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CIMcoxk coxkpalueHun

AJIT — anaumHaMuHOTpaHcdepasa;

AP — annepruueckas peakius;

ACT - acnapratramuHoTpaHcdepasa;

I'AT" — IIMKO3aMMHOITIMKAHBI;

KT — komMmnibioTepHasi Tomorpadus;

MIIC — myKoronmcaxapuios;

MPT — MarHuTHO-pe30HaHCHas1 Tomorpadus;
CCC — cepaeuHO - cocyaucTasi CUCTeMa;

TI'CK — TpaHCIUIaHTALMSI TeMOIIO3TUYECKUX CTBOJIOBBIX KIETOK;
V3U — ynbpTpa3ByKoBOe UCCIeLOBaHME;

@B/l — yHKIIMSI BHEIITHETO IbIXaHMS;

®3T — pepMeHTHAsI 3aMeCTUTeIbHASI Tepanusi;
OKTI — snexkTpokapauorpadusi;

OHMI — snekTpoHelipomuorpadus;

Ox0-KI' — axokapauorpadus;

93l — snekTposHiledanorpadus.



TepMMUHBI U OIIpeae/iIeHUS

depMeHTHas1 3aMeCTUTe/IbHAsI Tepamnus — JiedeHue, 3aK/IJalolleecs BO BBeIEeHUM
npenapaTa (PeKOMOMHAHTHOTO ¢depMeHTa) IalieHTaM C HacaedCTBEeHHBIM HapylIeHVeM
mMeTabo3Ma.

JInzocomHble 60/Ie3HM HAKOIUIEHMS — I'PYIINa HacaeqCTBeHHbIX MOHOT€HHBIX 3a00/1eBaHMiA,
CBSI3aHHBIX C HapylieHueM (PyHKILUM JIM30COM.

Myxkomnonnucaxapuaosbl (MIIC) - rpymnmna Hac/lieACcTBEHHbIX Ooyie3Heli oOMeHa BellecTB,
CBSI3aHHBIX C HapylleHMeM MeTabonmsma rnkosaMmuHoraukaHoB (TAlY), mpuBogsiinee K
MOpaskeHMI0 OpraHoB ¥ TKaHeii. OOyIOB/IeHbl NaHHbIe 3a00eBaHMSI MyTalMSIMU T€HOB,
KOHTPOIUPYIOIMX MIPOLIeCC BHYTPUIN30COMHOIO I'MAPOIN3a MaKpPOMOJIEKYJI.



1. KpaTkasa nH@opmanus 1mo 3a00/j1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsl 3a60/1€eBaHUI UJIV COCTOSTHMIA)

MIIC II tuma (6oe3Hb XaHTepa) - HACAeICTBEHHAs JM30COMHAasI 60/ie3Hb HAKOIIJIeHUS], ¢ X-
CLIeIUIEHHBIM peleCCMBHBIM TUIIOM HaC/IeIOBaHMS, KOTOpasl XapaKTepu3yeTcsl CHUKeHUeM
aKTUMBHOCTM JIM30COMHOrO ¢epMeHTa WuAYypoHAT-2-cyiabdaTasbl (I12S), 4uTO CBSI3aHO C
myTanueii B reHe IDS. [epuuut d¢epMeHTa  IPUBOOUT K  HAKOIUIEHUIO
ruko3amuHoriMkaHoB ([Al) B Jjm3ocomax, MOpeuMYIIeCTBEHHO remapaHcyiabdara u
oepMataHcyibdaTta M IIPOSIBIASETCS MPOrPecCUpYIOIIMMU  IICMXOHEBPOJOTrMYeCKUMU
HapyluieHUsIMU (IIPU TsDKeToi hopme), mopaskeHeM ITapeHXMMAaTO3HbIX OpraHoB, CepAeUHO-
JIETOYHBIMM PACCTPONCTBAMM, KOCTHBIMMU Aedopmauysamu [1-3].



1.2 3TMonorus u nnaroreHe3 3ado1eBaHUs UIN
COCTOSIHMA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

[IpuunHoii Oone3HM gBaseTcsT OedUUUT WIM OTCYTCTBMEe QepMeHTa MUIYypOHAT-2-
cynbdarasbr (12S). T'en naypoHat-2-cynabdaTassl [DS KapTUpOBaH Ha IJIMHHOM TIjiedye X-
XpPOMOCOMBI, B JIOKyce Xq27.1-q28. Tun HaciemoBaHust 6ome3HM XaHTepa — X-ClielJIEHHbIN
peuieccuBHbIVi. MIIC II cTpamaroT, Kak IPaBUIO, TOJBKO Ma/JIbUMKM, OLHAKO OMMCAHO
HECKOJIbKO CTyyaeB 3aboyieBaHMSI Y JeBOYEK, KaK IIpaBMJIO, CBSI3AHHBIX C XPOMOCOMO¥
narosioruen [1-3].

3-3a cCHUKeHMST aKTUBHOCTM (PepMeHTa IPOUCXOAUT HAKOIJIeHMe pas3JIMUHbIX TUIIOB I'Al" 1
pasBMBaeTCsS coMaTuueckass ~MaHudecTtanusi B BuAe JMUIEBOro aucmopdusma,
reraToCIIEHOMEeraJinn, Iopa>keHusl Ceplilia, ObIXaTeJIbHOM CUCTEMbl, M3MEHEHUI CKejeTa,
HEeBPOJIOTMUYECKOJ CUMIITOMATUKM, TeMaToJIorndecke 1 opTaabMOJIOIrMUYecKye M3MeHeHMsI.
BapuabenpHocts MIIC  ompepenseTrcs TUIIOM  HaKalIMBaeMoOro cybcTpaTa  IIpu
HemocraTouHou perpamauuu [Al: nmpm MIIC II Tuma mnOpouCXoOUT HAaKOIUIEHUe
rernapaHcynabdarTa 1 JepmaTaHcyibdara.



1.3 dnuaemmnosiorus 3ad0oieBaHus UIN
COCTOSIHUA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

MIIC II Ttuma BcTpeuaeTcss ¢ yactoroir 1:140 000 - 1:156 000 >kMBBIX HOBOPOXKIEHHBIX
MaJIbUMKOB [1,4].



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMS (TPYILIIBI 3200/ IeBaHU UJIN _
COCTOSIHUI) 110 MeXXIyHapOSHOMV CTaTUYeCKOM
Kjaacu@ukanyum 0oje3Hen u npoosiem,
CBSI3aHHBIX CO 30,0POBbEM

Cornacio MKB10, 3aboneBaHme oTHOCUTCS K Kiaccy IV, 60me3HIM 9HIOKPMHHON CUCTEMBI,
pPacCTPOIICTBY NUTAHMUSI M HapyIIeHuI0 ooMeHa BeriecTB, E 76.1 - Mykomnonucaxapumos I
TUIIA



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

B coorBeTcTBUM C AeULIMTOM/OTCYTCTBMEM JIM30COMHBIX (DePMEHTOB, COOTBETCTBYIOIIVM
reHHbIM AedeKTaM U TSKeCTM KIMHUYECKOV CUMIITOMAaTUKM, BbiaenstioT 11 TumoB MIIC
(mpwioxkenne A3.1). B HacToslimee BpeMs BBIOENSAIOT TSOKENYI0 U YMepPEeHHO-TSKeIYIo
dopmy MIIC II Tuma, B 3aBUCMMOCTM OT CKOPOCTM MPOrpecCUpOBaHUSI IMOPasKeHUS
pPasJIMUHBIX OPTaHOB U cucrteM [1].



1.6 KnuHn4yeckasi KapTuHa 3a00/1eBaHUsI WIN
COCTOSTHUSI (TPYIIIIbI 3a00/1€BaHUIT U
COCTOSIHUMN)

Knmunueckast KapTuHa 6oj1e3HM XaHTepa pa3HooOpasHa.

BHewHuti 8ud nauueHma: mporpeccupymolnee oTcTaBaHue B pocTe, Makpoledasnns, IULeBoi
oucMopdu3M: IIOCKasl MepeHOCHIIa, HMIMPOKO PacCTaBjeHHbIE I1a3a, YTOMIIEHHbIe T'YOBI,
TUITOTIJIa3VPOBAHHAS HYDKHSIS UeJTIOCTh, MaKPOIJIOCCHS M TUITIePIIIasus JeCeH, KOpOoTKas e,
crubaTteyibHble KOHTPAKTYPbhl KOHEUHOCTEN, TUTIePTPUX03, XapaKTepHbl HMU3Kas TMHUS poCcTa
BOJIOC Ha JIOY, IJIMHHbIE TYCThle PeCHUIIbI 1 OpoBU. TUIIMUHO ITO3IHEee IIpope3bIBaHNeE 3YOOB,
YacTO BCTPEUAIOTCS IPhIKYM Pa3/IMUHON JTOKAIM3ALUN

KoscHovle nokpossi: gist nanHoii dopmbl MIIC XxapakTepHO y3eJIKOBO-TIaIy/Ié3H0e TTopaskeHne
KOXXU, TIPeMMYIIeCTBEHHO B 00J1aCTH JIOTIATOK, HAPY>KHBIX ¥ 60KOBBIX ITOBEPXHOCTEN IIed U
6émep (“Mopckasi rambka” WM <«IIarpeHeBasi KOXKa»). JTU WM3MEHEHMS OOYCIOBJIEHBI
omioxkeHuem munupos u I'AT' B nepme [1,8].

Kocmmuas cucmema: Kak IIpaBUJIO, IpU TsDKeloir dopme, y:ke HAa BTOPOM TOIY SKU3HU
OTMeUaeTcs OTCTaBaHue B pocTe U  (GOPMUPYETCST MHOXKECTBEHHBIN [M30CTO03, C
TYTOIOMBIOKHOCTBIO B CyCTaBaX, M3-3a BO3HMKAWOIIMX KOHTpaKTyp. Hedopmaliyss KocTeit
yeperta — ckadonedanusa, makpouedamus. C poctom pebeHKa ITporpeccupyer Kkudos,
CKOMO03, hopmMupyeTcsi BOpOHKOoOpas3Hast AedopManusl TPYOHON KIeTKU. BosHMKaeT u
IIpOrpeccupyeT OrpaHMUYEeHMe IBMKEHMII B CyCTaBax, II0 3TOJM IIpUYMHE YacTO KUCThb
nebopMUpyeTcs TI0 TUITY «KOT'TUCTOJ Jiallbl». IHOTIA BO3HMKAIOT BaJIbI'yCHbIE medhopmalium
TOJIeHM U MATOJIOIVsS Ta300eApeHHOr0 CYyCTaBa.

OpzaHol JvixaHusl: XxapakTepHbI YacTble peclMpaTOpHble 3a00/eBaHMsI: PUHUTDI, CUHYCUTBHI;
MOBTOPHBIE OTUTBHI, KOTOPbIE 4YAaCTO MPUBOAIT K IIPOrPECCUPYIOLIENl IOoTepe CIyXa;
MOBTOpHble  OpPOHXUTBI U  OOCTPYKTUBHbIE  OPOHXMUTbI, THEBMOHUM, CUHIPOM
00CTPYKTUBHOTO arHo3 cHa [1,5,6].

Opzaubl 3peHus: TIMTMEHTHAas JereHepanus CeTYaTKU, PEeOKO BCTpedyaeTcss YMepeHHOoe
IIOMyTHEHME PpOTrOBMIIbI, KOTOpO€ 3a4acTyl0 MOXeT ObIThb BBISIBJI€HO TOJbKO IIpU
MCCIeIOBaHMM IIPO3PAUYHOCTY Cpell, C TTIOMOIIBIO Ie/IeBOM JIaMIIbl. Y MAalMEeHTOB C TSKeJIoi
dopmoii MIIC II yacTo BbISIBASETCS AUCTPO@US CeTYATKU, MPUBOASAIIAS K HapyIIeHUIO
nepudepuyeckoro ¥ CHMKEHUIO CYMEPEUHOro 3peHusi. Bo3MOKeH OTeK AucKa 3pUTeTbHOTO
HepBa, OOYCJIOBJIEHHbIN IOBBIIIEHMEM BHYTPMUUEPENHOrO [aBjieHus. Pegko BcCTpeuaeTcs
riaykoma [5,7].

IlenmpanvHas HepeHas cucmema: TIpU Tsbkenoii GopmMe 3aboneBaHMs — 3a7epsKKa
TICMXOMOTOPHOTO M pedyeBOro pa3BUTHUS BbipakeHa ¢ 1,5-3 jieT. K 8 romam pasBuBaeTcs
TSDKeJasi YMCTBEHHAsT OTCTA/IOCTh. XapaKTepHO Hajauuyme Cyaopor (0COOGEHHO IIPU TSIKeIOi

dbopme).



CumMnTomMaTtuyeckasi SIWIENCUs pasBMBAeTCsd, KaK MPaBWIO, MPU THKEJIOM WU
CpegHeTSIKeJIOM TeueHuM 3abojeBaHMs. Y TAIMEHTOB CO (1ab0 BbIPaKeHHBIMMU
KIMHUYECKMMM MIPU3HaKaMy OHA BCTpedaeTcsl KpajiHe peako. Cymoporu XapaKTepus3yTCs
MOMMMOPGHOM KIMHMYECKO KapTUHOM C pa3BUTHEM pPasHOOOpasHbIX (OKAJIbHBIX U
BTOPUYHO-TEHEPA/TM30BAHHbBIX IAPOKCM3MOB. PaHHMMM KIMHUYECKUMMMU IMPOSIBIEHUSIMU
CYAOPOKHOI'O CHMHAPOMA MOTYT OBITh IIPOCThIE aOCAHChI C KPATKOBPEMEHHBIM YIHETEHMEM
WM TIOTepeil CO3HAaHMS ¥ CONYTCTBYIOIIMMM IOBUTATEIbHBIMM WM BereTaTMBHBIMU
paccTpoiicTBaMy. Y TaALMEHTOB CO (a0 BbIpaKeHHbIMM KIMHUUECKMMU IPU3HAKAMMU
CYOOPOKHBII CUMHIPOM BCTpeYaeTcss HaMHOro pexke. IlosBieHue cymopor Tpebyer
MIPOBEIeHNMsI OIIEHKM HEBPOJOTMYECKOro craryca. IIpy mporpeccupoBaHuyM 3a601eBaHUS
yacTo HaOMIONAIOTCS TeHepaau30BaHHbIE TOHMKO-KIOHMYECKNE I1apOKCU3MBbl, KOTOpbIE
OOBIYHO XOPOIIO ITOAJAIOTCS MOHOTEpAINMyM IPOTUBOSIMUICNITUUECKMMM IIperapaTaMi.
[IpoTuBOCYIOPOKHAS Teparusl TpedyeT MHAMBUAYAJbHOTO ITOAX0HA M MHOIAA IJIUTEIbHOIO
rogbopa mo3bl mmpernaparta. YacTo HeoO6XoaMMO BeeHMe MaleHTa Ha 0ojiee HM3KUX J03axX
IIPOTUBOSMIMJIEIITUYECKMX TTPEIIapaToOB B CBSI3M C IIJIOXOi IePEeHOCUMOCThIO MX BBICOKMX J03.

Hepenxo dopmupyercss coobmiammiascs ruaponedannss, CcroacTMueckue Iapa- u
TeTparnapessl.

[IpusHaku ruapoiedanuy 3avyacTylo IIOSIBJISIIOTCS MeAJeHHO M He3aMeTHO, M MOTYT
3aK/II0YaThCS B M3MEHEHUM TTOBeIeHNsI, TIOSIBJIEHMM TOJIOBHOM 00N, HAPYIIEeHUM 3PEeHMSI.

OnucaHpl Takxke CJlIydyaM COABJIE€HUS CIIMHHOTO MO3Trd, BbI3BAHHOTO VTOJIEHMEM €ro
000j104eK MM HeCTaOMIbHOCTHIO aTIAHTOAKCMAJIbHOTO cycTaBa. KpaHMoBepTeOpaabHBbIA
CTeHO03 pa3BuBaeTcsd y namyeHToB ¢ MIIC II BaiencTBue rumoruiasmum 3y00BMUIHOIO OTPOCTKA
C2 103BOHKA, aTJaHTOAKCUAIbHOM HeCcTabMIbHOCTH, OoTIoKkeHre TAI' B TBepmoii MO3roBoOit
000JI0UKe U 3aJHEeli ITPOMOJIbHON CBSI3KE, UTO B JaJbHEHMIIIEeM IMPUBOIUT K KOMITPECCUMOHHOIM
MMeJIONaTuMX Ha 3TOM YpOBHE, M KaK CJIeICTBME, Pa3BUTUIO OyIbOApPHBIX HapYIIEHMUI,
LIEHTPaJIbHOM ObIXaTeJbHO! HeZOCTaTOUYHOCTU. CHMMIITOMBI MOTYT BKJIIOUATh HapylleHue
MOXOJIKM, MBIIIEUHYI0 CJIa00CTb, HEYKIIOXKEeCTb MpPU COXPAHHBIX MOTOPHBIX HaBBbIKAX U
IUCOYHKIIMIO MOYEBOTO ITy3bIpS.

KapnanvHbili moHHeNbHbIT CUHOpPOM — 3TO YacTas HelipomnaTus COaBjeHMs y IallMeHTOB B
Bo3pacte or 3 mo 10 jyer. B HauvanbHOM cTraguu 3ab0ojeBaHMsS BO3HMKAIOT OHEMEHMe
MMOPa)XeHHOM  KUCTM, TPYOHOCTU  BBINIOJIHEHMS  TOHKMX  [BVDKEHMI, CHIDKeHUe
YYBCTBUTEIBHOCTU MAJbIEB KUCTU. DTU CUMIITOMbBI PEIKO OTMEUAIOTCSI pPeOeHKOM U He
pacCleHMBAKOTCSI POOUTENSIMMU KaK Iatonormdeckue. Ilo3ske MOSBISIIOTCS MapecTe3un,
YyBCTBO IIOKAJbIBAHMSI B KOHYMKAxX IIaJblleB KUCTM U CO BpeMeHeM MpOoIecC MOXEeT
pacIpoCTPaHSTbCSI Ha IIpeaIieube ¥ Iiedo. IlalyeHThl 4acTO He COOOIIaloT O O0JIeBhIX
OIIYIIEeHMUSIX, [TOKA He TIPOUCXOAUT IMoTepst PYHKIINNA.

HapyLueHuﬂ 2J1I0mdaHus: KOHTPAaKTypbl B BUCOYHO-HIMKHEUE/JIOCTHBIX CYCTaBdX IIPUBOOAT K
CHVDKeHUMIO ITOABVIKHOCTU HIKHEeN He/JIIoCTH, 4TO OrpaHMYMBaeET CITOCOOHOCTD OTKPbIBATb
pOT " >KeBaTb. HapymeHm[ IVIOTaHMA OTMEeUalOTCA IIPpU CpeJHETSIKEeJIOM U TSPKEJIOM TeUeHUN



3a60/ieBaHMS U CBSI3aHbI ¢ QYHKIIMOHMPOBAHMEM CTBOJIOBBIX OTIE/IOB TOJIOBHOTO Mo3ra. [Ipu
HapylieHUM uX paboThl HAOIIOMAIOTCS IIPU3HAKM TCeBHO00YIbL0ApHOro MM OyabOapHOro
nmapannydeii. CUMIITOMBI IOeOIOTUPYIOT C pPeOKMX IIONepXMBAHMUI TBEPHON IIMIIEN,
TUIIepCaJMBaLM, Pa3BUBAIOTCS MOCTEIIEHHO ¥, B KOHEUHOM MTOTe, IIPUBOMOSIT K IrpyboMy
HapyluieHIo QYHKIIUM TTIOTaHUS WIM TTIOJTHOMY ee Mcue3HOBeHM0. OTCYTCTBMe MPaBUIbHOM
peryisiuy akTa IIOTaHMs MIPUBOAMUT K 3a0pOCy MUILM, CJIIOHBI B Tpaxelio U OpOHXMATbHOE
IepeBO U pPa3BUTUIO BTOPUUYHONM MHGIEKUUM B BUIE PeUUAUBUPYIOIIMX aCIMPaALMOHHBIX
OpPOHXMTOB ¥ TIHEBMOHMUI. OTO yCyrybisieT nObixaTelbHble HapyIlIeHUs, SBJSIOIIMECS
cnencreuem oTioxeHUs Al' B BepXHUX M HYDKHUX ObIXaTeIbHBIX Iy TIX.

ITosedeHueckue HapyuieHuss - TUIIEPAKTUBHOCTb, PaCTOPMOXXEHHOCTb, arpecCMBHOCTb U
VIIPSIMCTBO, KaK MpPaBWIO, MMEKT MECTO Y B3POCIbIX IMAlMEHTOB CO CPeIHETSKeNION U
Tsokenoin  ¢opmamu  MIIC II. IIpobinembl € IIOBeOeHMEM 3HAUYMTENIbHO BIMSIOT Ha
IIOBCEJHEBHYIO )KM3Hb IMAllMEHTAa U €ro COLMaJIbHYIO afanTalmio. ITosaBissach Ha BTOPOM rofy
SKM3HU, OHU TIPOAOJIKAIOTCS BIJIOTh 10 8 - 12 neT. Perpecc KOTHUTUBHBIX (DYHKIMIT HApSAY C
TSDKEJION TMoTepeit ciyxa, pacCTPOMCTBOM CHA, 0COOEHHO 00YC/IOB/JIE€HHBIM OOCTPYKTMBHbBIM
aIltHO3, OKAa3bIBAIOT CYIIIeCTBEHHOE BJMSHME Ha MoBeJeHNe pebeHKa U MOJIOA0TO B3POC/IOrO.
[Io Mepe HapacTaHMsI KOTHUTMBHOTO JeduIUTa K TUIEPAKTUBHOCTU U arpecCUBHOCTU
IIPUCOEIVHSIOTCS ayTUCTUYECKME YepThbl, OTMeuaeTCs IIOCTeleHHasl MOTeps HaBbIKOB
3KCIIPECCUBHON M MMIIPECCUBHON peun. MenukaMeHTO3Has Tepanus, HallpaB/JieHHas Ha
KOHTPOJIb Pa3pyLIUTEIbHOIO ITOBeOeHMs, YacTo ObiBaeT Hed(hdeKTuBHON. B manpHelilem
[porpeccupoBaHue HelpoaereHepaTUBHBIX M3MEHEHUiIl IPUBOOUT K  JeMeHIUH,
IBUTaTeIbHBIM HapyIIeHUSIM, YTO HUBEJIMPYEeT 0COOEHHOCTY MTOBeAeHNS.

CepdeuHo-cocyducmas cucmema: BciencTBue oTaoxkeHus: IAI' ¢ paHHero Bo3pacTa KJallaHbl
cepAlia YTOJIIAIOTCS, BO3HUKAET peryprurauus, auMbo cTeHo3. B psge ciyyaeB BO3MOXKHO
dbopmupoBaHye rurnepTpoduM MbIIIEYHOM TKaHU Cepilia, YMeHbIIeHe ee 3J1aCTUUYHOCTH,
HapyllleHe MIPOBOAMMOCTHU, IOpaskeHe KOPOHAPHBIX apTepuii.

Yalme BCcTpedaeTcsl I1aTOJNOTMSI KIAllaHOB cepflia (HeOOCTaTOYHOCTb M/WIM CTE€HO3
MUTPAJILHOTO, a0PTAJIbHOTO, TPUKYCIMUIATBHOIO ¥ JIETOYHOTO KJIalaHoB). MiMeeT mecTo
TopakeHue KOPOHAPHBIX COCYIOB. MarmucrpajibHble COCyabl y mauyeHToB ¢ MIIC moryt
MMETb YTOJIIIIeHHbIe CTeHKM, HO IIPU 3TOM MOTYT ObITh CY>KEHHBIMM MJIM IUIaTUPOBAHHBIMMU.
B cBS3U ¢ cy;)keHMeM apTepuit, y TakKuX MALMEHTOB MOSBISETCS KIAMHUYECKN BbIpaskeHHas
aprepuasbHas TUIEpTeH3Usl. BcTpeuvaeTcsi pacliMpeHMe BOCXOISIIEN YacTu aopThbl, U
3HAUMTEJIbHOE YMEHbIlIeHe SJaCTUYHOCTUM CTeHOK aopTthl. [Ipu KapaMoMuoraTumn
(MHGWIBTPATUBHOI) BBISIBJSIETCS runepTpodusi MMUOKapaa MiIn auaaTaliust KaMmep cepiia.
[TauieHTHI MOTYT MMETHb HapyllleHMe pUTMa U IIPOBOAMMOCTU cepalia. TeueHue cepaeyHoin
HenocratouyHoctu (CH) mpu MIIC II umeeT mporpeccupyrommini xapakrep. TpygHOCTU
OMAarHOCTUKM  3TOTO  COCTOSIHMSI  CBSI3aHbl € HeCHelM@UUHOCTbIO  KAMHUYEeCKO
CMMITOMATUKM,  OTCYTCTBMEM  Kajiob,  XapaKTepHbIX  IIPM3HAKOB  HapyIIeHUS
KPOBOOOpaIlleHNsT Ha paHHMX 9TallaxX ee pa3BUTHSI.



JKenydouHo-KkuuleuHas cucmema: BCAeOCTBUE OrpaHMYeHMS] 0O0beMa [BUMKEeHUS HUKHeN
YeIIoCTM U 3aTPyOHEHMS] pa3skeBbIBaHMUS TUILU, TUePTpodUM MUHAAIMNH, MaKpPOIIOCCUM
Pa3BUBAIOTCS HapylIeHMe aKTa [NIOTaHUS U CIIOHOTeYeHMe, BO3MOXKHA Auapest, CBsI3aHHas C
HakoruieHueM [Al' B HepBHBIX KJIeTKaxX MNuIleBapuUTeJbHOro Tpakra. C BO3pacTOM 4acCTo
pa3BuBawTCA 3amnopbl. C paHHUX JIeT OTMeuaeTcCsl reratociuieHoMeranus. XapaKTepHbI
ITyTIOUYHAasl ¥ maxoBasi TpbiKM [1,5].

BboIpakeHHOCTh KJIMHUYECKUX ITIPOSIBJIEHUI B 3aBUCUMMOCTM OT BO3pacTa IpefcTaBjieHa B
IIpunoxceHuu A3.2



2. [IuarHoCTHNKa 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeIUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPMMEHEHMIO METOI0B
OVarHOCTUKU

HOuarno3 MIIC tun II ycraHaBiauMBaeTCss Ha OCHOBaHUM COBOKYITHOCTM aHaMHECTUUYECKUX
OAHHBIX,  KJIMHUYECKMX  [TaHHBIX, pe3yJIbTaTOB  JIaOOpaTOPHOTO  MCCAedOBaHMUS
(6MOXMMIMUECKOTO U MOJIEKY/ISIPHO-T€HEeTUUECKOT0 aHaIn3a).

llugpgpepenyuanvrHas duazHocmuxa npogodumcsa ¢ Opyeumu munamu MIIC, ansha-
MAHHO3UO0030M, NO30HUMU (opmamu 2aH2auU03ud0308, MYKOJUNUOO30M, HEUH(pEKUUOHHbIMU
nonauapmpumamul, nugusapHeimu ducnaasusmu [1,2,3,14,16].

OcHoBHbIMU omauuumenvHoimu uepmamu MIIC II muna s6a500Mcs: NPO3pauHAs poz208uud,
Hanuyue usmMeHeHUll KOXH020 NOKpo8d no muny «MopcKot 2anvku» [7,8].

ITayuenmam ¢ ycmaHosneHHsim duazvozom MIIC II nposodumcs duHamuueckoe HabOa00eHuUe

(cpedHsas uacmoma nposedeHust KOHCyabmayuti u oocnedosarust npedcmasnera 8 IpunoxceHuu
A3.3).



2.1 J)Kay1o0b1 M aHAMHeE3

IIpu cbope aHamHe3a u wanob pekomMeHO08aHO 0Opamumes 8HUMAHUE HA Cedyroulue X#anobwl u
aHamHecmuueckue cobvimusi:

® 0Ms20UleHHbIll  ceMeliHblll aHamHe3  (CXOOHble CUMNMOMbL Y POOHbIX Opamves U
pOOJCMBEeHHUKO8 N0 MAMEPUHCKOU JUHULL);

® HU3Kuli pocm;

* 0zpybseHue uepm auyd;

* yacmele pecnupamopHsle 3a0071e8aHUSL;

® 3a0depiKa NCUXOMOMOPHO20 pa3sumus (Moavko 0151 msixceioli popmot 60N€3HU);

* 3adepxcka/pezpecc Ncuxuueckoz20 passumust (MovKo 07151 msxcenoll popmol 60n€3HU);

® CHUMEHUe Cyxd;

® CHUKEHUE 3peHUs;

® MHOMECMBEHHbIl du30cmo3 (depopmayuu uepena, 2pyoHOU Kaemku, NO360HOUHUKA,
KoHeuHocmell);

* HapyuleHue 0CaHKU - Kuho3, CKkonuos;

* peyudusupyrujue zpsixu (yawje 08yCMoOpoHHUE);

* yxyouleHue nepeHocuUMOoCmu (pusuueckux Hazpy3ox;

* (1abocms 8 KOHEUHOCMSIX;

®  My20n008UMCHOCMb 8 CYCMABAX;

® mpyoHOCMU nodsema u3 NOoNOHEHUs. CUOSL U IEXA;

® U3MeHeHUe NOX0OKU;

® HeI08KOCMb MeNKOU MOMOPUKU;

® HapyweHue KOHMpoJs 3a GyHKYUsIMU ma3oevlx 0P2aHos;

® (NHO3 60 CHe.

JKanobwl u aHamHe3 makxie ONUCaHsl 8 pa3aeﬂe «KJIUHUYecKasa kapmuHa».



2.2 dusmuKajabHOE 00Cc/IenoBaHue

[Ipy ocMoTpe HeoOXOAMMO OOpaTUTh BHMMAaHME HAa OCHOBHbIE KIMHMUUYECKME MPOSIBJIEHMUS
MIIC II:

e 2py0ble uepmol AUUA;

® HU3KOPOCT0CMb;

e nosedeHueckue HapyuieHus (0na msxenoti popmol 6on€3HU);
*  My20n00d8UXHOCMb CYCMAasos;

* NoOMymHeHue po208ulbl;

* 2enamomezanusi;

* CnieHomez2anus;

® NAaxo80-MOWOHOUHbIE U NYNOUHbBIE 2PbIXHCU (08YCMOPOHHLUE);
* wymbl 8 cepdue

ITodpobHo daHHble Pu3uKanbHO20 00C1€008aHUSL ONUCAHDL 8 pa3deie «KAUHUUeCKas KApMUuHa».



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

OcHogHble 1abopamopHsle memodsl hodmeepxcoerus duazHoza MIIC II ekntouarom onpedeseHue
akmugHocmu (pepmeHma udypoHam-2-cynvhamaswl, KoauueCmeeHHuwlll U KauecmeeHH»lll aHa1u3
TAT Mouu u MonexkyasipHo-2eHemuueckue ucciedogaHus 2eva IDS.

e PekoMeHayeTCs BCeM MallMeHTaM OIpe[ejieHMe YPOBHS INIMKO3aMUHOIVIMKAHOB MOYU
(KOMIUIEKC WMCCIeSOBAaHUI OJI OMArHOCTUKM MyKoIronucaxapupmosa tun II) ¢ menbio
IOATBepPXKAeHus auarHosa u ycraHosneHus tuma MIIC 1 konnyecTBeHHOe oIlpenesieHne
I'AT Ha doHe Tepanuu Kaxkapie 6 mecsies [12,14,16].

VpoBeHb yOeaAUTETIbHOCTY peKOMeHAanui B (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
- 3).

KoMmmenTapuii: Ilpu KonuuecmeeHHOM AHANU3€E 8bls8151I0M nosbluleHue KoHueHmpayuu I'Al ¢
mouolti, npu nposedeHuu 3nekmpogopesa I'Al- noswvllleHHYI0 IKCKpeyurw depmamarcyaspama u
zenapaucynvpama ¢ mouoti. dmu usmeHeHus Haobadaromes makxce npu MIIC I, VII munos.
Vposeno I'AT" siensiemcs 803pacm-3asucumsim napamempom. Taxkxce npu nezkoii popme MIIC 11
KoHueHmpayus A" 8 moue moxcem 0blMb JULUb HE3HAUUMEIbHO NOBbIUIEHA.

e PekoMeHayeTCs BCeM IalyieHTaM [Jisl T[IOATBEepPXKIOEeHUs [OuarHosa ollpeneneHue
aKTUBHOCTU MIYypOHAT-2-CyibdaTasbl B IISITHAX KPOBU, BBICYIIEHHbIX Ha
dunbTpoBanbHOii 6ymare (puabTp N2903), asme KpoBu (KOMILIEKC UCC/IeTOBaHMUI OJ1sT
IVAarHoCTUKY MyKonomcaxapunosa i II) [12,14,16].

VpoBeHb yoeauTeaIbHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTYU JOKA3aTeIbCTB
- 5).

KommeHTapwuii: ¥V nayuenmos ¢ cuHopomom Xanmepa Habndaemcs CHUMeHuUe akmueHocmu
udyponam-2-cynspamassl 8 Kyjasmype Qubpobaacmos, niasme Kposu, aub60 8 NIMmMHax Kposu,
8bICYUIEHHBIX HA (PUIbMPOBANbHOU Oymaze. Heobxo0umo usmepeHue akmueHocmu Opyzux
Cynbhamas3s 0 UCKIHUEHUSI MHOMCEeCMBEHHOLI Cy1b(hama3stoii HedocmamouHocmu.

3abop 6uomamepuana ons OuazHOCMUKU 8 NIMHax Kposu onucaw 8 IpunoxceHuu A3.4

e PekOMeHAyeTCsl BCEM ITallieHTaM CO CHMKEHHOI aKTUMBHOCTbIO (hepMeHTa UIypOHaT-2-
cynbdaTrasbl IIpoBefeHMe MOJIEKYISIPHO-TeHEeTMUYECKOr0 MCC/IeI0BaHMsI: BBISIBJIEHUE
MyTaluii B reHe IDS, KOOUPYIOIIEM UOYpOHAT-2-cynbdarasy C 1ebi0 MOATBEePKIeHMS
IVarHo3a Ha MOJIeKYyIsSIpHO-TeHeTu4YeCcKoM ypoBHe [1,12,14,16,17].

VpOBEHb YGE,I[MTEJII)HOCTM DEKOMEH,Z[aHMﬂ C (YpOBEHI) JOCTOBEPHOCTHU JOKa3aTe/IbCTB
- 5).

KommenTapwmii: BoisieneHue cemeliHoti mymauuu zeHa IDS denaem 803MoxcHbIM 00cnedosarue
POOCMBEHHUKO08 NpobaHoa, 8bvissjieHue 2emepo3uzomusix HocumensHuy MIIC II, a maxaie



nposedeHue NpeHamaipHol U NPeuMnaaHmayuoHHoll duazHocmuxku. boavluuHcmeo mymauuii y
nauyueHmos ¢ MIIC II mozym 6bimb 8bis18/IEHbI C NOMOUWIBI0 cekgeHuposaHusi no CIHzepy 8cex
9K30H08 U Npuiezarnujux K HUM yuacmkoe UHMpoHO08 2eHd, HO 8 HEOOIbUIOM NpoUeHme Cy4aes
Mymayuw ¢ NpuMeHeHUeM CmaHoapmuwvix memodos ooHapyxumo He ydaemcs. IIpumepro 20%
gcex mymayuii cocmasnsiiom KpynHele nepecmpouliku 2eHda, 4umo Moxem nompebosamso
npumeHeHust 0ONOJIHUMEbHbLX, 00J1ee CIOHCHBIX MOJIEKYTISIPHO-2eHeMUUeCcKUx mecmoe.

B coomsemcmeuu ¢ Ilpuxkazom Mun3dpasa Poccuu om 13 oxkmsabps 2017 2 N2 804u «O06
ymeepioeHuu HOMEHKAamypsl MeOQUUUHCKUX YCy2» Hazeauue ycayau: Komnaexc uccnedosaHuii
07151 duazHoCcmMuKu Mykonoaucaxapudosza mun I1.

e Pexomenpayercss Bcem mnauueHtam ¢ MIIC I IIpoBeJieHMe aHajau3a KpOBU
O0MOXMMMUUECKOTO O00IleTeparieBTUUECKOr0 C Iie/bl0 oIpeneneHus (QYHKIMOHAIbHOIO
COCTOSTHMSI TleyeHM (amaHuMHamuHoOTpaHcdepasza (AJIT), acmapraTammHoTpaHchepasa
(ACT), obmiuit 1 ripsiMoii 6unnupyomH, xonectrepuH [32].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5).

KoMMmeHTapum: ucciedogaHue xojecmepuHa 6xjaoudaem 6 m.4., ucciedosaHue YposHs
xoJlecmepuHa JIUNONPOMEUHO8 BbICOKOLI NJIOMHOCMU 8 Kpo8u, UCCIedosaHue YposHs
xoJlecmepuHa JUNONPOMeEUH08 HU3KOU NJI0MHOCMU, UCCIe008aHUE YPOBHS JUNONPOMEUHO8 8
Kposu, mpuzauuepudsl. HccnedosaHue ciaedyem npogodums 8 npouecce OUHaAMUUeCcKozo
HaobnodeHus, 8 cpedHem, 1 pa3 8 6 mec.

e PekomeHpayercsa Bcem mnaimueHtam c¢ MIIC II mpoBemeHue o61ero (KJIMHUUECKOTO)
aHanmsa KpoBu (OO6mIMIT (KIMHMUYECKUII) aHAJIM3 KPOBM Pa3BEpPHYTHIN) IS OIEHKMU
OCHOBHbBIX IIapaMeTpOB KPOBETBOPEHMSI U BBISIBJIEHUS BO3MOKHBIX MHMEKIMOHHbBIX
TIPOLIeCCOB [32].

VYpoBeHb yoenuTeabHOCTU pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5).

KoMMeHTapum: 8 (853U C BbICOKUM PUCKOM pasgumusi UHMepKyppeHmHwvlx uHpexyui,
acnupayuoHHoli nHeeMoHuu y nayueHmos ¢ MIIC pekomeHdyemcsi npoeedeHue OAHHO20
uccnedosaHus, 8 cpedHem, 2 pasa 8 200.

PekomeHnayercss BceMm mnanyeHtam c¢ MIIC II mpoBemeHue oOIero aHaamusza MOUM [IJIS
OIIEHKM COCTOSIHMSI MOUEBBIBOASIIMX ITyTeil U Touek [33].YpoBeHb yOeauTeTbHOCTU
peromeHaanuii C (ypoBeHb JOCTOBEPHOCTM JOKa3aTeIbCTB — 5).

KomMeHTapum: pekomeHdyemcs npogedeHue 0aHH020 UCCIE008AHUS HE pexce 2 pa3 8 200.

e Pexomenpyetcs: Bcem nauyentam ¢ MIIC II mpoBeneHne nccmeqoBaHmst KoaryaorpaMMbl
(aKTMBMPOBAHHOE YaCcTUUYHOEe TPOMOOIIIACTMHOBOE Bpems, omnpenejeHue
IIPOTPOMOMHOBOTO  (TPOMOOIIJIACTMHOBOIO) BpeMeHM B  KpPOBM, OIpeaejeHue



TPOMOMHOBOTO BpeMeHU B KpOBM, MCCAeJoBaHMEe YPOBHS (uOpMHOreHA B KPOBH,
olpefeneHue KOHLeHTpauuu [I-myMepoB B KPOBU) [JISI OL[EHKU COCTOSIHUSI CUCTEMbI
KOary/siiMy ¥ CBOeBpeMeHHO MTpodUIakKTUKM pa3BUTHUS TPOMO030B [34].

VpOBEHb YGEJIMTEJII)HOCTM PEKOMEHIAII NN C (YpOBEHI) JOCTOBEPHOCTHU NJOKa3aTe/IbCTB
- 4).

KomMmeHTapmum: uacmoma ucciedosausi, 8 cpedHem, 1 pa3 8 200, npu Heob6xo0uMocmu — uatuie
(neped KaxoviM OnepamusHbsIM 8MeULamenbCnmeom,).

e Pexomenayetrcsi BceM mainueHtaMm ¢ MIIC II mpoBemeHue wuccienoBaHuUss YpoBHSTI N-
TepMMHAIbHOTO (hparMeHTa HaTpuitypeTndeckoro mpormentuaa Mo3roBoro (NT-proBNP)
B KpOBM [ CBOEBpPeMEHHOM [OUArHOCTUKM  CepheuyHoil  HeOOCTaTOYHOCTH,
onddepeHIIMaabHOM  OMArHOCTUMKM C  OABIINIKOM, BBI3BAHHON  pecrnuMpaTOPHbIMU

npobsieMaMu, JJISI pelieHus] BOIIPOCOB O CTapTe/KOPPEKLMM KapAMOTPOITHOM Tepamnmu
[34].

VpoBeHb yoeauTeabHOCTU pekoMeHAanumu C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 4).

KommeHTapwmii: kpamuocmo ucciedosarusi: 1 pas 6 200.



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

e PekomeHpayercsa Bcem mnamueHtam ¢ MIIC II mpoBemenme Y3W opraHoB OpIOIIHO¥
nonoctu (YIbTPasBYKOBOE MCC/IENOBAaHME OPraHOB OPIOIIHOM ITOJOCTU (KOMILJIEKCHOE),
VIIbTpa3ByKOBOE MCC/IeAOBaHME [eueHU, YIbTPa3BYKOBOe MCC/IeNOoBaHMe ceje3eHKu) u/
MM TIPOBeleHMe MarHMUTHO-Pe30HAHCHO Tomorpaduyu opraHoB OpPIOIIHOM ITOJIOCTU U/
MUY KOMITIBIOTEPHOJ Tomorpadguy OpraHoB OpPIOIIHONM TOJIOCTM C IeJbI0 BBISBIEHMUS
yBeJIMueHMit pa3MepoB ITeueHn U cejie3eHKM [2,14,16,35].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KOMMEHTapI/II/IZ BblA8JIAIOMCA YMEPEHHAA cz2enamomezasius ujiu 2enamocnjieHomezaius. Ha
(i)OHe mepanuu pasmepsl neueHu U CeJjie3eHKU YMEHbWIAOMCA.

Bbibop memooda uccnedosaHuss — no UHOUBUODYAIbHBIM NOKA3AHUSM UCX0051 U3 803MOMCHOCMe
nayueHma U  KJAuHuueckoli  nompebHocmu. Ilpu  Heobxodumocmu  NpuMeHsIemcs
avecmesuoJiozuueckoe nocobue. Kpamnocme uccnedosavus 1 pas 8 200, nhpu Heob6xooumocmu -
uaue.

e PekomeHAyeTcsl IIpOBelleHME peHTreHorpaduu IIeifHOTO W/WUIM TPYOHOTO W/WUIN
MOSICHUYHOTO  OTHe/la IO03BOHOYHMKA W/MAM  Ta300eIpeHHBIX CYCTaBOB U/
peHTreHorpaduy BepxXHUX W/WIM HIKHUX KOHEUHOCTeI C 1le/ibl0  BBISIBJIEHUS
MHOXXeCTBEeHHOTIO In30cTo3a [2,14,16,21].

VpoBeHb yoeauTeaIbHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTYU JOKA3aTeIbCTB
- 5).

KoMMeHTapum: 8bl6/1510mCcsl MHOMCECMBeHHble OJu30Cmo3bl, cKagouepanus, 2unonnasus
3y608udHo20 ompocmka  C2-no38oHKa, dopconwombanvHslli  Kugdos 8  pe3yibmame
NAamMucnoHOUNUU, NOSACHUUHbIL 2unepsopdo3. Onpedensiomcs wupokue pebpa, KOpomkue
U302HyMble KAUUYbL, 2UNONJIA3US 20/1080K Njeuesblx Kocmell u sapycHas depopmayus nieuesslx
Kocmeli 8 NPOKCUMAIbHbLX 0moenax, oucmaibHsle INUpuU3sl Kocmetl npeonseuss cCKouleHsl 0py2 K
dpyey. 3adepxika opmuposarus sidep okocmeHeHusl. IIacmHsle Kocmu Kucmeti YKOpOueHsl U
CyM#EeHbl — «3A0CMpPeHbl» 8 NPOKCUMAbHBIX 0MOeNax, «CKOUWeHHOCMb» 8ePMIIYHCHbIX 8NAOUH,
deopmuposartole, ynaoweHHbvle 207108KU OeOpeHHbIX Kocmell u 8anvzycHas degopmauus weex
bedpeHHbix Kocmell. HccnedosaHusi nposoodsamcs He pexce 1 pasa 8 200, npu nezkux ¢gopmax —
00b14HO He pexce 1 pasa 8 2 zo0a.

e Pexomenayetrcsi nauyveHtam ¢ MIIC II ¢ HanuMumem/puUCKOM CHaBJIeHUSI CPEOAVMHHOTO
HepBa IpoBeJieHNe TeKTPOodU31MOIOrMUeCcKOro UCCaeIoBaHMs d/IeKTpoHelipoMuorpadumn
(3HMT') (3nexkTpoHelipomuorpadusi CTUMYISILIMOHHAsSI OMHOI'O HepBa, AineKTpoMuorpadus
CTUMYJISIIMOHHASI CPeAMHHOr0 HepBa, JnekTpomuorpadus uUroabyartas), YTO IMO3BOJISIET



OLleHUTb QYHKIIMOHATIbHOE COCTOSIHME MbIIIIEUHbIX TKaHel, HEPBOB ¥ HEPBHO-MbIIIIEUHO
nepenauu (He pexke 1 pasa B 12 mecsues) [2,14,16].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
- 5).

KommeHnTapumu: cmumynauuoHHass SHMI noseonsiem onpedenums cdasyeHue CpeouHH020
Hepsa daxce 00 NOsABJIEHUS CUMNMOMO8 U 0ONIHCHA NPO8OOUMbBCS, HAYUHAS ¢ 803pacma 4-5 nem
exce200Ho.

e Pexomenpayetcst Bcem naiyeHtam ¢ MIIC II koHCynbTalus Bpauya-0TOPMHOIAPUHIOJIOTA C
IIPOBeJleHMeM OCMOTpPaA BEPXHMX [bIXATEeJIbHbIX ITyTE€i (HOCOIJIOTKM M TOPTaHM), B TOM
yycie ¢ IIOMOLIBI0 SHAOCKONUY [2,36]

VpoBeHb yoeauTeabHOCT peKoMeHaanuii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

Kommenmapuu: y nauuenmos ¢ paHHezo 8o3pacma ommeuaromcs 2zunepmpogus adeHoudos u
MUHOAJIUH.

IIpu Hanuuuu nokasaHuti Npo8oodumcst IHO0CKONUUECKasi IHOOHA3AIbHASL pesu3ust N0JI0CMuU HOCA,
HOC02/I0MKU, INUGAPUH20NAPUH2OCKONUSL, 3NnugapuHzockonusi 8udeodHdockonuueckas (8
cpedHem, 2 pa3a 8 200).

e PekoMeHAyeTCS KOHCY/IbTAlLIMSl Bpadya-CypA0a0ra-oTOPUHONIAPUHIOIOTA U MpOBedeHue
ayguomerpun Bcem TanyeHtam ¢ MIIC II ¢ 1enbio BbISIBIEHUS TYroyxoctu. Ilpu
MOA03PEHNNM Ha CHIDKeHMe Cyxa HeoOXOAMMO MpoBelleHMe OTOaKyCTMUYeCKOi IMUCCUU
(TonasnbHasg ayaouometpus, PeueBast aynuometpus, Irposast ayauomeTtpusi, Perucrpanms
BbI3BAHHBIX aKyCTUUYECKUX OTBETOB MO3Ta Ha IOCTOSSHHbIE MOAYIMPOBaHHbIe TOHbI (ASSR
TecT)) (TIpU OTCYTCTBUM IKCCYIaTUBHOTO OTUTA (He pexke 1 pasa B 12 mecsies) [1,2,5].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTE/IbCTB
-5).

KoMMeHTapum: myzo0yxocms pa3HOll CmeneHu 8blpadeHHOCMuU XapakmepHa O0ns O0aHHO20
3abonesanusi. OHa moxcem 6blMb KOHOYKIMUBHOU UU HelipOCeHCOPHOT UlU HOCUMb CMEUIAHHbLI
xapakmep. PaHHee 8bls6/1eHUe MYy20yX0CMU N0360Jsem YAyHUms Kauecmaeo #CU3Hu NayueHmos,
obecneuuims 803MOXCHOCMb 00UIEHUS U 00YUeHUsl.

e PeKOMEHIOBAHO IIpOBeJeHMe uccaenoBaHus GYHKLMUM BHelIHero nabixanus (OBII)
MeTOoIOoM crupoMeTpuy BceM naiyeHtam ¢ MIIC II, criocoOOHBIM BBITIOTHUTH TPeOyeMblii
IbIXaTeabHbIMA MaHEBP IJIs1 OLleHKY 3P PeKTUBHOCTM MIPOBOAMMOI Teparnuu, KOHTPOJIS 3a
COCTOSTHMEM OPOHXO0JIETOUHOM cucTemMbl [2,14,16].

VYpoBeHb yoeauTeabHOCTH pekoMmeHaanmui C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTe/IbCTB
- 5).



KommenTapum: 8 coomsemcmsuu ¢ Ilpuxkazom Muu3ddpasa Poccuu om 13 okmsabpsa 2017 2 N°
804 «O6  ymeepxdeHUUu  HOMEHKAamypol  MeduuuHckux  ycaye»:  HccnedosaHue
HecnposoyUpPOBaHHbIX OblXAMelbHbIX 005eM08 U NOMoKo8, Hccnedosarue dvixamesibHblx 005eM08
C NpuMeHeHuem JiekapcmeeHHolx npenapamos. HccnedosaHue nposodumcs He pexce 1 pasa 6
200.

e PekOoMeHAOBaAHO IIPOBeAeHMe IPULeIbHON peHTreHorpaduy opraHoB I'PYOHONM KIETKU
BceM naiueHTam ¢ MIIC II ¢ 1iesibio o1ieHKM JedbopMalyu rpygHoOM KieTKu 2, 37].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KommenTapuu: Taxxe npu ucciedosaHuu mozym 0vimb 00HAPYHeHbl USMEHEHUS J1e20UHOT
MKaHuU.

Cnedyem paccmompems npogedeHue 0aHHO20 UCCIe008AHUS U NPU HAJIUYUU AYCKYbIMAMUEHbIX
U3MeHEeHUTl 8 J1e2KUX 8 C8513U C 8B03MOMXHOCMbI0 pa3eumus nHeemMoHuu y nayuermos ¢ MIIC II.
Kpamnocmo uccnedosaHus onpedensemcs uHOU8udyaivHo, 8 cpedHem, 1 pas e 2 2o0a

e PekoMeHIOBAHO IIpoBeneHMe sneKkTposHiedanorpabum (391 maumentam ¢ MIIC II, y
KOTOPBIX OBLIM SMUIENTUYECKME TMPUCTYIbI B aHaAMHe3e, C IIeJbl0 UX JAMAarHOCTUKU U
KOHTpOJ [2,38].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5).

KoMmeHTapum: kak Haubosee uHpopmamusHyr memoouxky 0aHH0z20 ucciedosaHust ciedyem
8blbupams 271eKkmpoaHuedpanozpaguo ¢ eudeomoHumopurvzom.  HccnedosaHue cnedyem
npogodums npu  hnepeuyHoli JudzHOCmMuke U Oanee ewez00HO hpu omcymcmeuu
NpomueonoKa3aHuli.

e PekoMeHI0BaHO TIpoBeJleHue noMcoMHorpadu/KapanopecnMpaTopHOTO
MoHUTOpMHTa BceM mnatyeHTaM ¢ MIIC II ¢ 06CTpyKTUBHBIM aliHO3 CcHa (He pexke 1 pa3a B
IBarona) [2,3,14,16].

VpoBeHb yoeauTeabHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

KommeHTapum: 0na OJuazHoCmuku U OYeHKU CcmeneHu o0CMmpyKmueHo20 anHod CHA
npos8ooumcst NOJUCOMHOZpA(Us/KapouopecnupamopHsili MOHUMOPUHZ, KOMOopas hno360Jsem
onpedenums xapakmep OblXAMENbHbIX HAPYWEHUL (UCKIIUUMb YeHMPAibHblll 2eHe3, C853b C
2unepmpodueii adeHoudos, cepdeuHoti HedoCMamouHOCMbH UIU KOMNJIEKC NPUUUH), NAMOJI02UI0
cepdeuro-cocyoucmoti cucmemol.

B coomeemcmeuu ¢ Ilpuxkazom Mun3dpasa Poccuu 13 okmsabpa 2017 2 N° 804H om «0O6
ymeepioeHUuU HOMEHKAamypvl MeOUUUHCKUX YCIy2» Hem ycayeu «IlonucomHozpagus», 8 c8s3u ¢



ueM  B03MOXCHO  UCNOMb308aHUe  Habopa  ychye: AnekmpoasHyepanozpapus ¢
sudeomoHumopuHzom, CymouHoe MOHUMOPUPOBAHUE apmepuanbHoz20 dasneHus, Pecucmpayus
NIeKMpoKapouozpammet, Monumopuposatue anexkmpokapouozpapuueckux OaHHbILX,
Xonmeposckoe MOHUMOpUpo8aHue cepoeuHozo pumma, Pacwugpposxka, onucaHue u
uHmepnpemauus dnekmpoxapouozpagpuueckux damHwvlx, daekmpomuozpapus HakoxcHas (00Ha
aHamomuueckas 30Ha), Anekmpookynoezpagus, OnpedeneHue napyuaibHozo0 OasaeHuUsl
Kucnopoda 8 Msizkux mxkaHsix (okcumempus)/ITynvcoxcumempust).

e PexomenpoBaHo r1ipoBeneHue IKI' 1 paz B 6 mecsnes, 2xo-KI, XonTepoBCKOro
MOHUTOpUpoBaHus IKI' 1 CYTOUHOrO MOHUTOPUPOBAHUS apTEPUAJIBHOTO AaBJIeHUS BCEM
nanyedTam ¢ MIIC II g omeHku coctossHust cepana (1 pas B rof, mpu HeOOXOOMMOCTH
yaie) [2,3,14,16].

VpoBeHb yoenuTeabHOCTU pekomMeHaanuii C (YpOBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KommeHTapum: pezynsipHoe npoeedeHue IKI, Oxo-KI, xonmepoeckoz0 MOHUMOPUPOBAHUS
AKI, cymouH020 MOHUMOPUPOBAHUS APMEPUAIbHO20 OasjieHusl Heo6Xoo0umMo nauyueHmam c
O0aHHOTUl namoJiozuell, mak Kaxk ¢ paHHezo 803pacma y HUX ommeuanmcs cepoeuHo-cocyoucmsle
HapyuleHus.

B coomsemcmeuu c¢ Ilpuxkazom Mun3dpasa Poccuu 13 okmsabps 2017 2 N° 804H om «0O06
ymeepioeHuu  HOMEHKAamypol  MeOUUUHCKUX  ycaye»:  CymouHoe  MOHUMOPUpPOBaHue
apmepuanvHozo odaeneHus, Pezucmpayus 3anekmpoxapouozpammsl, MoHUMOpUpos8aHue
anekmpoxapouozpaguueckux daHHvix, X01meposckoe MOHUMOPUPOBaHUe cepdeuH020 pummad,
Pacwugposka, onucaHue u uHmepnpemayus a1ekmpoxkapouozpaguueckux 0aHHbslx,

e PekomeHpoBaHoO BceM naiueHTaM ¢ MIIC II mpoBemeHne KOMMObIOTEPHOI TomMorpadumu
/WM MarHUTHO-pe30HaHCcHOoi Tomorpaduu (MPT) ronoBHOro Mo3ra ¥ MO3BOHOYHMKA C
11eJIbI0 BBISIBJIEHUSI KOMITPECCUM CIIMHHOTO Mo3ra u ruapotedanuu [2, 22,39].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeIbCTB
- 5).

KommenTapum: HecmabuisHoCms amaiaHmoakcuaibHo20 cOusieHeHUst Moxcem 0blmsb 8bis18/1eHA
npu permezexHozpaguu uietiHozo omaoena N03860HOYHUKA C (PYHKUUOHANbHBIMU Npobamu, 00HAKO
07151 nodmeepxdeHus: KoOMNnpeccuu CNUHHO20 M032a 8cedcmeue YmoaujeHusi e2o 0000uex u
Gopmupyrowuxcs aHomanuti no3goHkos mpedyemcs nposederue MPT u/unu KT.

Hccnedosanue(s)) nposodsmcsi 8 mom uucie, npu OUHAMU4eckom HabawdeHuu nayueHma,
uacmoma onpedensemcs uHousudyaivHo (8 cpedHem, 1 pas e dea 200a).

IIpu Heobx00umocmu npo8ooUMcst HapKo3.

B coomeemcmeuu ¢ Ilpuxkazom Mun3dpasa Poccuu om 13 okmsabpa 2017 2 N2 804u «O6
ymaeepucoeHuu HoMeHKAamypwvl meouyuHckux ycaye»: KT (MPT) wetiHozo omdeia N0380HOUHUKA:



MazHumHo-pe3oHaHcHass momozpagus uieu, CnupanvHas KOMnvromepHdas momozpagust weul.

e PekomeHpoBaHOo mnainyeHTam ¢ MIIC II KoHcynbTaluMs Bpada-o@Tajibmosnora u
IIpOBeJeHNe VICC/IeNOBAHMS TIepeIHero cerMeHTa Iyia3a MeToJOM OOKOBOrO OCBEIIeHMS,
M3MepeHMe BHYTpuUIIa3zHoro napieHus (OQTaJbMOTOHOMETPHUS) M OLieHKa COCTOSIHUS
rnasHoro gHa (Odranbmockonus, OcmoTp nepudepun masHOro AHa C MCIOJIb30BaHUEM
Tpex3epKajbHOM JiMH3bl lonpamaHa, bBuomukpodotorpadmsi r71asHOoro mpgHa C
MCMO/Ib30BaHMeM (QyHAyC-KaMepbl) C 1eJibl0 BbISIBJ€HMS TIJIayKOMbI, M3MeHeHMUsI
IIPO3PAaYHOCTH [VIA3HBIX Cpel, M COCTOSTHUS ceTyaTku [2,3,14,16].

VpoBeHb yoeauTeabHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

KommenTapumu: Kpamuocmo ucciedosaHuii, 8 cpedHem, 1 pa3s 6 200.

/Ina nayuenmos ¢ MIIC II He xapakmepHO NOMYMHeHUe po208uybsl. Y HEeKOmMopbslx nayueHmos
paseusaemcs enaykoma, nuemeHmuas oucmpogus cemuamxu. Pedxo - omek ducka 3pumensHo20
Hepaa.

e PekomeHaoBaHO BceM mnaiueHTam ¢ MIIC II mpoBemeHMe 6 MMHYTHOI'O TeCTa XOIbObI
(6MTX) npu IMarHoCTUKe MU ¢ MOMEHTa BO3MOXXHOCTU MallMeHTa K BBIIIOJTHEHUIO TeCTa
C 1elbl0 OLIeHKM (U3MUeCcKoil BBIHOCAMBOCTM MAalMeHTOB, B TOM 4ucjiae, Ha @QoHe
dbepMeHTHOI 3aMeCTUTeNbHOI Tepanumu [2].

VpoBeHb yoeauTeabHOCTU pekoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

KommeHTapum: Tecm 6-mMuHymHoli X00b0bl s8755emcsi 00HUM U3 Haubojiee npocmsix U
00CMYNHbBIX CNOCO008 OUEHKU 8bIHOCIUBOCMU U (DYHKUUOHAILHBIX 803MONCHOCMELl NAYUEeHMOo8 C
MIIC c kapduonozuueckoli u 1e2ouHoti namonozusmu, cm. ITpunoxcerue A3.5.

Hccnedosarue nposodumcs 00biuHO ¢ 5 siemHez0 8o3pacma (He pexce 2 pa3 8 12 mecsiyes).
Ouenka nepeHocumocmu ¢usuueckoti Hazpy3ku nposodumcs no wikane bopza (ITpunoxerue I'l)

e PekomenaoBaH nauyeHtam ¢ MIIC II KOHTpOAb MMHEpPadbHONM IIJIOTHOCTU KOCTEN
(PEHTreHOIEHCUTOMETPUS) IIPU TIePBUYHON AMArHOCTUKE U B IIpolecce NMHAMMUYECKOTO
Habmopenus [40,41].

VpoBeHb yoeauTeabHOCTU pekoMeHAanuu C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 4).

KommeHTapum: dokasamenvHulX OAHHBLIX N0  ONMUMANBHOLU —uacmome nposedeHust
uccnedosarus Hem, npogooumcs, 8 cpeoHem, 1 pas e 1-2 zooa.



2.5 IHble nuarHocTnYecKue uccjaegoBaHus

e PekomMeHayeTcsl yyacTMe B [OMArHoCTuke ¥ BedeHunm ranueHtoB ¢ MIIC 11
MYJIbTUIVUCHUTIIMHAPHOM KOMaHIbl CIIeIMaJMCTOB B BUAY TOrO, YTO 3abojeBaHue
XapaKTepusyeTcs] MOpPakeHMEeM MHOTMX OpPraHoB M CUCTeM, TpebyeT KOMILIEKCHOI
Tepanuu, 4YTo AUKTYeT HeoOXOAMMOCTb COBMECTHOTO BefleHsI TaljMeHTa creluaaicTaMu
pasHbIx npodwueii [2,5,14,19].

e VpoBeHb yOemuTedbHOCTM pekoMeHmanuu C  (YpOBeHb JOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

KommenTapum: duazHocmuky u Habawodenue demeti ¢ MIIC II ocyuiecmensem 00bI4HO 8pau-
neduamp uiu 8pay-zeHemuK, HeoOxX00UMbl KOHCYIbmauuu cedyuwux cneyuanucmos He pexce 1
pasa 6 6 mecaues Uiu yawje NPu HAAUYUU NOKA3AHULL: 8paua-omopuHoiapuHz0i02d, 8paiad-
Hesposoza, 8paua-demcko2o0  Kapouonoza, 8paya-mpasmomosoza-opmoneda,  8paud-
opmanemonoza ¢ npogedeHuem UCCne08aHUSL nepedHez0 ceemeHma 2na3a memodom 60K08020
oceeuleHusl, U3MepeHuss BHYMpuUzia3Ho20 O0asjeHus (moHomempus U Opyaue mecmol,
Heobxodumple 0711 OUAZHOCMUKU  27IAYKOMbl) U  OUEHKOU COCMOSIHUSL  271a3H020  OHa
(opmanvmockonus) ¢ yenvto 8bls8eHUS 2/1AYKOMbL, U3MEHEHUSI NPO3PAUHOCIU 2/1A3HbIX Cped U
COCMOsIHUSL cemuamku, e8paua-cmomamosiozd, epaua-gusuomepaneema, epaua no JeueoHoul
Quskynemype [2,5,14,19].

IIpu Haau4uu noKasauuii pekomeHdo8aHa KOHCYIbmauust gpaua-cypoosioza-
0MOPUHOIAPUH207102d C NposedeHUeM ayouomempuu, 8 cpeoHem, 1 pas 8 200.

IIposoodssmcsi KOHCyAbmayuu 8pavyomM-0emckKumM Xupypzom, 8pauoM-Helpoxupypzom, 8pauom-
aHecme3uos1020M-peaHuMamosiozomM (npu Haauduu namonozuu, mpeoéyrueil xXupypauueckozo
emeuiamenscmea) [2,5,14,19,koHcyismavuu 8pauom-nyasMOH0I020M (NPU HAAUYUUU NAMON02UU
€O CMopoHbL dbixamenvHot cucmemst) [2,5,14,18].

Yacmoma KoHcyIvbmayuii ycmavasaueaemcst UHOUBUAYaibHo, 8 3a8UCUMOCMU OM KAUHUYECKO
cumyayuu.

IIpouue uccnedosamust NPOBOOSIMCA NO peuleHUo 8paue6H020 KOHCUIUYMA.



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKAaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300/1MBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeH S

Jleuenne MIIC Tumn II BKIO4aeT Kak IaToreHeTudeckoe JjiedeHue HadHadyeHue DP3T, tak u
IIpoBeJileHMe CUMIITOMAaTu4YeCcKo Tepanuu. Bemenue mnauueHTtoB ¢ MIIC Tunm II
rpenrosaraeT MyJAbTUAMCUMUIUIMHAPHBIN IIOAXO0H4, C y4yacTMeM Bpava-lieguarpa, Bpaya-
HeBpOoJIora, Bpaya-OTOPUHOJIAPMHIO/IOrA, Bpada-reHeTMKa, Bpaya-IAeTCKOro KapamuoJiora,
Bpaua-IyIbMOHOJIOTa, Bpaya-raCTpPO3HTEpPO/Iora, Bpadya-CTOMATOJIOra, Bpauya-4yelroCTHO-
JINLIEBOTO XUpypra, Bpauya-Henpoxupypra, Bpaua-aHeCTe3MoJiora-peaHMMaTosiora, Bpaya-
dusnoTeparnenBTa, Bpaua JieueOHOV (U3KYIbTYPbI U, IIPU HEOOXOAMMOCTM, Bpaueit APyrux
CIIeLMaabHOCTEl, MMEIOIIMX OITBIT B JIEUEHMM 3STOrO peaKoro 3abojeBaHMs, a TakKkKe
MeIUILIMHCKUX IICUXOJIOTOB.

3.1 IIaToreHerTmuyeckoe JieueHue

e PekOMeHIOBAHO IIpoBefeHre (epMeHTHON 3amecTuTenbHO Tepanuu (®3T) Bcem
nanyuentam ¢ MIIC II Tuna nocjie yCTaHOBJIEHMSI TOYHOTO AMarHo3a C 1ie1blo 3aMenJIeHus
MIpOrpeccupoBaHMsl 3ab0jeBaHMsI, YMEHbIIEHMUSI pa3MepoB IIeUeHUM U CeJIe3eHKH,
yayuiiieHus GyHKIMY cepllia, CHUKeHUST YPOBHS aKCKpeTupyembix I'AT [12-15,18].

VYpoBeHb yOoenuTeIbHOCTY peKoMeHAanuii A (YypoBeHb OCTOBEPHOCTH J0Ka3aTe/IbCTB
- 2).

Kommentapum: /[na npogedevus ®3T npu MIIC I muna npumeHsitom udypcyaspasy ™ u
uodypcynsasy 6ema*™*,

Hoypcynvaza™* - ouuwieHHas pekomoOuHaHmHuas gopma gpepmeHma udypoHam-2-cyavpamasol,
npousgodumas. Ha KJIeMOuHOU JIUHUU 4e/lo8eKd, ChocoOHass obecneuums Npo@ub
2/IUKO3UNUPOBAHUS, AHATI02UUHBIT NPUPOOHOMY (hepMmeHmy.

@3T no3sonsiem 3HAUUMENLHO YAYHWUMb COCMOSIHUE NayueHmos, 0o00UmsCs yMeHblleHUs
pasmepos cene3éHKU U NeueHu, yeeauueHust nokasamesneti (QyHKyuu 6HeuwlHez0 OblxaHusl,
cHuxceHus yposHeii I'AI" 8 moue. [Ipenapam He npoxodum uepe3 zemamo3dHuepanuueckuii 6apvep
(I'D6), noamomy He n0360.J1s1em CKOppU2upo8ams Hegpojio2uyeckue HapyuleHusl.

OOuH U3 nocieoHux aHanu308 MmewoyHapooHoli 6a3sl no cuHopomy Xanmepa (HOS)
yb6edumenbHO NPOOEMOHCMPUPOBAT NOBblUIeHUE NPOJOSIHUMENbHOCMU U KAuecmed M U3HU
nauuermos ¢ MIIC Il Ha ¢pone DP3T.

@3T Ha3Hauaemcss NOXU3HEHHO, HenpepwvlidHO 8 d03e 0,5 mz/ke 0duH pa3 8 Hedenw 8 sude
BHYMPUBEHHOU UH(PY3UU NPOOOIHUMETILHOCDBIO 3 U ¢ MAKCUMAJIbHOL CKOPOCMbl0 88€0eHUsl 00



40 mna/u ambOynamopHo, 8 YCN08USIX KPY2J0CyMOUH020/0HE8HO20 cmauuoHapa. Becv 00zem
npenapama Heobxodumo pazsecmu 8 100 mn pacmeopa Hampus xaopuda™* 9 me/mn (0,9%).
Bpems 66edeHuUss MOMCHO NOCMENEeHHO YyMeHvwums 0o 1 uaca, eciu Ha (poHe uH@y3uu He
pa3eusainmcs HexeiamenvHble peakyuu.

HHpy3ua nposodumcsa uepe3 nepugepuueckuli unu yeHmMpanvHsili 8eHO3HbIll docmyn u
KOHMPOJUpyemcs MeOUUUHCKUM NePCOHAIOM.

IIpu B803HUKHOBEHUU aJlepeuveckux peakuuti 6 omeem HA UHQY3U, nauueHmam mozym
HA3HAYAMbCST AHMUUCMAMUHHbIE Ccpedcmea CuCmemMHo20 odelicmeust u/unu Hu3kue 003bl
KOpmuKocmepouodos 0711 CUCMEeMHO20 NpuMeHeHusl, cejleKmueHvle O6emal-adpeHoMUMemuKu
(0211 UH2ANAYUOHHO20 NPUMEHEHUs) (NpU YKAa3aHuu Ha anlepzuyeckue peaxkyuu 8 aHamHese -
makie C npeseHmMueHoll Uesbio HenocpedcmeeHHO neped uH@y3ueli), 011 KYNUpo8aHus
JUXopadku u 207108HOU 00U -8 MHAPONOHUXcAWAs mepanus (napauemamoyom™* unu
ubynpogerom™* (npenapamsl makxxe mMozym HA3HAUAMBC NPEBEHMUBHO HENOCPEOCMBEHHO
neped uH@y3ueti [42]). IIpu 603HUKHOBEHULI HexcenamenvHol peakyuu UHQY3U HYHCHO
0CMAaHo8umo, 00 paspeweHust CUMNMoOMO8 U 3amem NPoooIUMb UHQPY3UIO CO CKOPOCMbIO HA
NoJI08UHY MeHblle moli, ¢ Komopoli oHa nposodunace. Ilpu pazeumuu aHapuiakmouoHoli/
amagurakmuueckoli peakyuu uH@ysur credyem HemeONeHHO NpeKpamume, HaA4ame
coomeemcmaywujee JjeueHue u HabawdeHue. Crnedyem npudepmusamscss CO8PEMEHHbIX
cmaHoapmosé  HeomJoxHou  mepanuu  [29,30] u coomeéemcmeywwux  KAUHUUECKUX
pexkomeHnoayuii, cm. ITpunoxcerue A3.6 u IlpunoxceHue A3.7

Peskoe npexpaujerue @3T, nepepoisst 6 @3T He HenamenvHsl U Mo2ym npugecmu K yXyoweHu
cocmosiHus nayuenmos [20].

Tsrenvle UMU ONACHble O1S1 WU3HU peaxkyuu 2unepuyscmeumenpHocmu 8 Cayuasx, Kozoa
cocmosiHue nayueHmos He noddaemcsi KOHMPOJO, SB8AL0MCA NPomMueonokasaHuem Ois
N08MOpPHO20 NpuMeHeHUs npenapama (0aHHsle U3 UHCMPYKUUU N0 MeOUYUHCKOMY NPUMEHEHUIO
npenapama udypcyaspasa™*, pez. Homep JICP - 001413/08, odobpena 07.02.2018).

Hoypcynvaszy 6ema™* nonyuarom u3 peKOMOUHAHMHBIX KJIEMOK AUUHUKO8 KUMATICK020 XOMAUKA
(CHO), 8 komopsle nepeHeceHa naasmuda, Kodupywouias 0enok u3 550 amuHokuciom
yesiogeueckoll udypoHam-2-cynv(hamassl, 6KaOUAs CUZHATBbHYIO NocnedosamenbHOCmMy u3 25
AMUHOKUCZIOM. Imom npenapam nokas3av 0 nayueHmos cmapuie 6 jem. B 2018 200y amo
HOB0€ JleKapCmeeHHoe Cpedcmao 0bL10 3apezucmpuposaHo Ha meppumopuu P®. B Hacmosiuiee
gpeMsi  cyulecmgyem — O02pAHUYEHHOEe  YUCA0  NYOAuxKayuti, —NOCBAUWEHHbIX  CPABHEHUIO
appexmusHocmu d8yx npenapamos 051 3T cundpoma XaHmepa u npumeHeHuw npenapama y
pPA3HbIX NAUUEHMO8.

JlokazamenvHas 6a3a 3ggpekmusHocmu u 6e3onacHocmu udypcynvpassl 6ema** ocHosaHa Ha
OaHHBIX 2-X KJAUHUYECKUX UCCed08aHuli, 8 KOMOpbvIX NPUHIAU yuacmue 37 nayueHmos c
cuHopomom Xanmepa. BOmo uccaedogarue I/II ¢a3zer NCT01301898 (31 nauuenm) u
uccnedosatue I1I passt NCT01645189 (6 demeti mnadwe 6 nem) [10].



IIpenapamet udypcynvpasa™* u udypcyaspaza b6ema™* npouszeodsmcsi HA PasHbvlX JUHUIX
KJ1emok, umetom pasHele MHH u He siensiomcs 83aumo3amensiemovimu. Ilepekntouerue ¢ 00H020
npenapama Ha O0pyz0li 803MOMCHO MOJILKO 8 CIyude B03HUKHOBEHUSI HEKOHMPOJIUPYEMbIX
Cepve3HbIX HexcenamesnvHolx sieeHutli (HA), nosmopsawwuxcs HecmMompss Ha aodeke8amtyio
npemeduxauyuio neped uH@ysueti. PeuwieHue o nepesode OONHHO NPUHUMAMbCA MOJBLKO NO
3aKoueHulo 8pauedHo20 KoHcuauyma PedepanvHozo yeHmpa.

BsedeHue ocywecmensiemcs uepe3 nepugpepuueckuili 8eHO3Hulli Kamemep  (Kamemep
nepucgpepuueckuti) uau uepe3  nopm-cucmemy  (nopm  UHQY3UOHHBIU/UHBEKUUOHHBLI,
UMNIAHMUpyYemblll ***), kKomopsle yCMaHAasau8awmcst Co2iadcHo Memoouueckum pykogoocmeam
«Benosnuiti docmyn, 2019 (https://msestra.ru/download/file.php?id=4763) ¢ ucnonv3o8aHuem
HeobX00uMblx JleKapcmeeHHvlx cpedcms. Ilopm-cucmemsl YCMAHABAUBAIOMCS  CO2JIACHO
Pacnopsienuto Ilpasumenscmea Poccutickoli @edepayuu om 31.12.2018 N° 3053-p «O6
ymeepioeHuu nepeuHs MeOQUYUHCKUX u3denutl, UMNIaHMuUpyemslx 8 Op2aHu3M uenosekda npu
OKA3aHuu MeOJUYUHCKOLU NnoMowu 8 pamKax npopammosl 20CYy0apCmMeeHHbIX 2apaHmuil
0ecniiamHoz20 OKA3aHus 2parcoaHam MeoUUUHCKOU NOMOWU, a Mmaxxe nepeuHss MeouyuHcKux
usdenuti, omnyckaemolx no peyenmam Ha meduyuHckue usdeaus npu npedocmasaeHuu Habopa
COYUAILHBIX YCTTY2».

JleueHue npoeo@umcg npu omcymcmeuu I’lpOI’YZLlGOI’IOK(ZB’(ZHMﬁ.

3. 2 CuMmnorToMaTuuyeckoe JiedeHue

e PekoMeHOOBAHO IIpOBelieHMEe MeIMKAMEHTO3HOI TIpeMeauKaluy TMpu IIOSIBJI€HUN
MOOOUHbBIX a/VIePTUUecKuX peakuuii mpu nudysun. [11,12,16,24].

VpoBeHb yoeauTeabHOCTU peKoMeHaanuii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 4).

KommenTapum: Y nayuenmos ¢ MIIC, nonyuarnwux ®@3T, kak u npu 8/8 esedeHuu 00020
0py2020 0e7K08020 hpenapama, Mo2ym pa3eumscs NoOOUHble peaxkyuu (Auxopaoka, 03HOO,
peoma, KpanusHuuya, msxcesvle peaxkuyuti 2unepuyscmeumenibHOCmMu aaiepeuueckozo muna),
npoucxoosuiee Uiu 80 8pemsi UHQy3uu uiu 8 meueHue OHs npogederus uHgysuu. I[Ipu nosieieHuu
noOoUHBIX peakyuti 6ospems/nocie uH@ysuu pekomeHdyemcs coomeemcmayiouiee jeueHue, npu
KOMopom Heo6X00uMo €1e008amsb COBPEMEHHBIM CMAHOAPMAam 0KA3aHus MeOUYUHCKOL nomowu
(AHMU2UCMAaMUHHBIMU ~ cpedcmeamu  cucmemHoz20 delicmeusu/uiu  napayemamon™* uau
ubynpogen™* u/unu Kopmukocmepouobl cucmemHozo deticmgusi (NpeOHU30/0H**  unu
dekcamemasoH™*)).

e PekoMeHZOBaHO JieueHle XPOHMUYECKMX 3aboyieBaHMil (TIOBeIeHUECKMX HapyIIeHU,
odTambMONIOTUYECKMX  HaApyIIeHWii, OpPTOIeANUYecKoii IaTOIOTUM, CYAOPOKHOTO
CUHIpOMa, apTepuabHO TUTIePTEeH3UMN, cepaeuyHoit HeJI0OCTaTOYHOCTMH,
pelMANBUPYIONIMX OTUTOB, YaCThIX PECIIMPATOPHBIX 3a00/€BaHMii U Ap.) Y MAIMEHTOB C



MIIC II npoBOAUTH C yUY€TOM AEeiCTBYIOINX KIMHUUYECKUX PeKOMeHAAlNiA, IPUHMUMAas BO
BHMMaHMe pe3y/bTaTbl KOMIUIEKCHOM OLIEHKM CO CTOPOHBI BCEX OPraHOB M CUCTEM U
TepCOHAIM3MPOBaHHbIE 1e/iV nanueHTa [2, 12, 14,16,43].

VpOBEHb YGEJIMTEJII)HOCTM pEKOMEH,Z[aHMﬁ C (YpOBEHI) JOCTOBEPHOCTHU NJOKa3aTe/IbCTB
- 5).

KoMmmeHnTapwuii: JleueHue nogedeHUecKUx HapyuleHuti nposooumcsi 8pauom-HespoJl020M,
00bIYHO UCNONIL3YIOMCS cedamusHbvle cpedcmad, aHkcuoaumuku u dpyzue. Boibop npenapama,
003uposka, 0aumenpHOCMb Kypca onpedensiomcsi uHousudyaivHo. Hauunarom npuem OAHHbIX
npenapamos nod mujamenbHoIM 8paueOHbvIM KOHMPOJIEM 8 YCII08USIX KPY2JlI0CYMOUH020/0HEBHO20
cmayuoxapa [2,12,14,16,43]. TIpoTuBOCYymOpOXKHasi Tepamnus TpedyeT MHAMBUIYATbHOTO
MoAX0oAa M MHOTMA IJINTeIbHOTO IoAbopa Mo3bl IperapaTta. YacTo HeOOXOAMMO BeleHMe
ralyeHTa Ha 6osiee HU3KUX A03aX MPOTUBOIIMUIEIITMUECKNX TIPEIlapaToB B CBSI3Y C IVIOXOM
MepeHOCMMOCTbIO X BBICOKUX J03.

e PekomeHZOBaHO Ipu OMPTATbMOJIOTMYECKMX HAPYLIEHUSIX IPOBOAUTH JIeUEHME II0
MOKa3aHusIM, MOAOOp Tepanuyu OCYLIeCTBISIETCSI Ha OCHOBAaHMM peKOMEeHJaluii IIo
JIeUeHMI0 COOTBETCTBYIOLIMX HO300ruit [2,12,14,16].

VpoBeHb yoeauTeabHOCTU pekoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
- 5).

e PekoMeHayeTCA B KaueCTBe OpPTOIeAMUYECKOM KOppeKUuu HapylleHus OCaHKU,
KOHTPAKTyp CYCTaBOB C WCIIOJIb30BAHMEM HEXUPYPIUUECKUX METOLOB I[PUMEHSTh
dbusmonpouenypsl ¥ JieuebHYI (UIKYJABTYPY, MCIIONb30BaTh OpTOIeauYecKue
ycrporictBa. [Io mOKa3aHMSIM  OCYILIECTBJISITH XUPYypPruuyeckoe JieueHue CUHApOMa
KapraabHOIO KaHaja, MTPOBOAUTD SHIOMPOTE3UPOBaHNe Ta300eIpeHHOr0 WM KOJIEeHHOTO
CyCTaBa, KOPPUTUPYIOIMie OCTEOTOMUM IJI UCTIPaBIeHUS OCU KOHeyHocTel [2,12,14,16].

VYpoBeHb yoenuTeabHOCTU pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5).

e PekoMeHZ0OBaHO NPy PelUAUBUPYIOIINX OTUTAX, YaCThIX PeCIMPaTOPHBIX 3a60/IeBaHUSIX
BepPXHUX [ObIXaTeJbHbIX IMyTell IpoBedeHMEe CUMIITOMATUUECKON, aHTMOaKTepuaabHOI
Teparuu 1o MOKa3aHUIM C TepareBTUYeCKO 11eJbio [32].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KoMmmeHTapumn:

e PexomeHnaoBaHo y manyeHToB ¢ MIIC 1npyM Haauuuy SOUIENITUYECKUX MPUCTYIIOB
PEKOMEHIOBAaHO MCII0JIb30BaHMe IIpelrapaToB M CxXeM JiedeHMs, Ha OCHOBAHUU
peKoMeHIaluii 1o JIeYeHUo srmiierncuii [2,12,14,16].



VpOBEHb YGeI[MTeJIbHOCTM peKOMeH,Z[aIIMﬁ C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

e PekoMeHIOBAHO y4yacTue MYJAbTUAMCLHUIIIMHAPHON KOMaHAbl B BeIEeHUM CepIeyHOmn
Hen0CcTaTOYyHOCTH y maumneHToB ¢ MIIC IT [2,12,14,16].

VpoBeHb yoeauTelIbHOCTU pekomMeHzanuii C (YpOBEHb JOCTOBEPHOCTU JOKa3aTe/IbCTB
- 5).

e PexoMeHI0OBaHO IpU JIeUEHUM apTEpUATbHOM TruriepTeHsuu y mnauueHToB ¢ MIIC II
Ha3HayeHMe AaHTUTUIIEPTEeH3MBHOM Tepanuu B COOTBETCTBUM C KIMHUYECKUMMU
peKOMeHIaLVsIMU 110 apTepuaibHOM runeprensnu [2,12,14,16].

VpoBeHb yoeauTeabHOCTU pekoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeIbCTB
- 5).

KommeHTapum: I[IpumeHeHue JiekapcmeeHHulx npenapamos y Oemeii off-label - eHe
3apezucmpupoB8aHHbIX 8 UHCMPYKUUU JIeKAPCMB8eHH020 Cpedcmed NOKA3AHUll 0cyulecmassiemcs
no peweHur e8pauebHoll Komuccuu, ¢ paspeuieruss JIOKAnbHO20 IMuUUYECK020 Komumema
MeOUYUHCKOLL opeaHu3ayuu (npu Haauuuu), ¢ Yca108uem NnoONUCaHH020 UHGOPMUPOBAHHO20
coanacusl.

e PexomenpoBano nauyeHtam ¢ MIIC II ¢ HapymeHMSIMM MOTOPUKU KeTyLOUYHO-
KUIIIEYHOI'0 TpaKTa (3aropamMm) UCIOIb30BaHMe IMeTUYEeCKUX MePOIIPUITUN, aJleKBaTHOM
TUApaTaIuy U CJIaOUTEeTbHBIX CPEICTB [44].

VYpoBeHb yoeauTeabHOCTH pekoMmeHaanumu C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTe/IbCTB
5)

e PekOMEHAOBAHO IIPM XPOHMUECKOI HelporaTuyeckoir 6011 HazHaueHMe IpelapaTos,
BO3JIEMICTBYIOIINX Ha ILeHTpa/ibHble MeXaHM3Mbl (POPMMPOBAHMS XPOHMUECKON OOJM:
MIPOTUBOSIMIEIITUUECKMX  IIperapaToB  (mo3a  MomOuMpaeTcsl  MHAMBUAYAIbHO),

AHTUIEINPEeCCAHTOB (MPUMEHSIIOTCS BHE MHCTPYKLMM 110 PeleHMI0 BpaueOHO KOMUCCHUN)
[45].

VpOBeHb YGe,IU/ITeJIbHOCTI/I PE€KOMEHIaAIn C (ypOBEHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 5)

KoMMeHTapum: nosnoxcumensHozo 3¢gdekma Gapmakomepanuu XpoHU4Heckoli Oonu y
nayuermos ¢ MIIC moxHO 006umbCs npu yuéme NPUHUMAEMbIX NAYUEHMOM Nnpenapamos u
pezyisipHOM MOHUMOpuUHze 0Oe3onacHocmu neveHusi. Ilpu JseueHuu 06018020 CUHOpoma Y
nayuerma ciedyem uchob308ams HaumeHee UHB8A3UBHDBLL CNOCOO.

3. 3 Xupyprmuueckoe jedyeHye



Xupypruyeckoe Jeuvenue TtnanueHToB ¢ MIIC II cimemyeT MpOBOAUTL TIPU  y4aCTUU
MYJIBTUOUCHUIUIMHAPHOM KOMAaHAbl B COOTBETCTBUM C OEMCTBYIOIIMMM KIMHUYECKUMMU
peKOMeHIaLUSIMNA.

e PekoMeHAOBaHa MalieHTaM C HapylleHuMeM QYHKIUM KUCTeMl WIM C HapylleHueM
HEePBHOM IIPOBOAMMOCTU MO pesyiabraTam IDHMI' omepauusi mekoMIipeccuy HepPBHbBIX
ctBOOB (HeBponuns u nekoMmripeccust HepBa, PacceueHue craek M JeKOMIIpeCCUs CTBOJIOB

HEPBHBIX CIIETEHMIT), KOTOpas MPUBOAUT K OBICTPOMY CTOMKOMY YAYUIIeHUIO QYHKIIUNI
[2,16,23,25].

VpoBeHb yoenuTeabHOCTU pekoMeHaanuu C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 4)

KomMmeHTapum: uacmoma peyudusos KapnaibHo20 MYHHENbHO20 CUHOpPOMA Y NAYUEHIMO08 C
pasauuHsimu munamu MIIC Heu3dsecmHa. IToCKONbKY NO8MOpHAs KOMNpeccus: MeouamHozo
Hepea scsiedcmaue pyouesaHus Ui 0MaoxeHUs 21UKO3AMUHO2IUKAHO8 803MOMCHA, HE0OX00UMO
npooosams HabodeHue.

e PekomeHpayercs mnaiyeHtam c¢ MIIC II Ttuma mpu coobiatoieiicss ruapoiedannu c
[IPOTPECCUPYIOIIMM  YBeJIMYEHMEM  JKeJIyOO4YykoB 1O  maHHeiIM  MPT  w/mim,
TIOATBEPKAEHHBIM ITOBBIIIEHMEM IaBJIeHUS epeOdpo-CIIMHAIbHOM JKXUAKOCTU 6onee 250-
300 cm BogHOTO €TO/I0Q BEeHTPUKY/IO-TIepUTOHeaibHOe ITyHTUpoBaHue [2, 12,14,16,19].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanuu C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5)

e PexoMeHIOBaHO IIpOBeJeHMe XUPYPTUUECKOTO BMeIlaTelbCTBA [JI MALUVEeHTOB C
IVArHOCTUMPOBAHHBIM CTE€HO30M IIE€MHOrO OThae/la - OeKOMIIpecCMM CIMHHOTO MO3ra
(JexkoMmmpeccusi MO3BOHOYHOrO KaHasla MUKPOXMpPYypruueckas), 4TO MMeeT pellarollee
3HaueHMe B yCTpaHeHUM cTeHo3a [2,12,14,16,19,20,25].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
- 4).

KommeHTapum: cdassieHue CNUHHO20 MO032a Npugooum K HeoOpamuMblM He8pPOJ02UUeCKUM
HapyweHusM, onepayuio ciedyem paccmampueams odaxe y nayueHmos 06e3 HespoJ02UuuecKol
CUMNMOMAmMuKu, eciu CazummansHblli duamemp NO380HOUHO020 KAHALA CYxeH Oonee uem Ha
50%. Xupypeuueckoe emewamenbcmeo  OJONHHO  BbINOJHSMbLCS — pAHbUE — pPA3BUMUS
He8poJ102uuecKux nposieieHutl.

e PekoMeHAyeTCs TIPOBeJleHNe XUPYPrUUecKoii 3aMeHbl Ta300eIpeHHOr0 MM KOJIEHHOTO
CyCTaBa, KOPPUTUPYIOIIME OCTEOTOMMUM KOCTei KOHEYHOCTell TMpu BbIPa)KeHHOM
HapyueHu (PYHKIMM KOHEYHOCTM OOYC/IOBJIEHHOI medopMalyeil minM apTpo3oM, Ipu
oTcyTcTBUM 3QdeKTa OT KOHCepBaTUBHOI Tepanuu [2,12,14,16,20,22,23].



VpOBEHb YGe,Z[MTeJIbHOCTI/I peKomeH,uaum‘/i C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

e PekxomenpgoBaHO rmnanyeHtam ¢ MIIC Il Tuma paccMoOTpeThb, pU HAJIUUMK TTOKAa3aHUM,
IIpoBeJieHne AneHOMI3KTOMUM (AmeHOMO3KTOMUM C VICIIOJIb30BaHVEM
BUJEO05HOCKOIIMYECKUX TeXHOMornin) wu/wnu ToH3MIdKTOMUM (TOH3UIIIIKTOMUM C
UCIIOJIb30BAHMEM  BUIEOIHOOCKOMUYECKUX  TEXHOJIOTUI) C  1[e/ibl0  YIy4lleHUs
IIPOXOAMMOCTH [IbIXaTelbHbIX ITyTel [2,46,47].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanum C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KoMmmenTapum: darHHosle 8meulamenscmea npumensromes y nayuerimos ¢ MIIC II muna, kax u
8 obweli nonyasyuu, ¢ CUHOPOMOM 0OCMPYKMUBHO20 HOUHO20 ANHOE, IKCCYOAMUBHBIM OMUIMOM,
3ampyoHeHUeM HOC08020 ObIXAHUSl U PeyuousupyouumMu UHGEKYUSIMU 8ePXHUX OblXAMeIbHbIX
nymeii. IIpu 3mom Heobxodumo yuumsieams, umo npu MIIC II muna xupypzuueckoe
emewamenscmeo mpebyemcs uauje, uem cpeou o0wviuHbix demeli. Ilayuenmam ¢ MIIC II muna
credyem  8vlOUPAMb  MAKCUMATbHO —wladsawue u d¢gekmustvie Memoduku, omoasams
npedonoumeHue 3Hdockonuueckum emewamenscmeam [48,49,50].

e PekomenpmoBaHo mnauyeHtam ¢ MIIC II ¢ 3KCCYymaTMBHBIMU OTUTAMM PaCCMOTPETH
IIOCTAHOBKY TMMIIAHOCTOMMYECKOI TPYOKM C 1ieJbl0 TIpemoTBpallleHus pPasBUTUS
ocoskHeHmii [51].

VpoBeHb yoenuTeabHOCTH pekoMeHAgauuy C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB
- 4).



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs M MIPOTUBOIOKA3aHMA K
IIPMMEHEeHUI0O METOL0B peaouanuTanumn

Crnemuduueckoit peabunuranum mnauyedtam ¢ MIIC II He Tpebyercsi. B Kpyr
peabmMIUTalMOHHBIX MeponpusaTuii rnauyenTam ¢ MIIC II MoryT O6bITh BK/IIOUEHBI 3aHSITUSI C
MeOULMHCK/M TICUXOJIOTOM, OTOBbIX B CIIEUMAJM3MPOBAHHBLIX CAHATOPUIX, a TaKKe
colaJbHas amaInTamusl C y4yacTMeM CIIeLMaJMCTOB M COIMAIbHBIX PAOOTHMKOB, KYPChI
Maccaxka. Cneruduueckue MeTOIbl peabuauUTaluM IIPY HATUIMUM OC/IOKHEeHUI yKa3aHbl B
COOTBETCTBYIOIIMX pa3nesiax.



5. IIpodbminakTka M gucCIIaHCepHoe
HaO/oZieHe, MeIUIIMHCKME TIOKA3aHua U
IIPOTUBOIIOKa3aHMs K IPMMEHEeHUIO METO0B
NMpPOoPMIAKTUKU

e PekoMeHAyeTCs II0C/e YCTAaHOBJEHMS AuarHosa IMalMeHTy WM ero oduiMaJlbHbIM
IpencTaBUTeNsIM IpyeM (OCMOTpP, KOHCY/IbTaliMsl) Bpaya-reHeTUKa C 1e/Ibl0 pPa3bsICHEeHUM
reHeTUYeCKOro pUCKa, 00CY>KIeHUS BO3MOXXHOCTEN IIpeHaTaJIbHOMI "
MpeMMIUIaHTAl[MIOHHO TeHeTMUeCKOi IMarHoCTUKM 3MbpuoHa [2,16,20].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5)

KOMMEHTapI/II/IZ 2EMU3UZO0MHbBIE MYMHUUHBL UMEIOM eaLlHCmGGHHy}O MYMAHMHY0 X—XpOMOCOMy,
Komopyw nepeaa;om moJibKo ceoum aOLlepﬂM, HO He€ CblHOBbAM.

Yuumeieas mun Hacnedosamuss 0aHHO20 3abosiesaHus (X-cuenyieHHslll) 075  Kaxcool
nocnedyroujeti 6epemeHHOCMU:

O Y MEHUWUHbI-HOCUMENbHUUbI Mymauuu puck poxcoeHus manvuuxa ¢ MIIC II cocmasnsem 50%,
PUCK poxcOeHUs1 0e80UKU-HOCUMeNbHUUbl Mymayuu — 50%;
oy myxcuurwvt ¢ MIIC II puck poxcdeHus degouxku-HocumenvHuust mymauuu — 100%.

5.1 IIpenaTanbuas nuarHoctuka MIIC 11

e PexomMmeHayeTCsl B CEMBbSIX, Ile eCTh MalMeHT C YCTAaHOBJIEHHOM MyTaluel, BbI3BaBIllIein
00/1€3Hb, OOCYIUTb BO3MOXXHOCTb IIPOBEOEHMSI MPEeMMIUIAHTALIMOHHOV TIeHeTUYeCKO
IVArHOCTUKM SMOPMOHA M IpeHaTaJbHOM AMArHOCTUKM ITyTEM M3MepPEeHMSI aKTUMBHOCTU
MUIypoHaTCy/AbdaTasbl B KJIeTKax BOPCMH XOPMOHA, a TakXke MeTOmaMM IIpSIMOit Mu
KocBeHHOV [JHK-nuarHoctuku st cemein ¢ u3BeCTHbIM reHoturiom [1,2,16,20].

YpoBeHb yoenuTenbHOCTM pekomeHaanmii C (YypoBeHb IOCTOBEPHOCTM JOKA3aTeNbCTB — 5)

5.2 Incnnancepuoe Haomwoaenue gerei ¢ MIIC 11

HabmiogeHue TMaLMEeHTOB II0 MECTY SKUTEIbCTBA (B aMOy/IaTOPHO-IOJMKIMHUYECKUX
YCIOBUSIX) OO/DKHO OCYILIECTB/ISIThCSI ITOCTOSIHHO. JlaGopaTOpHble U MHCTPYMEHTAJIbHbIe
obceqoBaHMsl M peKOMEHAyeMasl yacToTa UX IpOBedeHMs IpeacTaBiieHbl B [IpumokeHUmn
A3.3. 3aboyeBaHe MMeeT MYJIbTUCUCTEMHYIO IIPUPOAY U HeOOpaTUMbIe, [IPOTPeCcCUPYIOIIe
KIVMHUYECKNe IIPOSIBJIEHMSI, UTO OOYC/JIOBAMBAET HEOOXOAMMOCTh HAOMIOAEHMS He TOJbKO
Y3KMMM  CIelMaliUCTaMy  (BpavyaMy-OTOPUHOJIAPUHIOIOTaMM,  BpayaMMU-IeTCKUMU
Xypypramu,/ BpauyaMM-TPaBMaTOJI0raMM-OPTOIIeSaMu, BpavyaMM-HeipoXupypramu,



BpayaMM-4YeJIIOCTHO-JINLIeBbIMU XUpypramy, BpayaMl-aHeCTe310IoraMy-
peaHMMaTOJOTaMM, BpayaMMu-odTajibMoOJOraMy, BpayaMU-IeTCKMMM  KapAuoioraMu,
BpauyaMu-IyIbMOHOJIOTaM}, BpadyaMK-HeBpOJIOramy, BpadyamMMu-CTOMATOJIOraMy), HO U
BpauaMu-(dusmorepaneBTamu, BpauamMu 10 JeuyeOHOV GU3KYIbType, JIOTONeJaMu,
MeIUIMHCKMMM IICUXO0JIOraMy 1 pabOTHMKAaMU Na/UIMAaTUBHBIX CIYXO [2,14,20].

[MTauyenTs! ¢ MIIC II mosKHBI ITOCTOSTHHO HaXOAUTHCS II0f, HaOmomeHneM, 1 pas B 6 MecsiieB
MPOXOIUTh 006CIefoBaHe B MHOTOTIPOQMIbHBIX CTallMOHApaX (IJUTEeIbHOCTb HaXOXAEeHUS
B KpPYIJIOCYTOYHOM/IHEBHOM CcTalioHape 21-28 mHeit), HeoOXOnMMble OCMOTpPbHI Bpaueii-
CIIeIMAJICTOB, IAOOpATOPHbBIE M MHCTPYMEHTAIbHbIEe 00C/IeTOBaHMSI.



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

6.1 IToxazauus AJI1 TOCIIUTAIU3ANUY B MEAUIIMHCKYIO OPraHU3alMIo:

6.1.1 ITokazaHuAa 414 IJIAHOBOV TOCOUTAAN3AITUN

e IIpOBeIeHMe OUATHOCTUKM U JIeYeHMs, TPeOYIoIIMX KPYIJIOCYTOUHOTO MEIMIIMHCKOTO
HAOIIONEeHUS ;

® COCTOSIHMEe, TpeOyiolllee aKTUMBHOIO JIeUeHUS] M KPYIJIOCYTOYHOTO MEAUIIMHCKOIO
HabOmiomeHuss  (TpbDKeceueHue, OIepaTMBHOE  JieueHMe  IIOpaKeHUs  CyCTaBOB,
TO3BOHOYHMKA, CKOJMO3, AaIeHOSKTOMMSI, TOH3WJIJISKTOMMUS, HepOXUpypruyecKkast
JEeKOMITpeccusl CUHIpOMAa 3aIlSICTHOIO KaHala, YCTAHOBKA TPAHCTMMIIAHMUYECKOTO
IpeHaska IIpy CpeTHEM OTUTe, XUpypruueckast Koppekuys natonoruu CCC u gpyrue);

® OTCYTCTBUE BO3MOXKHOCTU obecrieueHMs @3T B aMOy/IaTOPHBIX "
CTallOHapO3aMeIaloInX YCIOBUSX;

* HEOOXOIVMOCTh IIPOBEIEHMSI Pa3JIUMUYHBIX BUIOB OSKCIEPTU3 WIM O00C/IelIOBaHUS B
MEIUILIVMHCKOM OpraHM3aluy IIpY HEBO3MOXXHOCTM IIPOBEIEHMS UX B aMOy/IaTOPHBIX
YCJIOBUSIX, TPEOYIOIIMX OMHAMMYECKOro HabiaomeHuss (B TOM umncie ogopMIeHue
3aK/II0UeHMs heepaabHOTO KOHCUINYMA);

e pellleHMe O 3aMeHe IIperapara [Jis IpoBemeHus: GpepMeHTO3aMeCTUTEIbHON Tepanuu
(upypcynbdasza™™ u umypcynbgasa 6eta™™).

6.1.2 TToka3zaHus OJid SKCTPEHHOV roCUTaIAN3aluu

e OCTpbIe 3a001eBaHNS;

e 000CTpeHMsI XPOHUUYECKIX O0JIe3He;

e OTpaBJIeHMs M TPaBMbl, COCTOSIHMS, TpeOyIoll/ie MHTEeHCUBHOI Tepanmuyu U IepeBoda B
peaHMMAalMIOHHbIe OTHOE/IeHUS WIM OTHOe/NeHMsS MHTEHCUBHOI Tepamuu (B TOM YMCIIE
IMOOOUHbIE peakLyy, MPOUCXOAMIINe B IIpollecce MHQPY3UM WIM B TeueHue IHS
npoBenenus uHPy3un O3T, 1lepBUKAIbHbIN CTEHO3 C KOMIIpeccueii CIIMHHOTO MO3ra u
Opyrye YrposKamwIiye >KU3HM OCTpPble COCTOSIHMS), a TaKkKe KpPYIIOCYTOUHOTO
MEIVLIMHCKOIO HAOMIOOeHMM ¥ IIPOBEeIEeHMSI CIeLMaJbHbIX BUIOB O00CIE€IOBAHUS WU
JIeUeHMsl.

6.2 [IokazaHuA K BbIIIMCKE IMallYieHTa U3 CTaljMoHapa

® OTCYTCTBME YIPO3bI KU3HM IaI[MEHTA;

® OTCYTCTBME YIPO3bl PA3BUTUSI OCJIOXKHEHMIA, TPEOYIONIMX HEOTIIOKHOTO JIeUeHMST,

e crTabwim3anyusl COCTOSIHMSI ¥ OCHOBHBIX  KJIMHMKO-JIAaOOpaTOPHBIX  ITOKa3aTesei
MaTOJIOTMYeCKOTO Mpoliecca Mo OCHOBHOMY 3a00/1eBaHMIO;



OTCYTCTBME HEOOXOAMMOCTHM B IIOCTOSTHHOM Bpaue6HOM ¥ KPYIIOCYTOYHOM MEeAVIIVIHCKOM
Ha0JII0/IeHUM 110 OCHOBHOMY 3a060J/IeBaHUIO;

HeOoOXOAMMOCTH IepeBOoa MalyeHTa B APYIYI0 OOJIbHUIYY MM YUPEXKIEHNMe COLMATbHOTO
obecrieueHmsl.



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HAa MCXO0J, 3a00/IeBaHUS
WIN COCTOSIHUSA)

[Ipy mpoBemeHMM HapKO3a UM WMHTYOALMM HEOOXOOMMO IIOMHUTH O BBICOKOM pPHUCKE
KOMIIpeccuy CIIMHHOTO MO3ra BCIeICTBMEe HeCTaOWIbHOCTM aTJaHTOAKCHMAJbHOTO CYCTaBa.
KopoTkasi 1i1es, orpaHuyeHue TMOABMKHOCTM HIDKHEN 4YeIoCTH, YyBeJnyeHMue SI3bIKa,
BBIpAKEHHAS TUIIEePTPOoUsT aJeHOMIOB M MUHIAIMH CO3Ial0T IIPOo6IeMbl TPy IIPOBeIeHUN
aHeCTe3MOJIOTMYECKOTO IT0CO0VSI, TO3TOMY ITPEeAIIOUTEeHME CJIelyeT OTAABAaTh MECTHOMY WU
perMoHajbHOMY 00e360/1MBaHM0. [laliMeHT MpenBapUTeNIbHO KOHCYJABTUPYETCS BpauoOM-
OEeTCKMM  KapAuoJoroM, BpavuyoM-OTOPMHOJIAPUHIOIOIOM, BpauyOM-aHeCTe3MOJI0roM-

peaHnMaToI0ToM, BpavuoOM-HEBPOJIOTOM. O6s13aTeNnbHO MIpoBeieHNe TTOJTHOTO
KapauoJIOTMUeCKOro 00cienoBaHusl, IOAMCOMHOrpadum (IJisl  BBISIBJ€HUS  CTEIeHU
IObIXaTe/JbHBIX HaApYyIIeHMi), TpU HeOoOXOAMMOCTM - SHIOCKOIMMM HOCOIJIOTKM U

KOMITIbIOTEpHOJ Tomorpaduu serkux. OmepaTMBHOe BMeIIATe/JIbCTBO C aHecTe3ueit
HeOoOXOIMMO TIPOBOAUTb B KPYIHBIX MEIUIIMHCKUX LI€HTpaX, MMEIOIIMX OTJaeleHue
peaHuMauuu ¥ uHTeHcuBHON Tepanuu (OPUT), Tak Kak MHTyOALMsS M TMOCIeAyoIias
9KCTYOAIMs Y TAaKUX MallMeHTOB MOKeT BbI3BaTh 3aTpyaHeHus [2,14,20].



IIOMOIIU

Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM

Kputepumn kavecTtsa

YpoBeHb
ybeantenbHoCcTH
pekoMeHaauum

YpoBeHb
AOCTOBEPHOCTHU
AOKa3aTenbCcTB

BbiMmonHeHO onpeaeneHne ypoBHA W crnekTpa A Mouu (Mpu MocTaHOBKe
AMarHosa 1 eciin He NpPoBOAWIOCH B MPeALLECTBYOWNE 6 MecsLEB)

B

BbinonHeHO onpeneneHne akTUBHOCTM MAypoHaT-2-cyfnbdaTasbl B MNiasme
KPOBW WU NSTHAX BbICYLWEHHON KPOBW W/MNK MONEKyNsSpHO-reHeTuyeckoe
nccnenosaHue (BbisBneHne mytauum B reHe IDS (npu nocTtaHOBKe AMarHo3a)

BbinONHEHO  Ha3HayeHne  (GepMeHTHOM  3aMecTUTeNbHOW  Tepanuu C
NMPUMEHEHNEM naypcynbdasbl** nnu naypcynodasbl 6eta** B Buae B/B
MHDY3UN exeHenenbHo

BbinonHeHbl DKIM (ecnu He npoBoaunocb nocnegHuve 6 Mecsiues), Dxo-KT,
XONTEPOBCKOE MOHWUTOpUpoBaHue 3SKI M CyTOYHOE MOHUTOPUpOBaHUE
apTepuanbHOro AasneHus (ecnn He NpoBOAWMOCH MpejwecTsyowme 12
MecsiLeB)

BbinonHeHO 23 aAnd CBOEBPEMEHHOM AMarHOCTMKK 3anunencum (ecnm He
NnpoBOAMAOCH NocnegHne 12 mecsues)

BbinoNHEHO onpeneneHne pa3MepoB MNEYEHW U CeNe3eHKM Mo AaHHbIM
YNbTPa3BYKOBOIro uccnenoBaHums (ecnm He NpoBOAWIOCH nocnegHune 12
MecsiLeB)

BbimoniHEHa MarHWTHO-pe30oHaHcHas ToMmorpadus u/uam  KoMnbloTepHas
ToMorpadus ronoBHOro Mo3ra, Mo3BOHOYHWKA W/unn KT rosoBHOro mMosra u
LWeMHOro oTAena MO3BOHOYHMKA (eciM He npoBOAMAOCH nocneaHne 24
mMecsiLeB)

BbimonHeHo onpegeneHve (@YHKUMM  BHELWHEro AblXaHus (ecnn  He
NpoBOANIOCH MocnieaHme 12 mMecaues)

BbinonHeHa peHTreHorpadmsa rpygHoM KNETKW, LWEWHOro, TrpyaHOro w
NMOSICHWYHOrO OTAEeNa MO3BOHOYHMKA, a TakXe peHTreHorpapum BepXHUX U
HMXKHUX KOHEYHOCTeWN (ecnu He npoBoAwMnacb nocnegHuve 12 MecsiueB npwu
Taxenbix dopMax, 24 mecsiua npu nerkux gopmax)

10

BbIMOMIHEHA KOHCy/bTauMsi BpayvyoM-CypAOSIOrOM-OTOPUHOMAPUHIONIONOM ¥
npoeeneHa ayamoMeTpus (ecnm He npoBoamMniack nociegHue 12 mecsiues)

11

BbinonHeHa KOHCynbTauus BpayoM-odTanbMOaOrom, (€cnam He nposoamach
nocnegHue 12 mecsues)

12

BbinosiHeHa KOHCy/NbTauus BpayOM-reHEeTUKOM MpW YCTaHOBAEHUU AMarHosa
n Npun naaHnMpoBaHun 6epeMeHHOCTM B CEMbE

13

BbinonHeHa KOHCyNnbTauus BpayoM-AETCKMM KapAMOMOoroM mMpu  Hanavumm
naTonormm  CepaevyHo-cocyaAMCTO  cucTeMbl  (ecnu  He  MpoBoAunach
nocneaHue 6 mecsaues)

14

BbinonHeHa KOHCy/NbTauus BPavYoOM-OTOPUHOMAPUHIONOroOM (MpU  HanM4umn
naTonormm co CTopoHbl JIOP-opraHoB W/WUanM BEPXHUX AblXaTeNbHbIX NyTen)
(ecnu He npoBoamnack nocnegHne 6 mecsiLes)

15

BbinonHeHa KOHCy/bTauus Bpa4yoM-HEBPOSIOrOM MpW HanM4ymu NaTonorum co
CTOPOHbI LEHTPasibHOM HEPBHOW CUCTEMbI (€C/TM HEe MpoBOAMNACL NMOCIeAHNEe
6 mecsiueB)

16

BbinosiHeEHa KOHCy/bTaumMsa BpavyoM-TpaBMaTO0roM-opToneaoM Npu Hananydymm
naTtosiormm CO CTOPOHblI OMOpPHO-ABUraTe/IbHOro annapaTta (ECJ'IVI He
npoeoaunniacb nocneaHune 6 MECﬂLl,eB)

17

BbINO/MHEHA KOHCYNbTauusi Bpa4vyoM-AETCKUM  XUPYproM (Mpu  Haavyuu
natonoruun, TpebyoLein XMpypruieckoro BMellaTe1bCTBa)

18

BbinosHeHa KOHCynbTauuna BpayoM-nysibMOHOJ1I0roOM (I'IpM Haan4mmn
naToJiIorMm Co CTOPOHbI AbIXaTeSibHOU CVICTeMbI)

19

BbinonHeHa KOHCyNbTauus BpavyoM-CTOMAToONIOrOM (ecnu He npoBOAMIIACH
nocneaHue 6 mecsues)




20

21

BbINONHEH 6-TM MUHYTHbLIN TecT xoabbbl (ecnn He NpoBOAMACA nocnedHue 6
MecsiueB)

22

BbINosHEH  6MOXMMUYECKMIA  aHanu3  KpoBu  (aslaHMHAMUMHOTPaHcdepasa
(ANT), acnaptatamuHoTpaHcdepasa (ACT), obwuii n npsmon 6GunMpybuH,
XONecTepuH, Tpuravuepuabl) (ecnu He MNpOBOAMICA B MpeallecTsyowme 6
MecsLeB)

23

BbinonHeH obwmini (KNMHWYECKUIA) aHanm3a KpoBu (ecnnm He MpoBOAMCA B
npeawecTeyowme 6 mecsiues)

24

BbinonHeH obwmin - aHanusa Mo4n (ecnu He NPOBOAWMCS B MpeaLllecTByowmne
6 MecsueB)
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oxpaHbl 3m0poBbs1 mOerelt LIKb PAH, rmaBHBIVI BHEIITATHLIN CIIEIMATIUCT [eauaTp
Mwunsgpasa Poccun.

2.KyueB Cepreit ViBaHoBuu - ui.-kopp. PAMH, n.m.H., gupexkrop ®I'BHY "Menuko-
reHeTU4YeCKMi HayuyHbIi LeHTp UM. akagemuka H.II.boukosa ", IIpe3unmeHT Acconmauum
MeOULVHCKNUX TeHeTUKOB (AMI).

3. HamazoBa-BapaHnoBa Jleiiia CelimypoBHa- akaza. PAH, nmpodeccop, A.M.H., Tpe3uaeHT
Coro3a mneauatpoB Poccun; mnacr-nipesuaeHT EPA/UNEPSA; pykoBogutens HUU
nenuaTpum U oxpaHsl 300poBbs neTteit LIKb PAH, 3aBenymoiiast kageapoit pakyabTeTCcKo
neguatpumu neauatpudeckoro ¢axyabreta ®I'BOY BO «PHYMMY um. H.U. IluporoBa»
Mwun3sapaBa Poccuu, r71aBHbIM BHEIITATHbIN JeTCKUI CeMUaINUCT 10 TpoguIakKTUUeCcKoit
MenunHe MuH3apasa Poccun

4. BaiipakoBa l'asimaa BukropoBHa- K.0.H., BeOyIIMii HAyYHbIN COTPYIHMK JlabopaTopum
HacjaenCTBeHHBIX 6osie3Heit oomeHa ®I'BHY "Meanko-reHeTUUecKuit HAyYHbI LEHTP UM.
akageMmuka H.IT.boukoBa“.

5.BaxymoBa HpmnHa BenmamMmHOBHA - [1.M.H., mnpodeccop, 3aBemyiomias Kadempoii
rocnuTasbHOM Tieguatpumu Ilemmatpuueckoro ¢akynbreta DPI'BOY BO  VYpanbckuii
l'ocymapCcTBEHHbIN MeOUIIVHCKUI YHUBEPCUTET

6. Bamakmaase Harto /[I>kymOepoBHa- [1.M.H., noueHT Kadenpbl GdaKyIbTeTCKOM
negvatpum [1® OI'bOY BO PHUMY nmenun H.A. [Inporosa M3 PO, UHCTUTYT neauaTpumn
" OxXpaHbl 300poBbs Heteit LIKb PAH.

7. Bockoo6oeBa Enena IOpbeBHaA - K.M.H., B.H.C. JabopaToOpMM HaAC/IeICTBEHHBIX O0Jie3HeI
oomena ®I'BHY "MenuKo-reHeTUUeCKMI HAYIHbIN IIeHTP".

8. 3axapoBa EkaTepmHa IOppeBHa -1.M.H., 3aBeayiomias jabopaTopueii HacJIeaCTBEHHbBIX
6onesneit obmena @®I'BHY "Memuko-reHeTMUYeCKMII HAY4YHBII IIEHTP MM. aKaJgeMuKa
H.IT.boukoBa", wumeH Poccuiickoro o60mecTBa MeOUUIMHCKUX TeHEeTUKOB, UJjIeH
eBpOITelickoro 0OIIecTBa II0 M3YYeHMIO HacaedCTBEHHbIX Ooje3Heil oOMeHa BeIecTB
(SSIEM).

9.Ky3zenkoBa JIiogmuiaa MwuxainoBHa- 1.M.H.,, @OTAY <«HMMHIL 3m0poBbs Herein»
MunsnapaBa Poccun, ripodeccop kadenpsl meauaTpmumu U neTckoit peBmaTtonoruu Graoy
BO TIlepBbiii MOCKOBCKUI TOCYJApCTBEHHbI MeEOULVHCKUI YyHUBepcureT um. .M.
CeueHoBa MmuHucTepcTBa 3apaBooxpaHeHusi Poccuiickoin ®@epepanyym (CeyeHOBCKUIM
YHUBEPCUTET)

0. JlapnonoBa BaneHnTuHa UnbuHMYHA- O.M.H., P[BHY "MHCTUTYT 3KCIIepUMeEHTAILHOMN
MeOULIVIHbI".

1. Jlookaunase TuHa BUKTOpOBHA- K.M.H., 3aBeayloliasi AHEBHbIM CTalMOHApPOM U
otneneHmnem naanmatTuBHoi MmeauiuHbl 'BY3 "T'Kb N¢ 64 [13M".



8.

0.

. MuxaitioBa Jlrommuiaa KoHcTaHTMHOBHA - 1.M.H., ITpodeccop, yueHblit cekpetapb ®PI'BY

"HauMoHa/IbHbINM MeOULIMHCKUIM UCCIea0BaTeIbCKIUI LIEHTP TPAaBMaTOJIOTUM U OPTOIIeAUNA
uMmenu H.H. [Ipuoposa” M3 P®.

. MuxaiinoBa CsetTiiaHa BuranabeBHa -1I.M.H., 3aBeayronias otaenenem PIIKb ®T'AOY BO

PHUMY um. H.U. [Inuporosa Muu3apasa Poccun

.MouceeB Cepreii BajeHTMHOBMY- [.M.H., 3aBenywoliuii Kadeapoii BHYTPEHHUX,

npodeccuoHanbHbIX Oone3Heir u peBmartonoruu ®IAOY BO IlepBsiit MIMY um. U.M.
CeueHoBa (CeueHOBCKUI yHUBepcuTteT) M3 PO.

. Hazapenko JIogmuiaa IlaBioBHa- [.M.H., Ipodeccop 3aciayskeHHbI# Bpau PO,

PYKOBOINTE/Ib JIabopaTopuM HacjaencTBeHHOM maTonoruy HUW mMemuIMHCKON reHeTUKU
Tomckoro HVMII PAH, umen Poccuiickoro obiiecrBa MeOUIIMHCKMX TeHETMKOB, UjIeH
accouyauuMy MeOUUMHCKUX TeHeTUKOB, ujieH EBporeiickoro oo6iiecTBa MeIUIMHCKUX
reHeTUKOB.

.Hukutun Cepreit CepreeBuu - 1.M.H., mnpodeccop, mpeacenatenb «OOIecTBa

CIIeoMaJIiMCTOB ITO HEPBHO-MbIIIIE€UYHbIM 3a00/IeBaHMSIM».

. ITeuaTHnkoBa Hartanbs JleoHMmoBHA - pykoBoauTenb LleHTpa opdaHHBIX U IPYIUxX

penkux 3aboneBanmii I'BY3 «Mopo3oBcKas AeTcKas ropoackasl KauHuJyecKas OO0JbHUIIA
O3M».

IlonskoBa Onbra AeKCaHAPOBHA- Bpau-TpaBMaTOJIOr-OpTOIlen, TpaBmaTojaor OI'bY
«HaumoHanbHbII MeIULIVMHCKUIT UCC/IeN0BaTe/IbCKUM LIEHTP TPaBMaTOJIOTUM U OPTOIIeaAUN
umenu H.H. [Tpuoposa" M3 PO®.

. CemssukmHa Ania HukonmaeBHa- 1.M.H., I.H.C. OTOeleHMs KauHu4deckoi reHetuku OCII

HUKWN nemnuatpum mum. akagemuka lO. E. Benprumenra ®I'AOY BO PHUMY um. H. NU.
[Tnporosa M3 PO, ujieH Acconpmauy MeguUIIMHCKUX TeHeTUKoB (AMI).

VYoanoBa Onbra BacuiabeBHa- K.M.H., OO0 «Menuko-reHeTUYeCKuil LeHTp «[eHOoM»»,
npencenarens Huskeropoackoro otaoenenusi POMI, pykoBogutesns LleHTpa MeOUUMHCKOM
reHeTuky ®I'bOY BO «[IMMVY» Munsapasa Poccuu, r. Huskaumitn Hosropog.

ABTOpBI TIOATBEPXKIAIOT OTCYTCTBME (DUHAHCOBOV TOAAEPKKM/KOHMINKTA MHTEpPECOoB,
KOTOPBII He0OXOAMMO 0OHAPOI0BATh.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

Hacrosimie  peKomMeHAaluM  IIpegHa3HaueHbl [Js MOpUMeHEeHUST  MeIULIMHCKUMU
OpraHmMsalusIMU U yupexaeHusimu denepaabHbIX, TePPUTOPUATbHBIX M MYHUIIUIIATbHbBIX
OpraHoOB VIIpaB/ieHMs 3ApaBOOXpaHeHMeM, CUCTeM 00s13aTe/IbHOTO U T0OPOBOJIHLHOTO
MEeIULMHCKOTO CTPaxOBaHMUS, IOPYIMMM MEeOULMHCKUMMM OpraHm3anusiMu  pPas3anuvdHbIX
OpraHM3alMOHHO-TIPaBOBbIX (OpPM  HesiTeIbHOCTM, HampaB/JeHHO Ha  OKasaHue
MeJIULIMHCKOM ITOMOIIIN.

MyKormoucaxapuao3bl OTHOCITCS K peOkuM HawIeACTBEHHbIM 3a00/IeBaHMSIM, UTO
MCKJIIOUAeT BO3MOKHOCTb IIPOBEIEHMSI OOJbIIMX KOTOPTHBIX M PaHIOMU3MPOBAHHBIX
KOHTPOJIMPOBAHHBIX MCCIENOBAHMIA, IS CO3JaHMSI ITPOTOKOJIOB OMArHOCTUKM U Teparmu
MCTIO/NB3YIOTCS JIMIIb TeMaTUuecKue MUCCAeIoBaHMUsI SKCIIePTOB, OMMyOIMKOBAaHHbIE B
TOC/IeJHYE IBA JeCSITUIeTHSI.

O11eHKa YpOBHSI JOCTOBEPHOCTHU NOKa3aTe/JbCTB M YPOBHS yOeaUTeIbHOCTY PeKOMeHAaluii
IPUMEHEHUS  MEOULMHCKMX  TEXHOJOTMII  TPOBOAMIACh B COOTBETCTBUU  C
YHUGUIMPOBAHHOI IIIKAJION, IPUBEIeHHO B Tabauiax 1-3.

LeneBast ayauTopus JaHHBIX KINHUYECKUX PEKOMEH AL UIA:

1. Bpauu o0611ieii mpakTUKY (ceMeliHble Bpaun);
2. Bpaun-nenuatpsi;

3. Bpaun-TepamneBThl;

4. Bpaun-reHeTHKu;

5. Bpaun-n1abopaTopHbie TeHeTUKM;

6. Bpaun-kapamosnoru;

7. Bpaun-neTcKkue Kapauoiaoru;

8. Bpauu-HeBpoJiory;

9. Bpaun-TpaBMaTOJI0TU-OPTOIIE b

0. Bpaun-oTopmHONIapUHTOJIOT U

1. Bpauu-Ccypaon0rn-oTOpMHOIaPUHTOJIOT U

2. Bpaun-peHTreHoJIoTH;

3. Bpaun-pesmarosnoru

4. Bpaun-neTcKkue SHIOKPUHOJIOI U

5. Bpaun GyHKIMOHATbHOM IMarHOCTUKM;

6. MeguUMHCKME TICUXOJIOTH;

7. Bpaun-ncuxmaTpsol

8. CrymeHTbl MeaUIIMHCKMX BY30B;

9. O6yualoiyecs: B OpAMHAType, aclMpaHType.

Taonuua 1. IlIkana oleHKM YpOBHel HOCTOBepHOCTM AoKasaTenbcTB (V) mjisi MeTomoB
OVMArHOCTUKY (OVMArHOCTUYECKMX BMellaTe/IbCTB)




yan PacwundpoBka

1 CuctemaTtuyeckme o0630pbl MCCNeAoBaHUI C KOHTponeM pedepeHCHbIM MeToAOM WM  CUcTeMaTudeckuin o0630p
pPaHAOMMU3NPOBAHHbBIX KIIMHUYECKUX MCCNef0BaHUI C MPUMMEHEHNEM MeTa-aHanmsa

2 OTaenbHble UCCNefoBaHUS C KOHTpPoMeM pedepeHCHbIM MeToAOM WKW OTAeNbHble paHAOMU3UPOBAHHbIE KIMHUYECKME
nccnefoBaHUs M cucTteMaTuyeckme o630pbl MccrienoBaHMn Nob0Oro AvsamHa, 3a UCKIKYEHMEM pPaHAOMU3MPOBAHHbIX
KIIMHUYECKMNX MCCneaoBaHuiA, C MpUMEHeHNeM MeTa-aHanmsa

3 WccnepoBaHua 6e3 nocnefoBaTeslbHOrO KOHTPONsS pedepeHCHbIM MeTOAOM UM uccnenoBaHus ¢ pedepeHCHbIM
MEeToAO0M, He ABMSIWMMCA He3aBUCUMbIM OT UCCeAyeMoro MeTtoga WM HepaHAOMU3WPOBaHHbIE CpaBHUTEsbHblE
nccnenoBaHus, B TOM YMCne KOropTHble NCCNefoBaHMs

4 HecpaBHUTENbHbIE UCCNIEA0BAHMS, ONMUCAHNE KJIMHWUYECKOro cny4as

5 MmeeTcs nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA N MHEeHUE 3KCMepToB

Ta6muua 2. IlIkana oLleHKM YpOBHEN JOCTOBEpHOCTM mokasatenbcTB (YIJ) mjsi MeTomoB
npodwIakTUKKY, JedeHUsS U peabunurauuyu  (MpoduIakKTUYECKUX,  JeueOHbIX,

peaduIUTALMIOHHBIX BMEIIaTe/IbCTB)

yan PacwudpoBka

1 CucrtemaTtmyeckmin 063op PKU ¢ npuMeHeHneM MeTa-aHanmsa

2 OtaenbHble PKU n cuctematmyeckme 0630pbl uccnenoBaHuin nioboro amsariHa, 3a ucknawdeHnem PKW, ¢ npuMmeHeHunem
MeTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UCCIEA0BAHNS, B T.4. KOFOPTHbIE UCCeA0BaHUS

4 HecpaBHuUTenNbHblEe WCCNEAOBaHUS, OMUCAHME KAWMHUMYECKOro Ciy4yas WAnM Ccepun CiydvaeB, MUCCNefoBaHUA «Cny4dan-
KOHTPOJIb»

5 NmeeTca nuwb 060CHOBaHWE MexaHu3Ma [AeWCTBMA BMelwaTenbCTBa (AOK/IMHUYECKUE WCCNefoBaHMs) WM MHEHue
3KCNepToB

Tao6muma 3. llIkana oneHKM ypoBHel yoemutenbHOCTM pekomeHpanuii (YYP) mjist MmeTomoB

HpO(bI/I.TIaKTI/IKI/I, AINATrHOCTUKU, JIeueHusa "nu pea6I/I.TII/ITaLU/H/I (HpO(i)I/I.T[aKTI/ILIeCKI/IX,

AVMATHOCTNUUYECKUX, )'Ie‘-IE6HbIX, pea6I/IJII/ITaLU/IOHHbIX BMeH_IaTe)'IbCTB)

yyp

Pacwumdposka

A

CunbHasa pekoMmeHaaums (Bce paccMaTpuBaeMble KpUtepnmn apheKTUBHOCTU (MCXOAbl) ABNSAKOTCS BaXHbIMU, BCe
WUCCnefoBaHMs MMEKT BbICOKOE WM yAOBNETBOPUTENIbHOE METOAO0SIONMYecKoe KayecTBO, WX BbIBOAbI MO
WHTEpEeCYLWMM NCX0AaM SBSAKOTCSA COrflacoBaHHbIMK)

YcnoBHasa pekomeHzaumnsa (He Bce paccMaTpmBaemble Kputepum 3ddeKTUBHOCTM (MCX0Abl) ABASIOTCS BaXHbIMU,
He BCe WCCefoBaHWSI MMEKT BbICOKOE WM YyAOBNETBOPUTENbHOE METOAONIOrMYecKoe KauyecTBO W/Uiu Ux
BbIBOAbl MO MHTEPECYIOLNM UCXOAAM HE SB/ISIOTCSA COrflacoBaHHbIMK)

Cnabas pekoMeHaauusi (OTCYTCTBME A0Ka3aTesIbCTB HaAaNexallero kayectsa (BCce paccMaTpMBaeMble KpUTepum
3(PPeKTUBHOCTU (MCXOAbl) SABNSAOTCA HEBAXHbIMW, BCE WCCIEL0BaHUS WMEKT HU3KOoe MeToAosiornyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXO4aM He SBMSOTCS COrlacoBaHHbIMM)

JKOHOMMYECKUNM aHaJIN3:

Axanus

CTOMMOCTM HE€ IIpOoBOAWMJICA U HY6J'II/IK8.LU/II/I I10 d)apMaKOSKOHOMI/IKe He

AdHaJIN3NPOBAJINCD.

MeToa Baauau3anuy peKOMeHJaluii:

e BHelHss OKCIIepTHas OLl€HKa,

e BHYTpeHHSS dKCIIepTHas OLleHKa.

OnucaHye MeToAa BaJIMAM3aLM PEKOMeHJaImii:



Hacrosimne peKkoMeHOanumum B Hpe,ILBapI/ITe)'[bHOI;'I BepCum OBLIU peueH3MPOBaHbI
He3aBUCMMbIMM 3KCII€epTaMM, KOTOPBIX ITIOIIPOCUJIN IIPOKOMMEHTMPOBATD IIpeXae BCEro To,
HACKOJIBKO MHTepIIpeTauys 40Ka3aTe/IbCTB, JIeXKallX B OCHOBE peKOMEH,Z[aI_H/IIZ, OOCTYITHA
OJIs1 IIOHMMaHMs.

[TolyyeHbI KOMMEHTapMM CO CTOPOHbI Bpauveii MepPBUMYHOTO 3BeHA B OTHOIIEHUM
IOXOTUMBOCTY U3JIOKEHUS ¥ OLI€HKM BaXKHOCTM PEKOMEHALMII Kak pabouero MHCTPyMEHTaA
MMOBCETHEBHOI MPAKTUKN.

[IpegBapuTenbHass Bepcus ObUIa TaKKe HaIlpaB/ieHa peleH3eHTy, He MMeIIeMy
MeIUIIMHCKOTO 00pa3soBaHMsI, JISl TIOJTYUYeHNMSI KOMMEHTapeB C TOUKM 3PeHMs ITepPCIIeKTUB
MaIeHTOB.

KomMmeHTapuu, T[OJdy4eHHble OT JKCIIEPTOB, TIIATEJIbHO CUCTEMATU3UPOBAIUCH U
00CyKIanuch IpeacenaTeseM U ujieHaMy paboueii rpyribl. Kaskabiii MyHKT 00CYKaascs, U
BHOCHMbIE B pe3yjibTaTe 3TOr0 M3MEHEHUS B pPeKOMeHIaluu PerucTrpupoBainchb. Eciam xe
U3MEHEeHUSI He BHOCWIMCb, TO PErucCTpUPOBAINCH IIPUUYMHBI OTKa3a OT BHECEHUS
M3MEHEeHUI.

KoHcynbTanmus u 3KCriepTHasi OlleHKa:

[IpoekT pekoMeHAanuii ObUT pelneH3MPOBaH He3aBUCUMBIMM 3SKCIIEPTAMM, KOTOPBIX
IIONPOCUIM  IIPOKOMMEHTHMPOBATh, IIPEKIe  BCero, MJOXOOUMBOCTb UM  TOYHOCTH
MHTepIpeTanuy J0Ka3aTeabHOM 0a3bl, JesKalleil B OCHOBE PeKOMEeHJaliA.

Pa6ouas rpymnmna:

11 OKOHYATEJIbHOM pemakiuyM M KOHTPOJIS KadyecTBa PeKOMeHAaluy ObLIM ITOBTOPHO
MIpOaHaIM3MPOBaHbI UIeHaMy paboueii IpyIIibl, KOTOPbIe MPUILIN K 3aKIIOUEHMIO, UYTO BCE
3aMeyaHusl ¥ KOMMEHTapMy 3KCIIePTOB IMPUHATHI BO BHMMAaHME, PUCK CUCTEMATUUYECKUX
OIIMOOK MpyU pa3paboTKe peKOMeH ALl CBeIeH K MUHUMYMY.

ITopssioK OOHOBIEHMS KIVMHUYECKUX PeKOMeHJalMii.

MexaHu3M  OOHOBJIE€HMSI  KAMHMUECKMX  peKOMeHIaluii  IpeaycMaTpuUBaeT  UX
CUCTEMATUUYECKYI0 aKTyaJu3aluilo — He peXxe 4yemM OOVH pa3 B TPU roja, a Takxke IIpu
TOSIBJIEHMM HOBBIX JAHHBIX C TO3ULMKU [OKas3aTeJIbHOM MeOUUMHBI [0 BOIIPOCaM
OUArHOCTUKM, JiedeHus, MPOoOUIaKTUKM U peabuIuTaly KOHKPETHBIX 3ab0jeBaHMiA,
HaJIMYMM 000CHOBAHHBIX AOIIOJIHEHMII/3aMeuaHnit K paHee yTBepskaéHHbIM KP, HO He yarle
1 pa3a B 6 mecsi1ieB.



IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BKJ/II0YasA COOTBETCTBYME IIOKAa3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IIPUMEHEeHUS U 003 JIeKapCTBEeHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO IIperapara

1. Ilpukas MwunHucrepcrBa 3apaBooxpaHeHusi PO "O6 yrBepskmenuu Ilopsimka oKasaHMS
MeIOUIIMHCKOV TOMOIIM OOJbHBIM C BpPOXIEHHbIMM U (MIM) HaACAeICTBEHHbIMU
3aboneBaHusIMu" OT 15 Hos6pst 2012 1. N 917H).

2. [Ipuka3z MuHMUCTEPCTBA 34PaBOOXPaHEHMS U COLMAIbHOrO pasButus PO ot 16 anpens
2012 r. N2 366H "O6 yrBepkmeHun ITopssaka oka3aHus IeamMaTpUIecKoi oMo .

3. [Ipuka3 MunsgpaBa Poccunm ot 29.12.2018 N2 9511 CraHmapT clielnuaan3MpoBaHHOM
MEeOULVHCKOM IIOMOIIM [eTAM IIpu MyKomnoaucaxapumose II Ttuna (amuarHocTuka u
MHULIMaus GepMeHTHO 3aMeCTUTEeIbHO Teparinn).

4. TIlpukas MwunsapaBa Poccuu ot 29.12.2018 N2 950H CraHpmapT cremnuaan3vMpOBaHHOI
MeOUIIMHCKOM TIOMOIIM [eTIM Mpu MyKoroaucaxapumose II Tuma (pepmeHTHast
3aMeCTUTeIbHas Tepanus).

5.TIpukas MwunsgpaBa Poccum ot 29.12.2018 N2 952H CraHmapT IepBUUHON MeIMKO-
CAaHUTAPHON TMOMOIIM [OeTIM mOpu MyKononmcaxapupose II Tuma (dhepmeHTHas
3aMeCTUTe/IbHas Tepanus).

6. lHndbopMmalusi o 1eKapCTBeHHBIX IMpenaparax: ['ocymapcTBeHHbBIN peecTp JeKapCTBEHHbBIX
cpenctB: https://grls.rosminzdrav.ru.

7. ®epgepanbHblit 3akoH OT 21 Hos16pst 2011 1. N2 323-03 «O6 0CcHOBaxX OXpaHbl 3I0POBbSI
rpakmaH B Poccuiickoit ®emepamun» (CobpaHme 3aKOHOAATENIbCTBA Poccuitckoit
@enepannn, 2011 r., N2 48, cT. 6724).

8. MexxmyHaponHast Kiaaccudukainus OojesHel, TpaBM UM COCTOSIHMIA, BIMSIOIMIMX Ha
3nopoBbe (MKDB - 10).

9.1lpuka3z M3 P® or 20 mekabps 2012r. N2 1183H «O06 yTBepKIeHUM HOMEHKIATYPBI
IOKHOCTEM MeIUIMHCKMUX PaOOTHUKOB U (hapMalleBTUUEeCKMUX PaOOTHUKOBY.

0. ITpuka3 M3 P® ot 23 utong 2010 r. N2 541H. Equnbiii KBaau@MUKaAIMOHHbBINA CIIPaBOYHUK
IO/DKHOCTEN PYKOBOAMUTENEN, CIelMaIMCTOB U CIIy>KaluX, pasgen KpanudukainoHHbie
XapaKTePUCTUKM JODKHOCTE pabOTHMKOB B cpepe 31paBOOXpaHEHNS.

1. ®enepanbHblit 3aKOH OT 25.12.2018 N2 489 489-®3 «O BHeceHMM U3MeHEeHMIt B cTaThbio 40
denepanbHoro 3akoHa "O6 o00s13aTeIbHOM MEOMIIMHCKOM CTpaxoBaHMUM B Poccuiickoit
depepanyn” u depepanbHblii 3aKOH "OO0 OCHOBAx OXpaHbl 3O0POBbs TpakgaH B
Poccuiickoin @epgepannn’” o BOIPOCaM KIMHUYECKUX PeKOMEeHIaLUii».

2. TIpukasz MunsapaBa Poccum N2 103H ot 28.02.2019 1. «O6 yTBepKIeHMM MOpsiIKa U
CPOKOB pa3pabOTKM KIMHUUECKUX peKOMeHIalluii, uX IepecMOoTpa, TUIIOBOW (HOpPMbI
KIMHNYECKMX pPeKOMeHAaluii ¥ TpebOBaHMII K UX CTPYKType, COCTaBy M Hay4dHOI
000CHOBAHHOCTM BKJIIOUaeMOJi B KIMHMUECKME peKOMeHIauuy MHGopMaium».

3. [Ipuka3z MunsgpaBa Poccun ot 13.10.2017 N 804H "OO6 yTBepKIeHUM HOMEHKJIATYPbI
MeOULIVHCKNUX YCIYT".



4. [Tpuka3 MuHKUCTEpCTBA TPyHa U coliMaibHOI 3amuTsl PO ot 27 aBrycra 2019 r. n 5851 "O
Kiaccupukanmusix U KPUTEepUSX, WUCIIONb3yeMbIX IIpU  OCYIIECTBJIEHUM MeIOUKo-
COLMAJIbHOM 3KCHepPTU3bl TpakaaH (emepajbHbIMU TOCYyIApPCTBEHHBIMU YUpeXAeHUSIMMU
MeOMKO-COLMaIbHOM 3KcrepTusbl” (BCTyraeT B cuay ¢ 1 saBaps 2020 roma).

5.TIpuka3 MwuHucrepcrBa 3apaBooxpaHeHus P® or 14 guBaps 2019 r. N2 4H «006
YTBEPXKIEHMUM MOpsiAka Ha3HaueHMs JIeKapCTBEHHBIX IIpernapaToB, GOpM pelenTypPHbIX
O71aHKOB Ha JIeKapCTBEHHbIE Iperaparsl, opsiika oGopmaeHMs YKa3aHHbIX OIaHKOB, UX
yuyeTa U XpaHEeHUS».

6. [Ipykas MMHMCTEPCTBO 34paBOOXpaHEHMSI U COLMATIBHOTO pas3BuTtusa Poccuiickoi
Depmeparun  «O mopsAAKe IPUMMEHEHUSI JIEKAPCTBEHHBIX CPEeICTB Y OOJbHBIX IIO
>KMM3HEHHBIM IMOKa3aHusM» oT 9 aBrycra 2005 r. N2 494.

7. UndopmatimoHHoe  mucbMo ~ MwuH3szmpaBa Poccuu O BO3MOSKHOCTM — 3aKYIIKU
JIeKapCTBEHHOTO rperiapara 1§ (0) TOPrOBOMY HaVMEeHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil -

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

OcHOBHbIE€ HOPMATHBHO-IIPABOBbIE aKThl, peryjiupyronie okasaHue
NAVIMATUBHOM MeAUIIMMTHCKOM IMMOMOIIM

1. ®enepanbHblit 3akoH "O BHeceHMM u3MeHeHMiII B DemepanbHblii 3aKOH "O6 OCHOBax
OXpaHbl 3I0pOBbSl TpakgaH B Poccuitckoim Penmepanym” 110 BOMPOCAM OKa3aHUS
Ha/UIMaTUBHOM MeauIMHCKOM nmomomu” oT 06.03.2019 N2 18-®3.

2. IMTpukas MwunsapaBa Poccum N2 345H, Muntpyna Poccum ot 31.05.2019 N2 372H «06
yTBepXAEeHMUM TOJIOKeHMsI 00 opraHmsaluy OKa3aHUS NaIMATUBHONM MeOUIIMHCKOM
TIOMOIIIM, BK/IOYAs ITOPSAO0K B3aMMOAEeMCTBUS MeAULIMHCKMUX OpraHu3aluii, Opranm3arnuil
COIIMAIbHOTO OOCTYKMBAHMSI UM OOIIEeCTBEHHBIX OObEIVMHEHMI, MHBIX HEKOMMEPYEeCKUX
opraHm3alyii, OCyIeCTBISIONIMX CBOIO AesITeIbHOCTh B chepe OXpaHbl 30POBbSI».

3. [Ipuxka3 MunsapaBa Poccun N2 348 oT 31 masg 2019 roga «O6 yTBepsKIeHUM TepeuHs
MeOULUVHCKUX WU3OeNuii, MNpeaHa3HAUeHHbIX [OJs TOoAepsKaHus OpraHOB U CUCTEM
opraHu3ma 4yejioBeKa, IpeaoCTaB/IsIeMbIX IJISI UCIIOJIb30BAHMS HA OMY».

4. TTlpukas MunsapaBa Poccunu N2 5051 ot 10 utonsg 2019 roma «O6 yTBep>kaenun Ilopsiaka
rnepemauyy OT MeOUIUMHCKOM OpraHmM3aluy NauyeHTy (ero 3aKOHHOMY IpeICTaBUTEIO)
MEeIULIMHCKUX U3Meauit, NpeaHasHauyeHHbIX IS mopaepxkaHusi (YyHKIUIA OpraHoB U
CUCTEeM OpraHu3ma 4eoBeKa, A1 UCII0Jb30BaHUS Ha JOMY IIPU OKa3aHUM NAJUIMATUBHOM
MeaOVLIMHCKOM MTOMOILIM».

5.1Tpuxka3z M3 P® N2 831 or 3 oktsiopss 2019 roma «O6 yTBepsKmeHUM BeIOMCTBEHHOI
1leJIeBOi IporpaMmbl «Pa3BUTME CUCTEMbI OKa3aHMS Ma/UIMATUBHOM MeIUIIMHCKOM
TIOMOIIM».

IIpunokenue A3.1 Knaccnpuranmss MyKomoamucaxapmuaosos. [1]


https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu

KJIH.CCI/ICDI/IKH.LU/ISI MYKOITOJIMCaxapnuao30B.

MMC Moatun CuHAapoM leH depMeHTHbI gedekT JNokyc OMIM
I MMNCIH l'ypnep IDUA Oedvunt anbda-L- 4p16.3 607014
naypoHunaassl
MMC I lNypnep-LWene 607015
H/S
MMCIS Llerie 607016
II MMC II XaHTepa IDS Oedvumnt  naypoHat-2- Xq28 309900
cynbdaTasbl
III MMC CaHdununno 252900
IIIA SGSH Oedvunt renapaH-N- 17925.3
cynbdaTasbl
MIMNC NAGLU Oedvunt N-auetun-a-D- 17g21.2 252920
IIIB rnKo3aMuHuaassl,
Oedvunt N-aueTun-a-
rtOKO3aMUHMAa3bI
MMNC HGSNAT Oedvunt renapaH-a- 8p11.21 252930
IIIC rNOKO3aMUHUA, N-
aueTunTpaHcdepasbl
MMNC GNS Oedvunt N- 12g14 252940
IIID aueTUIrioKo3aMnNH-6-
cynbdaTasbl
v MMNC Mopkuno GALNS Oedvunt 16g24/3 253000
IVA ranakro3aMmmnH-6-
cynbdaTasbl
MIMC GLB1 Oedvunt B- 3p21.33 253010
IVB rasiakTo3naasbl
VI MMNC VI MapoTo-Jlamu ARSB Oedvunt N- 5g14.1 253200
aueTunranakTo3amMmmnH-4-
cynbdaTasbl
VII MIMC VII Cnas GUSB Oedvunt B- 7921.11 253220
rAIOKYPOHMAA3bI
IX MIC IX HenocTtaToyHOCTb HYAL1 Oedvunt 3p21.31 601492
rmanypoHuaasbl rmanypoHuaasbl

IIpunoxxenme A3.2 Beipa>keHHOCTD KJIMHNYeCcKux nposasiaeanii MIIC 11
B pa3HOM BO3pacTe

Cucrema CumnTom Oetun Moapoctkn/
B3pOC/ble

CepaeydHo-cocyaucTas KapanomunonaTus + +
YTOnLweHne CTBOPOK KanaHoB +++ +++

LUHC HapyweHue noseaeHus ++ ++
LlepBukanbHasa mmenonatms + +
'mapouedanus +4+ 4+
3ajepxKa W OTCTaBaHuMe B +++ ++
pa3BuUTUMK
Cynoporu + ++



HapyLwieHne rnotaHus + +
MuweBapuTenbHas Onapes + +
cuctema
FenaTocnaeHoMeranus +++ +++
OpraH cnyxa Tyroyxocrtb ++ ++
Peunansumpyowmi cpeaHui ++ ++
oTuT
OpraH 3peHus Ouctpodus ceTyatkm + +
CkeneTtHo- HectabunbHOCTb aTnaHTo- + +
MbllleyHas aKCUasnbHOro CoYsIeHEeHUs
TYHHENbHbIN KapnanbHbIi ++ ++
CUHAPOM
py6ble uepTbl nnua +++ ++
Ouncnnasuma TbC ++ ++
MHOXEeCTBEHHbI AN30CTO3 + +
pbixun +++ ++
KoHTpakTypbl CycTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[bixaTenbHas O6CTpYKTUBHOE anHo3 BO CHe +++ +++
PecTtpukTnBHoe  3aboneBaHue + +
nerknx
O6cTpyKkums BEPXHUX +++ +++
AbIXaTeslbHbIX NyTen
Cneuvanb- [JepmaTtaH cynbdaTt B Mo4e ™ ™
Hble nabopaTopHble
TecTbl
MenapaH cynbdaT B Moue N "
WaypoHunaasa W W
O6bwwme Al B MoYe M ™

IIpunokeHue A3.3 YacTtora nipoBeaeHust 00C/IeTOBaHMUS Y MMAIlMEHTOB
¢ MIIC II Tuna

MccnepoBaHus [MepBOHa4anbHas Kaxable Kaxable OauH pas
oueHkKa 6 mec 12 mec B 2 roga

Mpuem Bpauya-reHeTuka X X

[MoaTBepxaeHne anarHosa X

AHaMHe3 6one3Hun X

KnuHunueckuni OCMOTp X X

Bpava-neauarpa

Pocr, BeC, OKPY>XHOCTb X X

rosioBbl




BbiHOCAMBOCTb (6MTX)!

OcMOTp Bpava-HeBponora

OcmMmoTp Bpauva-
Helpoxupypra

KomnbloTepHass  Tomorpadus
WAW  MarHUTHO-pe30HaHCcHas
ToMorpadgua (MPT) ronoBHoro
MO3ra, No3BOHOYHMKA

KorHutnsHoe TeCTUpoBaHue

(DQ/1Q)?

dnekTposHuedanorpamma

CkopocCTb HEepBHOM
nposoamMocTtu/ DMl

OcmoTp Bpaua-
OTOpPMHOJIapUHroJsiora

DHAOCKOMWNSA HOCOMNOTKMU

OcMoTp Bpauda-cypaonora-
OTOPUHOJIApUHIoNora

AyanomeTtpus

OcmoTp Bpaua-
ocdranbmonora

OcTpoTa 3peHus

OcMOTp rnasHoro gHa

MccneposaHme porosuLibl

OcmMmoTp Bpaua-
nysibMOHoJiOra

oBA

WUccnepoBaHune cHa/
nosimcomHorpadpmsa/
KapAMopecnupaTopHbIi
MOHWUTOPUHI

OcmoTp Bpaya-AeTcKoro
KapauoJsiora

SnekTpokapAnorpamma

Oxokapanorpadus

OcmMmoTp Bpaua-
TpaBMaToJsiora-oproneaa

PeHTreHorpacduv ckeneta

Y3u opraHos 6ptoLHOM
nonocTu

OcmMmoTp Bpaua-
cdmsnorepanesTa

Mpuem Bpaua no neyebHoOM
cbuskynbType

OcmMmoTp Bpauva-
cromartonora

Jla6opaTtopHbie
uccneaoBaHunA




Onpepenenune M’ Al X X

Buoxmnmunuyeckni aHanus X X
kposu (ANIT, ACT, obwuin wun
npsMon 6unnpy6buH,

XONeCTepPUH, TpUrAULepuabl)

LIna pereit crapme 5 neT; paccTosiHMe, MpOiileHHOe 3a 6 MUHYT (ITPeIIOYTUTeNbHbIM
SIBJISIETCS TOT >Ke IPOMEXYTOK BpeMeHMU, UTO U B IPeObIayIIMX TeCTaX 3TOr0 MalMeHTa);
YNCI0 CTYyIeHel, TIPOMAeHHbIX BBepX 3a 3 MUHYThI. OLleHMBAIOTCS OKa3aTe/lu caTypanumn
Sp02, 411, YCC mo 1 mocjie Harpy3Ku.

2DQ wm KoabduuneHnt ymcrBeHHOro passutusi (KYP) - cmoco6 cpaBHeHUS
VHTEJUIEKTYaJIbHOTO  pasBUTUSI, CBOMCTBEHHOIO [JAHHOMY BO3pacTy (YMCTBEHHBIX
CIIOCOOHOCTeli pebGeHKa IO OTHOIIEeHMI0 K €ero CBepCTHUKAM), C XPOHOJOTMUECKUM
BO3pacToM ((pakTuyeckuM BO3pacToOM pebeHKa).

KYP paccunThiBaeTcCsl [ejleHMeM MHTEe/UIeKTYaJlbHOrO BO3pacTa Ha XPOHOJOTUYECKUIT U
yMHOXeHreM Ha 100 mjist mosmydyeHus 1enoro umcna. Cpegauii Ko3g@uIMeHT yMCTBEHHOTO
pasBUTHS JJIs1 TI0OO0Oro Bo3pacTta cumraeTcs paBHbIM 100.

IIpunoxxenue A3.4 3a60p OMomaTepuasa AJasi AMAarHOCTUKU B ISITHAX
KPOBU

KpoBb cobupaeTtcsi Ha CcTaHAapTHYK KapTouky-dunbtp (N°903),
KOTopass nMpuUMeEHSIeTCS AN CKPUHWHIa HOBOPOXAEHHbIX B

Poccuiickoi ®eaepalinm UavM aHanorMyHyo s NoJlyyeHus CyxXoro F- =
nsiTHa KpoBu. KpoBb MOXeET 6biTb, kak KanunnspHast (M3 nanbua,
NATKW), Tak W BeHO3Has. BeHo3Hass KpoBb cobupaeTcs B
npobupky, akKypaTHO MepeMelmnBaeTcs W 3aTeM 6bICTpO C

MOMOLLbI NUNETKN HAaHOCUTCS Ha dunbTp No 25-50 MKN KpoBU Ha
KaXxayro Bb|ﬂ,engHHy|‘O OG”a(gTb. He06(XO£|,VIMO) XOopowo nponuntaTtb T T | P N T
BblaeneHHyto obnactb Ha dunbTpe (puc. 1). MNpeanoyTUTENbHO _ )

cobupaTb 06pasLbl nocse efbl yepes 40 MUHYT - 1 yac. BO3MOXHO " KanAN AO/EHM NOMHOCTEE NPOMITATE KPYRXN  O0PATHOA CTOpoH
TakKXe OCyLecTBMTb 3a60p KpOBU M HaToOLLaK. *  He kacaATecs oSAACTH, NPONUTAHHON KPOBRKD
Ha kapTouke-dunbTpe 0693aTeNbHO A0MKHbI 6bITh YETKO YKa3aHbl
ONO, KeM W OTKyAa HarnpasfeH NauueHT, AaTa POXAEHUA W

TenedoH nevawero Bpayva (pUCyHoK 2).

ObpaseL Cyxoro nsTHa KpPOBM BKaAblBA€TCA B YMCTbIN KOHBEPT,

nmbo B uuctbin dann. KapTtouka-dunbTp  He  AO0JIXKHAa

conpuKacaTbCs C rps3HOM MOBEPXHOCTbIO M € obpasuamu Apyrux

nauMeHTOB. Heobxoanmo NPpUAOXKNTb K obpasuam
WHPOPMUPOBAHHbIE COrnacusi nauMeHTa WM ero  3aKOHHbIX
I'Ipe,CI,CTaBVITe}'IeVI Ha I'IpOBe.Cl.eHVIe J'Ia60paTOprIX nccneaoBaHnn PMCYHOK 1‘ O6pa3eu npaBM“bHoro HaHeceHunsa KpOBM Ha

KapTouKy-puIbLTp




¥ 6 0010608

S0 NasmenTa

Oara poe et LT BAATHR KDOEW Man
S0 Bpaa

Ny f fopoa [ Anpe:

E-mail mpdraa

Temedsns Bparia

Tecr
[J#atem [Jnowne [ Jrowe [Jmnca [Juse-6rt [ Jume-crs

D Cembnba CRpmARe, NyTauns

PucyHok 2. O6pasey kapTouku-bunbTpa

ANTOpPUTM JeVicTBUII MeIUIIMMHCKOTO IMepPCOHAaJIa TP B3ITUM 00pa3IoB KPOBU

® BBIMBITh PYKU (TUTMEHUYECKUII YPOBEHbD), HAJIETh IepUYaTKU;

* BBIMbBITH PYKM MaliyieHTa (TIITKY pebeHka, B c/iyuae, ecii KpOBb OepeTcst U3 MSITKU);

® IpoTepeTh 00JaCTh IMPOKAIbIBAHUSI CTEPUIIbHON candeTKoi, cMoueHHOM 70% crimpToMm,
TIPOMOKHYTb CyXOJ CTepUIbHOV canideTKoi; - MPOKOJOTh CTEPUIBHBIM OJHOPA30BbIM
ckapudUKaTOpOM,;

® CHSITh ME€PBYIO KAILJII0 KPOBU CTEPUJIbHBIM CYyXM TaMIIOHOM;

® MSTKO HAaJaBUTh JIJIS TOJTyUYEeHMSI BTOPOJ KaIlJI KPOBM;

* MPUIOKUTh TEePIeHAUKYISIPHO TecT-OJaHK K Karjie KpPOBM U TMPOMNUTATh €ro KPOBbIO
HaCKBO3b;

® aHAJIOTMYHBIM 0OpPa30M HAHECTM Ha TecCT-OJIaHK 6-8 Kameyb, BUI MSITEH KPOBU MIO/DKEH
OBITH OIMHAKOBBIM C 06eUX CTOPOH.

® BBICYIIUTb TeCT-OJJaHK B TOPM3OHTAJbHOM IIOJIOKEHMM Ha UUCTON 00e3XKMpeHHOI
TIOBEPXHOCTM He MeHee 4 4 6e3 IIpuMeHeHMs TeIIOBO 00paboTKM 1 MOIagaHusI IIPSIMbIX
COJIHEYHBIX JIyyeil;

* yIIaKOBaTb TeCT-O/JaHKM B UMCTbIII KOHBEPT TaKMM 00pasom, UyTOObI MSITHA KPOBU He
COTIPUKACaINCh.

Oco6eHHOCTY TPV MHQPY3MOHHOM Tepanuu

HekoTopble IalMeHTbl MOTYT IIOAy4YaTh MHQAY3MOHHYIO Tepanuio, M[epeauBaHMue
KOMITOHEHTOB KPOBM, UTO MOXeT OKa3aThb BIMSIHME Ha pe3yabTaThl TeCTOB. Hampumep, npu
repeaMBaHMUM TIJIa3Mbl KPOBM MOTYT OBITH ITOJTYyUY€HbI JIOXKHO-OTpHUIlaTeIbHble Pe3y/bTaThl,
TaK Kak oIpefesisieMbie (pepMeHTbI HaXO[SITCS B IJIa3Me M B KJIeTKax KpoBU. PekoMmeHayeTcst
OCYIIEeCTBUTh 3a00p KpoBU ajist ¢epmeHTHO U [THK-muarHocTuky He paHee 4eMm uepes 6-7



IOHel Iocjae TIepeaMBaHus IUIa3Mbl KpoBM U uepe3 7-10 nmHeil Iocie TIepenuBaHUS
KOMIIOHEHTOB KPOBI.

He morryckaeTcst 3a60p KpOBu:

e cpa3sy Iocjie MpoBeIeHMs MaleHTy MHQPY3MOHHO Tepalnuin;
* Cpasy rmocjie 3aMeHHOTr0 MepeBaHusT KPOBHA.

XpaHeHMe ¥ TPAaHCIIOPTHUPOBKA OMoMaTepuaia

OOpas1pl BRICYIIEHHBIX IISITE€H KPOBM MOXKHO XPaHUTb B OOBIYHON KaMepe XOJIOAMIbHUKA
npu +4 C go ornpaBku. CpOK XpaHeHUs 10 MOMEHTa OTHPAaBKM He MOJIKeH ITpeBbIlaTh 7
nHeii. Eciu XpaHUTh Io/blile U Ipy O00jiee BbICOKO TeMIepaType, TO aKTUBHOCTb (pepmeHTa
Ila’ke B HOpMe MOXKET CHMXKATbBCS, UTO IIPUBENET K JIOKHO-TTOJIOKMUTE/IbHBIM pe3yJ/ibTaTaM.

IIpunokenue A3.5 Tect 6 MMHYTHOM X0ab0b1 (6MTX)[28]

CnenyeT MOMHUTD, UTO [IJISI TECTA 6-MMHYTHOM XOAbOBI MEIOTCS CJiefyloliyie abCoMOTHbIe
MPOTMUBOIIOKA3aHMsI: OCTpasi 60/b B TPYAHON KJIeTKe, JeKOMIIeHCMPOBAHHAs ceplieuHass U
IbIXaTe/ibHas HeAOCTaTOYHOCTb, OCTpble 3abojeBaHMs, TUX0pajika, 3a001eBaHUs OMOPHO-
IBUTATeIbHOTO arrnapara, MpersTCTBYIOl/e BbITIOTHEHMIO TPOOBI.

K OTHOCUTEIBbHBIM ITPOTUBOIIOKA3aHNUSIM MOKHO OTHECTM BBIPAaKEHHYIO OpaauTaxmuKapamio,
BBICOKYIO apTepUa/ibHYI0 TUIIEPTEH3UIO M BO3pacT pebeHKa. MajblliaM TPYJIHO OCO3HATh U
MCIIOJIHUTD BCe ITpaBuM/ia TecTa, IO3TOMY OH peKOMEHI0BaH JJis IeTei OT 5 JieT U cTapiile.

Ecny mauyeHT HaxOAUTCS Ha IIOCTOSIHHOM KUCIOPOOHONM IOAAepskKKe, CKOPOCTb Iomauu
KUC/IOpoAa IIpY NpoBedeHMM TeCTa MO/KHA COXPaHSIThCS B COOTBETCTBUM C ITpeaIMCcaHMeM
Bpaua, Ha3HAUYMBIIETO 1 KOHTPOIUPYIOIIETO TepaImio.

[IpoBemeHye TecTa HEOOXOAMMO HEMEAJIEHHO IMPEeKPaTUTh B CJiyuae BO3HUMKHOBEHMS 601N B
TPYOM, CWJIbHOM ONBIIIKM, CYZOPOr B HOTrax, TOJIOBOKPYKEHMsSI, MOTE€pPU YCTONUMBOCTH,
HapacTarollel ¢J1aboCTy U SIBHOM 616 JHOCTH.

6MTX MmpoBOOUTCS B IOMELeHNUM, XOPOILIO 3HAKOMOM IalMeHTy, UMellleM OOCTaTOYHO
OJIVHHBIA KOPUOOP C TBEPLAbIM MOKpbITHEM. JIMHA NPOXOAMMOrO IIyTU OOJIKHA COCTABJISATh
He MeHee 30 MeTpOB C pa3MeTKOil Kaxzable 5-10 mMeTpoB, a Takke TOUKaMM MOBOPOTOB/
pa3BopoToB. Ha 060X KOHIax MyTU HY)XKHO pasMeTUTb Kpecia AJisl MOATOTOBKM U OTAbIXa
naiueHToB. Kpome TOro, Heo6X0AMMO MO3a00TUTHCS O HAAMUMUM UCTOUHMKA KUCIOpOAa U
medubpuaaTOpA.

Takske 1J11 TeCcTa BaM IMOHA00UTCSI TOHOMET], Yachl C CEKYHIHO CTPeJKOi, ITy/IbCOKCUMETP
1 TenedoH. TecT peKOMeHIyeTCsl TPOBOAUTDL B YTPEHHME Yachl TTOC/Ie Jerkoro 3aBTpaka. Ha
MalyeHTe JO/KHA OBITh YO00HAsI OIeXXaa M MOAXOISINAS IJISI ITPOTrYIKY 00yBb. 3aIIpelieHbl



MHTEeHCUBHbIe (M3MUecKue HArpy3ku MeHee UeM 3a ABa 4Yaca [0 UCIIbITaHUS. JleueHue
MalyeHTa IPOXOAUT B OObBIYHOM pexume. EwIM B IIOBCeOHEBHONM >KU3HU pPebEHOK
MICTIONIB3YeT [IJISI XOAbObI TPOCTb, KOCTBUIM MJIM XOMYHKM, CI€IyeT OCTaBUTh MX U JJISI TeCTa.
[Tepen HauayioM IPOOBI MALIMEHTY HEOOXOIMMO U3MEPUTh apTepMabHOE JaBIeHN e, YaCTOTY
CepAeyvyHbIX COKpallleHNi1, YaCTOTY AbIXaHUS, IPOBECTU ITYJIbCOKCUMETPUIO.

TecT 6-MMHYTHOM XOAbOBbI 3aK/IIOYAETCSI B TOM, YTO PeOEHOK HO/DKEH 3a 6 MMHYT
MPONMTY MaKCHMMaJbHO BO3MOXXHOE JJII ce0s1 pacCTOssHMe Ha Tpeke B KOMGOpTHOM
IJisl cebGsi TeMme. 3amnpeuniaeTcss IepexXoauTh Ha Oer WiM IPbDKKM, HO MOXXHO
3aMeIJINTBCSI WJIM OCTAHOBUTHCS, €C/IV BOSHMKAET TaKasi IOTPeOHOCTb.

IIpunoxxeHme A3.6 OCHOBHbIE MEPOIIPUSITUSA IIPU OKa3aHUU ITOMOIIN
nanyeHTaM C a/I/Iiepruuyeckon peaxkumei Ha nmpemnapar [29]

Annepruyeckas peakuns (AP)

OCTaHOBUTb MHDY3UIO

OueHUTb CTerneHb anneprw-leCKoﬁ peakuuun

Jlerkas AP: nuxopaaka, NoKpacHeHWe, CbiMb, JIerkas KpanueBHULa. Tskenas AP: BblpakeHHas KpanuBHMUa, OTEK Jnua,
3aTpyLHEHHOE  AblXaHue, nposiBNeHuns cepaeyHom
HEeLoCTaTOYHOCTU 1 Ap.

nbynpodeH wunu napauetamon**, aHTUrMCTaMUHHblE CpeAcTBa néynpodeH wam  napauetamon**,  aHTUrMCTaMUHHbIE
CUCTEMHOTrO AENCTBUSIB BO3PACTHOM A03MPOBKE cpeAcTBa  CUCTEMHOro  AENCTBUSI,  KOPTUKOCTEpouAbl

CUCTEMHOrO nencTeus (1-2 Mr/Kr/cyT no
npeaHn30N0HY**), ecnu BO3HUKHET HeobxoAMMOCTb -
snunHedpur** .1

HabntoaeHue 3a nNaunMeHToM

MpoAo/mKaeTcs peakumsa Ha BBeAeHUe HeT peakuun Ha BBeAeHUE

OCTaHOBUTb MH(PY3UIO U HE BO30OHOBNATL B 3TOT AEHb Mpoao/mHKNTb MHPY3N0 Ha HEBONbLLION CKOPOCTU

CneaytoLyto MHDY3UI0 NPOBOAUTL HA HEGOJbLLIOK CKOPOCTU Moc/e NpeMeamkaunm (MoBTOPUTL MPEeLbIAYLLYI0 CXEMY).

1 OcHoBHBIE MepompMsATMSI TIpM OKa3aHMM TOMOIIM MAIMEeHTaM C aHabWIAKTUIeCKOi
peakiuuei cm. Ilpunoxenue A3.7

IIpunoxenue A3.7 OCHOBHbIE MEepPOIIPUSITHUS IIPU OKA3aHUM ITIOMOIIU
namyeHTaM ¢ aHa@wuiakTuueckoii peakuueri [30,31]

1 MpekpaTuTe BHYTPMBEHHOE BBeAeHWE TepaneBTUYECKOro JleKapCTBEHHOr0 CpeAcTBa, KOTOPOE Bbi3blBaeT
aHa(bvmaKcmo nnu, ecnu nauneHT Ha4vyan oTtMedyaTb U3SMEHEHNSA B obwem caMo4yyBCTBUU

2 OueHnTe KpoBoobpalweHue naumeHTa (NyfabC), NPOXOAMMOCTb AblXaTebHbIX MNyTel (4acTOTy AblXaHus),
NMCUXMYECKOe COCTOsIHME, YPOBEHb CO3HaHUs, apTepuanbHOe [AaBleHWe, Hanuyue KOXHbIX MNpOosiBNEHUN,
YyTO4YHUTE Maccy Tena

3 BeeauTte anuHedpuH** BHYTpUMbILWLEYHO B nepeaHe-60koByt0 noBepxHocTb 6eapa), 0,01 Mr/kr (Makcumym
0,3 mr peram 6-12 net; 0,15 Mr pgetam pgo 6 neTt). 3anuwunte BpeMs, BBEAEHHYIO A03yY W, Npu
HeobxoauMocTK, noBTopuTe 4Yepe3 5-15 MUH. BOAbWMHCTBY nNaumMeHToB Heobxoammo 1-2  Ao3bl
anuHedbpuHa**,

He pekomeHayeTcs BBeaeHue B ogHO Mecto 1 mMn u 6onee anuHedpuHa**, Tak kak, obnagas 6onblwnm
COCYAOCY>XMBAKOLWNM AEACTBMEM, OH TOPMO3UT N COBCTBEHHOE BCacChbiBaHMeE.




4 MonoxuTe naumeHTa Ha CNUHY ecl UMeeTCs PecnuMpaTopHbI AUCTPecC U/WAn pBOTa; MOAHUMUTE HUXKHUE
KOHEYHOCTW (MauMeHT He AO0JKEH CTosATb, CUAETb WM ABUraThbCs, MOCKOJIbKY 3TO MOXET MpPUBECTU K
BHE3aMHOI CMepTU B Cllyyasx TsXXenol aHadwuIakToOMAHOW peakummn). 3arnpokKMHbTE U MOBEPHYTb B CTOPOHY
rofioBy, BbiBEAUTE BMepes W BBEPX HUXKHIOW YesntoCTb, MPUOTKPOWTE poT, 3aduKCUpyiTe A3blK, yaanuTte
CNMU3b N3 BEPXHUX AbIXaTeNbHbIX MyTel, eC/iv B 3TOM MosiBU1acb HEO6XOANMOCTb.

5 Mpn nokaszaHusx garvite 4ONONHUTENBHO KMcnopos (6-8 n/MUH) Yepes Macky uam opodapuHreanbHyo Tpybky
(Bo3ayxoBoa opodapuHreanbHbln)

BAXXHO Beta - agpeHobnokaTopbl yMeHbLIAlOT TepaneBTuyeckui addekT annHedpuHa**. YcunusatloT nobouHble
addekTbl annHEedPprnHa** cMMNaTOMUMETUKIN, AUTOKCUH**,

IIpunokenue A3.8 PacmindpoBka npumeyaHmit

** — mpemapaT BXOIUT B IepeueHb XKM3HEHHO HeOOXOIMMbIX ¥ BasKHEMIINMX JIeKapCTBEHHBIX
npenapaToB (Pacmopsbkenne IlpaBurtenbctBa P® or 12.10.2019 N2  2406-p) «06
YTBEPXKIEHMUM TIepeuHsi >XM3HEeHHO HeOoOXOOMMbBIX M BaKHEMIIMX JeKapCTBEHHBIX
nperiapatoB Ha 2020 rom, a TakkKe IIepeyHell JieKapCTBEHHLIX IIperapaToB i
MEeIUIIMHCKOTO TIPUMEeHEeHUS M MMHMMAaJIbHOTO aCCOPTUMEHTA JIeKapCTBEHHBIX ITPeInapaTos,
HeoOXOOMMBIX [JIs1 OKas3aHMUsI MeOMUIIMHCKOV MOMOIIU») (C M3MeHeHUSIMU, BHeCEeHHBbIMU
Pacrniopsokennem IlIpaButenbctBa PO ot 23 Hoso6ps 2020 1. N2 3073-p «O BHeceHUM
M3MeHeHuit B pacriopspkenne ITpaBurenberBa PO ot 12 okTss6opst 2019 1. N2 2406-p.)

# - nmpuMmeHenue off-label — BHe 3aperucTpMpOBaHHBIX B MHCTPYKIUM JI€KAPCTBEHHOTO
CpeAcTBa MOKa3aHMIt OCYIIEeCTBISIETCST TI0 pellleHMI0 BpaueOHOi KOMUCCUM, C paspelieHnst
JIOKaJIbHOTO 3TMYECKOTO KOMUTETA MeIUIIMHCKOM opraHm3anuu (Ipy HaJIMInn), C yCIOBUEM
MOATIMCAHHOTO MHMOPMMUPOBAHHOIO COIVIACUSI POAMUTeseli (3aKOHHOTO ITpeICTaBUTENSsI) U
naijeHTa B Bo3pacTe crapiie 15 jieT;

- MeOMIMHCKOe Wu3aenue, MMIUIAHTUPYEMOE B OpPraHM3M uejJoBeKa MpU OKa3aHUU
MeIUIIMHCKOM ITIOMOIIM B paMKax IMPOTpaMMbl T'OCyIapCTBEHHbIX rapaHTUii 0eCcIIaTHOTO
OKa3aHMs rpakgaHaM MeaULIMHCKO ITOMOIIN.
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ITpunokenue B. Undopmanust ajisi mamyeHTa

Cunapom XaHTepa

CunapoMm XaHTepa win Mykomnonucaxapumgo3 II (MIIC II) - ogHa M3 cambIX 4acTbhiX (GopMm
MyKkormonucaxapumosoB (MIIC). Brepsble 3a0omeBaHue ObLIO OMMCAHO KaHAACKMM Bpauyom
Yapnb3zom XaHtepom B 1917 romy y nBoux 6paTtbeB. MIIC II siBasieTcsl 0O4eHb MHOTOJIMKUM
3ab60/ieBaHMEM, BK/IIOUAIOIIMM KaK OUeHb TsIKeJible, Tak U 0ojiee jerkue ¢hopmbl O0Ie3HN.

K coskajieHuio, BbUIEUUTDh JaHHOe 3abojeBaHMe HEBO3MOKHO, HO CYIIECTBYeT MHOXECTBO
MOAXOA0B TOALepXKMBAIOIEeil Teparuy, MO3BOMSIIINX CYIIECTBEHHO YIYUYIIUTh KadyeCTBO
kusHu rnanueHToB. C 2006 roma monayuyma MpUMeEHEHMe Iiperiapar, KOTOPbIV ITI03BOJISIET
3aMeJIJINTh IporpeccupoBaHue O00ne3HM, CMSITYUTb HEKOTOpble W3 €ero IPOSIBIeHMIA.
[loMmuMo Tiperapata HeoOXoAuMMO He 3a0biBaTb, O CUMIITOMaTUYeCKO Tepamnuu,
dbusnoTepanum, peabMIMTALNM U TO3UTUBHOM OTHOIIEHNUM K KM3HY YWIEHOB CEMbIA.

IlamoezeHes

[Ipu BCeX MYKOTIIO/IMCaxapumo3ax HapylIaeTcs obMeH (paciervieHue)
rMKO3aMUHOMINMKAHOB (I'AT') — 0COOBIX CTPYKTYPHBIX KOMIIOHEHTOB CO€IMHUTE/IbHO TKaHN.
['AT- 3TO OAMHHbBIE LIEITIOUKM MOJIEKYJ caxapa, KOTOpble COemMHSIIOTCS ¢ 6ekaMy U CysKaT
BaXHBIM CTPOUTE/IbHBIM MaTepuaoM [Jis KOCTel, Xpslleil, KO, CYXOXUInM, KIalaHOB
cepalia U MHOTMX Apyrux TKaHel. I'AI' comepskaTcss B BSISKOM CMHOBMAJIbHOM >XUOAKOCTH,
KOTOpasl YBJIa’KHSIET CyCTaBbl, BXOJST B COCTaB CYCTAaBOB M CYXOXXWJIMIA, KJIAallaHOB cepaua. B
HOpMe TIPOMCXOOUT IIOCTOSIHHBIN Mpoijecc ob6pasoBaHMs «HOBbIX» TAl' M paciierieHus
«cTapbix». [IJIs1 Tipoliecca paciiervieHus: 1 repepaboTku I'AT' Heob6xomyma TpyIirna 0coObIX
6enkoB-(pepMeHTOB. [ Toro utobbl pacuenutb ['Al' pepmeHThI paboTaOT MO odyepenu,
IPYr 32 OPYrOM U paclueIuIssioT AAuHHYI0 monekyny AT Ha dactu. V nauuentos ¢ MIIC
OTCYTCTBYeT depmeHT (0C00bIN mjist Kaskmoro Tura MIIC), KoTopblit HeoOXomuM mjIst
paciuernieHus ornpeneneHHoro I'AT

V manmentoB ¢ MIIC II Tuma mnpoucxomuT HapylieHue paboTbl ocoboro depmeHTa,
Ha3bIBaeMOr0 UIypoHaT-2-CcynbdaTasa, KOTOPbI Heobxomum s paciierienus aByx AT —
nepMaTaHcy/lbdaTa U remapaHcyibdara B 0COObIX CTPYKTYpax KJIeTOK - jm3ocomax. I[lpu
MIIC II depMeHT MO0 MOTHOCTHIO OTCYTCTBYET, MO0 CHMKEHA ero aKTUBHOCTb.

HepaciieruieHHble nepMaTaHCyabdaT M remnapaHcynbdaT caMu Mo cebe He TOKCUYHBI, HO
MOCTENeHHO HAKaIUIMBAsICh B KII€TKAX, BbI3bIBAIOT HAPYIIEHMS UX PaOOTHI.

TsokecTs  3a0o0/ieBaHMS  OMpeneNseTcsl CTeNeHbI0 AaKTUMBHOCTM (epMeHTa WOypOHAT-
cynbdarasbl. McoregoBaHus MoKas3ajiy, YTo Ipu 6oee erkux popmax 60e3HM, aKTUBHbIN
(epMeHT IPUCYTCTBYET B OpraHm3Me B HeOOIbIIOM KondecTBe. K cokajieHnIo B HaCTosIIIee
BpeMsI HeT CIIocoba CIIPOTHO3MPOBATh, TSDKENON WM Jierkoil OymeT OonesHb. dopma
3a00/1€eBaHMsI YCTAaHABAMBAETCS KIMHMYECKM BpPauOM TII0 COBOKYIHOCTM CUMIITOMOB U
CKOPOCTY IIPOrpeccupoBaHmsl 3a60/1eBaHMS.



MIIC II oueHb penkoe 3aboneBaHue. Ilo oOlLleHKaM CIIeLMAIUCTOB €ro 4acroTa
npu6nusuTenbHo 1:140 000 - 1:156 000 skMBbIX BOPOXKIEHHBIX.

HacnepnoBanme cuHapoma XaHTtepa

CungpoMm XaHTepa MMeeT peleCCUBHBIN X-CleIUIeHHbIN TUI Hac/legoBaHMUs. DTO O3HAYaeT,
yTO reH 3aboneBaHMs HaxomuTcsa Ha X-XpomocoMe. UToObl MOHSTH, KaK 3aboyieBaHMe
Hac/lenyeTcsl, HeoOXOIMMO TOSICHUTb OCHOBHbIE ITOHSITUSI T€HETUKU. Y KaKIOro udeloBeKa
MMeeTCsl IBOIHOI HabOp reHOB, OJMH M3 KOTOPbIX OH IIOy4YaeT OT mMaTepu, APYroii - OT
oTua. X ' Y XpOMOCOMBI OIpeIensioT 10/ YejoBeKa. My>KUMHbI UMEIOT OAHY X XpOMOCOMY,
TIOJTYYEeHHYI0 OT MaTepu M OOHY Y XPOMOCOMY OT OTILA. Y JKeHIIMH B Haauuum ase X
XpPOMOCOMBI, yHac/JegoBaHHble OT MaTepu M OT oTua. Takum obpaszom, MIIC II 6osneioT
TOJIbKO MJIBUMKM, & EBOUYKM 3a UCKIIIOUEHMEM peOKMUX Ka3yUCTUUECKUX C/yuyaeB He MMeIOT
cUMITOMBI 3a60meBanus. Eciu skenuiuHa siisietcss Hocuteaem MIIC 11, To cymectByeT 50%-
HbI/i PUCK, YTO OHAa IepedacT 3abojieBaHME CBOeMy CbhIHy BMecTe ¢ redom MIIC II,
Haxopsiemcs Ha X-xpomocoMe. OnHaKo, ey pebeHOK MOMYUUT «3[J0POBYI0» X-XpOMOCOMY,
3abosieBaHMsI He BO3HMKHeT. Takke cymiecTByeT 50 % BepOSITHOCTb, UTO JOYb SKEHIMHBI-
HOCUTEJIbHUIIBI TOXXKe OymeT HocuTeneM 3aboneBaHMsI M B OyOyIleM CMOXeT IepeaaThb
6one3Hb BHYKY. HocuTensimu 3abosieBaHMs Takke MOTYT ObITb U CECTPbl MaTepu, IIOITOMY
OueHb BaKHO YTOUHUTDH SIBASETCS JM MaTb pebeHKa HOCUTeaeM OOJe3HU U Mpu
HeoOXOIMMOCTH - 00C/IeIOBaTh POACTBEHHMUII JKEHCKOTO 110J1a B CeMbe MaTepH.

B wIyyae TMOATBEpKAEHMS HOCUTENbCTBA 3a00/JeBaHMSI BO3MOXKHO ITPOBEIEHMe
MIpEeHATaJbHOM AMAarHOCTUKMU — T.e. OIpe[e/ieHre Ha paHHMUX CPOKax OepeMeHHOCTM OymeT
peb6eHOoK 60IeH WM 300POB.

CnemyeT Takke OTMETUTb, YTO MaTh pebeHka ¢ MIIC II B psime ciiyuaeB MOKET He SIBISITHCS
HOCUTeJeM 3a0ojeBaHMsI M PUCK IIOBTOPHOTO POXOEHUSI B ceMbe OOJIbHOTO pebeHKa
MMWHUMAaJ/JIbHBIN.

Ona onpenenenust HocutenbctBa MIIC II ucnonb3yerca [IHK-aHanmu3. OmnpeneneHue
aKTUBHOCTU (pepMeHTa He BCeTa SIBJSIETCSI JOCTOBEPHBIM METOA0M.

Bce cembu ¢ MIIC II pgomkHbl 00g3aTeNbHO IIPOMTM  MEOMKO-TE€HETUUeCcKoe
KOHCY/IbTUPOBaHME U TOMYUUTh IOJHYIO MHQOpMAaIMI0O OT Bpaua-TeHeTMKa O pUCKe
IIOBTOPHOTO ITPOSIBJIEHMSI JaHHOTO 3a00/eBaHMs B CeMbe MM OOCYIUTh IpPyTye BOMIPOCHI,
CBSI3aHHbIE C Hac/legoBaHueM 3aboneBaHus. B Poccunu MeauKo-reHeTMUeCKe KOHCY/IbTalUu
paboTaroT B KaXXI0M peruoHe.

Kaxk VCTaHABJINBAIOT JAUAarHos?

Bpaur Ha OCHOBaHMM KIMHMYECKUX CHMMIITOMOB MOTYT 3amom03pUTh 00le3Hb. 3aTem
IIPOBOZSITCS JITAOOPATOPHBIE TECTHI ¥ MHCTPYMEHTA/IbHOE MccaemoBaHue. II0CKOIbKy pasHbIe
Turtbl MIIC o4YeHb TIOXOXM TII0 CBOMM KJIMHMUYECKUM ITPOSIBJIEHUSIM, HEOOXOIMMO
TOATBEPANUTD AMArHo3 C IMOMOIIbIO JTAOOPAaTOPHBIX MeTOmOB. Ha mepBoM sTame IpoBOAUTCS



orpeneneHue ypoBHS 3KcKpeuuu ['AT' B Moue, KOTOpbIN Bbille y nauyueHToB ¢ MIIC, yem y
300POBBIX JIIOAEei. BTOpbIM 3TalioM IPOBOAUTCS M3MepeHMe aKTMBHOCTM depMeHTa
UIYpOHaT-CyIb(aTasbl B KJIeTKaX KPOBU, IISITHAX BbICYIIIEHHOI KPOBY MUJIM KY/IbType KOXXHbIX
dubpobmacToB. B manpHeiimeM pekomeHayetrcs mpoBemenue JIHK mmarHoctuku (ecam
aKTUMBHOCTb (pepMeHTa Obljla CHMKeHA) y pebeHKa, a 3aTeM y MaTepu, IJisI YTOUHEeHMUS
SIBJISIETCSI JIX OHA HOCUTeieM O0Jie3HM.

Knnmanueckue IMpoOABJICHUSA CMHAPOMaA XaHTepa

CremneHb BBIPA)KEHHOCTM KIMHMYECKUX IIPOSIBJIEHMII MPU CUHApoMe XaHTepa pasjMyHa.
3BecTHBI KpaiiHe TspKeynble (GopMbl 3a60/ieBaHMSI, KOTOPbIE MPOSIBISIOTCS YK€ B paHHEM
IeTCTBe, U JOBOJIbHO JierKue, Msarkue ¢opMbl 60e3HM. B HEKOTOpBIX Caydyasx Hajauuue
cMHApoMa XaHTepa He BjMSIeT Ha IPOAO/DKUTENbHOCTb JKM3HM IallieHTa, HO KauyecTBO
SKU3HU, 0€3yCIOBHO, CTpagaeT mpu Bcex opmax 601e3HM.

OcHoBHAas 3ajauva Bpaydeil, OJM3KMX M CaMOIo MaleHTa COeaaTh >KU3Hb IIPU CUHIpPOME
XaHTepa MaKCUMMaJIbHO KOMGOPTHOM, CHU3UTh PUCK TSDKENbIX OCIOKHEHMI, 3aMeljIUTh
IporpeccupoBaHye 601e3HM, CMSITYUNTh OCHOBHbBIE CMMITTOMBI 32001 BaHMS.

Ianee  omucaHbl BO3MOXXHbIe MpPOOJEeMbl, KOTOpPble MOTYT BO3HMKHYTb y MaI[M€HTOB C
cuHOpoMoM XaHTepa. OmHAKO C YyuyeTOM OOJBIION BapuabeNIbHOCTY KIMHUYECKUX
TIPOSIBJIEHMIA, OHM MOTYT BCTPEYAThCS aJIeKO He Y KaKIOoro MalyeHTa Jaxke B OJHO ceMbe.

Heo6x0auMo IIOHMMATh, YTO CUMHIAPOM XaHTepa — IPOrpeccUupylollee MyJIbTUCUCTEMHOE
3a00/1eBaHMe ¥ IIpo06JieMbl IMALIMEHTOB He OrPaHMYMBAIOTCS IIOPaKeHMEM CKejleTa WU
CYCTaBOB - CTpaJaeT HepBHas CUCTeMa, OpraH 3peHus, CIyxa, CepAedyHO-COCYAMuCTas U
OPOHXO-JIErOUHAsT CYCTEMBI.

Panuee pa3eumue, pocm

ety ¢ TsDKeabIMyY (hopMaMy CMHAPOMOM XaHTepa KaK MPaBUjI0 POXKAAIOTCS KPYIHBIMU U [0
2 et mpubaBJISIOT B POCTe U Bece ObICTpee, yeM OObIYHBIE IeTH. B 6osee crapiiem Bo3pacTe
npubaBKa BeCO-POCTOBBIX MTOKAa3aTesel MpuocTaHaBauBaeTcst, 1 mauyeHTsl ¢ MIIC II umeroT
0ojee HMU3KMII IO CPaBHEHUIO CO 3HOOPOBBIMM CBEpPCTHMKaMu pocT. IIpu OGojee Jierkux
dbopmax pocT MOKeT ObITh B HOpME.

YMCTBEHHOe pa3BuUTHUE

YMCTBEHHOE pa3BUTHeE JIeTei ¢ CMHAPOMOM XaHTepa 3aBUCUT OT hopMbl 3aboseBanus. [Ipn
TSDKEJIOM TeueHUM Ooyie3HM BCIEACTBME HAKOIUIeHUS TIMKo3aMUHOrIuKaHoB (IAToB) B
TOJIOBHOM MO3re B BoO3pacre OT 2 10 4 JieT MOCTeIIeHHO OTMedaeTcsl 3alepikkKa
TICMXOPEYeBOTO Pa3BUTHS, & B MOCIEACTBUM NEeTU TepSIOT paHee MpUOOpeTeHHbIe HaBbIKM.
CrerneHb MHTEVIEKTYaJIbHOTO AedUIUTa BapbUpyeT y Pa3IMUHBIX MalMeHTOB: HEKOTOPbIE
MaJIbUMKM C CMHAPOMOM XaHTepa CIOCOOHBI MPOM3HECTU JIUIb HECKOJIbKO CJIOB, Apyrue
MOTYT F'OBOPUThb Pa3BepPHYTLIMU IMpeNjIOKeHUSIMU, UUTATh M PacCKa3blBaTh CTUXU. MHOrKne



POOUTEIM OTMEYAIOT, YTO OYEeHb BaKHO 3aHMMAThCSI C peGEHKOM KaK MOXKHO Ooiblile,
0COOEHHO B paHHEM BoO3pacTe, IO TOro, Kak OoOje3Hb 3aTPOHYy/JA MHTEeJIeKTyaJlbHble
dbyHKIMK. Jlaxke Mociae yTpaThl Peuy IEeTU COXPAHSIOT CIIOCOOHOCTh K 3MOIMOHAIbHBIM
TepeXXBaHMSIM, CITIOCOOHBI TOHMMATh CBOMX OJIM3KIX, UCITBITBIBATD PAOCTDb M OTOPUEHME.

V maiueHTOB C jerkoi dopmoii cuHapoMa XaHTepa MHTEJIEKT MOXKET ObIThb B Ipemesiax
HOpMBbI. HekoTopble B3poC/ible MalMeHThl MMEIOT BbICIIee 0O0pa3oBaHMe U BBICOKUIA
COLIMAIbHBINM CTATYC.

BHenrHme oco0eHHOCTU

BHenrHuii BU MalleHTOB C Tskeoii GopMoii cuHapoma XaHTepa HeoObIueH ¥ OHM OO0JIbllle
TIOXO3KM IPYT Ha Ipyra, YeM Ha CBOMX POAMTEJIEl U 3M0POBbIX OpaTheB U cecTep. VisMeHeHUS
CTpoeHUs auia 0003HAUYaIOT CIIENMAJbHBIM TEPMMHOM JIUIIEBOW OM3MOpPQU3M, WIN
orpybseHue uepT auiia. Y IMallMEHTOB  KpYyIIHasl rojioBa, KOPOTKas Iiesi, KPyIrjioe JIMIIO,
IIMPOKMI HOC C MIMPOKOI TepeHocHIleil. OTO B O0Jbllielt cTelleHU XapaKTepHO IJIS TSHKeJToi
dbopmbl Gone3Hu. Ilpu Jerkoit M MTPOMEXKYTOUHOV ¢dopme 3aboseBaHMSI OCOOEHHOCTU
BHEIITHET0 BUIA CTOJIb He3HAUMUTEIbHbI, YTO MOTYT OBITh BUAMMBI TOJIbKO BpauaM, a 6JiM3Kue
" 3HAaKOMbI€ MOTYT X COBEPIIEHHO He 3aMeyaThb.

[Tpu MIIC II Koska ToOJICTast M >KeCTKasl, UTO 3aTpymHsSeT 3a00p KpOBM U MCIIOIb30BaHME
BHYTPMBEHHBLIX KaTeTepOB.

Ckenem, onopHo-aeuzameanaﬂ U KOCMHO-CcycmasHasa cucmema

[Tpy MIIC II Tuma, Kak U Ipu Bcex Apyrux dhopmax MYKOIIOJMCcaxapua030B, CYIIeCTBYIOT
npobnemMbl ¢ ¢dopMupOBaHMEM U POCTOM KocTeit. IlopakeHnMe MHOTMX KOCTei, C
M3MeHeHMeM MuxX (OopMbl Ha3bIBAIOT MHOXXECTBEHHBIM IM30CTO30M. IIpu TsiKenoit ¢opme
cuHApoma XaHTepa U3MEeHSeTCsl CTpoeHMe M03BOHKOB. OIVH Wiau ABa MO3BOHKA B cepeyuHe
CIIMHBI MHOTIA OBIBAIOT YILIOIIEeHbI OOJbllle, UeM OCTajibHble, U Cjerka cmelleHbl. Takoe
cMellleH/e ITI03BOHKOB MOKeT ObITb IIPUUYMHONM MCKPUBJIEHMSI MO3BOHOUHMKA (KUdo3,
ckoj1103). OGBIYHO P JAHHOM 3a00JIeBaHMM MCKPUBJIEHME ITO3BOHOUHMKA HEOOJbIIoe U
penKo HYXKIAeTCS B XUPYPrUUeckom JjedyeHuM. EcCiu MCKpuBIeHMe ITI03BOHOUYHMKA WU
CKOJIM03 TIPOTpeccupyeT, TO TpebyeTcs: ollepaTUBHOE JieueHue.

CaMble cepbe3Hble, OIaCHbIe U KM3HEYTPOXKaloIle MpobaeMbl CBsI3aHbl ¢ Aedopmalinein u
0COOEHHOCTSIMM CTpOeHMsI IieiiHOro oTaena. Ecau crnuHHOV MO3r OyaeT coaBjieH WiIn
TOBpeXaeH (LielHasi MMeJonaTus), HapyllaeTcsd MHHepBalMsg BCeX YacTeill Tejaa, 4To
MpuBeAeT K Ia00CTM KOHEUYHOCTel (Tape3bl), HapyIIeHMSIM XOObObl, KOHTPOJSI Hap,
Ta30BbIMIU QYHKIIMSIMU (MOUeMCITyCKaHMe U AedeKalus), a UHOTAA Aaske TbIXaHMSI.

TyromnoaBuU>KHOCTb CYCTaBOB XapaKTepHa AJjs Bcex dopM MyKoIoaucaxapuao3oB. C rogaMmu
TYTOIOABIKHOCTb CYCTaBOB MOKET ITPOrpeccupoBaThb M CTaThb MPUUYMHONM Ooneit. M3-3a
OrpaHMYeHMS] TOABMXHOCTU CYCTAaBOB M OCOOEHHOCTEH CTPOEeHMSI MEJIKUX KOCTel KUCTH,
MaJblibl PYK CTAHOBSITCS JKECTKMMM UM WUCKPUBJISIOTCS, QOpMMUpPYS TakK Ha3bIBaeMylO



«KOTTUCTYIO KUCTb». VI3-3a TYTOMOABMKHOCTY KPYITHBIX CYCTABOB ¥ OCOOEHHOCTE CTPOEHMSI
KOCTel TMal[MeHThbl XOIST CO Cjerka COTHYTbIMM KOJeHSIMU U OGeapamu. Y HEKOTOPBIX
MalMeHTOB pa3BuBaeTcsl X-00pa3HOe MCKPUBJIEHME HIDKHUX KOHEUHOCTel (BajbrycHast
nedopmaiiust). BOMBIIMHCTBO Bpaueir CUYMTAIOT, YTO pJaHHasT naedopmanusi HOCUT
MIPUCIIOCOOUTENbHBIN  XapaKTep, IIOMOTasl MalMeHTy paclpeaensTb BecC, II03TOMY
oTepaTMBHYIO KOPPEKIIMIO B paHHEM BO3pacTe Jyulile He IMPOBOAUTb. Kpome TOTO, B CBSI3U CO
CJ1ab0CThIO CBSI30YHOTO arlapaTta ¥ HapylleHeM CTPYKTYPbl KOCTel, oriepaisi MOXKeT ObITh
HeahGeKTUBHOM, 1 AedopMallus yepe3 HeKOTOpPOe BpeMst BHOBb BEpPHETCSI.

B psime ciyuaeB BO3HMKAET IMOpaskeHMe TOJIOBOK 6eIpeHHBIX KOCTel (acenTuyecKkuii HeKpos),
YTO MOXXET IPUBOIUTD K 60JIEBOMY CMHPOMY M M3MEHEHMIO ITOXOKM I10 TUITY "YTUHO .

OpzaHel dvixaHus

HapyiiieHne nbixaTelbHOM CuUCTeMbl y maiyeHToB ¢ MIIC cBsI3aHO KaK C 0COO@HHOCTSIMU
CTpOeHUS CKejieTa, Xpsileii Tpaxeu u pebep, Tak U ¢ HakorieHMeM I'Al' B MSITKMX TKaHSIX
(YBEIMUMBAIOTCS aNeHOUIbl, CJIM3UCThIe, BBICTW/IAKOIIME ObIXaTe/lbHble MYTU CTAaHOBSITCS
PBIXJIBIMM, TUINIEPTPOPUPOBAHHBIMM, B pe3yabTaTe Yero IpPOCBeT [ObIXaTeIbHbIX ITyTel
YMEHbIIIAeTCs).

Tpaxes y mauuenTtoB ¢ MIIC Gomee rmbOkast M MSrKasl, 43-3a HENPaBMJIBHOTO CTPOEHUS
00pasyoIMx ee XpsIIeBbIX KoJell, KpoMe TOro, OHa CY)KaeTCsl M3-3a CKOIIEHMS CAU3N.
[Tpouecc mpixanus y mnanueHToB ¢ MIIC HapymieH. BakHO MMOHMMATh, YTO HELOCTATOUHOE
CHaOKeHMe TKaHel KUCIOPOAOM (IMIOKCHS) BAMUSIET Ha (YHKILMIO BCEX OPTaHOB, II03TOMY
yIIyullieHye AbIXaTeabHOo (YHKIMUM — OJIHA U3 IIepBOOYEpeTHbIX 3a4au.

[Ipo6sieMbl € ObIXaHMEM YCYTyOisieT M3MeHeHHOe CTpOeHMe T'PYAHOV KJIeTKM: BCIe[CTBUe
HapyIIeHUs COUJIeHeHUs] MeXIy peOpamMy M TPYAMHON TpydHAasl KJIeTKa «KeCTKas» U He
MOSKET IBUTATbCSI CBOOOAHO, He ITO3BOJISISI JIETKMM HabpaTbhb OOMbINON 00beM BO3IyXa.
[Ipo6ieMa ycyry0ssieTcs ellle ¥ TeM, UTO yBeJIMueHHble MeYeHb U cejie3eHKa «IOIKMMAaI0T»
nuadparmy M 3aTPyAHSIOT HOPMaTIbHYIO 3KCKYPCUIO JIETKUX. DT OCOOEHHOCTM MPUBOIST K
TOMY, UTO IallMeHThI Xy>Ke epeHOCIT MHDEKIMM BepXHUX AbIXaTeIbHbIX MyTel U JIeTKUX.

[TepBBIMM CMMITTOMaMM HapylieHni PYHKIMM BEPXHUX IbIXaTeIbHBIX ITyTei MOTYT CTYKUTb
HOYHOJ Xpall, IIyMHOe [bIXaHMe, OOCTPYKTMBHOE HOUYHOE allHoe (KpaTKOBpeMEeHHbIe, 0
HECKOJIbKMUX CEeKYHJ, 3aJepsKKM ObIXaHMsI BO BpeMsl HOYHOIO cHa). Takue MpOsIBIEHMS
IO/DKHBI HACTOPAXXMBATh, TAK KaK B Aa/IbHENIIeM MOTYT HPOrpecCMpoBaTh M MPUBOIUTH K
Pa3sBUTHIO OCJIOXKHEHMIT CO CTOPOHBI AIPYTUX OPTaHOB (cepilie, TOJIOBHOM MO3T).

[TanueHTHI C MIIC CKIOHHBI K Pa3BUTUIO OTUTOB, PUHUTOB U BOCIIAJIEHUIO JIETKNX, ITIOSTOMY
aHTI/IGaKTepI/IaHbHYIO TepaliMio cdieayeT HauMHAaThb YK€ Ha PpaHHUX CTaAudaxX 3ab01eBaHMsI.
HECOMHeHHO, HY>KHO KOHCYJIbTUPOBATBCA CO CIIeOguaJamncCramMy, a He€ 3aHMMAaTbCA
CcaMoJ/ieueHmneM.



HecMmoTpss Ha peokocTb U TSKeCThb 3abosieBaHMs, CaeayeT MMOMHUTb, UTO BaKIMHALMS
naiyenTam ¢ MIIC o6si3aTenibHa, TaK Kak IIOMOTaeT MpeloTBPaTUTh pa3BuUTHe 3a001eBaHMiA,
MOopakarwlnux Jerkue, B TOM UMCIe BaXHO He IIPONYCTUTb BaKLUMHALMUIO TIPOTUB
ITHEBMOKOKKOBO MH(EKIINN.

PoToBast M0JIOCTh U 3yObI

V mnauyenTtoB ¢ MIIC II 3y6bl MOKpPBITHI XPYMNKOW 3Maiblo, UTO MPUBOAUT K ObICTpOMY
pasBuTuio Kapueca. OueHb BaKHO TIIATEJIbHO YXaKUMBATh 3a 3y0aMM U PEryaspHO UX
YUCTUTb.

Cepdeuno-cocyoucmas cucmema

[IpakTuecku y Bcex maumueHToB ¢ MIIC II HaGmomamTCs M3MEeHEeHUS CO CTOPOHBI
KJIaIlaHHOTrO arrapara (YIVIOTHeHMe CTBOPOK U XOPZ, KJIallaHOB).

[Ipy ocmoTpe MalMeHTOB C CMHAPOMOM XaHTepa Bpau MOKeT 0OpaTUTb BHMMaHMe Ha
HaJiMuye <«IIymMoB» B cepnlle. Kak MpaBuao, 3TO CBSI3aHO C IOpakeHMeM KJjamnaHOB:
MOBPEeKIeHHbI KjalaH 3aKpbIBaeTCsl HEIJIOTHO, TP COKpallleHMM cephila HebosbIlioe
KOJIMYeCTBO KPOBM [IBUTAaeTCsI B 0OpaTHOM HaIpaB/ieHMM, UYTO M BbI3bIBAET IITYM, KOTOPbBIN
CJIBIIINT Bpad. Yalie Bcero mopakaroTcsi aOPTaabHbIN ¥ MUTPAJIbHbIN KIamaHbl.

[TopaskeHue 1erkux, 0 KOTOPOM HalMCaHO BhIIIE, TAK)KEe MOXKEeT CTaTh IPUUYMHOM U3SMEeHEeHU
CO CTOpOHBbI cepAua. «IIpokaumBaHMe» KpOBM 4Yepe3 M3MEHEHHbIe JieTkKue, MPUBOOUT K
reperpyske TMpaBbIX OTHEJOB CepAla M pasBUBAETCA IIPAaBOCTOPOHHSASL CepleuyHas
HEeI0CTaTOYHOCTb.

[Ipu Ts3KeNoi hopme cuHApOMa XaHTepa BUIEACTBME HAKOILJIEHUS INIMKO3aMMHOITIMKAHOB
HeIoCpeiCTBEHHO B CepAEUYHOI MbIIIIIe MOXeT Pa3BUThHCS KapAMOMMONaTHS.

bprourHasa monocTs

[Ipy cuHApome XaHTepa Ie4eHb U cejie3eHKa YyBeJMYeHbl M3-3a HakoruieHuss TAT
(rermaTtocriyieHOMeTanusl). YBeJiMueHue TieueHM OOBIUHO He TPUMBOAUT K HapyIIeHUIO ee
(GYHKIIMM, HO MOXET BIMSITb Ha TIePEeHOCMMOCTD TOW MM MHOM TUIIM, a TaKKe YCYyTYOIsITh
IbIxaTe/lbHble TTPOOIEMBI.

[Ipy MyKomonmMcaxapuaosaxX, KakK IIpaBUIO, >KMBOT YBeJIMUeH B 00beMe 3a CueT
reraToCIIEHOMEeTa/iMy M CI1ab0CTM MPSIMBIX MBIIILL KMBOTA. Takske 4YacTO BO3HMKAIOT
COYeTaHHbIE MM M30JMPOBAHHBIE TPbDKM (ITYIIOYHASs, ITaXOBasl, IMaXOBO-MOIIOHOYHON U
cpegHeit aMHMM XMBOTa). Kak mpaBmjio, IJIAHOBOIO OIEpPaTMBHOIO JIeUeHUSI TPeOyIOT
IaxoBble TPbDKM, OMHAKO TPhIKM MOTYT BO3HMKHYTH BHOBb. IIyIIOUHBIE TPhIKM HEOOIBIINX
pasMepoB OOBIYHO He TPeOYIOT OIepaTMBHOIO JiedyeHMsl. PelleHne o HeOOXOIMMOCTU
orepaiuyu JO/KHO MPUHMMATBCSI COBMECTHO C JIeYalllMM BpPayoM, ITOKa3aHMEM K CPOYHOIA
oriepaLyy CIYKUT yIlleMJIeHe TPhIKeBOTO BhINSTUMBAHNUS.



VY nauuenToB ¢ MIIC II HepenKo HabI0MaeTCs HEYCTOMUMBBIN CTY/ (3alOpbl WM auapes).
[IpyuyHa 3TOro A0 KOHIIA HEIOHSITHA. Bo3MOskHO, HapyliaeTcss (QYHKIMS BereTaTMBHOM
HEPBHOM CHUCTeMbl, IOCKOJbKY ['Al' HakarMBawTCSI B HEPBHLIX KJIETKAaX KUIIEYHMKA.
Iuapess MOXeT ucye3aThb C BO3pacTOM, HO  BO BpeMsl MpuemMa aHTUOMOTUKOB MOSKET
TOSIBJISIThCSI BHOBb.  EC/IM mapesi BO3HMK/IA M3-3a IIpuemMa aHTUOMOTUKOB, Bpauu MOTYT
Ha3HAuUMTh IIpernaparhl [JisI BOCCTAHOBJIEHMUSI MMKPOQIOPbl KuilleuyHMKa. EwiM mamueHT
MaJjio ABUTAETCsI, TO MOTYT Pa3BUThLCS 3amopbl. B aToM ciyyae 3(pdeKkTMBHO yBenuueHue B
palyoHe KoJudecTBa rpyooit muiuy (KJIeTuyaTKu).

HepeHnas cucmema

3azepskka 1 perpecc ncuxoMoTopHoro passutus npu MIIC II cBsi3aHbI ¢ HermocpeaCTBEHHbIM
HakorvieHneM ['Al' B kiieTkax Mo3ra. Takke CBOIO JIETITY BHOCST HeaJeKBaTHAsl BEHTUIISLUS
M TUIOKCHUS TOJIOBHOIO MO3ra, IIOBBIIIEHME BHYTPUUYEPEITHOTO [OaBjIeHUS BCIeNCTBUE
ruapoiiedanuy, HapylleHle Mo3HaBaTeAbHbIX CIIOCOOHOCTE BCIeACTBME CHYDKEHUS 3peHUsT
1 oiyxa. ['po3HbIM ocioXkHeHMeM Iipu Tspkenbix dopmax MIIC II sBisieTcsi HapylieHMe
LVPKYJISLUM CIOIMHHOMO3TOBOJM >KUIAKOCTU C pasBuTuem ruppoinedanuu. B aTom ciydae
MalyeHTbl JKaJyIOTCS Ha TOJIOBHbIe 00aM, y OeTeil oOpalialoT Ha cebs BHUMaHNE
0ecIoKOiiCTBO, pBOTa, 3aJepskka pasBuTusi. Heobxomuma KOHCy/IbTalMs Bpayda-
Helipoxupypra [Jisi pelleHusT BOIIpoca O HeOoOXOOMMOCTM  OIEepPaTMBHOTO  WMJIU
MeOMKAaMEeHTO3HOTIO JIeUeHUM JaHHOTI'O OCIOKHEHMSI.

Eciu  BO3HMKAWOT IIOJO3peHMsT Ha TIuapouedannio, TO HeoOXOOMMO IIPOBECTHU
KOMITIbIOTEpHYI0 TomMorpaduio uau MPT. OcMoTpa I71a3HOro AHA OKYJAMCTOM HeIOCTaTOUHO
IJIS TIOCTAaHOBKM JIMarHosa, T.K. ruapouedanus y mpereit ¢ MIIC II moxkeT mpoTekaTh u 6e3
3aCTOMHBIX M3MeHeHMI Ha TJIa3HOM JHe.

OmnepaTtuBHOe jedyeHne ruppoiiedasny 3aKa0YaeTcs B TOM, UTO B KeIYIOUKM T'OJTOBHOTO
MO3Ta BBOAST TOHKYIO TPYOKY (LIYHT), KOTOPAsl OTKAuMBAET JIMIIHIOK KUIKOCTh B OPIOIIHYIO
II0JIOCTh. Y TAKOI'O IIYHTA €CTh YYBCTBUTEIbHbBIN K JAaBJIEHMIO KIallaH, KOTOPbI ITO3BOJISIET
OTKAuMBaTh 1epeOopPOCIIMHAIbHYIO KUIKOCTb, KOTIA ITaBJIeHMe CIIMHHOMO3TOBOM SKUAKOCTU
CTAHOBUTCSI CJIUIIIKOM BBICOKVM.

He wmeHee rpo3HbiM ocwiokHeHMem MIIC sdBiseTcs cmaB/ieHMe CIMHHOTO MO3ra B
II03BOHOYHOM KaHaje ¥3-3a YTOMIIeHMS 000JIOUeK CIIMHHOIO MO3Ta C HeCTabMIbHOCTHIO
IO3BOHKOB, Yallle B BepxHelleiiHOM oTaene. CoaBjieHue TMPUBOOUT K TSKeIbIM
HEBPOJIOTMUECKUMM  OCJAOXKHEHMSIM, YaCcTO HeoOpaTMMbIM — HapylleHue ITOXOIKMH,
OrpaHMYeHMe OBVKEHUIM KOHEUHOCTSIMMU, TepsieTCs KOHTPO/JAb Hall MOYEUCITyCKaHUeM U
nedekalmeit, HapyllaeTcsl AbixaHue. PaHHee Xupyprmueckoe BMeIIaTeNbCTBO MMeEET
pellaroliiee 3HaUeHME B YCTpaHEHUM CT€HO3a.

Elnlle OOHMM OCJIOKHEHMEM CO CTOPOHBI HEPBHOW CUCTEMBI MOXKET OBITh KapHaJbHBbIA
CMHAPOM (3aIISICTHBIV CMHAPOM, TYHHEJIbHBIN CMHAPOM) — pacIipoCTpaHeHHas Ipobjaema y
naiyeHToB ¢ MIIC. HepBbl MpoOXOmsT uepes3 3amsiCTbe MeXAY 3alsiCTHBIMM KOCTIMU U
CBSI3KaMM. YTOJIIEHNME CBSI30K 3a cueT HakomjieHus 'Al' oka3biBaeT naBjieHMe Ha HepPBBI.



HpOHBJ’IeHI/IeM 9TOTO0 CMHOIpPOMa MOIYT OBITH O0JIb 1 OHEMeHMe MmajbleB PYK UM TPYOHOCTU C
3aXBaTOM ITpeaMeTOB.

11 IMarHOCTUKU N3MePpSIIT CKOPOCTDb ITpOoBeaeHMA HEPBHOIO MMITYJbCa B 006J1aCTV KUCTH.
JTO IIpoCTad I1poueanypa, II03BOMAOIaA YCTAaHOBUTL HaJinume WJINM  OTCYTCTBUE
ITIOBpEe>XKOeHNsI HePBOB.

Hekoropble HapylleHMs HEpPBHOM CHUCTEeMbl (IBUTaTelbHbIE PACCTPOIICTBA) SIBJISIIOTCS
BTOPUYHBIMM U B OOJIbILIEN CTEIIeHM CBSI3aHbI C IIOPasKeHMEM CKeJIeTa.

OpzaH 3peHus

Hakoruienne TAI' mpoucXoguUT BO MHOTMX TKAHSX, B TOM UMC/e M B POroOBuUIie, TIO3TOMY
MOKeT HabaomaTbcs ee IMomMyTHeHue. OgHMM U3 IIPU3HAKOB M3MEHEHMUS POTOBUIIBI
SIBJISIETCSI HEITIEPEeHOCUMOCTb SIPKOTO CBeTa, TaK KaK ITOMyTHEHMEe BbI3bIBA€T HEIpaBUIbHOE
IpejioMjieHMe cBeTa. B 5TOM wiydyae MOI'YT IIOMOYb COJIHEUHbIe OYKM. EC/IM IMOMyTHeHue
POTOBUIIBI TSIKEJIOE - YXYAIIaeTCsl 3peHne, 0COOeHHO IPU TYCK/IOM CBETe.

Otnoxenue TAI' B ceTuaTKe MOXeT IIPUBECTM K IOTepe Iepudepruueckoro 3peHust u
HUKTaJIONUM («KypUHOI cieroTre»). Pe6eHOK MOsKeT MyraThCsl M OTKa3bIBaThCSl XOIUTb B
TeMHOe BpeMs CyTOK. YKelaTeJIbHO OCTaB/ISITh HOYHMK BKJIIOUEHHBIM B CIajbHe U KOpUAOope.
MHorma MOTYT BO3HMKATh ITPOOJEMBI CO 3peHMeM, BbI3BaHHbIE M3MEHEHUSIMM B CeTUaTKe
rjasa Wi IIayKoMoJi (TIOBbIIIEHHBIM BHYTPUITIA3HBIM JaBjeHMEM), ITIO3TOMY peryssipHbie
OCMOTpbI Bpava-odTasbmosiora Heo6xoauMbl. C MOMOIIbIO CHelMalbHbIX MCCAeN0BaHM
Bpav-0(dTaIbMOJIOT TIOMOKET OTIPee/IUTh, U3-3a Yero MPOUCXOAUT YXyAIleH e 3peHUs..

Opzan cnyxa

[Ipu MyKomoimcaxapumosax TYroyxXoCTb MOXKeT ObITh HeipoceHCOpHasi (CBSI3aHHAsl C
HapylleHVeM YyBCTBUTEIbHBIX (BOJIOCKOBBIX) KJIETOK B YIUTKE), KOHOIYKTUBHAS (CBSI3aHHAs
C HapylleHeM 3BYKOIIPOBOSIIMX ITyTei) UM cMeliaHHasi (KOMOMHAIMS ABYX TUIOB). [Ipu
cuHApoMe XaHTepa TYroyxXoCTb, Yallle HOCUT CMeIlaHHbBI XapaKTep U IIPOrpeccupyeT C
BO3pacToM. PasnnualT 3 cTeleHM TYroyXOCTM — JIeTKyl0, YMepeHHYI0 U TsoKenyr. B
3aBMCUMOCTM OT TUIIA U TSKECTU IOpPakeHMs CJIyXxa NPUMEHSIOT pasanyHble IMOAXOObI K
Koppekuuu. KpaiiHe Ba)KHO, KaK MOKHO PaHbllle 3aMeTUTh IPU3HAKM CHUKEeHUS CJIyxa, TaK
KaK 6e3 KOppeKI[UU TYyTOyXOCTh MelllaeT HOPMaJbHOMY Pa3BUTHUIO U OOYUEHUIO MaIlMeHTOB.
d®akTopoM, yCyTyOsIOIIMM HapyllleHue Cayxa, SIBJASIOTCS 4acTble MHQEeKIUM CpeJgHero yxa
(oTuTHI).

JleueHmue, HaGJIIO,IIEHI/Ie " IJIaHOBbIE OGCJIeJIOBaHI/IH

Bpauamu-sKkcrnepraMyu M3 pasHbIX CTpaH ObLIM CO3MaHbl PEKOMEHIALIMM M0 HAOIIOmeHMIO,
IVarHocTuke u JiedeHuro mnauueHToB ¢ MIIC II tuma. B maHHOM pasnesie Mbl KPaTKO
pacckaxkeM O HUX.

Haob6ntoodeHue, nnaHossle 00¢1e008aHusl U meciol



Jlyis TOoro, 4TOOBI OlLIEHMBATb COCTOSHMe TiaiueHTa, 3hGdeKT IMpoBOAMMOI (pepMeHTHO
Tepanuu, GusMoTepanuym CyuecTBYIOT pa3juMuHble TeCTbl M IKajbl. OueHb BakKHO He
OTKa3bIBaThCSI OT MPOBEOEHUS] ITUX MCCIeAOBAHMI, IIOTOMY UTO OHM ITOMOTAalOT Bpadyam
00BEeKTUBHO OLIEHMBATh COCTOSIHME MallieHTa, 000CHOBATH JIeUeHMe UM BBECTU M3MEeHEeHUS
B IIPOTpaMMbl peadbuUaInTaU M abUIUTALIUNA.

CaMbIM M3BECTHBIM SIBJISIETCSI 6 MUHYTHBIN TeCT X0ab0bl. CyTh 3TOr0 TeCTa OUeHb IIPOCTasl -
OLIEHUThb BBIHOCAMBOCTD MauyeHTa. [lanueHTy rnpenjiaraoT XoOuUTh M0 JJIMHHOMY KOPULOPY
6 MMHYT. TeCT OLleHMBAeTCsl KOJIMYECTBOM IIPOMAEHHBLIX ILIaroB 3a 3TO Bpems. Korma
IIPOBOAMJIM TIePBbIe KJIMHMYECKMe UCIIbITaHU nperapara ajis jedeHus: MIIC pasHbIX TUIIOB,
MCCeloBaTe/NM OLIEHMBAIM 3TOT ITOKas3aTesb A0 M Iocjae Havaja (epMeHTHOI Tepanuu u
CpaBHMBAJIM C TPYIIIIOi MalMeHTOB, MOAyYaBIIUX I11aile060. IMeHHO 3TOT TeCT MoKasaj, 4To
dbepmeHTHasT 3aMeCTUTe/JbHAsl Tepamusl YAydlllaeT BbIHOCAMBOCTb MAalMEHTOB U UX
IBUTATEIbHYI aKTUBHOCTb.

YToObI OIEHUTH CTEIeHb OrpaHMUYeHMs ObIXaHMSI, Bpay MOXKET IIPOBECTH JIerOUHbIe
dyHKIMOHAMbHbIe TecTbl. Jlerounble (YHKIMOHAIbHBIE TECTbl OIPedessioT, KaKoii
MaKCHMMaJIbHbIII 00BEM BO3[yXa MOXET BIOXHYTh TAlMeHT, U HACKOJbKO OBICTPO
MIPOUCXOIUT Tra3000MeH. DTU TEeCTbl MOTYT BBISIBUTH 3a00/IeBaHMSI JIETKUX, OIpPeneIuTh
CTerneHb MOpaskeHUs U OLeHUTb 3PGEKTUBHOCTD JieueHMsl. TeCcTbl 0ObIYHO BBIMTOJHSIIOTCS C
MCITIOJIb30BAaHMEM CITelMaJbHOTO 000pymoBaHus. Bo BpeMsi ucciieloBaHMS HYKHO II0O
KOMaH/ie BAbIXaTb, 3aJepKMBATh BO3[YX, BbIAbIXaTb. VcciemoBaHue (QYHKIMM JIETKUX He
IIpeICTAaB/ISIET PYUCKA 3I0POBBIO.

BeicaymmBaHue (aycKy/labTalMsl) cepana IOO/DKHO OBITh OO0S3aTeJbHBIM ¥ PEry/aspHbIM
MCCJIeIOBAHMEM JIJISI TIAIMEHTOB C MYKOIIOIMcaxapuao3aMiu. BaskHbIM METOIOM M3yUeHUS
cepalia SIBJISIETCS YAbTPa3BYKOBOI — sxokapauorpadus (9xo-KI'), KoTropast 6e3oracHa,
6e300j1e3HEeHHA M BbICOKOMH(pOpMaTuBHA. COBpeMeHHbIe MPUOOPHI MO3BOJISIIOT ITOJIYYUTh
OHO-, IBYX- M TpexMepHoe M300paskeHue cepila, ONpeaeauTb CKOPOCTb KPOBOTOKA U
IaBjeHye B Pa3/JIMUYHBIX €ro OTHe/aX, ONpene/IuTh HallpaBleHue u TypOyJIeHTHbI XapaKTep
KpOBOTOKA. Dx0-KI' peKOMeHIyIOT TPOBOAUTH 110 ITIOKa3aHMSIM, HO He peske 1 pasa B rof. 3To
McciiegoBaHmue HeoOXOIMMO, UTOObI OOHApPYKUTH JI0Oble TIPOOJeMbl C CepAlieM
(yBenMueHMe pa3MepoB, HapylIeHe COKPATUTENIbHOM (PYHKILIM, TTOpaskeHye K/IallaHOB).

Heobxoammo pery/aspHO (ABa pasa B roji) IIPOBOAUTH IIPOBEPKY CTyXa, AJISI TOTO YTOOBI Cpasy
’Ke HavyaThb JieueHle M MaKCMMa/IbHO COXPaHUTb BO3MOKHOCTb YUMUTBHCS U OOIIAThCS.

MazHumHas pe3oHaHcHas momozpagpus

MPT mno3BOHOUHMKA JO/KHA ITPOBOIUTCS €KeroHO, C 0COOeHHbIM (POKYCOM Ha 00s1aCTH, B
KOTOPBIX MOXXET pas3sBUBATLCS KOMIIpECCUSI CIIMHHOTO MO3Tra - IIeMHbI, TI'PYSHOMN,
TPYIOIOSCHUYHBIN OTHenbl. [TalMeHTsl ¢ CMHAPOMOM XaHTepa MOJIKHBI HAOIIOmaThCs Y
Bpaua-IeTCKOr0  XMpypra/Bpaua-TpaBMaTOJIOTa-OpTONena, 4YToObl  KOHTPOJIMPOBATH
COCTOSIHME IIeHOr0 OTAe/ia TO3BOHOYHMKA. BayKHO OlleHMBaTh pe3yabTaThbl UCCIELOBAHMIT B
OVHaMMKe, IO03TOMY BCe€ CHMMKM CJIefyeT XPaHUTbhb U TIPeNOCTaBJISTh IIPU KaKOOM



adieagyromeM MUCCIegJOBaHMIM  BpadaM. KOMHbIOTepHYIO TOMOI‘pad)I/IIO ITO3BOHOYHNKa
ITPOBOJAT, KaK ITPaBWJIO I1epen IVIaHMPYEMbIM OII€EPATUBHBIM JIEUEHMEM.

Penmezenozpagus

PeHTreH  IIETHOTO M TPYAO-TIOSICHUYHOTO OTHEeJI0B IO3BOHOUHMKA B ABYX ITPOEKIIMSIX
cJIenyeT IMPOBOAUTH Kaxkable 1-3 roma. DTO MCCIemOBaHME ITPOBECTU TEXHUYECKM ObIBaeT
npoiie, yeMm MPT, Kpome Toro peHrreHorpadus maet 6osbiie MHGOPMALMKU O CTPOEHUU
ITI03BOHKOB.

Cumnmomamuueckoe JieueHue

OcHOBHas 1edb CUMIITOMATUUYECKOTO JIEYEHMS - CKOPPEeKTMPOBAThb BbI3BAHHbBIE
3a00jIeBaHMeM V3MeHeHMSs.

Ckenem u OI’lOpHO-()SLlZClmeJleCZH cucmema KoOCmMHo- cycmasHdas cucmema

BajkHO HaiiTy 6ajaHC MEXIYy BO3MOXXHOCTBIO KUTh MAaKCMMAajbHO ITOJTHONM JXKU3HbIO U HE
IOITyCKaThb OCJIOKHEHMII 3a60/IeBaHMsI, CBSI3aHHBIX C OCOOEHHOCTSIMM CTpoeHus ckeneta. C
OIHOJ CTOPOHBI, HE CJIEAYyeT UYpe3MepHO OTpaHMUMBATh U OMNEKAaTh IallMeHTa, HO Ba)KHO
IIOMHUTD, YTO HEKOTOPbIe BUIbI (PM3MUECKOI aKTMBHOCTHU, TaKMe KaK KyBbIpKaHMe, CTOMKa
Ha TOJIOBE U HBIpSHME HO/KHBI OBbITh ITOJIHOCThIO MCK/IIOUEHbI M3-3a HECTaOMIbHOCTU
IIE/IHOTO OTAeNa. PaspemraloTcs Jierkue MPbIKKY, HO HeIb3s JOIYCKAaTh CAaMOCTOSITe/IbHbIE
MIPbIKKY Ha 06€e HOTM, IIOTOMY UTO CMCTEeMa OIOPbI ¥ KOOPAMHAIIMY ABVDKEHUI Y IMallIeHTOB
He COBCEM pa3BuUTa. PomuTensiM IIKOJIBHMKOB HYKHO 00513aTeIbHO COOOIIUTH 00 3TOM
VUUTENTIO (PU3KYIBTYPBI.

[TamyeHTbl C CUMHAPOMOM XaHTepa [OO/DKHBI BeCTM IIOABVKHBINM 00pa3 >KMU3HM, JIs
roggepskaHust (QYHKIMOHMPOBAHMS CYCTABOB M YIYUIIEHMS OOILEro COCTOSIHUSI 30POBBSI.
®usmoTepaneBT MOKET ITOCOBETOBATh Pa3jMyHble KOMOVMHALIMM €KeTHEBHBIX YIIPasKHEHUIA.

VHTeHCUBHAsI Tepanus AJjs yay4dlleHUs] TOABMKHOCTY CYCTaBOB M MTO3BOHOYHMKA, a TaKKe
I YKperyieHMsI CIIMHHOM 1 OPIOIITHOI MYCKY/IaTypbl peKOMeHI0BaHa [IJisl BceX MalieHTOB.
YTo6bl YMEHBIIUTb ITOCAENCTBUSI TUIEPIOpA03a, HeoOXOAMMO YKPeIUISITb BCe TI'PYIIIbI
IPYOHOJM MYCKYJATypbl, IPU 3TOM HYKHO IIPOBOAUTb Tepamnuio, HalpaB/JeHHYI0 U Ha
pasBUTHE MMOSICHUIHO-KPECTIIOBOrO oTaena. HeobxoaumMo ciaeguThb 3a TeM, YTOObI MallieHT
He TIepeHarpsrajcs 1 He ycTaBaja Ype3MepHO, ITI03TOMY PeKOMEHAYeTCS TIIaTe/IbHO U3YIUTh
ero u3uyeckoe COCTOSIHME U COOTBETCTBEHHO ITPOBOAUTDH TEpaIuIo.

Poourensm peKoOMeHaAyeTCda IIPOBOAUTL TaKMe 3aHATUA [OOMa, CcoueTasd dJdKTUMBHbIE U
ITaCCMBHbIE YIIPpa>)KHEHNA. Komruiekc 3aHSITUM TOKEH BKIKOYATD:

- yIIpa>kHeHMs Ha BbIPaOOTKY OCAHKM U YYBCTBA paBHOBECHS;

- yIIpaskHEeHMS Ha pacTsLKeHMe;



- BOJHbIE MpPOLIEAYPhl U 3aHSITHUS CIOPTOM B BOJe, OCOOEHHO [JISI TOKMJIBIX IallieHTOB.
Paccmabngonuii Maccak M TOABOMHBIA MacCak OKa3bIBAIOT BeChMa OarompusiTHOE
IeliCTBHe.

OTnenbHOrO0 BHUMAHUS Tp€6YIOT ,H@(I)OpMMpOBaHHbIe CTYITHU N KUCTU.

Y065l TTOAAEPKMBATH MMOABUKHOCTD CTYITHE HEOOXOAMMO IMPOBOAUTb TMMHACTUKY, JTyUIile
BCero JoMa WM BO BpeMs uUrp. st CHATUSI UYpe3MEPHOTO MBILNIEYHOTO HAaIpPSKeHUs
HeoOxoAyma opTorennyeckass oOyBb, CTeJIbKM ¥ BKJIAbIIIM, KOTOpPble BBITIOJTHSIOT
noAfepXKMBaIIyl0 (QYHKIMIO, B HEKOTOPbIX CIy4yasx TakKke HeoOXOIMMbl OpTe3bl,
BaHHOYKM, MacCax HOT.

BaskHO BBITMIOIHSTD YITPasKHEHMS Ha PACTSKKY MBI 3aHel TOBEPXHOCTM Oefpa U TOJIeHM!.

Iist ynydiieHusT MeIKO MOTOPUKM KUCTe PyK peKOMeHA0BaHa MHTEeHCMBHASI TMMHACTUKA
IJISI TIa/IbLIeB Y JIaflolleK, KOTOPYIO POAMUTENM MOTYT IPOBOAUTH Aoma. JIydiile Bcero BBeCTHU
ee B IOBCeIHEBHbIE HOMAaIllHME PUTyajbl, HAIpMMep, BO BpeMs edbl 3a CTOJOM. WIrphl C
y4yacTMeM JaJiloHeli UM MajiblieB OueHb IO [ylle OeTsIM, HO BO BpeMsl YIpaKHEeHMil Ha
pacTsbkeHMe MOTYT TOSIBUTHCSI KajoObl Ha 00Jib M HeNpUSITHble CUMIITOMbBI. B maHHOM
CJIyyae XOpOIlO ITIOMOTalOT TeIlyible BAHHOUYKY AJIs1 PYK, MTOAYIIEeUKM C IPOTrPeThIMU 3€epHAMU
WM MXOM, TOPPOM, KOTOpbIe MallMEeHT AEePKUT B pyKax BO BpeMsl UTP.

[Toc/ie MHTEHCUBHBIX 3aHSATUNM JIEKTPOTEPAIIMS, PYYHON MaCCaK, BOOHbIM MacCaK, Teparms
JeueOHOI I'PSI3bI0, 3aHATHS HAa BOJHBIX TPeHaskepax CHMMAIOT 00JIb M IIPUHOCST 0bJIeruyeHue.

HpI/I NMpoBedeHNNM BCEX dKTUBHbBIX BUOOB Te€pAIlIUN CjieayeT O6paI_L[aTb 0coboe BHUMaHMe Ha
PUTM [ObIXaHVMSA WM OaBdTb OOCTATOYHOE KOJIMYeCTBO IIepepbIBOB [OJII OTAbIXa U
BOCCTAHOBJI€EHIMS ObIXaHMSI.

Xupypeuueckoe JieueHue

CylllecTBYIOT pas/iMuHble MHEHUSI O HeOOXOAMMOCTM XMPYPruueckoro BMmemaTenabcTBa. Ho
ornepaTMBHOE BMeIIATeJIbCTBO HECeT OIpelejieHHble PUCKU U TIPOBOAUTH €ro CjienyeT B
cIydasix ocTpoit HeobxomumocTu. OgHy U3 60JbIIMX CIosKHOCTei rpu MIIC mpencraBisieT
npoBeneHne aHectesuu. ViHTybamust y mopeii ¢ MIIC TpebGyeT ompeeeHHOIO HaBbIKa U
IOJDKHA BBITIOJIHSTHCS OMBITHBIM BpauyoM. HecTaGmM/IbHOCTD 11€ITHOTO OTAe/a IT03BOHOYHMKA
y nanueHToB ¢ MIIC yBeauuuMBaeT PUCK TPaBMaTUYECKOTO IOBPEXIEHMS, B TOM UMCIIEe
IIe{HOTO OTHeNa CIIMHHOTO MO3ra, I[pu BeOeHUM aHecTe3uu, TaK KakK MHOrue
aHeCTe3MoJOTMYecKre MocoOMsl CBSI3aHbI C MaKCMMaJbHBIM pa3rumbaHuem Iiieu. B sTom
Clydae HY>KHO MPUHMMATD ClielajibHble Mepbl IPegoCTOPOKHOCTU. EC/iM mauyeHT nomnasi B
KPUTUYECKOM COCTOSIHUMM B OOJIbHUIY, HEOOXOAMMO COOOIIUTh Bpady-aHeCcTe3MOoJIory-
peaHuMaTOoJIOry, YTO BO3MOXKHBI ITPOOJIEMBI C IIeei M MHTybamuesi. [IpixaTeabHble MyTH, Kak
MpaBUIO, CY>KeHbI, ITO9TOMY MOXET MOTPebOoBaThCsl SHAOTpaxeasabHasi TPyOKa MeHbIIETo
nuametrpa. Cama ycTaHOBKa Takoii TpPyOKM - OueHb TPYAHbI Ipollecc, ¥, BO3MOXHO,
TOTpebyeTCs MUCIO0/Ib30BaHMe I'MOKOT0 OPOHX0CKOIIA, UTOObI CAeaTh 3TO aKKypaTHO.



HecTabM/JIbHOCTD II€ITHOTO OTAEe/a MO3BOHOUHMKA KOPPEKTUPYETCS C IMOMOIIbIO OIepalum
(meitHbI  crioHamaones). C TMOMOINIbI0O KOCTHBIX (parMeHTOB WM MCKYCCTBEHHBIX
MaTepuasioB GOpMUPYETCST Omopa, OObeIMHSIONIAs ABa BePXHMX IIO3BOHKA UM OCHOBAHME
yeperia.

Opzau cnyxa

HejipoceHcopHass ¥ KOHIYKTMBHAsi TYrOyXOCTb B OOJBIIMHCTBE CAydyaeB MOTYT
KOMIIEHCHMPOBATbCS ITOAO0OPOM CJIYXOBBIX arapaToB (AMIapaT CIyXOBOW KOCTHOIA
MIPOBOJMMOCTM C KOCTHOM (puKcaluyeii MMIUIaHTUPYeMbIi™** AmnmapaT CIyxoBOi KOCTHO¥
MIPOBOJAMMOCTM C KpeIUleHMeM Ha rosoBe™** CucremMa MMIUIQHTAlMM CpegHEro yxa
MOJHOCTBhIO MMIUIaHTHpyeMas™** ~ AmmapaT CJIyXOBO#f KOCTHOW IPOBOOMMOCTU C
MMIUIAaHTUPYEMbIM BUMOpATOpOM™***),

CepdeuHo- cocyducmas cucmema

B HEKOTOpPBIX C/IydasX MOXKET I0TPeOOBaThCSl XMpypruyeckasl omepaiust Ojs 3aMeHbl
MOBPEKIeHHbIX K/IallaHOB.

Hngpexyuu

BaykHO, UTOOBI OCYIIECTBIISICS XOPOLIMI yXOn 3a 3ybamMy, TaK KaK pas3pylleHHbIe 3YyObl
MIPUYMHSIOT CUJIbHBIN JIUCKOM@POPT U SBASIOTCS ouvaramyu MHekuuu. Heobxommmo
peryasipHO UMCTUTDb 3yObI, MCIIOJIb30BaTh PaCTBOPKBI AJIs1 MoocKaHus. Ho maske mpu camoit
TIIATeIbHOM 3ab0oTe o0 3ybax, MOTYT pPa3BMBATbCS BOCIAJIMUTEIbHBIE ITPOILECCHI.
PasnpakuTeabHOCTh, IIJIa4 M OECIIOKOMCTBO MHOIJA MOTYT OBbITh €OUMHCTBEHHBIMMU
CUMITOMamMu IipobieMm ¢ 3ybamu. Ilepen omepaTMBHBIM JieueHMeM 3yOOB MaliieHTaM, Y
KOTOPBIX YK€  [OMarHOCTMPOBAHO  IIOpakeHMe  KIaIllaHOB  cepala, HeoOXomym
podWIaKTUUECKUII IIpMeM aHTMOMOTHUKOB IIepel U I10CjIe JiedeHMs. DTO BbI3BAHO TeM, UTO
HEKOTOpble OaKTepuy M3 POTOBON TMOJOCTM MOTYT IPOHUKHYTH B KPOBOTOK M BbBI3BATh
MH@EeKIMOHHBIN MMpoIlecc Ha IopakeHHOM KianaHe. Eciiu Heo6XoguMo yaaneHue 3yda mop
aHecTesueil, 3TO MOO/DKHO OBITh CHOeJaHO B OOJIbHMIIE, @ HE B CTOMATOJIOTMYECKO
TOJIMKJIVHMKE, TI0[ HaOMIogeHueM OIBbITHOIO Bpaua-aHecTe3yoJiora-peaHuMarosjaora u
Bpaua-CTOMAaTojI0ra/Bpada-IeTCKOro CTOMaTo/Iora.

Jleuenne OPBU y mnaumentoB ¢ MIIC aydiie Takke MPOBOOUTH I10H, MPUCTATbHBIM
BHMMaHMeM Bpada. CienyeT IOMHUTb 00 OCOOEHHOCTSIX NpPUMMeHeHUs CTaHIAapTHBIX
rpernapaTroB y 3TO TCPyNObl [alMEeHTOB. Hampumep, Takue JiekapcTBa Kak
AHTUTUCTAMMHHbBIE  TIpernapaTrbl MOTYT CYWIUTh CIU3UCTYIO, [ejlas ee  TOJIle,
IIPOTUBOOTEYHbIE MJIM COCYLOCYKMBAIOIIMe CPeCTBa MOIYT OBBICUTb KPOBSIHOE [1aBJIeHMe
U CY3UTh KPOBEHOCHBIE COCYAbI, UTO HekenaTelbHO rmpu MIIC.

3-3a 0cO6GeHHOCTE CTPOeHMS TTO3BOHOUHMKA M TPYIHON KJIETKU, IallieHTaM C CMHIPOMOM
XaHTepa C/I0KHee CIIPaBUTHCS ¢ MHeKIMel, eciv OHa 3aTparuBaeT Jierkue, I03TOMY Bpauu
naske TIpy He3HAUUTENbHOM MHMEKIMY MOTYT Ha3HauaTh aHTUOUMOTUKMN.



YTo6b6I HOPMAaAM30BaTh UPKYISILMIO BO3AyXa B JIETKMX, peKOMEHIYeTCs ITPOBOAUTD UTPBI C
MbUIbHBIMM ITy3bIPSIMM, BaTOM, COJIOMMHKaAMM [Jis1 HallMTKOB, OYMa>kKHbIMM I1aKeTaMMu MU
OPYTUMM TMpeaMeTaMlM, TPEeOYIOIIMMM aKTUBM3aLMM paboThl ObIXaTeIbHOM CHCTEMBI.
BO3MOXHBI UTPbl C BO3AYIIHBIMM IIapamMy WM Msiuamu. [JisE [eTeil IocTaplie Wiau
MOJPOCTKOB MOXXHO pas3paboTaTh 3apsAKy Ha pacTsbkeHue MYCKYJI0B TPYIOHONM KIeTKH,
KOTOPYIO POAUTENN CMOTYT IIPOBOAUTh CAMOCTOSITE/IbHO.

[TaccuBHBIE YIIpaskHEHUST IJISI TPYAHONM KIeTKM NPUMEHSIOTCS O/ IMallMeHTOB C OCTPbIMU
MH@eKUMSIMY ObIXaTeJbHbIX MyTe UM I Mal[ieHTOB, KOTOpble He MOI'YT CAMOCTOSITeJIbHO
OBUTATbCS. YIIPaKHEeHUSI TOMOralT Oosiee 3(PdeKTUBHOMY OTHeNeHMI0 cin3u. K HuUM
OTHOCSITCS TTOTSITUBAHMS, PACTSKEHMSI, TIOTPSIXMBAHMSI, MaCCaXK ¥ BUOPALIAL.

Bcem nmanyeHTaM I0/KHA NIPOBOAUTLCS IVIAHOBAsA BaKUyHanys!
/Tuemomepanusi

CrnenmanbHas aMueTa He CMOXeET MpemoTBpaTuTh HakorieHue TAl, Tak Kak OHU
CMHTE3UPYIOTCS B KJIETKaX, a He IOCTYIAIOT ¢ nuiei. IloaToMy orpaHuYeHus B OueTe Y
nainueHToB ¢ MIIC He HYKHBI, OHM [O/DKHBI IIMTAaTbCS OOBIYHO B COOTBETCTBUM C
BO3PACTHBIMM ITOTPEOHOCTSIMIA.

I'me B Poccuu 3aHMMaroTCsa AMarHOCTUKOM U JIeUeHUEeM

B kaxxmom u3 PErmMmoHOB OIIpeneIeHbl JeuyeOHbIe YUupeXageHus, B KOTOPbIX ITallME€HTbI
IMTOJIYyUYalOT U IIaTOreHeTn4YeCcKoe jeuyeHne, M rrpoxogsT BCe HEO6XO,IU/IMI:>I€ ncciegoBaHNsd.

V3HaTh 0oJIbIIIe

B MuUpe eCTb MHOTO OpFaHMBaHMﬁ, KOTOpbI€ MOI'YT IIOMOYb BaM HAJT OTBEThI Ha JII0ObIE
BOITPOCHI, CBA3dHHBIX C MYKOITIO/IMCaXapuao3aMn:

MexkayHapoaHasi opraHm3alys o MyKoIlo/ycaxapuao3aM: Www. mpssociety.org

MeskaTyHapoAHbIV TOPTAJ 10 peakum 60e3HsIM www.orpha.net

EBpomejickass opraHmsauys, OObeIMHSIONAS MaIMeHTOB C PasHbIMU  PeIKUMMU
3aboneBanusMy EURORDIS www.eurordis.org

[ToMHMTE, YTO AaKTMBHAS IMO3ULIMSI CAMMUX IALMEHTOB — 3aJIOT YCIIELIHOM M CYaCTIMBOM
SKU3HU!

O6mecTBeHHbIe opraum3anumu u Gpouasr Poccun

MIIC II Tuma BXOAUT B IepeyeHb op(aHHbIX 3a00IeBaHMit, JedeHe KOTOPbIX ITPOBOAMUTCS 3a
CYET cCpencTB rocymapcTBa. I[loMoub IMalMeHTaM TMOJYYUTh JieueHue, TIOBBICUTD
MH(POPMMPOBAHHOCTh OOIECTBA O PEAKMX OOJIe3HSIX, a TAaKKe HOOMBATHCS ITPOIBMKEHMS


http://www.orpha.net/
http://www.eurordis.org/

3aKOHOJATEeIbHBIX MHULIMATUB B 007acTV OopdaHHBIX 3a007eBaHMiI MOTYT OOILEeCTBEHHbIe
OpraHm3aIum.

ITomoI1upb ceMbu

KoHeuHO, MHOroe 3aBMCUT OT Bpaua, CKOJbKO OH 3HAeT IIpo Balle 3abojeBaHMe, Kak
MPaBUJIbHO OH HAa3HAUMJI JIEYEeHME M KaK XOPOIIO OH OOBSICHMII BaM IMPUHLIMIIBI Tepanuu. He
3a0bIBajiTe - OT CEMbM 3aBUCUT YCIIEX JIeYeHMs He B MeHbIeil crernenu. Hy>kHO co6mogaThb
peKOMeHIALMM, HU IPY KaKUX YCUIOBUSX He TepSITh HAAEXKIY M CaMOMY CTaTh SKCIIEPTOM B
cBoeM 3aboseBaHuu. Unrtaiite 1muTeparypy, o0IIaiTech C CEMbSIMM, HE CTECHSIATECH 3aaBaTh
BOIIPOCHI. 1 gaske ecyin BbI He TToO6eauTe 60j1€3Hb ITOTHOCTHIO, MU3MEHUTD JKM3Hb K JIYUIIIEMY,
cIenaTh pOJHOTO BaM UeJIOBeKa CYaCTIMBBIM B BallMX CUJIaX!

3a060TUTHCS O MALIMEHTE C TSOKeJIbIM 3a00/1eBaHMeM — OUeHb TPyAHas 3amaua. Pomyrenn Toxe
HY>KIAIOTCSI B TIOJIHOLIEHHOM OT/IbIXe, a 3TO He Bcerga moaydaercsi. EciM B cembe pacTyT U
OpyTue OeTu, OHM Takke TpeOyIoT BHMMaHUSI poauTeseit. MHOrMe poauTein oopamiaiTcs 3a
TIOMOIIbIO K BOJIOHTEpAM MJIM COLMATbHbIM paboTHMKAM. Ecjii B BaliiemM ropojie CyIiecTBYIOT
TAKOI'0 poja MOoAaepskKa, 00s13aTe/IbHO BOCIIO/Ib3YIITECH €A.

[TauyenTtsl ¢ MIIC II mMoryr momMoub CBOMM POJCTBEHHMKAM, ITPOCTO COOOIIMB MM O
HEOOXOIMMOCTM TPOMTU AMAarHoCTUKy. Eciyu muarHos OymeT yCcTaHOBJIEH paHO — A0 Hadasa
HeoOpaTUMbIX M3MEeHEeHUI BHYTPEHHUX OPraHoB, JiedeHMe OymeT ropasno 3ddeKkTuBHee.
TecTupoBaHMe TakKke HEOOXOAMMO JIJisl BbISIBJIEHUSI HOCUTEeIbHMII, 00/1e3HM, TTOCKOIbKY OHU
MMeIOT BBICOKMII PUCK Tepemauy 3a00/ieBaHMUS CBOMM ChIHOBBSIM M JIO/DKHBI MMETh 3Ty
uHpopmanuio. Jleyammii Bpady WJIM Bpady-reHeTUK He MMeeT IIpaBa pasIjallaTh
MeOUIIMHCKYI0 MHGpOpMAaIMio, IMMO3TOMY CyAb0Oa pPOOHBIX — IeIMKOM B pyKaxX CcaMux
Al eHTOB.

PonuHbplie OpaTbs M CECTPbI, BC€ POACTBEHHMKM II0 MATEPUHCKONM JMHUU — ASOU, TETU U
IBOIOPOAHbBIE OpaThbs M CECTPbI JOKHBI ObITH IPOMHMOPMMUPOBAHBI O HEOOXOOMMOCTH
TeCTMPOBAHMS.

[IpoBeneHne MOJIEKYISIPHO-TEHETUUYECKOTO aHa/iM3a, HalpaB/JeHHOIO Ha BbISIBIEHNE
ceMeiHOM myTanuy reda IDS mokasaHo cienyomyM poACTBEHHMKAM MalieHTa:

* MaTb

e OpaThsl U CECTPHI

e CBOAHbIE OpAThs M CECTPHI II0 MaTEPU

e JleTU nouepen

e OpaTbs U CECTPbI MaTepH

* IeTU cecrep

® NeTU IUIEMSHHMNL]

* IBOIOPOJHBIE OPAThS U CECTPHI IO MaTEPUHCKON JTMHUA

e J0Yepy BHYKOB (IIPAaBHYUYKM) [10 JIMHUM Jo4epen

e JleTV BHyYeK (IIPaBHYKM U MIPABHYUYKN) I10 IMHUU JOUYEpe






IIpunoxenue I'1-I'N. IIIKanbI O1l€eHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIE B KIIMHNUYECKUX PEKOMEeHIAIUSIX

IIpunoskenue I'l llIkama cyObeKTUMBHOM OII€HKM IIePEeHOCUMMOCTH
¢dusmueckoii Harpy3ku (mkajsia bopra) (Borg scale)

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

Twumn: mxKasna oLeHKu

HasHnaueHme: CyObeKTMBHOI OlleHKa ITIePeHOCMMOCTY (pU3MUEeCKOil Harpy3Ku
O11eHOYHBI MHCTPYMEHT: 11IKaJia

CopepykaHue U KIOU:

[TalyeHT mosyyaeT MHCTPYKIIMHM 10 OLieHKe OJBIIIKM BO BpeMsl ¢pu3nudeckoii Harpysku: ot 0
6as/I0B - CIIOKOJHOE bIXaHMe, HeT OIIYIIeHMSI OABIIIKM U nanee — mo 10 6amioB, Korma
OfbIIIKAa MakCcUMaJibHa. OlLleHUTe CBOU OIIYIEeHUS B HACTOSIIMIT MOMEHT.

Bannbi OuwyLeHUa oAbIKN

0 OTcyTcTBYeET

0,3

0,5 MpakTnyeckn HeT (enBa 3aMeTHas)
0,7

1 OueHb cnabas

1,5

2,5 Jlerkas ogblwka

3 [oBONbHO TsHKeNasa oAblliKa

4

5 Tsxenas oAplwka

6

7 CunbHO BblpaXKeHHas Tshkenas oAbllKa
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OueHb BblpaxeHHas Tsxenasa oabiwka (Ha npeaesie BO3MOXHOCTEN)




