekoMeHaanui C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KomMmeHTapuii: peyuousupyrowue omumsi, uacmuvle pecnupamopnvle 3a0071e6aHUs 6epPXHUX
ObIXamenbHblX nymeu mpebylom npoeeoeHuUs CUMNMOMAMUYECKOU, aHMUOAKmepuanbHou
mepanuu.

Pexomennyercst mpueM (OCMOTpP, KOHCYJIbTAlLMsI) Bpaua-HEBPOJIOra NEPBUYHBIN U MOBTOPHBIM
(mpu HeoOxomumocTH) BceMm marueHTam ¢ MIIC VI, nmpu Hanmuyuu TOKa3aHWM, C IEJIbIO
Ha3HAYEHUS] CHMIITOMATUYECKOT 0 JICYEHHUS U KOHTPOJIA ero 3 eKTUBHOCTH U Oe3omacHocTH [ 16,
29, 45].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 5)

KommenTapmii: y nayuenmos ¢ MIIC npu manuuuu snuienmudeckux npucmynos Heobxooumo
UCNONb306AHUE NPENapamos U cxem JieYeHus, HA OCHOBAHUU PEKOMEHOayutl Nno JeYeHuio
snunencui. Jleuenue nosedenueckux —HApyuleHul  NPOBOOUMCS — HEBPONIO2OM,  OObIYHO
UCNONBL3VIOMCS Npenapamsl 2pynnvl CHOMBOPHbIE U CeOamusHvle Cpeocmed, aHKCUOTUMUKU,
opyaue anmuncuxomuyeckue cpedcmea. Bvibop npenapama, 0osuposka, onumenbHOCmy Kypca
onpeoensiomcs uHOUUOyanbHo. Hauunaiom npuem OAHHbIX Npenapamos noo muyamenbHbiM
8pauebHbIM KOHMPOIEM 8 YCIOBUAX KPY2ILOCYMOYHO20/0HeBHO20 CIAYUOHAPA.

PexoMenayercst mpueM (0cMOTp, KOHCYJIbTALMsI) Bpaya-TPaBMaTOJI0Ia-0pTOIEAa EPBUYHBIA U
MOBTOPHBIN (1pu HeoOxoaumocTH) BeceM mnamentam ¢ MIIC VI, npu Hanuuuu mnokasaHHid, C
LEeNbl0 Ha3HAYEHHUS CHUMIITOMATUYECKOTO JIEYEHUS U KOHTpoNs ero 3pdexTuBHOCTH U
oe3omacHocTH [16, 29, 45].

YpoBens yoeautenbHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)

KommeHnTapuii: opmoneduueckas Koppekyusi HapyuieHus OCAHKU, KOHMPAKMYpP CYCMAB08 C
UCNONb308AHUEM —HEXUPYPRUYECKUX Memoooe GKouaem @uauonpoyeoypvl u aeqyedoHyio
@usKkyremypy, ucnorvzyiom opmoneoudeckue ycmpoucmea. Ilo nokazanusm ocywecmensaiom
Xupypauueckoe jleyeHue CUHOPOMA KapnaabHo20 KAHANd, NPOSOOUMCs IHOONPOME3UpoBaHue

opmoneduqeacoe ma306edpeHH020 uiau 3H00np0me3up06anue opmoneéuueacoe KOJIEHHO20
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cycmasa, Koppusupyroujue oCmeomomuu 0Jisi UCHPABTIeHUs. OCU KOHEYHOCHEl.

Pexomennyercst mpueM (OCMOTpP, KOHCYJIbTAIMs1) Bpada-KapIuoJIora MepBUYHBIA U MOBTOPHBIM
(mpu HeoOxomumocTH) BceMm marueHTam ¢ MIIC VI, npu Hanmuyuu TOKa3aHWM, C IEJIbIO
HA3HAYEHUS] CHMITOMAaTUYECKOTO JIEYEHHS U KOHTPOJIs ero 3 dekTuBHOCTH 1 Oe3onacHocTH. [16,
29, 45].

YpoBeHs yoeautenbHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommenTapuii: Heobxooumo yuacmue MyiomuOUCYUnIUHAPHOU KOMAHObL 8 8eOCHUU CePOeYHOU
Hedocmamounocmu y nayuenmos ¢ MIIC VI Ilpu neuenuu apmepuanivHou cunepmoHuu y
nayuenmos ¢ MIIC VI nokazano nasnavenue aHmucunepmeH3ueHou mepanuu 6 COOmeemcmeuu
€ KIUHUYECKUMU PEKOMEHOAYUAMU « ApmepuanbHas 2unepmonus y 63poCibixy.

Pexomenayercst mpueM (0OCMOTp, KOHCYJBTAIMS ) Bpaua-Xxupypra nepBUYHbIN 1 MOBTOPHBIN (TIpU
HeoOxomumocTr) BceM mnamuertam ¢ MIIC VI, uMmerommMM MaToloTHio, TPEOYIOUIYIo
XUPYPrU4E€CKOr0 BMEIIATENbCTBA, C LIENBI0 PEIICHHUS BOIPOCOB O HEOOXOIUMOCTH U 00ObeMe
XUPYPrUUYE€CKOro BMEIIATEIbCTBA, HA3HAUEHHUS CHMIITOMAaTHYECKOIO JICUEHHUS, KOHTPOJS €ro
s dexkTuBHOCTH U Oe3omacHoCTH [16, 29, 45].

YpoBens yoeautenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
Pexomenayercss mnpueM (OCMOTp, KOHCYJbTallMs) Bpada-HEHPOXUPYpra TMEPBUYHBIA U
MOBTOPHBIN (TTpu HeoOxoaumocTn) nanuentam ¢ MIIC VI, npu Hanuuum moka3aHuid, ¢ 1EIbIO
pElIeHHs BOMPOCOB O HEOOXOAUMOCTH M 00BEME HEHPOXUPYPrHuecKoro BMENIATEIhCTBA,
HA3HAYEHUS] CUMITOMATUYECKOTO JICUEHHSI, KOHTPOJIs ero 3(P(PEeKTUBHOCTH U Oe30macHoCcTH [16,
29, 45].

Yposens yoeauteabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5)
Pexomenayercst npueMm (OCMOTp, KOHCYJIbTAlMsl) Bpada-MyJbMOHOJOra TEPBUYHBIA U
MOBTOPHBIN (TIpu HeoOXoaumMocTH) BceMm manueHTam ¢ MIIC VI, npu Hanuyum mokaszaHwid, ¢
LEeNbI0 Ha3HAYEHUS CHUMITOMATUYECKOTO JIEYEHUS U KOHTPOJsA ero S(PQPEeKTUBHOCTH U
Oe3omacHoctu [16, 29, 45].

YpoBens yoenutenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KomMmeHnTapumu: uacmoie 3a001e8anus 6epxXHUX U HUNCHUX ObIXAMENbHbIX nymel mpeoyiom

npoee()eHu}z cwwnmwwamuuecxoﬁ, aHmu6a7<mepuaﬂbH0L7 mepanuu.

3. 3 Xupypruueckoe Je4eHue

Xupypeuueckoe neuwenue nayuenmos c¢ MIIC VI credyem nposodums npu yuacmuu
MYTLMUOUCYUNTUHAPHOU  KOMAHObL 8 COOMBEMCMEUU € OelCmEVIOWUMU  KIUHUYECKUMU

pekomendauu}wu.
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o PexkoMeHayeTcsi IpOBECHHE ONIEpALIMM HEBPOJIU3 U IekoMmIpeccus HepBa nmanuentam ¢ MIIC VI

C COXpaHHBIM HMHTEJUIEKTOM M HapylleHHueM (YHKIUU KUCTEH WM C HapylleHHEeM HEpPBHOI
OPOBOIUMOCTH 10 pe3yibrataM DHMI ¢ nenpio nocTuxeHus OBICTPOrO CTOHKOTO YIy4IICHUS
GyHKIUI BepXHUX KOHEUHOCTeH [16, 25, 26, 30].
YpoBenb yoenurteabHOCTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
KomMmeHnTapumu: wacmoma peyuougog kapnaibHo2o0 MOHHENbHO20 CUHOPOMA V NAYUEHMO8 C
paznuunvimu munamu MIIC neuszsecmua. I10ckonbKy nOBMOpHAs KOMNPeCCus MEOUAHHO20 Hep8a
ecrneocmeue pyoyesanus U OMIOHCEHUS 2TUKOZAMUHOSTUKAHOB BO3MOJCHA, HE0OX00UMO
npoododicams Habaooernue. Heobxooum npuem (ocmomp, KoHCyIbmayus) epava-xupypea u/uiu
8paua-Heupoxupypea ¢ yeivio peuieHus: 80npoca 0 HeoOX0OUMOCMU U 0Obeme B03MONCHO20
XUpypauuecko2o 6Meuamenbcmea.

o Pexomenayercsi NpoOBENEHUE BEHTPUKYJIO-NEPUTOHEATBHOIO IIYHTHUPOBAHUS, IALUEHTaM C
MIIC VI Ttuma mpu cooOmaromieics ruapouedaini ¢ MPOTPECCUPYIONIMM  YBETUICHUEM
KenynoukoB 1o jgaHHeiIM  MPT  w/unu  moaTBepKAEHHBIM — MOBBIIEHUEM  J1aBJICHUS
nepedpocnuHanbHON kuaKoctu Oosee 250-300 cM BogHOTrO cTONOA C IENBIO KYNHPOBAHUS
MaTOJOTUYECKOTo cocTosiHus [16, 33].

YpoBeHs yoeautenbHocTH pekoMeHaanui C (YpoOBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommenTapmii: neobxooum npuem (ocmomp, KOHCYTIbmMayus) 6pava-Herpoxupypea ¢ yeivio

peutenus eonpoca o Heobxo0uMocmu U 0oveme 603MOHCHO0 Xupypauieckoeco emeutamenvemed.

o PexoMenayercss — mpoBelcHHME — ONEpalMM  JEKOMIIpECCUs ~ IIO3BOHOYHOIO  KaHala

Mukpoxupyprudeckas nanuerram ¢ MIIC VI ¢ auarHocTupoBaHHBIM CTEHO30M ILIEHHOTO OTAENIA
MO3BOHOYHMKA C IIEJIbI0 YCTpaHeHus crenosa [10, 16, 25, 29, 30].
YpoBenb yoenurteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4)
KomMmeHTapum: HeoOxooum npuem (ocmMomp, KOHCYIbMAYUs) 6pava-Heupoxupypea ¢ yeivio
peuwieHuss Bonpoca o HeodX0OUMOCIU U 0ObeMe 03MONCHO20 XUPYPSULECKO20 BMEUUAmMenbCmed.
Coasnenue  cnuHHO20 ~ MO32a ~ NpPUBOOUM K HeOOpAmumviM — He8pPON0SUYECKUM
HapyuweHusaM, onepayuro ciedyem paccmampusams oaxce y NayueHmos 06e3 HesposocUUecKol
CUMNMOMAMUKU, eClU CASUMMATbHbIL Ouamemp No360HOYHO20 KAHANA CYiceH Oonee uem Ha
50%. Xupypeuueckoe — emewiamenbcmeo — OONHCHO — BbINOJHAMBCA — pAHbULE — PA3GUMUS
HEeBPONO2UYECKUX NPOABIEHULL.

o Pexomenayercss »HIONPOTE3UPOBAHHE OPTOMEIUYECKOE Ta300€IpPEeHHOr0 CycTaBa W/WUIU
SHAOMPOTE3UPOBAHUE OPTONEAUYECKOE KOIeHHOTo cycTaBa nanuentaM ¢ MIIC VI npu nanuuuun
MOKa3aHWW M OTCYTCTBUU A (deKTa OT KOHCEPBATHBHOW TEPaNUU C IEIBI0 BOCCTAHOBICHUS

byHKIMHA, yCTpaHeHus AedopMalvii B yIydIeHus: kadecTBa )ku3Hu [10, 16, 34].
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YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).
Kommenmapuii: neooxooum npuem (0cmMomp, KOHCYIbmMayus) 6paia-mpasmamonoza-opmoneod
C Yenvlo peuweHus 6onpoca O HeoOXOOUMOCMU U 00veMe BO3MONCHO2O XUPYPUUECKO20

emeuianeibcmed.

4. MeauuuHCcKas peadMJIuTALMSA U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeJUIUHCKUE NMOKA3AHUA M IPOTHUBONOKA3AHNS K IPMMEHEHHI0 MeTO10B
peadnJINTALIMHM, B TOM YHMCJIe OCHOBAHHBIX HA HCNOJIb30BAHUHU MPUPOTHBIX

JieueOHbIX GaKTOpPOB
Cneyuguuecxou peabunumayuu nayuenmam c¢ MIIC VI une mpebyemcs. B kpye
peabunumayuonuwvix meponpuamuti nayuenmam ¢ MIIC VI mocym b6vbims 6Kk0UeHbl 3AHAMUSA C
ACUXOTI020M, OMObIX 8 CREeYUATUSUPOBAHHBIX CAHAMOPUSX, d MAKHCEe COYUATbHASL A0anmayus ¢
yuacmuem CReyuanucmos u COyuanrbHvlX pabomHukos, Kypcvl maccadxca. Cneyuguueckue

Memoowl pea6uﬂumauuu npu Haauduu OCNOMNCHEHUL YKda3aHbl 6 coomeemcmeyrou;uxpcwéeﬂax.

5. IIpodpunakTuka u AUCNIAHCEPHOE HADII0IeHNEe, MEeIUIIUHCKHE IOKA3AHUS U

NMPOTHUBOIIOKA3aHMA K IIPUMECHCHHUIO MECTOA0B IlpO(l)I/IJIaKTI/IKI/I

Pexomenayercst mpreM (OCMOTp, KOHCYJIbTAllM ) Bpaya-reHeTHKa IIEPBUYHBINA U IIOBTOPHBIN (1IpU
HEOOXOAMMOCTH )/ TUCTIAHCEPHBIN  TprieM  (OCMOTpP, KOHCYJIbTAIlMsl) Bpada-TeHETHKa BCEM
nanrentam ¢ MIIC VI ¢ ycTaHOBIEHHBIM TUArHO30M HU/WIIH €r0 OHUITHATBLHBIM MPECTAaBUTEIISM,
C ILIEJIBI0 Pa3bsICHEHUM TE€HETHMYECKOIO pPUCKA, OOCYKIEHUS BO3MOJKHOCTEHW IPEHATAIbHOW U
MPEUMIUIaHTAIMOHHOM T€HETUYECKON AUAarHOCTUKH [6, 16, 45].

YpoBenb yoenutenbHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

5.1 llpenarajnbHas AMATHOCTUKA
PexoMeHayeTrcss IIpOBENCHMsS IIPEHATAaIbHOM U MPEUMIUIAHTALIMOHHONM TE€HETUYECKOU
JTUATHOCTHKU BCEM CEMbSIM, OTSTOIIEHHBIM XOTs Obl omHuM ciydaeM MIIC VI, mns kaxmoi
MoCJIeTyIoNIeH OEpEeMEHHOCTH, C TEIbI0 MPOPMITAKTUKHA HACICICTBEHHON MTATOJIOTHH [2, 6, 16].
YpoBeHs yoeautenbHocTH pekoMeHaanui C (YpoOBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KomMmeHTapuii:  npeumnianmayuounylo  2eHemuyeckylo  OUASHOCMUKY — IMOpPUOHA U
NPEeHaMAnbHYI0 OUASHOCIMUKY NPOBOOAM NYmMmeM UsMepeHus akmueHocmu apuicyivgpamassl B 6
KIemKax 6OPCUH XOPUOHA, A MAKiICe Memooamu npsamou uiu koceennou JJHK-ouaenocmuku ons
cemell ¢ U36eCMHbIM 2eHOMUNOM.

5.2 /IlucnancepHoe HalJI01eHAeE.
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3abonesanue umeem MyabmMuUCUCMeMHYI0 Npupoody U Heobpamumble, NPOSpeccupyrouue
KAUHUYeCKUe NPOSAGTIeHUs, YUMo 00YCo8IUsaem HeoOXo0UMOCmy HAOII00eHUs. He MOJLKO Y3KUMU
cneyuanucmamu (8PAYAMU-OMOPUHONAPUHSOIOSAMU, 8PAYAMU-XUPYD2AMU, epavamu-
ogpmanvmonozamu, 8paiAMU-KapoUosI02amu, 8paiamu-ny1bMOHOI02AMU, BPAYAMU-HEBPOL02aAMU,
BPAYAMU-CINOMAMONO2AMU), HO U BPAYAMU-DUUOMEPANEEMAMU, MEOUYUHCKUMU J1020nedamu,
MEOUYUHCKUMU NCUXOI02AMU U PAOOMHUKAMU NALIUATMUBHBIX CILYHCO.

Hayuenmoi ¢ MIIC VI 00.191cHbL NOCMOSHHO HAX00UMbCs OO Habawdenuem, 1 paz 6 6-12
mecayes (8 COOMEeMCmMaUYU ¢ MANCECMbIO COCMOAHUS) NOKA3AHO KOMNIEKCHOe 00cnedo8anue 6
MHO2ONPOPUILHBIX  CIMAYUOHAPAX. [[TUMENbHOCMb  HAXONCOEHUs. 6 CMAayUOHAaApe/OHe6HOM
cmayuonape 10-14 oueti.

Habnooenue nayuenmog no mecmy scumenbcmea (6 amoy1amopHO-NOIUKIUHUYECKUX
YCNOBUAX) OONIHCHO OCYWECMBIAMbCA NOCMOAHHO. JlabopamopHnvle U UHCMPYMEHMATbHbIE

00C1e008aHUs U PEKOMEHOYeMAsl Yacmoma ux npogeodenus npeocmasiena 6 llpunoscenuu A3.3.

Pexomenayercst onpeneseHe ypoBHS ITMKO3aMUHOTIIMKAHOB MOUHU He pexe 1 pa3a B 6 MecsleB
B TIpollecce IUCMaHCepHOro HabmoaeHus Bcem mamueHtaM ¢ MIIC VI ¢ menbio KOHTpons
3¢ (hEeKTUBHOCTH MaToreHeTudeckoi tepamuu [1, 2, 14, 16, 37].

YpoBeHnb yoenquteabHoCTH pekoMenaanmnii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

PexoMeHayeTcsi MpoOBOAWTH O-MHUHYTHBIM TecT ¢ xoapboi y mammeHtoB ¢ MIIC VI ¢
COXPaHEHHBIM HaBBIKOM CAMOCTOATEIBHOM XOAb0bI (€CIIHM HE IPOBOAUIICS MOCeIHNE 6 MECSIIEB)
B IMIpOLIECCE JAMUCIIAHCEPHOrO HAONIONEHUS C LENbI0 OLEHKH BBIHOCIUBOCTH M KOHTPOJIS
s dexkruBaocty O3T ([Ipunoxenne I'1) [19, 21, 22].

YpoBeHnnb yoenqutreabHOCTH pekoMenaannii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)

PexoMeHnayeTcst mpoBeieHHEe 001Iero (KJIMHUYECKOT0) aHanm3a kposu naruentam ¢ MIIC VI B
MPOIECCEe TUCTIAaHCEPHOTO HAOMIOACHHS (1acTOTa — MO TTOKA3aHUsIM) C [ETbI0 OIEHKA OCHOBHBIX
rapamMeTpOB KPOBETBOPEHUSI M BBISIBJICHHS BO3MOXKHBIX WH(PEKIIMOHHBIX TTpoiieccoB [ 16, 39, 40].

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

KomMmeHTapum: nposoosam ucciedosanue YposHa 00uje2o 2eM02100una, 3pumpoyumos,
JIeUKOYUMOo8, MpoMOOYUMO8 8 KPOBU, OYEHK) 2eMamoKpuma, Uccie008aHue CKOpoCmu 0Ce0aHus
apumpoyumos, ougpghepenyuposanuslii. noocuem Jeukoyumos (neuxoyumapuas Gopmyia). B
CBA3U C 8bICOKUM PUCKOM PA3BUMUS UHMEPKYPPEHMHBIX UHGDeKYUll, ACNUPpAYUOHHOL NHEBMOHUU
v nayuernmog ¢ MIIC pexomendyemcs npogedenue 0aHHO20 UCCIe008aHUs He pedce 1-2 pa3 é 200.
Pexomenayercsi IpoBeJicHUE aHAM3a KPOBU OMOXUMHYECKOTO OOIIETepareBTUYECKOTO BCEM

narmentam ¢ MIIC VI kaxnapie 6 MecsieB B MPoOLEcce TUCTIAHCEPHOTO HAOIIONEHUS C IEIIbI0
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onpezeneHus: (yHKIMOHAIBHOIO COCTOSIHUS TE€YEHH, KOTOpas SBISIETCS OJHUM U3 OpPraHOB-
muteneit mpu MIIC [1, 16, 39, 40].

YpoBensb yoenureabHocTH pekoMenaanuii C (ypoBeHb JO0CTOBEPHOCTH 10KA3aTENbCTB — 4)
KommeHTapum: nposodsm  onpedenenue aKmMuHOCMU — ACHAPMAMAMUHOMPAHCHeEPA3bl,
ANLAHUHAMUHOMPAHChepassl,  1aAKMamoecuopoceHasvl,  weiounou gocgamasvl, eamma-
MOMAMUIMpanchepasvl 6 Kpoeu, Ucciedo8anue yposHs obwe2o Ounupyouua, oOurupyouHa
CBA3AHH020  (KOHBIOSUPOBAHHO20), XOJNeCMepuHa, mpueiuyepuoos, aibOyMuHa, 2noK03bl,
KpeamuHuHa, oouje2o beika, Hampus, Kaaus, 00ue2o Kaibyus 8 Kposu.

Pexomenayercsi mpoBeieHUE YIbTPAa3BYKOBOIO HCCIEAOBAHUS OPraHOB OpPIONIHOW MOJOCTH
(KOMIUIEKCHOTO0) M/WJIM MarHUTHO-PE30HAHCHON TOMOTpaduu OpraHoB OPIOIIHOM IMOJIOCTH W/WITH
KOMITBIOTEPHOM TOMoOTpaduy OpraHoB OpromHON mojocTh BceMm mnamueHtam ¢ MIIC VI B
Ipolecce TUCTaHCEPHOro HA0M0IeH!s (YaCTOTa — I10 MOKAa3aHMsIM) C LIE€JIbI0 OLIEHKH JUHAMHUKHI
pa3MepoB MEYEHU U cene3eHku [17].

YpoBeHnb yoenquteabHOCTH pekoMenaanmnii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMmeHTapum: sviasnaomes ymepennas 2enamome2anus uny cenamocnieHomezanus. Ha gpone
mepanuu pasmepuvl NeueHu U ceyle3eHKU YMeHbULaomcs

Pexomenayercsi peHTTeHOTrpadusl MIEHHOTO, TPYIHOTO M MOSCHUYHOTO OT/eNa MTO3BOHOYHUKA,
BEpXHUX M HIDKHUX KOHeuHocTtedl marueHtam ¢ MIIC VI B mporecce aucnaHCepHOIo
HAOJIO/IEHUS C IEIBIO BBISBICHUS MHOKECTBEHHOTO AM30CT03a M KOHTPOJIS 32 COCTOSTHUEM [52].
YpoBeHns yoeautenbHocTH pekoMeHaanui C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapuu: uccredosarue nposoosim He pedice ne pedxce 1 paza 6 12 mecsayes. B psioe cnyuaes
He0bX00UMO NposedeHue peHmeeHocpauu wWetiHoeo, 2pyoOHO20 U NOACHUYHO20 omoeld
NO360HOYHUKA C (QYHKYUOHANbHbIMU npobamu. Ilpu nedocmamounou ungopmamusHocmu
UCCNe008aHUI, BO3MONCHO NpOGedeHUe KOMNbIOMEPHOU MOoMozpaguu welHo2o, 2pyoH020 U
NOACHUYHO20 OMOeN08 NO360HOYHUKA. Bwiagnaiomces MHOdcecmeeHHble OU30CMO3bl  —
ckaghoyepanus, eunonnaszus 3y006uono2o ompocmka C2-no360HKa, 00pcoatomoapuviil Kughos 6
pesyivmame NAAGMUCNOHOUNUY, NOSACHUYHBIU 2unepiopoos. Onpedenaiomcs wupoxue peobpa,
KOpOMKUe U302Hymble KII0YUYbl, 2UNONIA3US 20TI080K Ne4esblx Kocmell U 8apychas degopmayus
nieyegulx Kocmel 6 NPOKCUMANbHLIX 0omoenax, OuUcCmanbHvle dnugusvl Kocmel npeonieuvs
CcKOuleHbl Opye2 K Opyay. 3adepaoicka popmuposanus si0ep okocmenenus. Ilacmuvle kocmu Kucmeti
VKOPOUEHbl U CYIHCEHbl — «3A0CMPEHbl» 6 HNPOKCUMANbHLIX OMOeNax, «CKOUEHHOCHIbY
BEPMIYHCHBIX BNAOUH, O0ePOPMUPOBAHHbIE, YNIOWeHHble 20J06KU 0eOpeHHbIX Kocmell U

8abYCHAsL Oehopmayus uieex 6eOpeHHbIX Kocmell.
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e PexoMeHayeTcsi MarHUTHO-PE30HAHCHAs TOMOTpadus MO3BOHOYHUKA (OAWH OTHEN) HE pexe 1

pa3a B 1-3 roma manmentam ¢ MIIC VI B mporecce aucrnaHCepHOro HaOMIOACHUS C LENbIO
BBISBJICHUS KOMIIPECCUM CTMHHOTO Mo3ra [33].
YpoBenb yoenurteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KomMmeHTapumu: npu Heobxooumocmu npogoosm MASHUMHO-PE30HAHCHYI0 MOoMo2paguio
NO360HOYHUKA (0OUH omoen) ¢ NpuUMeHeHUeM KOMOUHUPOBAHHO20 UHRANAYUOHHO20 HAPKO3d.
Hecmabunbnocme — amaaHmoaxkcuanbHo20  COYNeHeHus  Modcem  Ovlmb — GblasleHa  Npu
penmeenozpaguu uielino2o omoend N0360HOYHUKA C (DYHKYUOHATLHBIMU NPOOAMU, OOHAKO 05
HOOMBEPHCOEHUSI KOMUPECCUU CRUHHO20 MO32a 6Clle0cmeue YMoaujenus e2o 00010YeK U
Gopmupyrowuxcs anomanuti no360HK08 mpebyemcs nposeoenue MPT.

e PexkoMeHayercsi MpoBeICHUE PEHTIEHOIeHCuTOMETpUM BeeM nanueHtaM ¢ MIIC VI B nponecce
JTUCTIAHCEPHOTO HAOIIOACHUS (YaCTOTa — TIO MOKA3aHUSM) C IEJIBIO ONpeIeNICHIs] MUHEepaIbHOU
IJIOTHOCTHU TKaHU, BBIABJICHUS OCTEONIOPO3a, KOHTPOJIS 32 COCTOSIHUEM MaluenTa [36].

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

o Pexomenayercsi TpoBeACHUE DIEKTpOHEWpOMUOTpadUU CTUMYISIIMOHHON (OJUH HEpPB) U
3NIEKTPOHEHpOMHUOrpadun UrosIbYaThIMU IEKTpoAaMu (oAuH HepB) BceM nanueHtam ¢ MIIC VI
B TIPOIECCe TUCTAHCEPHOTO HAOMIOACHMS (YacToTa — IO IMOKa3aHHWSIM) C IENbI0 OICHKU
(GYHKIIMOHATLHOTO COCTOSIHHSI MBIIICYHBIX TKaHEH, HEPBOB M HEPBHO-MBIIIICYHON Tepeaauun |6,
11, 16, 33].

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

Kommenrapum: cmumynsayuonnas SHMI nossonsem onpedenums coasieHue cpeounHo2o Hepea
oadice 00 NOABNEHUA CUMNMOMO8 U OOJHCHA NPOBOOUMbCS, HAYUHAA C ospacma 4-5 nem
exHce200HO.

e PexomeHI0BaHO MPOBENECHUE HCCIEAOBAHUS HECIIPOBOLMPOBAHHBIX JbIXaTEIbHBIX O0BEMOB U
notokoB marmeHtam ¢ MIIC VI B mpomecce nucmancepHoro HaOmoJeHUs (4acToTa — IO
MOKAa3aHUsIM) C IEeJIbI0 OIeHKU 3 (HEKTUBHOCTH IPOBOIUMOM Tepanuu, KOHTPOJIIS 32 COCTOSTHUEM
Oponxoserounoii cuctemsl [11, 16, 17, 19, 22].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommeHnTapuu: nposoosm cnupomempuio, (hiryomempuio CNOKOUHO20 ObIXAHUS, UCCTIe008aHUE
@yHKYUU BHewHe20 ObIXaAHUSL.

o PexoMeHAyeTCsl pErvcTpaIys SIICKTPOKAPIAUOTPAMMEI, TPOBEIACHHUE 3XOKapauorpapuu BCEM
narentam ¢ MIIC VI B nporiecce 1ucnancepHoro HaOmoIeHUs (YacTOTa — I10 TIOKAa3aHUsAM) C
LIETIBIO OLIEHKH COCTOsIHUA cepata [16, 17, 22, 24, 26].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
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KommenTapuu: pecyisipnoe nposedenue IKI', Ixo-KI', xonmeposckoeo monumopuposarus IKI
U CYMOYHO20 MOHUMOPUPOBAHUS APMEPUATLHO20 0A8NeHUs HeODX0OUMO NAYUEHMAM ¢ OAHHOU
namonozaueu, maxk KAk C paHHe20 603pacma Yy HUX OMMEUAIOMCc CepoeyHO-coCyOUcCmuole
HAPYUIEHUA.

PexomMenayeTcst mpoBeIeHNE XOJITEPOBCKOIO MOHUTOPUPOBAHUS CEPACYHOIO PUTMA MMALIUEHTAM
¢ MIIC VI B mporecce aucrnaHcepHOro HaOIOAEHUS (YacToTa — IO TOKa3aHUsAM) C IEIbI0
OIIEHKH cOoCTOsiHUS cepana [16, 44].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4)

KoMMeHTapumM: cymouHoe MOHUMOPUPOBAHUE APMEPUATLHO20 OA6NIeHUs NPOBOOAm NO
HeoOx00UMOCmu.

Pexomennyercst mpueM (OCMOTp, KOHCYJIbTAIIMsI) Bpaua-TPaBMaToJIOra-0pToneia MepBUYHBINA U
MOBTOPHBIN/TUCIIAHCEPHBIA TIPUEM Bpada-TpaBMaTojora-oproneaa mnamuentam ¢ MIIC VI B
npolLecce AUCIaHCEePHOro HaOMoneHus He peke 1 paza B 6 MecsleB WM yalle, Py HAJIWYUH
MOKAa3aHUM, C LEJbI0 KOHTPOJISI COCTOSIHUS, HA3HAYEHUs CHMIITOMAaTUYECKOrO JIEUYECHHS W
KOHTPOJIS ero 3G GeKTUBHOCTH U 6e3onmacHocTH [16, 29, 45].

YpoBens yoeautenbHocTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KommenTapmii: opmoneduueckas xoppexkyus HapyuieHus OCAHKU, KOHMPAKmMyp CYCmMaeos ¢
UCNONIL30BAHUEM  HEXUPYDSUHECKUX Memooo8 GKIouaem @u3uonpoyeoypsvl u JjiedebHyIo
@u3KyILMYpPY, UCNOIBL3VIOM Opmonedudeckue ycmpoiicmea. Ilo nokazanusm ocyuwjecmensaiom
Xupypeuieckoe JnedeHue CUHOPOMA KapnaibHO20 KAHAld, NPO8OOUMCS IHOONPOMe3UpOo8aHue
opmoneouueckoe mazo0e0peHHo20 UlU 3IHOONPOMeE3UpPOsanue Opmoneouieckoe KojleHHO020
cycmasa, Koppusupyroujue oCmeomomuu 0Jisi UCHPABIeHUs. OCU KOHEYHOCHEl.

Pexomenayercst mnpuem (OCMOTp, KOHCYJbTalMsl) Bpada-CypoJiora-oTOPUHOJIAPUHIOJIOra
NEPBUYHBIN ¥ TOBTOPHBII/AMCIIAHCEPHBIN MTPUEM Bpaya-CypJ10JI0ra-0TOPUHOIAPUHTOJIOra BCEM
narentam ¢ MIIC VI B npouecce nucnancepHoro Ha0moneHus He pexxe 1 paza B 12 mecsues ¢
LIEJIbIO KOHTPOJISl COCTOSIHMSI, CBOEBPEMEHHOM IMAarHOCTUKHU U JieueHus narosnoruu JIOP-opranos
[2, 6, 16, 45].

YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbLCTB — 5)

KommenTapuu: nopascenue JIOP-opeanos saensemcsi 0OHOU U3 YAcmou CORYmMCMEYoujel
namono2uell. /[ebrom 6ocnanumenbHuix 3a001e6anull yxa, eopaa u Hoca u y nayuenmos ¢ MIIC
NpUXoOUmcs Ha panHuul oemckuti gospacm. Ommeuarom uyacmole COYEMAaAHHbIe NOPANCEHU —
CHUDICeHUe CIyXd, peyuousupyioujue ocmpule cpeoHue Omumvl, OCHMAHOBKU ObIXAHUS 60 CHe,
HOCMOsSIHHOe 3ampYyOHeHUe HOC08020 Ovixanus, punumvl. I[layuenmam c MIIC moocem

nompe606ambc;z npoeedeHue qbu6p0ﬂapuH200K0nuu 6 C6A3U C namojlocudecCKumu U3MeHEeHUAMU
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eopmanu (ymoaujenue 2010CO8bIX C8:A30K, Y8eIUYeHUue U OMeyHOCMb YepnalosUOHbIX Xpaujeli).
Pexomenayercst mprieM (OCMOTp, KOHCYJIbTAllMs) Bpaua-CTOMATOJIOTa MEPBUYHBIN U TOBTOPHBIN
(mpu HeobxoaumocTH) BeceM nanuentam ¢ MIIC VI B mporecce nucnmancepHOro HaOIIOEHUS C
LIETTbI0 TMarHOCTHKH M JICUCHUS TTaTOJIOTHUECKHUX COCTOSTHUH YeIFOCTHO-JIMICBOM o0actu [2, 45].
YpoBens yoeaureabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KomMeHTapumu: oononnumenvHo mocym nompebdosamvcs npuem (0CMOMp, KOHCYIbmMayus)
8PAUA-CMOMAMON02A-0pMONnedd NepeUYHbIl/NOBMOPHBLLL, npuem (ocmMomp, KOHCYIbmayus)
8PAUA-CIMOMAMON02A-XUPYP2ad NEePBUYHBII/NOBMOPHBLI, Npuem (0CMOmp, KOHCYIbmMayus) epaia-
YeIIOCMHO-TUYEB020 XUpypaa nepeudnslii/nosmopuuiii [2, 45]

Pexomenayercss mnpuem (OCMOTp, KOHCYJbTallUs) Bpada-HEHPOXUpYypra TNEPBUYHBIA H
MOBTOPHBIN (TTpu HeoOxoaumoctu) Bcem maruentam ¢ MIIC VI B mporecce aucnmaHcepHOTO
HaAOJIO/IeHUs, IPU HAJMYUU TMOKA3aHUM, C IENbI0 Ha3HAUYEHUS CHUMIITOMATUYECKOTO JICYCHMS,
pElIeHHs BOMPOCOB O HEOOXOAUMOCTH M 00BEME HEHPOXUPYPrH4ecKOoro BMENIATEIhCTBA,
KOHTPOJIs ero 3¢ (GeKTUBHOCTH U 6e3onmacHocTH [16, 29, 45].

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

6. Opranu3anus oKa3aHusi MeJUIMHCKOH MOMOIIH
6.1. Opranu3anus NapeHTepajIbHOr0 BBeACHHSA

B nannom paznene 0CHOBHOE BHUMaHUE YACISIETCS OpraHu3alui ITUTEIbHOM NaTOreHEeTUYECKON
(dbepMeHT3aMeCTUTENbHON TEPANUU B JIEKAPCTBEHHON (hOpME «KOHIIEHTPAT JJIsl IPUTOTOBJICHUS
pacTBopa A HHY3HUil», J0CTaBIsIEeMbIM TyTeM BHYTPUBEHHON HHY3HUH:

1) npoBeneHne nHGy3Uii Yepe3 MOCTOSHHBIA BEHO3HBIH JOCTYI, €CIIM 3TO BO3MOXKHO [47];

2) BEHO3HBIN JTOCTYN MOXET OBITh OOECIedYeH HEOONBIIMMHU KaTeTepaMH, YCTaHOBJIEHHBIMHU B
nepudepudyeckue BEHbI, B LIEHTPAJIbHbIE BEHbI, U MOJYIOCTOSIHHbIE IEHTPAJIbHbIE BEHO3HbBIC
JIOCTYIIBI C MOJIKOKHBIMU pe3epByapamu [47];

3) TmnpuMEHEHWEe [EHTPAIBHBIX BEHO3HBIX JIOCTYNOB  SIBISETCS  MPEAIOYTHUTEIHLHBIM:
nepudepuyeckue BEHbl CO CPAaBHUTEIBHO MEMJICHHBIM KpPOBOTOKOM OYAYT pa3apa)xarhecs
BBICOKOM OCMOTHYECKOM HArpy3KoW, KpalHUMH 3HadyeHusMM pH M XuMU4ecKoN Hnpupoaou
HEKOTOPBIX AaKTUBHBIX MW BCIIOMOTATeNbHBIX BemecTB. @dnedut, TpoMOodnedur wim
UHOWIbTpAUsl TKAHEW MOTYT MPHUBOJIUTH K TOTEpEe BEHBI IS JIEYEHUS U, BO3MOXKHO,
NOBpeXACHUIO TKaHeld. CKOpOCTh KpPOBOTOKAa B IIEHTPAJbHBIX BeHax oOecredyuBaeT ObICTpoe
paz0aBieHHEe BBOAMMBIX BEIIECTB, YTO H30aBISIET OT HEOOXOIUMOCTU >KECTKOIO KOHTPOJIS
KOHIIEHTPAIIMU BBOJMMBIX BEIIECTB MPU MCIIOJB30BAHUU JIJISI BBEJICHUS [IEHTPATbHBIX BEHO3HBIX
noctynoB. Ilpu OBICTPOM €CTECTBEHHOM pa30aBICHHH KPOBOTOKOM HET HEOOXOIUMOCTH B
JOTIOTHUTEIBHBIX 00beMax MH(Y3MOHHBIX CPE/, YTO MOXKET UMETh 3HaU€HUE IS OTACIbHBIX
nauueHTtos [47];

4) pu nH(QY3UU Yepes3 IEHTPATbHBIC BEHO3HBIE IOCTYIIHI ClieyeT oOpamiaTh BHUMaHHE Ha BBIOOD
CKOPOCTH BBEJICHHS U YUUTHIBATh BEPOSTHOCTD MOBBIMICHUS TOKCUIHOCTH, ITOOOYHBIX 3P (HEKTOB
npu ee ypeauueHuu [47].
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6.2. Opranm3anmuss MapmIPyTH3AlMHA NANUEHTA M JBH/KEHUS JIEKAPCTBEHHOIO
npenapara JJis IaToreHeTuH4ecKo (pepMeHT3aMeCTUTEIbHOM Tepanuu

B naHHOM pa3nene OCHOBHOE BHHUMAHHE YJICNSICTCS OpPraHW3allMd CXEMbl MapIIpyTH3alUd
NAIMECHTOB, a TAKXKE BKJIFOUCHHE B CXEMbI MAPIIPYTH3AIMK BCEX MYHHIIMIIATbHBIX 00pa30BaHUI
cyonekTa PO.

1) mns kaxmoro cyobekta PD crmenyer pa3paboTaTh M YTBEPAUTH CXEMBl MapIIPyTH3ALNH
nanureHToB ¢ MIIC, yrBepauTh puKa3zoM pyKOBOAUTENS TeppUTOPUAIBHOTO OpraHa yrpaBieHUs
3/IpaBOOXPAHEHUEM.

2) mpUMEHEHHE JIEKapCTBEHHOTO IMIpernapara NaTOTCHETUYECKOW (epMEeHT3aMeCTUTENbHON
TEpaIuy, 3aKyIUICHHOTO B PaMKax JIbFOTHOTO JICKAPCTBEHHOTO OOECTICUeHHsI B JICKAPCTBEHHOU
(dopMe «KOHIIGHTpAT Ui MPUTOTOBJICHUS pacTBOpa Uil MH(QY3HUI» ClIeayeT OpraHu30BaTh B
MEIUIIUTHCKOW OpraHU3alyy, UMEIOIIEH JTUIIEH3UI0 Ha MEIUIUHCKYIO ACSATEIBHOCTD 110 JTI000MY
OpOQIIII0 B YCIOBUSAX CTAllMOHApa JHEBHOTO MPEOBIBAHUS WM B YCIOBHSX KPYIJIOCYTOYHOTO
cranuoHapa [48].

3) Tmpu yTBEpKJACHHUM CXEM MapHIPYTHU3AMK  MAIMEHTOB, CIEAyeT MPEAYCMOTPETh
MapIIpyTH3AIHUI0 CaMOTO JIEKAPCTBEHHOTO TMperapaTta ¢ MPUMEHEHHEM TEPMOUHIUKATOPOB IS
KOHTPOJII TEMIEPATYpHOTO pEeXHMa XpaHCHUS W TPAHCIOPTHPOBAHUS  MEIUITUHCKHUX
MMMYHOOHMOJIOTUYECKUX TpEerapaToB B cUcTeMe '"XomomoBoi memu" [49], HEOOXOaUMOTO st
oOecrieyeHHsT HEMPEPHIBHOCTU IMATOTCHETUYECKON (epMEHT3aMEeCTUTEIbHON Tepanmuu B
JEKapCTBEHHON (DOPMBI «KOHIIEHTpAT AJIsi MPUTOTOBJICHUS pacTBOpa A WHQY3Hi» 10 Mecrta
BBITIOJTHCHU S HeKapCTBeHHOFO Ha3HA4YCHU HeHOCpeI[CTBeHHO HaLII/IeHTy B MGI[HHHHCKOﬁ
OpraHu3aluu.

ITokazanus It ITAHOBOM TOCIIUTAIN3AIINN:

— TpOBEJCHHE JUArHOCTUKU M JIEYEHHUsI, TPEOYIOLIUe KPYIJIOCYTOYHOIO MEIUIIMHCKOTO
HAOJIIOIEHNUS;

— cocrosiHMe, Tpelyrollee AakTHUBHOTO JIEYEHUS W KPYIJIOCYTOYHOTO MEIUIIMHCKOTO
HaOmoneHus:  (TpbDKEceueHue, OINepaTUBHOE  JICUEHHWE  MOpaXKeHHsl  CYCTaBOB,
NO3BOHOYHHUKA, CKOJHMO3, aJCHOIKTOMHS, TOH3WIUIIKTOMHS, HEHPOXUpYprudeckas
JICKOMITpECCUsl CHHIpOMa 3aISICTHOTO KaHajla, YCTaHOBKA TPaHCTHMIIAHUYECKOTO
JpeHaXka IpU CPETHEM OTUTE, XUpyprudeckas koppekuus natoigorun CCC u npyrue);

— cocrosiHMe, Tpebyrollee MPOBEACHUS BBICOKOTEXHOJIOTUYHBIX METO/OB JICUeHHUS (B TOM
yrciae KOHTpoJb dppexkruHocty TI'CK);

— OTCYTCTBHE BO3MOXHOCTH obecrieueHus O3T B aMOyJIaTOPHBIX "
CTaIlIOHAPO3aMEeIAONINX YCIOBUSX;

— HEoOXOJUMOCTh TPOBEACHUS PA3IUUYHBIX BHAOB OSKCIEPTU3 WIM OOCIEIOBaHUS B
MEAMIIMHCKOW OpraHu3alMd MpU HEBO3MOKHOCTH MPOBEICHHUS HUX B aMOYIaTOPHBIX
YCIIOBHSIX, TPEOYIONUX JAWHAMUYECKOTO HaOmoneHuss (B ToM uyuciae odopMIIeHHE
3aKItoYeHNs (heaepabHOr0 KOHCHITMYMa).

IToka3aHus 11 SKCTPEHHOM MOCIIMTAIM3ALUN:

—  OCTpbIe 3a00JICBaHUS;

— 000CTpeHHs] XpPOHHUYECKUX OOJIe3HEH;
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— OTpaBJCHUS U TPaBMbI, COCTOSHHS, TPeOYIOIIHEe WHTCHCUBHOW TEpamuy W NepeBoja B
PCAaHUMAIIMOHHLBIC OTACICHHUA WJIN OTACICHUA MHTCHCUBHOU TCparu (B TOM YHUCIIC
HOGO‘-IHI:IG pCaknuu, MPOUCXOAAIIHUE BO IMPOLECCCE HH(bySI/II/I WM B TCEYUCHUC OHA
nposeacHus nHPy3uu O3T, 1epBUKAIBHBIA CTEHO3 ¢ KOMIIPECCHEH CIIMHHOTO MO3ra U
Ipyrue yrpoKaloliue J>KU3HM OCTpPhle COCTOSIHUS), a Takke KpPYIrJoCYyTOYHOTO
MEAMIIMHCKOTO HAOMIOJEHUM U MPOBENCHUS CIEUHAJIbHBIX BHJOB 0OCIEIOBaHUS H
JIeYeHUsl.

[Tokazanus K BBIMCKE MAIUEHTA U3 CTAlMOHApPA!

— OTCYTCTBHE yrpO3bI KH3HU MMAIlUCHTA;

— OTCYTCTBHE yIpO3bl Pa3BUTHsI OCIOKHEHHI, TPEOYIOIINX HEOTIIOKHOTO JICUCHUS;

— crabunu3anusi COCTOSSHMSI W OCHOBHBIX  KIMHUKO-JIA0OPATOPHBIX — IOKa3aTesei
MaTOJIOTUYECKOTO TPOIIecca 0 OCHOBHOMY 3200JIEBaHHIO;

— OTCYTCTBHE HEOOXOAMMOCTH B IOCTOSTHHOM BPa4eOHOM ¥ KPYTJIOCYTOYHOM MEIUIIHHCKOM
HAOJI0/IEHUU TI0 OCHOBHOMY 3a00JICBAaHUIO;

— HEoOXOJMMOCTH TEpeBOa TMAalKUeHTa B JAPYTryl0 MEAUIHUHCKYIO OpPraHW3aIlUi0 WIH
YUPEXKIEHUE COIUATBHOTO 00eCTIeUeHUS

7. JonosHuTebHAst HHPopManus (B TOM Yucjie (PaKTopbl, BJAUAIOIINE HA

HUCX0/1 3200J1eBaAHNS WJIM COCTOSTHUSA)

[Ipn nmpoBeneHuM Hapko3a M HMHTYOAaMM HEOOXOAMMO IHOMHHUTH O BBICOKOM PHCKE
KOMIIPECCUU CIIMHHOTO MO3ra BCJIEJCTBHE HECTAaOMIBHOCTH AaTJIAHTOAKCHAJIBHOI'O CYCTaBa.
Kopotkas mies1, orpaHndeHre NOABMKHOCTH HIDKHEH YETIOCTH, yBETMUCHHUE SA3bIKa, BBIPAKCHHAS
runeprpodus  aneHOMAOB M MHHIIMH  CO3MAal0T  NpoOJeMbl TpU  MPOBEACHHUU
aHEeCTe3UOJIOTUYECKOr0 MOCOOMs, MOITOMY HPENOYTEHUE CIEeNyeT OTAaBaTb MECTHOMY WIIU
peruoHangbHOMy oOe30onuBaHMi0. [lanMeHT npeaBapuUTENbHO KOHCYJIBTUPYETCS BpavyoM-
KapJMOJIOTOM, OTOPUHOJIAPHHIOJIOTOM, AHECTE3HOJOroM, HeBpomartonorom. O0s3aTeabHO
IPOBE/ICHUE TTOJHOTO KapAHOJIOTUYECKOTO OOCIIeAOBaHMS, MTOJTUCOMHOTpaduu (U BBISIBICHUS
CTENEHU J[bIXaTeNbHBIX HAPYIIEHWI), MpU HEOOXOIUMOCTH — 3HJOCKOIUHU HOCOIJIOTKH U
KOMITbIOTEPHOM ToMorpaduu Jierkux. OnepatuBHOE BMENIATEIHCTBO C aHECTE3WEH HEOOXOMMO
OPOBOIUTh B KPYIHBIX MEAUIUHCKUX LEHTPaX, HMEIOUIMX OTJCJICHHE peaHHuMalud |
uHteHcuBHOU Tepamuu (OPUT), tak kak mHTyOamMs W TMOCIEAYIOIAs SKCTYOalusl y TaKUX

MalMEHTOB MOKET BBI3BATh 3aTpyAHeHus [2, 14, 19].
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Kpurepuu ouneHky kayecTBa MeJUIMHCKON NOMOLIHU

Kpurepun onieHKkn KayecTBa NePBUYHON MeIUKO-CAHUTAPHOI MOMOIIH

Ne OneHka
Kpurepun kauectsa

/11 BBITIOJTHEHUSI

1. BrimonnaeH npueM (0cMOTp, KOHCYJIBTAIIHMS) Bpada-TepaneBTa/Bpadya 001en /
IIPAKTUKHU (CEMEWHOT0 Bpaya) NepBUUHbBIN Jlajuer

2. Brimonaen npuem (0CMOTp, KOHCYJIBTAIHS ) Bpada-reHEeTHKA TePBUYHBII Ja/uver

3. BrinosiHeHO onpeniesieHne ypoBHSI INIMKO3aMUHOTJIMKAHOB MOYH Ja/uer

4. BrimonHeHo ompeneneHre YpoBHS TNIMKO3aMHHOTIIMKAHOB MOYHW HE pexe | Ta/mer
pasa B 6 MecsI1eB

5. BeimonHeHO B mpoliecce MYNBTUILIEKCHOTO OMPECNICHUsT aKTHBHOCTHU
JTU30COMHBIX  (hepMeHTOB (maypoHarcyib(araza, N-anerun-anbda-D-
IIIOKO3aMUHH/1a34, N-areTuiranakro3aMuH-6-Cynb(ar-cynbdarasa,
apwicynbdaraza B, Tpunentumui-nentumasa 1) B MATHAX BBICYHICHHOM Ha/uer
KPOBH METOJIOM TaHJIEMHOI MacC-CIEKTPOMETPHH OIPeIeTICHIE AKTHBHOCTH
apuncyibdpatazpl B (KOMIUIEKC HCCIEeIOBaHUM  AJii  JTUArHOCTHKHU
MyKonoucaxapujaosa tin VI)

6. Brimosnneno onpenenenue myrtanuid B reHe ARSB B KpPOBH METOJI0M
cexkBeHHpoBaHus o CeHrepy BceM MalMeHTaM CO CHIDKEHHOW aKTUBHOCTHIO Ha/ner
(dhepmenTa apwicynbbarassl B

7. BreimonHeHa MarHUTHO-pe30HaHCHasi ToMorpadusi MO3BOHOYHMKA (OJUH /
o) Jla/Het

8. Brimonnena pentrerorpadus MIEHHOT0, TPYAHOTO W TMOSCHHYHOTO OTHesa Ta/uer
MMO3BOHOYHUKA, BEPXHUX U HUHKHUX KOHEUHOCTEH

9. Hasnauena/ckoppexktupoBaHa (QepMeHTHas 3aMecTUTEeNbHas  Tepanus /
npenaparoM rajacyibdaza™* Hlajner

10. | BeimonHeH 6-MHHYTHBIH TECT C XOABOOW y MAIMEHTOB C COXPAaHEHHBIM
HABBIKOM CaMOCTOSITENIbHON XOABhOBI (€CiM HEe MPOBOIWICS TOCIHeAHHE 6 Ha/ner
MECSIICB)

Kputepun omjeHKH KayecTBa CHENHAJIN3MPOBAHHON MEeTUIIMHCKOMH MOMOIIU
Ne OrneHka
Kputepun kauectna
/11 BBITIOJTHCHUS
1. |BemonHeHn mpueM (OCMOTp, KOHCYJIbTAIlMs) Bpada-TepareBTa/Bpada 0OIIen /
IIPAKTUKHU (CEMEWHOT0 Bpayua) NEpBUUHBIN Jla/uer
2. | BoimosHeH npueM (0CMOTp, KOHCYJIbTAINs ) Bpauya-reHeTUKA EPBUYHBII Jla/uer
3. | Bomonnen npueM (0cMOTp, KOHCYJbTAIMsI) Bpada-TpaBMaToJora-opToneaa Ta/ner
TIePBUYHBII
4. | BemmosiHeH mpueM (0CMOTp, KOHCYJIBTAIIMs ) Bpadya-HeHPOXUpypra MepBUUHBII Jla/uer
5. | BoimonHeHa peHTreHorpagusi MIEWHOTo, TPYIHOTO M MOSCHUYHOTO OTAEa Ja/ser
MMO3BOHOYHHUKA, BEPXHUX U HMHKHUX KOHEUHOCTEH
6. |BbmonHeHa MarHuTHO-pe3oHaHCHas ToMorpadus TIO3BOHOYHUKA (OAMH Ta/ner
otnen) He pexe | pa3a B 24 mecsina
7. | Ha3zHauena/ckoppekTupoBaHa  (epMeHTHas  3aMecTUTEIbHas  Tepamus /
npenaparoM rajacymibdaza™* Jla/ner
8. | BeimonHeH 6-MHUHYTHBIM TE€CT C XOJHOOW y MAIMEHTOB C COXPaHCHHBIM
HABBIKOM CaMOCTOSITENIHON XOAbOBI (€cli HE MPOBOIWICS IMOCIEeIHUE 6 Ha/aer

MECSIICB)
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2. baiinakoBa TI'aqmna BukrtopoBHa — K.0.H., BeIymMid HAyYHBI COTPYIAHHK
nabopaTopuu HaclIeACTBEHHBIX Oone3neld oomeHa @PI'BHY "Menuko-reHeTH4ecKuii
Hay4yHbI 1eHTp wuM. akaaemuka H.II. Boukoma", umen Poccuiickoro o0miecTBa
MEIUIUHCKUX T€HETUKOB

3. bapaHoB Auekcanap AJekcanapoBuy — akaaemuk PAH, mnpodeccop, a.m.H.,
[Touetnsiii Ilpeacenarens Mcnonkoma Coroza nemuatpoB Poccum. Harpaner: Opnen
Tpynosoro Kpacnoro 3uamenu, Opnen Ilouera, Opnen «3a 3aciyru nepen OTeuecTBOM»
IV crenenn, Opaen «3a 3acayru nepen OreuectBom» 111 crenenn

4. Bamakmanze Haro /[’kym0epoBHa — [.M.H., PYKOBOJAWTEIb OTHaeIa OpQaHHBIX
OoJyie3Hell W TPOPWIAKTUKH HHBATUAM3UpYOMUX 3a0oneBannii HUW nenmatpum u
oxpanbl 370poBbsa geteit HKI[ Ne2 ®I'BHY «PHIX um. akan. b.B. Ilerposckoroy,
npocdeccop kadenps! GakyIbTETCKON MEeANATPUU Neauarpuaeckoro dpakynprera ®I'OY
BO «PHUMY um. H.U. [Tuporosa» Munsapasa Poccuu, wien Coro3a neauarpos Poccun

5. BockoboeBa Esena FOpbeBHa — K.M.H., B.H.C. JJAOOpaTOPUH HACIICJICTBEHHBIX 00JIe3HEH
oomena ®I'BHY «Menuko-reHeTHYeCKU HaydHBIH 1IeHTp uM. akagemuka H.I1. bBoukoBay

6. 3axapoBa Exarepuna IOpbeBHa — j.M.H., 3aBeaymoomas JabopaTtopuei
HacneACTBEHHbIX Oone3Heil oomena ®I'BHY "Menuko-reHeTHUeCKUN HAY4YHBIH LIEHTP
nM. akagemuka H.I1. Boukosa", unen Poccuiickoro oOmecTBa MEIUIIMHCKUX TSHETHKOB,
YJIeH €BPOTEHCKOTO O0IIECTBA 10 U3YUYCHHUIO HACICICTBEHHBIX 00JIe3HEe 0OMEeHa BEIECTB
(SSIEM)

7. KysenkoBa Jlogvmumiaa MuxailioBHa — JM.H., 3aBelylollas OTICJICHUEM
TICUXOHEBPOJIOTUHU U TicuxocoMarndeckor natosiorun OI'AY "HayuHblii MequUMHCKHI
MCCIIEIOBATENIbCKUM EHTP 310pOBbs aeteil” M3 PO, unien Coro3a neanatpoB Poccun

8. KymneB Cepreii UBanoBuu — akanemuk PAH, a.m.H., nupekrop ®I'BHY "Meauko-
reHEeTUYEeCKUI Hay4dHbIM 1eHTp uM. akagemuka H.II. boukoBa ", mpe3ugeHT Accouuanuu
MEIULUHCKUX T€HETUKOB

9. JlapuonoBa Bajgentuna  HWabmHuyna —  aMmH., OIBHY  "Hnacturyr

AKCIIEPUMEHTAILHOM MeTUIIUHBI", wiieH Poccuiickoro o0miecTBa MEIUIIMHCKIX T€HETHKOB
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10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

Jlo0:xkanun3e Tuna BuxkropoBHa — K.M.H., 3aBeAylollas JHEBHbIM CTallMOHAPOM H
otaeneareM namtuatuBHON Meauiuabl I BY3 "I'Kb Ne 64 JI3M"

MuxaiinoBa Jlronmuiaa KoHCTaHTMHOBHA — JI.M.H., poeccop, YUeHBI CeKpeTapb
OI'BY "HanumoHanbHBIM MEAMIIMHCKUM HCCIEIOBATEIbCKUI LEHTP TPaBMATOJIOTHUU U
oproneanu umenn H.H. [Tpuoposa" M3 PO

MuxaiiiioBa CBet/iana BurajnbeBHa — /1.M.H., 3aBEyIOIAst OTAEICHUEM MEIUIIMHCKOMN
reHeTuku PJIKb ®I'AOY BO PHUMY um. H.U. Iluporosa Munsapasa Poccun
Moncee Cepreii BajleHTHHOBHY — J.M.H., 3aBeAyIOIIMHA Kadenpoil BHYTPEHHUX,
npodeccruonanbHbIX Oone3Heit u peemaroioruu ®I'AOY BO Ilepsriit MIMY um. .M.
CeuenoBa (CeueHoBckuii yauBepcuteT) M3 PO

Hama3zoBa-bapanoBa Jleiina CeiimypoBHa — akanemuk PAH, mpodeccop, a.Mm.H.,
npe3uneHt Coro3a neauarpoB Poccun; mact-npesuneHtr EPA/UNEPSA; pykoBonuTens
HUU nenuatpun u oxpansl 340poBbsi aereid HKI[ Ne2 ®I'BHY «PHIX um. akan.
b.B. IletpoBckoroy, 3aBeAyIOIast kadeapoi (haKkyIbTETCKON neMaTpun
nenuatpudeckoro ¢akynsrera ®PI'BOY BO «PHUMY um. H.M. [Muporosa» Munzapasa
Poccun, riaBHBIN BHEIITATHBIN NETCKUM CHEIMAIMCT MO NPOPHUIAKTHUYECKOW MEIUITUHE

Munsznpasa Poccun

Huxutun Cepreii CepreeBud — a.M.H., mpodeccop, mpexacenarens «OOmecTBa
CHEIMAJIUCTOB 10 HEPBHO-MBIIICUYHBIM 3a00J€BaHUSAM», 3aBenyloIINi kadeapoit
reHeTuKu HeBpojorudeckux Oonesneit HMBJ/IIIO ®I'BHY "Menuko-reHeTHYeCcKuit
Hay4HbIU HeHTp uM. akagemuka H.II. boukoBa"

IMoakaernoBa Tarbsina BuaagumMupoBHa — K.M.H., C.H.C. JabOpaTOpuu pPEIKUX
HacJeACTBEHHBIX Oose3Hel y neteit ®I'AY "Hay4uHbplil METMIIMHCKUN HUCCIIEIOBATEIHCKUN
HeHTp 3710poBbs aerei" M3 PO, unen Coro3a neauarpoB Poccun

IHonsikoBa Ousbra AJlekcaHaApOBHa — JeTCKuil opromen, TpaBMmarosnor ®I'BY
«HanuoHanbHBIN MEAUIIMHCKUAN UCCIIEIOBATENBCKHUI [IEHTP TPABMATOJIOTHHN U OPTONIEUN
nmenu H.H. IIpuoposa" M3 P®

Penuna Caersiana AdaHacbeBHa — K.M.H., Bpau-I€HETHK OTJEJa OpraHu3aluu
MeauuHckoi nomow @I'bHY «Menuko-reHeTuuecknii HaydHblid HEHTP UM. aKaJEMHUKa
H.II. boukoBay, 4iied Accoluanuy MEAUIIMHCKUX T'€HETUKOB

CemsiuknHa Ajuia HukoagaeBHa — I.M.H., T.H.C. OTACICHUS KINHHUYECKONM TC€HETHUKHU
OI'bY «Mockosckuit HUM nenuatpun u nerckoi xupypruu Munsapasa Poccuny, uineH

Accouuanuu MeIMIMHCKUX TeHeTUKOB (AMI')
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20.

21.

22.

23.

24.

CeupuagoBa Banepusi BajiepbeBHa — Bpau-reHETHUK OT/IE€7Ia OpraHUu3alluyi MEAUIIMHCKON
MOMOIIH, M.H.C. JJaboparopun MmyrtareHeza ®I'BHY «Menuko-reHeTHUYeCKUi HAyIHBIN
ueHtp um. akagemuka H.I1. boukoBa»

CenumssinoBa JInimsa PoOeproBHa — K.M.H., Beayliuid Hay4Hblid corpyaHuk HUN
nequatpu U oxpanbl 310poBbs gereid HKIL[ Ne2 ®I'BHY «PHIX wum. akan. b.B.
[TerpoBckoroy, noueHT Kadenpsl neauatpun u aetckoit peematonorun @PI'AOY «llepBbiit
MI'MYVY um. U.M. CeuenoBa» Mun3apasa Poccuu (CeueHOBCKUN YHUBEPCUTET), TOLIEHT
kKadenpel (GakyIbTEeTCKONW mneauatpuu nexuaTpuueckoro (akymsreta PI'BOY BO
«PHUMY um. H.A. ITuporosa» Munsapasa Poccun, unen Corosza neguatpoB Poccrn
Cvupnosa Oubra fIkoBJjieBHAa — Bpay-Ir€HETUK, CTAPIIMN HAYYHBIH COTPYIHUK OT/IENa
CTaHJApTHU3alMU M H3y4YEHUs OCHOB JokasareabHorM meaununel HUW neguatpum un
oxpansl 310poBbs neteit [IKb PAH

Cy6oorun JImutpumii MwuxaiijloBUd — HAydyHBIH COTPYOHUK JabopaTopuu
HeliporeneTnky, Bpad-reHeTUK @I'BHY «Menuko-reHeTnyeckuii HaydHbld LEHTP WM.
akanemuka H.I1. BoukoBay, 4jgeH Acconuyaniy MeJUIMHCKUX TEeHETHKOB.

Ynanoa Oabra BacuabeBHa — k.M.H., OOO «Meauko-reHETUYECKUN LIEHTP
«I"enom»», npencenarens Hikeropoackoro ornenenus POMIY, pykoBoautens Llentpa
MenunuHcko re”Hetukn DOI'BOY BO «IUMVY» MunzapaBa Poccum, r. HuxaMit

Hosropon

ABTOpBI MOATBEPKIAIOT OTCYTCTBHE (PMHAHCOBOM MOIICPKKH/KOH(IMKTA HHTEPECOB,

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

Hacrosmmue pexkomMeHmanuu TpeIHA3HAYEHBI [ TMPUMEHEHUS MEIUIUHCKUMU
OpraHMU3aLMSIMU U YUPEXKICHUAMHU PeepanbHbIX, TEPPUTOPUATHHBIX U MYHUIIUTAIBHBIX OPTaHOB
yIpaBICHUS 3/IpaBOOXPAHEHUEM, CHUCTEM O0053aTelIbHOIO0 M JI0OPOBOJIBHOTO MEAULHUHCKOIO
CTPaxOBaHUsI, APYTUMU METUITUHCKUMU OPTaHU3ALUSIMH PA3INIHBIX OPTaHH3AIMOHHO-TIPABOBBIX
dbopM AeSITen HOCTH, HAPABICHHOW HA OKa3aHUE METUITUHCKOM MTOMOIIIH.

Hacrosiue pekoMeHIalMy YCTaHABIMBAIOT BUABI, 00BEM M HMHIUKATOPHl KadyecTBa
MeauinHckor momornu nanuentam npu MIIC VI u 6simu pacemotpenst 1-2 utonst 2018 roma B
pamkax Hayuno-npakruueckoro koHrpecca «Opdannbie 60one3Hn» B Mockae.

Knuaudeckne pekoMeHmaluu CO3JaHbl HAa OCHOBAaHUM CHCTEMAaTHYECKOro 0030pa
mutepatypsl 1992-2018 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucrmons3oBanuemM co3gaHHbIXx mpoTokoioB Giugliani R, Harmatz P, Wraith
JE., Management guidelines for mucopolysaccharidosis VI., Pediatrics. 2007 Aug;120(2):405-18;
R.Giugliani; A.Federhen; M.V.M.Rojas Mucopolysaccharidosis I, II, and VI: brief review and
guidelines for treatment, Genet. Mol. Biol. vol.33 no.4 Nov 12, 2010; Harmatz P, Shediac R;
Front Biosci (Landmark Ed). Mucopolysaccharidosis VI: pathophysiology, diagnosis and
treatment, 2017 Jan 1; 22:385-406 u npyrux COBPEMEHHBIX MEXIYHApOAHBIX KIMHUYECKUX
pEKOMEHIANNN 10 JTUATHOCTHKE, JICYCHUIO W BEICHUIO IAlMEHTOB C METabOIMYeCKUMU
00JIE3HAMHU.

MIIC oTHOCATCS K pPEIKHM HACJCACTBEHHBIM 3a00JICBaHHSAM, YTO HCKIIOYACT
BO3MOXXHOCTh TIPOBEJCHHSI OONBIINX KOTOPTHBIX W PAHIOMHU3WPOBAHHBIX KOHTPOJIUPOBAHHBIX
UCCJICIOBAHUIA M TSI CO3JaHUSl TPOTOKOJIOB TUATHOCTHKH W TEPANUM HCIIONB3YIOTCS JUIIb
TEMaTHUYECKHUE UCCIIEIOBAaHUS IKCIIEPTOB, ONMYyOIMKOBAaHHBIE B IOCIEAHNUE JIBA I€CATUICTHS.

OneHka KadecTBa JOKa3aTENbCTB M CHJIBI PEKOMEHJAUUN MPUMEHEHUS MEIULUHCKHUX
TEXHOJIOTUI TMPOBOJIWIACH B COOTBETCTBUH C YHH(PHIIMPOBAHHOW IIKAJIOH, MPHUBEICHHOH B
tabnmunax 1-3.

IleseBasi ayIUTOPHA JAHHBIX KJIMHHUYECKHX PEKOMEHIAIIMM:

1. Bpaum o0mieit npakTUKu (CeMEHbIC Bpadn),
Bpauu-nenuarpsr;

Bpauu-tepanesTsl;

Bpaun-renetuku;

Bpaun-nabopatopHbie reHETHKY;

A

Bpauun-kapauosnoru;

43



7. Bpaun-HEBpOJIOTH;

8. Bpauu-peHtrenosoru;

9. Bpauu QyHKIIMOHATHHOW JUATHOCTHKHY;
10. Bpaun-oToprHOJIapUHT OJIOTH;

11. MeaumHCKHE TICUXO0JI0TH;

12. Ctynentsl MmeaquuuHCKuX BY30B;

13. Obyuaromuecs B OpANHATYPE U UHTEPHATYPE.

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

JUarHOCTHKH (I[I/Ial"HOCTI/I‘IeCKI/IX BMGH.I&TCJ'IBCTB).

YA Pacuu¢poska

1 Cuctemarnueckue 0030pbl HCCIEIOBAHUI C KOHTPOJIEM pedepeHCHBIM METOIOM WU
cucTeMaThyeckuii 0030p paHAOMU3UPOBAHHBIX KIMHUYECKUX MCCIIEOBAaHUN C
IIPUMEHEHUEM METa-aHalnu3a

2 OtnenbHble UCCIEN0BaHUS C KOHTPOJEM pPe(EPEeHCHBIM METOAOM WM OTJENbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHE MCCIEIOBAHUA M CUCTEMaTHYECKUe 0030pbl
UCCIleIOBaHM  000ro  Au3aifHa, 3a  HMCKIIOYEHHEM  PaHIOMHM3MPOBAHHBIX
KIIMHUYECKUX UCCIIEIOBaHUM, C IPUMEHEHUEM METa-aHAJIN3a

3 HccnenoBanust 0e3 TOCIIENOBATEILHOTO KOHTPOJS pedepeHCHBIM METOIOM WM
UCCIIeIOBAaHUS C pe(EepeHCHBIM METOJOM, HE SBISIOUIMMCS HE3aBUCHMBIM OT
UCCIJIElyeMOIr0 METO/1a MJIM HEPAHIOMHU3UPOBAHHBIE CPABHUTEIIBHBIE UCCIICIOBAHNUS, B
TOM YHUCJIE KOTOPTHBIE UCCIICIOBAHUS

4 HecpaBHuTenpHbIe HCCIEI0BaHNS, OTUCAHUE KIIMHUYECKOTO CIydast

5 Nwmeercs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WIM MHEHHE YKCIIEPTOB

Tabauna 2. [llkana orieHkn ypoBHEH nocToBepHOCTH A0Ka3aTenabcTs (Y /1) mis meTomnos

HpO(i)I/IJ'IaKTI/IKI/I, JICUYCHUA, MC,Z[HHPIHCKOﬁ pea6I/IJ'II/ITaHI/II/I, B TOM 4YHCJIIC OCHOBAaHHBIX Ha

UCTIOJIb30BAaHUM  NPHPOIHBIX  JIeueOHbIX  (akTOpoB  (MPOPUIAKTHYECKUX,  JICUEOHBIX,

p€a6I/IJII/ITaI_[I/IOHHI:IX BMGIHaTCJIBCTB).

Y11 Pacmmmgposka

1 Cucremarnueckuii 0630p PKU ¢ mpuMeHneHneM MeTa-aHaan3a

2 Otnenpabie PKU m cuctematmdeckne 0030pbI MCCIICIOBAHHMM JIOOOTO IW3aiiHa, 3a
uckmouennem PKH, ¢ npumeHeHneM MeTa-aHaamn3a

3 | HepannoMusupoBaHHBIE  CPABHUTEIBHBIE  MCCIEAOBAaHUA, B T.4. KOTOPTHBIE
MCCJIEIOBAHHUS

4 | HecpaBHUTENBbHBIE HCCIENOBAHNUS, ONTMCAHUE KIIMHUYECKOTO CITy4asi UM CEPUH CIIy4acs,
VICCJIEIOBAHMSI «CIIY4ai-KOHTPOJIb)

5 | Umeercs nmumb 000OCHOBaHME MEXaHHM3Ma JEHCTBHs BMELIATENbCTBA (JOKIMHUYECKHE
VICCJIEIOBAHMSI) I MHEHHE IKCIIEPTOB
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Taboauna 3. Illkama ornenku ypoBHe#H yOemutenbHOCTH pexomeHparuii (YVYP) mus
METO/IOB MPO(HIAKTHUKH, JHATHOCTHKH, JCUCHHS, MEIUIIMHCKON peaOWiIuTaIllui, B TOM YHUCIIe
OCHOBAHHBIX HAa WCIOJIB30BAaHUHM TPHUPOAHBIX JIEUEOHBIX (HAKTOPOB (MPOPHIAKTHUECKUX,
JUArHOCTUYCCKUX, JIC‘IC6HI>IX, peaGI/IHI/ITaL{I/IOHHBIX BMeIHaTeJIBCTB)

YYP PacmugpoBka

A CunbHas pekoMeHnanus (Bce paccMmaTrpuBaeMble Kputepuu 3¢pdextuBHOCTH
(ucxonpl) SBISIOTCA Ba)XXKHBIMH, BCE MCCIEAOBAHHUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIBHOE  METOAOJIOTMYECKOE  KauyecTBO, MUX  BBIBOABI IO
MHTEPECYIOIIMM UCXO0JIaM SIBJISIIOTCS COTJIACOBAaHHBIMU)
B YcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMble KpUTepuH 3PPeKTUBHOCTH
(McxXonpl) SIBISIIOTCS BaXKHBIMH, HE BCE HCCIIEIOBAaHHUS HMEIOT BBICOKOE WU
YIIOBJIETBOPUTEIHLHOE METOJIOJIOTHYECKOE KauyeCTBO W/WIM HMX BBIBOJBI 110
MHTEPECYIOIIMM UCX0JIaM He SIBJISIIOTCSI COTJIACOBAHHBIMHU )
C Cnabas pekoMeHaIus (OTCYTCTBUE IOKA3aTEIbCTB HAJIICIKAIIETO KauecTBa (Bce
paccmaTpuBaeMble KpuTepun dPGHEKTUBHOCTH (MCXOIbI) SBISIOTCS HEBAKHBIMH,
BCE MCCJIEZIOBAHUS UMEIOT HU3KOE METO0JIOTNYECKOE KaUECTBO U X BBIBOJIBI 110
MHTEPECYIOIIMM UCX0JIaM He SIBJISIOTCSI COTJIACOBAHHBIMHU )

IMopsiniok 00HOBJIEHUS KIIMHUYECKUX PeKOMEHIaMid.

MexaHu3smM  OOHOBIIEHHS  KJIMHUYECKMX  PEKOMEHJAlUi  IpeaycMaTpuBaeT  HX
CUCTEMATUUYECKYIO aKTyallu3allio — HE peke 4YeM OJMH pa3 B TPH I'0/1a, a TAKXKE MPU TOSBICHUU
HOBBIX HAAHHBIX C ITO3UIIUU I[OKaBaTCHBHOfI MCIUIIMHBI IO BOIIpOCaM AWATHOCTUKH, JICUCHUA,
npoPUIaKTUKK W peabWIuTalud KOHKPETHBIX 3a00JIeBaHHMM, HAJIMYUM OOOCHOBAHHBIX

JOTIOJTHEeHUI/3aMeuaHui K paHee yrBepkae¢uubM KP, Ho He vame 1 pasza B 6 Mecsiies.
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Ipunoxenune A3. CipaBo4yHble MaTepHAJIbI, BKIKYas COOTBETCTBHE

MOKA3aHUH K NPUMEHEHUI0 U MPOTHBONOKA3AHM, CI0CO00B MPUMEHEHUS 1

10.

11.

03 JIEKAPCTBEHHBIX MPEeNapaToB HHCTPYKIMH 110 NPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

HopMaTuBHO-nIpaBOBbIE JOKYMEHTbI:

®enepanbHblii 3aK0H "OO0 0OCHOBaX 0OXpaHbI 3/J0pOBbs rpaxaaH B Poccuiickoii deaepanun”
(or21.11.2011 N 323-@3).

IIpuka3 MunucrepcTBa 31paBooxpaneHust Poccuiickoit ®@enepanun ot 21.04.2022 Ne
274n "OO yrtBepxxaeHun Ilopsaka oka3aHHWs MEAMLIMHCKOM IOMOIIM MAIMEHTaM C
BPO>KJICHHBIMU U (HMJIH) HACJIEICTBEHHBIMH 3200 IeBaHUSIMH"

[ToctanoBnenue IlpaBurensctBa or 26.04 2012r Ne403 "O mnopsiaxke BeAeHHs
@denepanbHOTO  pEerucTpa JIMI, CTPAAAIOUIUX  YIPOXKAIOUIUMU W XPOHUYECKHU
MPOTPECCUPYIONIUMHU  pEAKUMU  OphaHHBIMH  3a00JIEBaHUSIMHU, TPUBOMSIIUMU K
COKpAIICHUIO TPOJOJDKUTEIBHOCTH KHU3HU TPaXJaH WIM HX HHBAIMIHOCTH MU €ro
pETMOHAIILHOTO CEerMeHTa'.

[Ipukaz MunuctepctBa 3apaBooxpaneHus PO or 10 mas 2017 1. Ne 203 "OO6
YTBEPKJICHUU KPUTEPHUEB OIIEHKU KauecTBAa MEIUIIMHCKON moMonu"

[Tpuka3z MunuctepcTBa 3apaBooxpaneHus Poccuiickoit deneparuu ot 15 nexadbps 2014
r. N 834n "OO0 yTBepkaeHUU YHUDHUIIMPOBAHHBIX (HOPM METUIIMHCKOW JOKYMEHTAIIHH,
UCIOJIb3YEMBIX B METUIIUHCKUX OPraHU3AIMIX, OKA3bIBAIOUINX MEIUIIMHCKYIO TOMOIIIb B
aMOYJIaTOPHBIX YCIIOBUSIX, U OPSAIKOB IO UX 3aIOTHEHUIO".

[Ipuka3z MunucrepctBa 3npaBooxpaneHus P® ot 12 wos6ps 2021 r. N 10511 "OO6
yrBepxkaeHun llopsaka maun MHGOPMUPOBAHHOTO JOOPOBOJILHOTO COIJIacHus Ha
MEIUIIMHCKOE BMEIIATEILCTBO M OTKa3a OT MEIUIIMHCKOTO BMENIATEeNbCTBA, (POPMBI
MH(POPMHUPOBAHHOTO JTOOPOBOJIILHOTO COTJIACHs Ha MEIUIIMHCKOE BMEIIATENbCTBO U
(hOpMBI OTKa3a OT MEIUITUHCKOTO BMEIIaTeIhCTBA"

Pacnopsoxenue IlpaButensctBa P® ot 31 nexadps 2018 r. Ne 3053-p "O06 yTBep)aeHUU
NepeyHel MeIUIIMHCKUX U3IENI, UMIJITAHTUPYEMBIX B OPraHU3M YeJIOBEKa IPU OKa3aHUU
MEUIIMHCKOM TIOMOIIH B PaMKaX MPOrpaMMbl TOCYJapCTBEHHBIX TapaHTHii OECIIIaTHOTO
OKa3aHUs TpaXKJaHaM MEIUIMHCKOM TMOMOIIM M OTIYCKaeMbIX IO peLenTaMm Ha
MEIUIIMHCKUE W3AETUs TIPU MIPEIOCTaBICHUU HA00Opa COMABHBIX yCIyT"

@enepanbhblii 3akoH "O BHeceHuM u3MeHeHMi B DenepanbHblii 3akoH "OO ocHOBax
OXpaHbl 310poBbsi Tpaxaan B Poccuiickoit ®enepauuu" 1o BONpocaM OKa3aHUs
nayuMaTUBHON MeaunuHcKoi nomoiu" ot 06.03.2019 Ne 18-®3.

ITpuka3z MunsapaBa Poccuu Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEPKACHUM TIOJOKEHUsI 00 OpraHu3alvy OKa3aHWd MNaJUIMATUBHON MEAMIIMHCKOU
MOMOIIIH, BKJIIOYasi HOPSAAOK B3aUMOACHCTBUSI MEIULIMHCKUX OpraHU3aliil, Opranu3zanui
COLIMAJILHOTO OOCTY>KMBAaHUS U OOIECTBEHHBIX OOBEIWHEHUHN, MHBIX HEKOMMEPUYECKUX
OpraHM3aIMii, OCYIIECTBIIAIOMINX CBOIO IEATEIBHOCTD B cpepe OXPaHbI 3J0POBHSI».
[Tpuka3 Munzapasa Poccun ot 31 mast 2019 r. Ne 348H (¢ usmeHenusimu Ha 2 HOs10ps 2020
roga) «OO0 yTBEp)KIEHUM IMEpeuHsi MEIUWLIUHCKUX W3AETHi, NpeJHa3HAYeHHbIX IS
MOJAJEp)KaHUS OpPraHOB M CHUCTEM OpraHuM3Ma 4YellOBeKa, MPeJOCTaBIsSEMbIX st
MCIOJIb30BAaHUS HA IOMY».

[Tpuka3z Munzapasa Poccun ot 10 uromst 2019 1. Ne 5050 «O6 yrBepxknenun Ilopsaka
neperayd OT MEAMIIMHCKOW OpraHM3alud NalMeHTy (ero 3aKOHHOMY MPEICTaBUTEIO)
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MEIUIIMHCKUX W3JEIUA, MpEJHA3HAUYCHHBIX MJIs TOAaepkaHus (DYHKIIMH OpraHoB |
CHCTEM OpraHW3Ma YeJIOBEKa, JIJIsl UCIIOJIH30BaHUs HA IOMY MPH OKa3aHUU NaJUIMaTUBHOU
MEIUIIMHCKON ITOMOIIN.

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

IIpoune HOPpMATHBHO-NIPABOBbIE JOKYMEHTbI, C Y4€TOM KOTOPBIX pa3padoTaHbl
KJIMHHYECKHEe PEKOMEHJAl UM

1. MexnaynaponHas kinaccudukanus OoJe3HEH, TpaBM M COCTOSHHUM, BIUSIONIMX Ha
3noposbe (MKB — 10);

2. Tpuxa3z M3 PO ot 23 utonsg 2010 r. Ne 5411, Enunbiii KBanmupUKaIMOHHbBIN CIPaBOYHHUK
JIOJDKHOCTEH pYKOBOJIUTENEH, CIIENMAINCTOB U ClIyXKalluX, paznen KpanudukannoHHble
XapaKTEePUCTHKH JTOJHKHOCTEH paOOTHUKOB B cepe 3ApaBOOXPaHECHHUS.

3. ®enepanbHbiii 3aKk0H OT 25.12.2018 Ne 489 489-D3 «O BHECEHMU U3MEHEHHI B CTaThIO
40 ®enepanpHoro 3akona "O0 00s3aTeILHOM MEIUIIMHCKOM CTpaxoBaHuu B Poccuiickoit
Oeneparun" u @DenepanbHbiii 3akoH "OO0 OCHOBaX OXpaHbl 3/I0pOBbSI TPaXIaH B
Poccuiickoit deneparuu' mo Bompocam KIMHUYECKUX PEKOMEHIAIIUAIN.

4. TIlpukaz MunzapaBa Poccun Ne 103n ot 28.02.2019 r. «O0 yTBep)KIeHHM HOpsAKA U
CPOKOB pa3pa0OTKM KIMHUYECKUX PEKOMEHAALMH, MX MEepecMOTpa, TUIOBOH (HOpMBI
KJIMHUYECKHX PEKOMEHIAIMi W TpeOoBaHMH K UX CTPYKTYpe, COCTaBy M Hay4dyHOU
000CHOBAaHHOCTH, BKJIFOUAE€MOM B KIIMHUYECKHUE PEKOMEHIAIMY HH(POPMALIUN».

5. TIpuxa3z MunzapaBa Poccun ot 13.10.2017 N 804n "OO yTBepkIE€HUH HOMEHKIATYPHI
MEIUIIMHCKUX yCIIyT".

6. Ilpuka3 MunuctepcTBa Tpyaa U couuanbHoi 3amutel PO ot 27 aBrycra 2019 r. n 5851
"O xnaccupUKaMAX M KPUTEPUSX, HCIOJIB3YEMBIX IIPU OCYILECTBICHUH MEIUKO-
COLIMAJIBHOM 3KCTEPTU3bI TpaxkaaH (erepaabHbIMU TOCYIAPCTBEHHBIMH YUPEKICHUAMU
MEJIUKO-COIIMATIbHON SKCIIEPTHU3HI";

7. llpuka3 MuHucrepcTBa 34paBOOXpPAaHEHUs M COLMAIBHOrO passutuss Poccuiickoi
Oenepaun «O  mopsiiKe MPUMEHEHMs JICKapCTBEHHBIX CPEACTB Yy OOJNBHBIX IIO
YKU3HEHHBIM ITOKa3aHusiM» oT 9 aBrycra 2005 r. Ne 494

8. Hudopmammonnoe nmuceMo Munszapasa Poccun ot 17.12.2019 Ne 3175/25-2 o Bonpocam
ocobeHHOCTeH OCYIIECTBIICHUS 3aKyIOK JIEKapCTBEHHBIX IIpenapaToB
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu).
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Ipuioxkenune A3.1. Kinaccupuxkanusa MyKonoJmcaxapuao3oB

MIIC | IToaTun Cungpom I'en ®depmentHsiii nedexr | Jlokye | OMIM
MIIC T H T'ypaep 607014
MIIC I Hedbunur ansda-L-
I H/S I'ypnep-1lleiie U4 UTYPOHUIA3bI 4p16.3 | 607015
MIIC IS leite 607016
I | MIICII XanTepa [ps | AedmmwT HAYpORAT-2- |y he | 309900
cynbdarazpl
MIIC
IIA SGSH Heduuut renapan-N- 17q25.3 252900
cynbdarassl
Hedunut N-anetui-o-
MIIC 1I1B NAGLU | D-THOKOSAMUHAASL | 4500 5 | 557929
Hedunut N-anetui-o-
I Candununmo TJIIOKO3aMUHU1a3bl
Heduuut renapas-o-
MIIC IIIC HGSNAT | rtmoko3amuaug N- | 8pl1.21 | 252930
aneTwiTpatcdepassl
MIIC Hedurut N-
D GNS alleTWITITIOKO3aMuH-6- | 12q14 252940
cynbdarassl
MIIC Hedunur
IVA GALNS raJlakTO3aMHH-6- 16q24/3 | 253000
v Mopxkuo cyJibdaTa3bl
MIIC GLBI Heguuur B- 3p21.33 | 253010
IVB rajakTo3uaa3bl
Hedurut N-
VI | MIIC VI Mapoto-Jlamu ARSB |anermnranakro3amun-4-| 5ql4.1 | 253200
cynbdarazpl
VII |[MIIC VII Cras GUSB Jlemmr f- 72111 | 253220
TJIIOKYPOHHU JIA3bI
X MIIC IX | HemocraroyHOoCTh HYALI Hedunur 3p2131| 601492
rUaaTypOHUIA3bI TUalypOHHU A3k

IIpunoxenne A3.2. BoipaxenHocTs kanHu4eckux nposisiaenuii MIIC VI B pasHoMm Bo3pacre

Cucrema CuMIirroM [ToapocTku/
Hern
B3pOCJIbIE

CepnedHo- Kapanomuonatus + +
cocyaucras YTonmeHne CTBOPOK KIIAIIAHOB +++ +++
HHC I{epBuKkaibHAsE MUEJIONATHUS + +
KKT I'emaTocnmenomeranus ++ ++
OpraHn ciayxa Tyroyxoctp ++ ++

PenuauBupyrommii cpeHuii OTUT ++ ++
OpraHn 3peHus IToMyTHEHUE POrOBUIBI ++ ++

I'maykoma + +
CkeJieTHO- HecTtaOMnpHOCTE aTIAHTO-OKIIUIIMTAILHOTO n .
MBIIICYHAS COWICHCHUS
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TyHHENbHBIN KapnaJbHbId CUHAPOM ++ ++
['pyOble uepThl IuIa +++ ++
Hwucnnaszus ThC ++ ++
MHOXECTBEHHBIN AU30CTO3 + +
I'peixu +++ ++
KoHTpakTypsl cycTaBoB +++ +++
Kudos ++ +
Makporedanus +++ ++
JpixarenbHas OOCTpYKTHBHOE aliHO? BO CHE t++ t++
PectpukTrBHOE 3a00JI€BaHNE JIETKUX + +
OOCTpyKIUs BEpXHUX JIbIXaTEIbHBIX MyTEH +++ +++
CrneunanbHble Jepmaran cynbdar B Mmoye " [N
nabopaTopHbIE Apuncynbaraza B 1] LI
TECTbI Oo6ume 'AT B Moue " "

Ipuio:xkenune A3.3. Yactora npoBeaenusi oocjenosanus y nauueHTos ¢ MIIC VI tuna

HUccaenosanus

[TepBuuHO

Kaxneie
3 mec.

Kaxnsie
6 Mmec.

Kaxneie
12 Mmec.

OnuHn pa3
B 2 rona

IIpueM Bpaya-reHeTHKa

X

ITonTBep:KIeHne TUATHO3A

AHaMHe3 00J1e3HHA

Kiannn4yeckuii ocMoTp
Bpaya-TepaneBTa

Pocrt, BEC, OKpYKHOCTB TOJIOBBI

BoIHOCIHBOCTS !

elle

OcmoTp Bpaua-HeBpoJIOra

Il

OcMmoTp Bpaua-
Hellpoxupypra

I1o mokazauusam

KommbrorepHas Tomorpadus
nnu MPT ronoBHoro mosra

OnexTposunedanorpadus

DnektpoHelpomuorpadus
CTUMYJIALIMOHHAA OJHOTO
HepBa

s

Ocmotp Bpaua-
OTOPHHOJIAPUHI0JIOTA

OcmoTp Bpava-cypaoJiora-
OTOPHHOJIAPUHI0JIOTA

TonasbHAs ayauoMeTpus

OcMmoTp Bpaua-
orajabmoJiora

OlLieHKa OCTPOTHI 3PEHUS

Odranpmockonust

HccnenoBanue poroBulibl

Sl e R Lol B T

S I P e

OcMmoTp Bpaua-
MyJIbMOHOJIOTA

110 ITIOKa3aHusAM

Onpenenenne GyHKITUN
BHemHero apixanus (OGBJI)

<

KapanopecnmparopHblii

<
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MOHUTOPHHI

OcmoTp Bpauya-KapamoJiora

Peructpanus
AIEKTPOKAPAUOTPAMMBI

Oxokapauorpadus

OcMmoTp Bpaua-
TPaBMAaT0J10ra-0pToNneia

I

Pentrenorpadun menHoro,
TPYJHOTO U MOSICHUYHOTO
OTACIIOB MO3BOHOYHHKA, X X
BEpXHEH U HUXKHEN
KOHEYHOCTEH

YapTpa3BykoBoe
HCCJIEIOBAaHHE OPTraHOB
OPIOIIHOM MOJIOCTH
(KOMTIIIIEKCHOER)

Ocmotp Bpaua-

[To nokazanusim
¢usuorepanenTa

IIpuem Bpaya no jge4edOHOI

ITo nokazanusam
buskyabTYpeE

OcMmoTtp Bpaua-ctomaroJiora | Ilo nokasanusm

JlaGopaTropHbie
HCCJIeIOBAHNS

Onpenenenue ypoBHs
TJINKO3aMUHOTIJTIMKAHOB MOYH

AHanu3 KpoBH
OMOXMMHYECKHIA

o0IIeTepaneBTUIECKHIA
(ompeneneHne akTUBHOCTH
AJIT, ACT, ypoBHs X X

CcBOOOHOTO ¥ CBSI3aHHOI'O
OunupyOuHa B KPOBH, YPOBHS
XOJIECTEpUHA B KPOBU, YPOBHS

TPULIHULEPUIOB B KPOBN)

1-/Ina gereit crapmie 3 yeT; pacCTosiHUE, NPOiIeHHOe 32 6 MUHYT (IPEANOYTUTEIbHBIM
ABIISIETCA TOT € MPOMEKYTOK BPEMEHHM, UYTO M B MPEABIAYIIMX TECTaX TOTO MAaIMEeHTa); YUCIO
CTyIIEHEH, IPOIIEHHBIX BBEpX 3a 3 MUHYTHI. OLleHUBalOTCs NoKa3aTenu catypanuu SpO2, Y/,
YUCC no u nocie Harpy3Ku.
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IMpuaoxenne A3.4 3a6op OmomarepuaJsia s JMATHOCTUKHU B IATHAX KPOBH.

KpoBb cobupaercs nHa Kapry s
3a00pa ¥ TPAHCIOPTUPOBKU OUOIIOTHYECKOTO
Marepuana  (KapTO4Ky-QUIbTP), KOTOpas
MIPUMCHSIETCS TUTST CKPUHHHTA
HOBOpOXAEHHBIX B Poccuiickoit denepaunu
WIM AHAJIOTUYHYIO IS TOJYYCHHS] CyXOTO
natHa KpoBu. KpoBb MoxeT ObITh, Kak
KanwuigpHas (M3 Tmanbla, NSATKH), Tak U
BeHO3Has. BeHo3Has KpoBb coOupaercs B
MPOOUPKY, aKKypaTHO TIepEeMEIINBACTCS U
3aTeM OBICTPO C  TOMOIIBIO  IHUMIETKU
HaHOCHUTCSA HA GUIBTP 1Mo 25-50 MKJI KPOBH Ha
KaXIIyI0 BBIJIEICHHYIO obOnacTs. Heobxomammo
XOpOIIO MPOIMUTATH BHIICJICHHYIO 00JaCTh Ha
¢unpetpe  (puc. 1). IlpeamouturensHO
cobupaTh 00pasibl nociue eapl yepe3 40 MUHYT
- 1 gac. Bo3M0XHO Tak)Xe OCYIIECTBUTH 3200
KpPOBH M HATOIIIAK.

Ha Kapre 3abopa u
TPaHCIIOPTUPOBKHU OMOJIOTUYECKOTO
Marepuana (KapTouke-QuibTp) 00s3aTeIBHO
JOJDKHBI OBITH 4eTKo ykazaHel ®UO, kem u
OTKYyJla HaIlpaBJICH NaIMeHT, 1aTa POXKICHUS U
TenedoH JeJaniero Bpadya (PUCYHOK 2).

TS

OO0paszerr  cyxoro TsATHa  KpPOBU
BKJIAAbIBACTCsA B YUCTBIN KOHBCPT, JII/I6O B
gyucteiii  ¢aiin. Kapra ngns  3abopa wu
TPaHCIIOPTUPOBKHU OMOJIOTUYECKOTO

Marepuana (kKaprouka-GuiabTp) HE JODKHA
COTIPUKACATHLCS C TPSA3HON MOBEPXHOCTHIO U C
oOpasmamu pyrux mamueHToB. Heobxomammo
NPUIOKHUTh K 00pa3aM HH(MOPMHUPOBAHHBIC
COTJIacHsl TAlMEHTa WM €ro 3aKOHHBIX
MpeICTaBUTENICH Ha MIpOBEICHUE
J1a00pPaTOPHBIX MCCIICIOBAHUIN

XXX N

He mcairm afasry morurmand oot Ha wncsa nnst A6 AROEY S
*  Kanau AoaXHBI NOAHOCTBIC NPONUTaTE KPYX KW ¢ 0BpaTHOM CTOPOHSI

*  HekacaiiTeck 061acTH, NPONMTaHHOI KPOBLIO

Pucynox 1. O6pazern mpaBHIBHOTO
HaHeceHus KpoBu Ha Kapty ams 3ab6opa u
TPaHCIOPTHPOBKH OMOJOTMYECKOTO MaTeprasia

(xapTOUKy-(UIBTD)

- - - -~ -

XpaHuTs npw +2 - 425 C*

6 0010608

DHUO Mayuenra

Jlata pOHOEHHA JLlava B3ATMA KPOBK Moa
$HO Bpaua

nny / repog / Agpec

E-mail spaqa
Tenedou spava

Tect
Doaﬁpu D Nomne Dfnme D MNc1 D Lyso-GL-1 D Lyso-GL-3

D CemeitHbld CHPMHMHE, MyTalmh:

TN TN TN TN

! vV ! VI v/ \ f, \\

\ J 4 I\ I\ I\ I
903 & 202310 000002Q/W001

Pucynoxk 2.

Obpaszen Kaptsl a1 3a60pa ¥ TpaHCIOPTUPOBKH
OMOJIOrHYeCcKOro MaTepuasa (KapTouKu-UIbTpa)

AJNTOPpUTM JeficTBU MeIMIUHCKOI0 MEPCOHAJIA MPH B3ATHH 00pa3oB KPOBU

®  BBIMBITh PYKH (TUTMEHUYECKUI YPOBEHD), HA/IETh IEPUATKU;

®  BBHIMBITH PYKH MaIMeHTa (MATKY peOeHKa B caydae, €Clii KpOBb OepeTcs U3 MATKH);

®  [poTepeTh 00JacTh MPOKAIBIBAHUS CTEPHIIbHOM caniheTkoi, cMmoueHHo# 70% crupToM,
MIPOMOKHYTH CYXOU CTEPUIIHLHOM Cali(DETKOM; - MPOKOJIOTH CTEPHIIBHBIM OJHOPA30BBIM

CKapu(UKaTopoM;

OJIMHAKOBBIM C 00€HUX CTOPOH.

CHSTb MEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TAMIIOHOM;
MSTKO HaJaBUTh JJIsl OJy4EHHUs] BTOPOU Karliu KPOBH;
MPUIIOKUTH NEPIIEHIUKYISIPHO TECT-0JaHK K Karjie KpOBU U MPOMUTATh €0 KPOBBIO HACKBO3b;
aQHAJIOTMYHBIM 00pa30M HaHECTU Ha TecT-OJlaHK 6-8 Kareib, BUJI MATEH KPOBU JOKEH OBITh
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®  BBICYIIUTH TECT-0JIAHK B TOPU30HTATHHOM TIOJIOKEHUU HA YUCTON 00€3)KUPEHHON TTOBEPXHOCTH
He MeHee 4 4 6e3 MpUMEeHEeHUs TEIIOBOM 00pabOTKU U MOMaJaHus MPSIMbIX COTHEUHbBIX JTy4eil;

®  yIakoBaTh TeCT-OJIAaHKU B YUCTHI KOHBEPT TaKUM 00pa3oM, YTOOBI MSITHA KPOBU HE
CONPUKACATHCH.

Oco6ennocT Npu HH(PY3NOHHOM Tepanuu
HekoTopele manueHTsl MOTYT MOJIy4aTh HHOY3UOHHYIO TepaIuio, epeaTuBaHue KOMIIOHEHTOB
KpPOBHU, 4TO MOXET OKa3aTh BJIMSIHUE HA pe3yibTaTbl TecTOB. Hampumep, npu mnepenuBaHuM I1a3Mbl
KPOBH MOTYT OBITh MOJYYEHbI JJO)KHOOTPHUILIATEIbHBIEC PE3YJIbTAThl, TAK KaK onpenenseMble (hepMeHThI
HAXOJATCS B TUIa3Me U B KJIETKaX KPOBU. PekoMeHIyeTcsl OCcyIecTBUTh 3a00p KpOoBU It JepMEHTHOU
u IHK-aunarnoctuku He 9 panee yem yepes 6-7 nHEH MOCe NepeIuBaHus I1a3Mbl KpoBH U yepe3 7-10
I[HCI>’I IMMOCJIC NECPCIINBaHNA KOMIIOHCHTOB KPpOBHA
He nomyckaetcst 3a60p KpoBH
e cpa3y Ioclie IpoBeJeHHS MallMeHTy UHPY3MOHHOU Teparnuy;
e cpa3y Ioclie 3aMEHHOTO MepeTUBaHus KPOBU.

XpaHeHHe U TPAHCIIOPTHPOBKA OMOMaTepUaJia
OO0pa31bl BHICYIICHHBIX MATEH KPOBH MOXXHO XPaHUTh B OOBIYHOM KaMepe XOJIOIWIbHUKA MPH
+4°C no ornpaBku. CpoK XpaHEHHsS JO MOMEHTA OTIIPABKHM HE JOJKEH MpEeBbINIATh 7/ AHE. Ecim
XPaHUTH JOJIBIIE U TIPH 00Jiee BHICOKON TeMIepaType, TO aKTUBHOCTh (DePMEHTa Jake B HOPME MOXKET
CHIDKATbCS, YTO MPUBEIET K JIOKHOIMOJIOKHUTEIbHBIM PE3yIbTaTaM.
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Ipuioxkenue b. AIropuTmsl 1eHCTBUI Bpaya

MpaHaky MINCVI y nauMeHTa

NaBopaTopHanr UarHoCTMHE

Oudd. amarHocTMEa C
ADY MMM
JadoneBaHNAMK

DrarHo3
NoOTBEpH AeH?

HmerTca
NoHasaHuA K
$3T?

HET MoHHTOPHHT
COCTOAHHMA NALMEHTE

MOHWTODHHT
COCTOAHMWA NALMEHTa,
OleHHE IPHERTHBHOITH
Tepanuu

v

@3T
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HMpunoxenue B. Undopmauus 1/ manueHra

Cunapom Maporo-Jlamu

Cunapom Maporo-Jlamu wnn mykononucaxapuno3 VI (MIIC VI) — oxgna u3 cambix
peakux Gopm mykononucaxapuaozos (MIIC). Buepsrie 3a6oneBanue onucanu B 1963 romy nsa
¢panmy3ckux Bpaua Maporo u Jlamu, OHM cyMTamu, 4YTO JTO BapHaHT JAPYroro
Mykononucaxapuaosa (cuaapoma I'ypnep (MIIC I) ¢ coxpanHbIM HHTEUIEKTOM). B cBO€il cTaThe
aBTOPBI onrcayii Hanbosee Tsoxenyto Gopmy MIIC VI, mozike BBISICHUIOCH, YTO 3TO 3a00JI€BaHNe
OYCHb MHOTOJIMKOE U CYIIECTBYIOT pa3Hble, B TOM 4Hcie 6onee jerkue, Gopmel 6osesnun. MIIC
VI — odens peakoe 3aboneBanue. [1o orieHKaM CrenuagIuCcTOB, OHO BCTPEUYACTCS BCETO JIUIIb Y
oznHoro u3 200 000 HOBOPOXKIEHHBIX.

3a mpomemmue TOAb OBLI CO37aH CIEIHATBHBIN Mpenapar, KOTOPBHIM MO3BOJISET
3aMeTUTh MPOTPECCHpPOBaHUE OO0JIE3HU, CMATYUTH HEKOTOphbIe M3 ee MposiBaeHuid. OnHaxo,
Hapsly ¢ MPUMEHEHUEM 3TOro Mpernapara, He0OOXOIUMO He 3a0bIBaTh O CHUMIITOMATHYECKOM
Tepanuu, (pusnoTepanuu, peaduIuTaluy, a TJIABHOE — O MO3UTUBHOM OTHOIICHWUU K KU3HU
HaIeHTa U YWIEHOB €T0 CEMbHU.

IIaTorenes.

[Tpu BCEX MYKOTIOJIUCAaXapua03ax HapyIaeTcs oOMeH (pacmernieHue)
rIIMK03aMUHOTTTUKAHOB (I'AI') — 0COOBIX CTPYKTYPHBIX KOMIIOHEHTOB COCTMHUTEIBHOMN TKaHU.

['AT" — 5T0 nMHHBIC IIEMOYKH MOJIEKYJ caxapa, KOTOpPbIE COSAUHSIOTCS ¢ OenKaMu 1
CJIy’KaT BaXKHBIM CTPOUTEIILHBIM MAaTEPUAIIOM JUIS KOCTEU, XPALLEH, KOXKH, CyX0KWINM, KJIAlIaHOB
cepaua u MHOruX Ipyrux Tkaneu. ['Al" cogepxkarcs B BA3KONW CHHOBUAIBHOM )XKUIKOCTH, KOTOpas
YBJIQXHSIET CYCTaBbl, BXOASAT B COCTAaB KJANMaHOB CEpJilla, CYCTaBOB U CyxXOoxwinil. B HOpme
MPOUCXOAUT TIOCTOSIHHBIN Mporiecc 00pazoBaHus «HOBBIX» Al u pacmiernienue «crapbix». Jms
nporiecca pacuierieHust ¥ nepepadorku I'Al’ Heobxoauma rpymnmna ocoObix 0enkoB-(hepMEHTOB.
Hnst Toro, uto6bl pacmenuts ['Al', ¢epmeHTH paboTalOT MO odYepenau, APYr 3a APYroM, U
pacIIeIUIsAoT AMMHHY0 Monekyny ['Al Ha yacTu.

V¥ Bcex maruenToB ¢ MIIC  orcyrcTByeT depmeHT (0co0biit as kaxaoro Tuna MIIC),
KOTOPBI HEOOXoauM Jyist pacmierieHus, onpenenearoro Al V namuentoB ¢ MIIC VI tuna
OTCYTCTBYET (pepMEHT, Ha3bIBaeMblIil apuiicynbdaraza B, koTopblit HEOOX0AUM /ISl pacIIETIIICHUS
I'AI' — nepmarancynbdara. HepacmieruieHHslii 1epMaTtaHCcynb(ar HaKaIuBaeTcss B KIETKax,
Hapymas uxX paboty. JlepMmaraHcyiab(har HaxXOAWUTCs, TJIABHBIM 00pa3oM, B KOCTIX U
COCJIMHUTENIHOM TKaHM M €ro HaKOIUICHHE, MPEXJE BCEro, BBI3BIBACT MHOXXECTBO MpoOiIeM,
CBSI3aHHBIX CO CKEJIETOM.

MIIC VI tuma OTHOCHUTCS K JHM30COMHBIM OOJE3HSM HaKomIeHus. B mm3ocomax
(OpraHeIbl KJIIETKH ) MPOUCXOIUT PACIICTTIEHHE KPYITHBIX MOJICKYJT (MAaKPOMOJIEKYJ ), TAKHX, KaK
KHPBI, OCTIKHU, TIMKO3aMHUHOTIIMKAHbI, TIIMKOreH. [Ipu pasHeIx ¢Gopmax OONe3HU HAPYIIAIOTCS
pa3Hble CTaus pacICTUICHUS 3TUX MaKPOMOJIEKYI.

Hacnenosanue cunapoma Maporo-Jlamu.

Cunapom MapoTo-JlaMu — OTHOCHTCS K HACJIeICTBEHHBIM 3a00JI€BaHUSAM 1 HACIIETYETCS
10 2ayTOCOMHO-PELIECCUBHOMY TUITY. DTO 3HAUMT, 4TO OO0JIE3HB MPOSBISAETCSA TOJBKO B TOM CIyYae,
ecnu oba poAUTeNs SBIAIOTCS HOCUTEISIMHU OOJIE3HU U, XOTS CaMU OHH He OOJEIOT, MepeNaroT
pebeHKy 1Ba TOPaKeHHBIX TeHa (OIMH OT KaXK0T0 U3 poauTesei). bombImHCTBO ceMel, rie ecTh
pebeHoK ¢ 3TUM 3a00JeBaHMEM, HE CTAJKUBAINCH paHBIIE C MOM00HOW mpobiemoid. Puck
noBTOpHOTO pokneHus: pedbenka ¢ MIIC VI B cembe, rae yxe ecth aetu ¢ MIIC VI, cocraBnsieT
25% Ha Kaxayo 6epeMeHHOCTb.

Bece cempn ¢ MIIC VI nomkHel 00s3aTENBbHO TMPOUTH MEIUKO-T€HETHUECKOEe
KOHCYJbTUPOBAaHUE U TMOJYYUTHh MOJHYI0 HH(OpMalnMio OT  Bpaya-TéHETHKa O  PHCKE
MOBTOPHOTO TIPOSIBIICHHUS JaHHOTO 3a00JieBaHMA B CeMbe, OOCYIUTh CO CIICIUAIUCTOM BCE
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BONPOCHI, CBSI3aHHbIE C HacienoBaHueMm 3aboneBanus. B Poccum wmenuko-renermyeckue
KOHCYJIbTAI[MH paboTaloT B KQKIOM PETHOHE.

Kak ycranaBamBawT 1uaruos?

Bpaun Ha OCHOBaHMM KJIMHMYECKHX CHMITOMOB MOTYT 3aloA03pHUTh O00Jie3Hb. 3aTeM
IPOBOASTCS JaOOpAaTOpHbIE TECTHI U HWHCTPYMEHTAIbHOE HcciiefoBaHue. [10CKonIbKy pasHble
tunbl MIIC o4eHb MOXO0XKHU MO CBOMM KIMHUYECKHM IPOSBICHUAM, HEOOXOIUMO MOJITBEPIAUTH
JTUarHO3 € TIOMOIIIBIO JIA0OPATOPHBIX METOOB.

[Hoareepxnaromas nuarnoctuka MIIC 3akirogaercs B ONPENEIEHUN YPOBHSI AKCKPELUU
['AT’ B Moue 1 U3MEPEHUHN aKTUBHOCTH ()EPMEHTOB B KJIETKaX KPOBH, MISITHAX BHICYIIICHHOW KPOBU
WIN Kyl1bType KOXHbIX (puOpobmactoB. ns MIIC VI mpoBoxmsaT ompeneneHne aKTUBHOCTH
apwicynbdarazsl B. B manpaeiimem pexomenayercs mpoBenenue JIHK aumarnoctukum (ecnu
aKTUBHOCTH (pepMeHTa OblIa CHUKEHA).

[IpoBenenune mabopaTOpHON AMATHOCTUKHM IS TOATBEPXKACHHUS JUarHo3a KpanHe
HEOOXOUMO, TaK KaK OT 3TOTO 3aBUCHUT BHIOOP JICUEHUS, MPOTHO3 TECUYCHHS 3a00JIeBaHUS U
orpezieNieHue TUITA HAaCIeI0BaHUs OOJIE3HH.

Kiannudeckue nposisyienusi cuaapoma Maporo-Jlamu.

Cunapom Mapoto-Jlamu — mporpeccupyroiiee MyJIbTHCUCTEMHOE 3a00JI€BaHUE U Y
naryeHTa ObIBAIOT MOPAXKEHbBI HE TOJBKO CKEJIET U CYCTaBbl, CTPAJAIOT TaKKe HEPBHASI CUCTEMA,
OpraHbl 3peHHUsl, CIyXa, CepACYHO-COCYANCTas U OPOHXOJIETOYHAs! CUCTEMBI.

CreneHb BBIPaXXEHHOCTH KIMHUYECKUX IMPOSIBIEHUN npu cuHapoMme Mapoto-Jlamu
paznuuHa. V3BecTHBI U KpaiiHe TspKenble (popmbl 3a001eBaHMs], KOTOPBIE MPOSBISIOTCSA YXKE B
paHHEM JeTCTBE, U JOBOJBHO JIETKHE, MATKHE (POpMBI O0sIe3HH. B HEKOTOPBIX Cllydyasix HaIu4yue
cuHapoMa Mapoto-JlaMu He BAMSET Ha MPOJOJKUTENIBHOCTh JKW3HM NAlMEHTa, HO KadyeCTBO
JKU3HH, 0€3yCIIOBHO, CTpaJacT MpHu Bcex (hopmax 00JIe3HHU.

OcHoBHas 3aaya Bpauei, OJU3KUX U CaMOro MaiyeHTa ¢ cuHapoMoM Maporo-Jlamu —
cAenaTh *KU3Hb MaKCUMaJIbHO KOM(OPTHOM, CHU3UTH PUCK TSKENbIX OCIOXKHEHH, 3aMEeTUTh
nporpeccupoBaHue 00JIe3HH, CMATYUTH OCHOBHBIE CHUMIITOMBI 3200JI€BaHNUS.

Jlanee mpuBeAEHbI OCHOBHBIE MPOOJIEMBI, C KOTOPHIMU CTAJIKHBAIOTCS MHAIUEHTHI C
cuHIpoMOM MapoTto-Jlamu, HO 3TO HE O3HAayaeT, YTO OHU O0A3aTENBHO OYAYT y KaXIOro
namueHTa. 3aboyieBaHue MPOTEKAET OYEHb MO-Pa3HOMY, JaXKe B OAHON CEMbeE.

Pannee pa3sBurHe, pocT.

[ToctaButh auarHo3 cuHapoMa MapoTto-JIaMu HOBOPOXKIECHHOMY MPAKTUYECKH
HEBO3MOJKHO, TaK KaK Hallll MAIMEHThl POXKAAIOTCS B CPOK, C HOPMAJIbHBIMHU POCTO-BECOBBIMU
nokaszatessiMu.  PocT 3amemisercs, KOrja MalbllIM JOCTUIalOT BO3pacTa TPEX-IATH JIET.
[MarenTsl ¢ TsKenoi opmoii 3a601eBaHUs OOBIYHO MPEKPALIAIOT PACTH B BO3PACTE BOCHMH JIET
— ux pocT He npesbimaer 110 cm. Jlpyrue mamueHTsl NpogoJKAIT PaCcTU A0 MOJPOCTKOBOTO
Bo3pacta u gocturaiot 152-160 cm. Ilpu nerkoii popme pocT y manueHToB, Kak MPaBUIIO, HUXKE,
YeM Y 37J0pPOBBIX CBEPCTHUKOB, HO OBIBAET U MOYTH HOPMAJIbHBIM.

BHemnne ocobeHHOCTH.

BremHuii Bu1 manueHToB ¢ Tshkenon popmoit cuaapoma Mapoto-Jlamu HeoObI4eH — OHU
OoJbIlIe TIOXOXH JAPYr Ha JApyra, 4eM Ha CBOUX POAMTENEH U 3/0pOBBIX OpaTbeB M CeCTep.
H3MeHeHns B CTPOEHHMHM UX JUI 0003HAYAIOT CHEUUATbHBIM TEPMHUHOM «TapTOMIIU3M»
(orpy0isieHue uepT): KpynHast rojoBa, KOpOTKas Liest, KPYyIJioe JHUIO, IUPOKUH HOC C IIUPOKON U
MJIOCKOW MEPEHOCUIIEH.

[Ipu nerkoit 1 mpomexyTouHo# (opme 3a060sIeBaHIS BHEIIHIE OCOOCHHOCTH Y MalMeHTa
CTOJIb HE3HAUUTEJBHBI, UTO UX BUJAT TOJIBKO BpauH, a OJIM3KME U 3HAKOMBIE HE 3aMeYar0T HUYEero
HEOOBIYHOTO.

VYV mamuentoB ¢ MIIC VI koxa TojcTas M KeCTKas, YTO 3aTPyIHSET 3a00p KPOBH U
MCII0JIb30BaHNE BHYTPUBEHHBIX KaTETEPOB.

CkesleT, OIOPHO-ABUIaTe/IbHAsA U KOCTHO-CYCTABHAsl CHCTEMA.
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VY narmuentoB ¢ MIIC VI tuma, xak u npu Bcex apyrux GopmMax MyKOTIOJHUCAXapHI030B,
CYIIECTBYIOT MpoOemMbl ¢ GOpMUPOBAHUEM U pOCTOM KocTeid. [TopakeHre MHOTHX KOCTEW C
U3MEHEHHEM HX (OpPMBI HAa3bIBAIOT MHOXKECTBEHHBIM Ju30cTo30M. Ilpu Tsxkenoit ¢opme
cunapoma Mapoto-Jlamu n3MeHseTcsl CTpoeHre N03BOHKOB. OIMH WM /1Ba IO3BOHKA B CEPEUHE
CIIUHBI OBIBAIOT MEHBILIE, YEM OCTaJbHBIC, U CJIETKAa CABUHYTHI. Takoe CMeIlleHHEe MO3BOHKOB
MOPOW CTAHOBUTCS MPUINHON PA3BUTHUS UCKPHUBIICHUS TTO3BOHOYHHKA (KH()03 min rop0). OObIaHO
Ipu JaHHOM 3a00JIEBaHUU MCKPHUBJIEHHE MMO3BOHOYHUKA JOBOJIHHO JIETKOE M HE HYXKIAeTCs B
jgeyeHUH. EciaM HMCKpHUBIEHHE I03BOHOYHMKA WJIM CKOJHO3 IPOrPECCHPYIOT, TO Tpedyercs
MEAMIIMHCKAs TTOMOIILIb.

Camble cepbe3Hble, ONacHbIe U KU3HEYTPOXKAIOIIUe MPOoOIeMbl CBA3aHBI ¢ AedopMarei
U OCOOCHHOCTSIMH CTPOCHHS IIeWHOro otaena. Ecaum cnuHHOW MO3r OyAeT cHaBjieH WA
MOBPEXKACH (IIIeHAsI MUEIIONATHs ), HApYIIIaeTCsl MHHEPBAIlMs BCEX YaCTeH Tela, UTo MPUBEIET K
cnabocTu (BSAJBIN Mape3) MBI, HAPYIICHUSM MPH XOJh0€, MHOTAA Naxe K 3aTPYAHCHHUSIM C
JIBIXaHHEM.

TyronoABM>XHOCTh CyCTaBOB XapakTepHa Uisi BceX ¢opM Mykomnoiucaxapunoszon. C
rOJIJaMU TYTOIMO/IBIKHOCTh CYCTaBOB MOXKET MPOTPECCUPOBATh U CTaTh MPUYUHOMN O0JIH.

N3-3a orpaHnveHus OJBMKHOCTH CYCTaBOB M OCOOCHHOCTEH CTPOEHHUS MEITKHX KOCTen
KHUCTH, TAJbIBl PYK CTAHOBSITCS >KECTKUMH M HUCKPHUBIISIOTCS, (OPMHUPYS TaK Ha3bIBAEMYIO
«KOTTHUCTYIO KHCTbY.

W3-3a TYromoaBM)KHOCTH KPYIHBIX CYCTaBOB M OCOOCHHOCTEH CTpPOEHHSI KOCTEi
HNAlMEeHThl XOMAT C CJeTKa COTHYTHIMU KOJEHSMU U Oenpamu. Y HEKOTOPHIX MallMEHTOB
pazBuBaeTcs X-00pa3HOE€ HUCKPUBJICHHE HWKHMX KOHEUHOCTEW (BasbrycHas aedopmarius).
BonbummHcTBO Bpaueil cuuraet, 4To AaHHas aedopMalns HOCUT MPUCITIOCOOUTENBHBIN XapakTep,
noMorasi MalueHTy paclpeeNiaTh Bec, M03TOMY ONEPaTUBHYIO KOPPEKIUIO B paHHEM BO3pacTe
Jydile He MpoBoIuTh. KpoMe TOro, B CBsI3U CO CIa0OCTHIO CBSI30YHOTO amiapara u HapylIIeHUsIM
CTPYKTYpbI KOCTEH, orepalys He BCEer/ia MPUBOIUT K OKUAAEMOMY Pe3yJIbTaTy — AepopMarius
BO3BpPAIIIAETCs CIYCTsl KAKOE-TO BpEMSI.

B psnme ciayuaeB BO3HUKAEeT MOpa)XEHUE TOJOBOK OCAPEHHBIX KOCTEH (acenTHYecKui
HEKpPO3), YTO MPUBOJIUT K OOJICBOMY CHHAPOMY U U3MEHEHHUIO MTOXOIKH 10 TUITY "yTHHOM".

Opranbl AbIXaHUA.

Hapymenue npixatenbHo# cuctemsbl y nanueHToB ¢ MIIC cBa3aHO Kak ¢ 0COOCHHOCTSIMU
CTPOCHHMsSI CKeJieTa, Xpsulel Tpaxeu W pebep, Tak W ¢ HakomieHneM ['Al’ B MATKHX TKaHSX
(YBEIMUYMBAIOTCS AACHOWIBI, CIU3UCTHIC, BBICTUIAIONIME JBIXaTEIbHBIC ITYTH, CTAaHOBSTCS
PBIXJIBIMH, THUNEPTPOPUPOBAHHBIMHU, B pE3yJbTaTe€ YEro IMPOCBET JbIXaTeNbHBIX MyTel
YMEHBILIAETCS).

BaxxHo moHMMaTh, YTO HEAOCTATOYHOE CHAOKEHHE TKAHEH KHCIOPOJIOM (THIIOKCHS)
BIUSET Ha (QYHKIMIO BCEX OPraHOB, MOATOMY YIIYUIIEHUE IBIXaTEIbHOW (YHKIIMH — OJHA W3
MepBOOYEPEIHBIX 3a/1a4.

[Ipobnemsbl ¢ nbIXaHHEM YCYryOuisieT U3MEHEHHOE CTPOCHHE TPYAHOM KJIIETKH: TpyJHas
KJIETKA <CKECTKas» M HEe MOXKET JBUTAaThCsl CBOOOJHO, HE TO3BOJIAET JIETKUM HaOpaTh OOJBIION
00BbeM BO3AyXa. DTH OCOOCHHOCTHU MPUBOIAT K TOMY, UYTO HMAIIMEHTHI XYK€ NePEeHOCAT MH(DEKIUU
BEPXHUX JIbIXaTEIbHBIX MMyTeH U JETKUX.

[lepBpiMU cUMIITOMaMU HapymieHUS (QYHKIHH BEPXHUX IbIXATENbHBIX ITYyTEH MOTYT
CIIY’>KMTh HOYHOM Xpal, IIIyMHOE JIbIXaHHe, 00CTPYKTUBHOE HOYHOE arHO) (KpaTKOBpEMEHHBIE, 10
HECKOJIbKMX CEKYH/I, 33JIEPKKU JbIXaHUS BO BPEMsI HOUYHOTO CHA). Takue MpOosIBICHUS TOKHBI
HACTOpa)kKUBaTh, TaK Kak B JaJbHEUIIIEM OHU MOTYT MPOrPECCHUpPOBATH U MPUBECTH K Pa3BUTHIO
OCJIO’)KHEHUH CO CTOPOHBI IPYTUX OPraHoB (Cep/Le, TOJIOBHOM MO3T).

[Tatmenter ¢ MIIC CKJIOHHBI K pPa3BUTHIO OTUTOB, PUHUTOB W BOCHAJEHUIO JIETKHX,
MO3TOMY aHTHOAKTEpUATbHYIO TEpamluio CIeAyeT HAYMHATh YK€ Ha paHHUX CTaJHUAX
3a0oneBanusi. HecoMHEHHO, HY)KHO KOHCYJIBTUPOBATHCS CO CIIELIMATUCTAMH, @ HE 3aHUMAThCS
CaMOJICUEHUEM.

56



HecmoTps Ha peaKocTh U TSKECTh 3a00JIeBaHus, CIe1yeT NOMHHUTb, YTO BaKIIMHUPOBATh
narueHToB ¢ MIIC 00s3aTenbHO, Tak Kak MPUBUBKH IMOMOTAIOT MPEAOTBPATHTHh Pa3BUTHE
3a0o0JieBaHUH, MOPAXKAIOUIUX Jerkue. B ToM uncie BaKHO HE MPOMYCTUTh BaKIUHAIUIO TPOTHB
MTHEBMOKOKKOBOUW HH(EKITNH.

PoToBast mosiocts M 3y0bl.

VY nanumentoB ¢ MIIC VI 3y0bl OKPBITEI XPYIKOH 3Mablo, YTO MPUBOAUT K OBICTPOMY
Pa3BUTHIO KapHeca.

CepaeuHo-cocyaucrTasi cucrema.

[Tatonorust cepaeuno-cocynuctoi cuctemsl (CCC) y nmammentoB ¢ MIIC nposiBnsiercs B
BUJIC: YTOJIIEHUE CTEHOK CEp/illa, U3MEHEHHUsI CO CTOPOHBI KIIAMAHHOTO anmnapara (yIIoTHEHUE
CTBOPOK M XOpJ KJIalaHOB), Pa3BUTHUS CEpAEUYHON HEJOCTaTOUYHOCTH, KaK C COXPaHEHHOM, TaKk U
CO CHMKEHHOW COKPATHUTEIHHOU CITIOCOOHOCTHI0O MUOKAP/IA.

OyHKIMS KJIAMaHOB, HECMOTPS Ha X YTOJIIEHUE B pe3ynbTare otioxenus ['Al’, Mmoxer
HEKOTOpPOE BpeMsi He HapyuaThcsi. B mocnemyronieM MNOSBISETCS ILIYMBbI, XapaKTepHbIE s
MUTpPAIbHOW  (CHCTOJIMUECKHI) W  aOpTaIbHOW  (AMACTOJIMYECKHUU)  HEAOCTATOYHOCTH,
pa3BUBAIOIINECS B PE3YJIbTAaTE HECOCTOSTEILHOCTU KIIAMAHOB. B nanbHeieM yKopoueHne Xopa
u (ubpo3 1eBOT0 aTPUOBEHTPUKYIISIPHOTO KOJIbIa MPUBOISAT K CTEHO3UPOBAHUIO MUTPAIBHOTO
oTBepcTHsi. HemocTarodHOCTh TPUKYCNUIATBHOTO U IMYJIBMOHAIBHOTO KJIamaHa OOBIYHO
KJIMHUYECKH HE TMarHOCTUPYIOTCS.

Kpome Toro, cepreunasi HEIOCTaATOYHOCTh MOKET Pa3BUBATHCS C MOPAKEHUEM IPABBIX
OTJIEJIOB CEep/IIa, M0 TUITY XPOHUYECKOIO JIETOYHOTO Cep/ilia, B pe3ynbTare AeopMaluy rpyaHon
KJIETKHU, TIOPa)KEHNUs JIETKUX U3-3a oTaoxkeHus I'Al" (xecTkue nerkue).

bpromuasi noocThb.

[Ipu cunapome Mapoto-JlaMu nedeHs U cene3eHKa yBeIn4YeHbl u3-3a HakoruieHus ['Al’
(remaTocruieHOMeranus). Y BeTu4eHrne e4eHrn 00bIYHO HE TIPUBOJIUT K HAPYIICHUIO €€ () YHKITUH.

[Tpu MIIC, xak mpaBuiIo, )KUBOT YBEIUYEH B 00BEME 3a CUET renaTroCIuICHOMETaInu 1
C1abOCTH MPSMBIX MBIIII KUBOTA. TakKe 9acTO BO3HUKAIOT COUYECTAHHBIC WU M30JIMPOBAHHBIE
rpeDKU (TIyIIOYHAs, TaxoBasi, MaXOBO-MOIIOHOYHOW W CPEIHEHW JIMHUM JKWBOTA). PereHue o
HEOOXOUMOCTH OMEPATUBHOTO JICYCHHUS JOJDKHO MIPUHUMATHCS COBMECTHO C JICUAIIMM BPAuOM:
MIOKa3aHUEM K CPOYHOM ONEPALNH CITYKUT YIIEMIIEHHE IPhIKEBOIO BBITIYUBAHUS.

HepBHas cucrema.

[Tpu MIIC VI unTEnneKT HE CTpagaeT — JE€TH U MOAPOCTKU XOPOIIO U C YAOBOJIbCTBUEM
yudarcsa. MHOTHE ¢ OTJIMYMEM 3aKaHUMBaIOT Koy 1 BY3.

IIpu TspKensix ¢opMax MOTYT BO3HUKATh HapyHICHUS IUPKYJISIUS CHUHHOMO3TOBOU
KUJKOCTU. B 3TOM ciydae manueHThI )KaTyITCs Ha TOJIOBHBIE 0011, HeoOxomuMa KOHCyIbTanus
Bpaua-Helipoxupypra JUisi peIlleHuss BOmpoca O HEOOXOAWMOCTH OIEPaTUBHOTO  WIIU
MEIUKAMEHTO3HOTO JICUEHHUSI TAHHOTO OCJIOKHEHUSI.

Eciu BO3HUKAalOT mMOA03peHHs Ha ruapouedanuio, TO HEOOXOIUMO TMPOBECTH
KOMIBIOTepHYI0 ToMorpaduto unrn MPT. OcMmoTpa ria3Horo gHa OKyJIHCTOM HEAOCTATOYHO IS
MOCTAaHOBKH JIMArHO3a, T.K. Tuapornedanus y nereir ¢ MIIC VI MmoxeT npoTekath u 6€3 3aCTONHBIX
VM3MEHEHUI Ha IJIa3HOM JIHE.

OnHUM U3 4acCThIX OCJIOXKHEHUH ABJISIETCS] CTEHO3 O3BOHOYHOI'O KaHaJIA.

DTO ONacHOE OCJIOKHEHHUE, KOTOPOE MOXKET MPUBECTH 3HAUUTEIBHBIM MOCIEICTBUSM, B
TOM JIBUTaTEJIbHBIM HapyIICHUSAM, I03TOMY OY€Hb Ba)KHO YTOOBI MallMEHT HaOM0acs y Bpada-
HEBpoJiora U opTorneaa-xupypra. Penrrenorpadus meiiHoro otaena nmo3ponounuka, MPT u KT
MOTYT IOMOYb B BU3YQJIM3aLUN 3TOTO OCIOKHEHUS.

Kapnanbuslii  cuHApPOM  (3aIlSICTHBIA  CHHAPOM, TYHHENbHBIH  CHHAPOM) —
pacrnipoctpaneHHas mpobiema y namueHToB ¢ MIIC. HepBbl mpoxoasT depes 3amsacTbe MEXIY
3aMsICTHBIMU KOCTSIMA U CBSI3KaMH. Y TOJIIIEHHE CBS30K 3a cueT HakoruieHus ['AlT okasbiBaer
JaBjieHHUe Ha HepBbIL. [IposiBIeHIEM 3TOTO CHHIPOMAa MOTYT OBbITh 00JIb U OHEMEHHE MaJbIEB PYK
U TPYJHOCTH C 3aXBaTOM MPEIMETOB, UTO 3aTPYAHSET KaXA0JHEBHYIO AKTUBHOCTD MAlIUEHTOB.
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JIis MUarHOCTUKK H3MEPSIOT CKOPOCTh IMPOBEIEHUS HEPBHOIO HMITYJIbca B 00JIaCTH
KUCTU. OJTO TMpocTas Mpoleaypa, IO3BOJSIONIAsl YCTAHOBUTH HAJIWYUE WIA OTCYTCTBHE
MOBPEXKACHUS HEPBOB.

Hexortopeie HapyiieHuss HEpPBHOW CHUCTEMBbI (JIBUraTeIbHBIE PACCTPOICTBA) SIBIISAIOTCS
BTOPUYHBIMU U B OOJIbIIEH CTETIEHU CBA3AaHbI C MOPAKEHUEM CKEJIETa.

Opran 3penns.

Haxonnenue I'AI' npoucXoauT BO MHOTHX TKaHSX, B TOM YHCJI€, B POTOBHIIE, IOATOMY
MOJKET HaOMoIaThCs ee moMyTHeHHe. OJHUM U3 MPU3HAKOB W3MEHEHHUS POTOBUIIBI  SIBIISIETCS
HENEPEHOCUMOCTh SIPKOTO CBETa, TaK KaK MOMYTHEHHUE BbI3bIBACT HENPABUIIHLHOE MPETIOMIICHUE
cBeta. B aTOM citydae MoryT moMo4b COJTHEYHbIE OYKH. ECM moMyTHEHHE POTOBHIIBI TSHKENOE,
YXyALIAeTCs 3peHHne, 0COOCHHO MPU TYCKIIOM CBETE.

Otnoxenne ['Al' B ceTyaTke MOXKET MPUBECTH K MOTepe MepuepruuecKoro 3peHHs H
HUKTAJIONUHU («KypUHOH cliiernoTe»). PeOeHOK B 3TOM cUTyallH MyTraeTcsl U OTKa3bIBaThCs XOIUTh
B TEMHOE BpeMs CyTOK. JKenareapbHO OCTaBJIATh HOYHUK BKJIIOYCHHBIM B CHAJILHE U KOPHIOpE.
Wuorga Moryt BO3HUKATh MPOOJIEMBbI CO 3pEHUEM, BbI3BaHHbIE M3MEHEHUSAMHU B CETYATKE ria3a
WIHA TJIAyKOMOH (TIOBBIIICHHBIM BHYTPUIJIa3HBIM JABIIEHHUEM), TTO3TOMY PETYISIPHBIE OCMOTPHI
odTampMoIora HEOOX0IUMBI.

C moMOmIIpI0 CHEIUANBHBIX HCCIICIOBAHUMA CIEUUANNCT OMPEICNIUT, H3-32 Yero
YXYALIAETCS 3PEHHUS.

Opran cayxa.

[Tpu Myxomonucaxapui03ax TYroyxXxocTb MOXKET ObITh HeWpoceHCOpHas (CBsi3aHHAs C
HapyIIEHUEM YYBCTBUTEJIbHBIX (BOJIOCKOBBIX) KJIETOK B YJIMTKE), KOHAYKTHBHAs (CB3aHHAs C
HapylIeHWeM 3BYKOMPOBOJAIINX IyTeH) WM cMemaHHas (KoMOWHamus 1BYyX TurioB). [lpu
cuHpoMe MapoTo-JIamMu TyroyxocTh 4aille HOCHT CMEIIaHHBIA XapakTep W MPOTPECCUPYET C
BO3pacToM. Pa3nmuyaroT 3 cTeneHu TYyroyXxoCTH: JIETKYI0, YMEPEHHYIO H TsDKeyH0. B 3aBrucuMocT
OT THUIA U TSDKECTU MOPAKEHUS CllyXa MPUMEHSIOT Pa3InyHble METOAbl KoppeKiuu. BaxkHo kak
MOKHO paHbIII€ 3aMETUTh MPU3HAKK CHUKEHHUS CIyXa, TaKk Kak 0e3 KOPPEKIHH TYroyXxoCTh
MOMEIIAET HOPMAJIbHOMY pPa3BUTHIO M OOy4YEHHIO ManueHTOB. PDakTopoMm, YCyryOsiouium
HapYIICHUE CITyXa, SBISIOTCS YacThle HHPEKIUN CPETHETO yXa (OTHTHI).

JleueHnue, HaOJII0/IeHNE U IIJIAHOBLIE 00CJIe/I0BAHHUS.

Bpagyamu-skcniepramu U3 pa3HbIX cTpaH ObUIA CO3AaHBI PEKOMEHIAINH 110 HaOII0ICHUIO,
nuargoctuke u jeuenuro manueHros ¢ MIIC VI tuna.

Habaroaenue, miiaHoBble 00¢J1eI0BAHUA H TECTHI.

st Toro, 4TOOBI OIIEHWBATH COCTOSIHHE ManueHTa, d3G(EeKT nmpoBoguMoi (GpepMeHTHON
Tepanuu, (U3NOTEPAIlUU, CYIIECTBYIOT pa3lW4yHble TeCThl M MKanbl. (OYeHb BaXXKHO HE
OTKa3bIBaThCsl OT IMPOBEICHHUS O3TUX HCCIEIOBaHHUM, MOTOMY 4YTO OHHM IIOMOTAalOT Bpayam
OOBEKTUBHO OIICHUTh COCTOSIHHE TMallieHTa, OOOCHOBATh JICUEHHWE, BBECTH HW3MCHECHHUS B
MIPOrpamMMBbl pEaOMIUTAIIMN U aOUITUTAITHH.

CaMbIM HM3BECTHBIM SIBIISIETCS 6 MUHYTHBIM TecT XoAbObl. CyTh €ro O4YeHb MPOCTas:
OLICHUTH BBIHOCJIMBOCTH ManueHTa. [lanuenTty npenjaraioT  XOJUTh M0 JUIMHHOMY KOPHIIOPY B
TedyeHue 6 MuHYT. OILIEHHMBaeTCs KOJIMYECTBO IpoWaeHHBIX MeTpoB. Korma mnposogwin
KJIMHUYECKHE HCIbITaHus npenapara mig jedeHuss MIIC pasHbIX THIOB, HCCleIOBaTEIN
MPOBOAMIM TaKO€ TECTUPOBAHHWE N0 M TOCHe Hadajda (EpPMEHTHOW Tepamuu, CpaBHUBAIU
pe3ynbTaThl TPYMIBI MAlMEHTOB, MOJYYaBIIUX IpernapaTr, ¢ pe3yJbTaTaMH TeX, KTO Moiydal
wrane6o. VMMeHHO TecT moka3an, 4ro (epMEeHTHas 3aMECTUTENbHAs Tepamus YIIydllaeT
BBIHOCJIMBOCTb MAIMEHTOB U UX JBUTATEIbHYIO aKTUBHOCTb.

Jlist muarHOoCTUKM 3a00JIeBaHMS JETKUX U OPOHXOB HEOOXOAMMO TMPOBECTU (PYHKIIHIO
BHemHero apixaHust (OBJ]). [Tpu momomu DB/l onpenensioT, kKakoil MakCUMabHBIM 00BEM
BO3/[yXa MOXKET BJIOXHYTh MAIUEHT, HACKOJIHKO OBICTPO MPOUCXOIUT Ta3000MEH. DTH TECTHI
MOTYT BBISIBUTH 3a00JIeBaHUS JIETKUX, OINPEICTUTh CTENEHb WX MOpPaXEHHs U OLEHUTh
3¢ (HEeKTUBHOCTh JieUeHUs. TecThl OOBIYHO BBHIMOJHSIOTCS C KCIOIH30BAHHEM CIHEIHAIBHOTO
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o0opynoBanusi — cnupomerpa. Bo Bpemst uccienoBaHuss HYXKHO IO KOMaHJE BJIbIXaTh,
3a/Iep)KUBaTh BO3/YX, BBIBIXaTh. MccnenoBanne GyHKIMH JETKUX HE TPEACTABISET OMACHOCTH
JUISL 310POBBSL.

BricnymmBanue (aycKynbTanus) cepia AOHKHO OBITh 00S3aTENbHBIM M PErYJISPHBIM
UCCJIEIOBAaHUEM JJIs TAIIMEHTOB C MyKOIIOIMcaxapua03aMu. BaKHbIM METOIOM U3Y4eHHUs cepaia
SBIISICTCS yIABTPa3BYKOBOH — sxokapauorpadus (9xo-KI'), ona Ge3omacHa, 6e3001e3HEHHA U
BbIcOKOMH(popMaTuBHAa. COBpeMEHHbIE MPUOOPHI MO3BOJSIOT MOJYYUTh OIHO-, ABYX- U
TpexXMepHOe M300pakeHre cep/iia, ONpeaeIuTh CKOPOCTh KPOBOTOKA U JIaBIICHUE B Pa3IMYHBIX
oTHeNax, ONpEIeIUTh HalpaBiIeHUE U TYpPOYJICHTHBIM XapakTep KpoBoToka. Ixo-KI
PEKOMEHIYIOT MNPOBOAUTH IO IMOKa3aHUsM, HO HE pexe 1 paza B roa. DTo UCCIEIOBAHHE
HE00X0aMMO, YTOOBI OOHAPYKHUTH JTIFOOBIE MPOOJIEMBI C cepaleM (YBETHYEeHHE Pa3MEepPOB, HHIEKC
Macchl JIEBOTO KeNMylIouka, HapylIIeHne COKpaTUTEIbHON (GyHKIMHU ((ppakuus BEIOpOCca), a TAKKe
TUACTONIMYECKOW (YHKIMHM, OIICHKAa CEepACYHBIX KIIAMAaHOB, JBUKEHHE MEXOIKETYI0YKOBON
NEePETOPOAKH)

Kpome Toro, nisi BBISIBICHUS HapyIIEHHUs] pUTMa M MPOBOJMMOCTH cepjlia HeoOX0IuMO
IIPOBOAMTH X0JTEpOBcKOoe MoHUTOpUpoBanue JKI', He pexe 1 paza B ron.

Heobxomumo perymnsipHo (1Ba pa3a B TOJ) MPOBOAUTH MPOBEPKY CIyXa, sl TOTO YTOOBI
cpasy ke Ha4aTh JICUCHUE, ECIIU OTPEOYETCS, U MAaKCUMAITBHO COXPAaHUTh BO3MOYKHOCTD YUUTHCS
U 001IaThCs.

MarHuTHas pe3oHAHCHAasl TOMOrpadus.

MPT mno3BOHOUHMKA JOJDKHA TIPOBOIUTCS €XKEroJHO, C OCOOCHHBIM (OKyCOM Ha
001acTsAX, B KOTOPBIX MOXET Pa3BUBATbCS KOMIIPECCHs CIIUHHOIO MO3ra: IIEHHBIN, TpyIHOM,
TPYIOTOSICHUYHBIN oTaembl. [larmenTsl ¢ cuaapoMom MapoTto-JlamMu 10KHBI HAOMIOAATECS Y
Bpayua HEBPOJIOTa U XUPYypra-opTorne/ia, 4ToO0bl OHU MOTJIM KOHTPOJIUPOBATH COCTOSTHUE IIEHHOTO
OT/ieJia TO3BOHOYHMKA. BajkHO OIleHUBATH pe3yibTaThl UCCIICOBAHUMN B IMHAMUKE, TIO3TOMY BCE
CHUMKHU CIIeZyeT XPaHUTh U MPEJOCTaBIATh BpauaM MpU KaKJIOM CIEIYIOIIEM HCCIEA0BaHUU.
Kommberotepayto Tomorpaduio Mo3BOHOYHHUKA JIETSM 4YacTO MPOBOJAT O] HAPKO30M, B TOM
yHclie, nepe] MIaHUPYEMbIM ONIEpPATUBHBIM JICUEHUEM.

Pentrenorpagus.

Pentren meitHoro W rpyaoNOSCHUYHOTO OTAENOB TMO3BOHOYHHMKA B JBYX MPOEKIUSIX
cileayeT MPOBOAUTH Kaxible 1-3 roga. DTo MccleqoBaHUE MPOBECTH TEXHUUYECKH MPOILE, YeEM
MPT, xpome Toro, pentreHorpadus gaet 6omibine HHGOPMAIMK O CTPOSHUU MO3BOHKOB, HO HE
MOKAa3bIBAECT CTENIEHb CAABJICHHS CIUHHOTO MO3ra.

CumnromMaTuyeckoe Je4eHue.

OcHOBHast 1eJlb CHUMIOTOMAaTHM4YE€CKOTO JIEUEHUS — CKOPPEKTHUPOBATh BbI3BAHHbBIC
3a00JIeBaHNEM U3MEHEHUSI.

CkeJleT ¥ OIOPHO-IBUIaTeIbHASl CHCTEMA KOCTHO-CYCTABHASI CHCTEMA.

Baxxno HaiiTu GajiaHCc MeXIy BO3MOXKHOCTBIO JKMTh MAaKCHUMAaJbHO TMOJHOM KH3HBIO U
MUHUMU3ALUEH OCIIO)KHEHUH, CBSI3aHHBIX C OCOOCHHOCTSIMU CTPOEHUS CKeleTa marueHToB. C
OJIHOH CTOPOHBI, HE CIEAYET YPE3MEPHO OrPaHUYUBATH M ONEKATh JETei, HO HEKOTOPHIE BUIbI
(bu3NYECKOI aKTUBHOCTH, TaKHe, KaK KyBbIPKaHUE, CTOWKA HA TOJIOBE U HBIPSHUE JTOJDKHBI OBITH
MOJIHOCTBIO HCKJIIOYEHBl M3-32 HECTAOWIBHOCTH IIeiHoro otaena. Paspemarorcss nerkue
MOJICKOKH, HO TIAIIMEHT HE JOJDKEH CAMOCTOSATEIBHO MPHIraTh Ha 00€ HOTH, IOTOMY YTO CHCTEMA
OMOpbl M KOOpAWHAIMM IBMXKEHHH y Hero ciabo pasBuTa. PoauTensM IIKOIHHUKOB HYKHO
00513aTEIbHO COOOIIUTH YUUTENIO (PU3KYIBTYphl 00 0OCOOCHHOCTSIX yYCHHKA.

[TatiuenTtsl ¢ cuHapOoMOM MapoTo-JlaMu TOJDKHBI BECTH TIOJIBMOKHBIA 00pa3 KU3HU IS
nojepKaHus (YHKITMOHUPOBAHUSI CYCTaBOB M YIIYYILIEHHUSI OOIIET0 COCTOSIHUS 3J0pOBhsi. Bpau-
¢bu3noTepaneBT MOKET MOCOBETOBATH Pa3IMuHble KOMOMHAIMY €KEIHEBHBIX YIPaKHEHUI.

WHTeHncuBHas Tepanus s yIyqIIeHUS MOIBKHOCTH CYCTaBOB ¥ TO3BOHOYHHKA, A TAKKE
JUISL YKPETIJICHUsI CIIMHHOM M OPIOIIHOM MYCKYJIaTypbl peKOMEH/I0BaHa BceM HarueHTaM. UToosl
YMEHBIIIUTh MOCIEACTBHS TUIIEPIIOPI03a, HEOOXOAUMO YKPEIUISITh TPYIHYIO MYCKYIATypy, MpU
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3TOM MPOBOJUTH TEPANHIO, HAIIPABIEHHYIO HA Pa3BUTHE MOSCHUYHO-KPECTIIOBOTO OT/Iena. BaxkHo
CJIETUTH, YTOOBI AIIUEHT HE MIEPEHANPATANICS U HE YCTaBall Ype3MEPHO, IIOATOMY PEKOMEHIYETCS
TIIATEIFHO U3YYUTh €ro (PU3uUecKoe COCTOSHUE U BhIPA00TaTh MHIMBUIyalIbHBIE PEKOMEHAAIINH.

Pexomenayercs 3aHMMaTbCS ~ JI0Ma, COYETas aKTUBHBbIE M MACCHUBHBIC YIPaKHEHUS.
KoMmiiekc 3aHITHH JOJDKEH BKIIIOYATD:

- YOpa)XHEHUS Ha BRIPAOOTKY OCAaHKH U YyBCTBA PABHOBECHS;

- YOpa)XHEHHs Ha PacTsKEHUE;

- BOJHBIC TPOIEAYPHI U 3aHATHUSI CIIOPTOM B BOJE, OCOOCHHO ISl MOKUIIBIX TAIEHTOB.
Paccnabusronuii Maccax ¥ MOJIBOJHBIA MacCak OKa3bIBAIOT BEChbMa OJaronpusTHOE ACHCTBUE.

OTnenbHOTO BHHMAHHUSL TpeOYIOT ne(OpPMHUpPOBAHHbIE CTYMHH U KUCTH. YTOOBI
NOJICPKUBATh MOABMKHOCTh CTYNHEW, HEOOXOAMMO BBIMOJHATH ClEUUalIbHbIE YIPaKHEHUS,
Jy4lIie BCEro Joma Wid BO Bpemsl urp. s CHATUS YpPE3MEPHOTO MBILIEYHOTO HAIPSKEHUS
HeoOXoauMa opToneauueckass oOO0yBb, CTEIbKM W BKJAJBIIM, KOTOPbIE BBIMOJIHSIOT
MOIICPIKUBAIOITYIO (DYHKITUIO, B HEKOTOPBIX CITydasiX — OpTe3bl. BaHHOUKH, Maccax HOT TaKkKe
HEOOXOINMBI.

BaxHO BBITIONHATH YNPAXXHEHHUS HA PACTSHKKY MBI 3aJHEH TOBEPXHOCTH Oeapa u
rojgeHu. s ynydileHus MEIKOH MOTOPHKM KHCTeH pyK pEKOMEHJ0BaHAa WHTEHCHBHAs
TUMHACTHKA /IS MAJIBLIEB U JIAJIONICK, €€ POJIMTEIN MOT'YT TPOBOJIUTH AoMa. JIyurie Bcero BBeCTH
HEO0OXOUMBbIE YIPa)KHEHHUSI B MTOBCEIHEBHBIE JJOMAIIIHUE PUTYaJIbl, HAIIPUMED, BO BpeMsl €/Ibl 3a
crosioM. Urpel ¢ yuacTrem J1aloHeH U MaJIbLIeB OYEHB IO AYIIE IETSAM, HO BO BpEeMsl YIIpaKHEHUHN
Ha PacTSHKEHHE MOTYT MOSIBUTHCS ’KajloObl Ha 00JIb M HENPUATHBIE CUMITOMBL. B 3TOM ciyuae
MOMOT'YT TEIUTbIE BAHHOYKH ISl PYK, TOIYIICYKH C MPOTPETHIMU 3€PHAMH WM MXOM, TOphom,
KOTOpBIE MAIMEHT JIEPKUT B PyKax BO BpeMs UTP.

ITocne WHTEHCHBHBIX 3aHSATUM HJIEKTPOTEpaIvs, PYYHOM Maccak, BOJHBIN Maccax,
Tepanus JIe4eOHOW Tpsi3bl0, 3aHATHS HA BOJIHBIX TPEHa)Xepax CHUMAIOT OOJb U MPUHOCAT
o0JjeryeHue.

[Ipu mpoBeneHNMN BCeX aKTUBHBIX BHUIOB TEpPANHH CIEAyeT 0Opamarh 0co00e BHUMaHUE
Ha PUTM JIbIXaHUs U JaBaTh JOCTaTOUYHOE KOJIMYECTBO MEPEPHIBOB ISl OT/IbIXa M BOCCTAHOBIICHUS
JIBIXaHHUS.

Xupypruueckoe Jje4eHue

CyIIecTBYIOT pa3iUYHbIE MHEHUS O HEOOXOAMMOCTH XUPYPTrHYECKOrO0 BMEIIATEILCTBA.
Ho onepaTtuBHOE BMeNIaTEIbCTBO — BCETAA PUCK, U MPUOEraTh K HEMY CIIEyeT TOJIbKO B Cly4yae
HEOOXOJUMOCTH pEIICHHe BCerAa JODKHO TPUHUMATHCA C Y4acTHEM JIOKTOPOB pPa3HBIX
CIICIMAILHOCTE, B TOM YHUCJE BpayeH-XUPYpProB, CHECHHATU3UPYIOMIMXCS HA CHUHAJIBHOU
xupyprud. Jlydime mpoBoIUTk JIF0OBIE OTIEpaTHBHBIC BMEIIATEIHCTBA B TNIAHOBOM MOPSIKE, TOTIa
Bpaud MOTYT JIydllle OLIEHUTh COCTOSIHWE MAlMeHTa M MOATOTOBUTHCA K OINEpalMHd C YYETOM
O0COOCHHOCTEH MalueHTa.

Bonwsmas cnoxuocts pu MIIC — npoBenenune anectesun. HectaOuabHOCTh MIEHHOTO
oT/ieJia MO3BOHOYHUKA Yy nanueHToB ¢ MIIC yBennuuBaeT puck TpaBMaTHYECKOTO MOBPEKICHUS
OpU BEJCHWU aHECTe3WH, TaK KaK MHOIME AaHECTE3MOJIOIMYecKHe IOCOOusl CBSA3aHbl C
MaKCUMaJdbHBIM pa3rubaHueM mied. YacTo TYromoABIKHBI CYCTaBbl YENIOCTH U TIIOXO
OTKPBIBAETCS POT, A3BIK U JJECHBI MOTYT OBITh YBEJIIUYECHBI.

B 3TOM citydae Hy>KHO MIPUHSTH CIIEUATbHBIE MEPHI IPEIOCTOPOKHOCTU. IHTYOUpPOBATH
moaeit ¢ MIIC nomkeH ONbITHBIA Bpad, UMEIONTUIN OoNpeieIeHHbIe HaBbIKK. Eciiv manueHT nomnan
B KpPUTHYECKOM COCTOSHUM B OONBHHIY, HEOOXOIUMO COOOIIUTH Bpayy-aHECTE3UOJIOTY-
peaHnuMaTosory, 4TO BO3MOKHBI MpoOieMbl C meeil U uHTyOanuei. J[pixaTenbHble MyTH, Kak
MPaBUIIO, CYKCHBI, MOITOMY MOXET IOTPeOOBAThCsI JHIOTpaxeanbHas TPYOKa MEHBIIETO
nuamerpa. CaMa ycTaHOBKA TaKOW TPYOKH — OY€Hb TPYIHBIN MpoIiecc, BOZMOXHO, ITOTPeOyeTCs
UCIOJIb30BaHNE THOKOTO OPOHXOCKOTIA.

HecrtabunbHOCTh 1IEHHOTO OTAENTA IMO3BOHOYHUKA KOPPEKTUPYETCS € TMOMOILBIO
omeparuu (meiHbId  coHgmione3). OcBoOOXKmTAaeTCs CHUHHOMO3TOBOW KaHal, IOTOM, C
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IIOMOIIBI0 KOCTHBIX (PParMEHTOB WJIM HCKYCCTBEHHBIX MaTepHalloB (opMmupyercs omopa,
00BEeIMHSIONIAS JBA BEPXHUX MO3BOHKA M OCHOBAaHHUE Yeperna.

Opran cayxa.

HeiipocencopHast ¥ KOHAYKTHBHAas TYTOyXOCTb B OOJBIIMHCTBE CIIy4aeB MOTYT
KOMIIEHCUPOBAThCS OJOOPOM CIYXOBBIX allapaToB (CIyXOBbIE UMILIAHTHI CPETHETO yXa).

CepaeuHo-cocyaucrasi cucrema.

N3-3a pa3BuTUs KJIANaHHBIX JUCQYHKLIUH HEpPEOKO PEKOMEHIOBaHa KOHCYJbTALUsA
KapJIMOXUPYypra JJisl pelIeHns: BOPoca 0 HEOOXOIMMOCTH MTPOTE3UPOBAHMS KJIATIAHOB CEPLIA.

M3-3a yacTo pa3BUBAIOLIMXCS HApYIIEHUH pUTMa CTaBUTCA BOIPOC 00 UMIUIAHTALUHU
KapuoBepTepa-aepuopuusaTopa.

Nudpexuuu.

BaxxHo, yTOOBI OCYIIECTBISIICA XOPOIIUI YyX0/ 3a 3y0aMH, TaK Kak pa3pyIICHHBIE 3yObl
OPUYMHAIOT CUJIBHBIN AUCKOMQOPT U ABISIOTCA odyaraMu MHpexkuuu. Heobxomumo perynspHo
YUCTUTH 3yOBl, MCIIOJIb30BaTh PACTBOPHI A MojockaHus. Ho naxe mpu camoil TIIaTenbHOU
3a00Te 0 3y0ax, MOTYT pa3BHUBAThCsl BOCHAIUTENIbHBIE MpoLEecChl. Pa3ipakuTenbHOCTh, M1ad U
0€CIOKONWCTBO MHOT/AA MOTYT OBITh €IMHCTBEHHBIMU CHMITOMaMHM Ipobisiem c 3ybamu. [lepen
ONEPATUBHBIM JIEUCHHEM 3YOOB MHAIMEHTaM, y KOTOPBIX yXK€ JAMAarHOCTHPOBAHO IOpPa)KCHUE
KJIaIaHoB cep/ria, He00X0AuM NMPO(PUIAKTHYECKUN TPUEM aHTUOMOTHKOB J0 U TOCJE JICYCHHUS.
OTO BBI3BAHO TEM, UTO HEKOTOPBIE OAKTEPUU U3 POTOBOM MOJIOCTH MOTYT IPOHUKHYTh B KPOBOTOK
¥ BbI3BaTh MH(EKIIMOHHBIN MPOLIECC Ha MOpakeHHOM KitanaHe. Eciu HeoOxonumo ynaneHue 3yoa
II0J] aHECTE3HEH, 3TO JOJDKHO OBbITh C/AENaHO B OOJIBHUIIE, @ HE B CTOMAaTOJIOIMYECKOH
NOJHMKJIMHUKE, MOJ HAaOJIOJEHHEM OIBITHOTO Bpaya-aHECTE3MOJIOTa-peaHuMaroyiora U Bpaya-
CTOMATOJIOTA.

Jleuenne OanampHoro OPBU y mamumentoB ¢ MIIC nydmie Takke MNPOBOAMTH TIOJ
OpUCTAIHBIM BHMMaHueM Bpauya. Crienyer TOMHUTH 00 OCOOCHHOCTSX TNPUMEHEHUS
CTaHJApPTHBIX IPENapaToB y 3TOM Ipynmsl NManueHTtoB. Hampumep, Takue JekapcrBa, Kak
AHTUTMCTAaMUHHBIE TIPENapaThl, MOTYT CYIINUTh CIU3HUCTYIO, [Ieasl €€ TOHbIIE, IPOTUBOOTEUHbIE
WIH COCYAOCYKUBAIOIINE CPEACTBA MOTYT IIOBBICUTH KPOBSIHOE JAABJICHUE U CYy3UTh KDOBEHOCHBIE
cocyabl, uTo HexenarenabHo mpu MIIC.

N3-3a ocoOEHHOCTEW CTpOEHUs TO3BOHOYHHUKA W TPYAHOW KIETKH, IalMeHTaM ¢
cuHIpoMoM Mapoto-Jlamu cioxHee CpaBUThCS ¢ UHGEKIUEH, eClii OHA 3aTParuBaeT JIETKHe,
IIOTOMY Bpauu JlaXe PU HE3HAUYNTEIIbHOW MHPEKIIMY MOTYT Ha3HauaTh aHTUOUOTHKH.

UroObl HOpPMaIM30BaTh IMPKYISLMIO BO3AyXa B JIETKHX, PEKOMEHIYeTCsS W
NpOoQUIAKTUYECKHA, U BO BpeMs OOJIE3HU IMPOBOJUTH UIPhHl C MBUIBHBIMH ITy3bIPSIMHU, BaTOM,
COJIOMUHKAMH Il HAIIUTKOB, OYMaXHBIMU MaKeTaMU U JPYTMMHU NpeaAMeTaMH (BO3TYLIHBIMU
mapaM, Ms4aMmH), TPEOYIOIMMH AaKTUBHOW paOOThI AbIXaTeNbHOM cucTeMbl. s merei
nocrapuie, Uit MOAPOCTKOB MOKHO pa3padoTaTh yIMpaKHEHHS AT PACTSHKEHUS MBIIII TPYIHON
KJIETKH, YTOOBI POJUTEIN MOIIIM CAaMOCTOSTENILHO 3aHUMAThCS C I€ThMH.

ITaccuBHBIE yIpa)KHEHUS Ul TPYAHON KJIETKU MPUMEHSIOTCS ISl TALIUEHTOB C OCTPBIMU
UHQEKIUAMH JbIXaTeIbHBIX IMYTEH WM [AJs MalMeHTOB, KOTOPblE HE MOTYT CaMOCTOSITEIbHO
JIBUTATHCS. YTIPaXXHEHUsI TOMOTAIOT Oosiee 3P PpeKTUBHOMY OTAeNeHHI0 cu3u. K HUM oTHOCSTCA
HOTATMBAHUSA, PACTSXKEHUSI, HOTPSIXUBAHMSI, MacCaX U BUOpAIMH.

JAuerorepanus.

CnenuanbpHasi [ueTa HE CMOXKET MpeaoTBpatuth HakomiieHue ['Al, Tak kak oOHM
CUHTE3UPYIOTCS B KJIETKaX, a HE IOCTyMNaroT ¢ nuiei. [loaromy orpanndenus B JUeTe NalueHTaM
¢ MIIC He HyXHBI, DaUUCHTBl [OJDKHBI IIUTaTbCSI B COOTBETCTBUU C BO3PACTHBIMHU
NOTPeOHOCTAMH.

ITaTorenernuyeckasi Tepanusi.

Hns MIIC tun VI paspabotana cnienuaibHast pepMEHTHAS 3aMECTUTENbHAS TepaIHsl.
[TaniueHTy e)XeHeJeNbHO BHYTPUBEHHO BBOASAT HEAOCTAONIMH (HEpMEHT B CTaHIapTHOU

61



no3upoBKe. B camoii npouenype BHyTpUBEHHOTO BBeAEHUS (pepMEHTa HET HUYETO CIO0KHOTO, U
IPY OTIPE/IeTICHHOM HaBBIKE MH(Y3UI0 MOKHO IIPOBOIUTH B 000 OOIbHHMIIE.

DddeKT oT Tepanuy BO MHOTOM 3aBHCHT OT TOT0, KOT/Jja ObIJI0 HauaTo JiedeHue. Bmecre ¢
BpauyoM HEOOXOIMMO Tepea HadaioM (PepMEHTHOM 3aMEeCTUTENbHOM Tepanuu OOCYIUTh BCe
BO3MOJKHBIE PUCKH, TOOOYHBIE 2P PEKThI U TTTAaBHOE — OXKUAAHUS OT JeueHus. BaxkHo moOHUMATh,
YTO BBeJeHHE (epMEHTa He MO3BOJHUT BBUICUUTH 3a00JE€BaHME, LIENb TEpaluu — 3aMEIUIUTh
nporpeccupoBanue Oone3Hu. Te medopmanuu, KOTOpbIE YK€ CHOPMUPOBANIHCH, Tepamus He
UCTIPABUT, NHPY3MOHHAS TEPANUsl HE 3aMEHUT HEOOXOAUMbIE XUPYPTrHUECKHE BMEIIATEIbCTBA.

B3pocaas sKu3Hb.

[Marmentam ¢ mArkoil  Qopmoit  3aboneBaHMsT HEOOXOJMMO HAy4UThCS  OBITH
HE3aBHCHUMBIMH OT cBoux ceMei. [loapocTKy u B3pocioMy Helb3si 3aMbIKaThes B cede. HykHbl
Jpy3bsi, OOLICHNE M HABBIKU CAMOCTOSITEIILHOM JKU3HU.

[TockonpKy ManMeHTHl ¢ MATKOM (HOpMOI CHHIApPOMA MMEIOT HOPMaJbHBIM WHTEJUICKT,
HE00XO0IMMO MPUIIOKHUTD BCE YCHIIUS, YTOOBI OHU MOJIYYMIIA XOpoIliee 00pa3oBaHue.

I'ne B Poccun 3aHMMAOTCH JMATrHOCTHKOM M JiedeHuem?

B kaxJJoM U3 PErHOHOB OIpE/IeNIeHbl MEUIIMHCKHAE OPTaHNU3allii, B KOTOPBIX MallMEeHTHI
MOJTy4YalOT U MaTOT€HETUYECKOE JICUEHNE U MPOXOAAT Bce HEOOXOIMMBbIE UCCIIEIOBAHMUSI.

Y3HaTs 0oJible.

B mMupe ectb MHOTO OpraHu3aIyii, KOTOPbIE MOTYT TIOMOYb BaM HalTH OTBETHI HA JIIOObIE
BOIIPOCHI, CBI3aHHBIX C MYKOMOJIUCAXapUI03aMU:

MexnyHapoaHas opraHu3anus o MyKOIMoJIrcaxapui03aM: wWww.mpssociety.org

MesxayHapoIHBIA OPTAJ 110 PEeAKUM 00JIe3HsIM WWwWw.orpha.net

EBpomneiickas opranuszanusi, o0ObeOUHSIONIAs MAlMEHTOB C pPa3HbIMU PEIKUMHU
3aboneBanusimu EURORDIS www.eurordis.org

[TomHUTE, UTO AaKTUBHAS MO3ULIHS CAMUX MMALMEHTOB — 3aJI0T YCIEUIHON U CYACTIUBOMN
KU3HU!

OO0mecTBeHHbIe oprannzanuu u ¢ponasl Poccun.

MIIC VI Tuna BXOAWT B MepeueHb Op(aHHBIX 3a00JIeBaHHM, JIEYCHHUE KOTOPBIX
IPOBOJIUTCS 3a CYET CPENCTB rocyaapcrna. [loMoub mamueHTam MOMXYyYUTh JICYCHHE, TIOBBICUTh
WH()OPMUPOBAHHOCTh OOIIECTBA O PENKUX OOJIe3HSIX, a TakKe JOOMBATHCS MPOJBMKCHUS
3aKOHOJIATENbHBIX WHHUIMATHUB B 001acTé opdaHHBIX 3a00JeBaHHI MOTYT OOIIECTBEHHBIC
opranuzanyu. B cetu MHTEpHET BB CMOXKETE HAUTH UHPOPMAIUIO O HECKOJIBKUX OOIECTBEHHBIX
OpraHu3alLusIX, KOTOPhIE TOMOTAIOT CEMBSIM C MYKOIIOJIMCAaXapHI03aMH.

ITomome ceMbu.

He 3a0bIBaiiTe — 3HaunTENbHAs YacTh ycIliexa 3aBUCUT OT ceMbu. HyxHO coOmtonats Bce
PEKOMEH/IAlMY, HU MPHU KAaKUX YCJOBHSIX HE TEpsTh HANEKAY U CaMOMY CTaTh IKCIEPTOM B
3a0oneBanuu. Mmure M 4YuTaiiTe OTEYeCTBEHHBIC M 3apyOeXHbIE CTaTbU M PEKOMEHJIAIHH,
oOmraiitech ¢ ceMbsiMu, GOHIaMU, OOIIECTBEHHBIMH OpPraHU3alUsMU, HE CTECHSANUTECh 3aJaBaTh
BOMPOCHL.. DTO OYEHb BaXKHO, OCOOCHHO ceiyac, Korja MHQpOpMauus M Hay4yHbIE JaHHBIE
CTPEMUTEIBHO OOHOBIISIOTCSA, HAKAIUIMBAIOTCS JAHHBIE MEXIYHApOJHOIO OMNbITa B OOJACTH
JIeYCHUsI, TUCTIAHCEPHOTO HAOMIoeH s, peabunuranyu. M gaxe eciu Bl He mobeauTe 60e3Hb
MOJIHOCTBIO, U3BMEHUTD KU3Hb K JIyUIIeMY, cJIelaTh POJJHOTO BaM YEJIOBEKa CUACTJIMBBIM B BaIlIUX
cunax!
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Hpuioxkenue I'1-I'N. LHHIkajbl oieHKH, BONPOCHUKHU U IPyrHe OLeHOYHbIE
HHCTPYMEHTbI COCTOSIHUSA NMALMEHTA, IPUBEICHHbIC B KIIMHUYECKHUX

PECKOMEHIAAIINAX

IIpunaoxenne I'l. Tect 6 MmunyTHOM X0a6061 (MWT).

Ha3Banue Ha pycCKOM sI3bIKE: TECT 6-MUHYTHOW XOIbOBI

OpurunanpHoe Ha3zBaHue (ecnu ecth): The six minute walking test (6MWT)

Hcrounnk (oummanbHbIi caliT pa3paboTYNKOB, MyOIUKaIus ¢ Banuaamnuei): Laboratories, A. T.
S.C.o.P.S. f. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am J
Respir Crit Care Med 166(1): 111-117.

Tun (moAYepKHYTh):

IKaia OLEHKU

WHJEKC

BOIPOCHUK

Apyroe

Haznauenue: onpezeneHue BHIHOCIUBOCTH MAIIUEHTOB C LIETBI0 OLEHKH Y3PPEKTUBHOCTH TEPATTUU
Coneprxanue (1mabmnoH): B Tecte oneHnBaeTcs JUCTAHIMS B METpax, NpoiiieHHAas MallMEHTOM 32
6 MUHYT 0€3 BBIHYJACHHBIX OCTAHOBOK.

Kittou (mHTEpIIpEeTaniys): MPOBOIUTCS CPABHEHHE C PE3YJIbTaTaAMU TECTA, IPOBEJEHHOTO paHee (10
HayaJyia Tepanuu, Ha GOoHE TepaIrvu U TN)

6MWT — rect 6-MuHyTHOI X0AL0BI (6 minutes walking test, 6MWT).

CnexgyeT mNOMHUTH, YTO JUIsI JAaHHOTO TeCcTa MMEIOTCS  clieAylomue abCoNoTHbIE
POTUBOINOKA3aHUA: HECTAOMIIbHAS CTEHOKAPAUS HAMIPSDKEHUS U MHPApKT MHOKap/ia, JaBHOCTHIO
1o 1 mecsma. OTHOCUTENBHBIMU TTpoTHBOMOKa3aHusiMH ABJst0TCS: YCC Bhime 120/MuH B TIOKOE,
cucronmueckoe AJ[ >180 mm.pt.ct. m aumactoimueckoe AJl> 100 mm.pr.ct. CraGuibHas
CTEHOKap/us He sIBJsieTcs aOCOMIOTHBIM MPOTUBOIIOKA3aHUEM JIJISl IPOBEICHUS TECTa, OJHAKO €TI0
ClIeZlyeT MPOBOJUTH C OCTOPOXKHOCTHbIO, Ha (JOHE NpUeMa aHTUAHTUHAIBHBIX MpPENapaToB IO
MOKAa3aHUSIM.

Ecnu nanueHT HaxXOAWTCS Ha IOCTOSHHOW KHUCJIOPOJHOW IOIIEPKKE, CKOPOCTh IIOJAYU
KHCJIOpO/1a MPH NMPOBEICHUH TECTa JOHKHA COXPAHATHCS B COOTBETCTBUU C IIPETUCaHHEM Bpaua,
HA3HAYMBIIETO U KOHTPOJIMPYIOIIETO TEPAHIO.

[IpoBeneHmne Tecta HEOOXOAUMO HEMEAJIEHHO MPEKPATUTD B CIIy4ae MOSIBICHHUS:

1) bonu B rpyau;

2) Henepenocumoii opIku;

3) Kpamnu B HOrax;

4) Pe3koii HeyCTOWYNBOCTH W TIOMIATHIBAHUS TIPU XOJIb0E;

5) Upe3aMepHOro NOTOOTIETICHUS;

6) Pe3koro m3mMeHeHMs IBETa KOXKHBIX TTOKPOBOB (OJIETHOCTH).

6MWT npoBOIUTCS B IMOMEIIEHUH, XOPOIIO 3HAKOMOM IMAlMEHTY, MUMEIOIIEM JOCTaTOYHO
JUIMHHBIA KOPUJOP € TBEPABIM MOKPHITHEM. JJIMHA MPOXOJUMOTO NYTH JTOJKHA COCTABIATh HE
meHee 30 MEeTpOB ¢ pa3METKOM Kaxble 3 MeTpa, a TAaK:Ke TOYKaMU TOBOPOTOB/Pa3BOPOTOB.
[TarueHT noyyaeT HHCTPYKIUIO O HEOOXOIUMOCTH UJITH C MAKCUMAaJIbHO BO3MOYKHOM CKOPOCTHIO
(HO He O6eXxaTb) B T€UCHUE 6 MUHYT.

B Ttecrte oneHuBaeTcs IUCTAHIUMS B MeETpax, MPOWJICHHAs MaIlMeHTOM 3a 6 MUHYT 0e3
BBIHYKJICHHBIX OCTaHOBOK.
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