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CIMcoxk coxkpalueHun

AJIT — anaumHaMuHOTpaHcdepasa;

AP — annepruueckas peakius;

ACT - acnapraramuHoTpaHcdepasa ;

I'AT"' — IMMKO3aMMHOIVIMKAHBI;

KT — kommbroTepHast Tomorpadusi;

MIIC — mykomonaucaxapmumaos;

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

TI'CK — TpaHCIIaHTaLMs TeMOIIO3TUYECKUX CTBOJIOBbBIX KJIE€TOK;
V3U — ynbpTpa3ByKoBOe UCCIeLOBaHME;

@B/l — ¢yHKILMS BHEITHEIO IbIXaHUS;

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

OHMI' — snekTpoHeiipoMmuorpadumsi;

9x0-KI' — sxoxkapanorpadusi;

93l — snekTposHiledanorpadus.



TepMMUHBI U OIIpeae/iIeHUS

@epMeHTHas1 3aMeCTUTe/NbHAas Tepanus -— JiedyeHue, 3ak/ovawlleecs BO BBeJeHUU
nperapara (peKOMOMHAHTHasT dejoBeueckas ajbda-L-uaypoHMmasa) mnamuMeHTam C
HacaeICTBEHHBIM HapyllleHeM MeTabon3Ma.

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)

Myxkomonucaxapumo3 I tTuna (MIIC I) - Hac/iemcTBeHHAS IM30COMHAsI 00/1e3Hb HAKOTIJIeHMS,
obycimoBnenHast gedunurom depMmeHTa anbda-L-maypoHugasbl M IIpOTeKamwImas ¢
Pa3IMYHBIMU KIVMHUYECKUMU TIPOSIBJIEHUSIMU : 3a4€P>KKOM pOCTa, YMCTBEHHOM OTCTa/IOCThIO,
MopakeHnem HEPBHO CUCTEMBI, CepleuyHO-JIerOYHbIMU HapYyIIeHUSIMHA,
rernaTocrjieHoMerajayeri, MHOKeCTBEHHbBIMM OU30CT03aMM, ITIOMyTHEHMeM pOroBulibl. Bce
BbIlIeTIepeuync/ieHHble MPU3HAKU TPUBOSAT K MHBAMUAU3ALUUM, @ TIPU TSIKEIOM TeYeHUU
6071€3HM - K JIeTaJiIbHOMY Mcxony [1].



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

[Tpuumuoit MIIC I Tumna sIBAsSeTcsl MyTaliusl B reHe, KOAUPYIOIIEM JIM30COMHbI (epMeHT
anbda-L-ugyponumasy. Tum HawlegoBaHMS: ayTOCOMHO-peneccuBHbIi. [eH IDUA,
Komupytoniuii anbda-L-uaypoHnaasy JoKaau30BaH B XpOMOCOMHOI obmacty 4p16.3.

3-3a CHMKeHUS aKTUBHOCTU (pepMeHTa MPOUCXOAUT HaKOIIeHue pa3andHbix TUIoB Al u
pa3BMBaeTcsl coMaTuueckas MaHudecrauus B BuUIe JIMIEBOTO AucMopdusma,
reraTocIyieHoMeraany, ImopaxeHus cepana, AbIXaTelbHOM CUCTEMbl, MU3MEHEHMI CKeJleTa,
HEBPOJIOTMUECKOV CMMIITOMATUKM, TeMaToJIoTu4YecKe 1 oQTaibMOIOTUYECKME U3MEHEHNUSI.
BapunabenbHocts MIIC  ompepmensiercssi TUIIOM  HaKaluIMBaeMoro cybcrpara IIpu
HenocraTouHoi gnerpamaumum  [Al: nmpum MIIC 1 THUma [OpOMCXOOUT HAKOIJIEHUE
renapaHcynabdara u fepmartaHcynbdara. Jepunur anbda-L-MaypoHnIa3bl MOXKET IPUBECTU
K pPa3sBUTUIO pPa3InYHbIX (HEeHOTUTIOB 60se3HM, OOYCJIOBAMBAS OTIUUMUSI B TSOKECTU
CUMIITOMAaTUKU. BpIAensoT Tpu KinHudeckux deHoruna [3,4,5]:

-cunapoM I'ypiep (mykononucaxapumos I H - Tsokenast opma),
-cunapom Illeite (myKomonucaxapuao3s I S - nerkast opma)

-cuHapom I'ypnep-Illeiie (mykomnonucaxapuaos I H/S-mpomexxyTouHas ¢popma)



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

Mykononucaxapuao3 I Tuma — 9To MaH3THMUYeCKoe 3a0ojieBaHMe, ero 4acToTa COCTaBJsIeT
1:100 000 HoBOpOXXAeHHbIX. [IpMbaM3uTenbHO 50%-80% maieHTOB UMEIOT TshKeTyio hopmy
3a6oneBanus. MIIC I H/S cunapom I'ypnep-Iileite BcTpedyaeTcst ¢ MOIMYISILIMOHHON YacTOTOM
1:100 000 - 1:500 000 wHoBopoxkmeHHbix; MIIC I S cunapom Illeite - 1:500 000
HOBOPOXIEHHbIX [6,7]. OgHakOo, HYXHO YYUTBIBATb, UYTO CYIIECTBYeT OIpeleleHHas
MOTPEIIHOCTh B OIleHKe PacIipoOCTPaHeHHOCTU pa3aMUHbIX (eHOTUNOB 3aboieBaHMs, UTO
MOKeT OBITh CBSI3aHO C O0JIee YacThIM BBISIBJIeHMEM MMEHHO TsiKesbix ¢popm MIIC 1.



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 HapylleHuio ooMeHa BemecTB, E76.0 - Mykomonaucaxapumos I
THUIIA.



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
(mpwioxkeHne A3.2).



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

B Hacrostmee Bpems MIIC 1 paccmarpuBaeTcss Kak 3aboieBaHMe C KOHTUMHYYMOM
KIMHUYEeCKUX (PeHOTUIOB, pasJIMyamIMxcsl [0 BO3pacTy MaHu@ecTauun, TSKeCTU
KJIVMHUYECKUX MTPOSIBJIEHMI ¥ CKOPOCTU IIPOTpeccupoBaHms 3abomeBaHus y rmaiueHTos [1-5].

TakuM 06pa3oMm, JOBOJIBHO YCJIOBHO BBIJEJSIOT TsBKeMylo ¢hopMmy 3aboneBaHUST (CMHIPOM
['ypnep), ¢ maHudecranueii Ha MepBOM TOAY >KU3HU, C MPOTpeccCUpyoleii Kapauo-
pecnMpaTopHOl ~ HEeOOCTAaTOYHOCTbIO M SIPKO  BBIPAXKEHHOM  HEBPOJOTUYECKOM
CMMITOMAaTUKOM; U MITKyl0o dopmy (cuHapombl ['ypnep-Illeite u Illeiie), mpu KOTOpPO¥
CUMIITOMBI TIOSIBJISIIOTCSI B Bo3pacTe 4-10 jieT 1 601e3Hb MeJjIeHHO TPOTpecCcupyeT, TPy 3TOM
HEKOTOpbIe MalMeHThbl JOKUBAIOT 40 B3POCI0ro BO3pacTa.

C yueTOoM TpPaauIMOHHO MCIOJb3yeMOil KiaccuduKaium, HUKe MpUBeAeHbl XapaKTepHble
KIVHn4Yeckue rpusHaku gjst MIIC I pasnuyHbix Gopm.

Mykononucaxapugos ™1 I S - merkas ¢popma
CunoHumsbl: cuHapom llleite, MIIC I S - nerkast dopma.

OCHOBHbIe KIMHMYECKMe TIPOSIBJIeHNSI: OrpyOieHe yepT Jiniia, TYyTOTOJBVDKHOCTD CYCTaBOB,
MHOXXeCTBEHHbIN IM30CTO3, IOMyTHEHVe POTOBULILI [3,4].

Buenrunii Bug. [TepBble Ipu3HaKky 3a00/IeBaHMS MOSIBISIOTCS B Bo3pacTte 3-8 yert. IlanyeHThl
TUIIEePCTEHMYECKOI0 TeJIOCIOKEHMSI C CMJIbHO Pa3BUTONM MYCKY/IaTypOii, YepThl Jiniia rpyoble,
XapakTepeH IIMPOKUIA POT C MyXJAbIMM Tybamu, HIMKHSIS IIporHaTusi. IlocTerneHHO
pa3BMBAETCS OrpaHMUYeHMe [OBMKEeHMII B CyCTaBaX BepXHMUX KOHEYHOCTeN, a TakkKe
TYTONIOABVKHOCTh, BO3HMUKIIME W IIPOTrPeCcCUPYIOIMEe KOHTPAKTYpPbl CYCTaBOB KUCTEIA.
Hanbonee BbIpaskeHHbIMM BCe CHMIITOMbI 00JIe3HM CTAHOBSITCSI K TepUOAy II0JI0BOTO
co3peBaHMs. BO3MOXHO MOBBILIEHHOE OBOJIOCEHME, KOPOTKAS IIes.

KocTHag cucremMa: MOXKET OTMeuaeTcs HeOombIas 3ajJepykka pocTta. MHOKeCTBeHHBI
IM30CTO3: OMUCIUIA3us JIMIEBOrO uyepena; IUIOCKAas IepeHOoCHlla, IMIMPOKO pacCTaBJIEHHbIE
r7a3a, YTOJIIeHHble TyObl, TUIOILIA3MPOBAHHAS HMKHSS UeNIOCTb, MaKpOIJIOCCUSI U
TUIlepIUIa3susl JeceH, KOPOTKas Ies, CrubaTe/libHble KOHTPAKTYpPhl M TYTONOABMUKHOCTD
KOHEYHOCTe, C BO3pPacTOM MpPUCOeIVHSIeTCsS O00/ie3HEHHOCTbh CYCTaBOB PYK M CTOIM, C
dbopMupoBaHMeM «KOTTHUCTOJ JIallbl» M TIOJI0¥ CTOIIbI, BaJbTyCHOM AedopMalieii KOJeHHbIX
cycTtaBOB. Hepenko pasBMBaeTCsl TYHHEJIbHbBI CUHIPOM KapIiaJibHOTO KaHasla, KOTOPLI,
HapsIAy C TYTOMOABMKHOCTDIO, IPUBOAUT K OrpaHMYeHMI0 QYHKIIMM BEPXHMUX KOHEUHOCTEIA.

OpraHbl [ObIXaHMSI: YaCTble pecHMpaTOpHble 3a00/ieBaHMS B BUIE PUHUTOB, OTUTOB.
BO3MOXHO pa3BUTHE OOCTPYKTMBHBIX 3a007eBaHMiI JbIXaTeNbHBIX ITyTei, CUHIPOM
0OCTPYKTMBHOTO aITHO3 CHa.



OpraH 3peHWUsI: OTMeuvaeTCs paHHee HepaBHOMEpPHOe IIOMyTHEeHMe pOTOBUIIbl. B
nanbHelieM, 00bIYHO Tociae 30 jieT, pasBMBaeTCs IJayKoma, MUIMeHTHast IucTpodus
ceTyaTKu. PeKo - OTeK OyucKa 3puUTEeIbHOrO HepBa.

L[EHTpaJ'IbHaH HepBHad C1UCTeMa: IICMXOMOTOPHOE pa3BUTHMeE 3aMedJIEHHOE.

KpaHnoBepTebpaabHbIii CTEHO3 pa3BuBaeTcsl y namyeHToB ¢ MIIC BciencTBue rUIOILIa3UmM
3y60BMUAHOTO OTpocTKa C2 IMO3BOHKA, aTJaHTOAKCMUAJbHOI HECTaOMIbHOCTM, OTIOKEHMUS
MYKOIIO/IMCaXapuI0B B TBEPA0ii MO3TOBOI 000JI0UKe U 3aJiHel IMPOmOabHOM CBSI3Ke, YTO B
IajibHelIeM IPUBOAUT K KOMITPECCMOHHOM MMeJIoNaTUM Ha 3TOM YPOBHeE, U KaK CJIe[ICTBUE,
pasBUTHIO Oy/IbOapHBIX HapyIIeHUi, IeHTPaJbHOM IbIXaTeJbHOI HEeZOCTaTOYHOCTH.
CUMIITOMbBI MOTYT BK/II0UATh HapyllleHMe TTOXOIKM, MbILIEUHYIO CJ1ab0CTh, HEYK/TIOKECThb IIPU
COXpaHHbIX MOTOPHBIX HaBbIKaX U AUCQPYHKIIMIO MOUYEBOTO ITy3bIpS.

KapriasnbHbIVi TYHHEJIbHBIA CUHAPOM — YacTas HeipomnaTus COABJI€HUS Y MalMEeHTOB B
Bo3pacte OT 5 mo 10 seT M B3pociabix. [Ipy OTCYTCTBUM JieUeHMS] MOKET IIPUBECTU K
HeoOpaTUMO¥ KOHTPAKType AMCTAJIbHBIX MeK(aTaHTOBBIX CYCTaBOB, @ TaKKe K HapYIIeHUIO
WIM TI0Tepe UYyBCTBUTEJBbHOCTU IMIE€PBBIX TpeX MNajblieB ¥ Mape3y Mblil TeHapa. K
COKaJIEeHUIO, TMaIMeHThl PeIKO COOOIIAI0T O OOEeBbIX OUIYIIEHMSX, TTOKa He IPOUCXOOUT
rorepst QyHKIIUN.

CepaeuHOo-COCyauCTas CUCTeMa: XapaKTepHbl HEeAOCTAaTOYHOCTb W/WIM CTEHO3 KJallaHOB
cepana (MUTPaJIbHOTO, a0PTAJbHOTO, TPUKYCIIUIAILHOTO U JIETOUHOTO).

)KGJ'IY,ILO‘—IHO-KI/IHIG‘—IH&H cucreMa: OTMeYaloTCAd IIaXOBO-MOIIOHOYHbBIE M ITYIIOYHbIE€ T'DbBIXKU,
He4dacCTO — reriaToCivieHoMerajinsa, B paHHEM BO3paCTe -Auapesd.

Mykononucaxapuao3s tui I H/S - mpomeskyTounast popma
Cunonumbl: Cungpom I'ypiep-Ileiie.

OcHOBHbIE KJIMHMUYECKME MNPU3HAKU: JIUIleBble OuCcMOpduUM, TYrOMOABMKHOCTb CYCTaBOB,
HU3KOPOCJIOCTb, TOMYTHEHMe POToBUIIbI [1, 2, 5,7].

BHeImHMi1 BI/I: TIepBbie CMMIITOMBI 00JI€3HM ITOSIBJISIIOTCSI K BO3pacTy 3-5 yieT. XapaKTepHBbI:
ckadouedanus, maxkpouedannusi, 3amabiiasi MepPeHOCHUIla, MyxJble TyObl, ITOMYTHEHMe
POTOBUIIbI, MMKPOTHATHSI, yMepEeHHbII TUIIepTPUX03, YTOIeHe KOXKHbIX [TOKPOBOB.

KocTHasg cucreMa: Ha IepBOM TOAY JKM3HM POCT B IIpeenax HOPMbI, 3aTE€M TEMIIbI POCTa
CHIDKAIOTCSI, OOYCIOBAMBAs HM3KOPOCIOCTh. TelociaokeHue OUCIPOIOPLMOHATbHOE.
MHOKeCTBeHHbI 130CT03, ckadoiedannusi, makpoiedanus. BanbrycHole aedopmaium
rojieHeil He3HAuMuTe/NbHO BbIpakeHbl. YMEPEHHO OrpaHMYeHa IIOJABMKHOCTh B CYyCTaBax,
OTIpeesISTIOTCS AM30CTO3bl, 00uK00OpasHasi rpyaHast KjieTka, Ku(poCcKoImo3, TuIepaopaos.

OpraHbl [AbpIXaHMSI: 4YacTble peclupaTOpHble 3abosieBaHMSI B BHUIE PUHUTOB, OTUTOB,
rurepTpodusi HEOHbIX MUHIAIMH. BO3MOKHO pasBuUTME OOCTPYKIIMI ObIXaTeIbHBIX ITyTei,



CT€HO3 TOPTaHM.
OpraH 3peHusi: TIOMyTHeHEe POTOBUIIbI.

ILleHTpasbHasA HEpBHAs CUCTeMa: OTMeYaeTCs 3aJepsKKa TEMIIOB IICMXOpPeuyeBOro pa3BUTHUS,
TO3Ke TIOSABJISIeTCS IIyookast meMeHIust. KpaHuoBepTeOpa/lbHbII CTE€HO3 M MUEIONaTUs
pasBuBaeTcs y mnamyeHToB ¢ MIIC BoiemcTBue TuIlomasuy 3y00BMUOHOro oTpocTka C2
I03BOHKA, aT/JIaHTOAKCHAJIIbHOM HeCcTabuIbHOCTU, OTaoXkeHusT Al B TBepmoit MO3roBoii
000JI0UKe U 3aJHEeli ITPOMOJIbHON CBSI3KE, UYTO B JaJbHENMIIIEeM IMPUBOAUT K KOMITPECCUMOHHOIM
MMeJIoNnaTuyX Ha 3TOM YpOBHEe, M KaK CAeICTBME, Pa3BUTUIO OyIbOApHBIX HapYIIEHMU,
LIEHTPaJIbHOM ObIXaTeJbHO! HeZOCTaTOYHOCTU. CUMMIITOMBI MOTYT BKJIOUAThb HapylleHue
TOXOJIKM, MBIIIEUHYI0 CJ1a00CTh, HEYKIIOXKEeCTb MpPU COXPAHHBIX MOTOPHBIX HaBbIKAX U
OIUCOYHKIIMIO MOYEBOTO My3bIpsi. TYHHEJIbHBINI CMHAPOM - CMHIAPOM 3allsICTHOTO KaHaja,
coobmaromasics ruapoiedanys. XapakKTepHO pa3BUTHE MaXMMEHMHTUTA B IIETHOM OTHele,
IIPUBOMSIILLETO K CAABIEHMIO CIIMHHOIO MO3Tra U IocIeyoleil MyueaornaTun.

CepoieuHo-cocyaucTasi  CcuUcTeMa: CepIeuHo-cocylyucTasi ~ CUCTeMa:  XapaKTepHbI
HEJIOCTaTOUHOCTh W/WIM CTEHO3 KJIaIllaHOB cepAalla (MUTPaJbHOTO, AaopPTaJIbHOTO,
TPUKYCIUIATIBHOIO U JIETOYHOI0). BO3MOKHBI HApyIIeHMUsI PUTMA U IIPOBOAMMOCTH, PEIKO-
KapAMOMMOIIaTHSI BO3MOSKHO apTepuajbHas TUIlepTeH3Us.

)KQJ'IY,ILO‘IHO-KMI.HG‘IH&H cucremMa. reriaTocCIiyieHoMmerajansd, ITIaXOBO-MOIIOHOYHbIE 41
ITYIIOYUHbIE I'PBIKMU.

Kak m nmpu OONBIIMHCTBE pEIeCCMBHBIX OoJie3He KIMHUYECKUI moaumopdusm
orpeie/isieTCs] OCTaTOUHOV aKTUBHOCTbIO (hepMEHTOB M BjMSIET Ha TSOKECTb TeUeHUs U
Bo3pacT gebwoTa. B 3aBuMCMMOCTM OT BO3pacTa [ebiTa Te WIM MHble KIMHUYECKUe
MIPOSIBJIEHMSI MOTYT MMEeThb pAa3/IMUYHYK CTeleHb BbIPAKEHHOCTU. BbIpakeHHOCTH
KnnHudyecknux mnposisiaeHuit MIIC I B pasHOM Bo3pacTe MOKeT BapbupoBaTh (I[IpuiokeHne
A3.3).

Mykononucaxapupos I H - Tsbkenas ¢popma
CuHoHuMbI: cuHApoM ['ypnep, IIpayHaiepa-I'ypiaep cMHIPOM.

OCHOBHbIE KJIMHMYECKME TIPOSIBJIEHMS: 3a/iepskKKa IICMXOMOTOPHOrO Pa3BUTUS, YMCTBEHHAsI
OTCTaJIOCTh, TpyOble uepThl JNMIlA, MOPOKM KJIAIaHOB cephlla, MOMYTHEHMe pPOTOBUIIbI,
3aiep>KKa pocTa, TYTONOABUYKHOCTh CYCTaBoOB [1-3].

V mnaumeHTOB ¢ cuHApoMoM [ypiep mepBble KIMHMUECKME TIPU3HAKM 3ab0eBaHUS
TIOSIBJISIIOTCSL Ha TI€pBOM ToOAy >KM3HU. B psime cirydaeB, yke € pOXKIeHMs HaOJI0IaI0TCs
HEe3HAUMTEIbHOE YBeJIMUeHNre IIeYeHM, NYIOYHbIe WIM I1aXOBO-MOIIOHOUYHBIE TIPBIKINA.
XapakTepHble M3MEHEeHMsT YepT JIUIA 110 TUIY «Taprouam3Ma» CTAHOBITCS OUYeBUAHBIMU K
KOHITy IIepPBOro roja >XusHu. Ipyrumu Hambosiee 4yacThiIMMU MaHMMECTHBIMU CUMIITOMaMMU
SIBJISIIOTCST TYTOITOJBMKHOCTD MEJIKMX UM KPYIIHBIX CYCTaBOB, KO3 IMOSICHUUHOIO OTHesa



MO3BOHOYHMKA (TTOSICHUYHBIN «TUOYC»), XpOHUUYECKMEe OTUThI M 4YacTble MH(QEKIMOHHbIE
3a00/ieBaHMSI BepXHMUX [bIXaTedbHbIX ITyTeit. [Io mepe mporpeccupoBaHusi 3aboeBaHUS
IIPUCOEONHSIOTCS CUMIITOMBI, CBUIETENbCTBYIOIIME O BOBJIEUEHUM B I1ATOJOTMYECKUI
Mpolecc BHYTPEHHMX OPraHoB, CepIeuHO-IeroyHOi, IeHTpaJbHOi U mnepudepuieckoi
HEepPBHO CUCTEM.

BenyuiumMy HeBpPOJIOTUYECKMMM CUMMIITOMaMM SIBJISIIOTCSI CHVMKEHME MHTeJVIEKTa, 3aepykKa
peyeBOro pa3BUTHS, MU3MEHEHMST MBIIIIEYHOTO TOHYCA, CyXOKUJIbHBIX pedIeKCOB, MOPasKeHUS
yepemnHbIX HEPBOB, CMelIaHHas ¥ HelpoceHCOpHas TYroyxocTb. YacTo HabmomaeTcs
Tporpeccupyloliee MOMyTHeHMe poroBuilbl. ITareHTsl MOrnb6aoT 06bIYHO B Bo3pacTte A0 10
JeT OT OOCTPYKUMM [ObIXaTe/NbHbIX MyTel, pecrnupaTOpHbIX WHGEKIU, CcepaeuHoi
HeOCTaTOYHOCTU.

BHemiHuin BuA. Y  HOBOPOXOEHHOIO XapaKTepHBIX IIPOSIBJIEHUIM He OTMevalorT,
CMMIITOMAaTMKa Yallle BCero pa3BMBAETCS Ha MEepBOM roay (C 2 MecsleB, MHOITA - I103Ke).
XapakTepHbl WM3MEHEHUsI UepT JiMla [0 TUIYy <«Trapromams3Ma», KOTOpble CTaHOBSTCS
OUEeBMIHBIMM K KOHIy TepBOTO roja >XM3HM: OOJblas rojoBa, BHICTyMAloIIue JTOOHbIe
Oyrpbl, MIMPOKME CKYJIbl, 3aMaBIliasi IepeHoCKIla, KOPOTKMEe HOCOBbIE XOJbl C BHIBEPHYTHIMU
KHapy>ku HO3APSIMU, TOTYOTKPBITBIIA POT, OOJBIION SI3bIK, TOJICTbie TyObl. XapaKTepHa
3a7epkKa (MakCUMMa/IbHBIM POCT cocTaBisieT OKoo 110 ¢m), KOTOpPBIM ITOJHOCTHIO
OoCTaHaBiMBaeTcsd K 2-5 romam. IIpu HM3KOM pocTe Yy JeTeil OTMevaeTcs
OVCIIPOIIOPLIMOHAIbHOE TeI0C/IOKeH) e, KOPOTKas 11es.

KoctHas cucrema: CO CTOpOHBI KOCTHO-CycTaBHOM cuctembl ripu MIIC [ BeisgBasieTcs
MHOXeCTBeHHAas CMMIITOMAaTuKa. Y BCeX IMalMeHTOB (GOpMMUPYyeTCs] TYTONOABMKHOCTbh BCEX
TPYIIII CYyCTaBOB, B pe3y/bTaTe KOHTPAKTyp MexK(asaHTOBbIX CYCTaBOB U YKOPOUYEHUS
dananr, obpasyoTcsi medbopmaliuy KUCTe IO TUITY "KOrTUCTOM Jjambl’. Ta3zobempeHHbIe
cyctaBpl copMupoBaHbl HeEMPaBWIbHO, TOJIOBKM OeIpeHHBbIX KOCTeil MaJleHbKMe,
VIJIOIIleHHble ¥ Yy3ypMpOBaHHbIe, xapakTepHa coxa valgum. IloaB3moliHbie KOCTU
MpuoobpeTaloT " TpeyroibHyl" aedopMalio. PeHTreHojJornueckue u3MeHeHMUS, BUIMMbIe
npu cuHApoMe ['ypriep, ONMMUCHIBAIOTCS KAaK MHOXECTBEHHBI OM30CTO3. s IJIMHHBIX
TPyOGUAThIX KOCTEH XapaKTepHO pacuiupeHue nuadusoB, peHTTeHOJIOTMUEeCK) HEeIPaBUIbHO
nposiBisitomyecs: Metadusbl U snudusbl. Kiouniibl yKOpOYeHbI, YTojlleHbl. Pebpa
OTIMCHIBAIOTCSI KaK «BeCJIo0Opa3Hbie», X BepTeOpaibHble KOHIIbI Cy’KeHbI, a CTepHa/IbHbIE -
YTOMIEHbl U paciypeHbl. DajlaHTM KUCTEN U CTOI YKOPOYEHBI, MMEIOT TpanenyueBUaHYI0
dbopmy u pacuipeHHble aadyu3bl. POpMUPYIOTCS TIATUCTIOHAMINS, KO3, KMpOCKOINO3.
[To3BOHKM pacliMpeHbl B IIONIEpeYHMKE, BbICOTA MX YMeHbIlIeHa. B yyacTkax, rae
chopmupoBaH K1U@o3 uian KUPOCKOIMO3, BbISIBJIEHO HeLOPa3BUTHeE MMOIIePEeYHbIX OTPOCTKOB
TT03BOHKOB WJIM UX "sI3bIKOOOpa3sHas" medopmariys.

lLlenTpasibHasgs HepBHasg cucreMa. [Iporpeccupyromye ICUXUYECKME  PACCTPONCTBA
XapaKTepHbl 1J1s1 cuHapoMa ['ypiep, B To BpeMsi Kak ripyu Msarkux dopmax MIIC I (cuHApOMBI
I'ypnep-Illeiie u llleiie) MHTEIEKT MALIMEHTOB MPAKTUUECKM He CTPaJaeT MM HAOMI0Ia0TCsI
JierKyie KOTHUTMBHbBIe HapylieHus. [IcuxomoTopHoOe pasBuTue 1pu cuHapome ['ypiiep uger ¢



3aMeTHBIM BO3PAaCTHBIM OTCTaBaHMEM U JOCTUTaeT MaKCMMaJbHOTO pa3BUTHUS HA YPOBHE 2-
4 JieT, 3aTeM OCTAHAB/JIMBAETCSl U MepexoauT (BMecTe C MOTOPHBIM PasBUTHEM) B CTAIUIO
perpecca, 1O0CTUrasi MoJHOM AeMeHLIMM. OTHAKO CUCTeMaTuuecKue 3aHSITHS, HalTpaBjeHHbIe
Ha pasBUTHE KOTHUTUBHBIX (PYHKIMIA, CIIOCOOCTBYIOT 6oJjiee IIUTEIbHOMY COXPaHEHMUIO
MHTe/IJIeKTa. [loBemeHuecKMe HapyIlleHUs: perpecc KOTHUTUBHBIX (QYHKIMII Hapsay C
TSDKEJION oTepeii ciyxa, HeJOCTaTKOM CHA, BbI3BAaHHBIM OOCTPYKTMBHBIM allHO9, OKa3bIBaIOT
CYIIeCTBEHHOE BJIMSIHME Ha IoBeleHue pebeHka. [lo mepe HapacTaHMsI KOTHUTUBHOTO
nebuiuTa K TMIIEPAKTUBHOCTU M arpeCcCUMBHOCTY MPUCOEAMHSIIOTCS ayTUCTUUECKe YepThI.
MenukaMeHTO3Hasl Tepanusi, HallpaBJeHHass Ha KOHTPOJIb pa3pylIMTeIbHOTO MOBeIeHMS,
yacto ObiBaeT HesdpdekTuBHOM. I[Iporpeccupyiomasi coobmammasIcs ruapomedanus
SIBJITETCS Hambojiee YacThIM CUMIITOMOM CuUHApoMa [ypiep M penKo BCTpedaeTcsl Ipu
msirkux opmax MIIC I tuna (cuuapomax I'ypnep-Illeite u lleiie). IIpu cnaBieHUM COMHHOTO
MO3ra, BbI3BAHHOTO  YTOJILIEHNEM ero obo/siouek  Uau HeCTabMIbHOCTHIO
aTJIaHTOAKCHMAJbHOTO CyCTaBa, OTMEUalOT: HapylleHMe TOXOIKM, MBIIIeUYHYI0 CIab0CTb,
HEYKJIIOXXeCTb TP COXPaHHBIX MOTOPHBIX HaBbIKax U AMCHYHKIMIO MOYEBOTO ITy3bips. [Ipu
TSDKENON dopme 3aboeBaHMsI YacTO HAOMIONAIOTCS CYOOPOTH, UTO TpebyeT IpOBeIeHMs
OIIeHKM HEeBPOJIOTMUECKOTO CTaTyca. Y MalMeHTOB CO ¢J1a00 BbIPpaskeHHbIMM KJIMHUYECKUMM
MpU3HaKaMy CyJOpPOKHBIII CUMHAPOM BCTpedyaeTCs HaMHOro pesxe. I[IporpeccupoBaHue
3a60/ieBaHMS COTIPOBOKIAETCS reHepajM30BaHHbIMU TOHMKO-KJIOHUYECKUMMU
MapoKCU3MaMu, KOTOpbIE 00BIUHO XOPOIIIO MO/ TAI0TCS MOHOTepaIuu
MIPOTUBOIMUIENITUUECKMMM TIperapaTaMiu. KapnaibHbIii TyYHHEIbHbII CUMHIPOM — 4YacTas
HeliponaTus caaBjieHUs Y IallMeHTOB B Bo3pacTe OoT 5 go 10 neT m B3pociabiX. Ilpu
OTCYTCTBUM JIeUeHUSI MOXKeT TIpUBECTM K HeoOpaTUMMON KOHTpaKType IUCTaJIbHbBIX
MeskdamaHrOBBIX CYCTaBOB, a TaKXKe K HapYIIeHMIO MU MOoTepe YyBCTBUTEIbHOCTU I€PBbIX
Tpex MajblleB U Mape3y Mbllil, TeHapa. K cokajeHMio, MalMeHTbl PeIKO COOOIIAIT O
00J1eBbIX OLIYIIEHMSX, TI0KA He TIPOUCXOAUT MOoTepst QYyHKIIUN.

CepneuHo-cocyaucras cucreMa: Bemencrsue otnoxkenust Al ¢ paHHero Bo3pacrta KiaaraHbl
cepaia YTOJIIAIOTCSI, BO3HMKAET perypruTanusi, 1Mbo cTreHo3. B psige ciiyuaeB BO3MOKHO
dbopmupoBaHme runepTpoduMt MBIIIEYHON TKAaHU Cephlla, YyMeHbIlIeHe ee 3JIaCTUUYHOCTH,
HapyllleHye IMIPOBOAVMOCTH, TOPaskeHe KOPOHAPHBIX apTepuii.

Yame BCTpeuvaeTcs IIAaTOJOTMS K/IAalaHOB cepAala (HeOOCTaTOYHOCTb WM/MIU  CTeHO3
MUTPATbHOTO, aOPTAILHOIO, TPUKYCHUAAJIBHOTO U JIETOYHOTO KJ/araHoB). MMeer mecTo
MOopakeHue KOPOHAPHBIX COCYAOB. MarucrpasibHble cocyabl y mnanueHToB ¢ MIIC moryt
MMeThb YTOJILEeHHbIEe CTeHKM, HO MPU 3TOM ObIThb CY)XEHHBIMU WM OUIATUPOBAaHHBIMU. B
CBSI3U C CYKeHMeM apTepuit, y TakKuxX MalMeHTOB MOSABJSIOTCS KIMHUYECKU BbIpakKeHHas
apTepuasabHas TIuUNepTeH3usaA. BO3MOXHO paclivpeHKMe BOCXOOAlIeld 4YacTu aopThl, U
3HAUUTeJIbHOE YMEeHbIlIeHe JJaCTUYHOCTM CTeHOK aopTel. IIpu Kapauommomnatuu
(MHQUABTPATUBHOI) BBISBISIETCSI TUIlepTPOPUS MMUOKapHa WM OuiaTalys Kamep cepala.
Nmeer MecCcTO HapylleHMe pUTMa U M[POBOOUMOCTM ceprua. TedyeHue ceproeyHOM
HepmocratouHoctT (CH) mpu MIIC wmmeeT mnporpeccupyrommii xapakrep. TpygHOCTH
OUArHOCTUKM  3TOTO  COCTOSIHMSI  CBSI3aHbl € HeCHeUM(@UUHOCTBbIO  KIMHUUYECKOM



CMMIITOMaTUKM,  OTCYTCTBMEM  Kaj00,  XapaKTepHbIX  IPU3HAKOB  HapylIeHUS
KpPOBOOOpallleH!sT Ha paHHUX 9Tallax ee pa3BUTHS.

OpI‘aHbI ObIXaHMS: 4YaCTbie pecCIIMpaTOpHbIE 3abomeBaHNus B Bujge pPMHUTOB, OTUTOB.
Haxkomnnenue I'Al' B MMHOa/IMHAX, HaAropTaHHMKeE, a TaAKXKe B Tpaxee IMIPUMBOAUT K YTOJIIIEHWIO
M CY>XKEHUIO IbIXaTeJIbHbIX HYTEVI U pa3BUTUIO O6CTIJYKTI/IBHOI‘O dITHO3.

OpI‘aHbI 3peHNd: IIOMYTHEHHME U IIMT'MEHTHAA AereHepauysa poroBmiibl, I'iaykKoMad.

)KEJIY,ZLO‘—IHO-KMHIG‘—IH&H crucreMa. TreriaToCiieHoMerainsda, Aauapesd B pdHHEM BO3pacTe,
ITyIIO4YHasd W/VIN TIaX0Bast I'PBDKMN.

Ha mo3gHux cTagusix y OeTeil BBISBISIOT TYTOyXOCTb, CHVDKEHME 3peHUSI M YMCTBEHHYIO
OTCTaIO0CTh.



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

HOuarno3 MIIC tun [ ycraHaBiauBaeTCsl Ha OCHOBAHUM COBOKYITHOCTU: aHAaMHeCTUYECKUX
OAHHBIX,  KJIMHUYECKMX  [TaHHBIX, pe3yJIbTaTOB  JIaOOpaTOPHOTO  MCCAedOBaHMUS
(6MOXMMMYECKOTO ¥ MOJIEKY/ISIPHO-TeHEeTMYeCKOTO aHa/In3a).

llupgpepenyuanvHas duazHocmuxa npogodumcsa ¢ Opyeumu munamu MIIC, ansha-
MAHHO3UO0030M, NO30HUMU (opmamu 2aH2auU03ud0308, MYKOJUNUOO30M, HEUH(pEKUUOHHbIMU
noauapmpumamul, nugusapHeimu ducnaasusmu [5, 7].

ITayuenmam ¢ ycmanossieHHoiM duazHo3om MIIC I nposodumcs duHamuueckoe HabnodeHue
(cpedusas wacmoma npoeedeHusi KoHcyabmauuii u obciedosarus npedcmasneHa 8 IpunoxceHuu
A3.4).



2.1 J)Kay1o0b1 M aHAMHeE3

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

® 0mszouleHHblll cemeliHblli aHamHe3 (CXOOHble CUMNMOMbl Yy POOHbIX Opamees U cecmep
npobaHoa, 6au3kopodcmeerHulii 6pax);

® HU3Kuli pocm;

e 02pybneHue uepm auUd;

* yacmele pecnupamopHsle 3a00J1e8aHUSL;

® CHUMEHUe Cyxa;

® CHUMEHUE 3peHusl;

* MHOMecmeeHHblli Odu3ocmo3 (depopmauuu uepena, 2pyoOHOlUl Kaemku, NO380HOUHUKA,
KOHeuHocmeli);

* HapyuleHue 0CaHKU - Kuho3, CKouos;

e peyudusupyrouiue 2povixcu (Yauje 08yCMopoHHUE);

* NOMymHeHue po208ulbl;

* yxyouieHue nepeHoCcuUMOCmu (usuieckux Hazpy3ox;

* c1abocmb 8 KOHEUHOCMSX;

*  My20n00d8UXCHOCMb 8 CYCMABAX;

* mpyodHocmu nodsema U3 NOJOHEHUS CUOSL U JIEXA;

® U3MeHeHUe NOX0OKU;

® HeJI08KOCMb MEJIKOLl MOMOPUKLU;

* HapyuleHue KOHMpos 3a GyHKUUSMU MA308blX 0P2aH08;

® (NHO3 80 CHe.

e JKanobwsl u aHamHe3 makxe ONUCaHsl 8 pazoene «KAUHUUecKas KapmuHa.



2.2 dusmuKajabHOE 00Cc/IenoBaHue

[Ipy ocMoTpe HeoOXOOMMO OOpaTUThb BHMMAaHME HAa OCHOBHbIE KIMHMUUYECKME MPOSIBJIeHMUS
MIIC I:

e 2py0ble uepmol AUUA;

® HU3KOPOCT0CMb;

*  My20n0d8UMCHOCMb CYCMasos;

* NOMymHeHue po208ulbl;

e zenamomezanus;

* CnjeHomez2anus;

® NAxX080-MOWOHOUHbIE U NYNOUHBLE 2PbIXHCU (08YCMOPOHHLUE).
e cepdeuHvle WyMbl

ITodpobHo danHvle puuKanbHozo 006¢1e008aHUS ONUCAHBL 8 pa3desie «KIUHUUECKAs KAPMUHa».



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

OcHogHble 1abopamopHsie Memodsl nhodmeepxcoeHus duazHoza MIICI exnouaiom onpedeneHue
akmugHocmu epmenma anvpa-L-udypoHuoassl, KOJUUECMBEHHDIU U KAUeCMBEHHbIll aHAIU3
TAT' mouu u monexkynsipHo-zeHemuueckue uccnedosarus zeva IDUA. [laHHble uccnedosaHus
npo8oosiMcs 8 CeUUAIU3UPOBAHHbIX 2eHeMuUUecKux 1abopamopusix.

e PeroMeHayeTCsI C 1e/bI0 MOATBEPXKIEHMUS OAuarHosa u ycraHosjaeHus tuna MIIC Bcem
rnanyueHTaM  oOmpenejeHue  YpPOBHSA  IMIMKO3AMMHOIIMKAHOB  MOYM  (KOMILUIEKC
MCCIIeqOBAHU 11 AMarHOCTUKY MyKoIlonucaxapugosa i I) [7, 8].

VpOBEHb YGE,Z[MTEJIBHOCTM PEKOMEHIAIINN C (YpOBeHb JOCTOBEPHOCTU JOKA3aTE/IbCTB
- 5).

KommeHTapwii: danHolii mecm 58715€mcst 00HUM U3 Nepevix No0meepHoaruiux OUOXUMu4ecKux
mecmos ons MIIC I muna. IIpu KonuuecmeeHHOM aHANU3E BbiSIBJISAI0M  NOBbIUEHUE
koHuyenmpayuu I'AI' ¢ mouoti, npu nposedeHuu snekmpogopesa I'AI' (Inekmpodopemuueckoe
uccnedosaHue 2aUKO3aMUHOIUKAHO8 MOUU) - NOBbIUEHHYH IKCKpeyuto depmamaHcynspama u
zenapaHcyisama ¢ mMouoii. dmu usmeHeHus Habawdaromes maxkxe npu MIIC II, VII munos.
Yposenwv I'AI" ssenssiemcsi 8o3pacm-3asucumvim napamempom. Takxce npu nezkoii popme MIIC 1
KoHueHmpayus I'AI" 8 moue moxcem 6blmb JUULL HE3HAUUMETLHO NOBbILUEHA.

Hccnedosarnue nposodumcsa 8 OuHamuueckom HabawdeHuu navueHmam, noaydarum
(epMeHMHYIO 3amecmumesnbHyl) mepanurw ¢ uacmomoti He pexe 1 pasa 8 6 mecsyes,
nayueHmam , He NOJIYUAOWUM (HepMeHMHYI 3amecmumensbHyo mepanuio - He pexce 1 pasa 8
200.

e PekoMeHOOBAaHO BCeM IlallMeHTaM i noaTBepxkaeHus nuardHo3a MIIC I onpeneneHue
aKTUBHOCTU ajbda-L-maypoHnmasel B KyabType (GuoOpoOsIacToB, M30JMPOBAHHBIX
JIeKOIIUTOB, IMOO0 B MSITHAX KPOBU, BbICYIIIEHHbIX Ha (GWIbTPOBaIbHOM Oymare (puabTp
N2903) (koMILIeKC MccaenoBaHMUii 11 AMAarHOCTUKY MyKoTlonucaxapugosa i I) [2,7,8].

VpoBeHb yoenuTeabHOCTH pekoMeHAanuy C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTe/IbCTB
- 4).

KoMMeHTapum: nokasamenu S6J510MmMcsi 0CHOBHbIMU abopamopHbsimu Kpumepusmu MIIC 1
muna. Y nauuedimos ¢ MIIC I muna onpedensemcsi CHuxeHue akmueHocmu anvpa-L-
udypoHuoaswl.

e PekoMeHAyeTCsl BCeM ITaliMeHTaM CO CHIDKEHHON aKTMBHOCTbIO ¢depmeHTa anbda-L-
UOYPOHMIA3LI C LeNbl0 TOATBEPXKAEeHMS OMarHo3a Ha MOJeKY/ISIPHO-TeHeTUYeCKOM
YpOBHe npoBeneHne uccinenosanus resa IDUA [9, 10].

VpOBEHb YGeI[MTeJIbHOCTM PE€KOMEHIJAINN C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
— 4).



KommeHnTapum: mecm Heobxodum 015 eepugukayuu ouazHo3a HA MOJEKYAIPHO-
2eHemuueckom ypoeHe. BoisieneHue cemetiHoti mymauuu 2eHa IDUA denaem 803MOMCHBIM
obcnedosaHue podCcmBeHHUKO8 npobaHoa, a makxie nposedeHue NPeHamaibHou U
npeuMniaHmayuoHHol duazHocmuku. bonswuncmeo mymayuti y nayueHmos ¢ MIIC I mozym
OblMb BbISIBIEHBI C NOMOUDBI0 ceKeeHUposaHusi no CaHzepy 8cex IK30HO8 U npuiezarniyjux K HUM
yuacmkos8 UHMpPOHO8 2eHd, HO 8 HeOONbWOM NpoyeHme Cayuaes Mymayuio ¢ npumeHeHuem
cmaHoapmubwix Memodos 0OHapy#cums He yoaemcs.

B coomeemcmeuu ¢ Ilpuxkazom MuH3dpasa Poccuu om 13 oxmsabpsa 2017 2 N2 804n «O6
ymeepycoeHuu HOMEHKIamypvl MEOUYUHCKUX YCTy2» Ha38aHue ycayeu: Komnnexkc uccnedosaHutl
0711 duazHocmuKu mykonoaucaxapudosza mun I

e PekomeHpayeTcs BceM mnaiineHTam ¢ MIIC I mpoBeneHme aHaMM3a KPOBY OMOXMMUYECKOTO
001eTepaneBTUUYECKOTO IS omnpeneneHnus: (YHKIMOHAIBHOIO COCTOSIHUS II€YeHM,
KOTOpasi  sBJsSeTCS OOHMM M3 oOpraHoB-muineHeir 1nipu MIIC (omnpenensitor
anaHMHamMuHoTpaHcdepasy (AJIT), aciapratamuHoTpaHcdepasy (ACT), o611t 1 TpSIMOit
OUMMpy6MH, X0MeCcTepuH, TPUIINLIEepUIbl. [27,45].

VpOBEHb Yﬁe,Z[MTe.leHOCTM PEKOMEHIAIINN C (YpOBeHb JOCTOBEPHOCTU JOKA3aTE/IbCTB
- 5).

KommeHTapum: ucciedosarue nposodumcs He pexce 1 pasa 8 6 mecsyes

e PekomeHpayercsi Bcem mauyeHtam c¢ MIIC I mpoBemeHme o0611ero (KIMHUIECKOTO)
aHaimm3a KpoBu (OOmMI (KIMHUYECKUI) aHaAM3 KPOBU pas3sBEPHYTHIN) [JIS OIEHKU
OCHOBHBIX I1apaMeTpOB KPOBETBOPEHMSI U BbBISIBIE€HUSI BO3MOXXHBIX MHQEKIMOHHbBIX
IIPOLeCCoB [27].

VpOBEHb YGE,Z[I/ITEJIBHOCTM PEKOMEHIAIINNU C (ypOBeHb JOCTOBEPHOCTU NOKA3aTE/IbCTB
- 5).

KoMMeHTapum: 8 (853U C BbICOKUM PUCKOM pa3gumusi UHMepKyppeHmHbvlx UHpekyui,
acnupayuoHHoli nHesMoHuu y nayueHmos ¢ MIIC pekomeHdyemcs nposedeHue OaHHOZ20
uccnedosarus He pexce 4 pas 8 200.

¢ PekomeHpayeTcs BceM manyerTam ¢ MIIC I mpoBemeHne o61ero aHaam3a MO4YM He pexke 2
pas B Tof, I/l OLIeHKM COCTOSTHUSI MOU€eBbIBOSIINX MTyTel U movek [1, 2, 5].

VpoBeHb yoenuTeabHOCTH pekoMeHAauuy C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB
- 5).

KoMMeHTapum: 8 (853U C 8bICOKUM PUCKOM passumusi UHMepKyppeHmMHslx UuHpexyuti y
nauuermos ¢ MIIC pekomeHdyemcst npogedeHue 0aHH020 UCCIE008AHUS HE pexce 2 pa3 8 200.

e Pekomenpnyercs BceMm mnanuentam ¢ MIIC I mpoBegeHue mcciaenoBaHms KOaryaorpaMMbl
(AKTMBMPOBAHHOE YyacTUYHOE TPOMOOILJIACTMHOBOE BpemsI Ornpenenenne



IIPOTPOMOMHOBOIO  (TPOMOOIIJIACTMHOBOrO) BpeMeHM B  KpoBu, OrmpeneneHue
TPOMOMHOBOTO BpeMeHM B KpoBM, lcciaemoBaHue YypoBHSI ¢uOpMHOTeHA B KpPOBHU,
Omnpepnenenne KOHIeHTpauuu [I-gumepa B KPOBU) MIJIS OLEHKM COCTOSIHUSI CHCTEMBI
KOaryJ/siiyy ¥ CBOeBpeMeHHO MTpoDUIaKTUKM pasBUTHUS TPOMO030B [28].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanum C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 4).

e KoMMeHTapum: uacmoma ucciedosamus, 8 cpedHem, 1 p 8 200, npu Heobxodumocmu — uauie
(nepeo KaxviM onepamuBHsIM 8Meulamenscmaam,).

e Pekomennyercs BceMm mnammeHtam ¢ MIIC I mpoBenenue WcoiemoBaHusi ypoBHSI N-
TepMMHAJIbHOTO (hparMeHTa HaTpuitypeTndeckoro mpormentuaa Mmo3roBoro (NT-proBNP)
B KpOBM [ CBOEBpPeMEHHOM [OUArHOCTUKM  CepOeuyHoil  HeOOCTaTOYHOCTH,
onddepeHIIManbHOM OMArHOCTUMKM C  OABIIMIKONM, BBI3BAHHON  peCcruMpaTOPHbIMU

npobsieMaMu, JJIsI pelieHus] BOIIPOCOB O CTapTe/KOPPEKLMM KapAMOTPOITHOM Tepamnmu
[28].

YpoBeHb yoenuTenbHOCTY pekoMeHanyy C (YpOBeHb JOCTOBEPHOCTM JOKA3aTeNbCTB — 4).



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCcCIeJOBaHUS

e Peromenpyertcs naimyerntaMm ¢ MIIC I mpoBegeHne MarHMTHO-Pe30HAHCHOI ToMorpadgumn
OpPraHOB OpPIOIIHOM MOJIOCTY W/MAM KOMIIBIOTEPHOIV Tomorpaduu OpraHoB OpPIOIIHOMN
TOJIOCTU M/WUJIN YAbTPa3BYKOBOro ucciaenoBanus (Y3U) opraHoB OpIOIIHOM TOJIOCTU
(YnbTpa3BykKOBOe  MCC/IelOBaHMEe OpPraHoOB  OpIOIIHOM  IOJOCTM  (KOMILIEKCHOE),
YIbTpasByKOBOe MCCIefOBaHMe IleUeHU, YIbTPa3BYKOBOE MCCIegOBaHMe Cejie3eHKU) C
1LIeJIbI0 BBISIBJIEHUS YBEJIMUEHUIT pa3MepOoB MeYeH U cejie3eHKu [1].

VYpoBeHb yoenuTeabHOCTH pekoMeHganumn C (YpOBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

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

Bbibop memooda uccnedosaHuss — no UHOUBUODYAIbHBIM NOKA3AHUSM UCX0051 U3 803MOMCHOCMe
nayueHma U  KJAuHuueckoli  nompebHocmu. Ilpu  Heobxodumocmu  NpuMeHsIemcs
avecmesuosiozuueckoe nocobue. Yacmoma, 8 cpedHem, 1 pas 6 200.

e PexomMmeHpayeTCsl C 11e/IbI0 BBISIBJIEHMSI MHOXXECTBEHHOI'O AM30CTO3a BCeM IlalMeHTaM C
MIIC 1 mpoBemeHue peHTreHorpaduy IIEHHOTO, T'PYOHOTO M MOSICHUYHOTO OT/ena
TO3BOHOYHMKA, a TakXke peHTreHorpaduy BepxXHMX M HUKHUX KOHeuHocTeix [1, 2, 5].

VYpoBeHsb yoenuTeabHOCTH pekoMmeHaanum C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KoMMeHTapum: 8bi6/510MCs1  MHOXCECMBEHHble OU30CMO03bl  cKagouepanus, zunoniasus
3y0608udHo20 ompocmka  C2-no3eoHKa, dopconomOanvHelli  Kugo3 8  pe3yibmame
NAamMucnoHOUNUU, NOSICHUUHBIL 2unepnopdo3. Onpedensiomcs wupokue pebpa, Kopomkue
U302HYMble KAUUUbL, 2UNONJIA3US 20J1080K NJleuesdslx Kocmeli u eapycHas degpopmayus nieuesslx
Kocmeti 8 NpOKCUMAJIbHbIX omdenax, ducmanvHole Inupu3sl Kocmeti npednyieusst CKOWeEHsl 0py2 K
opyzy. 3adepxika (opmuposaHusi 10ep okocmeHeHus. IIscmHvle Kocmu Kucmetli YyKOpoueHsl U
CyHEeHbl — «3A0CMPEHBL» 8 NPOKCUMANBHBIX 0MOENAX, «CKOUWEHHOCMb» 8ePMIIYHCHbIX 8NAOUH,
dehopmuposativle, ynaoujeHHvle 207108KU OedpeHHblx Kocmell U 8anveycHas depopmauus weex
b6edpeHHbIx Kocmell.

Yacmoma nposedeHus ucciedosaHuli — He pexce 1 pasa 8 200.

e PekomeHpayercst BceM mnauyeHntam c¢ MIIC I mpoBemeHue sjeKTpoHeiipomMuorpadpum
(3HMT) (3nexkTpoHeiipomuorpadus CTUMYISIIIMOHHASI OJHOI'O HepBa, AineKTpoMuorpadus
CTUMYJISILIMOHHAS CPeIMHHOTO HepBa, JneKTpomuorpadusi urojbuaTas), Ojs OIeHKU
(YHKIIMOHAIBHOTO COCTOSIHMSI MBIIIEYHbIX TKaHel, HepBOB M HEePBHO-MbIIIEYHO
nepenaum [1, 2, 5].



VpOBEHb YGeI[MTeJIbHOCTM PE€KOMEHIAINN C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

KommenTapum: cmumynayuorHas SHMI noseonsem onpedenums coasneHue cpeouHH020
Hepsa daxce 00 NOSABIEHUS CUMNIMOMO8 U JONHCHA NPOBOOUMbBCS, HAYUHAS C 803pacma 4-5 nem
exce200Ho.

e PekoMeHJOBaHA KOHCY/JbTallMd Bpauya-OTOPUHOJIAPUHIOIOra U Bpayda-CypAosora-
OTOPMHOJIAPUHTIOJIOTa, TpoBefdeHue ayauoMerpun BceM mnauueHtam ¢ MIIC I ¢ wesnbro
BbIsiBJIeHUs1 Tyroyxoctu (ToHasbHas ayauometrpus, PeueBasi ayguometpus, KWrposas
ayouomMeTpusi, Peructpanusi BbI3BaHHbIX aKyCTMUYECKMX OTBETOB MO3ra Ha IOCTOSIHHbIE
MoZLynupoBaHHble TOHBI (ASSR TecT)), SHAOCKOIMS HOCOIJIOTKM M TOPTAHU OJISI OLIeHKU
CTelleHU TuUrepTpoduu aJeHoOUI0B M MUHIIMH (DHAOCKOIIMYECKas SHIOHAa3ajJbHas
peBMU3MSI MOJIOCTM HOCA, HOCOTJIOTKM, IMM(bapUHTOIapUHTOCKONNUS, DTNU(apUHIOCKOIMS
BUAeosHIockonuueckasi) [1, 2, 5]. [Ipy momo3speHUM Ha CHUKeHME CyXa HeobXOoAumo
TpOBeJleHMe OTOAaKyCTUUECKO SMUcCUM (IIpU OTCYTCTBUM 3SKCCYIAATUBHOTO OTUTA)
(UccnemoBaHye BbI3BAHHOM OTOAKYCTUUECKOM d3MUCCUU, MiccienoBaHme 0TOaKyCTUUEeCKOM
SMMCCUM HA YaCTOTe MPOAYKTA UCKAKEHMS).

VYpoBeHb yoenuTeabHOCTH pekoMeHaanum C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTe/IbCTB
- 5).

KoMMeHTapum: myzoyxocms pasHoli cmeneHu 8ulpaiceHHOCMuU XapakmepHa Ons O0aHH020
3abonesarus. OHa moxcem 6bimb KOHOYKMUBHOL WU HelipOCEeHCOPHOLL WU HOCUMb CMELUUAHHDbLI
xapakmep. Pannee 8vis8/1eHUE MY20yX0CMU N0380J51em YAYUUUMb KAUeCm80 HU3HU NayueHmos,
obecneuums um Jiyduiee obuieHue u ooyueHue.

Ayduomemputo cnedyem npogooums He pexce 1 pasa e 200. Yacmoma ocmaibHuiX UCCIE008AHUL
onpedensemcst UHOUBUOAYAIbHO.

e PekOMeHIOBAaHO IMpoOBeleHMEe MCCaen0oBaHMs GYHKIMUM BHellHero nabixanus (OBII)
MeTOIOM cIipoMeTpum BceM nanyeHTam ¢ MIIC I, criocoGHBIM BBIMIOJIHUTD TPeOyeMbli
IbIXaTeJIbHbII MaHeBD AJ1s1 OlleHKM 3G (PeKTUBHOCTM IMPOBOAMMOI Tepamnuu, KOHTPOJS 3a
COCTOsSTHMEM OPOHXOJIeTOUHOI cucTeMbl (B cpeqHeM, 1p/6 mec). [1, 2, 5].

VpOBEHb YGe,I[I/ITeJIbHOCTI/I PEKOMEHIAINN C (YpOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 5).

KommenTapum: 8 coomsemcmeuu ¢ Ilpukaszom MuH3dpasa Poccuu 13 oxmsabpa 2017 z N°
804u om «0O6 ymeepxdeHUUu HOMEHKAAmMypsl MeOUYUHCKUX Ycaye»: HccaedosaHue
HecnpoeoyuUpo8aHHsIX dbixamebHolx 005eM08 U N0MoKos, Hcciedosanue dvixamenbHolx 005eM08
C NpuMeHeHUeM JIeKapCMeeHHbIX NPenapamos.

¢ PekoMeHAOBaHO MpoBefeHue [IpuileabHOM peHTreHOrpadu OpraHoB TPYAHON KIETKU
BceM namyeHTaM ¢ MIIC I ¢ Lenbio oueHKM aedopmMaiinii IpyqHOM KJIeTKU U U3MeHeHU



JIeTOYHOM TKaHMu [29].

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

KoMMeHTapum: npu Haaiuvuu ayckyJ1smamueHslx U3MEHEeHULl 8 JlezKUX makiyee caedyem
paccmompems npoeedeHue O0AHHO20 UCCNE008AHUSL 8 (853U C B03MOMCHOCMbI0 PpA38UMusl
nHeemoHuu y nayuermos ¢ MIIC1. KpamHocms ucciedosanus onpedensemcs uHousudyaivHo, 8
cpedmem, 1 p/2 200a

e PekoMeHIOBAHO MpoBefeHMe deKTposHLedanorpadumu (33I) Bcem nauyenTam ¢ MIIC
[ ¢ uenb0 CBOEBPEMEHHOIO BBISIBJIEHMSI STMAKTUBHOCTM, HAa3HAUYEHUSI UM KOPPEKIUU
tepanuu [30].

VpOBEHb YGe,Z[MTeJIbHOCTI/I PE€KOMEHIAINN C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
— 4).

KoMmenTapwuii: kak Haubosnee uHgpopmamusHyro memoouxky 0aHHoz2o ucciedosaHus ciedyem
8bl0UpamMv 3n1eKmposHyedantozpagpuro c 8U0eoOMOHUMOPUHZOM.

Hccnedosarue cnedyem npogodums exce2o0H0 npu omcymcmeuu pomugonoKasaHuii.

¢ PekoMeHIOBaHO IIPOBeIeHMEe TTOIMCOMHOrpadun/KapaupecnupaTopHOrO MOHUTOPUHTA
nauedntam MIIC I ¢ nomo3peHMemM WaM IIOATBEPKOEHHBIM OMArHO30M CHHIpPOMA
00CTPYKTMBHOTO aIlHoO3 cHa [1, 2, 5].

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

KommeHTapumu: 0718  dudzHocmuku  0OCMpPYKmMueHoz0  anHod  CHA  NpPoB8OOUMCs
nonucoMHozpaus/kapouopecnupamopHslili MOHUMOPUH2, KOmMopasi Nno3eoJisiem onpedeaums
xapakmep OblXAMmeNbHbIX HAPYWeEeHUL (UCKIUUMb YeHMPAlbHblll 2eHe3, C853b C 2unepmpoueli
adeHoudos, cepoeuHolli HedOCMAamMoOUHOCMbH) UAU KOMNJEKC NPUuduH), Namosozur cepoeuHo-
cocyducmoti cucmemol. HccnedosaHue nposodumcs He pexce 1 pasa 8 200.

B coomeemcmeuu ¢ Ilpuxkazom MuHn3dpasa Poccuu 13 okmsabpsa 2017 2 N® 804H om «O6
ymeepHoeHUU HOMEHKAAmMypsl MeOUYUHCKUX YCIye» Hem ycayau «IlonucomHozpagus», 8 cés3u ¢
ueM  B03MOXCHO  UChO/Mb308aHue  Habopa  yciye: AnekmposaHyepanozpapus ¢
8U0eOMOHUMOpUH20M, CymouHoe MOHUMOPUPOBaHue apmepuansHoz2o dasieHus, Pecucmpayus
271eKMpoKapouozpammel, MonumopuposaHue a71eKkmpokapouozpagpuyeckux OaHHbILX,
Xonmeposckoe MOHUMoOpuposaHue cepdeuHozo pumma, Pacwugposka, onucaHue u
uHmepnpemauus saekmpoxapouozpaguueckux 0aHHsix, IneKmpomuozpadusi HaKoxcHas (00Ha
aHamomuueckas 30Ha), Inekmpookyaozpagus, OnpedeneHue napuyuaibHo2o0 0asyieHust
KUCn0poda 8 MsizKux mkaHsax (okcumempus)).



e PexomenmoBaHo ImpoBeneHue IKI, Ixo0-KI, xontepoBckoro moHutopupoBanus: IKI' u
CYTOYHOTO MOHUTOPUPOBAHUS apTepuaJbHOro nasjieHusa BceM mnauueHtam ¢ MIIC I mas
OLIEHKM COCTOSTHMSA ceppua [31].

VpOBEHb YGEI[MTGJII)HOCTM PE€KOMEHIAII NN C (YpOBeHI) JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

KommenTapum: pezynspHoe nposedeHue IKI, Dxo-KI, xonmeposckoz0 MOHUMOPUPOBAHUS
IKI, cymouH020 MOHUMOPUPOBAHUSL APMEPUANbHO20 0asjeHuss HeoOXo0umo nauueHmam c
O0aHHOTUl namoJiozuetl, Mmak KaxK ¢ paHHez20 603pacma y HUX ommeuanmcs cepoeuHo-cocyoucmsle
HapyuieHusl. Yacmoma ucciedosaHuii, 8 cpedHem, He pexce 1 pasa 8 200.

B coomeemcmeuu ¢ Ilpuxkazom Mun3dpasa Poccuu 13 okmsabpa 2017 2 N° 804H om «0O6
ymeepyoeHuu  HOMEHKAamypsl — MeOUUUHCKux  yciye»:  CymouHoe  MOHUMOPUPOBAHUE
apmepuanvHozo daeneHus, Pezucmpayus asnekmpokapouozpammsl, MoHumopuposaHue
anekmpokapouozpaguueckux O0aHHsix, Xonameposckoe MOHUMOPUPOBAHUE cepieuH020 pummada,
Pacwugposka, onucauue u uHmepnpemayus 31eKmpoxapouozpagpuueckux OaHHblXx,

e PexomeHpoBaHO BceM mnanyenTam ¢ MIIC I mpoBefeHMe KOMIIbIOTePHO ToMorpadum min
MarHMTHO-pe30HaHCHOW Tomorpaduu (MPT) romoBHOro mosra M IIeTHOTO OThena
TO3BOHOYHMKA C 11eJIbI0 BBISIBJIEHUSI KOMITPECCUM CIIMHHOIO MO3Ta U ruapoiiedannuu, B
cpenHem, 1 p/2 ropa [1].

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

KommenTapun: HecmabuibHocms amiaHmoakcuaibHo20 COUsieHeHUst MOxcem 0blmb 8bisi8/1eHA
npu peHmezexozpaguu uietiiozo omadena n0360HOUHUKA C (PYHKUUOHANIbHBIMU NPOOAMU, 00HAKO
0ns. nodmeepxoeHuss KOMnpeccuu CnuHHO20 Mo032a 8cjedcmeue ymoJujeHus e2o0 000104eK U
Gopmupyowuxcsas avomanuiti no3eoHkos mpebyemcsi nposedeHue MPT u/unu KT. B
coomeemcmeuu ¢ Ilpuxazom MuH30dpasa Poccuu 13 okmsabpa 2017 2 N° 804H om «O6
ymaeepucoeHuu HoMeHKAamypovl meouyuHckux ycaye»: KT (MPT) weiiHo20 omdena n0380HOUHUKA:
MazHumHo-pe30oHaHcHas momozpagus uieu, CnupaipHas KOMnslomepHas momozpagus uieu.

e PekomenaoBaHO naunyeHtam ¢ MIIC I mpoBeneHue uccieqoBaHMUs MepeaHero cerMeHTa
I7la3a MeTOIOM OOKOBOTO OCBEIIeHMs, W3MepeHMe BHYTPUIVIA3HOTO [IaBJIEHMUS
(OdTanbMOTOHOMETPHS) U OLIeHKA COCTOSIHUS rnasHoro aHa (OdTanbMockonys, OcMOTp
nepudepun I71a3HOrO AHA C MCIIOJAb30BaHMEM Tpex3epKajlbHOWM MH3bl [OonbaMaHa,
buomukpodororpaduss raasHoro AHa C MCHOJb30BaHMeM (YHIyC-KaMepbl) C IeJbI0
BBISIBJIEHNMSI TJIAYKOMbI, USMEHEeHUS MPO3PAYHOCTU IJIA3HBIX Cpel U COCTOSSHUS CeTUYaTKU

[1].

VpOBEHb YGe,I[I/ITeJIbHOCTI/I PEKOMEHOAINN C (ypOBeHb JOCTOBEPHOCTU NOKa3aTEC/IbCTB
- 5).



KommenTapumu: Kpamuocmo ucciedosatuii, 8 cpedHem, 1 p/200.

Y nayuenmos ¢ MIIC I ommeuaemcs paHHee HepABHOMEPHOE NOMYMHEHUE po208uuibl. B
dasbHeliwem passusaemcs 21ayKkoma, nuzmeHmuas oucmpogus cemuamku. Pedko - omek ducka
3pumesibH020 Hepaa.

e PexomengoBaHO BceM mnanueHtam ¢ MIIC I Tuma mpoBegeHue 6 MUHYTHOTO TeCTa
XonpObl (6MTX) mpu [OMarHoCcTMke WIM C MOMEHTa BO3MOXKHOCTM IIallMeHTa K
BBITIOJIHEHUIO TeCTa C LeJbl0 OIeHKM (PM3nuecKkoii BbIHOCAMBOCTM IIallM€HTOB, B TOM
yucie, Ha pOHe Tepanuu JJapoOHUAA30ii. [32].

VpOBEHb YGEI[MTGJII)HOCTM PE€KOMEHIAII NN C (YpOBeHI) JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

KommenTapum: Tecm 6-MuHymHot X00u0bl s67asemcsi 00HUM U3 Haubojee NnpocmoiX U
00OCMYNHbIX 8 MUPO0BOLl Nnpaxkmuke cnocob08 OUEHKU BblHOCIUBOCMU U (PYHKYUOHATbHBIX
B03MOMCHOCMELl NAUUeHmMos ¢ Kapouonozuueckoli U Jie20uHOU namosaozusimu, a Mmakxxe
8bISIBJIEHUSI MAKOBbIX, 8 MOM uucie u y demeii. Jucmaruuio, npotideHHyw 8 meueHue 6 MuH
(6MTX), usmepsitom 8 mempax, oueHusarm 8 JuHamuke MUHUMymM 1 pas 8 200. u cpasHU8arm ¢
OdaHHbIMU npedbldyule2o ucciedosarus. Ipunoxcerue A3.5.

HccnedosaHue cnedyem nposodums He pexce 1 pasa 8 6 mecsyes npu yca08uu 803MOXCHOCMU
8bINOJIHEHUSI NAUUEHINOM.

e PekomeHpmoBaHO mnanueHTam ¢ MIIC I KOHTpoO/Nb MHUHeEpPANbHOM IUJIOTHOCTU KOCTeM
(PEeHTreHO4eHCUTOMEeTPUS) IIPU MePBUUYHON OMArHOCTUKE U B Ipoliecce IMHAMUUYeCKOro
HabmogeHus [33].

VpOBEHb Y6e,I[I/ITeJIIJHOCTI/I PEKOMEeHIAINNn C (YpOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 4).

KommeHTapum: dokasamenvHulX OAHHBLIX NO  ONMUMANBHOLU uacmome nposedeHust
uccnedosarus Hem, npogooumcs, 8 cpeoHem, 1 pas 8 1-2 zooa.



2.5 IHble nuarHocTu4YecKkyue uccjiaesoBaHus

He TpebyioTcst



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKAaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300/1MBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKAa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeHU S

Jleuenne MIIC Tum I BKIKOUaeT Kak NaToreHetmyeckoe jeyeHue HasHadyeHue D3T, Tak u
IpoBefeHMe CUMIITOMAaTU4YeCKo Tepanuu. Begenne namnuenToB ¢ MIIC tun [ nipenrionaraet
MYJIbTUAUCLIUTUIMHAPHBINA TIOAX0M, C y4acTMeM Bpaua-lieauarpa, Bpaua-HeBpoJiora, Bpava-
reHeTMKa, Bpaua-opTajbMoJIOTa, Bpaua-Kapauosiora/Bpaua- JIeTCKOro KapayoJora, Bpaya-
IyJIbMOHOJIOTA,  Bpaya-CypAo/0ra-oTOPMHOIAPUHIOIOTa,  Bpadya-OTOPUHOJAPUHTO/IOrA,
Bpaua-xupypra/Bpadya-IeTckoro Xupypra, Bpauya-uyeJloCTHO-JIUIEBOTO XuUpypra, Bpaua-
Helipoxupypra, Bpaua-¢usuoTepaneBTa, MeOMUIIMHCKOTO TICMXOJiora M Bpaueil Opyrux
CIIelMaJbHOCTENM, MMEIOIIMX OMBIT B JIEUEHUM ITOTO PeaKoro 3aboaeBaHMs.

3.1 IlIaToreHeTuuyeckoe JieueHue

e PekoMeHIOBAHO TIIpoBefeHMe ¢GepMeHTHOI 3amecTuTenbHOi Tepanuu (P3T) Bcem
nmagMeHTaM C VYCTaHOBJAeHHbIM gauarHosom MIIC [ ¢  uwenbro 3amMenjieHuUs
TporpeccupoBaHusl 3abojeBaHMsI, YMEHbIIEHUSI pa3MepoB IleueHM U CeJIe3eHKH,
yiydiieHus GyHKUIUM cepAlia, CHMKeHMST YPOBHS 3KCKpeTupyembix TAT [11-14, 17].

VpoBeHb yOeOuTeTbHOCTU peKOMeHAauuy A (YPOBeHb JOCTOBEPHOCTHU JOKa3aTelIbCTB
-1).

KommenTapumn: I[Ipenapatom ajiss @3T saBasgercs napoungasa™* (kog ATX A16AB05). B 1 mn
pactBopa comepskutcss 100 EII  (mpubnmsurtenbHo 0,58 Mr) JsapoHupasbl. ITO
pekoMOMHaHTHas1 ¢opMa 4YejgoBedyecKoi anbda-L-uaypoHumasbl, MOPOMU3BOAMMAST C
MCIO/Ib30BaHMEM TexXHoJoruyu pekomMbuHaHTHOV JIHK B KIeTOuHOM Ky/IbType KUTAMCKUX
xoMsiukoB. @3T mpemHasHaueHa i1 BOCCTAHOBJIEHMSI YPOBHSI (pepMEHTHOJM aKTMBHOCTH,
IOCTaTOYHOIO IJIs1 TMAPOIM3a HaKoIuieHHbIX Al U Ay npenoTBpalleHnsT UX JabHeNlIIero
HakorieHus. [Tocie BBegeHMs TapoHMIa3a™* 6bICTPO BHIBOAMUTCS M3 CUCTEMHOTO KPOBOTOKA
M TIOIJIONIAeTCs KJIeTKaMM, MOCTymHasi B MX JIM30COMbI 4Yepe3 MaHHO30-6-docdaTHbIe
pelnieniTopbl. PEKOMEHI0OBaHHBIN PeXXMM O3MPOBaHMS: eXXeHele/llbHOe BBeleHue B 1o3e 100
EJl/xr B Buge B/B uHpy3uu. HauanbHast CKOPOCTb BBeAeHMs1, cocTassiomas 2 EII/Kr/4, mpu
Xopolieii epeHOCMMOCTM MOKeT IIOCTelIeHHO YBeIMuUMBAThCSl Kaxkable 15 MuH,
MakcuMaibHO 10 43 EJI/kr/4. Bech HEOOXOOMMBINI 00bEM pacTBOpa HOOKEH ObITh BBEIEH
MpUOAM3UTENBHO B TeueHMe 3—4 4. [12, 13].

CnemyeT oOpaliaTb BHMMaHMe Ha COOJMOeHNEe WMHTEPBAJIOB MeXAy MHOY3USIMU U
HeIOITyCTMMOCTD IIepePhIBOB B TEpaNuy, T.K. HApyIIeHre peskiMa JIedeHMsI COIIPOBOXKIAeTCsI
MMOTEHIMATbHBIM PUCKOM YXYOUIEHUSI COCTOSIHMS TaIMeHTa M IIPOrpecCHpOBaHMS
cumatomoB MIIC 1.



BBemeHune OCyllecTBiasieTcss uepe3 mnepudepuueckmii  BeHO3HbINI KaTeTep (KaTeTep
nepudepuyueckuit) Wi uepe3 IOPT-CUCTeMY (MOPT MHAPY3MOHHbIN/MHBEKIIVMOHHBII,
VMIUIAaHTUPYEMBINi™**), KOTOpbIe YCTaHABJIMBAIOTCSI COVIACHO METOAMYECKUM PYKOBOACTBAM
«BeHo3HbI IOCTYII, 2019 (https://msestra.ru/download/file.php?id=4763) C
MCI0/Ib30BaHMEM HeOOXOIMMBbIX JIeKapCTBEHHbBIX CpelicTB. [IopT-CcCTeMbl YyCTaHABINBAIOTCS
cornacHo Pacrnopsikenuto IIpaButenbctBa Poccniickoit @enepaninm ot 31.12.2018 N2 3053-p
«O6 yTBEpPXKOEHMUM TIepeuHs MEIMLIMHCKUX WU3Oenuit, MMIUIAaHTMPYEMbIX B OpraHM3M
yeJioBeKa IMpPU OKa3aHUM MeOUIIMHCKONM MOMOIIM B paMKax IPOrpaMMbl TOCYAapCTBEHHbBIX
rapaHTuit O0ecIylaTHOTO OKasaHMS IpakgaHaM MeIMIIMHCKONM TMOMOINM, a Takke MepeuHs
MEIVIIMHCKUX M3Oe/Nii, OTITyCKaeMbIX IIO pelernTaM Ha MeOUIMHCKNUEe W3Oeaus Ipu
MpeaocTaBaeHMM Habopa COLMaTbHbBIX YCITyT».

JleueHue I’lpOBOaleCﬂ npu omcymcmeuu I’lpOl’YZLl6OI’IOK(13CIHLlL7.
TpaHCl'IJIaHTaI.H/IH reMoOIIO3TUYECKHUX CTBOJJIOBbIX KJIETOK

e PekoMeHAOBaHO MpOBedeHMEe TPAHCIUIAHTALMM TeMOIIO3TUYECKNX CTBOJIOBBIX KJIETOK
(TTCK) mauuentam ¢ MIIC 1H mo mocTiskeHus: Bo3pacTa 2,5 JeT Ipy HOPMa/IbHbIX MU
CcyOHOpMaIbHBIX TOKa3aTessax pa3sutus (DQ>70) [11,16].

VpoBeHb yoenuTeabHOCTU pekoMeHAanuyu C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeIbCTB
- 5).

Kommenmapuu: nyuwue pe3yismamsl NOaydeHsl NPuU UCNOJIb30BAHUU CMBOJIOBbIX KAEMOK
KocmHo20 Mmo32a HLA-cosmecmumblx podcmeeHHblx O00HOPO8 UWIU CMBOJIOBbIX KJEMmOK
NYyNnosuHHol Kposu podcmeeHHblx doHopos. TICK sedem K yMeHblUEHUID paA3mMepos8 heueHu u
cesie3eHKU, yayuuleHuro QyHkyuti dvixamenvHol u cepdeuHo—cocyoucmoti cucmem. IposedeHue
TICK 6 paHHeM 803pacme no36ossem u3bexames HapyuwleHuli KOZHUMUBHbIX (ByHKYULL.
IIpempaxcniaHmayuoHHas mepanus 00JXHa 061adame 8blpaMeHHOU UMMyHocynpeccueli. B
nociedHee 8peMs y8eauuUndcy 8vixcusaemocms nayuerHmos nocie TICK, xoms puck yzpo3wt 05
MU3HU Odemell coxpaHsemcsi 8blCOKUM. PempocnekmueHolli aHaiu3 noxasan, umo
gvicusaemocms hauuermos nocie TICK cocmasnsem 85%. KnuHuueckas 3ggpekmueHocmo
TI'CK 3asucum om go3pacma pebeHKa Ha MOMeHmM OnepamueHoz0 8MeuldmesibCmaea, cmeneHu
msxecmu KJAUHUYECKUX HApyuweHuti, 0c00eHHO COCMOSIHUSL cepdeuHO-cocyoucmoti u HepeHol
cucmem, a makxe muna OOHOPA U B03MOMCHOCMU docmuub CMAabulbHOL npuxcusaemocmu
mpavchiaHmama 6e3 passumusi peakyuu MpAaHcnaaHmama npomue Xxo3suua. Haumyuwiuti
KJAUHUYecKutl ucxod Habawodancs y demeli 8 8o3pacme do 2,5 nem ¢ DQ>70.

OdHum u3 Haubosnee 3HauuMblx 3IPPekmos mpaHchaaHmayuu s67as1emcs COXpPAaHeHUe
UHMELIEKMYAlbH020 passumus demeti, UMEWUX MANCENbI 2eHOMUN, ACCOUUUPOBAHHDIT C
Cepbe3HbIMU  YMCMBEHHbIMU — paccmpoticmeamu. [lomymHeHUue po2o8uysl  yMeHbUIAemcs
MedleHHO, Npu 3MoM He ucue3daem NOJHOCMbIO; CHOPMUPOBAHHbBIE U3SMEHEHUSl CKejlemad,
0C06eHHO N0380HOUH020 CMOI0A, MAaKice He Kynupyrmcs 8 NoJHOM obseMme.

PekoMeHI0BaHO JieueHMe aeteir, KoTopble roToBsATCS K TT'CK 110 cxeme



1. lo nepecanxku 12 Hemesnb U IOC/Ie Mepecaaky He MeHee 15-17 Hemenb mpoBoauTcs ®3T.

2. [Tpomo/KUTETLHOCTD Mepe[ Iepecaakoil Tepamnust MOKeT ObITh Kopoue 12 Hemenb U 3TO
3aBUCHUT OT OOIIEro COCTOSIHMSI MallMeHTa, HaJMUMsI OAXOSIINEro JOHOPa.

3. [IpomomxkutenbHoCTh @3T 1ocie TpaHCIUIAHTALMM 3aBUCUT OT YPOBHS ['Al, aKTMBHOCTU
depmenTa anbbda-L-uaypoHuaasbl, COCTOSIHMUSI IbIXaTeIbHON, CEpPAEUYHO - COCYAMCTOM
CUCTeM, OOIIEero coCTOSIHMSI pebeHKa, BOCCTAHOBJIEHMSI TeMaTOJOrMUecKuX IapamMeTpoB
[11,16].

VpoBeHb yoeauTeabHOCTU pekoMeHaanuy C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTe/IbCTB
- 4).

Kommenmapuu: Peuwienus o 8vl6ope JsieueHus oaa nayuedima ¢ MIIC I donxcHa npuHumame
MYAbMUOUCYUNIUHApHas KomaHoa. B amy epynny  nomMumo epaua Kypamopa u Y3Kux
cneyuanucmos (8paua-Hesposioza, epaua-kapduonoza/epaua demckozo Kapouosnoza, 8pauda-
O0MOPUHOJIAPUH20102A, 8PAHA-MPABMAMO02a-0pmoneda u opyzux) 00NHcHbl 8X00UMb uMerujue
onsim pabomot ¢ nayueHmamu MIIC epau ¢ onsimom pabomsi N0 nepecadke KOCMHO20 M032a
(ecnu obcyxcdaemcs nayueHmeol ¢ cuHopomom I'ypaepa) u meduyuHckuti ncuxonoz. MeduuyuHckuii
ncuxosnoe 00JHeH umems onvim mecmuposaHus demeti ¢ MIIC IH yuumsigamos msiesoe
comamuueckoe cocmosiHue pebeHKa, HapyuleHue Ciyxa u 3peHus, my2ono08uUXCHOCMb 8 CYycCmasax
u m.0. lemu ¢ MIIC I c npozpeccupyrowum nopaxcenuem I[HC ( DQ <70) pexe noayuaiwom
noJ1b3y 0M MpPAaHCcNAaHmMayuu.

Bce nayuenmot ¢ MIIC I mo2ym nonyuums @D3T, mak KAk 3mo yjayuwum comamuueckue
cumnmomul 3ab6onesanus. dppexmusrocme O3T so3pacmaem npu ycios8uu mepanuu 8 paHHem
gospacme. Ilauuenmol, Komopsim naavupyemcs nposederue TI'CK, npedsapumenbHO O00JHHbI
nosyuums Kypc @3T, nockoibky amo yayduiaem KauHuueckoe cocmosiHue nayueHma. TI'CK
npumensiemcs 0151 nayueHmos 8 go3pacme 00 2,5 nem.

TI'CK y nayuenmos ¢ cuHopomom I'ypnepa Gonee ycneuwiHd, eciu 8bINOJHAEMCS HA paHHell
cmaouu, u 00JIHHA NPoB80OUMbCS, KAK MOJIbKO COMAMUUecKoe cOCMOosIHUe No3801Um nposecmu

npoueoypy.

V 83pocnsix nauuenmos ¢ MIIC I, komopwsim 8 demckom eo3pacme 6viia npoussedena TICK,
Heob6x00uMo npou3sooums nepuoouUUecKyr KJAUHUYECKYI0 OUEHKY KAUHUUEeCKUX CUMNMOMOS,
KOHmMpoauposams yposeHs I'AI' 8 Moue u He pexce 00H020 pasda 8 200 OUEHUBAMb AKMUBHOCMb
(epmenma anva-L-udypoHuda3swl. B cnyuae npozpeccuposaHusi CumMnmomos, yeeauueruu IAl 8
Moue, CHUMEeHUs akmusHocmu pepmerma, Heo6xoo0umo paccmompems HasHaueHue D3T.

Y manmenTtoB ¢ MIIC I, koropsiMm ObuIa mpousBeaeHa TT'CK, HeoO0XoaMMoO IPOBOAUTH
MIePUOANYECKYI0 KIMHUUECKYI0 OL€HKY KIMHUYECKUX CUMIITOMOB, KOHTPO/JIUPOBATh
ypoBeHb I'AT' B Moue M He peske 2 pasa B roj OIleHMBaTh aKTMBHOCTh (epMeHTa
anbda-L-uagypoungassl. B «Iyuyae mnporpeccMpoBaHMsI CUMIITOMOB, YBeJIUYEHUS



ypoBHsI TAT' B Moue, CHIKeHUS aKTUBHOCTU ¢epMmeHTa anbda-L-uaypoHmnpassl,
Heo0XoauMo paccMoTpeTh HasHaueHue O3T.

3.2 CuMmoroMaTuyeckoe JeueHue

e PekOMEHIOBAaHO IIpOBeJeHMEe MeOUKAMEHTO3HOM MpeMenuKaluu TIpU TOSIBJIEHUU
MOOOUHBIX a/lNIepTUMUecKuX peakuuii ¢ mociaenywooieii MHbysueir mapoHupasbr* [18].
IIpunoxkenne A3.6 u Ilpunokenue A3.7

VpOBEHb Yﬁe,Z[MTe.leHOCTM PEKOMEHIAIINN C (YpOBeHb JOCTOBEPHOCTHU JOKA3aTE/IbCTB
- 5).

KommenTapum: Y nauuermos ¢ MIIC, nonyuarowiux ®@3T, kak u npu 8/ 8gedeHuu 11006020
0py2020 0e7K08020 hpenapama, Mo2ym pa3eumscs NoOOuHble peaxkyuu (AUxopaokda, 03HOO,
psoma, KpanusHuuya, msxicenvle peaxkuyuti 2unepuyscmeumenibHOCMu aaiepzuueckozo muna),
npoucxooauiue unu 80 8pems uH@y3suu uiu 8 meuerue 0Hs nposedeHus uH@gy3suu. Ilpu nosieieHuu
noOOUHbBIX peakyuli 80 8pems/nocne uHpysuu pekomeHdyemcs coomsemcmayrwuyee jeueHue, npu
KOMOopoM Heo6Xo0uMo c1e008amv COBPEMEHHBIM CMAHOAPMAM 0KA3AHUSL MeOUUUHCKOL noMowu
(aHmMu2ucmamuHHvle npenapamost cucmemHozo deticmeus, ubynpogex™* unu napauemamon™,
KOpmukocmepouoHsle — npenapamsl  cucmemHozo  deticmaus (npedHu3010H™*  unu
dekcamemasoH™*)).

e Pexomenpayetcs nanyeHTaM ¢ MIIC I KoHCy/nbTaluMy Caenyommx ClieuaanucToOB He pexe
1 pa3za B 6 Mecs1ieB WM Yaille IIpy HaJIUUYMM [TOKa3aHUI: BpauOM-OTOPMHOJIAPUHIOJIOTOM,
BpauoMm-HeBposiorom [1, 2, 5, 14, 18].

VpOBEHB YGG,Z[I/ITEJIBHOCTM PEKOMEHIAIINUNU C (ypOBeHb JOCTOBEPHOCTU NOKA3aTE/IbCTB

- 5).

e Pexomenpayetcs nmanyeHtaM ¢ MIIC I KoHCy/nbTaluy CIenyommx ClieuaanucToOB He pexe
1 pasa B 6 MecsiiieB WM Yallle Py HAJIUUYMM TIOKA3aHUI: BpauOM-KapAauOaI0roM/Bpayom-
IeTCKUM KapAMoa0oTroM, Bpauom-opTonenoM. [1, 2, 5, 14, 18].

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

- 5).

e Pexomenpayercs:s manueHtamM ¢ MIIC [ KoHcyabTanus BpauOM-XUPYpProm/Bpavyom-
IEeTCKMM XUpyproMm (Opy HaAMUMM TATOJNOTMM, Tpebylolleit XUpPypruyeckoro
BMellaTenbcTBa) [1,2,5,14,18].

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



e Pekomenayercs mnanueHtam ¢ MIIC I KoHCynbTanysi BpavyoM-ITyJIbMOHOJIOTOM (IIpU
HaJIMYMU MTATOJIOTUM CO CTOPOHBI AbIXaTelbHO cucTeMbl) [1, 2,5,14,18].

VpoBeHb yoenuTeabHOCTU pekoMeHaanuu C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

e JleueHMe XpOHMUECKUX 3a00/IeBaHMI1 (TOBeIeHYECKMX HapyIIeHii, 0 TabMOIOTUUYECKUX
HapylIeHWi, OPTONeIuNYeCcKO IaTONOIUM, CYLOPOXKHOrO cuHApoMa, Al, cepmeuyHOM
HeJIOCTaTOUHOCTH, PEelUAVNBUPYIOIIUX OTUTOB, YACThIX peCHMpPaTOPHBbIX 3a00jeBaHUii U
op.) y mnanueHtoB ¢ MIIC I pekoMeHOOBaHO IMPOBOAUTH C YYETOM [E€iCTBYIOIIUX
KIVMHUYECKUX peKOMeHOaluii, MpUHMMAas BO BHMMAaHME pe3yJbTaTbhl KOMIIJIEKCHOM
OLIeHKM CO CTOPOHBI BCeX OPraHOB U CUCTEM U MepCOHAIM3MPOBAHHbIE eIy MalyeHTa
[1,2,5,14,18,34].

VpOBEHb YGQI[I/ITGIHJHOCTM PEKOMEHIAIINUN C (ypOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 5).

KommeHTapwuii: JleueHue nosedeHueckux HapyuweHuti nposooumcs 8pauom-He8po020oM,
00bIYHO UCNONBL3YIOMCS ce0amugHble cpedcmed, AHKCUOAUMUKU U Opyaue.

Bwibop npenapama, 003upoeka, ONUMENbHOCMb Kypca onpeodesitomcs UHOUBUAYAIbHO.
HauuHnatiom npuem 0aHHuIX npenapamos nod mujamenbHsiM 8paueOHsIM KOHMPOJIeM 8 YC108USIX
Kpy2/10CymouHoz0 / 0He8H020 cmayuoHapa [1,2,5,14,18, 34].

e IIpy oQTATBMOJIOTUMYECKMX HAPYUIEHUSIX PEKOMEHIYeTCsI ITPOBOAUTL JieueHue II0
TTOKa3aHMSIM, IT000P TepaIuu OCYIIEeCTB/ISITh Ha OCHOBAHMM PEeKOMEeH ALV 0 JIeYeHUIO
COOTBETCTBYIOIIMX HO3010THii [1,2,5,14,18].

VpOBEHb YGe,I[I/ITeJIbHOCTI/I PEKOMEHIAIINUNU C (YpOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 5).

e PekoMeHIyeTCSI B KaueCcTBe OPTOIEOAMYECKONM KOPpPEeKIMM HapylleHUs OCaHKU,
KOHTPAKTyp CYCTaBOB C WCIIOJIb30BAHMEM HEXUPYPIUUECKUX METONOB I[PUMEHSITh
dusnonpouenypbl U JiedeOHyI0  (UIKYILTYPY, MCIIOAb30BaTh OPTOIleaNUecKue
ycrpoiictBa. [Io TOKa3aHMsIM  OCYILECTBJSTb XUPYPrUUeCcKoe JieueHue CUHAPOMaA
KapIaJibHOTO KaHaja, MPOBOAUTb SHIOIIPOTE3MPOBAHME Ta300€IPEHHOI0 MM KOJIEHHOTO
CyCTaBa, KOPPUTHUPYIOIMe OCTEOTOMMM JIJ1S1 UCTIpaBAeHUs ocu KoHeuHocTelt [1,2,5,14,18].

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

e PekoMeHIOBAaHO IIPU PELUAVBUPYIONINX OTUTAX, YACTBIX PEeCIIMPATOPHBIX 3a00/1eBaHMUSIX
BEpPXHMX JbIXaTEJIbHBIX IyTei ITPOBOAUTb CUMIITOMATUUYECKYIO, aHTUOAKTepUaTbHYIO
Tepamnuio, Py OTUTAX He TIPUMEHSITh TAKTUKY «HAOII0OATh U XXIaTh» [2, 35].



VpOBEHb YGeI[MTeJIbHOCTM PEKOMEHIAIINN C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
— 4).

e V manuentoB ¢ MIIC mpy Haauumy SHOWIENTUYECKUX IIPUCTYIIOB PEKOMEHI0BAHO
MCITOIb30BaHMe IIperapaToB M CXeM JeueHNs], HA OCHOBaHUM peKOMeHIallNii 110 JTeUeHUIO
smmtencuii [1,2,5,14,18].

VpOBEHb YGQI[I/ITGIHJHOCTM PEKOMEHIAIINN C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

e PekOMeHII0BAaHO yyacTue MYJbTUIUCLHUIUIMHAPHOM KOMAaHIbl B BeOEHUM CEepHeYHOin
HeJlocTaTOUHOCTH y manyeHTos ¢ MIIC I [1,2,5,14,18].

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

e [Ipy sneyeHuMM aprepuaabHON TUIEPTOHUM Y mauueHTOB ¢ MIIC I pekomMeHIOBaHO
Ha3HaYeHMe AaHTUTUIIEPTEH3MBHOM Tepanuu B COOTBETCTBUM C KIMHUYECKUMMU
peKoMeHZalMsSIMM 10 apTepuanbHOii runeprensun [1,2,5,14,18].

VpoBeHb yoenuTeabHOCTU pekoMeHAanuy C (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
- 5).

e Pekomenpayercsa mnauueHtam ¢ MIIC [ ¢ HapylleHMSIMM MOTOPUKU KeIyOOYHO-
KUIIIEYHOTO TpaKTa (3armopamMu) MUCIOAb30BaHMeE CAaOUTeNbHBIX IIpernapaTtoB B
COOTBETCTBUM C peKOMeHAAlMIMM I10 3aropam [36].

VpoBeHb yoenuTeabHOCTU pekoMeHAgauuy C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB
5)

e PekomeHpayercss mnaiyeHtam ¢ MIIC I mpu XpoHMUECKOI HelpomaTuyeckoil Oomu
HasHaueHue  IIperapaToB, BO3MEVCTBYWIIMX HA  LEHTPa/JibHble  MeXaHU3MbI
dbopmMupoBaHusS XpPOHUYECKOV O0/M: MPOTUBOSNMIENTUYECKME TpernapaTaMbl (Jo03a
noaoupaeTcs MUHAMBUIYATbHO), aHTUAEIIPECCAaHTOB [37].

VpoBeHb yoeauTeabHOCTU pekoMeHaanuu C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTe/IbCTB
5)

KommenTapum: IlonoxumensHozo 3¢pgekma @apmakomepanuu XpoHuueckoli 0Oonu 'y
nayueHmos ¢ MIIC moxcHO 0oO6umsCsa npu yuéme npuHuMdAaemvlX nayueHmom npenapamos u
pezynipHOM MOHUMOpUHze Oe3onacHocmu JeveHus. Ilpu neueHuu 06016020 cuHOpoma Y
nayueHma ciedyem ucnoJib308amos HaumeHee UHBA3UBHBIL CNOCOO.

3.3 Xupypruueckoe jieyeHue



Xupypruueckoe jedeHue rmnanueHToB ¢ MIIC 1 o1emyer MpoOBOAUTHL IIPU  YYaCTUM
MYIbTUAUCHUIIIMHAPHOM KOMAaHIbl B COOTBETCTBMM C [HEMCTBYIOUIMMM KIMHUYECKUMMU
pPEeKOMEeHIALVSIMMU.

e PekoMeHAyeTCs IallieHTaM C COXpPaHHBIM MHTEIJIEeKTOM M HapylieHueM QYHKIUU
KUCTEN WIM C HapylleHueM HepBHOM MpOBOAMMOCTU 1O pesynbraTam JHMI' omepanyus
IleKOMIIpeccuy HepBHbBIX CTBOJIOB (HeBponus u mekomriipeccusi HepBa, PacceueHue criaek
M JIeKOMIIpeccusi CTBOJIOB HEpPBHBIX CIJIETE€HMIf), KOTOpass MNPUBOOUT K OBICTpOMY
CTOVKOMY yiyuliieHuto yHkuuu [1, 2, 14, 19-22].

VpoBeHb yoenuTeabHOCTU pekoMeHaanuu C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
4)

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

e PekomeHpayetrcs maimeHtam ¢ MIIC I Ttuma mnpu coobinatoiieiicss ruapoiedanum c
IIPOTrPeCCUPYIOIIMM  yBeJIMYEeHMEeM  JKeNyOgouykoB 10  OaHHbiM  MPT  wu/unu
TIOATBEPKAEHHBIM ITOBBIIIEHMEM IaBJIeHUS epeOdpo-CIIMHAIbHOM JKXUAKOCTU 6onee 250-
300 cm BogHOTO cTO/I0a BeHTPUKYIIO-TIepUTOHeaabHOe IITyHTUpoBaHue [1, 2, 14, 19-22].

VYpoBeHsb yoenuTeabHOCTH pekoMeHaanum C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
4)

e PexoMeHIOBaHO IIpOBedeHMe XUPYPIUUECKOTO BMeIlaTelbCTBA [JI MALUVMEHTOB C
IVArHOCTUMPOBAHHBIM CTE€HO30M IIE€MHOrO OThae/la - OeKOMIIpecCMM CIMHHOTO MO3ra
(JexkoMmmpeccusi MO3BOHOYHOrO KaHasla MUKPOXMpPYypruueckas), 4TO MMeeT pellarollee
3HaueHue B yCTpaHeHuM cTeHo3a [1, 2, 14, 19-22].

VpoBeHb yoenuTeabHOCTU pekoMeHaanuy 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 XUPYPruueckoil 3aMeHbl Ta300eqpeHHOT0 WIM KOJIEHHOTO
CyCTaBa, KOPPUTUPYIOIIME OCTEOTOMMUM KOCTei KOHEYHOCTell TMpu BbIPa)KeHHOM
HapyueHu (PYHKIMM KOHEYHOCTM OOYC/IOBJIEHHOI medopMalyeil minM apTpo3oM, Ipu
oTtcyTcTBUM 3¢ deKTa OT KOHCepBaTUBHOI TepanuMu [1, 2, 14,20,22].



VpOBEHb YGe,Z[MTeJIbHOCTI/I PE€KOMEHIAINN C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
— 4).

e PexomeHpmoBaHO nauueHtam ¢ MIIC I Turia paccMoTpeTbh, IPU HAAUMUYUU TIOKA3aHWUM,
TIpOBeJleHe AneHOUIAKTOMUM (AmeHOUOAKTOMUM C MICII0/Ib30BaHMEM
BUJEO05HOCKONIMYECKUX TexXHOonornin) wu/vnu ToH3mIdKTOMUM (TOH3UIISKTOMUM C
UCIIOJIb30BAHMEM  BUIEOIHOOCKOMUYECKUX  TEXHOJIOTUI) C  1[e/ibl0  YIy4lleHUs
MIPOXOAMMOCTH IAbIXaTeNbHbIX ITyTel [1, 38].

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

KoMMmeHTapwuii: daHHble 8Meulamenscmea npumeHnsiiomces y nauuermos ¢ MIIC I muna, kak u 8
obweti nonyasyuu, ¢ CUHOPOMOM 0OCMPYKMUBHO20 HOUHO20 ANHOE, IKCCYOaAMUBHbIM OMUIMOM,
3ampyoHeHUeM HOC08020 ObIXAHUSl U PeyuousupyouumMu UHGEKYUSIMU 8ePXHUX OblXAMeIbHbIX
nymeii. IIpu 3mom Heobxodumo yuumeieams, umo npu MIIC I muna xupypzauueckoe
eMmeulamenbcmeo mpebyemcs uauje, uem cpeou o0sutblx demeli. ITayuenmam ¢ MIIC I muna
credyem  8vlOUPAMb  MAKCUMAbHO —wladsawue u d¢gekmusHvie Memoduku, omoasams
npednoumeHue 3Hdockonuueckum emewamenscmeam [39,40,41].

e Bcem mammenTtam ¢ MIIC I pekomeHyeTcs IpoBeieHMe 6-T MMHYTHOTO TECTa C XOab00ii
IJISI OLIeHKM BBIHOCIMBOCTYU (KOHTpoJib 3pdekTuBHOCTM D3T) ([Ipmnoxkenue A3.5) [1, 2,
14,17].

VpoBeHb yoenuTeabHOCTU pekoMeHAanuy C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
-5).



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHUI0O MEeTOL0B peaouInuTauumn

Crnenuduueckoit peabmwimrauyyu manyeHtam ¢ MIIC I He Tpebyercs. B Kkpyr
peabMINTALMOHHBIX MeporpusaTuit nauyentam ¢ MIIC I MOryT ObITh BK/IIOUEHbBI 3aHSTUS C
MeOULMHCK/M TICUXOJIOTOM, OTOBbIX B CIIeUMAJM3MPOBAHHBLIX CAHATOPUIX, a TaKKe
colMasibHasl amanTamusl C ydyacTMeM CIIeLMaJMCTOB M COIMAIbHBIX PAOOTHMKOB, KYPChI
Maccaxka. Cneruduueckue MeTOIbl peabuauUTaluM IIPY HATUIMUM OC/IOKHEeHUI yKa3aHbl B
COOTBETCTBYIOIIMX pa3nesiax.



5. IIpodminakTka M gUcCIIaHCepHoOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKAa3aHMS K IPMMEHEeHUIO MEeTO0B
NMpOoPMIAKTUKU

e PekomMeHAyeTCsl KOHCY/IbTAllMs Bpadya-TeHeTuKa Iocie ycraHosiaeHus: auarHosa MIIC I
MalnuMeHTy wWiu ero oGuiMaJibHbIM TMpPeNCTaBUTENSIM, C 1eldbl0 pa3bsICHEHUIA
reHeTUYeCKOro pUCKa, 00CY>KIeHUS BO3MOXXHOCTEN IIpeHaTaJIbHOMI "
MPEeUMIIJIAHTALMOHHOM IUArHOCTUKM [2, 6].

VYpoBeHb yoenuTeabHOCTH peKoMmeHaauuy C (YpPOBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KommenTapuii: CembaM ¢ nayueHmamu  peKoMeHOyemcsi — Meduko-z2eHemuueckoe
KOHCYIbMUpOBAHUE C Uesbio 0npedesieHuUsl 2eHemuuecko20 pucka. Kax u npu opyzux aymocomHo-
peueccusHbix 3a6onesanusx, npu MIIC mun I dns Kaxcdoii 6epeMeHHOCMU PUCK POXCOeHUS
pebenka cocmasnsiem 25%. B cemwsx, 20e ecmb pebeHok ¢ MIIC I , 803MOxHO hposedeHue
NpeHamasibHoll U NpeuMnaaHmMayuoHHol duazHocmuku. Ins amozo podumensim HeoOxo0umo
00pamumuCs 8 cneyuanu3uposaHHsle duazHocmuueckue rabopamopuu u MeouyuHCKUe UeHmpbol.

IIpenamanvHas duazHocmuka nPo8ooUMCcs MONEKYNSAPHO-2eHEMUUEeCKUMU UIU OUOXUMUYEeCKUMU
memodamu, nymem uccnedosarus THK, evidenenHoli u3 6uonmama 60pcuH XopuoHa Ha 9-11
Hedene OepeMeHHOCMU U/uiu KJAemokK amMHuomuueckot xwudkocmu Ha 16-18 Hedene
bepemeHHOCMU, N100HOU Kposu Ha 20-22 Hedesie GepeMeHHOCM.

5.1 IIpenaTanbHasg guardocTuka MIIC I

e PekoMeHAyeTCsI IIpOBeIeHMe ITPeHATaJIbHON MMArHOCTUKM ISl JTII000J IOoc/emyloleii
O0epeMeHHOCTM B CeMbSIX, OTSITOIleHHBbIX XOTS1 ObI ogHMM cirydaeM MIIC I, HO B ciaydyae
Jerkux ¢GopM 0OoJie3HM, pelleHue O ee TPOBeIeHMM HO/KHO ObITh IPUHSITO IIOC/Ie
MOAPOOHOTO OOCYKIEHMS C ceMbeii Bcex pUCKOB [1,2].

VYpoBeHb yoenuTeabHOCTU pekoMeHganumn C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB

- 5).

5.2. IucnaHcepHOe HAOIIOIeH e

IIposodumcs pezynsipHoe duHamuueckoe Habawoderue (IlpunoxceHue A3.4)



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
TIIOMOIII A

6.1 I[Toxazauus aJI1 TOCIUTAIU3ANUN B MEAUIIMHCKYIO OPraHU3aluIo

6.1.1 ITokasaHus 414 IIJIAHOBOV TOCIIUTAAM3AL VN

* TpoBelleHMe AMAaTHOCTUKU U JiedeHMs, TPeOyoIIuX KPYIJIOCYTOYHOTO MeIUIIMHCKOTO
HAOIIONEeHUS ;

® COCTOSIHMEe, TpeOyiolllee aKTUMBHOIO JIeUeHUS] M KPYIJIOCYTOYHOTO MEAUIIMHCKOIO
HaOmomeHus:  (TpbbKeceueHue, OMepaTUBHOe  JieueHue  IOpakeHUs  CyCTaBOB,
MMO3BOHOUHMKA, CKOJIMO3, aAeHOIKTOMMUS, TOH3UIJISKTOMMSI, Helpoxupypruyeckas
IeKOMITpecCcusl CHMHAPOMa 3allICTHOTO KaHaja, YCTaHOBKA TPAHCTUMMIIAHMYECKOTO
IpeHaxka Ipyu CpegHeM OTUTe, XUPYyprudyeckass KOPPEeKIMsI IMATOJIOTUM CEePOeYHO -
cocyguctou cuctembl (CCC) u npyrue);

* cocTosIHMe, Tpebyolllee MPOBeIeHMSI BbICOKOTEXHOJOTMYHBIX METOMOB jieueHus (B TOM
yyciie, KOHTpoab 3¢ dexTuBHocTU TI'CK);

® OTCYTCTBUE BO3MOYXHOCTU obecrieueHMs @®3T B aMOyJ1IaTOPHBIX "
CTallOHapo3aMelalonX YCIOBUSX;

* HeOOXOIVMOCTh IIPOBEIEHMSI Pa3JIMYHbIX BUIOB OSKCIEPTU3 WIM O00C/IeIOBaHUS B
MEIVILIVMHCKOM OpraHM3aluy IIpY HEBO3MOXKHOCTM IIPOBEIEHMSI MX B aMOy/IaTOPHBIX
YCJIOBUSIX, TPEOYIOIIMX AMHAMMYECKOro HabiomeHuss (B TOM uucie odopMieHye
3aK/IIoueHMs helepaabHOTO KOHCUIMYMa).

6.1.2 Tloka3zaHuA AJis SKCTPEHHOV roOCIUTaIN3aluN:

e OCTpbIe 3a00/IeBaHMS;

e 000CTpeHMsT XpOHUYECKIX Oojie3Heit;

e OTpaB/IeHMS] U TPaBMbl, COCTOSIHMSI, TpPeOyIollie MHTeHCUBHOM Tepanuyu U IepeBoda B
peaHMMaIMOHHbIE OTHOEeeHUsI WIM OTHe/JIeHUS WMHTEHCUBHON Tepanuu (B TOM YNUCIe
1TOOOYHbIe peaklyM, IPOUCXOAdINe B IIporecce MHPY3UM WJIM B TeUeHUe ITHS
nipoBeneHust uHQysumu 3T, 1lepBUKaAIbHbBIN CTEHO3 C KOMIIpeccueil CIIMHHOTO MO3Tra U
Ipyrue yrpoxaroume >XU3HU OCTpble COCTOSIHMS), a Takke KpPYyIJIOCYTOYHOTrO
MEIUIIMHCKOTO HAaOMoeHnsT UM TMpOBedeHMs] CIelMaabHbIX BUAOB 00C/IeIOBaHUS U
JIeYeHusl.

6.2 [loxazaHMA K BbINMCKE MallyieHTa U3 MeIUIIMHCKOM OpraHu3aiun:

® OTCYTCTBME YTPO3bI SKM3HU TAl[MEHTa;
® OTCYTCTBME YIPO3bl PA3BUTUSI OCIOXKHEHUIA, TPEOYIOLMX HEOTIOKHOTO JIeUeHMSI;



CTAOMAM3AIMSI  COCTOSIHMS M OCHOBHBIX  K/IMHMKO-Ta00pPaTOPHBIX  ITOKasaTeneii
IIaTOJIOIMYECKOTr0 MPoIlecca II0 OCHOBHOMY 3a00/IeBaHMIO;

OTCYTCTBME HEOOXOIMMOCTU B IOCTOSTHHOM BpPauye€OHOM ¥ KPYIVIOCYTOUHOM MEAULIMTHCKOM
HaOII0AeHN 10 OCHOBHOMY 3a00/I€BaHMIO;

HeoOXOAMMOCTH TepeBOoa MaluyeHTa B APYTIYI0 OOJIbHUITY MM YIPEXKIEHNME COIMATbHOTO
obecrieueHusl.



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUS
VIV COCTOSIHUS)

[Ipy mpoBemeHMM HapKO3a UM WMHTYOALMM HEOOXOOMMO IIOMHUTH O BBICOKOM pPIUCKE
KOMIIpeccuy CIIMHHOTO MO3ra BC/IeNCTBMe HeCTaOWIbHOCTM aT/JaHTOAKCHMAJbHOTO CyCTaBa.
KopoTkasi 1mies, orpaHuyeHyue TIOABMXHOCTM HVKHEN YeNIOCTH, YBeJIMYeHMue S3bIKa,
BBIpAKEHHAS TUIIEePTPOoGUsT afeHOMIOB M MUHIAIMH CO3Ial0T IIPO6IeMbl IIpU IIPOBeIeHUN
aHeCTe3MOJIOTUYECKOTO IT0COOMSI, TO3TOMY ITPEeAIIOUTEeHME C/IelyeT OTAABAaTh MECTHOMY VI
perMoHajbHOMYy 00e360/1MBaHM0. [lallMeHT MpenBapUTeIbHO KOHCYJAbTUPYETCS BpauoM-
KapAayuoJ0roM/BpayoM [OeTCKMM KapAMOa0roM, BpPayOM-OTOPUHOJAPUHTOJIOTOM, BPadyoM-
aHeCTe3MOoJ0TOM-PeaHMaToJIoOrOM, BpadoM-HeBposioroM. O0s13aTeIbHO  MTPOBeIeHMe
TOJTHOTO KapAMOJI0TMYeckoro o6cieqoBaHms, MoaucoMHorpadum (sl BbISIBJI€HUSI CTeIeHU
IObIXaTe/JbHBIX HaApYyIIeHMi), TpU HeOoOXOAMMOCTM - SHIOCKOIMMM HOCOIJIOTKM U
KOMITIbIOTEpHOJ Tomorpaduu serkux. OmepaTMBHOe BMeIIaTe/JIbCTBO C aHecTe3ueit
HeOoOXOIMMO TPOBOAUTb B KPYIHBIX MEIUIIMHCKUX LI€HTpaxX, MMEIOIIMX OTHaeleHue
peaHuManuuu ¥ uHTeHcuBHON Tepanuu (OPUT), Tak Kak MHTyOALMsS M TMOCIemyolias
9KCTYOAIMsl Y TAKUX MMallMeHTOB MOKeT BbI3BaTh 3aTpymHeHus [1-3].



Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM
ITOMOII

Kputepumn kauecrtBa

YpoBeHb
ybeautenbHoCTH
pekoMeHpaumn

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTesibCTB

BbinonHeHO onpegeneHne ypoBHA M cnekTtpa A Mouun (npu
rNnocTaHOBKe AMarHo3a)

C

BbinonHeHo onpeaeneHve akTMBHOCTU anbda L naypoHuaassl B
nenkouunTax nepudepruyeckor KpoBU UM NATHAX BbICYLUEHHOM
KPOBM  U/WUNN  MOJNEKYNISIpPHO-FeHEeTUYEeCKoe  MCCefoBaHue
(BbiIiBNeHMe MyTaumin B reHe IDUA,) (npu nocTaHOBKe
aAnarHosa)

BbINnosiHEHO Ha3HauyeHne hepMeHTHOM 3aMeCcTUTENbHOW Tepanuu
C NMpuMeHeHMeM napoHuaasbl B go3e 100 EA/kr B Buae B/B
MHY3nKM exeHeaenbHO Npu OTCYTCTBMW NMPOTUBOMOKa3aHMM

BbinonHeHO onpeaeneHve rANMKO3aMUHOIMIMKAHOB Mo4un  (He
pexe 1 pasa B 6 MecsueB, NMauvMeHTaMm , He MoOy4varowum
(depMeHTHYI0 3aMeCcTUTEeNbHY0 Tepanuio - He pexe 1 pasa B
roa)

BoinonHeHbl 2KI, 2x0-KI, XonTepoBCKOE MOHUTOPMPOBaHME
3Kl n CcyTOYHOE MOHWTOPUpPOBAHWE apTeEpUasbHOrO AAaBNEHUS
(ecnu He npoBoAMNOCH NpeallecTeyowme 12 MecsueB)

BbinosiHEHO onpeaeneHve pasMepoB MeYeHW U ceneseHKM Mo
AAHHbIM  ybTPa3BYKOBOrO uMccnegoBaHua (M/MAmM  MarHUTHO-
pe30HaHCHOM ToMorpadum opraHoB OpPKOLWHOM MOAOCTU U/UIn
KOMIMbOTEPHOW TOMOrpadunm opraHoB H6pOLWHOM NosocTn) (ecnu
He NpoBOAWIOCL NocneaHne 12 Mecsiues)

BbinonHeHa anekTpo3aHuedanorpadua (ecnm He nNpoBOAMIOCH B
nocneaHue 12 mecsaues)

BbinosiHeHa peHTreHorpadusi opraHoB rpyAHOW KNEeTKU (ecnu
He nNpoBoAuiack nocnefHve 24 mecsiua)

BbiMo/HEHa MarHUTHO-pe30HaHCHasi Tomorpadus  LWerHoro
oTAena No3BOHOYHMKA (€CnM He NMPOBOAMIOCL B nocneaHue 24
Mecsiua)

10

BbinonHeHa  KOMMbIOTEpPHas ToMorpaduss WAM  MarHUTHO-
pe3oHaHCcHass ToMmorpadus rofioBHOro Mosra (ecnu He
npoBOAMSIOCE B NocneaHue 24 mecsiua)

11

BbinoNIHEHO onpeaeneHne CKOPOCTUM HEPBHOW MNPOBOAMMOCTM
anekTpoHenpommorpadpum (SHMI) (ecnm He nNpoBOAWIOCH
nocnegHue 12 mecsaues)

12

BbiNnonHeHo onpeaeneHne dyHKUMWM BHELWIHEro AblxaHus (ecnu
He npoBOAMIOCL MNocnefHMe 6 MecsueB) Mpu  OTCYTCTBUMU
NpOTMBOMOKa3aHWi

13

BbinonHeHa NoMCOMHOrpadusa/KapamopecnnpaTopHbIi
MOHUTOPUHI  naumeHtam MIC I ¢ noao3peHueM  wamn
noATBEPXAEHHbIM ANArHO30M CUMHAPOMA OBCTPYKTMBHOIO anHo3
CHa (ecnu He npoBoAunacb nocneaHme 12 mecsiues)

14

BbinonHeHa peHTreHorpadms LIEHoro, rpyaHoro 7
NMOSICHNYHOrO OTAEesIa MNO3BOHOYHMKA, @ TAaKXKe peHTreHorpadus
BEPXHUX W HMXKHUX KOHEYHOCTeN (ecnn He npoBoAnnach
nocnegHue 12 mecsiuen)

15

BbinonHeHa ayamMomeTpus (ecnu He nposoauaack nocneaHve 12
mecsueB)

16

BbinonHeHa KOHCy/nbTaums BpayoM-odTasnbMONOroMm n
VUccrneaoBaHWst nepefHero cerMeHTa rnasa MeToAoM 60KOBOro
OCBELUEHNs, U3MEpPEHWE BHYTPUINa3HOro AaBfeHUS U OLeHKa
COCTOSIHMSA [/1IAa3HOr0 JHa C LUenblo BbIBIEHUS TNAayKOMbl,
M3MEHEHWNS NPO3PaYHOCTU I1a3HbIX CPel U COCTOSHUS CeTYaTKM
(npn  Hanuuum natonorum 3peHuns) (ecnn He npoBoAMNIACH
nocnegHue 12 mec.)




Kputepun kauyecrBa

YpoBeHb
ybeantenbHoCTH
peKkoMeHaaummn

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTeNnbCTB

17

BbinonHeHa KOHCYynbTauuna BpayoOM-reHeTUKoM npu
YCTaHOBJIEHUN AMNarHo3a U npu nJiaHNpoBaHUn GGPEMGHHOCTM B
ceMbe

C

18

BbinonHeHa KOHCYNbTauunsa BpaHOM-Kapﬂ,MOﬂOFOM/BpaHOM-
AETCKMM KapAuosioroMm npun Haanydum natosiornn cepaedvyHo-
COCyaAnCTOUN CUCTEMBI (ecnm He npoBogunacb nocnegHune 6 MeC.)

19

BbiNO/HEHA KOHCYNbTauns BPayoM-OTOPUHOMAPUHIONOroM (Npu
HaZM4YMK NaToNorMm co CTopoHbl JIOP-opraHoB W/Mnu BepxHUX
AblxaTesnbHbIX NyTen) (ecnu He NpoBoamaca nocnegHne 6 mec.)

20

BbinonHeHa KOHCynbTauWsi BpayoM-HEBPOJIOrOM MPWU HalMyuu
naToNoOrMM CO CTOPOHbI LieHTPasbHON HEpPBHOW cuCTeMbl (ecnu
He npoBoAuMaca nocnegHuve 6 mec.)

21

BbiMosHEHa KOHCY/NbTauusi BpavyoM-TPaBMaTO/I0rOM-OpTONeaoM
npu HaAWM4yMM NATONOMMU CO CTOPOHbI OMOPHO-ABUraTENbHOrO
annapara (ecnu He npoBoaunack nocnegHne 6 mMec.)

22

BbiNnosiHEHa KOHCy/NbTauMs BpavoM-XuWpyprom/BpayoM-g4eTCKUM
XUPYprom (npw HanMuum natonoruu, Tpebytoulei
XUPYPruyecKoro BMeLLATeNbCTBA)

23

BbinofiHEHa  KOHCyNbTaLMs  Bpa4voM-MysibMOHOMOrOM  (Npu
HanM4YnKM NaToNorMm CO CTOPOHbI AbIXaTe/IbHOW CUCTEMbI)

24

BbinONHEH 6-TWM  MWHYTHbLIM TecT C xoabbon (ecnn He
nposoaunscs nocnegHne6 Mec.) npwm OTCYTCTBUM
NpoTMBONOKa3aHWi

25

BbinonHeH aHanus KpoBM 6roxmMmnyecknin
obweTepaneBTnyecknin  (anaHMHammnHoTpaHcdhepasa  (ANT),
acnaptatammHoTpaHcdepasa (ACT), obwuhm wmn  npsMon
6unnpybuH, xonectepuH, Tpurnmuepuabl) (ecnm He NPoBOAUIICS
B NpejlecTsyowme 6 mecsues)

26

BbinosHeH obwmii (KNMHMYECKUIA) aHanm3 KPOBU pa3BEpPHYTbIN
(ecnu He npoBoAMNCS B NpeallecTByowme 3 Mmecsua)

27

BbinonHeH o6wuii aHanm3s Mouun (ecnm He nNpoOBOAMICS B
npeaLiecTsytowmne 6 Mecaua)

28

MpoBeAEeHO XMPYPruyeckoro BMeLaTeNbCTBa AN MaUMEHTOB C
AVArHOCTMPOBaHHbLIM CTEHO30M WwerHoro oTtaena -
[EKOMMPECCUU CMIMHHOMO MO3ra




CIMcok 1nrepaTypsl

1. Muenzer ], Wraith J.E., Clarke L.A. Mucopolysaccharidosis I: management and treatment
guidelines. Pediatrics. 2009; 123(1):19-29;

2. Martins AM, Dualibi AP, Norato D et al. Guidelines for the Management of
Mucopolysaccharidosis Type I. ] Pediatr. 2009; 155(4);(2):32-46;

3. Thomas JA, Beck M, Clarke JTR, Cox GF Childhood onset of Scheie syndrome, the
attenuated form of mucopolysaccharidosis I. ] Inherit Metab Dis (2010) 33:421-427.

4. Vijay S, Wraith JE. Clinical presentation and follow-up of patients with the attenuated
phenotype of mucopolysaccharidosis type I. Acta Paediatr. 2005;94:872-7.

5. Leroy JG. Disorders of lysosomal enzymes: clinical phenotypes. In: Royce PM, Steinman B,
eds. Connective Tissue and Its Heritable Disorders: Molecular, Genetic, and Medical
Aspects. 2 ed. Hoboken, NJ: John Wiley & Sons; 2003

6. Meikle PJ, Hopwood J], Clague AE, Carey WF. Prevalence of lysosomal storage disorders.
JAMA. 1999;281:249-54.

7. Neufeld E, Muenzer ]J. The mucopolysaccharidoses. In: Scriver CR, Beaudet AL, Sly WS,
Valle D, Childs B, Kinzler KW, Vogelstein B, eds. The Metabolic and Molecular Basis of
Inherited Disease. 8 ed. New York. NY: McGraw-Hill; 2001:3421-52.

8. Oussoren E, Keulemans J, van Diggelen OP, Oemardien LF, Timmermans RG, van der Ploeg
AT, Ruijter GJ. Residual o-L-iduronidase activity in fibroblasts of mild to severe
Mucopolysaccharidosis type I patients. Mol Genet Metab. 2013;109:377-81.

9. Beesley CE, Meaney CA, Greenland G, Adams V, Vellodi A, Young EP, Winchester BG.
Mutational analysis of 85 mucopolysaccharidosis type I families: frequency of known
mutations, identification of 17 novel mutations and in vitro expression of missense
mutations. Hum Genet. 2001;109:503-11.

0. Aronovich EL, Pan D, Whitley CB. Molecular genetic defect underlying alpha-L-
iduronidase pseudodeficiency. Am ] Hum Genet. 1996;58:75-85.

1. De Ru MH, Boelens JJ, Das AM, et al. Enzyme replacement therapy and/or hematopoietic
stem cell transplantation at diagnosis in patients with mucopolysaccharidosis type I:
results of a European consensus procedure. Orphanet Journal of Rare Diseases. 2011;6:55.
doi:10.1186/1750-1172-6-55

2.Jameson E, Jones S, Remmington T. Enzyme replacement therapy with laronidase
(Aldurazyme®) for treating mucopolysaccharidosis type I. Cochrane Database Syst Rev.
2019 Jun 18;6(6):CD009354

3. Clarke LA, Wraith JE, Beck M, Kolodny EH, Pastores GM, Muenzer ], Rapoport DM, Berger
KI, Sidman M, Kakkis ED, Cox GF. Long-term efficacy and safety of laronidase in the
treatment of mucopolysaccharidosis I. Pediatrics. 2009;123:229-40.

4. D"Aco K, Underhill L, Rangachari L, Arn P, Cox GF, Giugliani R, Okuyama T, Wijburg F,
Kaplan P. Diagnosis and treatment trends in mucopolysaccharidosis I: findings from the
MPS I Registry. Eur ] Pediatr. 2012;171:911-9.

5. Braunlin EA, Stauffer NR, Peters CH, Bass JL, Berry JM, Hopwood JJ, Krivit W. Usefulness of
bone marrow transplantation in the Hurler syndrome. Am ] Cardiol. 2003;92:882-6.



6. Eisengart JB, Rudser KD, Tolar ], Orchard PJ, Kivisto T, Ziegler RS, Whitley CB, Shapiro EG.

Enzyme replacement is associated with better cognitive outcomes after transplant in
Hurler syndrome. | Pediatr. 2013;162:375-80.

. Dornelles AD, Artigalas O, da Silva AA, et al. Efficacy and safety of intravenous laronidase

for mucopolysaccharidosis type I: A systematic review and meta-analysis. PLoS One.
2017;12(8):e0184065.

. Giugliani R, Federhen A, Rojas MV, et al. Mucopolysaccharidosis I, II, and VI: Brief review

and guidelines for treatment. Genet Mol Biol. 2010;33(4):589-604.

. Eisengart JB, Rudser KD, Xue Y, et al. Long-term outcomes of systemic therapies for Hurler

syndrome: an international multicenter comparison. Genet Med. 2018;20(11):1423-14209.

.Arn, Pamela et al. Characterization of Surgical Procedures in Patients with

Mucopolysaccharidosis Type I: Findings from the MPS I Registry The Journal of Pediatrics,
Volume 154, Issue 6, 859 - 864.e3

. Mupownos C.II., Konecos C.B., ITepeBepses B.C., Kon6oBcknii [I.A., Kynemos A.A., Betpuia

M.C., KasbMuH A.W. ONbIT XUPYpPruueckoro jedeHus: KpaHMOBepTeOpaJbHOTO CTeHO03a Y
rnangueHToB ¢ Mykomnoaucaxapuzgosom I, II, VI Tunos. "Xupyprus I03BOHOUYHMKA'.
2018;15(4):32-40.

. Williams N., Challoumas D., and Eastwood D. M. Does orthopaedic surgery improve

quality of life and function in patients with mucopolysaccharidoses? Journal of Children"s
Orthopaedics 2017 11:4, 289-297.

. ATS statement: Guidelines for the Six-Minute Walk Test. American Journal of Respiratory

and Critical Care Medicine. Vol. 166, No.1.Jul 01, 2002

. Demoly P, Adkinson NF, Brockow K, Castells M, Chiriac AM, Greenberger PA, Khan DA,

Lang_ DM, Park HS, Pichler W, Sanchez-Borges M, Shiohara T, Thong BY.
International Consensus on drug allergy.Allergy. 2014 Apr;69(4):420-37.

. Demoly P, Adkinson NF, Brockow K, Castells M, Chiriac AM, Greenberger PA, Khan DA,

Lang DM, Park HS, Pichler W, Sanchez-Borges M, Shiohara T, Thong BY. International
Consensus on drug allergy.Allergy. 2014 Apr;69(4):420-37

. Simons FE, Ebisawa M, Sanchez-Borges M, Thong BY, Worm M, Tanno LK, Lockey RF, El-

Gamal YM, Brown SG, Park HS, Sheikh A. 2015 update of the evidence base: World Allergy
Organization anaphylaxis guidelines. World Allergy Organ J. 2015 Oct 28;8(1):32

. Bitencourt FH, Vieira TA, Steiner CE, Neto JC, Boy R, Schwartz IVD. Medical Costs Related

to Enzyme Replacement Therapy for Mucopolysaccharidosis Types I, I, and VI in Brazil: A
Multicenter Study. Value Health Reg Issues. 2015 Dec;8:99-106

.Bamakmagze H.[O. MyapTUOUCUUIUIMHAPHbIE  IIPUHLUMUIIBI  BeOeHusl OeTeil ¢

MYKOTIOJICaxapua03amMmy B MOBbIIeHMM 3G(MEKTUBHOCTU UX AMATHOCTUKU U JIEUEHUS :
apTopedepart AMC. ... TOKTOpa MeauUIMHCKUX HayK: 14.01.08, ExaTepunoypr, 2019. - 47 c.

. Berger KI, Fagondes SC, Giugliani R, Hardy KA, Lee KS, McArdle C, Scarpa M, Tobin M],

Ward SA, Rapoport DM. Respiratory and sleep disorders in mucopolysaccharidosis. ]
Inherit Metab Dis. 2013 Mar;36(2):201-10

. Scarpa M, Lourenco CM, Amartino H. Epilepsy in mucopolysaccharidosis disorders. Mol

Genet Metab. 2017 Dec;122S:55-61


https://www.ncbi.nlm.nih.gov/pubmed/?term=Demoly%20P%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Adkinson%20NF%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Brockow%20K%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Castells%20M%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chiriac%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Greenberger%20PA%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Khan%20DA%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lang%20DM%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Park%20HS%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pichler%20W%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sanchez-Borges%20M%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Shiohara%20T%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/?term=Thong%20BY%5BAuthor%5D&cauthor=true&cauthor_uid=24697291
https://www.ncbi.nlm.nih.gov/pubmed/24697291

.Braunlin EA, Harmatz PR, Scarpa M, Furlanetto B, Kampmann C, Loehr JP, Ponder KP,

Roberts WC, Rosenfeld HM, Giugliani R. Cardiac disease in patients with
mucopolysaccharidosis: presentation, diagnosis and management. ] Inherit Metab Dis.
2011 Dec;34(6):1183-97

.Dornelles AD, Artigalas O, da Silva AA, Ardila DLV, Alegra T, Pereira TV, Vairo FPE,

Schwartz IVD. Efficacy and safety of intravenous laronidase for mucopolysaccharidosis
type I: A systematic review and meta-analysis. PLoS One. 2017 Aug 31;12(8):e0184065

.Lin HY, Shih SC, Chuang CK, Chen MR, Niu DM, Lin SP. Assessment of bone mineral

density by dual energy x-ray absorptiometry in patients with mucopolysaccharidoses.
Orphanet ] Rare Dis. 2013 May 11;8:71

.Escolar ML, Jones SA, Shapiro EG, Horovitz DDG, Lampe C, Amartino H. Practical

management of behavioral problems in mucopolysaccharidoses disorders. Mol Genet
Metab. 2017 Dec;122S:35-40

. Motamed M, Thorne S, Narula A. Treatment of otitis media with effusion in children with

mucopolysaccharidoses. Int ] Pediatr Otorhinolaryngol. 2000 Jun 30;53(2):121-4

. Adam MP, Ardinger HH, Pagon RA, et al., editors. Mucopolysaccharidosis Type I Seattle

(WA): University of Washington, Seattle; 1993-2020.
https://www.ncbi.nlm.nih.gov/books/NBK1162/

. Congedi S, Orzalesi M, Di Pede C, Benini F. Pain in Mucopolysaccharidoses: Analysis of the

Problem and Possible Treatments. Int ] Mol Sci. 2018 Oct 8;19(10):3063

. Venekamp RP, Hearne BJ, Chandrasekharan D, Blackshaw H, Lim ], Schilder AG.

Tonsillectomy or adenotonsillectomy versus non-surgical management for obstructive
sleep-disordered breathing in children. Cochrane Database Syst Rev. 2015 Oct 14;
(10):CDO011165, Bianchi PM, Gaini R, Vitale S. ENT and mucopolysaccharidoses. Ital ]
Pediatr. 2018 Nov 16;44(Suppl 2):127

.Yang L, Shan Y, Wang S, Cai C, Zhang H. Endoscopic assisted adenoidectomy versus

conventional curettage adenoidectomy: a meta-analysis of randomized controlled trials.
Springerplus. 2016 Apr 11;5:426

. Harrison R, Schaefer S, Warner L, Mercer ], Jones S, Bruce I. Transnasal adenoidectomy in

mucopolysaccharidosis. Int ] Pediatr Otorhinolaryngol. 2018 Aug;111:149-152

. Mitchell RB, Archer SM, Ishman SL, Rosenfeld RM, Coles S, Finestone SA, Friedman NR,

Giordano T, Hildrew DM, Kim TW, Lloyd RM, Parikh SR, Shulman ST, Walner DL, Walsh SA,
Nnacheta LC. Clinical Practice Guideline: Tonsillectomy in Children (Update). Otolaryngol
Head Neck Surg. 2019 Feb;160(1_suppl):S1-S42

. 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.

4. Grant S, Aitchison T, Henderson E, Christie J, 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

.Braunlin E, Steinberger J, DeFor T, Orchard P, Kelly AS. Metabolic Syndrome and

Cardiovascular Risk Factors after Hematopoietic Cell Transplantation in Severe


https://www.ncbi.nlm.nih.gov/books/NBK1162/

Mucopolysaccharidosis Type I (Hurler Syndrome). Biol Blood Marrow Transplant. 2018
Jun;24(6):1289-1293



IIpunoxxenme Al. CocTaB padoueri rpynibl o
pa3pabOTKe U NMepeCcMOTPY KIMHUYECKUX
peKOMeHJall i

BaiigakoBa l'anmHa BuKTOpoBHA- K.0.H., BeAyIIMii Hay4dHbIi COTPYIHMK JiabopaTopuu
Hac/leICcTBeHHbIX Oone3Heii oomeHa PI'BHY "Menuko-reHeTuueCckuii HaydHbIi IIeHTP UM.
akagemuka H.IIl.boukoBa“.

BapaHoB AnekcaHap AnekcaHapoBuu- akana. PAH, mnpodeccop, A.M.H.; TOYETHbII
npesuneHT Corosa nenuatpoB Poccun, coBeTHUK pykoBoputenss HUY nenvaTpum U OXpaHbl
310poBbs meteli LIKb PAH, riiaBHbIV BHEIITATHBINM CIIeIMANIUCT Ieauatp MuHsapasa Poccumn.

BaxnmoBa VipuHa BeHmaMmHOBHa- [.M.H., TIipodeccop, 3aBemyiomias Kadeapoit
rocnuTanbHoOM memuatpum IlegmuaTpudeckoro ¢axkyabrera @®IBOY BO  Vpanbckuii
T'ocymapCTBEHHbIVI MEAVULIMHCKUI YHUBEPCUTET

Bamakmanse Harto /I>)kymOepoBHa- 1.M.H., IOLeHT Kadeapbl (HaKylIbTeTCKON MeguaTpumn
[1® ®I'bOY BO PHUMY nmenu H.U. IluporoBa M3 P®, UHCTUTYT TnieauaTpum U OXpaHbI
3mopoBbs neteii Kb PAH.

Bocko6oeBa EneHa IOpbeBHa - K.M.H., B.H.C. JJabopaTopuy HaCAeICTBEHHBIX OoJie3Hel
obmena ®I'BHY "Menuko-reHeTUIeCKMii HaydHbIN IIeHTD".

3axapoBa Exkarepuna IOpbeBHa -1.M.H., 3aBefyiolas JjabopaTopueit HacaedCTBEHHbBIX
6onesHeit ooMena @®I'BHY "Menuko-reHeTUMYeCKMii HAyUHbIN IIeHTP MM. aKageMuKa
H.II.boukosa.

Kysenkosa Jlrogmuina MuxaiioBHa- n.M.H., ®T'AY «<HMUIL 3mopoBes geteit» MuH3apasa
Poccun, nmpodeccop Kadenpbl neguaTpun u metckoii pematonorum ®TAOY BO Ilepsbiit
MOCKOBCKMIT TOCYOAapCTBEHHbI MeOULMHCKUIA yHuUBepcureT wum. W.M. CeueHoBa
MuHucTepcTBa 3apaBooxpaHeHust Poccuiickoin ®enepaiiny (CeueHOBCKNUIT YHUBEPCUTET)

Kynies Ceprein MBaHoBuu - uwi.-kopp PAMH, n.m.H., nupekrop ®I'BHY "Menuko-
reHeTUYeCKMUI Hay4dHbIil LeHTp uM. akageMuka H.IT.boukoBa ", Ilpe3nmeHT Accoumanum
MeIULIMHCKUX FeHeTUKOB (AMI').

JlapumoHnoBa BanentmHa UnbumHMUYHA- O.M.H., PIBHY "MHCTUTYT 3KCIIepUMEHTAILHO
MeIULIVHBI.

Jlookanua3ze Tuna BUKTOpOBHA- K.M.H., 3aBeayiollasl AHEBHBIM CTAlIMOHAPOM WU
orgeneHuem nainatuBHoi MmeauuyiHbl I'BY3 "T'Kb N 64 JI3M".

MuxaiinoBa JIrogmmiaa KoHcTaHTMHOBHA - 1I.M.H., mpodeccop, yueHblii cekpetapb ®I'BY
"HaunoHanbHbI MEOUIIMHCKUIT UCCIeo0BaTeIbCKUII [IEHTP TPAaBMAaTOJIOIUM U OpPTONenuUn
uMmenu H.H. [Ipuoposa” M3 PO.



MuxaiinoBa CBeTiiaHa ButanbeBHa -1.M.H., 3aBenyioias otaeneHnnem ®I'BY «Poccuiickas
Hetckasts Knuanueckasa bonbHuna» M3 PO.

MomuceeB Cepreii BajeHTMHOBMY- [.M.H., 3aBelyloluii Kadeapoil BHYTPEHHUX,
npodeccuoHabHbIX Oosie3Helt u peBmartonoruu GrAOY BO IlepBwiit MMV um. .M.
CeueHosBa (CeueHoBCKMI1 yHUBepcurtet) M3 PO.

Hasapenko Jliogmwuiaa IlaBimoBHa- 1. M. H., mpodeccop 3actykeHHbIi Bpad PO,
PYKOBOIMUTE/b JlabopaTopuyM HacaencTBeHHON maTosoruu HUW mMemuuMHCKOI TeHeTUKU
Tomckoro HMII PAH.

Hama3soBa-BapanoBa Jleitnia CeiimypoBHa- akaja. PAH, mpodeccop, o.M.H., pe3uaeHT
Coro3a neguatpoB Poccum; mact-npesugeHt EPA/UNEPSA; pykosogutens HUWM nenuatpun
1 oxpaHbl 300poBbs Aeteii LIKB PAH, 3aBenytomniasi Kadenpoii GpakyabTeTCKON MeauaTpumn
neguatpuueckoro ¢axkynpreta ®I'bOY BO «PHUMY um. H.M. IluporoBa» MwuH3OpaBa
Poccum, raBHBIM BHEIITATHBINA JETCKUIA CIIEUMaJMCT M0 IPOPUIAKTUUECKON MeaulHe
Mwunspgpasa Poccun.

Huxkutun Cepreit CepreeBmu - [1.M.H., Impodeccop, mpeacenaTesb «O61recTBa
CIIEIIMAJIMCTOB 110 HEPBHO-MbIIIEYHBIM 3a00/I€BaHVSIM».

ITeuaTunkoBa HaTtanbs JIeoOHMIOBHA - pyKOBOAUTE/b LleHTpa opdaHHbIX U IPYTUX PEIKUX
3aboneBannii I'bBY3 «Mopo3oBcKas JeTcKast TopoacKkast KauHudeckast 6onbHuia J13M».

IlonsikoBa Osnbra  AJIeKCaHAPOBHA- IEeTCKUIL  oprtomen, TpaBmartonor @IBY
«HalmoHanbHbI MeOULIMHCKUIA MCC/Ied0BaTe/IbCKUIl [IEHTP TPaBMaTOJOTUM U OPTOIeann
uMmenu H.H. [Ipuoposa” M3 PO.

CemsukmHa Ayia HukonmaeBHa- 1.M.H., I.H.C. OTOe/J€HUS KAMHUUYECKOM reHeTuku OI'BY
«Mockosckuit HUU nnenyatpun u getckom xupyprum Mmuusapasa Poccumn.

VmanoBa Oabra BacmiabeBHa- K.M.H., OO0 «Menuko-reHeTU4YeCKMii 1eHTp «['eHOM»»,
npencenatenb Huskeropoackoro otmenenus POMI, pykoBomutenb lleHTpa MeOuIIMHCKONM
reHeTuky ®I'bOY BO «I[IMMVY» Mun3apasa Poccuu, r. Huskauit Hosropoj.

ABTOpBI TIOATBEPXKIAIOT OTCYTCTBME (DUHAHCOBOV TOAAEPXKKM/KOHMINKTAa MHTEpPECoB,
KOTOPBIN HEOOXOAMMO 06HAPOIOBATb.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMUX 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
KOHTPOJIMPOBAHHbBIX MCC/IENOBAHMIT M IJISI CO3JAaHMSI IPOTOKOJIOB AMArHOCTUKY UM TepaItmu
MCTIO/NB3YIOTCS JIMIIb TeMaTUuecKue MUCCAeIoBaHMUsI SKCIIePTOB, OMMyOIMKOBAaHHbIE B
TOC/IeJHYE IBA JeCSITUIeTHSI.

OueHKka KayecTBa O0OKAa3aTeJbCTB UM CWIbl PEKOMEHAALMiII IPUMEHEeHUS MeIUIMHCKUX
TEXHOJIOTUI MTPOBOAMUIACH B COOTBETCTBUM C YHUMUIIMPOBAHHON IIKAIO0M, IPUBEIEHHO B
Tabnumax 1-3.

LeneBast ayauTopus JaHHBIX KINHUYECKUX PEKOMEH AL UIA:

1. Bpauu o6111eit BpaueObHOI MPaKTUKY (CeMeiiHble Bpaun);
2. Bpaun- neguatpsi;

3. Bpaun-TepamneBThl;

4. Bpaun-reHeTHKu;

5. Bpaun-n1abopaTopHbie TeHeTUKM;

6. Bpaun-kapamosnoru;

7. Bpaun-neTcKkue Kapauoiaoru;

8. Bpauu- HeBpoOJIOTH;

9. Bpauu — TpaBMaTOJIOTM-OPTOIEbI

0. Bpaun-xupypru

1. Bpauu - geTckue xupypru

2. Bpauu - aHeCTe31o/I0T-peaHuMaTOIOr U

3. Bpaun - 0oTOpMHOIapUHTOJIOTU

4. Bpaun -CypIoJiorM-0TOPUHOIAPUHTONIOT U

5. Bpauu peBMaToJioru

6. Bpaun-sHO0KpUHOIOTU

7. Bpaun -geTckue SHOOKPUHOJIOTU

8. Bpauu - peHTreHoJI0oru;

9. Bpauu -ncuxmaTpbl

0. Bpauu pyHKIMOHATIBHO IMAarHOCTUKMN;
1
2

. MeIuIIMHCKME TICUXO0JIOTH;

. CTymeHTbl MeIULIMHCKMX BY30B;



3. O6yuaroiuecs: B OpAMHATYpe.

Taomuua 1. IlIkana oleHKM YpOBHel HOCTOBepHOCTM AoKasaTenbcTB (V) mjisi MeTomoB
OVArHOCTUKY (OVMAarHOCTUYECKMX BMellaTe/IbCTB)

yaan PacwuundpoBka

1 CucremaTtuyeckue 0630pbl nccneoBaHum c KOHTpOMEM ped)epeHCHblM MeToAOM WM  CUCTEMATUYECKUI 0630p
pPaHAOMU3NPOBAHHbLIX KIMHUYECKUX nccnegoBaHnm C NpuMeHEHMEM MeTa-aHalan3a

2 OTaenbHble UCCNeAoBaHUsl C KOHTPoneM pedepeHCHbIM METOAOM WM OTAEeNbHble PaHAOMWU3UPOBAaHHbIE KIMHUYECKME
MCCNefoBaHUS U cucTeMaTuyeckme 0630pbl UCCefoBaHWi Nto6oro Av3arHa, 3a UCKITHYEHWEM PaHAOMU3UPOBAHHbLIX
KJTMHUYECKUX UCCNEN0BaHNI, C MPUMEHEHWEM MeTa-aHanmnsa

3 NccnepoBaHua 6e3 nocnenoBaTesibHOro KOHTPONsS pedepeHCHbIM MEeTOAOM UAW uccneaoBaHus ¢ pedepeHCHbIM
METOAOM, He SBASIOWMMCS He3aBMCUMbIM OT WCCNeAyeMoro MeToda WM HepaHAOMU3VMPOBAHHble CpaBHUTENbHble
nccnenoBaHnsl, B TOM YMC/ie KOrOpTHble UccneaoBaHuns

4 HecpaBHUTENbHbIE NCCNEAOBaHUSA, ONMUCAaHUE KIMHUYECKOro criy4vas

5 MmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUSA N MHEHME JKCNnepToB

Tao6muma 2. Illkasa OLleHKM YPOBHEN HOCTOBEpHOCTM mokasarenbeTB (YIIJ) mss MeTOmoB
npodwiakTUKKY, JedeHuUss U peabunutauumu  (MpoduaakTUYeCKUX,  JedeOHbIX,
peadouIUTaALMIOHHBIX BMEIIaTe/IbCTB)

yaa PacwudpoBka

1 CucrtemaTtmyeckmin 063op PKU ¢ npumeHeHneM meTa-aHanmsa

2 OTpenbHble PKU n cuctemaTtnyeckme o630pbl MccnenoBaHui noboro aAmsariHa, 3a uckawdeHnem PKU, ¢ npumeHeHnem
MeTa-aHanmsa

3 HepaHoOMU3MpOBaHHbIE CPAaBHUTENIbHbIE UCCNEA0BaHUS, B T.4. KOFOPTHbIE UCCef0BaHUS

4 HecpaBHUTENbHbIE WUCCNEAOBaHUSA, OMUCaHUWE KIMHUYECKOro cilyyasd WM cepunm CciydaeB, uUccnenoBaHud <<cnyqa171—
KOHTPO/1b>»

5 NmeeTcs nuwb 060OCHOBaHME MexaHuM3Ma [AeNCTBMS BMelaTenbCTBa (.CI.OKJ'II/IHVI'-IeCKVIe VICCHELI,OBaHVIFI) nan MHeHune
3KCNepToB

Tao6muma 3. llIkana olieHKM ypoBHel yoenuTenbHOCTM pekomeHpanuit (YYP) mjist MmeTomoB
NpoGWIAKTUKY, OUMATHOCTUKM, JiedeHus ¥ peabunurtanmum  (MPoUIaKTUIECKUX,
IMAarHOCTUYECKUX, JIeueOHbIX, peabMIMTaLMOHHbBIX BMEIIaTe/IbCTB)

YyP PacwudpoBka

A CunbHas pekoMeHaauus (Bce paccMaTpuBaeMble KpUTepumn 3 deKTUBHOCTM (MCXOAb!) SBASIOTCS BaXKHbIMKU, BCE
MCCNefoBaHNS WMMEIKT BbLICOKOE WU YAOB/IETBOPUTENIbHOE METOA0SIOMMYEecKoe KayecTBO, MX BbIBOAbI MO
MHTEPECYIOLWMM UCXOAAM SBMSIOTCA COrflacoBaHHbIMK)

B YcrnoBHas pekoMeHaauus (He Bce paccMaTpuBaeMble KpuTepum 3hheKTUBHOCTM (MCXOAbl) ABASAKOTCS BaXHbIMM,
He BCe WCCNeAOBaHWS MMEKT BbICOKOE WM YAOBNETBOPUTENIbHOE METOLO0/IONMYECKOe KauyecTBO W/UNnM UX
BbIBOAbI MO MHTEPECYIOLWMM UCXOAaAM He ABSOTCA COrNacoBaHHbIMM)

C Cnabas pekomeHaaumsa (OTCYTCTBME AOKasaTeNbCTB HaAaNexallero Kayecrtsa (Bce paccMaTpyMBaeMblie KpUtepum
3 dhekTUBHOCTM (UCXOAbl) SIBASAIOTCS HEBaXXHbIMW, BCE WCCNeA0BaHUS WMMEKT HU3Koe MEeToAOosIormyeckoe
KayecTBO U UX BbIBOAbI MO MHTEPECYHOLLMM NCXOAAM HE SABASIKOTCS COrlaCoOBaHHbLIMM)

JKOHOMMYECKUM aHaJIN3:

AHanmu3 CTOMMOCTU He IIpoBOOAMJICS U HY6)'H/IKaLU/II/I I10 d)apMaKOBKOHOMI/IKe He
AHaJIN3NPOBAJINCD.



MeTon, Baauau3anuy peKOMeHJaluii:

e BHeIlIHsS 3KCIIepTHAs OLI€HKA;
e BHYTpeHHSsISI SKCIIepTHAs OLleHKa.

OnucaHye MeToAa BaJIMAN3alM PeKOMeHJaImii:

Hacrosimie pekoMeHOalMy B MpedBapuTeNbHON BepcumM ObUIM  peleH3MPOBaHbI
He3aBMCUMBIMM 3KCIIepTaMM, KOTOPBIX MOMPOCUIN ITPOKOMMEHTUPOBATD IIpeXAe BCEro To,
HACKOJIbKO MHTepIIpeTalysl J0Ka3aTe/lbCTB, JeXKallMX B OCHOBe peKOMeHaluii, TOCTyIIHa
IJISI TIOHMMAaHMSI.

[TomyueHbl KOMMEHTApMM CO CTOPOHBI Bpadeil MMEePBMUYHOIO 3BeHAa B OTHOIIEHUM
OOXOTUMBOCTY WM3JIOKEHUSI PEKOMEHIAIMii M MX OLIEHKM BaKHOCTM PEeKOMEeHAALMi Kak
paboyero MHCTPyMeHTa MOBCeJHEBHO MTPAKTUKIA.

[IpegBapuTenbHass Bepcus ObUIa TakKKe HaIlpaB/ieHa peleH3eHTy, He MMeIleMy
MeIUIIMHCKOTO 00pa3soBaHMsI, IJISl TIOJTyUYeHNMsSI KOMMEHTApUeB C TOUKM 3PeHMs ITepPCIIeKTUB
MaIeHTOB.

KomMmeHTapuu, TMOJdy4YeHHble OT JKCIIEPTOB, TIIATEJIbHO CUCTEMATU3UPOBAIUCE U
00CY>KIamuch IpeacegaTeseM U uieHamy paboueir rpymnnbl. Kaskablii IIYHKT 0O0CYKIaICs, U
BHOCKUMbIE B pe3yjibTaTe 3TOr0 M3MEHEHUS B pPeKOMeHIaluu PerncrpupoBainchb. Eciam xe
U3MEHEeHUSI He BHOCWIMCb, TO PErucCTpUPOBAINCH IIPUUYMHBI OTKa3a OT BHECEHUS
M3MEHEeHUI.

KoHcynbTanms u 3KCIepTHasi OleHKa:

[IpoekT pekoMeHAanuii ObUT pelneH3MPOBaH HEe3aBUCUMBIMM 3SKCIIEPTAMM, KOTOPBIX
MOMPOCIJIM ~ TIPOKOMMEHTHUPOBATh, TpPEXKAEe  BCEro, JIOXOOUMBOCTb UM  TOYHOCTD
MHTepIIpeTaIy J0Ka3aTeIbHOM 06a3bl, Jekalleil B OCHOBe peKOMeHIallii.

Pa6ouas rpymnmna:

JIJisT OKOHYATE/JIbHOI pemakLMy UM KOHTPOJSI KaueCcTBa PEKOMEHAALMM ObUIM ITOBTOPHO
MIPOaHa/IM3VPOBAHbI WIeHaMM paboueii IPYIIIbl, KOTOPbIE MPUIIIA K 3aKITIOUYEHMI0, YTO BCe
3aMeuaHyus ¥ KOMMEHTApuy SKCIIEPTOB IPUHSTHI BO BHMMAaHME, PUCK CUCTEMATUUECKUX
OIIMOOK Mpyu pa3paboTKe peKOMeH Ialiii CBeIeH K MUHUMYMY.

ITopssioK OOHOBIEHMS KIVMHUYECKUX PeKOMeHJaIMii.

MexaHusM  OOHOBJIEHMSI ~ KJIMHMUYECKMX  pPeKOMEeHOAalMii  MOpemycMaTpuBaeT  UX
CHUCTEeMAaTUYeCKyl0 aKTyaau3alyio — He peXke 4eM OAMH pa3 B TpU rofa, a Takxke Ipu
TOSIBJIEHMM HOBBIX [JAHHBIX C MO3UIMM [AOKa3aTeJbHOM MeOUIMHBI [0 BOIIPOCaAM
OMArHOCTUKM, JieueHMs], TPOPUIaKTUKM U peabuauTaliuyM KOHKPETHBIX 3a00jieBaHMIA,



HaiMmuuy 000CHOBAHHBIX AOIOJHEHUIi/3aMedaHMii K paHee yTBepskaAeHHbIM KP, HO He yariie
1 pa3a B 6 mecslieB.



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

IIpunoxenne A3.1 HopmaTuBHbIE JOKYMEHTDI, MCIIOJIb30BAaHHbIE IIPU
IIOATOTOBKE KIMHUYECKUX PeKOMeHIauin

1. TIpuka3z MwuHuctepcrBa sapaBooxpaHeHusi PO "O6 yrBepskmeHuu Ilopsimka oKasaHUS
MEeIOUIIMHCKOM ITOMOIIYM OOJIbHBIM C BPOKIEHHBIMM M (MIM) HACAeICTBEHHBIMM
3ab6oneBaHusIMu" ot 15 Hos16pst 2012 1. N 917H).

2. [Ipuka3z MuHMUCTEPCTBA 3ApaBOOXPaHEHMSI U COLMAIbHOrO pasBuTus PO or 16 amnpens
2012 r. N 366H "O6 yrBepskmeHnu [Topsiika okazaHus meauaTpuueckoil moMoIm"

3. Ilpuka3z MwunsgpaBa Poccum or 11.10.2018 N2 694H CraHpgapT MepBMYHOIN MeOuKO-
CAaHMUTAPHON TIIOMOIIM [JeTsIM NOpu MyKomoaucaxapumose [ Twuma (dpepMeHTHas
3aMeCTUTeIbHAs Teparnus)

4. Tlpukas Munsgpasa Poccun ot 11.10.2018 N2 696H CraHpmapT crienquaan3upoBaHHON
MEOULMHCKON TMOMOIIM [OeTSIM IIpyu MyKomonaucaxapupose I Tuma (OMarHOCTUKa U
MHULIMaus GepMeHTHO 3aMeCTUTeIbHO Teparin)

5. Cranpapt crenuaan3upoBaHHON MeOULIMHCKON IIOMOII IeTsIM npu
MyKononucaxapugose I Tuna (pepmeHTHass 3amMecTuTe/lbHass Tepanus) IIpukas
Mwunsapasa Poccunm ot 11.10.2018 N 6951

6. IHpopmalivsi 0 JeKapCTBEHHbBIX IperapaTax: ['ocymapCcTBeHHBI peecTp JieKapCTBEHHbIX
cpencts: https://grls.rosminzdrav.ru

7. ®epgepanbHbiit 3akoH OT 21 Hos16pst 2011 1. N2 323-®3 «O6 O0CHOBaxX OXpaHbI 3J0POBbSI
rpakgad B Poccuiickoit ®epepauun» (CobpaHue 3aKoHOmaTenbcTBa PoccuiicKoit
®enepannn, 2011 r., N2 48, cT. 6724);

8. MexxmyHapogHas Kiaaccudukaums Ooyie3Hel, TpaBM M COCTOSIHMI, BIMSIONINX Ha
3popoBbe (MKB — 10);

9.Tlpukasz M3 P® or 20 mekabps 2012r. N2 1183H «O06 yTBepsKIeHUM HOMEHKIATYPbI
IODKHOCTE MeIUIIMHCKMUX PAOOTHUKOB U (papMalieBTUUeCKUX PaOOTHMUKOBY.

0. ITpukas M3 P® ot 23 utonsg 2010 r. N© 541H. Equublii KBaandUKaLMOHHbIN CIIPaBOYHUK
IO/DKHOCTE PyKOBOAMUTENEeH, CIelMalIMCTOB U CIIyXKalux, pasnen KsanuduxkaimoHHble
XapaKTePUCTUKM JOKHOCTE pabOTHUKOB B cpepe 3IpaBOOXpaHEHMS.

1. ®emepanbHbIii 3aKOH OT 25.12.2018 N2 489 489-®3 «O BHeceHUM U3MeHeHUi1 B cTaThio 40
denepanbHoro 3akoHa "O6 06s13aTeIbHOM MeIMIIMHCKOM CTpaxoBaHUM B Poccuiickoit
denepauyn” u @depepanbHblii 3aKoH "OO0 OCHOBAx OXpaHbI 3J0pPOBbSI TpPakgaH B
Poccuiickoin @emepaiun’” 1o BOIIPOCaM KIMHUYECKUX PEKOMeHalii».



2. TIpukasz MunsapaBa Poccum N2 103H ot 28.02.2019 1. «O6 yTBepKIeHMM MOpsiAKa U
CPOKOB pPa3pabOTKM KIMHUUYECKMX peKOMeHIaluii, X MepecMoTpa, TUIIOBOI (Qopmbl
KIMHUYECKUX pPeKOMeHAaluii ¥ TpebOBaHMII K UX CTPYKType, COCTaBy M Hay4dHOI
000CHOBAHHOCTM BK/II0OYAeMOIi B KIMHMYECKME peKOMeH Al MHDOpMaLN».

3. [Ipuka3z MunsgpaBa Poccuyu ot 13.10.2017 N 804H "OO yTBepKIeHUM HOMEHKJIATYPbl
MeOULIMHCKUX YCIYT".

4. [Tpuka3 MuHUCTEPCTBA Tpyaa U colmanbHOM 3amuTbhl PO ot 27 aBrycra 2019 r. 585H «O
KIaccupukanmusix U KPUTepUsIX, WUCIIONb3yeMbIX IIpU  OCYIIEeCTBJIEHUM MeIouKo-
COIMaIbHOM 3KCIIEPTU3bl TpaKaaH ¢emepaqbHbIMU TOCYIapCTBEHHBIMMU YUPEXIEHUSIMU
MeIMKO-COLMATbHOM SKCIIEPTU3bI»;

5. ITpuka3 MuHucrepcTBa 3apaBooxpaHenus: PO ot 14 suBaps 2019 r. N2 41
«06 yTBepKIeHUM TIOpSAKa Ha3HaueHMs JIeKapCTBEHHbIX TIpemnapaToB, ¢dopm
pelienTypHbIX 6IaHKOB Ha JieKapCTBeHHbIE TIperapaThl, Mopsiaka ohopMIeHMsT YKa3aHHbIX
O71aHKOB, X yUeTa U XpaHeHUs»

6. [Ipykas MMHMCTEPCTBO 3APaBOOXpPAaHEHMSI M COLMAJIBbHOIO pas3Butus Poccuiickoi
Genmepaniuu  «O mopsAAKe TPUMEHEHUSI JIeKapCTBEHHBIX CPeICTB Y OOJbHBIX IIO
KM3HEHHbIM IMOKa3aHusIM» oT 9 aBrycra 2005 r. N2 494

7. UndopmanmonHoe mucbMo  MwuH3apaBa Poccuym 1Mo BO3MOXKHOCTM — 3aKYIIKM
JIeKapCTBEHHOT'O rpenapara 13(0) TOPrOBOMY HaVMEeHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-

informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-

torgovomu-naimenovaniyu).

OCHOBHBI€ HOPMATUBHO-IIPABOBbIE€ aKThI, PETYIUPYIONIVIE OKa3aHue
NaUIMaTUBHOV MeIUIMHCKOM ITOMOIIM

1. denepanbHblil 3aKOH "O BHeceHMM n3MeHeHMni1 B PemepanbHbIii 3aKoH "O6 OCHOBAx
OXpaHbl 3O0pPOBbS TIpaxmaH B Poccuiickoin @enepainymu” 10 BOMPOCAM OKa3aHMS
nauiMaTuBHOM MeauiuHcKou nmomomu” ot 06.03.2019 N2 18-d3.

2. IMpuka3 Munsapasa Poccun N2 3451, MunTpyna Poccun ot 31.05.2019 N2 372H «O6
YTBEPXKAEHMUM TIOJIOKeHMsI 00 oOpraHmsaluy oOKa3aHMs NaJIAMaTUBHON MeIOUIIMHCKOM
TIOMOIIM, BK/IOYAs MOPSIOOK B3aMMOLENMCTBUS MEIULIVMHCKUX OpraHm3aluii, OpraHu3auuin
COIIMAJIBHOTO OOCTY:KMBAHMSI U OOIIEeCTBEHHBIX OObEeIVMHEHMI, MHBIX HEKOMMEpPYEeCKUX
opraHmsaluit, OCyIlIeCTBIISIIOLIMX CBOIO IesITeJIbHOCTD B cpepe OXpaHbl 3I0POBbSI».

3. [Tpukas MunsapaBa Poccun N2 348H ot 31 mas 2019 roma «O6 yTBep>KIeHUM TTepedHs
MEeOULUVHCKUX U3Oe/ui, IIpedHa3HAauYeHHbIX MIJIs MOAAepXXaHMsI OpraHOB U CUCTEM
OpraHu3Ma 4yejioBeKa, IpeoCTaBIsIeMbIX OJ1S CIIOJIb30BAHUS HA JOMY».

4, ITpukas MunsapaBa Poccum N2 505H ot 10 mronst 2019 roma «O6 yTBepsKaeHUM
[lopsogka 1epegauM OT MEOMUMHCKON OpraHmsaluy TanueHTy (ero 3aKOHHOMY
MpeCTaBUTENI0) MeAUIIMHCKUX U3Ie/nii, TIipefHa3sHaueHHbIX JJiS moaAepskaHusl QYyHKIMi


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

OpraHOB M CHUCTEeM OpraHusMa 4YeJOBeKa, OJISI MCIIOJIb30BaHMSI Ha OOMY MpU OKa3aHUM
Na/VIMATUBHOM MeOUIIMHCKONM IMTOMOIIN».

5. ITpukas M3 P® N2 831 ot 3 okTs6pst 2019 roma «O6 yTBepsKaeHUM BeIOMCTBEHHOI
IIeJIeBOI IporpaMMbl «PasBuUTME CHUCTeMbl OKasaHus Ia/UIMAaTUBHON MeIMIVHCKOI
TTOMOIIIN».

IIpunoxxenme A3.2 Knaccudpuranmss MyKoIoanucaxapumao30B.

Knaccudukaumst Mykonosucaxapuao3os. [7]

MMC Moatun CuHApOM leH depMeHTHbI gedekT Nokyc OMIM
I MMOCIH l'ypnep IDUA Oedvunt anbda-L- 4p16.3 607014
MAypoHMAA3bl
MMNC 1 l'ypnep-Lerie 607015
H/S
MMNCIS LLlene 607016
II MMC II XaHTepa IDS Oedvunt naypoHaT-2- Xqg28 309900
cynbdaTasbl
111 MIC CaHdununno 252900
IIIA SGSH Oedvunt renapaH-N- 17925.3
cynbdaTasbl
MnC NAGLU Oedvunt N-auetun-a-D- 17g21.2 252920
II1B r7t0KO3aMnHUAasbl
Oedvunt N-aueTun-a-
rnoKo3aMnuHnAasbl
MMNC HGSNAT Oedvunt renapaH-a- 8pl11.21 252930
IIIC rNIOKO3aMUHUA, N-
aueTunTpaHcdepasbl
MnC GNS Oedvunt N- 12g14 252940
IIID aueTUIrIIKO3aMUH-6-
cynbdaTasbl
v MMNC Mopkno GALNS Oedvunt 16g24/3 253000
IVA rasiakTo3amMuH-6-
cynbdaTasbl
MMNC GLB1 Oedvunt B- 3p21.33 253010
IVB ranakrosmgasbl
VI MIMC VI MapoTo-Jlamu ARSB Oedvunt N- 5g14.1 253200
aueTunranakro3aMmH-4-
cynbdaTasbl
VII MMNC VII Cnas GUSB Oedvunt B- 7q21.11 253220
rNIOKYpOHMAA3bI
IX MIMC IX HenocTtaToyHOCTb HYAL1 Oedvunt 3p21.31 601492
rmanypoHuaasbl rmanypoHuaasbl

IIpunoxxenme A3.3 BoipakeHHOCTbh KIAMHUUYeCKuX nposisiaeHnin MIIC I
B pa3HOM BO3pacTe



BoIpa>keHHOCTb KIMHMYecKux nposisiaenuit MIIC I B pasHOM Bo3pacTte

Cucrema CuMnTOM Oetn Moapoctkn/
B3pOC/ble
CepaeydHo-cocyaucTas KapanomunonaTus + ++
YTonuweHne CTBOPOK KlanaHoB +++ +++
LHC HapyweHune noseaeHuns ++ ++
LlepBukanbHasa mmenonatms ++ +++
'mapouedanus ++ ++
3apgepXka W OTCTaBaHuMe B +++ ++
pa3BuTumn
Cypnoporu + ++
HapylweHune rnotaHus + +
MuweBapuTensbHas [Ounapes + +
cucrtema
[enaTocnneHomeranus +++ +++
OpraH cnyxa MoTepsa cnyxa ++ ++
PeungmBupytownii cpegHuni ++ ++
oTuT
OpraH 3peHus Ouctpodus ceTuatkm + +
[MoMyTHeHne poroBuLibl + +++
CkeneTtHo- HecTtabunbHocTb aTnaHTo- + +
MbllleYyHas OKLMMNUTANbHOIO COYSIEHEHNS
TYHHENbHbIN KapnanbHbIl ++ ++
CUHAPOM
[pybble yepTbl Nnua +++ ++
Ouncnnasusa TbC ++ ++
MHOXEeCTBEHHbI AN30CTO3 + +
pbbkKn +++ ++
KOHTpakTypbl CycTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[bixaTenbHas O6CTpYKTUBHOE anHo3 BO CHe +++ +++
PectpukTnBHoe  3abonesaHue + +
nerkmnx
O6cTpyKuma BEPXHUX +++ +++
AblXaTeNbHbIX NyTen
Cneuvanb- [JepmaTtaH cynbdat B Mo4e ™" ™"
Hble nabopaTtopHblie
TecTbl
[enapaH cynbdaT B Moue ™ M
MaypoHuaasa W Wl
O6uwue Al B MOYye " "




IIpunoskenue A3.4 Yactora nmpoBeeHUsI 00C/IeIOBaHMUS Y IallIeHTOB
¢ MIIC I Tumna

MccnenosaHus [MepBoHavanbHas Kaxable Kaxable Kaxable 12 OauH pa3s
oLeHKa 3 mec 6 mec mec B 2 roaa

Mpuem Bpaya-reHeTuKa X X

MoarBep)xaeHme anarHosa X

AHamHe3 60one3Hu X

KnuHuueckuni ocmoTp | X X

Bpauya-negmuaTpa

Pocr, BeC, OKPY>XXHOCTb X X
rof0Bbl
BbIHOCNMBOCTL (6-T1n X X

MUHYTHbIN TeCT X0Ab6bI)?

OcMoTp Bpaua-HeBpoJiora X X

OcmMmoTp Bpava-xupypra/ X X
Bpa4a-AeTCKoro xumpypra

KomnbloTepHas  ToMorpadus X X
unu MPT rosoBHOro mMo3sra

KorHutnpHoe TecTMpoBaHue X X
(DQ/1Q)?

DnekTposHuedanorpaMMa X X

CkopocCTb HEpBHOM X X

nposoamMMocTn/ M

OcmoTp Bpaua- X X
OTOpPMHOJIapUHroJsiora

OcmMmoTp cypaonora- X X
OTOpPMHONIApPUHrosiora

AyanomeTpus X X
OcmoTp Bpaua- X X
ocdranbmonora

OcTpoTa 3peHus X X

OcCMOTp rfiasHoro AgHa X X
MccneposaHme porosuLibl X X

OcmoTp Bpaua- X X
nysbMoOHoOJIOra

oBA (nccnepnoBanune X X

HEeCnpoBOLMPOBAHHbIX
06BEMOB M MOTOKOB)

UccnepnoBaHune cHa/ X X
nonncomMHorpadpus

KapavopecnupaTopHbIii

MOHWUTOPUHI

OcmoTp Bpaua- X X
KapauoJsiora/Bpavda-

AETCKOro kapauoJsiora

DneKTpokapanorpamMmma X X

Oxokapauorpadus X X



OcmoTp Bpaua- X X
TpaBMaToJiora-oproneaa

PeHTreHorpadus ckeneta X X

Y3u opraHos 6ptowHom X X
rMofIoCTU;, 06BbEM Cefle3eHKM,
nevyeHu

OcmoTp Bpaua- X X
cdbumsnorepanesTa

NMpuemMm Bpaua no seyebHOMU X X
buskynbType

OcmMmoTp Bpauva- X X
cToMmaTtonora/Bpaua-

AEeTCKOoro croMmartoJsiora

Jla6opaTtopHbie
uccneaoBaHunA

Onpepenexne ' Al B Moye X X
AHanms KpoBM X X
Broxumunyeckmi

obLeTepaneBTUYECKNI

(anaHnHamMunHoTpaHcdepasa
(ANT),
acnaptaTtaMuMHoTpaHcdepasa
(ACT), obwuii wn npsimon
6unnpy6buH, XOJIeECTEPVH,
TpUranuepuabl)

1. Mna merei cTapiie 5 jeT; paccTosiHue, IMpoiaeHHoe 3a 6 MUHYT (IPearoUTUTETbHBIM
SIBJISIETCS TOT K€ IPOMEXYTOK BpPeMeHMU, UTO U B IPEeObIAyIINX TeCTaxX 3TOro IMaiyueHTa);
YMCJIO CTYIIEeHEe, IPOMAeHHbIX BBepX 3a 3 MMHYThI. OLleHMBAIOTCS MOKa3aTeau caTypauun
Sp02, 411, YCC mo u mociie HarpysKu.

2 _ DQ wm Kosdpdumment ymcrBeHHoro pasButusi (KYP) - crmoco6 cpaBHeHUS

VMHTEJUIEKTYaJbHOTO  Pa3BUTUSI, CBOVCTBEHHOrO JTaHHOMY BO3pacTy (YMCTBEHHbIX
CItocoOHOCTeli pebeHKa IO OTHOIIEHMI0O K €ero CBepPCTHMKAM), C XPOHOJOTMYECKUM
BO3pacToMm (pakTuuecKuM BO3pacToM pebeHKa).

KYP paccuuTbhiBaeTCsl [ejeHMeM MHTE/UIeKTYaJlbHOTO BO3pacTa Ha XPOHOJOTUYECKUIT U
yMHOXXeHreM Ha 100 gjst momydyeHus 1enoro uncna. Cpegauii Koa@@uieHT yMCTBEHHOTO
pasBUTHUS [IJ1s1 IIOOOTO Bo3pacTa cumTaeTcst paBHbIM 100.

IIpunoxxenue A3.5 Tect 6 MMHYTHOI X0ab0bI (6MTX) [24]

6MWT - TecT 6-MMHYTHOM X0AbLOBI (6 minutes walking test, 6MWT)

Tecm 6-muHymHoti xX00b0bl 5168151emcsk 00HUM U3 Haubosiee NPoCcMouix U OOCMYNHBIX 8 MUPOBOLI
npakmuke cnoco608 OUeHKU 8bIHOCIUBOCMU U (PYHKUUOHANbHBIX 803MOMCHOCMELl hayueHmos ¢
Kapouo02uueckoli u 1e204HOli Namosio2usiMu, a Maxkxe 8visI8JeHUs] MAKOBbIX, 8 MOM UUCTie U Y
demeli. Ileped Hauanom mecma u No ucmeveHuu WeCmu MUHym cneyudaiucmom oyeHusaemcs
npotideHHslll Nymb ¢ MOUYHOCMbBI0 00 Mempa, a Mmaxie NepeHOCUMOCMb HAzpy3KU NO WKAJle
bopza, apmepuanvHoe dasjieHue, nyJbC, Uacmoma ObIXaHust U camypayust Kuciopooom Kposu.
nayuenmy Heo0Xo00uUMo U3Mepums apmepuasivHoe dasjieHue, 4acmoma cepoeuHbslx COKpauleHut,



uacmoma OviXaHus, HeoOX00UMO nposecmu Nnyascokcumempuio. Pe6EHOK OosxceH 3a 6 MUHym
npotimu MakCuMaibHO 803MOXCHOe O/l cebsl paccmosiHue 8 KompopmHom Ons cebss memne.
/lucmaHyuto, npotideHHylo 8 meueHue 6 MuH (6MTX), usmepsiom 6 mempax OUeHUBANM 8
Junamuxe 1 pa3 8 6 Mec. U CpagHUBam ¢ 0aHHvIMU Npedvloyulezo UCC1e008aAHUSI.

Cnedyem nomHums, umo 078 0AHHO20 mecma umeromcs ciaedyoujue abconomMHble
npomueonoxkasavusi: ocmpas 60nb 8 2pyoHOU Kaemke, O0eKOMNEHCUPOBAHHAS CepoeuHas u
OblxameJsibHAss HeJdOCMAMmMouHoOCMs, ocmpole 3a00Jie8aHus, JUxXopadka, 3abonesaqus 0NOPHo-
dsuzamesnbHO20 anhapama npensimcmayujue 8bINOJIHEHU NPOObL.

K omHocumensHbolM npomueonoKa3aHusiM MOXCHO OMHeCMU 8blpaxceHHy O6padumaxuxapouro,
8bICOKYI0 ApMepuaibHyr0 2unepmeH3ur0 u 8o3pacm pebeHka. Manviiuam mpyoHO 0CO3HAMb U
UCNONIHUMDB 8Ce Npasuia mecma, N03Momy OH peKoMeHO08aH o demeti om 5 iem u cmapuue.

Echu nauuenm Haxodumcsi HA NOCMOSIHHOL KUCIOpOOHOU noddepiicke, CKOpocms nodauu
Kucaopoda npu nposedeHuu mecma 00X HA COXPAHSMbCS 8 COOMBemcmeuu ¢ npednucavuem
8paua, Ha3Hauusuwiezo U KOHMpOoJUpyrujezo mepanuio.

IIpogedeHue mecma Heob6Xo0umo HemedJIeHHO NpeKpamumes 8 ciyude 803HUKHO8eHUs 00U 8
2pyou, CunpHOUi 00blWKU, CYy0opoz 8 HO2aX, 20JI080KPYM#(eHUs, nomepu ycmouliuusocmu,
Hapacmaroweti crabocmu u s8Holi 61edHocmu ciedyem HemedJIeHHO NPeKpamums mecm.

6MWT npogsodumcsi 8 nomewleHuu, XOpoulo 3HAKOMOM nauyueHmy, umewuwem 0oCmamouyHo
OJIUHHDBILL KOpUudop ¢ meeposimM nokpsimuem. IuHa npoxodumozo nymu 00JHcHA COCMAasisimo He
meHee 30 mempos ¢ pasmemkoli kKaxicvie 5-10 mempa, a makxe moukamu noeopomos/
pa3zsopomos. Ha oboux KOHUax nymu Hy#HO pasmemums Kpecaa 0751 N0020mosKu u 0mobixa
nayueHmos. Kpome mozo, Heob6x00umo no3abomumscsi 0 HAAUYUU UCMOYHUKA Kucaopoda u
depubpunnamopa.

Taxkae 0na mecma 8am NOHAOOOUMCS MOHOMEMP, UdcChl C CEKYHOHOL CMpeKoli, NY1bCoOKCUMemp
u menegon. Tecm pexomeHdyemcs nposodums 8 ympeHHue udcsl nocjue jezkozo 3asmpakxa. Ha
nayueHme 0o0/xHa 6vimb YOoOHAs odexcda u noodxodsawas Ons npoz2yaku o00yev. 3anpeuyeHsl
UHMEHCUBHbIE (pu3uUecKue Hazpy3Ku MeHee uem 3a 08a uaca 0o ucnsimarus. JleueHue nayueHma
npoxodum 8 00biuHoM pexcume. Ecnu 8 noscedHesHoll #u3Hu pedEHOK Uchov3yem 07151 X00b0bl
mpocma, KOCMbLAU WU X00YHKU, cJiedyem ocmasums ux u 0Jis1 mecma.

IIpunoxxeHme A3.6 OCHOBHbIE MEPOIIPUSITUSA IIPU OKa3aHUU ITOMOIIN
NnaiyMeHTaM C aJUIepruuecKoii peakiueii Ha nmpemnapar [25]

Annepruyeckasn peakuus (AP)

OCTaHOBUTb UH(Y3UIO

OLeHUTb cTeneHb annepruquKoﬁ peakuummn

Jlerkas AP: nuxopaaka, mnOKpacHeHue, Cbifb, Jierkas Tsbkenana AP: Bblpa>xeHHasi KpanMBHMULA, OTEK Nnuua,



KpanuBHuUa. 3aTpyAHeHHoOe [AbiXaHue, nposaBJieHunsa cepn,elmoi’l
HeAOCTAaTO4YHOCTU U APp.

U6ynpocdeH** mnm napaueramon**, aHTUrMcramMmHHblie néynpodeH nnm napaueramon**, aHTUrMCTaMUHHbIE
npenapartbl CACTEMHOIO AEACTBUA B BO3PacTHOW AO3UPOBKeE npenaparbl CUICTEMHOI0 4EeACTBUSA, KOPTUKOCTEPOUAbI
CUCTEMHOro AenucTeus (1-2 Mr/Kr/cyT no
npenuusonouy*;‘), ecnm BO3HMKHET Heo6xoAMMOCTb

- anuHedpuH**
Ha6noaeHue 3a nauMeHTOM
MpoponxkaeTtcsa peakuusa Ha BBegeHue HeT peakuuu Ha BBeaeHue
OCTaHOBUTb UH(Y3UIO U HE BO3OGHOBJIATbL B 3TOT A€Hb Mpoao/mHxnUTb MH(PY3UIO Ha HEe60NbLUOK CKOPOCTU

Cnepayowyto nHdy3uno NpoBoAUTb HA HE6ONbLUOK CKOPOCTU Mocsie nNpeMeanKaumm (MNOBTOPUTb NpeabiayLyl0 CXeMy)

1 OcHoBHBIE MepompMsATMSI TIpM OKa3aHMM IOMOIIM MAIMEeHTaM C aHabIAKTUIeCKO
peakiuein cm. Ipuaoxenue I'7

IIpunoxenue A3.7 OCHOBHbIE MepOIIPUSITUSA IIPU OKa3aHUM IIOMOLIU
namMeHTaM ¢ aHapmIakKTUYeCcKoi peakumen[26]

1 [MpekpaTuTe BHYTPMBEHHOE BBEAEHWE TepaneBTUYECKOro JIeKapCTBEHHOrO CpeacTBa, KOTOprl‘/ﬁ BbI3bIBAE€T
aHaCbVIJ'IaKCVIIO nnun, ecnu nauneHT Ha4vyan otMedyaTb UISMEHEHNSA B obwem caMo4yyBCTBUU

2 OueHnTe KpoBoobpalweHne naumeHTa(nybC), NPOXOAMMOCTb AblXaTesNbHbIX MyTel (4acToTy AbiXaHus),
NMCUXMYECKOe COCTOsIHME, YPOBEHb CO3HaHUs, apTepuasnbHOe [AaBlieHWe, Haluyume KOXHbIX MpOsiIBNEHUN,
YTOUHUTE MacCCy Tena

3 Beeaute 3anunHedpuH** BHYTpUMbIWEYHO, B nepeaHebOKOBYK MOBEpPXHOCTb 6eapa), makcumym 0,5 Mmr
(nogpocTtkn) unn pgetam 0,05mMn/kr maccel Tena (MakcumanbHo 0,3 M), HOBopoxaeHHbiM -0,01 mn/kr.
3anuwunTe BpeMsi, BBEAEHHYO A03Y WU, Npu He06xop,MMocm, nostopute 4epes 5-15 MuH. BonbwuHCTBY
naumMeHToB Heobxoanmo 1-2 A03bl annHedpuHa**

He pekomeHayeTcs BBEAEH/NE B OJHO MecTo 1 MJ'I n 6onee sanuHedpuHa**, Tak Kkak, obnagas 6onblwnMm
COCYAOCY>XMBAKOLWNM AENCTBMEM, OH TOPMO3UT M COBCTBEHHOE BCACbIBaHME. ﬂpe,qnhoMTeanee BBOAWUTb €ro
aApobHo no 0,3-0,5 mMn B pa3sHble yyacTkm Tena kaxable 10-15 MWMH A0 Tex Mop, MOKa He HacTynuT
Tepal‘IeBTVIl-leCKVII7I :-Jq)cbeKT WK Xe He nocneayeT pa3BUTUE BblpaXKeHHbIX MOBOYHbIX SBAEHUNA.

4 MonoxuTe naumeHTa Ha CNUHY ecl MMeeTCs PecnuMpaTopHbIA AUCTPEecC U/WAW pBOTa; MOAHUMUTE HUXKHUE
KOHEYHOCTW (MauMeHT He AOJKEH CTOoATb, CUAETb WM [ABUraTbCs, [MOCKOJIbKY 3TO MOXET MPUBECTU K
BHE3amnHol CMepTu B Cllydasix Tsaxesnol aHadunakTouaHon peakuuun).3anpoKuMHbTE U MOBEPHYTb B CTOPOHY
ronoBy, BblBeAMUTE BMepes W BBEPX HWDKHIOW YentoCTb, MPUOTKPOMTE POT, 3aduKcuMpyiTe s3biK, yAanuTe
C/U3b U3 BEPXHUX AblXaTeNbHbIX MyTel, eciv B 3TOM NosiBMUIacb HE06X0AUMOCTb.

5 Mpn nokaszaHuax [anTe [ONONHUTENbHO kucnopoa (6-8 n/MMH) yepe3 Macky WAM opodapuHreanbHyH
Tpybky (Bo3ayxoBoa opodapuHreanbHblit)

BAXXHO BeTta-aapeHobnokaTtopbl yMeHblIAT TepaneBTUYecknin addekT snuHedpuHa** YcunmsatloT nNobouyHble
addekTbl annHedprHa** cMMNaTOMMMETUKIN, AUTOKCUH

IIpunoxkeune A3.8 3a60p 6MomMaTepuasa AJasi IMarHOCTUKU B MSATHAX
KpPOBU

KpoBb cobupaeTcsi Ha CcTaHAapTHYK kKapTouky-dunbtp (N2 903),
KOTOpasi MNpUMeHsieTC ANS  CKPUHUMHIA HOBOPOXAEHHbIX B
Poccuiickon depepaumn UM aHanoOrMYHy A1 NOSyYeHUst CyXoro
nATHa KpoBu. KpoBb MOXeT 6biTh, Kak KanunnspHas (M3 nanbua,
nATKM), Tak W BeHo3Has. BeHo3Hass kpoBb cobupaeTca B
npobupkKy, akKypaTHO nNepeMelnBaeTcs M 3aTteM 6bICTpO C
MOMOLLbIO MUMETKN HAHOCUTCS Ha dunbTp No 25-50 MK KPOBM Ha
Kaxkayto BblAeNeHHyt obnactb. HeobxoaMMo xopolwo nponutaTb
BblAeNeHHY0 obnacte Ha dunbTpe (puc. 1). MNpeanoyTuTenbHO
cobupaTb 0b6pasubl nocne eabl Yyeped 40 MMHYT - 1 yac. Bo3moxHo
TaKXXe OCYLLecTBMTb 3a60p KPOBU M HaToLlaK.

Ha kapTouke-dunbTpe 06a3aTenbHO A0MKHbI O6bITb YETKO yKasaHbl
ONO, keM U OTKyAa HamnpasfeH MauUMeHT, AaTa pOXAeHUs U
TenedoH nevawero Bpayva (pUCyHokK 2).

ObpaseL cyxoro nsTHa KpPOBM BKaZAblBA€TCS B YUCTbIN KOHBEPT,
nmmbo B uucTbin  dann.  KapTouka-dunbTp He  AO0J/IXKHa




conpukacaTbCs C rpsi3HOM MOBEPXHOCTbIO U C obpasuamu Apyrux
nauMeHTOB. Heobxoanmo NpUIOXKNUTb K obpasuam

MHPOPMUPOBAHHbIE cOornacus MauMeHTa WM  ero  3aKOHHbIX r ~
npeacTaBUTeNeil Ha NpoBeaeHne N1abopaTopHbIX UCCIeA0BaHNA

Hii oo rfinscru it cvsr Mo arnonowasm, sems Aok e
*  Kannu AoaHs NOAHSCTER NPONMTATE KPYEKWM ¢ o0BpaTHOR CTOpOkME
*  He kacadTecs 0808CTH, NPONUTAHHON KPOBLKY

00 00 ¢

PucyHok 1. O6pasel nNpaBWMIbHOrO HaHECEHWS KpPOBW Ha
KapTouky-bunbTp

4 6 0010608

S NavwenTa

[aTa pomaEHHE 373 BIATHA KDOBM Man
EH0 Bparaa

nny S fopoa / Anpe:

E-mail mparsa

Temedon npaia

Tecr
[Jwaten [ nowne [ Jrome [ Jmnca [ Juse-rr [ Jumecra

[[] cememmst cxpmemre. Myraumm

PucyHok 2. Obpasey kapTouku-bunbTpa

AJropuTM AeiicTBUIA MEIUIIMHCKOTO MTePCOHAJIA IPU B3SITUM 00Pa3I[0B KPOBU

® BBIMBITh PYKM (TUTME€HUUYECKNI YPOBEHD), HAAeTh [IepYaTKu;

* BBIMBITh PYKM TalleHTa (TISITKy pebeHka, B cJiyyae, ecivi KpoBb 6epeTcs U3 ISITKN);

e IIpOTepeTh 00JIaCThb IPOKAJIbIBAHUSI CTEPUIbHOM candeTkoii, cMoueHHO 70% crnupTom,
IIPOMOKHYTb CYXOil CTepUJIbHOM candeTKoii; - MPOKOJIOTh CTEPUIbHBIM OJHOPA30BbIM
ckapuduUKaToOpoMm,;

® CHSTb MIEPBYIO KAIJII0 KPOBU CTEPUJIBHBIM CYXUM TaMIIOHOM;

® MATKO HaJaBUTh [IJ15 TOJIy4eHUs BTOPOI KarlJii KpOBU;

* TIPWIOKUTD IEPIIEHAMKY/ISIPHO TeCT-0/laHK K KaIrjle KPOBM M IPOIUTATh €ro KPOBbIO
HACKBO3b;

* aQHAJOTMYHBIM 00pa30M HaHEeCTM Ha TecT-OjaHK 6-8 Kariejlb, BUJ IISIT€H KPOBU IOJIKEH
OBITh OOMHAKOBBIM C 00X CTOPOH.

® BBICYHIUTh TeCT-OJJaHK B TOPM3OHTAJbHOM IIOJIOKEHMM HA UUCTON 00e3KMPEeHHOI
TTIOBEPXHOCTU He MeHee 4 4 6e3 IpuMeHeHMs TeIIOBOi 00pabOoTKM 1 MOIagaHusI IPSIMbIX
COJIHEYHDIX JIyYei;



* VIIAKOBaThb TeCT-0JJaHKM B YMCTBII KOHBEPT TaKMM OOpasoM, UTOObI ISITHA KPOBU He
COTIPUKACAJINCE.

Oco6eHHOCTY ITPY MHQPY3MOHHOM Tepanumn

HekoTopple mamueHTbl MOTLYT IIOAy4YyaTb MHQY3MOHHYIO Tepamnwuio, IMepeauBaHue
KOMIIOHEHTOB KPOBM, UTO MOKET OKa3aThb BJIMSIHME HA pe3yabTaThl TeCTOB. Haripumep, mpu
repeiBaHMUM TIa3Mbl KPOBM MOTYT OBITh MOSyUYeHbI JIO)KHO-OTPHUIIATe/IbHbIE Pe3Y/IbTaThl,
TaK Kak ornpepesieMble pepMeHTbI HaXOSITCS B TiJIa3Me U B KJIeTKaxX KpoBu. PekoMeHyeTcst
OCYIIEeCTBUTh 3a00p KpoBU 1Jjist epmeHTHO 1 [THK-muarHocTuky He paHee 4eMm depes 6-7
OHe! TIowie TIlepe/iMBaHMs IUIa3Mbl KpOBM U 4epe3 7-10 nmHeil mocine mnepenuBaHUS
KOMITOHEHTOB KPOBU

He morryckaeTcst 3a60p KpoBu

e cpa3sy Iocjie MpoBeieHMs NaleHTy MHQPY3MOHHO Tepalnn;
e (Cpa3sy Mocje 3aMeHHOTr0 MepeauBaHNus KPOBM.

XpaHeHMe ¥ TPAHCIIOPTUPOBKA OMoMaTepuaia

OOpas31bl BHICYIIEHHBIX IISITEH KPOBM MOXKHO XPaHUTb B OOBIYHON KamMepe XOJIOAMIbHUKA
nipu +40C go ormpaBku. CpOK XpaHeHUs IO MOMEHTa OTIIPaBKM He OOJIKEH MpeBbIlaTh 7
nHeii. Eciu XpaHUTD o/blile U Ipy O00jiee BbICOKOI TeMIepaType, TO aKTUBHOCTb (pepmeHTa
Ila’ke B HOpMe MOXKET CHMKATbCS, UTO IIPUBENET K JIOKHO-TIOJIOKUTE/IbHBIM pe3y/ibTaTaM.

IIpunokenue A3.9. PacmimdpoBKka npuMedyaHUn

£

- TIIperapaT BXOOUT B IlepedyeHb KU3HEHHO HeOoOXOOMMBIX U BaskKHEMIIMX
JleKapCTBeHHbIX mnpenapatoB (PacnopsikeHue IIpasutenncrBa PO ot 12.10.2019 N2 2406-p)
«O0 yTBepKOEeHUM IIePeUHsI SKM3HEHHO HeOOXOOMMbBIX M BaKHEMIIMUX JIeKapCTBEHHbBIX
nperiapatoB Ha 2020 rom, a Takke IlepeyHell JeKapCTBEHHBIX IIperapaToB [Jis
MEeIULIMHCKOTO IIPUMEHEeHUS U MUHMMAaJIbHOTO aCCOPTUMEHTA JIeKapCTBEHHBIX IIperapaTos,
HEeOOXOOMMBIX IJIS OKa3aHMsI MeIMIIMHCKOM IoMoIu», Pacropsskenne IlpaButenbcTBa PO
oT 23 Hos16pst 2020 1. N2 3073-p)

# - npumeHeHue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKLMM JI€KapCTBEHHOTO
CpeaCcTBa IOKAa3aHMIA OCYIIECTBJISIETCS 10 PEIIeHMI0 BpaueOHOM KOMUCCUM, C paspelieHns
JIOKaJIbHOTO 3TMYECKOT0 KOMUTETA MeIUIIMHCKOM Opranm3anuu (IIpy HaJIM4Inn), C yCI0OBUEM
MOAMMCAaHHOTO MH(pOPMMUPOBAHHOTO COIJIacusl poauTesieit (3aKOHHOTO MpeaCcTaBUTENS) U
ralyeHTa B Bo3pacTe crapiie 15 jieT;

- MeOUIMHCKOe Wu3aenne, MMIUIAHTMPYeMOe B OpPraHM3M uYeJoBeKa MpU OKa3aHUU
MeIOUIIMHCKOM IIOMOIIM B paMKax IIPOTpaMMbl T'OCYIapCTBEHHBIX rapaHTHUii O6eCcIIaTHOTO
OKasaHMs IpakgaHaM MeAUIIMHCKO ITOMOIIIN.
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ITpunokenue B. Undopmanust ajisi mamyeHTa
Cundpom I'ypnep, Illeiie u I'ypnep-Illetie

Cungpom I'ypnep mnu mykomnonaucaxapumos I (MIIC I) — omHa 13 mepBbIX OMMCAaHHBIX (opM
MykomonucaxapumosoB  (MIIC). 3aboneBaHue, M3HA4YajJbHO Ha3BaHHOe  0o0Jie3Hb
[Tbayunyiepa — I'ypiep, BiepBbie OMMCAHO ABYMS IeAMaTpaMu: aBCTpuiickumM — I'epTpymoit
I'ypnep (1889—1965) u Hemeuxum — Ilbaynanep MeitHapa (1872—1947). 3atem
amepukaHckum odranabmonioroMm Illeite (1909—1990) ommcana BTopast popma 60a€3HU C
6ojsee MO3OHMM HauvajJioM U 6ojiee MOOpoOKaueCcTBEHHbIM TeueHMeM, Ha3BaHHAs CUHIPOM
Illeite. ITo3ke ommcaHa IpoMeRyTOUHasi ¢opma Oose3Hyu, Ha3BaHHaAsE cuHApom [yprep-
Illeite. MIIC I —oueHb peakoe 3aboneBaHue. I1o oeHKaM CIELMAaJIMCTOB, OHO BCTpPEUaeTCs
Bcero yiniib y ogHoro 13 100 000 HOBOPOKIE€HHbIX.

3a mpoleale rogbl ObI CO3aH CIIeIMaJIbHBIN IIpernaparT, KOTOPBI IT03BOJISeT 3aMeIINTh
IporpeccupoBaHye 00jie3HM, CMSITYUTh HEKOTOpbIe 13 ee MposBiaeHui. OgHaKo, HAPSIIY C
IIpUMeHeHMeM 3TOTO IIpeliapaTa, HeOOXOAMMO He 3a0bIBaTh, O CMMIITOMATUYECKO Teparnu,
dusuorepanumu, peabuaUTaINM, a INIABHOE — ITO3UTUBHOM OTHOIIIEHUM K SKM3HM HaIlieHTa U
YJIeHOB €TI0 CeMbI.

IlamozeHes

ITpu BCEeX MYKOITO/IMcaxapuao3ax HapylaeTcs obMeH (pacieneHue)
rauko3aMuHomiMkaHoB (TAI) — 0cC00bIX CTPYKTYpPHBIX KOMIIOHEHTOB COeIVMHUTEIbHOI
TKaHU.

I'AT’ — 3TO AJIMHHBIE LIEIOYKM MOJIEKY/ caxapa, KOTOpble COeIMHSIIOTCS ¢ 6e/IkaMM U CITyKaT
BaXHBIM CTPOUTEJIbHBIM MaTepuaoM [Ji KOCTeM, Xpsleil, KOXMU, CYXOXUInUM, KIallaHOB
cepaua M MHOTMX Opyrux TKaHeu. ['AI' comepskaTcs B BSISKOM CUMHOBMAJIBbHOM >XKUOKOCTH,
KOTOPpAas YBJIAXKHSIET CYCTaBbl, BXOISAT B COCTAB KJIAIIAaHOB CepAlla, CYyCTaBOB U CyXOXuiaui. B
HOpMe MPOMCXOIUT ITOCTOSHHBIN IIpoilecCc obpa3oBaHMsI «HOBbIX» ['Al' U paciuerieHne
«cTapbix». [Ij1s1 mpoiiecca pacuierieHus 1 nepepaborku I'AI' Heo6XomuMma IpyIina 0COOBIX
6enkoB-dhepMeHTOB. [Ins1 TOro, uToObI paciienuTb 'Al, depMeHTBI paboTalOT IO Ouepennu,
IPYT 3a IPYrOM, M pacCIleIlIsiioT IJIMHHYI0 MosieKyny A’ Ha yacTu.

V Bcex nanueHToB ¢ MIIC orcyTcTByeT dhepMeHT (0Cc00bIN aj1s1 Kaskaoro turia MIIC), KOTopbIii
HeobOxomum st paciiernyieHus: onpenenenHoro I'AI' (Puc.1). V maumuenTo ¢ MIIC I tuna
OTCYTCTBYyeT depMeHT, Ha3biBaeMblii aibda-L-uaypoHngasa, KOTOPbIi HEOOXOAMM [IJist
pacmerienusi Al -remapaHcynbdaTa ¥ AepMaraHcyiabdaTa. HepacierienHbie TAT
HAaKaIUIMBAIOTCSl B KJIETKax, Hapymas ux paborty. [lepmataHcynb@aT HAXOOUTCS, IIABHBIM
00pa3oM, B KOCTSIX ¥ COeIVMHUTEIbHON TKAHU M er0 HaKOIlJieHMe, IpeXae BCero, BbI3bIBAaeT
MHOXeCTBO  IIpobseM, CBSI3aHHBIX €O  ckejeToM. [lemapaHcyibdaT  HaXOIUTCS
MIPEeMMYIIECTBEHHO B KJIETKAaX HEPBHOW CUCTEMbI, YTO MPUBOAUT K MOPA’KEHUIO T'OJIOBHOTO
Mo3ra



MIIC I Tuma OTHOCUTCS K JIM30COMHBIM 00jIe3HSIM HaKoraeHusl. B nmu3ocomax (opraHesuibl
KJI€TKM) MPOUCXOOUT pacllerieHe KPYMHbIX MOJIEeKY/I (MaKpOMOJIEKY), TAKUX, KaK JKUPBI,
0enKy, INIMKO3aMMUHOITIMKAHBI, IMMKOreH. IIpm pasHbeix (opmax O0je3HM HaAPYIIAIOTCS
pa3Hble CTaaus pacilerieHUs 3TUX MaKpPOMOJIEKYII.

Hacnedosanue cundpoma I'ypnep, Illetie u I'ypaep-Illetie

Myxkomnonucaxapuaos I Tuia — OTHOCUTCS K HacaeICTBEHHbIM 3a001eBaHUSIM U HaC/IeAyeTCsI
110 ayTOCOMHO-PEeIleCCMBHOMY TUITY. OTO 3HAUUT, UTO OOJI€3Hb MPOSIBJASIETCS TOAbKO B TOM
crydae, eciiu 06a poauUTeNIs SIBJISIOTCS HOCUTENSIMM O0JIe3HM U, XOTSI CaMy OHM He 0O0JIeloT,
repenaT peOeHKY ABa MOPaskeHHbIX IreHa. BoMbIIMHCTBO ceMeit, rme eCTh peOeHOK C STUM
3aboseBaHueM, He CTaJKMBAJIMUCh paHblle C TOHOOHOJ IpobjaeMoii. PUCK MHOBTOPHOIO
poxknenus pebernka ¢ MIIC I B cembe, rme yke ecThb 00/bHbIE IeTH, cOCTaBisieT 25% Ha
KaXKIy10 6epeMeHHOCTb.

Bce cembum ¢ MIIC 1 [omkHbI 00s3aTeIbHO IIPOMATU  MeOMKO-TeHEeTUUYeCKoe
KOHCY/IbTUPOBaHME U IIOJYUYMUTb TOJHYI0 MH(pOpPMAlLMIO OT Bpauva-reHeTUKa O pUCKe
TIOBTOPHOTO IIPOSIBJIEHMSI JAHHOrO 3a00j1€eBaHMSI B CeMbe, OOCYIUTh CO CIIELMaJIMCTOM BCe
BOIIPOCHI, CBSI3aHHbIE C HaclegoBaHMeM 3aboneBaHusi. B Poccum menuKo-reHeTuueckue
KOHCY/IbTallMM paboTaloT B KasKIOM pPermoHe.

Kak ycmanasnusarom ouazio3?

Bpau Ha OCHOBaHMM KIMHMYECKUX CHMMIITOMOB MOTYT 3amom03pUTh 00le3Hb. 3aTem
IIPOBOSITCS JIAOOPATOPHBIE TECTHI M MHCTPYMEHTa/IbHOE MccaemoBaHue. IIoCKOIbKy pasHbIe
Tunibl MIIC oOueHb TIOXOXKM II0 CBOMM KJIMHMUYECKMM MPOSIBIEHUSIM, HE0OXOAMMO
MOATBEPAUTh [OMarHo3 C IIOMOIIbIO JabopaTOpHbIX MeTOomoB. [logTBepskmaroIiast
nuarHoctuka MIIC 3akimwouaeTcss B oOIlpeneeHuM YpoBHS 3SKckpeuyu T'Al' B mMoue u
U3MEpEeHUM aKTUBHOCTU (epMEeHTOB B KJE€TKaX KPOBM, IISITHAX BBICYIIEHHOI KPOBU WU
KYJIbType KOXHbIX ¢ubpobnactoB. s MIIC I ipoBoasiT ornpeneneHe aKTUBHOCTH ajibda-
L-unyponnmasel. B panbHeiiiiem pekomeHzayetrcs npoBemeHme [IHK pguarHoctuku (eciun
aKTUBHOCTDb (pepMeHTa ObljIa CHUKEHA).

Knunuueckue nposieeHus mykonoaucaxapudosa I muna

CunpgpomMm I'ypnep (a Takke Illeite u I'ypnep-Illeiie)— nporpeccupyroiiee MyJIbTUCUCTEMHOE
3abo0/ieBaHMe ¥ Yy TallMeHTa ObIBAIOT IMOpakeHbl He TOJbKO CKeJeT M CYyCTaBbl, CTpPajaioT
TaKke HepBHAs CUCTeMa, OpraHbl 3peHUsl, CJIyXa, CepIeuHO-COCYaAMCTast U 6POHX0-JIeroyHast
CUCTEMBI

BoigmensiioT Tpu ¢dopmbl MIIC Tu I:
- cunapom I'ypiep (mykomnonucaxapmumos I H - Tskenast dopma),

- curapom I'ypnep-Illeite (mykononucaxapuao3 I H/S- npomexxytouHast popma).



- cunapom Illeite (mykomonucaxapuno3 I S - nerkast popma)

CrerieHb BBIPAKEHHOCTU KIMHMYECKUX MPOSIBJIEHUN TIPU OAHHOM CUHAPOME pasjivyHa.
M3BecTHbI M KpaiiHe Tskenble GOpMbl 3aboneBaHUs - CUHAPOM ['ypriep, KOTOpbIe
MIPOSIBJISIIOTCST Y>ke B paHHEM [eTCTBe, M TOBOJIbHO Jierkue, Msrkue dopmbl Oone3Hu -
cungapom llleiie. Y, coOTBeTCTBEHHO, ITpoMeXyTouHasi popma - cuHapom ['ypnep-Illeiie. B
HEKOTOPBIX CJIydasiX Ha/Jiuyue CUHApPOMa He BJIMSIEeT Ha IPOAO/IKUTENIbHOCTb >KU3HU
raiyeHTa, HO KauecTBO XX13HU, 6e3yCI0OBHO, CTpaiaeT mpu Bcex hopmax 60se3HN.

OcHoBHas 3ajaya Bpauei, OJM3KMX ¥ CaMOTIo IallyeHTa ¢ MyKOIoamcaxapuao3om I tuma —
cmenaTth SKM3Hb MaKCHMMAajJbHO KOM@OPTHOM, CHU3UTH PUCK TKEIbIX OCIOKHEHMIA,
3aMeJJINTh IIPOrpeccrpoBaHye 00JIe3HM, CMSITUMTh OCHOBHbBIE CMMITTOMBI 3a00/1eBaHMSI.

Ilamee MbI ONMIIEM OCHOBHBIE IIPOOJIEMBI, C KOTOPBIMM CTAJKMBAIOTCS ITAllI€HTHI C
cungpomomMamu I'ypiep, llleite u I'ypnep-Illeiie, HO 3TO He 03HAYAET, UTO OHM 00sI3aTEIbHO
OymnyT y Kaskmoro IaiyeHTa. 3abojieBaHMe MMPOTeKaeT O4eHb MMO-pa3HOMY, Jaske B OIHOI
ceMbe.

PanHee pazsumue, pocm

[ToctaBuUTh nuarHo3 cuHapoma I'ypiep-Illeite HOBOPOKAEHHOMY ITPAKTUUYECKM HEBO3MOXHO,
TaK KaK HallM TMalMeHTbl POXIOAITCI B CPOK, C HOPMAaJbHBIMU POCTO-BECOBBIMU
rokasaTtensmu. Ho ripu curgpome I'ypiep - 6osee Tskenoit dopme - repBblie KIAMHUYECKIME
Mpu3HaKM 3a00eBaHMs TOSIBJISIIOTCS Ha TEePBOM TOAY KUM3HU. B psme ciaydaeB, yKe C
POKIeHMST HaAOMIOMAIOTCsI He3HAUUTeIbHOe yBeJIMUeHMe IeveHM, IMYIOUHble WIM Max0oBO-
MOIIIOHOYHBIE I'PbDKU. POCT 3aMejisieTcsi, KOTAa MaJIbIIIN JOCTUTAIOT BO3pacTa OGHOTO-ABYX
net. TlammeHThbl C TsDKenoit dopmoii 3aboeBaHMsI OOBIYHO ITOUTHM IIPeKpalialoT pPacTu B
BO3pacTe BOCBMM JIeT — UX POCT OObIUHO He mpeBbimaer 110 cm. [Ipyrue maiyeHTbI
MPOIOJ/IKAIOT PacTy OO0 MOAPOCTKOBOrO Bo3pacTa U mocturaiorT 152 — 160 cm. IIpu jmerkoii
dbopMe pocT y maiueHTOB, KaK IMPaBUjIo, HMKe YeM Y 3[I0POBbIX CBEPCTHMKOB, HO ObIBaeT U
MMOYTY HOPMAaJIbHBIM.

BHeuwiHue ocobeHHocmu

BHemHMIT By, ITallMeHTOB C TsDKeloi ¢hopmoii cuHapoMa I'ypiep HeoObIueH — OHM OOJIbIIe
IIOXOXKM IPYT Ha Jpyra, YeM Ha CBOUX POAMTE/Iei U 3M0POBbIX OpaTheB U cecTep. VisMeHeHUs
B CTPOEHMM WMX ML, 0003HAYAIOT CIEeHMaJIbHBIM TEPMMHOM JIMIIEBOV au3Mopdusm
(orpybsieHue 4epT): KpyIIHas TIOJIOBa, KOPOTKas Ies, KPyIjioe JMI0, IIMPOKUII HOC C
IIMPOKON U MJIOCKOM MTepEeHOCULIEN.

[Ipu jierkoii u IpoMeKyTOUHOl ¢GopmMe 3abojeBaHMSI BHEIIHME OCOOEHHOCTM Y IaliyeHTa
CTOJIb HE3HAUMTEIbHBI, UTO UX BUMOST TOJABKO Bpaunu, a OaM3KMe ¥ 3HAKOMbIe HE 3aMeUaroT
HIYEro HeoObIYHOTO.



VYV nmauyenToB ¢ MIIC I u3-3a OT/IO’KeHUSI MYKOIIOJIMCAaXapUa0B KOXa «TOJCTas» U >KecTKasl,
YTO 3aTpyaHsSIeT 3a00p KPOBU

CKeﬂem, onopHo—aeueameﬂbHaﬂ U KOCMHO-cycmasHasa cucmema

V nmanuentoB ¢ MIIC I Tuma, Kak M Ipu Bcex APyrux ¢opmax MYKOIIOAMCaxapui030B,
CYLIECTBYIOT IIpoOieMbl ¢ (OPMMPOBAHMEM M POCTOM KOCTeil. V3MeHeHMe KOCTel C
HapylieHreM uxX (OpMbl Ha3bIBAlOT MHOXXECTBEHHBIM IM30CTO30M. IIpu Tskenoii gpopme
CUMHApoMa - cuHapoMe ['ypriep n3mMeHsIeTCs CTpOeHMe TO3BOHKOB. OVH UM IBa MTO3BOHKA B
cepenyHe CIIMHBI ObIBAIOT CILIIONIEHbI OOJIbIle, YeM OCTaJIbHbIe, M CJIeTKa cMelleHbl. Takoe
CMellleHe TI03BOHKOB IIOpOM  CTAaHOBUTCS  MPUUYMHOM  Pa3BUTUSL  UCKPUBJIEHUS
MO3BOHOUHMKA (KMQO03, ckonmno3). EwIM MCKpuBieHMe II03BOHOUHMKA WM CKOJMO3
MIPOTPECCUPYIOT, TO TpedyeTcsi MeaulIMHCKas moMoIib. IIpu cunapome Illeite McKpuBieHue
IO3BOHOYHMKA JOBOJIbHO JIETKOE ¥ HE HYXKIAETCS B XUPYPTUUECKOM JIEUEHUMN.

CaMble cepbe3HbIe, OITACHbIE U KM3HEYTPOXKaloIye MpobaeMbl CBI3aHbl ¢ AedopMalinein u
OCOOEHHOCTSIMU CTPOEHMUS IIeifHOTO oTHaena. Eciu crimHHOM MO3r OyaeT choaBieH WiIn
TIOBpeKIeH (IIeifHass MMeJIoNnaTus), HapyIIMTCS WMHHepBalMs BCEeX 4YacTeil Tejaa, YTO
MpUBeIeT K 1aboCcTy (BSUIBII IMapes) MBIIII, HapyIIeHUsIM TIpM XOabOe, MHOTAA Jake K
3aTpyIHEHUSIM C AbixaHueM. IIpu TsoKenoit ¢popme 3abomeBaHMsT C1ab0OCTh B pyKax M HOTax
MOKeT pa30aBUTbCS Ha MEPBOM IOy JXKM3HU, UTO IPUBOAUT K 3aJepsKKe IBUTATEIbLHOTO
pa3BuUTHUSI peGeHKa.

TyromogBMs>KHOCTh CYCTABOB XapaKTepHa sl Bcex (hopM MyKoIoiaucaxapumo3oB. C romaMmu
TYTOIOABVKHOCTD CYCTaBOB MOXKET ITPOTPECCUPOBATH U CTATh IPUUMHOI OOJTN.

l3-3a orpaHu4eHus] IOABMKHOCTM CYCTaBOB M OCOOEHHOCTEN CTPOEHUS] MeJKUX KOCTei
KUCTH, TaJIblibl PYK CTAHOBSITCSI KECTKUMM U UCKPUBJISIOTCS, (OPMUPYS TaK Ha3bIBAEMYIO
«KOTTUCTYIO KUCTb».

13-3a TYTOIMOABUKHOCTM KPYIHBIX CYCTABOB M OCOOEHHOCTEV CTPOEeHMSI KOCTel MalieHTbl
XOMST C CJIerka COTHYTbIMM KOJIeHSIMU M 6efpamMi. Y HEKOTOPBIX IMaI[MEHTOB pa3BMBaeTcst X-
obpa3HoOe VMCKPUBJIEHME HIKHUX KOHEUHOCTel (BajbrycHasti medopmaiys). BombImiMHCTBO
Bpaueii CUMTaeT, YTO JaHHas Aedopmaiiysi HOCUT IIPUCIIOCOOUTENbHbIN XapaKkTep, ITOMOrast
MalMeHTy pachpenensTbh Bec, MO3TOMY OIepaTMBHYIO KOPPEKIIMI0 B paHHEM BO3pacTe B
OOJBIIMHCTBE CTy4YaeB JIydllle He ITPoBOaAUTb. Kpome TOTo, B CBSI3U CO (JIaOOCTHIO CBSI30YHOTO
armapara ¥ HapyIlIeHUsIM CTPYKTYPbI KOCTei1, orepaiys He BCeraa MPUBOAUT K OXKUIaeMOMY
pe3yabTaTy — Aedopmaliusi BO3BpaniaeTcs CITyCTs] Kakoe-TO BpeMsl.

OpeaHul OvixaHus

HapyiieHne mgbIxaTeJbHOM CUCTeMBbI y mamyeHTOB ¢ MIIC cBsI3aHO KaK C OCOOEHHOCTSIMU
CTPOEHUS CKeJieTa, XpsIeii Tpaxen u pebep, Tak U ¢ HakorieHueM I'Al' B MSITKMX TKaHSX
(YBeIMUMBAKOTCA aAeHOUbI, CIM3UCTbIe, BBICTUIAIONIME ObIXaTeJbHble ITYTU, CTAHOBSITCS



PBIXJIBIMM, TUIIEPTPOPMPOBAHHBIMM, B pe3yjabTaTe Yero IPOCBeT [ObIXaTeIbHbIX ITyTel
YMEHbIIIaeTCs).

BaykHO ITOHMMATh, UTO HEJOCTATOYHOE CHAOXKeHMe TKaHel KUCIOPOAOM (TMITOKCHSI) BIIUSIET
Ha (YHKIMIO BCEX OPraHOB, MO3TOMY VIyYIIEHME ObIXaTeJIbHOVW (GYHKIMUM — OOHA U3
repBooYepeaHBIX 3a7a4.

[Ipo6ieMbl C JbIXaHMEM YCYTYOJISIEeT M3MEHEHHOe CTPOeHMe TPYIHOI KIEeTKM: TIpyaHas
KJIeTKAa <«KecTKasi» ¥ He MOXeT JBUTAThCS CBOOOAHO, He IIO3BOJISIET JIETKMM HabpaTb
607b110/i 00beM BO3ayXa. DT OCOOEHHOCTM IIPUBOAST K TOMY, UTO TAIMEHThl XyXKe
TIepeHOCIT MHMEKIMM BePXHUX IbIXaTeIbHbIX ITyTe U JIETKUX.

[TlepBbIMM CMMIOTOMAaMM HapylieHUsT (PYHKIMYM BEPXHUX IbIXaTe/JIbHbIX TyTei MOTYT CJIYKUTD
HOYHOJ Xpall, IIyMHOe [bIXaHMe, OOCTPYKTMBHOE HOUYHOE alHoe (KpaTKOBpeMeHHbIe, 0
HECKOJIbKMX CEeKYH], 3aJep>KKM [bIXaHMS BO BpeMsI HOYHOro CHa). Takue IIpOSIBIeHMS
IOJDKHBI HACTOPa)KMBATh, TAK KaK B JajibHENIIeM OHM MOT'YT IIPOrpeccCupoBaTh U IPUBECTU K
Pa3BUTUIO OCJIO)KHEHUI CO CTOPOHBI APYTUX OPraHoOB (Ceplle, TOJIOBHOM MO3T).

[TanueHTHI C MIIC CKIOHHBI K Pa3BUTUIO OTUTOB, PUHUTOB U BOCIIAJIEHUIO JIETKNX, ITIOSTOMY
aHTI/I6aKTepI/IaHbHYIO TepaliMi cdieayeT HauMHAaThb YK€ Ha PpaHHUX CTaAuAaX 3a00eBaHMsI.
HeCOMHeHHO, HY>KHO KOHCYJIbTUPOBATbCA CO CIenouaJamncCramMy, a He€ 3aHMMATbCA
CcaMoJ/ieueHmneM.

HecMmoOTpst Ha penKOCTh M TSKeCTh 3aboyieBaHMs, C/ieyeT IMOMHUTh, YTO BaKIMHMPOBATH
narueHToB ¢ MIIC 06s13aTe/ibHO, TaK KaK IMPUBUBKM TOMOTAIOT IPeIOTBPAaTUTh pPa3BUTHE
3ab0/ieBaHMIi, MOpakawIIMX Jierkue. B TOM uucie BaXXHO He MPOITYCTUTh BaKIIMHAIIMUIO
MIPOTYUB MTHEBMOKOKKOBO# MH(EKIIN.

Pomosas nosnocme u 3y0ul

YV nanueHTtoB ¢ MIIC I 3yObl IOKpPBITHI XPYIKOM 35Majibio, YTO HPUBOAUT K OBICTPOMY
pa3BUTHUIO Kapueca.

Cepoeuro-cocyducmas cucmema

[TpakTuecku y Bcex mamueHToB ¢ MIIC I HaGmomaeTcs: MaToI0OIUs CepIedHO-COCYAMCTOM
CUCTEMBI: YTOJIIIIeHNe CTeHOK Cep/illa, CHIKeHMEe COKPaTUTEeIbHO CIIOCOOHOCTY CepaeuHOi
MBIIIIbI, U3MEHEHMSI CO CTOPOHBI KJIAMaHHOIO arrapara (YIUIOTHEHME CTBOPOK U XOp[
KJIAaIIaHOB).

[Tpu ocmoTpe naiueHToB ¢ MIIC I Bpau MmoxkeT 06paTUTh BHMMAaHNMe Ha HaJUuMe «IIyMOB» B
cepaue. Kak 1mpaBmujio, 3TO CBSI3aHO C IIOpa’keHMeM KJIAallaHOB: IIOBPEXIEHHbIN KJlalaH
3aKpbIBAETCSI HEIUIOTHO, IIPU COKpAIlleHUM cepia HeOOoJIbIIoe KOJIMIYECTBO KPOBY JBUTAETCS
B 00paTHOM HaIlpaB/ieHUM, YTO BbI3bIBAE€T IIIYM, KOTOPbBI/ CIBIIUT Bpau. Yaille Bcero
TIOPakarOTC a0PTaIbHbBINA U MUTPAJIbHbBIN KjIallaHbI.



[TopaskeHue JIerkux, 0 KOTOPOM HaITMCaHO BbIIIIe, TAKKe MOXKET CTaTh IIPUUYMHONM M3MeHEeHMII
CO CTOpOHBI cepaiia. «IIpokaumMBaHMe» KPOBU 4Yepe3 M3MEHEHHbIe JIeTKue, MPUBOAUT K
reperpyske IIpaBbIX OTHEIOB Cepalia, M pas3sBUBAETCS IIPAaBOCTOPOHHSS CcepaevHast
HEIOCTATOYHOCTb.

CepdeuHo-cocyducmas cucmema

[TaTonmorus cepmeuno-cocyauctoit cucremMsl (CCC) y manmeHToB ¢ MIIC riposiBisieTcsl B BUe:
VTOJII[eHMe CTeHOK Cepilia, M3MeHeHMSI CO CTOPOHbBI KJIAIaHHOTO arrapara (YyIioTHeHue
CTBOPOK U XOPZ, KJIallaHOB), pa3BUTUS CEPLIEUHO HELOCTaTOUHOCTH, KaK C COXpaHEHHOM!, TaK
" CO CHIDKEHHOM COKpaTUTEeIbHOM CIIOCOOHOCTHIO MUOKap/Ia.

XapaxktepHbiMu npusHakamu nmopaxkeHus CCC nipu MIIC gBasitoTcss  AuchYHKIMM KallaHOB
(B OCHOBHOM, MUTPaAJIbHOTO, a0PTa/IbHOTO KJIAIIaHOB), TUIlIePTpOoGdUs MUOKapaa, HapylleHue
puTMa ¥ IPOBOAUMOCTU. DYHKIUMS KIAllaHOB, HECMOTPSI HA MX YTOJIIEHME B pe3yjbTaTe
OTJIOKeHMSI MYKOMOJAMCaxapuaoB, MOXKET HeKOTOpoe BpemMsi He Hapyumarbcid. B
MOC/IenyIomeM IOSIBJISEeTCS ILIYyMbl, XapaKTepHble VI MUTPAJIbHOM (CUCTONIUYECKU) U
AOPTAIbHON  (OMACTONMYECKUI) HeLOCTaTOYHOCTM, pas3sBUBAIOIIMECS B  pe3y/bTaTe
HEeCOCTOSITEJIbHOCTM KJallaHOB. B panbHelillieM yKopodyeHMe xopn U (puOpo3 JieBoro
ApPTPUOBEHTPUKYJISIPHOTO KOJIbLIA IPUBOAIT K CTEHO3UMPOBAHUIO MUTPAJIBHOTO OTBEPCTUS.
HenocTaTOYHOCTD TPUKYCOUIATBHOTO M IMYJIbMOHAIbHOIO KIallaHa OObIYHO KJAMHUYECKM He
OIUArHOCTUPYIOTCS.

CamMoOi1 4acToil TIPUUYMHON PpPa3BUTUS CepPOEeYHOM HeOOCTaTOUYHOCTUM C COXPaHEHHOM
dbpaximeit BbIOpOCca JTI€BOTO XKeIyIouKa y 9TUX TaI[MeHTOB SIB/ISIETCST TOBbIIIIEHME KeCTKOCTY
MMOKapaa B pesyiabTaTe OTIOXKEHUSI MYKOMOAMcaxapugoB (MO0 TUIY PeCTPUKTUBHOM
KapauomuoriaTum). B penkux ciaydyasx MoXKeT HaOMIOAThCs CHIDKEHMEe COKpaTUTEIbHOM
CITOCOOHOCTM 3a CUeT AMJIaTaluy IOJO0CTeA.

Kpome Toro, cepiaeuHasi HeOCTaTOYHOCTb MOKeT pPa3BMBATbCS C IOpakeHMeM IIPaBbIX
OTIIeJIOB CcepAlla, M0 TUITY XPOHMYECKOTO JIerOUHOTO cepfilia, B pesyiabraTe medopmanuu
TPYOHOM KIETKM, MOpakeHMsl JIETKUX M3-3a OTAOKEHUS MYKOMOaucaxapuaoB (KecTKue
JIeTKMe), HapylleHUs] OpeHMpoBaHUSI OpOHXMAJbHOIO JepeBa M3-3a CYy)XeHUsS OpPOHXOB U
pasBUBalOIIeNics TpaxeoMaIsIUM M Pa3sBUTUSI XPOHUUECKO TUTTOKCUM.

BpIOLLlHClH noJjiocmo

[Ipu cuHpgpome I'ypiep TIieueHb U CeJie3eHKAa YBeJIM4YeHbl Wu3-3a HakoruieHus I'Al
(remaTocryieHOMeranaus). YBeauMueHue IIeYeHM OOBIYHO He MPMBOAUT K HApPYIIEHUIO ee
GYHKILIMM, HO MOXET BAMSITh HA IePeHOCUMOCTb TOM WM MHOM MMUIIN.

[Ipy MyKomommcaxapumgosax, KaK IIPaBMU/IO, >KMBOT YBeJIMUYeH B 00beMe 3a CUYeT
reraToCIVIeHOMerajanu M CAaboCTM MPSIMBIX MBIIII KMBOTA. Takke YacTO BO3HUKAIOT
coueTaHHble WIM M30JMPOBAHHbIe TPbDKM (ITyIIOYHAsl, MaxoBasi, MaxXxOBO-MOILIOHOUYHON U
CpenHeil JUMHUM XMBOTA). PellleHne o0 HEOOXOOMMOCTM OIIEPATMBHOIO JIeUeHUS IODKHO



IIPUHNMATBCA COBMECTHO C JiedallMM BpadOM: IIOKa3aHMEM K CquHOI‘/JI ornepanumn CIy>XuT
yieMJ/IeHM e I'PbIDKEBOTO BhITIAUMBAHNMA.

VY nmauyenToB ¢ MIIC I Hepegko HaOMIOmAETCSI HEYCTOMUMBBIN CTYJI (3aIIOpbl MM Oyuapes).
[IpyuyHa 3TOro A0 KOHIIA HEIOHSITHA. Bo3MOskHO, HapyliaeTcss (YyHKIMS BereTaTMBHOIM
HEPBHOM CUCTeMbl, IOCKOJAbKY ['Al' HakamaMBalOTCI B HEPBHLIX KJIETKAaX KUIIEYHMKA.
Ivapest MOKeT mMc4e3aTh C BO3pPacTOM, HO BO BpeMms IIpyeMa aHTUOMOTUKOB ITOSIBJISITHCSI
BHOBb. EC/iM nmapesi BO3HMK/IA M3-3a IIpyemMa aHTUOMOTMKOB, BpauM MOTYT Ha3HAUYUTh
rperaparbl, CIIOCOOCTBYIOIIME HOpManu3aluM MUKpPohIOphl KulleuHMka. Ecau mamueHT
MaJio IBUTAeTCs, TO MOTYT Pa3BUThCS 3amopbl. B aToM ciaydae 3(ppekTUBHO yBennuyeHue B
paloHe Kojau4ecTBa rpyooi nmuiiy (KieTuyaTku).

HepeHas cucmema

[Ipu cunapome I'ypiep meTu pasBMUBAIOTCS C 3a[ePXKKOI peuln, y HUX CTpafaeT MHTE/IEeKT,
HapylaeTcs ropegeHne. [lo mepe HapacTaHUs HapyllleHMi MHTeIEKTa K TUIIepaKTUBHOCTY
M arpeCcCMBHOCTY MTPUCOEAVHSIIOTCS ayTUCTUUeCKMe YepThl. [Ipy Markux dopmax - CMHIpOMe
I'ypnep-llleiie u lleiie MHTEUIEKT He CTpaJaeT, pa3BUTHE CJieTKa 3aMelJIeHHOe.

[Tpu TspKenbix ¢popMax Tak ke MOTYT BO3HMKATh HapYyIIeHUsT IUPKYISLUS CIMHHOMO3TOBO
KUIKOCTU. B 3TOM C/yyae MalyeHThl SKaJyIOTCSI Ha TOJIOBHbIe 60JM, Y AeTelt obpalaloT Ha
cebs1 BHMMaHMe OeCIIOKOVCTBO, PBOTA, 3aJepykka pa3BuUTHus. HeobOxomyma KOHCY/IbTALMS
Bpaua-Helpoxupypra Ajsi pelieHus] BOIIpoca O HEOOXOAMMOCTM OIepaTMBHOTO WIN
MeIMKaMeHTO3HOIO JieueHMsl NaHHOTO OowIokHeHMs. [Iporpeccupyrolias CoOoOIaIIascs
ruapoliedanusi SBAsSeTCs Haubomee 4YacThIM CUMMIITOMOM CHHApoMa [ypiep M peaxo
BcTpevaeTcs nmpu Msarkux dopmax MIIC I tuna (cunapomax I'ypnep-Illeite u leiie).

Eciu  BO3SHMKAWOT IIOHO3peHMsT Ha rugpouedannio, TO HeoOXOOMMO IIPOBECTU
KOMITIbIOTEpHYI0 TomMorpaduio uau MPT. OcMoTpa I71a3HOro AHA OKY/JAMCTOM HeIOCTaTOUHO
IJis TIOCTAaHOBKM AMarHosa, T.K. ruapoiedanust y mereit ¢ MIIC I MoskeT rporekaTh U 6e3
3aCTOVMHBIX M3MEHEHMI Ha [Ia3HOM JHeE.

CoaByieHMe CIIMHHOTO MO3ra IIPpUBOAUT K H€O6paTI/IMbIM HEBPOJIOTNMYECKMUM HapYyIIEeHUIM,
ITIO3TOMY JeKOMIIpeCCHpyroiiee oOIlepaTMBHOE JieueHue caiaeayeT pacCMaTpMBaTb OaXe Y
IIalIMIeHTOB 6e3 HeBpOI[O[‘I/ILIECKOI?I' CMMIITOMATUKMU, 3a4acCTyIo XNpyprmuyeckoe
BMEIIATEJbCTBO JO/DKHO BBIITOJIHATBHCA pPaHbII€ PA3BUTHUA HEBPOJIOTMUECKUX HpOHBJIeHI/If/'I.

HpI/I IIOSIBJIEHNIM HEeBPOJIOINYeCKOIo ,ILQ(I)I/ILU/IT& MManoyeHT MOJKET YK€ HaXOOUTCA Ha I'paHUu
KYp&6€)’IbHOCTI/I, IIpM IIOABJIEHUUM IME€PBbIX CMMIITOMOB paCCMaTpMUBaAeTCA BOIIPOC O CPOUYHOM
XUpyprmueCkKoM BMellaTe/IbCTBE.

[IpoBefeHMe XUPypruueckoit 3amMeHbl Ta300eIpeHHOT0 WM KOJEeHHOIo CYyCTaBa,
MCITpaBJIeHME OCY KOHEUHOCTH, YCTpaHeHMe CTeHO3a KapIaJbHOTO KaHaja IMOKa3aHO Ipu
BBIPa)KEHHOM HapyiieHuu GYHKIUM UM TpU OTCYTCTBUM 3(ddeKTa OT KOHCEepBATUBHONM
Teparmun.



KapnanbHbpiii CMHAPOM (3aMSCTHBIA CUHAPOM, TYHHEIbHBIN CUHAPOM) — pacpoCTpaHeHHast
npobnema y namueHToB ¢ MIIC. HepBbl IpOXOmsT yepe3 3aIsiCTbe MeXAY 3allsiCTHbIMM
KOCTSIMM U CBSI3KaMU. YTOJIIIEHME CBSI30K 3a cueT HakoruieHus Al okasbiBaeT gaBjieHue Ha
HepBbl. [IposiBeHMeM 3TOro CMHApPOMAa MOTYT ObITh 0OJb M OHEMEeHMe MajblieB PYyK U
TPYAHOCTU C 3aXBaTOM IPEeIMETOB.

11 IMarHOCTUKU N3MEPSAIT CKOPOCTDb ITpOBeAEHMA HEPBHOIO MMITYJIbCa B 00J1aCTV KUCTMU.
9TO IIpoCTad Ipoueaypa, II03BOJMAOIIAaA YCTAdHOBUTL HaJIMume WM  OTCYTCTBUE
IIOBpEeXKOeHNsI HEPBOB.

HekoTopble HapylleHMsT HEpPBHOM CHUCTEeMbl (IBUTaTelbHbIE PACCTPOVICTBA) SIBJISIIOTCS
BTOPUYHBIMM U B OOJIbIIIEN CTEIIEHM CBSI3aHbI C ITIOPasKeHMEM CKeJleTa.

Opzan 3peHusi

Haxkoruienue I'AI' mpomcXoaguT BO MHOTMX TKaHSX, B TOM 4lc/ie, B pOrOBULe, IO3TOMY MOXKET
HaOM0maThcsl ee TMOMyTHeHMe. OOHMM M3 NPU3HAKOB M3MEHEHUS POTOBUIIbI SIBJISIETCSI
HEIepeHOCUMOCTb SIPKOTO CBeTa, TaK KakK T[IOMYTHEHME BbI3bIBAae€T HeIIPaBUJIbHOE
rpejioMJIeHMe CBeTa. B 3TOM cCiydyae MOTYT IIOMOYb COJTHEYHble OUYku. Eciyu rnmomyTHeHue
POTOBUIIBI TSIKEI0€, YXYAIIaeTcsl 3peHne, 0COOeHHO IIPY TYCKJIOM CBeETe.

Otnoxenue TAI' B ceTuaTKe MOXKeT IpUBECTM K TmoTepe mnepudepudyeckoro 3peHust u
HUKTAJIONMU («KyPUHOJ cjernoTe»). Pe6eHOK B 3TOI CUTyallMM IYTaeTcs M OTKa3bIBATbCS
XOIUTb B TEMHO€E BpeMs CYTOK. JKejaTebHO OCTaBJSITh HOYHMK BK/IIOYEHHBIM B CIlajbHE U
Kopumope. VIHOrma MoOryT BO3HMKATh MPOOJIeMbl CO 3peHMEeM, BbI3BaHHbIE M3MEHEHUSIMU B
ceTyaTKe Iia3a WM IJIayKOMO (TIOBBILIEHHBIM BHYTPUIJIA3HBIM [aBJIeHMEM), MO3TOMY
peryssipHble OCMOTpPbI Bpaua-odTaabMoI0Ta He0OX0IMBbI.

C MOMOIIbIO CIEeNMaTbHbIX MCCIeNOBAHMI CIIEIVATUCT OIPEIeNIUT, M3-3a Yero yXyAIaeTcs
3peHue.

Opzanwl cnyxa

[Ipy MIIC TYroyxocTb MOXeT OBbITb HelipoceHCOpHasi (CBSI3aHHAsI C HapylleHUeM
UYBCTBUTEJIbHBIX (BOJIOCKOBBIX) KJIETOK B VIUTKE), KOHOYKTMBHas (CBSI3aHHasA C
HapyIlIeHeM 3BYKOIIPOBOASIINX ITyTei) WIM cMellaHHast (KOMOMHALMS ABYX TUIIOB). I[Ipu
cuHapome ['ypiep TYroyxoCTh yYalle HOCUT CMeUIaHHBIN XapakTep M Iporpeccupyer C
BO3pacToM. PasnmuualT 3 CTemeHu TYrOYXOCTU: JIETKYI0, YMEPEeHHYI0 U TsKenyr. B
3aBUCUMOCTM OT THUIIA U TSDKECTU MOPaKeHUs CIyXa MPUMEHSIOT pas3lInyHble MeTOLbI
KOppeKLyi. BaskHO Kak MOXXHO paHbllie 3aMeTUTh MPU3HAKM CHIOKEHUS CTyxa, TaK Kak 6e3
KOppeKLMM TYroyXOCThb ITOMeIlllaeT HOPMaJbHOMY pPa3BUTUI0O M OOyUeHUIO IMalMeHTOB.
dakTopoM, YCYTYOISIOMIMM HapyllleHue Cayxa, SIBJASIOTCS YacTble MHQEeKIUM CpeIHero yxa
(oTUTHI).

JleueHue, Habi00eHUe U NJIaHo8ble 00C1e008aHUS



BpauaMu-sKcrepTamMmy U3 pasHbIX CTpaH ObUIM CO3IaHbl peKOMEHAALMM 10 HaOII0IeHNIo,
IMarHoCTuKe u jedeHunto nmannueHToB ¢ MIIC I Tuma. M Mmbl BKpaTiie pacCKaskeM O HUX.

Ha6J'IIO,U,EHI/Ie, I1JIaHOBbIE O6CJ'[€,U,OB<':1HI/I$I M TeCThbI

Jlyist TOoro, 4ToObI OLIEHMBATL COCTOSHMe TaiueHTa, 3¢GeKT IPoBOAMMON (pepMeHTHOI
Tepanuu, QuU3MoTeparmu, CyIeCTBYIOT pa3judHble TEeCTbl M IIKajbl. QueHb BaXXHO He
OTKa3bIBaTbCsI OT MPOBeAeHMUS] ITUX MCCAedOoBaHMii, TIOTOMY UTO OHM TIOMOTAlOT Bpadyam
00BEKTMBHO OLIEHUTb COCTOSIHME MaliieHTa, 000CHOBaTh JieueHMe, BBECTM M3MEHEeHUs B
IIPOTrpaMMbl peadUIUTALIMN Y aOMIUTALIAMN.

CaMbIM M3BECTHBIM SIBJISIETCS 6 MUHYTHBIN TecT X0Ab0Obl. CyTh €ro OueHb IIPOCTasi: OLIeHUTD
BBIHOUIMBOCTDb MalyeHTa. IlaliMeHTy MpenjaaraloT  XOAUTb MO AJMHHOMY KOPHUIOPY B
TeueHne 6 MuHyT. OIleHMBaeTCs KOJIMYECTBO COe/aHHbIX IIaros. Korma mpoBoauiu rmepBbie
KJIMHUYeCKMe MCHObITaHMsI Tperapata ajsi jedeHus MIIC pasHbIX TUIIOB, MCCIedOBaTeIN
MIPOBOAMJIM Takoe TeCTHMpOBaHMe M0 U Iocie Havajaa ¢epMEeHTHOI Tepamnuy, CpaBHUBAIU
pes3y/IbTaThl I'PYIIILI MAIMEHTOB, ITOAYUaBIINX IIperapar, ¢ pe3yjabTaTaMy TeX, KTO MoTydal
miaiebo. ViMeHHO TecT [JoKasaja, uTo (epMeHTHas 3aMeCTUTeJIbHAs Tepamnusl YIydilaeT
BBIHOCIMBOCTbD ITAllMEHTOB U UX ABUTATEeIbHYI0 aKTMBHOCTb.

YroObl OLIEHUTb CTEIeHb OrpaHMYeHMs [ObIXaHUsI, Bpau MOXKET ITPOBECTM JIerOUHbIe
(GyHKIIMOHAbHbIE TecThl. JlerouHble (QYHKIMOHAIbHbIE TECTbl OIpPenessioT, KaKoii
MaKCMMaJIbHbIII 00beM BO3[1yxa MOKET BIOXHYTb IallIeHT, HACKOJIbKO ObICTPO IPOUCXOIUT
ra3oooMeH. DTM TeCTbl MOIYT BBISIBUTH 3a00/ieBaHMS JIETKUX, OMpeNe/UTb CTeleHb UX
MOpaKeHUST U OLEHUTb 3PGEKTUBHOCTh JieueHMsI. TecTbl OOBIUHO BBITIOJHSIIOTCS C
MCIO0/Ib30BaHMEM CIlellMaJbHOrO 000pymoBaHMus. Bo BpeMsi ucciegoBaHMS HYXXHO II0
KOMaH/le BIbIXaTb, 3aJepKMBaTh BO3IyX, BbIAbIXaTb. VccieqoBanme (YyHKLUMM JIETKUX He
IIpeiCTaB/IsIeT OMMaCHOCTY [IJIsI 30POBDSI.

it IUMarHOCTMKM 3a00jieBaHUSI JIETKMX M OPOHXOB HEOOXOOMMO MPOBECTU QYHKIINIO
BHelHero abpixanust (OB/). [Ipu momomy OB/l ormpenensior, Kakoii MaKCMMabHbIVi 00beM
BO3/IyXa MOKET BAOXHYTh MAIMI€HT, HACKOJIbKO OBICTPO IPOMCXOOUT ra3000MeH. DTU TECThI
MOT'YT BbBISIBUTH 3a00JieBaHMUSI JIETKUX, OMNpeNeuTb CTeIlleHb MX MOpPakeHUsS U OLIeHUTH
3(ppekTHBHOCTD eueHnst. TecTbl OOBIYHO BBITIOJHSIIOTCS C MCIIOJb30BAaHMEM CIIELaIbHOIO
obopymoBaHms - crupoMeTpa. Bo Bpems ucwiemoBaHMSI HYKHO IO KOMAaHE BIbIXaTh,
3aep>KUBaTh BO3IYX, BbIObIXaTh. lcciaemoBaHue GYHKUMM JIETKUX He IIPeNICTaBIIsIET
OITACHOCTM JIJISI 3 0POBBSI.

BoictyimmBaHue (ayCcKy/abTalMs) cepilia AOMKHO ObITb 00S13aTeIbHBIM M PEryasipHbIM
UCC/iefOoBaHMEM [J1s TalMeHTOB C MYKOIIOJMcaxapuao3aMiu. BaskHbIM METOLOM U3y4eHUs
cepalia SIBSIETCS VY/AbTPasBYKOBOM — axokapauorpadus (Oxo-KI), oHa 6GesomacHa,
6e360/e3HeHHa M BbICOKOMH(pOpMaTBHA. COBpeMeHHbIE€ IIPUOOPHI MTO3BOISIIOT ITOTYUNUTD
OHO-, IBYX- M TpexmepHoe M300paskeHue ceppia, OINpeaeNuTb CKOPOCTb KPOBOTOKA U
naBjeHMe B pas3jIMUHBbIX OTHeax, ONpele/nTb HampaBjeHMe U TypOyIeHTHbI xapakTep
KpOBOTOKA. JX0-KI' peKOMeHAYyIOT IIPOBOAUTD 110 II0OKAa3aHUSIM, HO He pexke 1 pasa B rof. 3TO



MccaeIoBaHMe HEoOXOOMMO, UYTOObI OOHAPYKUTh JII0Oble MPOOJEMBI C cepaleM
(yBe/IMueHMe pa3MepoB, MHAEKC Macchl JIEBOTO Keaymouka, HapylleHMe COKpaTUTeIbHOI
dyukuum (bpakuys BbrIOpoca), a TaKKe AMACTONMUYECKON (PYHKIMM, OI€HKA CepHeUYHbBIX
KJIaTIaHOB, IBMKEHVE MEXKKeTYI0UKOBO ITeperopoaKi)

[Tpy HeobOXOAMMOCTM, BO3MOKHO IIpoBemeHue MPT ¢ KOHTpacTMpOBaHMEM Cepana: OJs
6ojiee METAJBHOTO MCC/IENOBAHMUSI CTPYKTYPbI M (QYHKIMM SKETyIOYKOB, MAarvCTPabHbBIX
COCYIOB ¥ KOPOHAPHBIX apTepuii.

KpoMme TOTrO, IJis1 BBISIBJIEHMSI HApyIIeHMS PUTMa UM IPOBOAMMOCTU Cepila HeobXomumo
MPOBOANUTDH X0NTEpOBCKOe MOoHUTOpUpoBaHue JKI, He pexke 1 pas3a B rof. A IJs1 BbISIBIEHUS
apTepuanbHOit runieprouuu [IpoBefgeHe CyTOUHOTO MOHUTOPUpPOBaHMS A]l.

Heo6xomuMo peryisipHo (IBa pa3a B rofi) IIpOBOAUTD ITPOBEPKY CJTyXa, [IJISI TOTO YTOOBI Cpasy
’Ke HauaTh JieueHue, ec/iv IOTpedyeTcsl, U MaKCUMMaJIbHO COXPAaHUTh BO3MOXXHOCTb YUUTHCS U
0o01IaTHCA.

MarHuTHasi pe3oHaHCHas1 ToMmorpadus

MPT 1mo3BOHOYHMKA [TO/DKHA ITPOBOAUTCS €KeroHo, ¢ 0C06eHHbIM (POKYCOM Ha 001acTSX, B
KOTOPBIX MOXET pas3sBUBATLCS KOMIIpECCUs CIIMHHOTO MO3ra: IIeiHbIA, TPyaHOII,
IPYOONOSICHUYHBIM OTHenbl. I[laliMeHTbl € MYKOIIOJMcaxapuao3oMm [ Tuma [gOJDKHBI
Ha0JI0IaThCSl Y XMUPYypra-opToIiena, YToobl OH KOHTPOIMPOBAJI COCTOSIHME IIEHOTO OTHAena
IMO3BOHOYHMKA. BakKHO OlleHMBaATh pe3y/bTaTbl MUCC/IEOOBAHUI B OMHAMMKE, TIOSTOMY BCE
CHUMKM CJiefyeT XpaHUTb W TMPedoCTaBJsATh BpauyaM I[Py KaKOAOM CIeaylolleM
uccnenoBanuu. KommbloTepHyl0o ToMorpaduio MO3BOHOUHMKA ITIPOBOMST, Kak IIpaBUIIO,
repeq rMIaHMpyeMbIM OllepPaTUBHBIM JIEUEHVEM.

PeHTreHorpadus

PeHTreH IIEeMHOTO M TIPYyHO-HOSICHUYHOIO OTHEI0B IT03BOHOUYHMKA B [BYX IIPOEKIIMSIX
cJIemyeT MPOBOANUTD Kaskabie 1-3 roma. To McCaeqoBaHMe IPOBECTY TEXHMUECKN TIPOIIe, UeM
MPT, kpoMe TOro peHTreHorpadus maet 60sbiine MHGOPMALMM O CTPOEHUM ITIO3BOHKOB.

CrMcok peKOMeHyeMbIX 00cem0BaHMii MpuBeeH B Tabuie 1.
CumnmomamuuecKkoe JieueHue

OcHOBHaAs1 1edb CUMIITOMAaTMYECKOTO JIedeHUs - CKOPppeKTHUpPOBATL  BbI3BaHHbLIE
3abojieBaHEeM VM3MEHEeHMs].

Ckenem u OHO[’)HO-@BL{Z(ZmE‘ﬂbH(Iﬂ cucmema KOCMHO- cycmasHas cucmema

BaskHO HaiTM 6ajaHC MEXOY BO3MOKHOCTBIO XKMUTh MAaKCHMMAJIbHO TIOJHOWM SKM3HBIO U
MMUHMMM3aLMENR OCTOXKHEeHI, CBSI3aHHBIX C 0COOEHHOCTSIMU CTPOEHMS CKejleTa MalieHTOB.
C OmHOI CTOpPOHBI, HE CJIeAyeT Ype3MepHO OrpaHMUMBATh M OIIEKATh [OeTeii, jJeueOHas



busKkyabTypa HeoOXomyuMa, HO HEKOTOpbie BUAbI (PU3MUeCKOil aKTUBHOCTHU, Takue, Kak
KyBbIpKaHMe, CTO}Ka Ha TOJI0OBe U HbIpSHME MO/DKHBI ObITh MOJTHOCTHIO MCK/IIOUEHbBI M3-3a
HeCcTaOMJIbHOCTHU IlIeifHOTO OTAesia. Pa3peliaioTcs jierkue MofCKOKY, HO TIallMeHT He JOJIKeH
CaMOCTOSITeJIbHO TIPbIraTh Ha 00e HOTrM, MOTOMY YTO CUCTEMAa OIIOPbI M KOOPAMHAIUU
IOBVKeHUIT y Hero ¢yiabo pa3BuTa. PoouTenssM IMIKOJIbHUKOB HY>KHO 00513aTeTbHO COOOLIUTH
yunTesnto GU3KyIbTypbl 06 0COOEHHOCTSIX yUeHMKa.

[TaumenTsl ¢ cuHapoMmoM [ypnep-Illeiie MOMKHBI BeCTM ITOABMIKHbBINA 00pas >XMU3HU [IJIST
noggepskaHust (QYHKIIMOHUMPOBAHMS CYCTABOB M YIYUIIeHMSI OOIEro COCTOSIHUSI 3I0POBbBSI.
Bpau-nenuatp mam Bpau-Qu3noTeparieBT MOKET IIOCOBETOBAThH pPas3/IMUHble KOMOVHALIMN
eXe[JHEBHbIX YIIPa>KHEeHUNA.

MHTeHCMBHAS Tepanus sl YAydllleHUs TTOABVKHOCTY CyCTaBOB M MO3BOHOYHMKA, & TaKkKe
IJIsS1 YKpeIyIeHUs CIIMHHOM M OPIONIHOM MYCKYJIaTypbl peKOMeHJOBaHa BCeM MallyieHTaM.
Yro6bl YMEHBIIUTb TMOCAEACTBUS TUIlepopA03a, HEeO0OXOAMMO YKpeIIaTbh T'PYAHYIO
MYCKY/IaTypy, IIpy 3TOM MNPOBOAUTH Tepalinio, HalpaBjeHHYI0 Ha pa3BUTHE ITOSICHUYHO-
KpPeCTIIOBOTO OTea. BaskHO C/ieinTh, UTOOBI MAllMEeHT He MepeHarpsraacs M He ycTaBal
ype3MepHO, IMOITOMY PEKOMEHAYeTCSI THIATeJIbHO M3YUUTh ero (pu3ndeckoe COCTOSHUE U
BbIPAbOTATh MHAMBHMIYAJbHbIE peKOMEHIAIUN.

PEKOMEH,ELYGTCH 3aHATHMSA, COUeTasd aKTMBHbBIE U ITIdCCMBHbIE YIIPaKHEHNM . Komruiekc 3aHSITHUIN
OJOJDKEH BK/IIOUYATb:

- YIIpa>kKHeHMs Ha Bblpa6OTKY OCaHKM 1 4YyBCTBd PABHOBECHAI;
- YIIpa>KHEHMS Ha PACTSOKEHUE;

- BOIHBIE MPOLEAYPbl M 3aHSITUSI CIIOPTOM B BOZe, OCOOEHHO [JISI MOKWUJIbIX MAIIEHTOB.
Paccmabnsioniuii  Maccak M TNOABOMHBIMA Maccak OKa3bIBAlOT BechbMa OarornpusiTHOE
neicTBue.

OTmenbHOTO BHMMAaHMS TpeOyoT fedopMupoBaHHbIe CTYITHU U KUCTM.

YTo6bl TOAIEepsKUBATh MOABVKHOCTb CTYITHEH, HeOOXOOMMO BBITIOJHSTh CIeluaabHble
yIIpaskHeHMS, JIyUIlle BCero oMa MM BO BpeMs Urp. JJisl CHSITUSI Upe3MEPHOTO MbIIIEUHOTO
HaIIpsDKeHMsl HeoOXodyma opToreaudeckass O00yBb, CTEJIbKM ¥ BKIAIbBIIINM, KOTOpbIE
BBITIOJIHSIIOT TOMIePXXKMBAOIIYI0 (YHKIMIO, B HEKOTOPBIX CAydyasix — OpTe3bl. BaHHOUKMU,
Maccask HOT TaKke HeoOXOoVIMBI.

BasKHO BBITIONIHSTh VIIpa>)KHEHM A Ha PAaCTAXKKY MBbIIII] 3aHen ITIOBEPXHOCTU 6enpa " TOJIEHN.

s VIy4YlIeHUA MeJIKOM MOTOPUKHU KIUCTeNn PYK peEKOMeHOJ0BaHa MHTEHCHBHAA I'MMMHACTMKa
OJIs T1IaJIbIeB M JIaadOlIeK, ee POAUTEIN M CAMMU IMallVIieHTbI MOTYT ITPOBOAMTD AOMa.

[Toc/ie MHTEHCUBHBIX 3aHIATUN JIEKTPOTEPAIIMS, PYYHON MacCCaK, BOAHbIA MacCa, Teparms
J1eueOHOI I'PSA3hI0, 3aHATHS HAa BOJHBIX TPeHaskepax CHMMAIOT 00JIb M IIPUHOCST 0bJIeruyeHue.



HpI/I NMpoBeOeHNI BCEX dKTUBHbBIX BUOOB Te€pAIlIUM CjieayeT O6p8.H_[aTb 0ocoboe BHMMaHMe Ha
PUTM [ObIXaHVMA WM OaBdTb OOCTATOYHOE KOJIMYeCTBO IIepepbIBOB [OJISI OTAbIXa U
BOCCTAaHOBJIEHIMS ObIXaHMSI.

Xupypeuueckoe JieueHue

CyIIecTBYIOT pa3jIMuHble MHEHUSI O HeOOXOOMMOCTU XMPYPIMUECKOro BMellaTenbcTBa. Ho
oIiepaTMBHOE BMeIIaTe/lbCTBO — BCETIa PUCK, U Mpuberath K HeEMy cjleyeT TOJIbKO B CIyyae
OoCTpoii HeobxomuMmocTHu. bBosbiias caoskHocTh Ipu MIIC - 1mpoBeneHMe aHeCTe3UM.
HecTaOMIbHOCTD IIEMHOTO OTHOeNa TMO03BOHOYHMKA, TPYAHOCTM IIPM OTKPBIBAHUM PTa,
OOJIBIION SI3BIK M MUHIAAMHBI y nainueHToB ¢ MIIC yBennuuBaeT PUCK TPpaBMaTUUECKOTO
TOBpeKIeHMsI TIpU BeIeHMM aHecTe3MM, TaK KaK MHOTHMe aHecTe3MOoJIoTUYecKue Iocooumst
CBSI3aHbl C MaKCHMMAaJbHBIM pasTubaHmeM I1eM. B 3TomM caydyae HYKHO TIIPUHSITh
crielyajbHble Mepbl IIPeIoCTOPOKHOCTU. VIHTYOMpoBaTh moaeit ¢ MIIC moyiskeH OITbITHBIN
Bpay, UMeIIII onpene/ieHHble HaBbIKM. EC/INM MalMeHT Momnal B KPUTUUECKOM COCTOSTHUU B
O0JbHUITY, HEOOXOOMMO COOOIIUTH aHeCTEe3MOJIOrY, YTO BO3MOXHBI ITpOOJIEMbI C Ileeit u
MHTyOaLMen. JIpIxaTebHble ITyTH, KaK IIPaBUJIO, Cy’KeHbI, [I03TOMY MOKET ITOTPeO0BaThCS
SHJOTpaxeajbHasi TpyOka MeHbIIero auamMerpa. Cama yCTAaHOBKA TaKOW TPYOKM - OUYE€Hb
TPYIHBIN ITPOIlecc, BO3MOXHO, TOTpeOyeTCs UCITOb30BaHMe TMOKOro OpOHX0CKOIIA.

HecTabMabHOCTD IIEMTHOTO OTHesa MO3BOHOYHMKA KOPPEKTUPYETCST C TTIOMOIIbIO OIepaiumn
(meitHplii  crioHawiaoge3). C  IIOMOINbI0O KOCTHBIX (ParMeHTOB WMIM MCKYCCTBEHHBIX
MaTepuaaoB GOPMMUPYETCsl OMopa, OObeOMHSIONIAs ABa BEPXHMX ITO3BOHKA UM OCHOBaHME
yeperna.

OpzaHel cnyxa

HejipoceHcopHass ¥ KOHIYKTMBHASI TYTOYXOCTb B OOJBIIMHCTBE CIy4aeB MOTYT
KOMIIEHCUPOBATbCS ITOAO0POM CJIYXOBBIX arapaToB (AmMIapaT CIyXOBOW KOCTHOIA
MIPOBOAMMOCTM C KOCTHOV (uKcalyeir MMIIJIaHTUPYeMbIii™*** Amrmapar CIyXOBOi KOCTHOIA

MIPOBOJAMMOCTM C KpeIUleHMeM Ha rosoBe™** CucremMa MMIUIQHTAlMM CpegHEro yxa
MOJHOCTBIO MMIUIaHTUpyeMas™™*, ~ AmmapaT CJIyXOBOW KOCTHOI TPOBOAMMOCTU C
MMIUIAaHTUpPYyeMbIM BuOpaTopoM™** ). IIpu 4YacTbIX OTMUTAx MHPOBOAUTCS LIYHTUPOBaHME

6apabaHHbBIX ITOJIOCTEN JIJIST OTTOKA KUIKOCTH.
CepdeuHo-cocyducmas cucmema

M3-3a pa3BuUTMUS KIAMMAHHBIX IOUCPYHKIMII HepeaKo pPeKOMEeHIOBaHA KOHCY/IbTalMs
KapauoxXupypra [Ijis pelleHus BOIPOCa O HeoOXOAMMOCTM ITPOTe3MPOBAaHMS KJIallaHOB
cepauma. Ms3-3a 4YacTo pasBMBAIONIMXCS HapyIIeHMii puUTMa CTaBUTCS BOMIpPOC 00
MMIUIAHTaLMM KapauoBepTepa-nedubpmisTopa.

Hugexuuu



BaskHO, 4TOOBI OCYIIECTBIISIICSI XOPOIIMIA yXOofd 3a 3ybaMu, TaK KaK paspylieHHble 3yObl
MIPUYMHSIOT CUJIbHBIN JIUCKOMGOPT U SBASIOTCS ouvaramyu MHekuuu. Heobxommmo
PeryasipHO UMCTUTDb 3yObI, MCIIOJIb30BaTh PaCTBOPBI AJIs1 ToocKaHmus. Ho maske mpu camMoit
TIIATeIbHO) 3aboTe o0 3ybax, MOTYT pPa3BMBATLCS BOCIAJIMUTEIbHBIE IIPOLECCHI.
Pa3gpakuTenbHOCTb, TIau ¥ OecIOKOMCTBO MHOTAA MOTYT ObITh €IMHCTBEHHBIMU
CUMIITOMaMM IipobneMm c¢ 3ybamu. Ilepen omepaTMBHBIM JieueHMEM 3yOOB IMaliieHTaM, Y
KOTOPBIX YK€  [OMarHOCTMPOBAHO IIOpakeHMe  KJaIllaHOB  cephana, HeobXomym
podWIaKTUUYECKUII ITpMeM aHTUOMOTMKOB OO M IOC/Ie JiedeHMs. DTO BBI3BAHO TEM, UTO
HEKOTOpble OaKTepuy M3 POTOBON TMOJOCTM MOIYT IPOHUKHYTH B KPOBOTOK M BBI3BATh
MH@EKIMOHHBIN MTPOoIlecc Ha IopakeHHOM KianaHe. Eciiu HeoOXoguMo yaaneHue 3yda mop
aHecTesuelf, 3TO MOO/DKHO OBITh CHOeJaHO B OOJIbHUIIE, @ HE B CTOMATOJIOTMYECKO
MOJIUKIMHMKE, TT0]T HabJII0/leHeM OITbITHOTO aHeCcTe31oJiora 1 3yOHOro Bpayva.

Jleuenne O6aHasbHOoro OPBU y mammentoB ¢ MIIC sydiie TakXke IIPOBOAMUTDH O]
MPUCTaIbHBIM BHMMaHMeM Bpada. CiegyeT MOMHUTb 00 OCOOEHHOCTSIX TpUMeHEeHMUS
CTAHIAPTHBIX IperiapaToB y 3TOV TPyIIbl MaluueHToB. Harmpumep, Takue jgekapcTBa, Kak
AHTUTUCTAMMHHBIE TIperapaTbl CUCTEMHOTO OeCTBUS, MOTYT CYIIUTb CJIM3UCTYIO, Aeas ee
TOJIILEe, IPOTUBOOTEUHBbIE WMJIM COCYLOCYXXMBAIWIIMe CpPenCcTBa MOTYT IOBBICUTH KPOBSIHOE
IlaBJIeHV e U CY3UTb KPOBEHOCHBIE COCYAbI, UTO HexenaTelbHO nipyu MIIC.

3-3a 0COOEHHOCTel CTpPOeHMSI TI03BOHOYHMKA M TPYAHOV KIETKM, MalyeHTaM C
MYKOTMOIMCcaxapugo3oM I Tuma ciokHee CIpaBUTHCS ¢ MHeKIMel, eci OHa 3aTparuBaeT
Jerkue, IO3TOMY BpauyM [ake IIpY He3HAUUTENbHON WHGpEKUUM MOTYyT Has3HauyaThb
AHTUOVOTUKIA.

Yrobbl HOpPMAaaM30BaTb  LUPKY/ISLMIO BO3dyxa B  JIeTKMX, pPeKOMeHIyeTcsi U
npoduIakKTUUECKH, M BO BpeMs 60/1e3HM IIPOBOAUTD UTPhI C MBIIbHBIMM ITy3bIPSIMM, BaTOI,
COJIOMMHKAMM [IJII HAMMUTKOB, OyMaXHbIMM IIaKeTaMM WM JOPYTMMM IIpeaMeTaMu
(BO3OYIIHBIMM IlIapaMM, MsiUaMM), TPeOYIOIIVIMIM aKTUBHOM PabOThI AbIXaTe/bHOW CUCTEMBI.
Jlyist meTeii mocTapiile, MIJisk TIOAPOCTKOB MOKHO pa3paboTaTh YIIpaskHEeHUS A1 PaCTSKeHMST
MOBIIIII] TPYIHO KJI€TKY, YTOObI POAUTENIN MOIJIM CAMOCTOSITeIbHO 3aHMMAThCS C JeThMMU.

[TaccuBHBIE YIIpaskHEHUS IJISI TPYAHONM KIeTKM NPUMEHSIOTCS O/ IMallMeHTOB C OCTPbIMU
MHQEeKIUSIMY AbIXaTeIbHbIX ITyTel WM IJis NTallieHTOB, KOTOPble He MOTYT CAMOCTOSITE€IbHO
OBUTATHCS. YIIPaKHEHUSI TOMOramT Oosee 3(PdeKTUBHOMY OTHeNeHMI0 cimn3u. K Hum
OTHOCSITCS TIOTSTUBAHMS, PaCcTSKeHMSI, MOTPSIXMBAHMSI, MaccaXk M BUOpaL.

/Tuemomepanus

CrnenyanbHasi [aueTa He CMOXKeT IIpefoTBpaTuTh HakorieHue TIAl, Tak Kak OHU
CUHTEe3UPYIOTCS B KJIeTKaX, a He MOCTYIaloT ¢ nuieil. Ilo3ToMy orpaHuyeHus B OueTe
namueHTaM ¢ MIIC He HYKHBI, I€TU IO/DKHBI IIUTAThCSI B COOTBETCTBMM C BO3PACTHBIMU
MOTPEeOHOCTSIMMN.

Ilamozenemuueckas mepanust



Onass MIIC tun [ paspaboraHa creuyanbHass ¢depMeHTHasi 3aMeCTUTeNbHasl Teparnusi,
rnpenapar — JapoHugasza™*. IlalyeHTy ekeHelleJIbHO BHYTPMBEHHO BBOISIT HeOOCTAIOIIMIA
depmenT B cra”gaptHoit mosupoBke (100E/l/kr). B camoii mpoiienype BHYTPUBEHHOTO
BBeleHsT pepMeHTa HeT HUUYEero CJA0XKHOTO, U IIPU OmpeieleHHOM HaBbIKe MHPY31I0 MOKHO
IIPOBOJUTD B JII000¥ OOJIbHUILIE.

OddeKT oT Tepanuy BO MHOTOM 3aBMCUT OT TOTrO, KOIJia ObIJIO HAyaTo JieyeHue. Bmecrte ¢
BpavyoM HeobXoauMO repes HauajaoM ¢hepMeHTHO 3aMeCTUTeIbHOM Tepanuy 006CyIuThb BCe
BO3MOKHbIE PUCKM, TMOOOUYHbIE 3(PdEKTbI M IJIaBHOE — OXUIAHUS OT JedeHus. BaskHO
IIOHMMAaTh, UYTO BBeeHMe (pepMeHTa He IO3BOJNUT BbIJIEUNTDh 3a00/IeBaHMe, 11eib Teparnnn —
3aMeIJINTh Iporpeccuto 6onesHu. Te pedopmairum, KoTopble Yyke CcHOPMUPOBAINUCE,
Tepanusl He UCIIPaBUT, MHPY3MOHHAS Tepanyus He 3aMeHUT HeOoOXOOVMbIe XMPYypruyeckue
BMeIIaTe/lbCTBA.

Tabnuiia 1 - [Tnad odbcnemoBanmda namyeHToB ¢ MIIC I

MccnenoBaHus [MepBoHavanbHas Kaxable Kaxable Kaxable 12 mMec OavH pa3s
oueHKa 3 mec 6 mMec B 2 roga

[Mprvem Bpaya-reHeTuka X X

[MoaTBepxaeHne anarHosa X

AHaMHe3 6051e3Hu X

KnvHuyecknii ocMoTp Bpada- X X

negvartpa

Pocr, Bec, OKPY>XHOCTb X X

rosioBbl

BbiHOCNMBOCTb (6-T1n X X

MWUHYTHbIN TecT XoAb6bl)

OcMoTp Bpayva-HeBposiora X X

OcMoTp Bpayva-xupypra/Bpaya X X
[EeTCKOoro xupypra

KoMmnbloTepHas  Tomorpadus X X
mnm MPT ronoBHoro Mo3sra

KorHutneHoe TecTMpoBaHue X X

(DQ/1Q)

SnekTpoaHuedanorpamMMma X X

CkopocCTb HepBHOM X X

nposoamMocTtu/ DMl

OcmoTp Bpayva- X X
OTOpMHONAapUHronora

OcmoTp Bpaya-cypaonora- X X
OTOpUHONIapUHrosora

AyanomeTtpus X X
OcmoTp Bpava-odpTanbmonora X X

OcTpoTa 3peHus X X

OcCMOTp rnasHoro gHa X X




MccneposaHue porosuubl X X

OcMoTp Bpaya-nysibMoHoN0ra X X

oBA (nccnepoBaHune X X
HECNpoOBOLMPOBAHHbIX
NOTOKOB U 06HEMOB)

WccneposaHue cHa/ X X
nonvMcomMHorpadums
OcmoTp  Bpaya-kapauonora/ X X

Bpaya-AeTCKOro Kapaunonora

JnekTpokapamorpamma X X
Oxokapauorpadus X X

OcMmoTp Bpada-TpasBmaTonora- X X

opTtoneaa

PeHTreHorpagus ckeneta X X
Y3U OpraHos 6ptoLwHon X X

nonocTn; obbeM ceneseHkH,
neyeHun

OcmoTp Bpava- X X
dun3noTepanesTa

Mpuem Bpaya no neyebHom X X
bU3KynbTYype

OcmoTp Bpaya-cTomartosiora X X

JNabopaTopHble nccneaoBaHms

Onpepnenexne F'Al X X

Buoxmmmnuecknii aHanus X X
KpOoBM
(anaHMHaMUHoOTpaHcdepasa
(AJTT),
acnapTataMuHoTpaHcdepasa
(ACT), obwuii wn npsmon
6MnNnpy6buH, XONeCTepUH,
TpUranuepuabl)

TpaHcnniaHmayusi KOCMHO20 MO0320/2eMON03IMuUUECcKUX CMeE0.J108blX KJ1eMmOoK

PekomMeHIOBAaHO TMpoOBeJeHNMEe TPAHCIUIAHTALUMU TeMOIIO3TUYECKMUX CTBOJOBBIX KJIETOK
(TTCK) nauuieHTaM C CcUHOApoMOM ['ypiep [0 OOCTMKeHMSI BO3pacTa [OBYX JIeT IIpu
HOPMAaJIbHBIX MJIM CYOHOPMAaJIbHBIX MTOKa3aTesax pa3Butus uHreiekra (DQ>70). OgHum u3
Haubonee 3HAYMMBIX s dexToB TPAHCIUVIaHTALUN SIBJISIETCS COXpaHeHue
VHTEJIJIEKTYaJIbHOT'O Pa3BUTUS LeTel, UMEeIOIUX TSKeIbli TeHOTUI, aCCOLMUMPOBAHHBIN C
Cepbe3HbIMM YMCTBEHHBIMM paCCTPOMCTBaMM. Y OSTUX TAIMEHTOB ObUIM OTMeUeHbI
CYLIECTBEHHbIE M3MeHeHMs uepT Jmia (YMEHbLIEHMs IIPOSBIEHMII rapromwimsma’),
yaydllleHre WM CTabuamu3auus cepaeuyHo-COCYyaUCToi cuctemMbl. OmHAKO M3MeHEeHUS
CKeJleTa COXPaHWINCh, B HEKOTOPBIX C/IyUyasgx OTMeYa/IoCh axke YXYOLIeHue CUtryauuu. Y
MHOTUX TIAl[MeHTOB HAOI0aM0Ch YayUlIeHe IeKTPOPEeTUHOTPaMMbl (QYHKIIMSI CETYATKM)
yepe3 1-2 roma mocsie Iepecajky KOCTHOTO MO3Ta, OAHAKO MOCIedyoliye HabaoaeHus
MoKasajiy, 4YTO C TeueHMeM BpeMeHM IMPOUCXOOUT yXyaiieHue. He O6bUIO MOMTyYeHO
OOHO3HAUHBIX NAHHBIX O BIAMSHUM IepecagKy KOCTHOTO MO3ra Ha CTelleHb IMOMYTHeHUS
POTOBUIIBI.



Henb3sa He OTMETUTDb, 4YTO CaMa IIponeanypa IIpoBedeHNMS TpPAHCIVIAHTalIuM JOBOJIBHO
PUCKOBaHHa [OJid IIallMeéHTa, B CBA3M C 4YaCTbIMM OC/IOXHEHMAMM, BbI3BAHHBIMU
«OTTOp>KeHMeM» TPAaHCIIVIaHTaHTa OPraHM3MOM IIdlIME€HTAd.

ITonosas 3penocms u 6pax

[Mogpoctku ¢ cuuapomom I'ypnep-Illeite u Illeiie MpoXonsAT HOpMa/IbHbIE CTAAUN I1OJIOBOTO
Co3peBaHMs, OJHAKO HAuMHAETCS OHO HECKOJbKO MO3e. 3aboseBaHMe He BIMSIET Ha
depTMIbHOCTD, HO SKEHIIMHAM C TsKenoit hopmoii 3a60ieBaHNsI MHOIA CJI0XKHO BHIHOCUTD
pebeHKa B CBSI3M C TSKeJIbIMM HapYIIEHUSIMM CO CTOPOHBI cepAlia U cKejeTa. B Mupe u B
Poccun ectb ceMby, MaTepy KOTOPBIX POAMIIM HECKOJIBKO 300pPOBbIX AeTei. [losTomy Bce
BOITPOCHI, CBSI3aHHbIE C 6€peMeHHOCTbIO ¥ POAAMM HY>KHO pelllaTb MHAVBULYAIbHO.

Bce metu ot pomutenein ¢ cuHapomom I'ypnep-Ileite u Illeite SBASIOTCS HOCUTEISIMU
3a60/ieBaHMsI, HO He 0O0JIeI0T, ec/i BTOPOJt poAuTe/b 3I0POB U He SIBASeTCS HOCUTe/IeM reHa
MIIC 1.

Omowix

[TauieHTaM ¢ MSTKoi ¢popMmoii 3a601eBaHMsI HEOOXOAMMO HAYUUThCSI ObITh HE3aBUCUMbBIMMU
OT cBOMX cemeir. He maBaiiTe peGeHKY, ITOAPOCTKY 3aMKHYTbCSI B cebe. EMy HYKHBI Ipy3bs,
o01eHye 1 HaBbIKM CAMOCTOSITE€/IbHO SKU3HA.

[ToCKOMIBKY AeTY C MSTKOV GOpMOJi CMHIpPOMA MMEIOT HOPMaJIbHbIN MHTEJIJIEKT, HEOOXOAMMO
MIPUJIOKUTD BCE YCUJINSI, YTOOBI OHM TTOTYUMIM XOpoliee oOpa3oBaHMe.

B kaxxmom u3s PErmMoHOB OIIpeaeJi€eHbl JeuyeOHbIe YupeXageHus, B KOTOPbIX ITallME€HTbI
IMTOJIYUalOT U ITaTOreHETMYECKOeE JIeUeHNME U ITPOXOAAT BCe HeO6XO,EU/IMbIe ucciaegoBaHMsAd.

Y3uame 6oavuie

B Mupe ecTb MHOTO OpTaHMu3aluii, KOTOpble MOTYT IIOMOUYb BaM HalTU OTBETHI Ha Jit0Oble
BOITPOCHI, CBSI3aHHBIX C MYKOTIONMCAXapuI03aMu ;

MexxayHapoaHasi opraHu3aliys o MyKoIolrcaxapuao3aM: Www. mpssociety.org

MekayHapOoaHbIN ITOPTAJI II0 peAKUM 60Ie3HIM www.orpha.net

EBpomejickast opraHm3anys, OObeIMHSIONIAS MAIMEHTOB C PasHbIMU  PeIKUMM
3aboneBanussMu EURORDIS www.eurordis.org

[ToMHMTE, UTO aKTMBHAs IMO3ULMS CAMMX MAILMEHTOB — 3aJI0T YCIIEIIHOM U CYACTIUBOM
KU3HU!

ObwecmeseHHble opzaHudayuu u poHost Poccuu


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

MIIC I Tumma BXOZMT B IiepeueHb opdaHHbIX 3a001eBaHMIL, TeueH)e KOTOPbIX ITPOBOAMUTCS 3a
CYET cCpencTB rocymapcTBa. I[loMoub TMalMeHTaM TOJYYUTb JieueHue, TOBBICUTD
MH(GOPMUPOBAHHOCTb OOIIECTBA O peaKMX OO0Ne3HSIX, a TaKKe J0O0MBAThCSI IPOABVIKEHMUS
3aKOHOJATEIbHBIX MHULIMATUB B 007acTM OpdaHHBIX 3a007eBaHMiI MOTYT OOIIEeCTBEHHbIE
opraHm3anuyu. B ceTu uHTepHET BBl CMOXeTe HaiTy WMHMOPMALMIO O HECKOJIbKUX
00111eCTBEHHBIX OPTraHM3aLMSIX, KOTOPbIe IOMOTAIOT CEMbSIM C MYKOTIO/IMCaXapua03aMu.



IIpunoxenue I'1-I'N. IIIKanbI O1l€eHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIMHNUYECKUX PEKOMEeHIAIUIX

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

UcTtouHuk: [42,43,44.].

Twu: 1mKaaa oleHKU

HasHaueHMe: CyObeKTMBHOI OLleHKa ITIepeHOCMMOCTY (U3UUeCKOil Harpy3Ku
O11eHOUHBI MHCTPYMEHT: 1IIKaJia

CopepskaHue U KJIK04:

[TalyeHT noyiyyaeT MHCTPYKIMM 10 OLieHKe OBIIIKM BO BpeMs (pu3mu4eckoii Harpys3ku: ot 0
0a/IOB - CIIOKOJMHOE IbIXaHMe, HeT OINYIIeHMS OABIIIKM U manee — mo 10 6amioB, Korma
OJIbIIIKA MaKCcuMasibHa. OLleHUTe CBOM OINYIIEHMS B HACTOSIILIVMII MOMEHT.

Bannbl OuwyuieHnsa oAabILKU

0 OTcyTcTBYET

0,3

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

1 OuyeHb cnabas

1,5

2,5 Jlerkas ogbilika

3 [JoBONbHO TsHKenas oAblwKa

4

5 Tsokenas oablwka

6

7 CunbHO BblpaXKeHHas Tshkenas oAblwka
8

9

10 OuyeHb BblpaXkeHHasa TshHxenasa oAplwka (Ha npeaene BO3MOXHOCTEN)




