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CIMcoxk coxkpalueHun

AJIT — anaumHaMuHOTpaHcdepasa;

AP — annepruueckas peakius;

ACT - acnapraramuHoTpaHcdepasa ;

I'AT" — IIMKO3aMMHOIIMKAHBI;

KT - koMmIibloTepHasi Tomorpadus;

MIIC — myKoronmcaxapuaos;

MPT - MarHMTHO-pe30HaHCHas1 Tomorpadus;
COAC - cuHIpOM OOCTPYKTMBHOTO alTHO3 CHA
CCC - cepieuHO - COCyauCTasi CUCTEMA;

V3U - ynbTpasByKoBOe UCCIe0BaHNeE;

@B/l — QyHKI1IMS BHEIIHETO AbIXaHUSI;

@3T - dpepMmeHTHASI 3aMeCTUTEIbHAS Teparms;
OKTI'- anexkTpokapauorpadus;

OHMI - snexkTpoHelipomuorpadus;

9x0-KT' — sxokapauorpadus;

93T - snexkrposHuledanorpadus.



TepMMUHBI U OIIpeae/iIeHUS

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

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

Myxkomnonnucaxapuaosbl (MIIC) - rpymnmna Hac/lieACcTBEHHbIX Ooyie3Heli oOMeHa BellecTB,
CBSI3aHHBIX C HapylleHMeM MeTabonusma IMUKo3aMUHOIMMKAaHOB (T'AT), MPUBOASIIMM 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)

Mykomnonucaxapuno3 VI tuna (Cuagpom Maporo-Jlamu) - HawlieOCcTBEHHAas JIM30COMHas
6071e3Hb HaKOIIJIeHUS, rnpu KOTOPO¥ HEe0CTaTOYHOCTh dbepmeHTa N-
alleTuiArajsakTo3aMuH-4-cynbdaTtassl  (apuiacyabdaTtassl B) NpUBOAUT K HapYIIEHUIO
paciuierieHus ranko3amuHornukaHa (I'Al') nepmaTaHcynbdara.

Cungpom Maporo-Jlamu, mykomonncaxapuzgos VI tunma (MIIC VI) xapakrepusyercs
OTCTaBaHMEM B pOCTe, OrpybeHMeM 4YepT Julia, CHMKEHMEM CIyXa, TYTOMOABMKHOCTHIO
CyCTaBOB, MHOXECTBEHHbIM  [OM30CTO30M, renaToCIUVIeHOMeraauei, I[OCTeIeHHbIM
pa3BUTHEM CepIeyHO-COCYyaUCTOMN 171 I bIXaTeIbHON HEeIOCTaTOYHOCTM. Bce
BBILIIeIIepeYCJIeHHbIe MPU3HAaKY IMPUBOSAT K MHBAMUAM3ALMM, & IIPU TSKEJIOM TedeHUU
Oone3Hu - K JeTaabHOMY ucxony [1,2].



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

HenocraTouHocTh (pepmeHTa N-alleTuaraaakrosamMuH-4-cyabdaTasbl (apuicyibdaTasbl B)
MPUBOAUT K HapylleHUuIo Oerpagaiiuu  AepmaTtaHcyiabdara. Al HakamaMBaeTCs] BHYTpPU
AU30COM UM OOYC/IOB/IMBAaeT  KJIMHMYECKYI0  KapTUHY  TSDKEJIOTO  XPOHMYECKOTO
rporpeccupyioiiero 3aboneBanusi. HemocrtatouHocTh apuicynbdaTtasbl B oO6HapykuBaeTcs
BO BCeX TKaHsX [1,2].

l'en ARSB, komupyomuii apuicyiabdaTtasy B, kKapTupoBaH B XpOMOCOMHOJN obyactu 5ql4.
MIIC VI HaciemyeTcs 10 ayTOCOMHO- pelieCCMBHOMY Tuny [1,2].

3-3a CHMUKEeHMSI aKTMBHOCTY (hepMeHTa MPOUCXOAUT HAKOIIeHUe pa3auuHbIX TUIOB I'AT' 1
pa3BMBaeTCs coMaTuuyeckasi ~MaHudecTtanusi B BuAe JIMIEBOro aucmopdusma,
rernaToCrjieHOMerajivu, MopaskeHus cephla, ObIXxaTelbHOM CUCTeMbl, U3MEHEHUN CKeJleTa,
HEBPOJIOTMYECKOV CUMIITOMaTUKM, odTaabMosoTMdyeckue u3MeHeHMUs. BapuabeabHOCTb
MIIC ompepmensieTcsi TUIIOM HaKaIUIMBaeMOTO CyOCTpaTa IpM HeOOCTAaTOUHONM Ierpamaluu
T'AT": ipu MIIC VI Tuma npoucxoauT HaKoIIeHMe JepMaTaHcyibdara.



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

MIIC VI Tuma penxoe HaclaeICTBEeHHOe 3abojieBaHMe, CpegHsIsI 4acToTa B MUpPe COCTaBJISIET
1:300 000-1:400 000 >kMBbIX HOBOPOXIEHHbLIX. B oTHenbHbIX cTpaHax yactotra MIIC VI moxkeT
OBITH BbIIIIE, YTO CBSI3aHO C TeHETUYECKUMMY 0COOEHHOCTSIMY HOMYsiuum [3-5].



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 MMUTAHMUSI M HapylleHUI0 oomMeHa BemecTB, E76.2 - Mykonomcaxapumgo3 VI
THUIIA.



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

Boigensior 11 turos MIIC B 3aBMCHMMOCTM OT II€PBUYHOIO OMOXMMMYECKOTO HedeKTa
(Ilpunoxkenne A3.1).

Boimensiior 3 knuandeckue ¢gopmbel  MIIC VI B 3aBMCHMMOCTH OT Bo3pacTa nebrTa, CKOPOCTH
IIPOrpecCUMpPOBaHMUS U CTEMeHU MOpakeHUs Pa3JIUMUYHBIX OPraHOB M CUCTEM: IIPU TSDKEIOo
dbopme nmeb6ioT 3a00eBaHMs - B Bo3pacTe 1-3 j1eT, IIpu CpeaHeTsKeNIoi - ¢ 6 JIeT, Ipu JIerkoi
— mocie 20 snetr. DTO paszeneHue OO0BOAbHO ywioBHO. MIIC VI mipencraBisieT cKopee
KOHTMHYYM KJIMHMYECKUX (EHOTUIIOB OT JIETKOTO [0 TspKeaoro. OTauumuTe/nbHOM
XapakTepucTukoii storo tura MIIC SBaseTcsi OTCYTCTBME MHTEUIEKTYaJbHbIX HapyIIeHMUI
[1,6].



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

MIIC VI - pasHooGpasHoe IO CBOMM KIMHUUECKMM IIPOSIBIEHMSM 3a0ojieBaHue U Yy
MalMeHTOB MOTYT HaOMIOAAThCS pas3juyHble T[O0 CTeNeHU TSIKeCTU U CKOPOCTU
[IPOrpeccUpoOBaHMs MOPA’KeHUSI OPraHOB U CUCTEM.

bosie3Hb XapakTepu3yeTcsl OTCTaBaHMEM B pPOCTe, M3MEHEHUSIMM CO CTOPOHbI OpPraHOB
3peHus, orpybjeHMeM UepT JMlla, CHIDKEHMEM CIyxa, TYTOIOABMKHOCTbIO B CyCTaBax,
IIOCTENIEHHO IIporpeccupymoiieir medopmaiiyeil IMO3BOHOUYHMKA, TPYAHON KIETKU U
KOHEUHOCTEI, reraTocrjieHoMerajiei, oCTeleHHbIM Pa3BUTUEM CepPAEeUYHO-COCYAUCTON U
IbIXaTeJbHOI HeJ0CTaTOYHOCTH [1,6].

OCHOBHBIMU  NpusHakamu 0Oone3HU SBIASIOTCS HMU3KMII POCT, JIMIeBble IucMopdumn
(orpybnenmue uepT nuia), gedopmanusl MMO3BOHOUHMKA M OOUYKoOoOpasHast medopmalius
IPYOHOM  KJIEeTKM, MHOXeCTBEHHble KOHTPAKTypbl CYCTAaBOB pPa3/IMUYHOM CTeIleHU
BBIPA’KEHHOCTU, MOPa)KeHNe CepaeyHO-COCYAUCTOM CUCTEeMbl, IOMYTHEHME pOroBullbl. [Ipu
aToM Turie MIIC MHTe/IeKT He CTpaaaer.

BHewHuti 8ud nauyuenma 1ipu Tsorenoii ¢popme MIIC VI xapakTepusyeTcsl OTCTaBaHMEM B
pocte (90-100 cm 1mpm OBICTPOM IIPOrpeCCUMPOBAHMM; MaKCUMMaJJbHbII — 150 cm),
OVCIIPONOPIIMOHAIBHBIM TEJIOCIOKEHMEM — HMU3KOPOC/IOCTh C YKOpPOUYEHMeM TYJIOBUILA.
OTMeuaeTcs M3MeHeHMe UepT JuIia - KPYIHbI HOC C 3araBiiieii lepeHoCHlelt, 9K30QTalbM,
IyXJible ryOobl, Makporioccusi. [Ipu jerkoit ¢opme 3abojeBaHUSI OTpydOIeHME UepT JuIia,
nedbopMalM ckejeTa M 3aJepkka poCTa BbIpakeHbl B MeHbIllei cTereHU. XapaKTepHbI
VIUIOTHEHME U YTOJIeHNe KOXI, )KeCTKMe BOJIOChl, YMepeHHbI rupcyTusm [1,6,7].

Kocmmuas cucmema: HaOIIOOAIOTCS HU3KMUI POCT, TYTOIIOABMKHOCTD CYyCTaBOB KOHEUHOCTE,
BaJibrycHass nAedopmalivsi rojieHeil pa3HOil CTemeHM BbIPAKEHHOCTM; MHOKeCTBEHHbIN
nu30cTo3: cKadoiledanns, ruiomiasusi 3yboBUAHOTO oTpocTka C2-1M03BOHKA, TMITONIa3Un
TI03BOHKOB, TOPCOIIOMOA/bHBIN KO3 B pe3yabTaTe OpPaxMCHOHAVINM, TIATUCIIOHIUINN,
MHOTAA CKOJIMO3, TOSCHUYHBIN Turepaopmos. OmnpenensioTcsl MMpoKue pebpa, KOPOTKuUe
M30THYTbIe KJIIOUMIIbI, TUIIOMIA3MsI TOJIOBOK IJIeYeBBbIX KOCTel M BapycHasi medopmaiiusi
TJIeUeBbIX KOCTel B IPOKCUMAa/IbHBIX OT[e/NaX, OMCTalbHble 3MMGU3bl KOCTel IpeaIlieubst
CKOIIIeHbI APYr K Apyry. 3agepkka (GopMupoBaHMUS siaep OKOcTeHeHMs. [IsicTHble KOCTU
KUCTe YKOPOUYEeHbI U CY>KEeHbl — «3a0CTPeHbl» B IIPOKCMMAJIbHBIX OTAe/IaX, XapaKTepHa
«CKOIIIEHHOCTb» BEePTAYKHBIX BIaAuH, nebopMuUpoBaHHbIe, VIUIOIIEHHbIe T'OJOBKU
6epeHHBIX KOCTe 1 BaJbTycHas gedopMalins ieek 6epeHHbIX KocTeii [1,8 -10].

OpeaHovl OvixaHus: 4YacTble pecryupaTopHble MHGEKUUM (PUHUTHI, OTUTHI). I'mmeprpodus
MMHOAINH U aJeHOUIOB, yBeJIuMueHMue sI3biKa, YTOJIeHMe HaATrOpTaHHMKA M TOJIOCOBBIX
CBSI30K, OOYCJIOBAMBAIOT pa3sBUTHME IbIXaTeIbHbIX HapylleHMUit pasHOW CTereHU TSHKeCTH,
BKJII0YAst OOCTPYKTMBHOE arHo3 cHa. OcobeHHOCTH medopMalyy TPYyIHON KIETKM (KeCTKasl



I'pygHasa KjleTKa B COUeTaHUM C KI/Id)OCKOI[I/IOBOM N ITOSACHUYHBIM .T[Op,ZLOBOM) CHOCO6CTBY€T
Pa3BUTHUIO PECTPUKTUBHDBIX ObIXdTE/IbHbIX HapymeHMﬁ.

OpeaH 3peHusi: OTMeYaeTCs] TTOMYTHEHMEe POTOBUIIbI, CBSI3aHHOE C ee YTONIIeHUEM WU
yBe/lindeHeM (MerajiokOpHea), peTMHOIIaTUsI, M3MeHeHUs MOucCKa 3pUTeIbHOTO HepBa,
BHYTpUIJIa3HAsI TUIIEpPTeH3Musl, IJaykoma. [lopaskeHue 3puUTEIbHOrO HepBa MOKET ObITh
00yC/IOBJIEHO OTJIOKEHMEM IJIMKO3aMMHOIJIMKAHOB B TAHIVIMO3HBIX KJIETKaX 3PUTETbHOTO
HepBa, KOMIIpeccyelt 3puTebHOrO0 HepBa YTOMIEHHO TBEpI0ii MO3roBOi 060JI0UKON WU
Cy’kKeHMeM KOCTHBIX CTPYKTYp BAOJIb TpakTa 3pUTeIbHOTO HepBa, a TaKKe IOBBIIIEHHbIM
BHYTPMUUEPEITHbIX TaBJIEH/EM.

LlenmpanvHas HepeéHasi cucmema: VHTEJUIEKT U TOBeJeHYeCKMe peakiuu y MNalUeHTOB C
maHHo ¢opmoit MIIC 0ObIYHO He CTPagaroT, OGHAKO BBICOK PUCK Pa3BUTHUS MMeJIONATUU
IIEfHOrO OTAe/ia IT03BOHOYHMKA. BO3MOKHO pa3BuUTME KOMIIPECCUMM CIIMHHOTO MO3ra
BUIENCTBYE COIYTCTBYIOIIMX HApYyIIeHUI OIMOPHO-ABUTraTeIbHOTO armnapara. OnucaHbl
oIydyay CHaBJeHMSI CIIMHHOTO MO3ra, BbI3BAHHOTO VTOMIIEHMEM ero 00004eKk WiIn
HeCTaOMIbHOCTBIO aT/IAHTOAKCHMATIbHOTO CYCTaBa (COMPOBOXKAAIOTCSI HAPYIIEHMEM ITOXOIKM,
MBIIIEYHOM (IAa00CThI0, HEYKIIOKECThIO IIPM  COXPAHHBIX MOTOPHBIX HaBBIKAX U
nuc@yHKIMein moyeBoro my3bips) [1,6,11].

Tsokenast ¢hopma 00e3HM COMPOBOKIAETCS OTKPBITON (COOOIIAOINeicsT) rumpoiedanmei,
HapyIIeHMSIMU Pe30pOoLMM CIIMHHOMO3IoBOi skuakocTu (CMJK), KOoTopble Takske BHOCST
BKJaJ, B pa3BUTHE HEBPOJOTMUECKMX HapymieHuii. IIpusHaku ruapoiedannu 3avdacTyio
TOSIBJISIIOTCS MEIJIEHHO M He3aMeTHO, M MOTYT 3aK/I4aTbCs B M3MEHEHUM II0BeIeHMs,
BO3HMKHOBEHMM I'OJIOBHO 6011, HApYIIIeHWii 3peHMs.

KpaHnoBepTebpanbHblii CTE€HO3 pa3BuBaeTcst y mnamueHToB ¢ MIIC VI BciaemctBue
TUIIOTIa3uM 3yOOBUIHOTO oTpocTKa C2 ITO3BOHKA, aTIAHTOAKCUATbHOM HECTaOMIbHOCTH,
otnoxkenuss T'AI' B TBepaoit MO3roBoii 000jI0UKe M 3aJHel MHPOHOJbHON CBSI3Ke, UTO B
manbHeleM MPUBOAUT K KOMIIPECCMOHHOM MMeIoNnaTUu Ha 3TOM YPOBHE, U KaK CIeiCTBIe,
pasBuUTUIO Oy/IbOAPHBIX HapyUIeHUN, IIeHTPaJIbHOM IbIXaTeIbHON HEeIOCTaTOYHOCTM.
CUMIITOMBI MOTYT BK/IIOUATh HapyIIeHMe TTOXOIKM, MbIIIEUHYIO CJ1a00CTh, HEYK/TIOKECTh IIPU
COXPaHHbIX MOTOPHBIX HaBbIKaxX U AMUCHYHKIIMIO MOUeBOro Iy3sips [1,6,8].

Kapria/sbHbIli TOHHE/IbHbIV CUHAPOM — HelipomnaTusl ciaBaeHNsl Y NalieHTOB C pa3andHbIMMU
Bugamy MIIC. IIpu OTCYTCTBUM JiedeHMSI MOXKET IPUBECTM K HeoOpaTHMOJ KOHTPAKType
OUCTAAbHBIX MeX(aJaHrOBbIX CYCTaBOB, a TakKKe K HapylleHUI0 WM IIoTepe
YYBCTBUTEIbHOCTU MEPBBIX 3 MaJIblieB M K Mape3y MBbIIIIIL TeHOpa.

HOunsoctos ripu MIIC VI Tuna nmpuBOOUT K CHMXKEHUIO MOABUKHOCTU HVOKHEN 4eIloCTU, 4TO
OTpaHMUMBAET CIIOCOOHOCTb OTKPBIBATh POT M XeBaTh. HapylieHMs IJIOTaHUSI BCTPEUaOTCs
peIKo, OTMEUAIOTCS IPY CPEOHETSKeIOM U TSKeJIOM TeueHUM 3a001eBaHus U, B OCHOBHOM,
CBSI3aHbl C HapylleHueM QYHKIMOHUPOBAHMSI CTBOJIOBBIX OTAEI0B TOJOBHOTO MO3Ta.
OTcyTCTBME TIPaBWIbLHOM PEryasiliiy akTa IJIOTaHMUsI IPUBOAUT K 3a0pOCy MUIIM, CTIOHBI B
Tpaxelo U OpOHXMaJIbHOE [JepeBO ¥ PasBUTUIO BTOPUYHON WHGPEKUMM B BUIE



peLUOUBUPYIONIMX  aCMUPALMOHHBIX OpPOHXUTOB UM MHEBMOHMUI. ITO yCyryossieT
IbIXaTeJbHble HapyILIeHNs, SB/ISAIONMecs (iencTByeM omioxkeHus ['Al' B BepXHUX U HUKHUX
IbIXaTeJbHbIX IyTX [9,10,13].

Cepoeuro - cocyoucmas cucmema (CCC): u3MeHeHMSI CO CTOPOHBI KJIallaHHOI'O arrnapara
(yIUIOTHEHMe CTBOPOK ¥ XOpH  KJIANaHOB, HELOCTaTOYHOCTb W/UIU  CTEHO3),
MHQUAbBTpATUBHAS KapOMOMMOIIATUSI, HapylleHUs] pUTMa U TIPOBOAMMOCTU CepAlia,
JIerO4YHas TUIepTeH3Ms, pa3BUTHE CePIeYHO HeJOCTaTOYHOCTH, KaK C COXpaHEHHOM, TaK U
CO CHMKEHHOM COKpaTUTEIbHOIM CIIOCOOHOCThI0O MMOKapma. ITposiBieHUSI cepaeuyHo-
COCYOUCTBIX HapyLIeHUIM OTMeYalTCsl C paHHero BO3pacTa. DBOJbIIMHCTBO MalMEeHTOB
MMEIOT, I10 KpaiiHel Mmepe, OOUH MPU3HAK KO BTOPOMY IeCSITUJIeTUIO XXusHu [1,6,12].

XapaxktepHbiMu npusHakamu nopaxkeHus: CCC nipu MIIC gBisitoTcss  AuCchYHKIMM KallaHOB
(B OCHOBHOM, MUTPJIbHOTO, a0PTAJIbHOTO KJIAallaHOB), runepTpodusi MMokapaa, HapylieHue
pUTMa U MPOBOAUMOCTU. DYHKIMSA KIallaHOB, HECMOTPS Ha MX YTOJILEHVE B pe3yjbTare
otinoxxkeHus1 I'Al, MOXeT HEKOTOpOe BpeMs He HapyllaTbCda. B mocimemyroiieM IOSIBISIETCS
IIYMBI, XapaKTepHble I MUTPATbHON (CUCTOIUYECKUI) U a0PTaAbHOM (AMUaCTOIMYECKUIA)
HeIOCTaTOYHOCTY, pa3BUBAIOIIMECS B pe3yjlbTaTe HECOCTOSITeIbHOCTY KIalaHOB. B
najnbHeiileM yKopoueHue Xop[ 1 puopo3 1eBoro aTpMOBeHTPUKYISIPHOTO KOJIbIa MTPUBOJSIT
K CTEeHO3MPOBAHUIO MUTPAJIBLHOTO OTBepCTus. HemocTaTouHOCTh TPUKYCIIUIAATBHOTO U
MTy/IbMOHA/IBHOTO KJIallaHa 00bIUHO KIMHUYECKY He AuarHoctupytorcs [1,6,12].

CaMolm 4YacToM TMPUUYMHON pasBUTUS CEPOEeUYHON HeOOCTATOYHOCTUM C COXpaHEHHOM
dbpaximeit BbIOpoca 1€BOTO XKelyiouKa y 9TUX Tal[MeHTOB SIBJISIETCST TOBbIIIIeHYE KeCTKOCTY
MMoOKapaa B pesyibrare OTaOXKeHUs ['Al' (10 TUIly peCTPUKTUBHONM Kapauomuoriatun). B
penkux CIydasix MOKeT HaOMomaThCsl CHMKeHMe COKpaTUTeIbHONM CIIOCOOHOCTM 3a CueT
OuaaTaluyy MoJoCTeNn.

Kpome TOro, cepmeyHass HeLOCTaTOYHOCTb MOXKeET pa3BMBATLCS C IMOpakeHMeM IIpaBbIX
OTIIeJIOB CepAlla, M0 TUITYy XPOHMUYECKOTO JIerOYHOTO cepfilia, B pe3yiabTaTe medopmanun
IPYLHOM KJIETKU, ITOPaKeHUs JIeTKUX U3-3a oTnoxkeHus ['Al' (kecTkue jerkue), HapyleHus
OpeHUPOBaHUSI OPOHXMAIBHOTO [lepeBa M3-3a CYXXeHUs OpOHXOB U pa3BUBalONIeliCs
TpaxeoMassLuy ¥ Pa3sBUTUSI XPOHUYECKOM IUITOKCUN.

JKenydouHo-KkuuieuHas cucmema: CUHAPOM pasapakeHHOro KUILIEYHNKA,
rernaTrocrjeHomMmeranus. [1,6].

BbrIpakeHHOCTh KIMHUYECKUX IPOSIBJIEHUI B 3aBUCUMMOCTM OT BO3pacTa IpencTaBjieHa B
[Tpunoxenuu A3.2



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

HOuarno3 MIIC tun VI ycraHaBiMBaeTcss Ha OCHOBaHUM COBOKYITHOCTM aHaMHECTUUYECKUX
OAHHBIX,  KJIMHUYECKMX  [TaHHBIX, Ppe3yJIbTaTOB  JIaOOpaTOPHOTO  MCCIAedOBaHMUS
(6MOXMMMYECKOTO ¥ MOJIEKY/ISIPHO-TeHEeTMYeCKOTO aHa/In3a).

llugpgpepenyuanvrHas duazHocmuxa npogodumcsa ¢ Opyeumu munamu MIIC, ansha-
MAHHO3UO0030M, NO30HUMU (opmamu 2aH2au03ud0308, MYKOJUNUOO30M, HEUH(pEKUUOHHbIMU
noauapmpumamul, nugusapHeimu ducnaasusmu [1].

ITayuenmam c¢ ycmaHosneHHoim duazvozom MIIC II nposodumcs duHamuueckoe HabO00eHuUe
(cpeduss uacmoma npoeedeHust KoHCyabmayuti u o6ciedosanus npedcmasneHa 6 IpunoxceHuu
A3.3).



2.1 J)Kay1o0b1 M aHAMHeE3

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

® omszouleHHblll  cemeliHblli  aHamMHe3  (CXOOHwle  caydau  3ab0/7e8aHus 8 — Cembe,
O21U3KOpodCcmeeHHblll Opax);

® HU3Kuli pocm;

o «2py0Oble» uepmsl UUA;

* yacmele pecnupamopHsle 3a00J1e8aHUSL;

® CHUMEHUe Cyxa;

® CHUMCEHUE 3peHusl;

e peyudusupyrwuiue 2pwvixcu (0C0OEHHO - 08YCMOPOHHUE);

® NOMymMHeHUe Po208ULbL;

* MHOMecmeeHHblli du3ocmo3 (depopmauuu uepena, 2pyoHOU Kaemku, NO380HOUHUKA,
KoHeuHocmell);

* HapyuleHue 0CaHKU - Kuo3, CKouo3;

* yxyouieHue nepeHoCcuUMOoCmu (usuieckux Hazpy3ox;

* c1abocmb 8 KOHEUHOCMSX;

*  My20n008UMCHOCMb 8 CYCMABAX;

® U3MeHeHUue NOXOOKU;

® HeJI08KOCMb MeJIKOL MOMOPUKU;

* HapyuleHue KOHMposs 3a (yHKYUSMU Mda308blx 0P2aHos;

® (NHO3 80 CHe.

JKanobol u aHamHe3 makie onucausl 8 pazoesne «KJAUHUUeCKAas KapmuHar.



2.2 dusmuKajabHOE 00Cc/IenoBaHue

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

® HU3KOPOCT0CMb;

e 2py0Oble uepmsl UUA;

*  My20n0d8UMCHOCMb CYCMas0s;

* NOMymHeHue po208ulbl;

e zenamomezanus;

* CnjeHomez2anus;

® NAax080-MOWOHOUHbIE U NYNOUHDBIE 2PbINHCU;
* wiymsl 8 cepdue.

BoipaxeHHOCMb KAUHUYECKUX NposisieHuli 8 3asucumocmu om eo3pacma debroma MIIC VI
moxcem sapvuposams (IlpunoxceHrue I2).



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/IeJ0OBaAHUS

OcHogHble nabopamopHvie memodsl noomeepyuodeHus oduazHoza MIIC VI exnwouawom
onpedesieHue akmugHocmu (epmeHma apuacyivpamassl B, KonuuecmeeHH»lll U KauecmeeHHblL
aHanu3d TAI' mouu u MoaeKyAsipHO-2eHemuueckue uccinedosavuss zeda ARSB. JlaHHble
uccnedo8aHust Npo8odsMcs 8 CNeUUAIU3UPOBAHHbBIX 2eHEMUUECKUX 1a00paAmopusix.

e PexoMeHZOBaHO BCeM IIallMeHTAM OIlpelesieHMe YPOBHS I[NIMKO3aMMHOIJIMKAHOB MOYM
(KOMIUIEKC MCCIeOOBaHMUI [Ji9 OUArHOCTUKM MYKOIonucaxapumosa Tun VI) ¢ uesnbro
TOATBEPXKAEHMS IMarHo3a, ycranosyneHnus tura MIIC, konmuectBeHHOe onpenenenue I'AT
C L[eJIbI0 KOHTPOJIS Tepanuu Kaxabie 6 mecsues [1,14].

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

KoMmMeHTapmm: npu KoJguuecmeeHHOM AHAU3e 8bis18/1910m nossluleHue kKoHyeHmpavuuu IAI ¢
MOUOU. dmu uameHeHus Habawdaromcs makxe npu opyeux munax MIIC. IIpu nposedeHuu
anexkmpocdopesa I'Al" 8bis1615100M U30UPOBAHHOE NOBbIUEHUE IKCKpeyuu depmamaHcyispama c
Mouoli, umo xapakmepHo moywvko ons MIIC VI muna. Ypoeenv IAI' seisiemcsi 803pacm-
3a8UCUMbBIM NAPAMEMPOM.

e PekoMeHZOBAHO BCeM MalMeHTaM [OJs TOATBEPKIeHUsI AuarHo3a oIpeeaeHue
aKTUBHOCTM apwicyibdaTasbl B B MmsATHaX KPOBM, BBICYLIEHHBIX Ha (UIbTPOBAIbHOM
oymare (bunabTp N2 903), maasme KpoBM (KOMILJIEKC MCCAeOOBAHMII MJIST AMArHOCTUKU
MyKormoancaxapumosa tum VI) [1,14].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmui C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB

- 5).

KommeHTapuii: YV nauyuenmos ¢ cuHopomom Mapomo-Jlamu Habarwdaemcs CHUMEHUE
aKkmusHocmu apuicyispamasst B 8 Kynemype ¢pubpobnacmos, niame Kposu, JUub60 8 NSIMHAX
KPOBU, 8bICYUIEHHBIX HA (PUIbMPOB8aANbHOLL 6ymaze. Heob6xo0umo usmeperue akmugHocmu 0pyaux
cy/ibhamas ons UCKAUEHUs MHONCECINBEHHOTI CYb(hamasHoli Hed0CMamouHoCmu.

B coomeemcmeuu ¢ Ilpuxkazom Mun3dpasa Poccuu 13 okmsabps 2017 2 N° 804H om «0O6
ymeepicoeHuu HOMEHKAamypvl MEOUUUHCKUX YCTy2» Ha3gaHue ycayeu: Komnaexkc uccnedosaHutl
01 duazHocmuku mykonoaucaxapudosza mun VI.

3abop 6uomamepuana 0 OUaAzHOCMUKU 8 NIMHAX Kposu onucaH 8 IlpunoxceHuu A3.4

e PeKOMEHAOBAHO BceM TIIallMeHTaM CO CHIDKEHHOM aKTMBHOCTBbIO (epmeHTa
apwicynbdarta3del B TpoBemeHMe  MOJEKYJISPHO-T€HETUYECKOTO  MCCIeqOBaHMs:
BbISIBJIeHMe MyTaluii B reHe ARSB, kopupywoileM apwicyibdaTtasy B ¢ 1eabio
MOATBEPKIEHNS AuarH03a Ha MOJIeKyJISIpHO-TeHeTUYeCKOM ypoBHe [1,6,14].



VpOBEHb YGe,Z[MTeJIbHOCTI/I PE€KOMEHIAINN C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

KomMmeHTapum: 8owis8/eHue mymauuti 8 zeHe ARSB nodmeepicdaem oJuazvo3 MIIC VI
Boissnerue 2eHa ARSB y npobaHda Odenaem 803MOMcHbIM 00cnedosaHue e2o0 podCmBeHHUKOS,
8blsi/leHUEe 2emepo3U20mHblX  HOocumenell, a mMakxe nposedeHue NPeHamanvHol U
npeumMniaHmayuoHHot duazHocmuku. Cnedyem yuumol8amao, 4mo 6 pedKux Cayuasix Mymayuu 6
2eHe ¢ nomoupbio cmaHoapmusix memodos JJHK-aHanu3a, mozym 0blmb He 8bls18J1€Hbl, MAK KAK
pacnonazaromcs 8 2iyouHe UHMPOHO8 UaU hpedcmasnisgiom coboli npomsiieHHbvle desleuuu 2eHa
[1,15]. B amux cayuasx HeoOXo0umMo mujamesbHoe conocmasjieHue OUOXUMUUECKUX U
KJIUHUYECKUX OaHHbIX 011 noomeepxcdeHus duazio3a. B coomeemcmauu ¢ Ilpuka3om MuH30pasa
Poccuu 13 okmsabpsa 2017 2 N° 8041 om «O6 ymeepicoeHuu HOMEHKAamypwvl MEOQUUUHCKUX YCITy2»
Ha3eaHue ycnyeu: Komnnekc uccnedosaruti dns duazHocmuku mykonoaucaxapudosa mun VI.

e PekxomeHnmoBaHo BceMm mnauyeHtam c¢ MIIC VI IIpOBeJieHMe aHajiM3a KpPOBU
O0MOXMMMUECKOTO 00llleTepalieBTUMUEeCKOro C 1ie/bl0 ompeneneHus (QYyHKIMOHAIbHOTO
cocTosTHUSI TleyeHM (amaHuMHamuHOTpaHcdepasza (AJIT), acmapraTammHOTpaHchepasa
(ACT), o61mit ¥ IpssMOii OMUIMPYyOUH, X0/lecTepuH) [34].

VYpoBeHb yoenuTeabHOCTU pekoMmeHganumn C (YpoBeHb JOCTOBEPHOCTY JOKAa3aTe/IbCTB
- 5).

KoMmeHTapum: ucciedogaHue xo/ecmepuHa 8Kawuaem 8 mom uucie, ucciedo8aue yposHs
xoJlecmepuHa JIUNONPOMEUHO8 BbICOKOL NJOMHOCMU 8 Kpo8u, UCCiedosaHue YposHs
xoJlecmepuHa JUNONPOMeEUHO08 HU3KOU NJI0MHOCMU, UCCNe008aHUE YPOBHS JUNONPOMEUHO8 8
Kposu, mpuznuuepudsl. HccnedosaHue cnedyem npogodums 8 npouecce OUHAMUUECKO20
HaobndeHus, 8 cpedHem, 1 pa3 8 6 mec.

e PekomeHmoBaHo BceM mnainueHTam ¢ MIIC VI mpoBemeHue o0611ero (KIMHUYECKOTO)
aHanmsa KpoBu (O6mIMIT (KIMHMUYECKUII) aHaJIM3 KPOBM Pa3BEepPHYTHIN) IJ OIEHKU
OCHOBHBIX ITapaMeTpPOB KPOBETBOPEHMSI U BbISBJIEHUS BO3MOXHBIX MHQMEKIMOHHBIX
TIPOLLECCOB [34]..

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

KoMMeHTapum: 8 (853U C BbICOKUM PUCKOM pa3gumusi UHMepKyppeHmHwlx UHpekyui,
acnupayuoHHoli nHeeMoHuu y nayueHmos ¢ MIIC pekomeHdyemcsi npoeedeHue OAHHO20
uccnedosarusi, 8 cpedHem 1 pas 8 6 mecsues.

Taxxce npu nodo3peHuu Ha uHgexyuu Mouessvlx nymeti npogodumcs ucciedosaHue o00Ui€20
(KTUHUYECKO020) AHAIU3a Mo4u U npouue ucciedosanus, Heooxooumovie 0ist OUAzZHOCMUKU OAHHbBIX
COCMOostHUll.



e PekxomenmoBaHo BceM nauueHtam ¢ MIIC VI 1npoBedeHue  ucCc/iemOBaHUS
KOoaryJiorpaMmbl (aKTUBMPOBAaHHOE YaCTMUHOE TPOMOOTIJIaCTMHOBOE BpeMsl, orpeesieHne
IIPOTPOMOMHOBOTO  (TPOMOOIIJIACTMHOBOIO) BpeMeHM B  KpPOBM, OIpeaejieHne
TPOMOMHOBOTO BpeMEHM B KpOBM, MCC/IefoBaHMe YpOBHS (puOpuHOreHa B KpOBMU,
omnpeqejieHMe KOHIeHTpauuu [I-mMepoB B KPOBM) [JISI OLIEHKM COCTOSIHUSI CUCTEMbI
KOary/siiuy ¥ CBoeBpeMeHHO TpoduIakTUKM pa3BUTHUS TPOMO030B [35].

VpOBEHb YGe,I[I/ITeJIbHOCTM PEKOMEHIAIINN C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
— 4).

KomMmeHTapmum: uacmoma ucciedo8aHusi, 8 cpedHem, 1 pa3 8 200, npu Heob6x00uMocmu — uauie
(neped KaxoviM 0nepamusHbsiM 8MeULamenbCnmeom,).

e PekxomengoBaHO BceM nainueHtam ¢ MIIC VI mposemeHue uccienoBaHus YpoBHS N-
TepMUHAJIbHOIO hparMeHTa HaTpuitypeTuueckoro mnpormentuaa Mo3rosoro (NT-proBNP)
B KpOBM [OJiI CBOEBPEeMEHHOM [OMArHOCTUKU  CepaevyHOM  HeOoCTaTOYHOCTH,
ovddepeHInanbHOM  OMArHOCTUKM C  OMBIIIKOM, BbI3BAHHO! peclMpaTOPHbIMU

nmpobieMaMu, JisE pelieHus] BOIPOCOB O CTapTe/KOPPeKINUyU KapAMOTPOIHONM Tepanuu
[35].

VpoBeHb yoenuTeabHOCTU pekoMeHAanuyu C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeIbCTB
- 4).

KomMmeHTapwmii: kpamuocmo ucciedosarusi: 1 pas 6 200.



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

e PekomeHnpoBaHo BceM manyenHtam ¢ MIIC VI mnposemenme Y3 opraHoB OprOIIHO¥
nonoctu (YIbTPasBYKOBOE MCC/IENOBAaHME OPraHOB OPIOIIHOM ITOJOCTU (KOMILJIEKCHOE),
VIIbTpa3ByKOBOE MCC/IeAOBaHMEe [eueHU, YIbTPa3BYKOBOe MCC/IeNoBaHue ceje3eHKku) u/
WM TIPOBeIeHMe MarHMTHO-Pe30HAHCHOV Tomorpaduyu opraHoB OpPIOIIHOM ITOOCTU U/
MM KOMIIBIOTEPHOJ Tomorpadguyu OpraHoB OpPIOIIHONM TOJIOCTM C IEeJbI0 BBISBIEHMUS
yBeJIMYEeHU 1 pa3MepoB [eUeH U cejie3eHKU [36].

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

KoMMeHTapum: 8oi56/1510MCs YMEPEHHAS. 2enamomezanusi uiu zenamocnieHomezanusi. Ha
(oHe mepanuu pasmepsl neueHu U cesie3eHKU YyMeHbliaromcs. Botbop memoda ucciedosamus — no
UHOUBUOYA/IBHBIM  NOKA3AHUSAM  UCX00S1 U3 B03MOMCHOCMell nauueHma U KJAUHUYECKOL
nompe6Hocmu. IIpu Heo6X00UMOCMU NpUMeHsiemcs aHecme3uonozuueckoe nocobue. Kpamuocms
uccnedosarus 1 pas e 200, npu Heobxodumocmu - uauje.

e PeKOMEHIOBAaHO TIIPOBeJeHME peHTreHorpapuyu IIeMHOTO W/WIM TPYOHOTO WU/UIU
MOSICHUYHOTO  OTHe/la [MO03BOHOUHMKA W/UAM  Ta300eIpeHHbIX CYCTaBOB  U/WIN
peHTreHorpadum BepXHUX W/UIM HMKHUX KOHEUYHOCTEeI C 1Ie/bl0 BbISIBJIEHUS
MHOXeCTBEHHOTO I130CTo3a [2,6,16,24,28].

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

KoMMeHTapum: 6bi96/110Mcs1  MHOMCECMBEHHble O0U30CMOo3bl: cKagoyepanus, 2unoniasus
3y0608udHo20  ompocmka  C2-no3eoHKa, dopconomOanvHelli  Kugo3 8  pe3yibmame
NAaGMucnoHOUNUU, NOSACHUYHBIL 2unepnopdo3. Onpedensiomcs wupokue pebpa, KOpomkue
U302HYMble KJAUULbL, 2UNONJIA3US 20J1080K NJleUesdslx Kocmeli u eapycHas degpopmayus nieuessix
Kocmetl 8 NPOKCUMAJIbHbIX omdenax, ducmanvHole Inupu3sl Kocmeti npednyieuss: CKOWeHsl 0py2 K
opyzy. 3adepxka (opmuposaHusi 0ep okocmeHeHus. IIacmHvle Kocmu Kucmetli YyKOpoueHsl U
CYH(EHbl — «3A0CMPEHDBL» 8 NPOKCUMANbHBIX 0MOENAX, «CKOUIEHHOCMb» 8EPMIIYHHBIX 8NAOUH,
dehopmuposarHvie, YNIoujeHHble 207108KU OedpeHHblx Kocmell U 8anvzycHas depopmayus uieex
b6edpeHHbIx Kocmell.

Hccnedosanust npogoodsamcs He pexce 1 pasa 8 200, npu siezkux (popmax — 00bIuHO He pexce 1 pasa
8 2 200a.

e PekomengoBaHO mnanueHtam ¢ MIIC VI ¢ Hanuumem/puCKOM CHaBJIeHUS CPEIUHHOTO
HepBa MpoBeJieHNe 371eKTPOodU3MONIOTUUECKOTO UCCTeJOBaHUS IeKTpoHelipomMuorpadun
(3HMT') (3nexkTpoHelipomuorpadusi CTUMYISILIMOHHASI OMHOI'O HepBa, AneKTpoMuorpadus
CTUMYJISILIMOHHASI CPeIMHHOTO HepBa, JJieKTpoMuorpadusi UroibuaTasi), YTO MO3BOISIET



OLIeHUTDb (QYHKIMOHATIBHOE COCTOSIHME MbILIEYHBIX TKaHel, HEPBOB 1 HEPBHO-MBbILIEYHO
nepenaumn. [2,6,16].

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

KommeHnTapum: cmumynauuoHHass SHMI noseonsiem onpedenums cdasyeHue CpeouHH020
Hepsa daxce 00 NOsABIEHUS CUMNMOMO8 U JONIHCHA NPO80OUMbBCS, HAYUHAS ¢ 803pacma 4-5 nem
exce2o00Ho.

e PexomenpaoBaHa BceM rnaiyeHTaMm ¢ MIIC VI KoHCy/ibTalMsl Bpaya-OTOPMHOIAPUHTOJIOTa
C IIpoBeAeHNeM OCMOTpPA BEPXHUX ObIXaTeNbHbBIX ITyTeil (HOCOIVIOTKM M TOPTaHU), B TOM
yyciie C [IOMOIbIO SHAOCKOIUMA [2,37]

VpoBeHb yoenuTeabHOCTH pekoMeHAauuy C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB
- 5).

KoMMeHTapum: y nauyueHmos ¢ pamHezo 803pacma ommeuarmcs zunepmpogus adeHoudos u
mundanu. Ipu Haauuuu nokasavuii npo8odumcs 3HOOCKONUUeCcKdass IHOOHA3ANbHASL Pesu3ust
nonocmu Hoca, HOC02710MKU, anugpapuHzonapuHzockonusl, anugpapuHzockonus
gudeosHdockonuueckas (8 cpedHem, 2 pasa 8 200).

e PexomMmeHaoOBaHa KOHCYJIbTAlMs Bpada-CypaoIora-oTOPMHOIAPUHTIOIOTA U MIpOBeIdeHe
ayouomMetpunm BceM IanueHtam ¢ MIIC VI ¢ uenbio BbIIBA€HMSI TYroyxoctu. Ilpu
TIOA03PEeHNM Ha CHIDKEHME CJlyXa HeoOXOOMMO ITPOBeIeHMe OTOAKyCTUUECKO SMMCCUM
(TonanbHag ayouomMmetpus, PeueBas ayguometpus, Irposast ayauomeTtpusi, Perucrpanus
BbI3BAHHBIX aKYCTUUYECKMX OTBETOB MO3ra Ha MOCTOSIHHbIE MOAY/IMPOBaHHbIe TOHBI (ASSR
TeCT)) (TIpU OTCYTCTBUU IKCCYOATUBHOIO oTUTa [1,16].

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

KoMMeHTapum: myz0yxocmos pasHolli CmeneHu 8ulpaxceHHOCmuU XapakmepHa Ons 0aHH020
3abonesarus. OHa moxcem 0blMb KOHOYKMUBHOL WU HelipOCeHCOPHOLL UU HOCUMb CMEUUAHHDbLI
xapakmep. PanHee 8bis18/1eHUE MY20yX0CMU NO360J151em YJIY4lUMb KA4ecmao ¥U3HuU NayueHmos,
obecneuums 803MOXHOCMb 00uleHUs u 06yueHus. MccnedosaHue nposodumcs, 8 cpedHem, 1 pas
8 200.

e PeKOMeHIOBAHO IpoOBeleHMe uccaenoBaHMs GYHKIMUM BHelIHero nabixanus (®BII)
MeTOIOM CITMpoMeTpuu Bcem naiyeHTaMm ¢ MIIC VI, cmocOOHBIM BBITIOJTHUTD TPeOyeMbIii
IbIXaTeJIbHbI MaHeBD AJ1s1 OlleHKM 3G (PeKTUBHOCTM ITPOBOAMMOI Tepanuu, KOHTPOJIS 3a
COCTOSTHMEM OPOHXO0JIETOUHOM cucTembl [2,14,16].

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



KommenTapum: 8 coomgemcmsuu ¢ Ilpuxkazom Muu3ddpasa Poccuu om 13 okmsabpsa 2017 2 N°
804 «O6  ymeepxdeHUU  HOMEHKAAmMypol  MeOuuuHckux  ycaye»:  HccnedosaHue
Hecnpo8oyuUpoBaHHsvlx  OblXamesbHblX 005eM08 U homokos, Dnoymempus  OJbIXaHusl,
Hccnedosanue OvixamenvHolx 006eM08 C NPUMEHEHUEM JIEKAPCMBEHHbIX Npenapamos.
Hccnedosarue nposodumcs, 8 cpedrem, 1 pas 8 6 mecsauyes.

e PeKOMeHAOBAHO IPOBeAeHMe TPULeIbHON peHTreHorpaduy opraHoB I'PYOHONM KIETKU
BceM naiyeHTam ¢ MIIC VI ¢ njenbio ouieHkM Aedopmaium rpygHoil KiaeTku [38].

VYpoBeHb yoenuTeabHOCT pekomMmeHganumn C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5).

KommeHTapum: Taxkxe npu uccnedogavuu mozym 0vlmb 00HAPYHEHbl USMEHEHUsl J1e20UHOl
mkaHu. Cnedyem paccmompems npogedeHue OaHHO20 UCCAE008AHUSL U NpuU  HAAUYUU
ayCcKy/NbMamueHblx U3MEHEHULl 8 JleeKUX 8 (853U C 803MOMCHOCMbI0 pa3sumusi NHEBMOHUU Y
nayuenmos ¢ MIIC VI. Kpamuocms ucciedosanusi onpedensiemcsi uHOU8uUAyaivHo, 8 cpedHem, 1
pas 8 2 200a

e PekoMeHAOBAaHO MMpoBeeHMe seKkTposHIledanorpabum (33T nammentam ¢ MIIC VI, y
KOTOPBIX ObUIN SMUIENTUYECKME IPUCTYIIBI B aHaMHe3e [39].

VpoBeHb yoeauTeaIbHOCTU peKoMeHaanuii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
- 5).

KoMMmeHnTapum: kak Haubosnee uHpopmamusHyr memoouxky 0aHHoz20 ucciedosaHus ciedyem
gvlOupamo s1ekmposHuepanozpapuio ¢ eudeomoHumopuHzom.  HccnedosaHue cnedyem
nposodumo, 8 cpedvem, 1 pas 6 2 zoda, npu omcymcmeuu npomueonoKka3aHuil.

e PekoMeHI0OBaHO IpoBefeHe MoJIMCOMHOTpadmu/KapanuopeciupaToOpHOro
MOHUTOPUHTA OGONBIIMHCTBY maiueHToB ¢ MIIC VI g nuMarHOCTUKM OOCTPYKTUBHOIO
arHos CHa [2,6,16,26].

VpOBEHb YGe,Z[MTeJIbHOCTI/I PE€KOMEHIAINN C (ypOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 5).

KommeHTapum: 0na OJuazHOCmMuxku U OYeHKU CcmeneHu o0CMmpyKmueHo20 anHod CHA
npos8ooumcst NOJUCOMHOZPpAPUs/KapouopecnupamopHsili MOHUMOPUHZ, KOMopas ho360Jsem
onpedenums xapaxkmep OblXameabHblX HApYWeHUll (UCKIIUUMb YeHMpPAlbHblli 2eHe3, C853b C
2unepmpodueii adeHoudos, cepdeuHoti HedoCMamouHOCMbH UIU KOMNJIEKC NPUUUH), NAMOJI02UH
cepdeuro-cocyducmoti cucmemol, 8 cpedHem, 1 pa3 8 200.

B coomeemcmeuu ¢ Ilpuxkazom MuH3dpasa Poccuu 13 okmsabpa 2017 2 N° 804u om «O6
ymeepicoeHUU HOMEHKAAmMypvl MEOUYUHCKUX YCy2» Hem ycayeu «[lonucomHozpagus», 8 c8s3u ¢
yeM  B03MOMHO  UCNO/Mb308aHUe  Habopa  yciye: AnekmposaHuepanozpapus ¢
gudeomoHumopuHzom, CymouHoe MOHUMOPUPOBAHUE apmepuaipbHoz20 dasieHus, Pezucmpayus
271eKMpPoKaApoU02PaAMMbl, MoHnumopuposatrue a/1eKkmpoxapouozpagpuueckux OAaHHbBIX,



Xonmeposckoe MoOHUMoOpuposaHue cepdeuHozo pumma, Pacwugposka, onucaHue u
uHmepnpemauus dnekmpoxapouozpaguueckux damHwvix, Daekmpomuozpapus HakoxicHas (00Ha
aHamomuueckass 30Ha), Inekmpookynozpagus, OnpedeneHue napyuarbHo20 0asieHUs
KUucnopoda 8 MsizKux mkaHsix (okcumempus)).

e PexomenpoBaHo rnposenenue IJKI, 2xo0-KI, xontepoBckoro moHutopupoBauus IKI' u
CYTOYHOT'O MOHUTOPUPOBAHMS apTepUaJIbHOTO AaBjaeHus BceM mnanuentam ¢ MIIC VI gjis
OILIeHKM COCTOsIHMS cepaua [2,6,16,25].

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

KommenTapum: pezynspHoe npogedeHue IKI, Ixo-KI' (8 cpedwem, 1 pa3 8 6 wMec),
X0/Imepos8ckoz0 MoHumopuposavuss OKI, cymouHo0z0 MOHUMOPUPOBAHUSI aAPMepPUdanbHO20
daenieHusi (8 cpedHem, 1 pa3 8 200, npu Heobxodumocmu uauie) HeoO6X00UMO NAYUEeHMam c
O0aHHOll namosozueli, maxk Kak ¢ paHHezo 803pacma y HUX 0mmeuaomcs cepoeuHo-cocyoucmole
HapyuweHusl.

B coomsemcmeuu c¢ Ilpuxkazom Mun3dpasa Poccuu 13 okmsabps 2017 2 N° 804H om «0O06
ymeepioeHuu  HOMEHKAamypol — MeOUUUHCKUX  ycaye»:  CymouHoe  MOHUMOPUpPO8aHue
apmepuanvHozo odasneHus, Pezucmpayus 3anekmpoxapouozpammsl, MoHUMOpUpPOBAHUE
anekmpokapouozpaguueckux davHslx, Xoameposckoe MOHUMOPUpPOBaHUe cepdeuHo20 pumma,
Pacwugposka, onucavue u unHmepnpemauus anekmpoxapouozpaguueckux 0aHHbiXx.

e PexomengoBaHo Bcem mnainyeHtam ¢ MIIC VI npoBemeHne MarHUTHO-PE30HAHCHO
tomorpadunu (MPT) u/munu KT rosoBHOro mosra M IIEMHOro OTHena IO03BOHOYHMKA C
11eJIbI0 BBISIBJIEHUSI KOMITPECCUM CIIMHHOTO Mo3ra u ruapotiedanuu [2,6,16].

VpOBEHB YGe,I[I/ITeJIbHOCTI/I PE€KOMEHIAINN C (ypOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB

- 5).

KoMMeHTapum: HecmabunbHOCMb AmaaHmMoakCuaibH0o20 COUeHeHUs Moxcem Oblmb 8bISI81EHA
npu peHmeeHozpagpuu weiiHozo omaoena N0380HOUHUKA C (PYHKUYUOHANbHBIMU NPpoOamu, 00HAKO
0711 N00meepHOeHuUs: KoMnpeccuu CNUHHO20 Mo032a 8cjledcmeue ymoJiueHus: e2o 000J104eK U
gopmupyowuxca aHomanuiti no3eoHkos8 mpebyemcss nposederue MPT u/unu KT.
Hccnedosanue(s) nposodsmcsi 8 mom uucie, npu OUHAMU4yeckom HabawdeHuu navyueHma,
yacmoma onpedensemcs uHousudyaivHo (8 cpedvem, 1 pa3 8 0dea zoda). Hapko3 — no
NOKA3AHUSIM.

B coomeemcmeuu ¢ Ilpuxkazom MuH3dpasa Poccuu 13 okmsabps 2017 2 N 804H om «0O06
ymeepHoeHUU HOMEHKAAMypbl MeOUUYUHCKUX YCaye»: MazHUmHo-pe30HaHcHass momozpagus
weu, CnupanvHasi KOMNLIOMepPHAast momozpagust weu.

e PekomeHaoBaHO mnaiyeHtam ¢ MIIC VI koHcynabTanus Bpaua-odTaabmosiiora u
IIpOBeeHMe MCCAeIOBaHNs MepegHero CerMeHTa Iasa MeTOZOM OOKOBOI'O OCBEIeHMS,



M3MepeHMe BHYTpuUIIa3HOro napieHus (OQTaJbMOTOHOMETpPHUS) M OlLieHKa COCTOSIHUS
rinasHoro gHa (Odranbmockonusi, OcMoTp nepudepun rJa3sHOro JHa C UCIOJIb30BaHMEM
Tpex3epKajbHOM auH3bl TonbamaHa, buomukpodororpadmus r1masHoro mgHa C
MUCIIONMb30BaHMeM (QyHAyC-KaMepbl) C 1IeJbl0  BbISIBJIEHMS IJIAYKOMbI, M3MeHEeHMUsI
IIPO3PAavYHOCTU ITIa3HbIX CPeJl U COCTOSIHUS ceTyaTKu [2,6,16].

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

KomMmmeHTapumn: kpamHocms ucciedosarus, 8 cpedvem, 1 pas 8 200. Y nauuenmos ¢ MIIC VI
MOX}EM BblS18JISIMbCSL NOMYMHEHUE P0208UUbL. Y HEKOMOPbIX NAUUEHMO08 pa38usaemcs 2aaykomd,
nuemeHmuas ducmpodgusi cemuamiiu, peodko - 0mex OUCKa 3pumesibHozo Hepaa.

e PexomengoBaHO BceM rmauueHtam ¢ MIIC VI Tumna mnpoBemeHuss 6 MUHYTHOTO TecCTa
xonp0bl (6MTX) mpu [OMarHoCcTMKe WIM C MOMEHTa BO3MOXKHOCTM IIallMeHTa K
BBITIOJIHEHUIO TeCTa C IeJbl0 OIeHKM (PM3uuecKkoii BbIHOCAMBOCTM IIallM€HTOB, B TOM
yucie, Ha poHe (hepMEHTHOI 3aMeCTUTe/IbHOI Tepanuu [6,40,41].

VpOBEHb YGE,I[MTGJII)HOCTM PE€KOMEHIAI NN C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

KommenTapumn: Tecm 6-MuHymHot X00v0bl s6asemcsi 00HUM U3 Haubojee NnpocmoiX U
00CMYNHbIX CNOCO0O08 OUEHKU 8bIHOCUBOCMU U (DYHKUUOHAILHBIX 803MOMNCHOCMELl NayueHmos ¢
MIIC ¢ kapduonozuueckoti u 1e2ouHoti namonaozusamu, cm. IlpunoxceHue A3.5.

Hccnedosarue nposodumcs 00bI4HO ¢ 5 1emHezo 8o3pacma (He pexce 1 pasa 8 6 mecsues).
Ouenka nepeHocumocmu ¢usuueckoti Hazpy3ku nposodumcs no wikane bopza (IIpunoxcerue I'l)

PexomenpoBaH mnauyeHtam ¢ MIIC VI KOHTpoab MMHeEpaNbHON IUIOTHOCTU KOCTeN
(PEHTreHO4EHCUTOMETPUS) IIPU I€PBUYHOM OMArHOCTMKE UM B IIpOLecce OVMHAMMUYECKOTO
HabOmogeHus [42,43].

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

KommeHTapum: JdokasamenvHulX OAHHBIX NO  ONMUMANBHOL uacmome nposedeHus
uccnedosarus Hem, nposooumcs, 8 cpeoHem, 1 pas 8 1-2 zooa.



2.5 IHbIe nuarHocTuvYecKkyue uccjiaesoBaHus

Hnvle duazrHocmuueckue ucciedo8aHus npoeoaﬂmcg no peuieHuro 6[%11466H020 KOHcuauymda.

TuchgepenuyuanvHan ouazHocmuka

e PekoMeHI0BaHO MPOBOAUTD AuddepeHInaabHYI0 IMaTHOCTUKY C ApyruMu Tuitamu MIIC,
anbda-MaHHO3UAO030M, TIO3OHMMM (QOpMamMy TaHIVIMO3UO030B, MYKOJUIIUI030M,
HeMHDEeKIIMOHHbIMY MOMapTPpUTAMMU, Snubu3apHbIMU Aucraasusamu [1,2,6,16].

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



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

Jleuenne MIIC Tun VI BKIlOUaeT Kak IaToreHeTHYeCKoe jiedeHle Ha3HaueHne (hepMmeHmHoli
3amecmumenvHoli mepanuu (®3T), Tak U IIpoBeAeHMEe CUMIITOMAaTUYECKOM Tepanun. BegeHue
nauyedToB ¢ MIIC Tun VI mpenmonaraeT MyJabTUINCUUILIMHAPHBIN ITOIX0[, C 00513aTeTbHBIM
yuyacTueM Bpavda-menuaTrpa, Bpaua-HeBpoOJIora, Bpauya-reHeTuKa, Bpadya-Kapauosiaora, Bpava-
OTOPMHOJIAaPMHT0JIOTa, Bpaua-ogTaabMOJIOra, Bpadya-IyJibMOHOJIOTa Bpadya-Xupypra, Bpava-
HeMpoxXupypra, Bpadya-opToIledOo-TPaBMOTOJIOTAa, Bpaya-CTOMATOJIOTa, Bpayva-yeatoCTHO-
JUIeBOTO XUpPypra, Bpaua-aHecTe3MoJiora-peaHuMaTosiora, Bpada jgeue0Hoi (Gu3KyabTyphl,
Bpaua-(u3noTeparieBTa M Bpaueil OPYyrux CIeLMaJlbHOCTEl, MMEIOIIUX OIbIT B JeUeHUN
9TOr0 PeIKOro 3ab0j1eBaHMsl, a TAK)Ke MEeIVLIMHCKIUX IICUXO0JIOTOB.

3.1 IlaToreHernuyeckoe JJeueHue

e PexomeHnpoBaHoO 1posefeHue O3T mauyeHTaM C yCTaHOBJIeHHBbIM AuarHo3zom MIIC VI ¢
11eJIbI0 3aMe[JIeHMs TIpOorpeccupoBaHmsl 3a60/ieBaHNsI, yMeHbIIIeHUS] pa3MepoB TeueH U
cejie3eHKU, yayullieHuss QyHKIMM cep/iia, CHUKeHMS YPOBHS 3KCKpeTupyembix I'AT [2,17-
21].

VpoBeHb yOeIUTEeNIbHOCTY peKoMeHZauuy B (YpoBeHb JOCTOBEPHOCTH JOKAa3aTe/IbCTB
- 2).

Kommentapumu: @P3T nposodumcss npenapamom ezancyaspaza™* (ko0 ATX Al6ABOS),
npenapam 88odumcst 8 do3e 1mz/kz oduH pa3 6 Hedenio 8 8ude 8HYMPUBEHHOU UHGY3UU 8
meueHue 4 u amOy1amopHo, 8 YCJI08USX KPY2J10CyMOuH020/0He8H020 cmayuoHapa. IIpenapam
neped uxgysueii Heobxodumo paszgecmu 8 pacmsope Hampus xaopuda™* 9 me/mn (0,9%). Obwuti
00BeM UH@y3uu onpedensiemcss HaA OCHOBAHUU UHOUBUAYANbHO20 6eca nayueHma. OH
cocmasngem 100 mn uH@y3uoHHO20 pacmeopa Hampus xaopuoa™* 9 mz/ ma (0,9%), ecau sec
navuerima meHslle uau pased 20 ke unu 250 mn, ecau sec nayueHma 6oavsuie 20 Ke. 2,5%
pacmeopa 8800sm 6 meueHue nepeoz2o uacda, ocmanvHoli 00sém (npumepHo 97,5%) 6 meuerue
nocnedywwux 3 u. @3T 6 sude 8HympugeHHbvIX UHPY3UTI NPOBOOSIM eHeHEOe/IbHO NOHCUIHEHHO.

Hnudgpysus nposodumcs uepe3 nepugepuueckuil uiu ueHmpabHolli 6eHO3HbIL docmyn u
KOHmMpoaupyemcsi ~ MeOUYUHCKUM  NepCOHaloM.  BeedeHue  ocywecmensiemcs — uepes
nepugepuueckuli 8eH03Hblll Kamemep (kamemep nepugepuueckuii) uiu yepes nopm-cucmemy
(nopm UHQY3UOHHBIL/UHBEKUUOHHBIT, UMNIAHMUPYEMbIL™**), Komopsle ycmaHasausawmcs
CO2/14CHO MemoouyecKum pyKogodcmeam «BeHo3Hulii docmyn, 2019
(https://msestra.ru/download/file.php ?id=4763) C UCNOJIb308AHUEM Heo0X00UMbIX
JlekapcmeeHHolx cpedcms. Ilopm-cucmemsl YCMAaHasau8awmcs Cco2iacHo PacnopsxceHuio



IIpasumenscmea Poccutickoti @edepauuu om 31.12.2018 N° 3053-p «O6 ymeepxcoeHUuU nepeums
MeOUYUHCKUX u3denuti, UMNJIAHMUpyemMbvlX 8 Op2aHu3M ueio8eKka npu oKa3aHuu mMeouuuHcKol
noMowju 8 pamkKax npopammosl 20Cy0apCMEEHHuIX 2apaHmuli 6ecniamHozo O0Ka3aHus
epaxc0aHam MeouyuHCKoll nomowu, a makice nepeuHs MeOUYUHCKUX usoenuti, 0mnyckaemix no
peuenmam Ha meduyuHckue usdeaust npu npedocmasieHuu Habopa cOUUAIbHBIX YCIIY2».

H3-3a pucka B803HUKHOBEHUSl ajllepeudeckux peakyuii 6 omeem Ha uH@ysuw, nauyueHmam
HA3HAUAmMcs aHMuU2UCMAamuHHele cpedcmea 6 couemaHuu ¢ hapayemamonom™* unu
ubynpogerom™** HenocpedcmeeHHo neped uH@ysueti. IIpu B03HUKHOBEHUL HeXcenamesbHol
peaxkyuu uHgysu Hy#HO ocmaHosums 00 paspeuleHust CUMNMOMO8 U 3amem NpooosH UMb CO
CKOpPOCMbI0 HA NOJI0BUHY MeHblUUE MOLL, C Komopoli OHa NPo8oJUNACH.

IIpu paszsumuu  aHagurakmoudHoli/aHadurakmuueckoli peakyuu uHgysuw  credyem
HemedleHHO npeKkpamums, Hauames coomeemcmaywuiee JieueHue u HabawdeHue. Credyem
npudepiusamsCcsi  COBPEMEHHbIX ~ cmaHdapmos  HeomJoxcHoli  mepanuu  [29,30] u
coomeemcmayrwux KauHuueckux pekomerndayuii, cm. Ipunoxcerue A3.6 u Ilpunoxerue A3.7

Pesxoe npexpaujeHue @3T, nepepobisvt 8 D3T He enamenvHsl U MO2ym npusecmu K yxyoueHuro
cocmosiHusl nayueHmos. Tscesvle unu onacHole 01 HU3HU peakyuu 2unepuys8cmeumenbHocmu 8
ciyuasx,  Kozda — cocmosiHue — nayueHmos — He — noddaemcs — KOHMPO,  S61SH0MCS
npomugonoxkasavuem 0J11 NOBMOPHO20 NpUMeHeHUs hpenapama (0avHsle U3 UHCMPYKYUU No
MeOUUUHCKOMY NpUMeHeHUI0 hpenapama 2aacyivpasa™*).

3. 2 CuMmoromMaTmuuyeckoe JieueHue

e PekOMEHIOBAHO IIpOBeleHMe MeOUKAaMEeHTO3HOM IpeMeguKaluu T[IpU TMOSIBJIEHUU
MTOOOYHBIX a/VIePTUIECKUX peakuii mpu nHpysun. [2,22].

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

KommenTapum: Y nayuenmos ¢ MIIC, nonyuarwux ®@3T, kak u npu 8/8 esedeHuu 006020
0py2020 0enK08020 npenapama, Mo2ym paseumscsi nobouHsle peakyuu (nuxopadka, 03HOO,
peoma, KpanueHuya, msxcenvle peaxkyuti 2unepuyscmeumenbHoCmu aiiepeuueckozo muna),
npoucxodauiue uau 80 8pems UH@Qy3uu, uau 8 meueHue OHA nposedeHus uH@ysuu. Ilpu
nosieJieHuU noOoUHbIX peakyuli 80 epems/nocie uHgysuu pekomeHdyemcsi coomeemcmaywuiee
JleyeHue, npu KOMmopom HeoOXo0umo ¢1edo8ams CO8PEMEHHbIM CMmaHdapmam OKa3aHusl
MEOUYUHCKOLL nomowu (AHMU2UCMAMUHHBIMU  Cpedcmea  CucmemHoz20 — deticmeusiu/uiu
napauemamon** uau ubynpogeH™* u/unu Kopmukocmepoudsl cucmemHozo delicmeus
npenapams! (npedHu30a0H ** unu dekcamema3soH **)) Ipunoxcenue A3.6 u Ipunoxcenue A3.7.

e PexoMeHI0BaHO MPOBOOUTD JieueHMe TMOBeIeHUeCKNX HapylleHnin y nanueHToB ¢ MIIC
VI ¢ yyeTOoM [OeMCTBYIOINX KIMHUYECKUX pPeKOMeHAalui, MpUHKUMas BO BHUMaHME



pesynbTaTbl KOMIIJIEKCHOM OLIeHKM CO CTOPOHBI BCeX OpraHoB M CUCTEM U
MepCcoHaAM3UPOBaHHble  IleM  nainueHTa. [44]. VYpoBeHb YyOeOUTeIbHOCTU
pekomeHaanuii C (YypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB — 5).

KommeHTapwuii: Jleuenue nosedeHuecKUX HApyweHuli nposooumcss 8pauom-He8posi02oM,
00bIUHO UCNONBL3YIOMCS cedamueHble cpedcmed, aHKCuoaumuku u dpyaue. Bolbop npenapama,
003uposka, 0aumenpbHOCMsb Kypca onpedensiomcsi uHousudyaivHo. HauuHarom npuem OAHHbIX
npenapamos nod muwamenbHoiM 8pauebHbIM KOHMPOJIeM 8 YCNA08USIX KPY2s0CymMOouH020/0He8H020
cmayuoHapa.

e PekoMeHZOBaHO MpU OQPTATbMOJIOTUUECKUX HAPYIIEHUSIX MPOBOAUTH JieueHUe I10
MOKa3aHMsIM, MOAOOp Tepanuyu OCYIIEeCTB/SIETCSI Ha OCHOBAaHMM peKOMeHAaLuii 0
JIeYeHMI0 COOTBETCTBYIOLIMX HO3010rui1 [16].

VpoBeHb yOoeauTeaIbHOCT peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTYU JOKA3aTE/IbCTB
- 5).

e PexroMeHaOBaHa OpToIleaMyecKasi KOppeKIiys HapylleHMsI OCAHKM, KOHTPAKTYpP CYCTaBOB
C MCII0/Ib30BaHMEM HeXUPYPruueCcKux MeTOA0B BKioUaeT (QM3MOIIPOIleayphl U TedeOHYI0
(OU3KYIBTYPY, UCIIONB3YIOT OpTONeaAnYecKye ycTpoiicTBa. [To mokasaHMSIM OCYIIECTBIISIIOT
XUPYpruyeckoe JleueHue CUHIApOMa KaprajJbHOTO KaHaJa, TIPOBOJVTCS
SHAOITPOTE3MPOBAHME Ta300eIpeHHOr0 WM KOJIEHHOrO CyCTaBa, KOPPUTHpPYIOLINe
OCTeOTOMUM [IJ151 UCTIPaBJIeHUSI OCU KOHeUHoCcTel [2,12,14,16].

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

o PekOMeHIOBaHO TIpM peLUAMBUPYIOUMX OTUTAX, YACTbIX PpPeCHUpPaTOPHbIX
3a00/eBaHMSIX BEPXHUX MbIXaTeJNbHBbIX ITyTeii IPOBeAeHUSI CUMIITOMATUUECKOIA,
aHTMOAKTepUaabHOV Tepamnuu, MpU OTUTAX He NPUMEHSITb TAaKTUKy «HAOMIOOaTh U
XOaTb» [2,6,54].

VpOBEHb YGeI[MTeJIbHOCTM pEKOMEH,Z[a].IMﬁ C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

e PekomeHaoBaHO y nanueHToB ¢ MIIC VI npu Haauumum 30mMIeNTUUYECKUX MPUCTYIIOB
JICIIO/Ib30BaHMe IIpernapaToB U CXeM JieueHM s, Ha OCHOBAaHMM peKOMeHIal il 10 JIeYeHUO
anwiiencuin. [2,12,14,16].

VpOBEHb YGe,I[I/ITeJIbHOCTM pEKOMeH,Z[a].IMﬁ C (ypOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 5).

e PekoMeHIOOBAHO y4yacTue MYJAbTUAUCLIMUIIIMHAPHON KOMaHAbl B BeIEeHUU CEepIeyHOmn
Hen0CcTaTOYHOCTH y mtauneHToB ¢ MIIC VI. [2,12,14,16].



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

KoMMmeHTapum: npu JieueHuu cepoeuHoli HedoCmamouHocmu, namojiozuu KaanaHos,
Kapduomuonamuu, HapywleHuu pumma u nposooumocmu cepdud Ha3HauyeHue mepanuu 8
coomeemcmeuu ¢ KAUHU4YeCcKUMU pekomeHoayusmu.

e PekoMeHIOBAHO IIpU JIeUEeHUM apTepUaIbHONM rurnepreH3un y mnauyeHToB ¢ MIIC VI
HasHaueHyue aHTUTUIIEPTEH3MBHOM Tepanuu B COOTBETCTBUM C KIMHUYECKUMU
peKoMeHIalsIMM 10 apTepuanbHO rurneprensuu [2,12,14,16].

VpOBEHb YGE,I[MTGJII)HOCTM peKOMEH,Z[aHMﬂ C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5).

KomMmMeHTapumM: npumMeHeHue JeKapcmeeHHvlx npenapamos Yy oemeii off-label - ene
3apezucmpupoB8aHHsIX 8 UHCMPYKUUU J1eKAPCMBEHH020 Cpedcmed NOKA3AHULl 0Cyulecmasisiemcs
no peweHur 8pauebHOll Komuccuu, ¢ paspeuleHuss JIOKanibHO20 3IMUYECK020 Komumema
MEeOUUUHCKOLL opeaHuzayuu (npu Haauvuu), ¢ ycaosuem hnodnucaHHo20 UH@OPMUPOBAHHO20
coznacusl.

e PexomengoBaHo mnamnueHtam ¢ MIIC VI ¢ HapymieHUMSIMM MOTOPUKM KeTyoOUYHO-
KUIIEYHOI'0 TpaKTa (3aropamMm) UCIOAb30BaHMe OMeTUYeCKUX MepOoIpusITUil, afeKBaTHOMN
TUApaTaluy U c1abuTenbHbIX CPeNiCTB [45].

VpoBeHb yoenuTeabHOCTU pekoMeHAanuy C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
5)

e PeKOMEHIOBAHO IIpY XPOHMYECKO} HelipomnaTtuuyeckoi 6omm y maumeHToB ¢ MIIC VI
HasHaueHue  IIperapaToB, BO3MEMCTBYWOIIMX HA  LEeHTpa/ibHble  MeXaHU3MbI
dbopMUpoBaHMSI XPOHMYECKON OOaM: IIPOTUBOINMUIECNTHUECKMUX IIperapaToB (Io3a
ToaoMpaeTcs: MHAUBUAYAIbHO), aHTUAEIPECCAHTOB (MIPMMEHSIIOTCSI BHE MHCTPYKLIMU I10
peleHuIo BpaueoHoi Komuccun) [46].

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

KommenTapumu: ITonoxcumensHozo 3gekma Gpapmakomepanuu XpoHuueckoli 6oau y
nayuermos ¢ MIIC moxHo 000umusCs npu yuéme NpuHUMAemslX NAYyueHmom npenapamos u
pezyisipHOM MoHUmMopuHze 0Ge3onacHocmu JeueHus. IIpu neueHuu 60716020 cuHOpoma y
nayueHma caedyem ucnonb308ams HauMeHee UHBA3UBHBILI CNOCO0.

e PexomenpaoBansbl mnamyeHtam ¢ MIIC VI KoHcy/nbTaluy CIenyromux CreuuaaucToB He
pexxe 1 pasa B 6 MecsleB Wiy 4allle NPy HAIUYUM [IOKA3aHUIA: Bpavya-neauaTpa, Bpava-
OTOPUHOJIAPUMHTOJIOTa, Bpauva-odTajbMoora, Bpada-JeTCKOro KapAuosiora, Bpaua-
TpaBMaToOJIOra-opTonena, Bpada-MyJbMOHO/IIOra, Bpadya-HeBPOJIOra, Bpaya-LeTCKOro
XUpypra, Bpaya-KapAMOXuUpypra, Bpauya-HeMpoOXupypra, Bpadya-AeTCKOro CTOMATOJIOTA,



Bpauva-uyealoCTHO-JIMLIEBOTO  XUpPypra, Bpauda-(usnuorepaneBTa, Bpaya Je4yeOHOIA
bu3Ky/nbTYpbl, Bpaua-aHecTe3uoJiora-peaHMMarosora (MpU HaJIUYUM  T1ATOJIOTUH,
TpeObyollei XMpypruuyeckoro BMeliaTenbcTsa) [2,16,28].

VpoBeHb yoeauTeIbHOCTH pekoMmeHaanuy C (YpoOBeHb TOCTOBEPHOCTH TOKa3aTe/IbCTB
- 5). KommeHTapum: uacmoma KOHCYyAbmayuii ycmanasnausaemcs uHousudyaivHo, 8
3A8UCUMOCMU 0M KJAUHUYECKOL cumyayuu.

3. 3 Xupyprmuueckoe jieuyeHye

Xupypruyeckoe jedyeHue rmauueHToB ¢ MIIC VI cimegyeT mnpoBOAUTL IIPU  y4aCTUM
MYJIbTUOUCHUTIUIMHAPHOM KOMaHAbl B COOTBETCTBUM C AEMCTBYIOIIUMMM KIMHUYECKUMMU
peKOMeHIalUsIMMU.

e PekomMeHAOBaHa MNalyleHTaM C COXPaHHbIM MHTE/UIEKTOM M HapylleHueM QYyHKIUU
KUCTEN WM C HapylleHMeM HepBHOM MpOBOAMMOCTU IO pesynbraTam JHMI' omepanus
IeKOMITpeCcCuy HEPBHBIX CTBOJIOB, KOTOPAsi IPMUBOAUT K ObICTPOMY CTOIKOMY YyUllleHIIO
byukuum [2,16,24,25].

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

KomMmeHTapum: uacmoma peyudusos KapnaibHo20 MYHHENbHO20 CUHOpPOMA Y NAYUEHIMO08 C
pasauuHsimu munamu MIIC Heu3dsecmHa. IToCKONbKY NO8MOPHAS KOMNpeccus: MeouamHozo
Hepea 8csiedcmaue pyouesaHus Uil 0MJoXeHUs 21UKO3AMUHO2IUKAHO8 803MOMCHA, HE0OX00UMO
npooosams Habo0eHue.

e PekomeHpmoBaHo maunyeHtam ¢ MIIC VI Tuma npu coobmiarouieiics: rumpouedanuu c
[IPOTrPeCCUPYIOIIMM  yBeJIMYeHNeM KenymgouykoB 110 gaHHbiM MPT  wu/uinm KT,
TIOATBEPKIEHHBIM  ITOBBIIIEHMEM  JaBJIeHUSI  Lepedpo-CIIMHAIbHOM  SKUAKOCTU
BEHTPUKYJIO-TIePUTOHEAIbHOE IIYHTUPOBaHMe [47,48].

VpoBeHb yoeauTeabHOCTU pekoMeHAanuu C (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
- 5)

e PexoMeHIOBaAHO IIpOBedeHMe XUPYPTUUECKOTO BMeIlaTeabCTBA [JII MALVEeHTOB C
IVAarHOCTMPOBAHHBIM CTEHO30M IIEeMHOTO OThejia - AEeKOMIIPEeCCUM CIIMHHOTO MO3ra
(dekomMmmpeccusi MO3BOHOYHOIO KaHaJla MUKPOXMPYpPrUUeckKas), UYTO MMeeT pellalilee
3HaueHMe B yCTpaHeHUM cTeHo3a [2,10,16,24,25,29].

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



KomMMmeHTapum: coasjieHue CNUHHO20 MO032a Npusooum K HeobpamuMblM He8pOJI02UUeCKUM
HapyweHusM, onepauuio ciedyem paccmampueams odxce y nayueHmos 6e3 HespoJ02UuuecKoll
CUMNMOMAMuKuU, eciu CazummansHolli duamemp NO380HOUH020 KAHANA CYxeH Oonee uem Ha
50%. Xupypeuueckoe emewamenvcmeo  JONHHO  BbINOJHAMbLCS — pAHbUWE — PA3BUMUS
HespoJI02uuecKuUX NposieieHuUll.

e PekoMeHI0OBaHO IPOBeIeHEe XUPYPruueckoit KOppeKIuy CKeJeTHBIX nedopMainii mpu
BbIpa’KEHHOM HapyIlleHun QyHKIUM U OTCYTCTBUM 3¢ deKTa OT KOHCepBAaTUBHO Tepannumu
[2, 10,16,24,25,29, 41].

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

KoMMeHTapumu: BO3MOXHO NpPOBeAeHME XUPYPruueckoil 3aMeHbl Ta300eIpeHHOIo WIN
KOJIEHHOTO CYCTaBa, KOPPUTUPYIOIIME OCTeOTOMMM KOCTEV KOHEUHOCTEN TP BhIPAXKEHHOM
HapyluieHU QyHKIMY KOHEYHOCTY 00yCI0B/IeHHO AedopMalieii jin apTpo3oM

e PekxomenpaoBaHO naiueHtam ¢ MIIC VI tuna paccMoTpeTs, NPy HAIUUYUM TTOKA3aHUMN,
IIpoBefeHue AneHouadKTOMUNA (ADeHOUOSKTOMUN C VICIIOIb30BaHMEM
BUJEO05HOCKONIMYECKUX TexXHOonornn) wu/vnu ToH3mndKTOMUM (TOH3UIISKTOMUM C
UCIIOJIb30BAHMEM  BUIEOIHOOCKOMUYECKUX  TEXHOJNIOTUI) C  [e/ibl0  YIy4llleHUs
MIPOXOIMMOCTH AbIXaTe/NbHbIX MyTeli [2,49,50].

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

KoMMeHTapumn: naHHble BMellaTe/lbCTBa MpUMeHatoTcs y nauyeHToB ¢ MIIC VI tuma, kak n
B OOIIei MOIyJSLMM, C CMHIPOMOM OOCTPYKTMBHOIO HOYHOTO arHOe, 3KCCYZATMBHBIM
OTUTOM, 3aTPyJHEHMEM HOCOBOTO MbIXaHUS U PELUAMBUPYIOIIMMU MHPEKIUSIMY BePXHUX
ObIXaTelbHbIX myTei. [IpM 3TOM Heob6XomuMo yuuTbIiBaThb, uTo mpu MIIC VI Twuna
XMPypruyeckoe BMeIIaTeIbCTBO TpebyeTcs valie, YeM cpeay 0ObIUHbIX AeTeli. [TammeHTam ¢
MIIC VI Tuma ciemyeT BbIOMpPATh MaKCUMMAaJbHO Miansimye U 3¢Q@eKTuBHbIE METOOVKN,
OT[aBaTh MpeAouTeHe SHA0CKONMYeCKMM BMellaTenbcTBaM [51,52,53]



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHUMI0O MEeTOL0B peaouanuTanumn

Crnenuduyeckoit peabunuraumyu maumedtam ¢ MIIC VI He Tpebyercs. B Kpyr
peadbuIUTalMOHHbBIX MeponpusaTuii namuentTam ¢ MIIC VI MoTyT ObITh BK/IFOUEHbI 3aHSITUS C
MeOULMHCK/M TICUXOJIOTOM, OTOBbIX B CIIEUMAJM3MPOBAHHBLIX CAHATOPUIX, a TaKKe
colaJbHas amaInTamusl C y4yacTMeM CIIeLMaJMCTOB M COIMAIbHBIX PAOOTHMKOB, KYPChI
Maccaxka. Cneruduueckue MeTOIbl peabuauUTaluM IIPY HATUIMUM OC/IOKHEeHUI yKa3aHbl B
COOTBETCTBYIOIIMX pa3nesiax.



5. IIpodbmiakTka M gUcCIIaHCepHOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKa3aHMs K IPMMEHEeHUIO METO0B
NMpPOoPMIAKTUKU

e PekomMeHZoOBaHa IMOCAe YCTAaHOBJIEHMS AMarHo3a MalMeHTy WM ero oQuIMaabHbIM
IpefCcTaBUTeNsIM IIpyeM (OCMOTP, KOHCYJ/IbTaLMsI) Bpaua-reHeTuKa C Lebl0 pa3bsICHEeHUN
reHeTUYeCKOro pUCKa, 00CY>KIeHUS BO3MOXXHOCTEN IIpeHaTaJIbHOMI "
MTpeUMIUIaHTAllMOHHOM AMAarHOCTUKY 3MOpHMoHa [2,6,14].

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

KoMMeHTapum: yuumsie8as aymocomMHo-peyeccusHslti mun Hacnedosaruss MIIC VI muna, puck
no8mMopHo20 poxcdeHuss 8 cemve pebeHka ¢ MIIC VI, He3zasucumo om nosna, paseH 25% -
8bLCOKULIL

5.1 IIpenaTanbuas guarHoctuka MIIC VI

e PekoMeHIOBAaHO B CeMbsiX, TIIe€ eCTb IalMeHT C YCTAHOBJEHHBIMU MYTALUSIMU,
BBI3BABIIMMM 00jIe3Hb, OOCYOUTb BO3MOKHOCTH IIPOBENEHMUS IIPEeMMILIaHTAIMOHHOM
reHeTUYeCKOi AMarHOCTUKY SMOPMOHA U TIpeHaTa/IbHOM AMarHOCTUKY ITyTeM U3MepeHUsI
aKTMBHOCTM apwicynbdaTasbl B B KjeTkax BOPCUH XOpPMOHa, a Takke Metomamu [THK-
IVArHOCTUKMU. [2,6,14].

VpoBeHb yoenuTeabHOCTU peKkoMeHaanuyu C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB

- 5).

KommeHTapwuii: npeHamanvHas ouazHOCMUKA 803MOXCHA Memooamu NpsSImMoti ulu KOCB8EHHOI
JTHK-0duaeHocmuku ona cemeti ¢ U386eCMHbIM 2eHOMUNOM.

5.2 IncrmaHcepHoe HaoawoaeHue nanyeHTos ¢ MIIC VI

3abonesarHue umeem MYJAbMUCUCMEMHYIO hpupody u Heobpamumvle, npozpeccupyrujue
KJIUHUYecKue NposieieHus, ymo 00ycnosausaem Heooxo0umMocms Hab1100eHUs He MObKO Y3KUMU
cneyuaaucmamu (8pauOM-0MOPUHOTIAPUH20I020M, 8PAUOM-XUPYP20OM, 8pauoM-
mpasmomosniozomM-opmonedom, 8padomM-opmansmonozom, 8pauom-kKapouosiozom, 8pavoM-
NYJ1IbMOHOJI020M, 8PAYOM-HE8POJI020M U mM.0.), HO U J1020NedoM, MEeOUUUHCKUM NCUXO0T1020M U
pabomHuKamu NAAIUAMUBHBIX CTTYHCO.

Iayuernmut ¢ MIIC VI 0onxcHbl NOCMOSIHHO Haxodumucsi nod HabnodeHuem; 1 pa3 e 6-12 mec. (8
coomeemcmeuu € MAHECmspi0 COCMOSIHUSL) NOKA3AHO KOMNJeKCHOoe 00cnedosaHue 8



MHO20NPOPUIBHBIX CMayuoHapax. JnumensHocms HAXO#0eHus 8 Kpy2a0CymouHoM/OHe8HOM
cmayuoHape 21-28 Oueti.

Hab6nodeHue nauueHmos no Mecmy xumenbcmaea (8 amoyiamopHo-noauKJAUHUYECKUX YC108USIX)
O0JIHCHO OCYUlecmeaIsimscsl NOCMOSIHHO. JIabopamopHble U UHCMpyMeHmaivHosle 00¢n1edo8aHus u
pekomeHdyemas uacmoma ux nposedeHus npedcmasnieHa 8 Ilpunoxcenuu A3.3.



6. Opranmsanus oKkasaHuUsI MeaUIIMTHCKOM
IIOMOIII A

6.1 IToxazauus AJI1 TOCIUTAIU3ANUY B MEAUIIMHCKYIO OPraHU3alMIo:

6.1.1 ITokazaHuAa 414 IJIAaHOBOV TOCOUTAAN3AITUN

e IIpoOBeIeHMe OUATHOCTUKM U JIeYeHMs, TPeOYIIIMX KPYIJIOCYTOUHOTO MEIUIIMHCKOTO
HAOIIONEeHUS ;

® COCTOSIHMEe, TpeOylolllee aKTUMBHOIO JIeUeHUS] M KPYIJIOCYTOYHOTO MEAUIIMHCKOIO
HaOmomeHus:  (TpbbKeceueHue, OMepaTUBHOe  JieueHue  IOpakeHUs  CyCTaBOB,
TIO3BOHOYHMKA, CKOJIMO3, AaIeHOSKTOMMSI, TOH3WU/IJISKTOMMUS, HEpOXUpypruyeckast
JEeKOMITpeccusl CUHIpOMAa 3aIlSICTHOIO KaHala, YCTAHOBKA TPAHCTMMIIAHMUYECKOTO
IpeHaska IIpy CpeTHEM OTUTe, XUpypruueckast Koppekuys natonoruu CCC u gpyrue);

® OTCYTCTBUE BO3MOXKHOCTU obecrieueHMs @3T B aMOy/IaTOPHBIX "
CTallOHapO3aMeIaloIINX YCIOBUSIX;

* HeOOXOIVMOCTh IIPOBEIEHMSI Pa3JIMUYHBIX BUIOB OSKCIEPTU3 WIM OO0C/IeIOBaHUS B
MEIUILIVMHCKOM OpraHM3aluy IIpY HEBO3MOXXHOCTM IIPOBEIEHMS UX B aMOy/IaTOPHBIX
YCJIOBUSIX, TPEOYIOIIMX AMHAMMYECKOro HabmaomeHuss (B TOM umncie ogopMIeHue
3aK/IIOUeHMst heepaabHOTO KOHCUINYMA);

6.1.2 [loka3zaHuda AJs SKCTPEHHOV rocuuTaamn3sanumn

® OCTpbIe 3a60/IeBaHMS;

e 000CTpeHMsT XpOHUUYECKIX OoJie3Heik;

e OTpaB/IEHMS U TPaBMbl, COCTOSIHMSI, TPeOyIOlIie MHTEHCUBHOM Tepanmuyu U IepeBoda B
peaHMMaIMOHHbIE OTHOEeeHUsI WIM OTHe/JIeHUS MHTEHCUBHON Teparuu (B TOM YNUCIe
1Mo6oYHble peakluM, IPOUCXOAdInue B TIipollecce MHIY3MM WJIM B TeueHUe IHS
nipoBeneHnst uHQysumu 3T, 1lepBUKAIbHBIN CTEHO3 C KOMIIpeccueil CIIMHHOTO MO3Ta U
Ipyrue yrposxarwuue >XU3HU OCTpble COCTOSIHMS), a Takke KpPYIJIOCYTOYHOTrO
MeAUIIMHCKOTO HaOMIoAeHM M MpOBeleHMUs CIelMaJbHbIX BUAOB 00CIeqoBaHUS U
JIeYeHusl.

6.2 [ToxazaHuA K BbIIIMCKE IMallyieHTa U3 CTalMoHapa

1. OTCyTCTBME YTPO3bI KU3HU TALIMEHTA;

2. OTCYTCTBME YIPO3bl pa3BUTUS OCIOKHEHM, TPeOyIONIMX HEOT/IOXKHOTO JIeUeHUST;

3. cTabunamsauys COCTOSIHMSI M OCHOBHBIX  KJIMHMKO-/1aOOpaTOPHBIX  ITOKasaTesei
IIaTOJIOTMYECKOTO IIPOoIecca o OCHOBHOMY 3a00/IEBaHMIO;

4. OTCYTCTBME HEOOXOAMMOCTU B IIOCTOSTHHOM Bpauye6HOM 1 KPYIVIOCYTOYHOM MeIUIIMHCKOM
HabJII0IeHUM 110 OCHOBHOMY 3a00JIeBaHMIO;



5. He0O6XOIMMOCTH TepeBo/ia MalyieHTa B IPYTyi0 60JIbHUIYY UM YUPEKIEHMEe COLMATbHOIO
obecrieueHnsl.



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 1iesi, orpaHuyeHue TOABMKHOCTM HIDKHEN 4YeIoCTY, YyBeJInueHue SI3bIKa,
BBIpAKEHHAS TUIIEePTPOoGUsT afeHOMIOB M MUHIAIMH CO3Ial0T IIPO6IeMbl IIpU IIPOBeIeHUN
AHeCTe3MOJIOTMYECKOr0 IT0Co0Ms, II0TOMY IPEeANoUYTeH e CIeayeT OTAaBaTh MECTHOMY MJIN
perMoHajbHOMY 00e360/1MBaHM0. [lallMeHT MpenBapUTeIbHO KOHCYJAbTUPYETCS BpauoOM-

KapauoJIOroM, BpauOM-OTOPUHOJIAPUHTOIOTOM, BpauoOM-aHeCTe310JI0TOM-
peaHMaToI0ToM, BpavuoOM-HEBPOJIOTOM. O6s13aTeNnbHO MIpoBeieHNe TTOJTHOTO
KapAyuoJIOTMUeCcKOro o0cienoBaHusl, IOAMCOMHOrpadum (IJisi  BBISIBJE€HUS  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
9KCTyOaIMs Y TAaKMX MallMeHTOB MOKeT BbI3BaTh 3aTpyaHeHus [2,14,19].



IIOMOIIU

Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM

Ne? Kputepumn kauecrtBa YpoBeHb YpoBeHb
y6eantenbHoCTH AOCTOBEPHOCTU
pekoMeHaauuMn AOKa3aTesnbCTB

1 BbinonHeHO onpepeneHne ypoBHS W cnektpa [Al moum (npu C 5

NOCTaHOBKE AMAarHo3a u ecnum He NpoBOAMIIOCHL B npeallecTsytowme 6
mMecsiLeB)
2 BbinoniHEHO onpeaeneHne akTUBHOCTM apwuicynbdaTasbl B B nnasme C 5
KPOBW WM MSATHaX BbICYLIEHHOW KPOBU W/WUAW  MONEKYNSPHO-
reHeTnyeckoe wuccrnefoBaHue (BbisiBNeHWe MyTauuii B reHe ARSB
(npu nocTtaHoBKe AnarHosa)

3 BbinonHEHO Ha3HayeHuMe depMeHTHOW 3aMeCcTUTENbHOW Tepanuu B 2

rancynbdason** B Buae B/B MHDY3UN exeHenenbHO

4 BbinonHeHbl 2KI, 2xo-KI (ecnu He npoBoAWNAOCbL nocnegHue 6 C 5

MecsiueB), XONTepoOBCKOe MoOHuTOopupoBaHue 3SDKI u  cyTouHoe
MOHWTOPMPOBaHWE apTepuasnbHOro AasfeHns (ecnn He NpoBOAMIIOCH
npeawecTsylowme 12 Mmecsaues)
5 BbinonHeHO onpeaeneHne pa3mMepoB MeYEeHU U CeNe3eHKM Mo AAaHHbIM C 5
yNbTPa3BYKOBOro MCCNefoBaHUs (ecnv He npoBOAWMIOCH MocnefHue
12 mecaues)

6 BbinonHeHa peHTreHorpadusa LWeNWHOro wu/mnm rpygHoro u/wnm C 5
NOSAICHNYHOrO OTAena MO3BOHOYHMKA W/UNKN TakXe peHTreHorpadun
BEPXHUX N HUXXHUX KOHEYHOCTEN (ecnn He nNpoBoAuachb nocaenHue
12 mecsaues npu Tsxenbix dopmax, 24 mecaua npu nerkmx popmax)

7 BbinonHeHa MarHUTHO-pe30HaHcHas TOMOrpadus n/nnun C 5
KomnbtoTepHas Tomorpadpum (MPT) wu/mnn KT ronoBHOro mosra u
LWerHOro oTAaena Mo3BOHOYHMKA (ecnn He MpoBOAWNIOCH MOCiefHue
24 mecsiueB)

8 BbinonHeHOo  onpegeneHne  QYHKUMWM  BHELWHEro  AblXaHWUs C 5
(UccnenoBaHne HeCMpOBOUMPOBAHHbLIX AblXaTebHbIX O6bEMOB U
noTtokoB) (ecnn He MNpPoBOAWNOCL MNoOCneAHne 6 Mecsaues) (npwu
OTCYTCTBUM MPOTMBOMNOKa3aHUM)

9 BbinonHeHa nonucoMHorpadus/KapamopecnupaTopHbli MOHUTOPUHI C 5
(ecnu He npoBoaMNUChb nNocnegHue 12 mecsaua)*

10 BbinonHeHa KOHCYynbTauns Bpa4yoM-CypA00roM- C 5
OTOPUHOMIAPUHIONOIOM W MNpoBeAeHa ayaAuoMeTpusa (ecin  He
nposoaunacek nocnegHuve 12 mecsaues)

11 BbinonHeHa KOHCynbTauus BpadyoMm-odTanbmonoroMm, (ecnn He C 5

nposoamaacb nocnegHme 12 mMecsues)
12 BbinonHeHa KOHCy/AbTauMs BpayoOM-reHeTUKOM Mpu YCTaHOBEHUU C 5
AnarHosa v nNpu naaHMpoBaHUM 6epeMeHHOCTU B CeMbe

13 BbimonHeHa KOHCy/NbTauus BpayoM-KapAMOOroM MNpu  Haanyuu C 5
naTosiorMn CcepAeyvyHO-COCyAUCTON CUCTeMbl (eCiM He MpoBOAMIICSA
nocnegHue 6 mec.)

14 BbimoniHeHa  KOHCynbTauuMs BPavyOM-OTOPUHOSIAPUHIOAOMOM  (Npu C 5
HanM4yMn nNaToNorMm co CTOpoHbl JIOP-OopraHoB w/vnn BepxXHUX
AblXaTenbHbIX NyTen) (ecnu He NpoBoaMaacbk NnocnegHne 6 mecsues)

15 BbinoniHeHa  KOHCyfbTauuMs BpPayYoOM-HEBPOJIOFOM  MpU  Hannyum C 5
naToNorMM CO CTOPOHbl LIEHTPanbHOW HEPBHOW CUCTEMbI (€Ccnun He
nNpoBOAWJICS NocnenHne 6 mecsiLeB)

16 BbinosiHeHa KOHCy/bTauMs BpavyoM-TPaBMaTO/IOrOM-OPTONEAOM MpwU C 5
Ha/IM4YMM NaToAOrMM CO CTOPOHbI OMOPHO-ABWUraTesIbHOro annaparta
(ecnu He npoBoaunncs nocnegHne 6 MecsiLeB)

17 BbinonHEHa  KOHCy/nbTauust  BpadoM-XupyproM  (Npuv  Hanuuuu C 5

naTonoruun, Tpebyrowen XmMpyprmyeckoro BMeLlaTenbCcTaa)

18 BbinonHeHa KOHCynbTauus BpavyoM-nynbMOHOAOMOM (MpW Hanuyum C 5

MaTo/IoOrNN CO CTOPOHDI AblXaTenbHOM CMCTEMbI)




Neo Kputepuun kauyecrBa YpoBeHb YpoBeHb
y6eaurenbHocTn AOCTOBEPHOCTH
pekoMeHaauun AOKa3aTesbCTB

19 BbinonHeHa  KOHCynbTauuMsi  BpavoM-CTOMatonorom  (ecnu  He C 5

npoBoAnaach nocnegHue 6 Mecsues)

20 BbinoniHeHa KOHCynbTauus BpaydoM-dusmMoTepaneBTOM, BpayvyoM Mo C 5

neyebHom uskynbType (ecnn He npoBoaunacb nocnegHne 6
MecsLeB)

21 BbinonHeH 6-TM MWHYTHbLIN TecT XoAbbbl (ecnn He npoBOAWMICS C 5

nocnegHue 6 mec.)

22 BbinonHeH 61oOXnMmnYeckKui aHanus KpOBMU C 5

(anaHnHamuHoTpaHcdepasza (AJIT), acnapTataMMHOTpaHcdepasa
(ACT), obwnit n npamon 6unmpybuH, XonectepuH, TpUranuepuabl)
(ecnu He npoBoAMACS B NpeALlecTByoLWne 6 MecsaLeB)
23 BboinonHeH o6wuii  (KNWHWYECKUIn) aHanu3  KpoBu (ecnn  He C 5
NpoBOAWJCS B NpejLlecTBylowme 6 Mecsues)
24

*-TIpoBedeHMe MOMMCOMHOrpaduM peKOMeHIyeTcs IalleHTaM C II0J03peHMeM Ha Hajluuue
cuHapoMa o6cTpykTuBHOro amHod cHa (COAC) uam Impu OMHaAMMHUYecKoM 00caen0BaHUM
nanmeHtaMm ¢ COAC.
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0. MuxaitnoBa JI.LK., ng.m.H., mnpodeccop @PIBY «HammoHanbHbII  MeIULMHCKUIM
MCCIeq0BaTeIbCKNUIA IIEHTP TpaBMaTooruu u opronenanun umen H.H. [Ipuoposa» M3 P®

1. Muxaitnosa C.B., n.m.H., ®I'BOY BO PHUMY um. H.U. [IuporoBa Muu3snpaBa Poccun
«Poccuiickas meTckasi KIMHuJIeckast 00IbHUIIA»

2. MouceeB C. B., n1.Mm.H., ®TAOY BO IlepBbiit MIMV um. .M. CeueHoBa (CeueHOBCKMI1
yHuBepcurtet) M3 PO

3.ITonsgkoBa O.A., nperckuit opromen, TpaBMmartoior @enepasbHoe [ocymapcTBeHHOE
bromkeTtHoe VYupexneHue "HalMOHaJbHBI MEOVUIIMHCKUIA MCCIeO0BATEIbCKUMA LEHTP
TpaBmaTosoruu u oprornenuu umenu H.H. ITpuoposa” M3 PO

4. MeuatuukoBa H.JI. - pykoBoauTtenb lleHTpa opdaHHBIX U OPYIUX peaKux 3aboyeBaHMit
I'BY3 «Mopo30BcKasi JeTCKasl FOpoCcKas KIMHMYecKast 6onbHuUIa J13M».

5. CemstukmHa A.H., n.m.H., ®I'BY «MockoBckuit HUM nemuaTpum M OETCKOV XUPYPIUU
Muunsapasa Poccum»



ABTOpBI TIOATBEPKIAIOT OTCYTCTBME (DUHAHCOBOV TOAAEPXKKM/KOHMINKTAa MHTEpPECcoB,
KOTOPBII He0OXOAMMO 0OHAPOI0BATh.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

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

MIIC oTHOCSATCS K peIKuM Hac/JIeACTBEHHBIM 3a00/IeBaHMSIM, UTO MCK/II0YAaeT BO3MOXKHOCTD
MpoBeJeHNnsT  OONbIIMX  KOTOPTHBIX U  PAHAOMM3MPOBAHHBIX  KOHTPOJIMPOBAHHBIX
MCC/IeOBaHMIT U OJISI CO3MaHMUsI IIPOTOKOJOB AMArHOCTUKM U TepalMy UCIOJb3YIOTCS JIUIIb
TeMaTU4ecKue 1CC/ieoBaHMsI SKCIIEPTOB, OITyOAMKOBAaHHbIE B ITOC/TIeIHME IBa NeCSITUIETHSI.

O11eHKa YPOBHSI yOenUTeIbHOCTM PeKOMEHIAIlii M YPOBHS JOCTOBEPHOCTY J0KA3aTeNbCTB
IpUMEHEeHUS  MeOUUMHCKUX  TeXHOJOIMM  MpoBOOAMIAaCh B COOTBETCTBUU  C
YHUMULIMPOBAHHO IIKAJION, TPMBEIEeHHOI B Tabauiax 1-3.

Henesas AYAUTOPUA NaHHbIX KIIMHUYCCKUX DEKOMeH,ZlELIMI‘;I:

1. Bpauu ob1eit BpaueObHOI IMPaKTUKM (CeMeliHble Bpaun);
2. Bpauu-nenuarpsl;

3. Bpaun-TepamneBTsl;

4. Bpaun-reHeTHKu;

5. Bpaun-nabopaTopHble reHeTUKM;

6. Bpaun-peBMaTooru;

7. Bpaun-neTckue Kapauoiaory;

8. Bpaun-HeBposoru;

9. Bpaun-TpaBMaTOJIOTU-OPTOIIE/Ibl;

0. Bpaun-oTopMHONIapUHTOJIOT U

1. Bpaun-cypnonoru-oTopmuHOIapUHTOIOTH;
2. Bpaun-peHTreHonoru;

3. Bpaun ¢pyHKIMOHAIbHOM IMarHOCTUKM;
4. MeguiMHCKME TICUXOJIOTH;;

5. CtymeHTbl MeaULIMHCKMX BY30B;

6. Obyuaromyecs B OpAMHATYpe.

Ta6muma 1. IlIkana oLeHKM YpOBHEN TOCTOBepHOCTM mokasaTenbcTB (YIIJ) mjsi MeTomoB
OUArHOCTUKM (AMarHOCTUYECKUX BMEIIaTe/IbCTB)

yan PacwundpoBka

1 CuctemaTtnyeckme 0630pbl UCCNEAOBaHUN C KOHTPONEM pedepeHCHbIM MEeTOAOM WM cucTeMaTuyeckmin o063op
pPaHAOMU3NPOBAHHbBIX KIIMHUYECKUX UCCNef0BaHMM C NPUMEHEHWEM MeTa-aHanusa

2 OT,EI,eJ'IbeIe nccnenaoBaHUsa € KOHTPOJIEM pecbepeHCHblM METOAO0M UNN OTAENbHbIE PAHAOMU3UPOBAHHbIE KJIMHUNYECKNE
nccneaoBaHMs U cuctemaTuyeckme o63opbl MccnenoBaHUin noboro AusariHa, 3a UCKIIYEHMEM PaHAOMU3MPOBAHHbBIX



KIIMHUYECKUX MCCﬂe,ﬂOBaHMﬁ, C NPUMEHEHNEM METa-aHan3a

3 NccnepoBaHusa 6e3 nocnefoBaTesibHOrO KOHTPOJSS pedepeHCHbIM MeToAOM WM WUCCNeAoBaHust C pedepeHCHbIM
METOAOM, He SBAOWMMCS He3aBUMCUMbIM OT MWCCIeAyeMOro MeToAa WM HepaHAOMM3MPOBaHHbIE CpaBHUTENbHbIE
NCCnenoBaHusl, B TOM YMC/E KOrOPTHbIE UCCNef0BaHMUSA

4 HecpaBHUTENbHbIE NCCNEAOBaHUSA, ONMUCAaHUE KIMHUYECKOro criy4vas

5 MmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUSA WU MHEHME JKCNnepToB

Ta6muma 2. Illkasa OLieHKM YPOBHEN HOCTOBEpHOCTM mokasarenbeTB (YIIJ) s MeTomoB
npodwiakTUKKY, JedeHuUs U peabunurauumu  (MpoduaakTUYeCKuUX,  JedeOHbIX,
peadbuIUTaALMIOHHBIX BMEIIaTe/IbCTB)

yaa PacwudpoBka

1 CucremaTtmnyeckumin 063op PKU ¢ npuMmeHeHMeM MeTa-aHanmsa

2 OTpenbHble PKU n cuctemaTtnyeckme o630pbl MccnenoBaHui noboro aAmsariHa, 3a ucknwdeHunem PKW, ¢ npumeHeHnem
MeTa-aHanm3a

3 HepaHoOMU3MpOBaHHbIE CPaBHUTENIbHbIE UCCNEA0BAHUSA, B T.4. KOrOPTHbIE UCCef0BaHUS

4 HecpaBHUTENbHbIE WUCCNEAOBaHUSA, OMUCaHUWE KIMHUYECKOro cllydyasd WM Ccepunm CciydaeB, UccnenoBaHUsd <<cnyqa171-
KOHTPOJ1b>»

5 NmeeTcs nuwb 06OCHOBaHME MexaHuM3Ma AeNCTBMS BMelaTenbCTBa (,CLOKJ'II/IHVI‘-IeCKVIe VICCHELI,OBaHVIﬂ) nan MHeHune
3KCNepToB

Tao6muma 3. lllkana olieHKM YpoBHel yoenuTenbHOCTU pekomeHpanuit (YYP) mjsi MmeTomoB
NMpoGWIAKTUKY, OUMATHOCTUKM, JiedeHus U peabunurtanmum  (MPoUIaKTUIECKUX,
IMAarHOCTUYECKUX, JIeueOHbIX, peabMIMTaLMOHHbBIX BMEIIaTe/IbCTB)

YyP PacwudpoBka

A CunbHas pekoMeHaauus (Bce paccMaTpuBaeMble KpUTepumn 3 deKTUBHOCTM (MCXOAb!) SBASIOTCS BaXKHbIMU, BCE
MCCNefoBaHNS WMMEKT BbLICOKOE WU YAOBJIETBOPUTENIbHOE METOAO0SIOrMYEecKoe KayecTBO, UX BbIBOAbI MO
MHTEPECYIOLMM UCXOAAM SBSIOTCA COrlacoBaHHbIMM)

B YcrnoBHas pekoMeHaauus (He Bce paccMaTpuBaeMble KpuTepum 3hheKTUBHOCTM (UCXOAbl) ABASIOTCS BaXHbIMM,
He BCe WCCNeAOBaHUs UMEKT BbICOKOE WM YAOBNETBOPUTENIbHOE METOAO0/IONMYECKOe KauyecTBO W/UAnM UX
BbIBOAbI MO MHTEPECYIOLWMM UCXOAaM He ABSTCA COrNacoBaHHbIMM)

C Cnabas pekomeHpaumsa (OTCYTCTBME AOKa3aTeNbCTB HaaNexalero Kayecrtsa (Bce paccMaTpuMBaeMble KpUtepum
3(pdekTUBHOCTM (UCXOAbl) SIBNSAKOTCS HEBaXXHbIMW, BCE WCCNEefO0BaHUS WMMEKT HU3Koe MEeToAOosIornmyeckoe
KayeCcTBO U UX BbIBOAbI MO MHTEPECYHOLLMM NCXOAAM HE SABASIKOTCS COrMlacoBaHHbLIMM)

JKOHOMMYECKUM aHaJIN3:

AHanu3 CTOMMOCTU He IMpoBOOMJICA W HY6HMK3HMM I10 d)apMaKOBKOHOMI/IKe He
AdHaJIN3UPOBAJINCD.

MeTon Baauau3anmumu peKoMeHaarinii:

e BHeIIHsS 5KCIIepTHAs OLIeHKa;
e BHyYTpeHHSs dKCIIepTHas OLl€HKa.

Onmcanne MeToJa BaAUAU3AIMUM PEKOMEHIAIii:

Hacrosmye pekoMeHIALUMM B IMpeOBapuUTENbHON Bepcum ObUIM  peleH3MPOBaHbI
He3aBMCUMBIMM 3KCIIEPTaMM, KOTOPBIX MOIMPOCUIN ITPOKOMMEHTUPOBATD IIPeEXAe BCEro To,



HAaCKOJIbKO MHTEepIpeTalys [T0Ka3aTe/JbCTB, JIEKAIIMX B OCHOBE PEKOMEHIALIMiA, JOCTYITHA
IS TIOHVMAaHMS.

[TomyyeHbl KOMMEHTapuM CO CTOPOHBI Bpayeil MepBMYHOrO 3Be€HA B OTHOIIEHUU
IOXOMUMBOCTY U3JIOKEHUS U OLIEHKM BaXKHOCTM peKOMeHIaliMii Kak pabouero MHCTpyMeHTa
TIOBCEIHEBHOM MPAaKTUKMN.

[IpenBapuTenbHasi Bepcus Oblla TaKKe HalpaB/ieHa peLeH3eHTYy, He MMelolleMy
MeIOUIIMHCKOTO 00pa3oBaHMsI, IJIs1 TTIOJTyUeHUsT KOMMEeHTapyueB C TOUKM 3PeHMs TTepCIIeKTUB
MalVeHTOB.

KomMmeHTapuy, II0JlyYeHHble OT 3KCIIepTOB, TIIATEIbHO CUCTEeMaTU3UPOBAIUCL U
obcykmannch TipefcenaTeseM U WwieHaMy paboueit rpymiibl. Kaxkabiii TyHKT 06CYKAancs, u
BHOCMMbIE B pe3y/ibTaTe 3TOr0 M3MEHEeHMSI B peKOMEeHIaluu perucTpupoBaiuch. Eciu xe
U3MEHeHUs] He BHOCWINChb, TO PEerucTpUpoBaJUCh IIPUUMHBI OTKa3a OT BHeCeHUs
M3MEHEeHMUIA.

KoHcynbTanya v 3kCriepTHasi OleHKa:

[IpoekT peKkoMeHJalMii ObIT peleH3MPOBaH HEe3aBUCUMMbBIMM 3KCIIepTaMM, KOTOPbIX
IIOTIPOCUIM  TIPOKOMMEHTMPOBATh, IIpEXKOe  BCEro, MAOXOOUMBOCTbD UM  TOYHOCTH
MHTepIpeTanu JoKa3aTeabHOM 6a3bl, JesKalleil B OCHOBE PeKOMeH/IalyiA.

Pa6ouas rpymma:

JIJIsT OKOHYATeJIbHONM pemaklMuM M KOHTPOJISI KadyecTBa pPeKOMeHIaluy ObUIM ITOBTOPHO
MIpOoaHa/IM3UPOBaHbl UJeHaMM paboueii IPyIIbl, KOTOpbIe MPUIIIM K 3aK/II0UEHMIO, UTO BCE
3aMevaHusi ¥ KOMMEHTapuUM SKCIIEPTOB MPUHSITBI BO BHMMAaHME, PUCK CUCTEMaTUUYECKUX
OIIMOOK Ipu pa3paboTKe peKOMEeH AL CBeIeH K MMHUMYMY.

ITopssmOK OOHOBJIEHUS KIVMHUUYECKUX PEKOMEeHJaIl .

MexaHusm  OOHOBJIEHMSI ~ KJIMHMUYECKMX  peKOMeHJallMii  mpegycMaTpuBaeT  UX
CUCTEMATUYECKYI0 aKTyaJIM3alMI0 — He pexXe 4yeM OAMH pa3 B TPU ropa, a Takke Ipu
MOSIBJIEHMM HOBBIX [JAHHBIX C IIO3MLMM [0Ka3aTe/JbHOM MeOULMHbI [0 BOIIPOCAM
OMArHOCTUKM, JieueHMs, NpOoPMIaKTUKM U peaduauTaluy KOHKPETHBIX 3a00JieBaHMI,
HaIMuuy 000CHOBAHHBIX AOIOJHEHUIi/3aMedaHMii K paHee yTBepskaeHHbIM KP, HO He yaiiie
1 pa3a B 6 mecs1I€eB.



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

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

2. adopmanus o JiekapCTBEHHBIX Tpernaparax: [ocygapcTBeHHbIV peecTp JieKapCTBEHHbIX
cpercts: https://grls.rosminzdrav.ru

3. ®epgepanbHblit 3akoH OT 21 Hos6pst 2011 1. N2 323-®3 «O6 0CcHOBaxX OXpaHbI 3I0POBbSI
rpakgad B Poccuiickoin  @epepauun» (CobpaHue 3aKoHOZaTenbcTBa PoccuiicKoit
@enepannmn, 2011 r., N2 48, cT. 6724);

4. MexxgyHaponHasi Kiaaccudukaiusi OojesHeit, TpaBM U COCTOSHMIA, BAMSIIOIIMX Ha
3nopoBbe (MKbB - 10);

5.1Tpuxka3z M3 P® ot 20 mekabpst 2012r. N2 1183H «O0 yTBepskmeHUM HOMEHK/IATYPbI
IODKHOCTE MeAUIIMHCKMUX PAOOTHUKOB U (papMaIrieBTMUeCKUX PabOTHMUKOBY.

6. [Ipukaz M3 PO ot 23 mtonst 2010 1. N 541H. EnviHbIlii KBanuuUKaLMOHHBIN CIIPaBOYHUK
IOJKHOCTEN pyKOBOAMTeENeN, CIIeMaJMCTOB U CIyXallux, pasnen KpanudukalyoHHbIe
XapaKTepUCTUKY JOIKHOCTE pabOTHMKOB B cdepe 3IpaBOOXpaHeHMSs.

7. ®emepanbHblii 3aK0H OT 25.12.2018 N2 489 489-D3 «O BHeceHUM M3MeHEeHMI1 B cTaThio 40
denepanbHoro 3akoHa "O6 o00s13aTeIbHOM MeEOMIIMHCKOM CTpaxoBaHMUM B Poccuiickoit
depepanyn” u depepanbHblii 3aKoH "OO0 OCHOBax OXpaHbI 3O0pPOBbsI TpPakgaH B
Poccuiickoi ®@enepanyn” 1o BOIPOCaM KJIMHUYECKUX PeKOMEHIALUiT».

8. IIpuka3 MunsgpaBa Poccuy N2 103H ot 28.02.2019 r. «O6 yTBepKIeHMM MOpsiAKa U
CPOKOB pa3pabOTKM KIMHUUECKUX peKOMeHIalluii, uxX IepecMOoTpa, TUIIOBOI (GHOpMbI
KIMHNYECKMX pPeKOMeHAaluii ¥ TpebOBaHMII K UX CTPYKType, COCTaBy M Hay4dHOI
000CHOBAaHHOCTM BK/II0YAaeMOI1 B KIIMHMUYECKMe peKOMeHAaluy nHhopMaium».

9. IIpuka3 MunsgpaBa Poccuyu ot 13.10.2017 N 804H "OO6 yTBepKIeHUM HOMEHKJIATYPbl
MeOULIVMHCKUX YCIYT".

0. [Tpuka3 MuHMUCTEpPCTBA Tpyaa U colManabHOi 3amuThl PO ot 27 aBrycra 2019 r. N2 5851 "O
KIaccupukanmusix U  KPUTepUsX, WUCIIONb3yeMbIX IIpU  OCYIIECTBJIEHUM MeIouKo-
COLMAJIbHOM 3KCHepTU3bl TpaxkaaH (elepajibHbIMU TOCYyIapPCTBEHHBIMU YUpPEXOAEHUSIMU
MeOMKO-COLMaIbHOM 3KCIepTu3snl” (BCTyraeT B cuay ¢ 1 suBaps 2020 roga);

1. [Ipuka3 Munucrepcrtsa 3gpaBooxpaHenust PO ot 14 gusaps 2019 r. N2 4u
«06 yTBepKIeHUM TIOpSAKa Ha3HaueHMs JIeKapCTBEHHBIX TMpemnapaToB, ¢dopm
pelienTypHbIX 6IaHKOB Ha JieKapCTBeHHbIE TTperapaThl, Mopsiaka ohopMIeHMsT YKa3aHHbIX
O71aHKOB, X yUeTa U XpaHeHUs»

2.ITpuka3z MMHUCTEPCTBO 3IOpaBOOXPAaHEHMSI M COLMAJIBHOTO pasBUTUS Poccuiickoi
Genmepaniun  «O mopsaKe TPUMEHEHUS] JIeKapCTBEHHBIX CPeICTB Y OOJbHBIX IIO
>KM3HEHHbIM IMOKa3aHusM» oT 9 aBrycra 2005 r. N2 494



3. UndopmanyonHoe mnucbMo MwuH3gpaBa Poccuym MO BO3MOXKHOCTM — 3aKYIIKMU
JIeKapCTBEHHOT'O rperapara 13(0) TOPTOBOMY HaMeHOBaHMIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil -
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-

torgovomu-naimenovaniyu).

OcCHOBHbIE€ HOPMATUBHO-IIPABOBbIE aKThl, peryjupyronie okasaHue
NAVIMAaTUBHOM MeAUIIMMHCKOM IMMOMOIIM

1. ®emepanbHblii 3akOoH 'O BHeceHUM u3MeHeHMii B PemepanbHblii 3aKOH "O6 OCHOBaAx
OXpaHbl 3I0pOBbS TrpaxkgaH B Poccuitckoim @Penmepainumu” 10 BOMPOCAM OKa3aHUS
nayumiMaTuBHOM MeaumHckom nmomoiun” ot 06.03.2019 N2 18-®3.

2. IMpukas MwunsapaBa Poccum N2 345H, Muntpyna Poccum ot 31.05.2019 N2 372H «06
yTBepXAEeHMUM TOJIOKeHMsI 00 opraHmsaluy OKa3aHUs NaIMATUBHONM MeOUIIMHCKOM
TIOMOIIIM, BK/IIOYAs ITOPSAO0K B3aMMOIeMCTBUS MeAULIMHCKMUX OpraHu3aluii, Opranm3arnuin
COIIMAIbHOTO OOCTYKMBAHMS UM OOIIEeCTBEHHBIX OObEeIVMHEHMI, MHBIX HEKOMMEpPYEeCKUX
OpraHmsaliii, OCYIIeCTBIISIIONINX CBOIO AesITeJIbHOCTh B cpepe OXpaHbl 3/I0POBbSI».

3. [Ipuxka3 MunsapaBa Poccun N2 348 orT 31 masg 2019 roga «O6 yTBepsKIeHUM TepeyuHs
MeOULUVHCKUX WU3OeNui, MNpeaHa3HAUeHHbIX [OJ TOoALepKaHus OpraHOB U CUCTEM
opraHu3ma 4yejioBeKa, IpeaoCTaB/IsIeMbIX IJISI UCIIOJIb30BAHMS HA JOMY».

4. ITpuka3 Munsgpasa Poccun N2 5051 ot 10 miong 2019 roga «O6 yTBepskmeHuu ITopsiaka
repegayM OT MEOUILIMHCKOM OpraHm3alyuy MaluyeHTy (ero 3aKOHHOMY IpeaCTaBUTENIIO)
MEeIULIMHCKUX M3MeNuii, NpeaHasHayeHHbIX IS mopaepkaHusi (YHKIUIA OpraHoB U
CIUCTEM OpraHu3Ma 4ejioBeKa, M1 MCII0JIb30BaHMS Ha JOMY IIPU OKa3aHUM IaJIMaTUBHOM
MeOUIIMHCKO TTOMOII».

5.1Tpuxka3z M3 P® N2 831 or 3 okTsiopss 2019 roma «O6 yTBepskIeHUM BeIOMCTBEHHOIA
LieJIeBOM TIporpaMmbl «Pa3BuUTHe CUCTeMbl OKa3aHMUS MNaJJIMATUBHON MeOUIIMHCKO
TIOMOIIN».

IIpunokenue A3.1 Knaccudukanms MyKoOImoaucaxapmuao3oB.

[1] Knaccudukauys Mykononncaxapuao30B.

MMNC Moatun CuHApoM leH depMeHTHbIN aedekT JNokyc OMIM
I MMAOCIH l'ypnep IDUA Oedvunt anbda-L- 4p16.3 607014
naypoHuaasbl
MMNC I l'ypnep-Lernie 607015
H/S
MMNCIS Lene 607016
11 MMNC II XaHTepa IDS Oedvunt naypoHaTt-2- Xq28 309900
cynbdaTasbl
11 MMC CaHdununno 252900
IIIA SGSH 17925.3



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

Oedvunt renapaH-N-
cynbdaTasbl
MMNC NAGLU Oedvunt N-auetun-a-D- 17g21.2 252920
IIIB rMKO3aMUHUAA3bI
Oedvunt N-aueTtun-a-
rnoKo3aMnHnaasbl
MMNC HGSNAT Oedvunt renapaH-a- 8pl1.21 252930
IIIC rMKO3aMUHUA N-
aueTunTpaHcdepasbl
MIMNC GNS Oedvunt N- 12g14 252940
ITID aueTUNrIIOKO3aMUH-6-
cynbdaTasbl
v MMNC Mopkno GALNS Oedvunt 16q24/3 253000
IVA rasiakTo3aMuH-6-
cynbdaTasbl
MMNC GLB1 Oedvunt B- 3p21.33 253010
IVB rasakTo3naasbl
VI MMC VI MapoTo-Jlamu ARSB Oedvunt N- 5g14.1 253200
aueTuiranakTo3aMmmH-4-
cynbdaTasbl
VII MMC VII Cnas GUSB Oedvunt B- 7q921.11 253220
rNIOKYpOHMAA3bI
IX MMC IX HepocraToyHOCTb HYAL1 Oeduvunt 3p21.31 601492
rmanypoHuaasbl rmanypoHmaasbl

IIpunoxxkenme A3.2 BbIpa’)keHHOCTb KIMHMUYECKUX IPOSIBJICHUN

VI B pa3sHoM Bo3pacrte [16]

Cucrema CuMnTOM Oetn Moapoctkn/
B3poOC/ble
CepaeydHo-cocyaucTas Kapanomuonatus + +
YTonuweHne CTBOPOK KlanaHoB +++ +++
LUHC LlepBukanbHas muenonatus + +
MuweBapuTenbHas FenaTtocnieHoMeranus ++ ++
cucrtema
OpraH cnyxa Tyroyxoctb ++ ++
Peunavsumpyrowmin cpeaHui ++ ++
oTUT
OpraH 3peHus MoMyTHeHMe poroBumubl ++ ++
naykoma + +
CkeneTtHo- HectabunbHOCTb aTtnaHTo- + +
MbllleYyHas aKCMasbHOro COYJIEHEHUS
TYHHENbHbIN KapnanbHbIi ++ ++
CUHAPOM
pybble yepTbl nnua +++ ++
Ovcnnasuna TbC ++ ++
MHO>EeCTBEHHbI AN30CTO3 + +
pbxK +++ ++

MIIC



KOHTpakTypbl CycTaBoB +++ +++

Kudos ++ +

Makpouedanunsa +++ 44
[ObixaTenbHas O6CTpYKTUBHOE anHo3 BO CHe +++ +++

PecTpukTuBHOE 3aboneBaHune + +

nerkux

O6cTpyKkums BEPXHNX +++ +4++

AblXaTeNbHbIX HyTEﬁ

Cneuvanb- [JepmaTtaH cynbdat B Mo4e ™" ™"
Hble nabopaTtopHblie
TecTbl
ApuncynbdaTasa B L i
O6bwwme Al B MoYe M ™

ITpunokenue A3.3 YacToTa IpoBeneHns 00C/IeSOBaHN Y NALMIEeHTOB
¢ MIIC VI tTuna [16]

MccnepoBaHus [MepBoHavanbHas Kaxable Kaxable 12 OavH pas
oueHka 6 mMec mMec B 2 roga

MNMpuem Bpavya-reHeTuka X X

MoaTBepxaeHne aMarHosa X

AHaMHe3 6onesHu X

KnuHunueckum ocMOTp X X

Bpayda-neguartpa

Pocr, BecC, OKPY>XXHOCTb X X

rosioBbl

BblHocnmBocTb (6 MTX)[L!] X X

OcMOTp HeBpoJsiora X X

OcmoTp Bpaua- X X

Heupoxupypra

KomnbloTepHass  Tomorpadus X X

WIN  MarHUTHO-pe30HaHCHas
Tomorpadusa (MPT) ronoeBHoro
MO3ra, M03BOHOYHMKA

KOorHutngHoe  TecTMpoBaHue X X
(DQ/1Q)t2]

SnekTposHuedanorpamma X X
CKOpoOCTb HEpPBHOM X X

nposogmMMocTu/ Ml

OcmoTp Bpauva- X X
OTOpMHOJIapUHrosora

DHAOCKOMUS HOCOI/IOTKMU X X

OcMmoTp Bpaua-cypaonora- X X
OTOpPUHOJIApUHIrosnora

AyanomeTpus X X

OcmoTp opTtanbMonora X X



OcTpoTa 3peHus X X

OCMOTp rasHoro gHa X X
WccneposaHne porosuubl X X

OcCMOTp NysAibMOHOJIOTa X X
oBA X X
WUccnepoBaHune CHa/ X X
nosimcoMmHorpadcpusa/

KapAMopecnupaTopHbIi

MOHWUTOPUHI

OcMOTp KapauoJsiora X X
SnekTpoKapanorpamma X X
Sxokapauorpadus X X

OcmoTp Bpaya- X X

TpaBMoOTONOra-oproneaa

PeHTreHorpacgun ckeneta X X

Y3U opraHoB 6ptowHom X X
nosiocTn; O6bEM CeNe3eHKM,
ne4yeHu

OcMoTp Bpauva- X X
cdusmnorepaneBTa

Mpuem Bpaua neuebHOMU X X
hUn3KYyNbTYPbI

OcmoTp Bpauva- X X

cToMaTosnora

JlabopaTtopHblie

uccneaosaHusa
Onpepenenune M'Al X X
Brnoxmmmnueckni aHanus X X
kposu (ANT, ACT, obwwuii u
npsiMon 6unnpy6uH,

XONeCTepUH, TpUrAnuepuabl)

1-JIns1 meTeii crapiie 5 jeT; pacCTOsIHME, MpOiiAeHHOoe 3a 6 MUHYT (IpeaIiouTUTEeTbHbIM
SIBJISIETCS TOT >Ke IPOMEXYTOK BpPeMEeHM, UTO U B IPEeObIAyIIMX TeCTaxX 3TOro IMalyueHTa);
UMCIIO CTYIEeHEe, MPOoAeHHbIX BBepX 3a 3 MMUHYTHI. OLleHMBAIOTCS MOKa3aTeau caTypauun
Sp02, 411, YCC 1o u mociie HarpysKu.

2-DQ wumu Kosdbduiiment ymcrBeHHoro pasButus (KYP) - cmoco6 cpaBHeHMsI
MHTEJUIeKTYaJbHOTO  Pa3BUTUSI, CBOVCTBEHHOrO JTaHHOMY BO3pacTy (YMCTBEHHbIX
CIIOCOOHOCTeli pebGeHKa IO OTHOIIeHMI0 K €ero CBepCTHUKAM), C XPOHOJIOTMUYECKUM
BO3pacToM (paKTMueCcKMM BO3pacTOM pebeHKa).

KYP paccunThiBaeTcsl [ejeHMeM MHTE/UIeKTYaJlbHOTO BO3pacTa Ha XPOHOJOTUYECKUIT U
yMHOXXeHreM Ha 100 gjst mosmydyeHus 1enoro uncna. Cpegauii Koa@@uieHT yMCTBEHHOTO
pasBUTHUS [IJ1s1 JII0OOTO Bo3pacTa cumtaeTcst paBHbIM 100.



IIpunoskenue A3.4 3a00p 6MomMmaTepuasa JJs IMArHOCTUKMU B MSITHAX
KPOBU

KpoBb cobupaeTca Ha cTaHAapTHYH KapTouky-dunbtp (N2 903),
KOTopass nMpuUMeHsIeTCS AN CKPUHWHIa HOBOPOXAEHHbIX B

Poccuiickon ®epepaumun AN aHanornMyHy Ansa nosyvyeHus Cyxoro 3 .
nsTHa KpoBW. KpoBb MOXeET 6bITb, Kak kKanunnspHas (M3 nanbua,
NATKW), Tak W BeHO3Has. BeHo3Hass KpoBb cobupaeTcs B
npobupky, akKypaTHO MepeMelmnBaeTcss W 3aTeM b6bICTpO C

NMOMOLLbBK MUNETKN HAHOCUTCA Ha dunbTp No 25-50 MkN KpoBM Ha
KaXXayr BblAENEHHYIO obnacrtb. HEO6XO£I,VIMO Xopowo nponuTaTtb M o, i e st L ST AT AP AR
BblaeneHHyto obnactb Ha dunbTpe (puc. 1). MNpeanoyTUTENbHO
cobumpaTb 06pa3ubl nocne eabl yepe3 40 MMHYT - 1 yac. Bo3MOXHO ) .
TaKxe OCyLLl,eCTBVlTb 3a60p KpOBVl M HaTOLLAK. s He kacadTech nﬁnac‘m. APGNUTANHOK beBmﬂ
Ha kapTouke-dunbTpe 0693aTeNbHO A0MKHbI 6bITh YETKO YKa3aHbl
ONO, keM M OTKyAa HanpaefeH MauueHT, AaTta POXAEHUs W

TenedoH nevauwlero Bpayva (PUCYHOK 2).

ObpaseL cyxoro nsTHa KpPOBM BKNAAbIBAETCA B YMCTbIN KOHBEPT,
nmbo B uucTtbii  dann. KapTouyka-punbTp  He  AO0JIKHA
conpukacaTbCs C rps3HOM MOBEPXHOCTbIO M € obpasuamu Apyrux

*  Kanaw 4oasHb NONHSCTLKE NPONHTATE KPYEKW € 06PaTHOH CTOROHLS

nauMeHTOB. Heobxoanmo NpUIOXKNUTb K obpasuam
MHMOPMMPOBAHHBLIE COTNAcKUs  MauMeHTa WM €ero  3aKOHHbIX
npeacraBuTene Ha nposefeHne nabopaTopHbIX NCCIeA0BaHNIA PucyHok 1. O6pasell NMpaBUAbLHOFO HaHeECeHUs! KPOBM Ha
KapTouKy-duUnbTp

—— —— - - -
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PucyHok 2. O6pasey kapToukn-bunbTpa

ANTOpUTM JeiCTBUII MeTUIIMHCKOTrO IepCoHa/Ia IMPY B3ITUM 00pa3IioB KPOBU

® BBIMBITh PYKU (TUTMEHUUYECKIII YPOBEHbD), HAJIETh IePUATKMH;

e BBIMBITH PYKM IaIMeHTa (IISITKY pebeHKa, B cJiyyae, eciv KpOBb 0epeTcs U3 IISITKN);

e TIpOoTepeTh 00JIaCThb IMPOKAJIbIBAHUSI CTepWIbHON candeTkoii, cMoueHHO 70% crnupTom,
IIPOMOKHYTb CyXOJ CTepUIbHOV candeTKoi; - MPOKOJOTh CTEPUIBHBIM OIHOPA30BbIM
ckapu@uKaTopom;

® CHSITb IIEPBYIO KAIlJII0 KPOBY CTEPUJIBHBIM CYXMM TaMIIOHOM;

® MSTKO HaJaBUTh JJ1s1 TIOJTyUeHMsT BTOPOJi Karjiv KpOBHU;

* TIPWIOKUTD IEPIIEHAUKYASIPHO TeCcT-0/laHK K Kalljle KPOBM M MPOIIUTAaTh €ro KPOBbIO
HAaCKBO3b;

® aHAJOTMYHBIM 00pa30M HaHeCTU Ha TecT-OjaHK 6-8 Kariesb, BUJ IISITEH KPOBU IOJKEH
OBITh OOMHAKOBBIM C 00X CTOPOH.



® BBICYIIUTh TeCT-0JJaHK B TOPM3OHTAJbHOM IIOJIOKEHMM HA UUCTON 00e3KMpPeHHOI
TIOBEPXHOCTH He MeHee 4 4 6e3 IIpuMeHeHMs TeIIOBO 00paboTKY 1 MOIagaHMsI IPSIMbIX
COJIHEYHLIX JIyYei;

® YIIAaKOBAaTb TeCT-OGJIAHKM B UMCTBIII KOHBEPT TakKMM 00pa3oM, UTOOBbI MSTHA KPOBU He
COTIPUKACAJACD.

Oco6eHHOCTY TPY MHQPY3MOHHOM Tepanuu

HekoTopble mMalMeHTbl MOTYT IOdAy4aThb MHQY3MOHHYIO Tepamnuio, IepelauBaHue
KOMIIOHEHTOB KPOBU, UTO MOKET OKa3aThb BJIMSIHME Ha pe3yabTaThl TeCToB. Haripumep, mpu
repeMBaHUM TIIa3Mbl KPOBM MOTYT OBITH MOMYyUYEHbI JIOKHO-OTPUIIATE/IbHbIE Pe3Yy/IbTaThl,
TaK Kak ornpepensieMble pepMeHTbI HAaXOSITCS B TiJIa3Me U B KJIeTKaxX KpoBu. PekoMeHayeTcst
OCYIIEeCTBUTh 3a00p KpoBU 1Jist epMeHTHO U THK-muarHocTuky He paHee yem uepes 6-7
OHe! TIowie TIlepe/iMBaHMs IUIa3Mbl KpOBM U uepe3 7-10 nmHeil mociae mnepenuBaHUS
KOMITOHEHTOB KPOBMU.

He momyckaeTcst 3a60p KPOBU:

e Cpasy mocjie IMpoBeaeHMs NauyeHTy MHQY3MOHHO Tepanmnu;
® Cpasy nocjie 3aMeHHOTr0 MepeIBaHusI KPOBUA.

XpaHeHMe ¥ TPAHCIIOPTHUPOBKA OMoMaTepuaia

O6pasiibl BBICYIIIEHHBIX ISITeH KPOBM MOXKHO XPaHUTb B OOBIYHOV KaMepe XOJIOAMIbHUKA
npu +4 C go ornpaBku. CpoOK XpaHeHUs OO MOMEHTA OTIIPaBKM He [OJIKeH IpeBbIlaTh 7
nHeli. ECi XpaHUTD [o7blie U Tpyu 60see BbICOKO TemIiepaType, TO aKTMBHOCTb (pepMeHTa
Iayke B HOpMe MOJKeT CHMKATbCS, UTO IPUBeAeT K JIOKHO-IIOIOKUTEIbHBIM pPe3yIbTaTaM.

IIpunoxxeHue A3.5. Tect 6 MUHYTHO X0AbObI (6MTX)

6MTX - TeCT 6-MUHYTHOW XOAbObI

CnemyeT IIOMHMTb, UTO [JIsI [AHHOTO TecTa MMEIOTCS Cemyiolue abCoII0THbIE
IIPOTUBOIIOKA3aHMSI: OCTpasi O00/Jb B TPYAHONM KJIEeTKe, TeKOMIIEHCMPOBAHHAsSI CepaedyHast u
IbIXaTe/JbHas HeJOCTaTOYHOCTh, OCTPhIe 3ab0jeBaHMs, JMXopaaKa, 3a001eBaHMs OIOPHO-
IBUTaTeIbHOTO arliapaTa, MPensiTCTBYIOIINE BhIITOTHEHUIO IIPOOHI.

K oTHOCKUTETbHBIM MPOTMBOIIOKA3aHMSIM MOKHO OTHECTM BBIPAXKEHHYIO OpaayuTaxuKapauio,
BBICOKYIO apTepMabHYI0 TUIIePTEeH3MIO M BO3pacT pebeHKa. MajbliliaM TPyJIHO OCO3HATh U
MCITIOJTHUTD BCe MpaBuia TecTa, I03TOMY OH peKOMeH0BaH /ISl IeTeil OT 5 JieT u cTapiie.

Ecmu manyueHT HaxXOAMUTCS Ha ITOCTOSIHHOM KMUCIOPOMHONM TMOHJIEep:KKe, CKOPOCTb MOmaum
KMCI0POIa Ipy MPOBeleHUM TecTa JO/KHA COXPAHSThCS B COOTBETCTBUM C IIpeAIcaHeM
Bpaya, Ha3HAYMBIIIETO ¥ KOHTPOJMPYIOIIEro TeParmnio.



[IpoBemeHye TecTa HEOOXOAVIMO HEMEAJIEHHO IMPEeKPaTUTh B CJiyuae BO3HUMKHOBEHMS 601N B
TPYOM, CWIbHOW ONBIIIKM, CYIOPOr B HOTrax, TOJIOBOKPYKEHMs, IOTE€pPU YCTONUMBOCTH,
HapacTarollei ¢J1aboCTy U SIBHO 6/1eJHOCTH.

6MTX mpoBOAUTCS B IMOMeEIEHUM, XOPOIIO 3HAKOMOM IMalMeHTy, MMeIleM JOCTaTOYHO
IJIVHHBIN KOPUIOP C TBEPABIM IOKPbITHEM. [ITMHA MTPOXOAMMOrO0 MyTU AOJKHA COCTABJISITD
He MeHee 30 MeTpOB C pa3MeTKOV Kaxkable 5-10 mMeTpa, a Takke TOUKaMM ITOBOPOTOB/
pa3BopoToB. Ha 060X KOHIaX IMyTU HY)XKHO pasMeTUThb Kpecsia AJisl MOATOTOBKM U OTHbIXa
naiueHToB. Kpome TOro, Heo6XoAMMO M03a00TUTHCS O HAAMUMM UCTOUHMKA KUCIOpOAa U
medubpuIaTOpA.

Taxske 1J1 TeCcTa BaM MMOHA00UTCS TOHOMET], Yachl C CEKYHIHO CTPeKOI, ITy/IbCOKCUMETP
1 TenieoH. TeCcT peKOMeHyeTCsl TPOBOAUTDL B YTPEHHME Yachl TTOC/Ie Jerkoro 3aBTpaka. Ha
MalyeHTe JO/KHA OBITh YO00HAsI OIeXKIa M IMOAXOISINAS IJISI TPOTrYIKY 00yBb. 3aIIpelieHbl
MHTEHCMBHBIE (pU3MUYeCcKue Harpy3KuM MeHee uUeM 3a JiBa 4Yaca 0 MCIbITaHus. JleueHue
MalyeHTa IPOXOAUT B OObBIYHOM pexyme. EwiM B MNOBCeOHEBHONM KM3HM PeOEHOK
MICTIONIb3YeT IJISI XOAbObI TPOCTb, KOCTBUIM MJIM XOMYHKM, CJI€IyEeT OCTaBUTh UX U JIJISI TECTa.
[Tepen Haua/yioM IIPOOBI MALIMEHTY HEOOXOAMMO M3MEPUTD apTepUaIbHOE TaB/IeHNe, YACTOTY
CepOeuyHbIX COKpallleHNi1, YaCTOTY AbIXaHVs, IIPOBECTU IYIbCOKCUMeTpuIo [30]

TecT 6-MMHYTHOVM XOABbOBI 3aK/JIIOYAETCSA B TOM, YTO PEOEHOK MO/DKeH 3a 6 MMHYT
MMPOMTU MaKCMMa/IbHO BO3MO’KHOE [JisI ce0sl pacCTosiHMe Ha Tpeke B KOMGOpPTHOM
OIS ceOs1 TeMie. 3amnpeliaeTcss MepexoAuTh Ha Oer WM IIPbDKKM, HO MOXKHO
3aMeIJIMThCSI WJIM OCTAHOBUTHCSI, €C/IM BO3HUKAET TaKasl IOTPeOHOCTh.

IIpunoxxenme A3.6 OCHOBHbIE MepPONIPUSITUSA IIPY OKa3aHUY ITOMOLIU
nanuMeHTaM C a//Iepruuyeckon peakiuen Ha npemnapar [31].

Annepruyeckas peakuns (AP)

OCTaHOBUTb MHDY3UIO

OueHUTb CTeneHb aJ'IJ'IepFVIl-IECKOI‘/JI peakuunn

Jlerkasi AP: nuxopaaka, NoKpacHeHWe, CbiMb, JIErkas KpanueBHULA. Tskenas AP: BblpaeHHas KpanuBHMUa, OTEK Jnua,
3aTpyLHEHHOE  AblXaHue, nposiBNeHuns cepaeyHom
HEeAoCTaTOYHOCTM U Ap.

nbynpodeH wunum napauetamon**, aHTUrMCTaMUHHbIE CpeACTBa néynpodeH wuam napau.eTgMon**, AQHTUIMCTaMUHHbIE

CUCTEMHOrO AENCTBUSA B BO3PACTHOM A03UPOBKE CpeacTtBa  CUCTEMHOro  AEWCTBUSA,  KOPTUMKOCTEpPOUAbI
CUCTEMHOIO nencTBus (1-2 Mr/kr/cyT no
NpeaHn30N0HY**), ecnu BO3HUKHET HeobxoAMMOCTb -
snunHedpur** .1

HabntoaeHue 3a nNaunMeHToM

MpoAo/mKaeTcs peakumsa Ha BBeAeHUe HeT peakuun Ha BBeAeHUe

OCTaHOBUTb MH(PY3UIO U HE BO30OHOBNATb B 3TOT AEHb Mpoao/mKUTb MHPY3UO Ha HEBONLLLONM CKOPOCTU

Cneayrowyto MHQY3n0 NpoBoANTb Ha HeEBONbLION CKOPOCTK nocne npemeankaumm (MOBTOPUTb MpeabIAYLLY CXEMY).




1 OcuoBHbIe MepONpUSITUSI TIPY OKa3aHMUM TOMOIIM IaliMeHTaM C aHa(pWIaKTUYecKoi
peakiuei cm. Ilpunoxenue A3.7

IIpunoxenme A3.7 OCHOBHBIE MEPOIIPUITHUS IIPU OKA3aHUM ITOMOIIU
nanMeHTaM ¢ aHadmiakTudeckoii peakumeii [32,33].

1 lMpekpaTuTe BHYTPUBEHHOE BBeAEHWE TeparneBTUYECKOro JieKapCTBEHHOro CpeAcTBa, KOTOPOE Bbi3blBAET
aHad)vmaKcmo unn, ecnn naumeHT Hadyan otMe4vyaTb UISMEHEHNA B obwem CaMOu4yBCTBUU

2 OueHnTe KpoBoobpaleHue naumeHTa (NynabC), NPOXOAUMOCTb AblXaTefbHbIX MyTel (4acToTy AblXaHus),
NMCUXMYECKOE COCTOSIHME, YPOBEHb CO3HaHUs, apTepuasibHOe [AaBlieHWe, HalnMyue KOXHbIX MpOosiBNEHUN,
yTOYHUTE Maccy Tena

3 BBeaute snuHedppuH** BHYTpMMbIWLEYHO B NepedHe-60KOBYIO noBepxHocTb 6eapa), 0,01 Mr/kr (Makcumym
0,3 Mr peram 6-12 net; 0,15 Mr pgeramM po 6 nert). 3anuwute BpeMsi, BBEAEHHYI [03Yy UM, Npu
HeobxoaumocTn, noBTopuTe 4Yepe3 5-15 MUH. DBOAbWMHCTBY NaumMeHTOoB Heobxoammo 1-2  [o3bl
anuHedpuHa**,

He pekomeHayeTcs BBeAeHMe B OAHO MecTo 1 Mn u 6onee anuvHedpuHa**, Tak Kak, obnagas 6onblnM
COCYAOCY>XMBAKOLWNM AENCTBMEM, OH TOPMO3UT N COBCTBEHHOE BCacCblBaHMeE.

4 MonoXxuTe MauMeHTa Ha CMUHY ecli UMEETCS PeCnMpaTopHbI AUCTPEcC W/UAn pBoTa; MOAHUMUTE HUXHUE
KOHEYHOCTM (MauWMeHT He JAOJIKEH CTOSTb, CUAETb WAM ABUraTbCs, MOCKOJSIbKY 3TO MOXET MpUBECTU K
BHE3aMHOM CMepTU B Cydasx TsHKenon aHaduiakTouaHo peakummn). 3anpoKuMHbTE U NMOBEPHYTb B CTOPOHY
rofioBy, BbiBEAWUTE BMepes W BBEPX HUXKHIOW YesoCTb, MPUOTKPOWTE poT, 3aduUKCUpyiTe A3blK, yaanuTte
CNN3b U3 BEPXHUX AbIXaTeNbHbIX NMyTel, eCn B 3TOM NOsiIBUIACk HEO6X0AMMOCTb.

5 Mpn NokasaHusax AanTe AONOJHUTENBHO KMcnopos (6-8 n/MUH) Yyepe3 Macky nnun opodapuHreanbHyo TpyoKy
(Bo3ayxoBoa opodapuHreanbHbln)

BAXXHO Beta - agpeHobnokaTopbl yMeHbLIalOT TepanesBTuyeckui addekT annHedpuHa**. YcunusaloT nobouyHble
addekTbl annHEdPpUHa** CMMNaTOMUMETUKIN, AUTOKCUH**,

IIpunokenue A3.8 PacmindpoBka npuMedaHUi

** — mpemapaT BXOIUT B IIepeueHb KM3HEHHO HeOOXOIMMbIX ¥ BasKHEMIINMX JIeKapCTBEHHbBIX
npenapaToB (Pacrmopsbkenne IlpaBurtenbctBa P® or 12.10.2019 N2  2406-p) «06
YTBEPXKOAEHMUM TepeuHsi >XMU3HEHHO HeOoOXOOMMBbIX M BaKHEMIIMX JeKapCTBEHHBIX
nperiapatoB Ha 2020 rom, a TakkKe IlepeyHell JieKapCTBEHHBLIX IIperapaToB i
MeOUILVHCKOr0 IPUMEHEeHMSI M MMHMMAJIbHOTO aCCOPTUMEHTA JIEKapCTBEHHBIX IIpPerapaTos,
HEOOXOOMMBIX [IJISI OKas3aHMs MeIOMUIMHCKOM IOMOIIM») (C M3MEHEHMSIMM, BHECeHHbIMU
Pacrnopsokennem IIpaButenbctBa PO ot 23 Hos6ps 2020 1. N2 3073-p «O BHeceHUM
M3MeHeHuit B pacropspkeHne ITpaBurenbcrBa PO ot 12 okTss6pst 2019 1. N2 2406-p.)

# - npumeHeHue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKUMU JI€KaPCTBEHHOTO
CcpeAcTBa MOKa3aHMIt OCYIIEeCTBISIETCSI TI0 pellleHMI0 BpauyeOHOVi KOMUCCUM, C pa3pelieHnst
JIOKaJIbHOT'O 3TUUECKOT0 KOMUTETAa MeAUIIMHCKOM OpraHm3anum (IIpy HaJIMUNUM), C yCI0OBUEM
MOATIMCAHHOTO MHMOPMMUPOBAHHOIO COIVIACUSI POoAMUTeseli (3aKOHHOTO ITpeCTaBUTENSsI) U
raiyeHTa B Bo3pacTe cTapiiie 15 jeT;

- MeOMIMHCKOe Wu3aenue, MMIUIAHTMPYEMOE B OpPraHM3M ueJoBeKa MpU OKa3aHUU
MeIUIIMHCKOM IIOMOIIM B paMKax IMMPOTpaMMbl T'OCyIapCTBEHHbIX rapaHTUii OeCIIaTHOTO
OKa3aHMs rpakJaHaM MeAULIMHCKO ITOMOIIN.



Uona mereit crapiie 3 meT; paccTrosiHue, MpoiimeHHOe 3a 6 MUHYT (TIPeSIIOYTUTEbHBIM
SIBJISIETCSI TOT K€ MPOMEXKYTOK BpPeMeHM, UTO U B MpeAbIAyIIUX TeCTaxX 3TOTO IalMeHTa);
YMCJIO CTYIIEeHEe, MPOAeHHbIX BBepX 3a 3 MMHYThI. OLleHMBAIOTCS [OKa3aTeau caTypauun
Sp0O2, 411, YCC mo 1 mocjie Harpy3Ku.

2 DQ wm Kosadpobuument ymcrBenHoro passutus (KYP) - cmoco6 cpaBHeHMS
VIHTeJUIeKTYalbHOTO  Pa3BUTMSI, CBOJICTBEHHOTO [JAaHHOMY BO3PacTy (YMCTBEHHBIX
CIIOCOGHOCTe)i pebeHKa IO OTHOIIEHMI0O K ero CBepcTHMKAaM), C XPOHOJIOTMYEeCKUM
BO3pacToM ((pakTuyeckM BO3pacToOM pebeHKa).

KVP paccunTbiBaeTcsl [ejeHueM MHTeIeKTYaJlbHOTO BO3pacTa Ha XPOHOJIOTUYECKUN U
yMHOXXeHMeM Ha 100 gjist mosmydyeHus 1enoro uncna. Cpegauii Ko3Q@uIMeHT yMCTBEHHOTO
pasBUTHUS [IJ1s1 IIOOOTO Bo3pacTa cumtaeTcst paBHbIM 100.



ITpunoxenuue b. AjiropuTMsbl IeiCTBUI Bpauya
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ITpunokenue B. Undopmanust ajisi mamyeHTa

Cunapom Maporo-Jlamu

Cunpgpom Maporo-Jlamu miu mykononncaxapuzos VI (MIIC VI) — ogHa 13 caMbIX penKux
dopm mykomonmcaxapuaosoB (MIIC). BmepBble 3aboneBaHme omucanu B 1963 romy nBsa
dpaHiry3ckux Bpaya Mapoto u JlamMu, OHM CUMTalIM, YTO 5TO BapMaHT [IPYroro
myKornonucaxapuaosa (cuHagpoma I'ypimep (MIIC I) ¢ coxpaHHBIM MHTEJJIEKTOM). B cBoeit
cTaTbe aBTOPHI ommcaay Hamubojee Tsoreayio Gopmy MIIC VI, mosske BBISICHUIIOCH, UTO 3TO
3ab60J/ieBaHMeE OUYeHb MHOTOIMKOE U CYIIIeCTBYIOT pa3Hbie, B TOM uMcie 6osiee jgerkue, GopMbl
6omesunu. MIIC VI - oueHb peakoe 3abojeBaHMe, MOKHO Jaske CKa3aTh, yabTpapenkoe. ITo
OLlIeHKaM CIIeLMaJIMCTOB, OHO BCTpevaeTcs Bcero Jjuilb y opgHoro m3 300 000-400 000
HOBOPOXXIEHHbIX.

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.

IIaTorenes

ITpu BCeX MYKOITO/IMcaxapuao3ax HapyIllaeTcs obmeH (pacuierieHue)
rauko3aMuHomIMKaHoB (TAI) — 0C00BIX CTPYKTYpPHBIX KOMIIOHEHTOB COeIVMHUTEeIbHOM
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 ApyruxX TKaHeu. ['AI' comepskaTcs B BSISKOM CUMHOBMAJTbHOM >XUOKOCTH,
KOTOpAasl YBJIAXKHSIET CYCTaBbl, BXOIST B COCTAB CYCTaBOB U CYXOXXWJIMI, KIaIllaHOB cepaia. B
HOpMe MPOMCXOIUT ITOCTOSHHBIN IIpoilecC obpa3oBaHMs «HOBbIX» ['Al' U pacierieHue
«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.

YV Bcex mauyeHToB ¢ MIIC orcyrcTByeT (depmeHT (0co0blit Ajst Kakmoro tuma MIIC),
KOTOPbIN HeoOXomum IJis paciiernyieHus onpenenenHoro I'ALL YV mauuenTos ¢ MIIC VI tuma
OTCYTCTBYyeT (epMeHT, Ha3biBaeMblii apuicyiabdarasza B, KOTOpbIi HeOOXOaAUM [IJist
pacimierienusi AT -  nmepmaraHcynbdarta. HepaciierieHHbIi — JepMaTaHCy/IbdaT
HaKaIUIMBAeTCsI B KJIeTKax, Hapyias ux pabory. JepmaTtaHcyabdaT HaXOOUTCS, TIAaBHBIM
00pa3oM, B KOCTSIX ¥ COeIVMHUTEIbHON TKAHU M er0 HaKOIlJieHMe, IpeXae BCero, BbI3bIBAaeT
MHOYeCTBO MP06JieM CBSI3aHHBIX CO CKEJIETOM.

MIIC VI Tuma OTHOCUTCS K JIM30COMHBIM 00jIe3HSIM HAKOILIeHUSs. B mm30ocomax (OpraHesib
KJIEeTKM) MPOUCXOOUT paclleryieHe KPYMHbIX MOJIeKY/ (MaKpOMOJIEKY), TAKUX, KaK JKUPBI,



6esKM, ITIMKO3aMMHOINIMKAHbI, IMMKOreH. IIpy pasHbix ¢dopmax O0Jie3HM HapyIIaTCS
pasHble CTaaAus paciiernaeHns STUX MaKpoOMOJIeKyII.

HacnepnoBanme cuHapoma Maporto-J/lamu

CunapoMm MapoTo-JIaMu — OTHOCUTCSI K HaC/Ie[CTBEHHBIM 3a00/IeBaHMUSIM M HACAeIyeTCs 10
ayTOCOMHO-PELIeCCMBHOMY TUITYy. DTO 3HAUYMT, YTO OOJIE3Hb IIPOSIBISIETCS TOJBKO B TOM
crydae, eciiy 06a poauTesis SIBASIOTCS HOCUTENSIMM 60/ie3HU U, XOTSI caMM OHM He 0O0JeloT,
repenalT pebeHKY OBa MOpPa)KeHHBIX TreHa (M0 OJHOMY OT KaXKIOTO M3 poauTesei).
BO/IBIIMHCTBO ceMeii, Ifie eCTb pebeHOK C 3TUM 3ab0eBaHMeM, He CTaTKUBAIMCh PaHbIIe C
IOJ06HOI MMpobemMoii. Puck moBTOpHOTO poskaeHust pebenka ¢ MIIC VI B cembe, rae yxke
eCTh MalMieHThI JeTCKOTO BO3pacTa, CoCcTaB/seT 25% Ha KaskIyio 6epeMeHHOCTb.

Bce cembum ¢ MIIC VI p[omKHBI 00SI3aTE/bHO  IPOMTU  MEOUKO-TE€HETUIECKOe
KOHCYJbTUPOBaHMEe U TOMYYUTDh TMOAHYI0O MHGPOpPMAIMI0 OT Bpaya-TeHeTMKa O pUCKe
TIOBTOPHOTO IIPOSIBJIEHMSI JAHHOTO 3a00jieBaHMsI B ceMbe, OOCYIUTh CO CITeLMaJMCTOM BCe
BOITPOCHI, CBSI3aHHbIe C HacjaemoBaHMeM 3abosieBaHus. B Poccunm Menyuko-reHeTuueckue
KOHCYJbTallM paboTaloOT B KasKIOM permoHe.

Kak ycraHaB/IMBalT AUarHos?

Bpauu Ha OCHOBaHMM KIMHUYECKUX CHMMIITOMOB MOTYT 3amom03pUTh 00le3Hb. 3aTem
MIPOBOASITCS TaOOpaTOPHbIE TECThI M MHCTPYMEHTAJIbHbIe MccienoBaHus. [I0CKOIbKY pa3Hbie
Tunibl MIIC oueHb TIOXOXKM II0 CBOMM KJIMHMYECKMM IIPOSIBJIEHUSIM, HE0OXOOMMO
MOATBEPAUTH AMArHO3 C ITOMOIIbIO Ta00paTOPHBIX METOIOB.

[TopTBepxkpatoias auarHoctuka MIIC 3akiouaeTcs B onpeneieHun ypoBHS dKCKpeuuu Al
B MOYe U U3MepeHUM aKTUBHOCTU (DepMEHTOB B KJIeTKaX KPOBU, IISITHAX BbICYILIEHHOI KPOBU
WM KYJIbType KOXHbIX (PuopobmactoB. asgs MIIC VI mpoBomgT ompeneneHue aKTUBHOCTU
apwicynbdartasbl B. B manbHejiliem pekoMeHayetcs: mpoBeneHne JTHK auarHoctuku (ecin
aKTUMBHOCTb (pepMeHTa Obljia CHUKEHA).

[IpoBemenmue J1abOPAaTOPHON AMATHOCTUKM JISI ITIOATBEpPKIEHMSI AuarHosa KpaitHe
HeoOX0IMMO, TaK KaK OT 3TOTO 3aBMCUT BBIOOP JieUeHMsI, [IPOrHO3 TedeHMsT 3a60/IeBaHuUsT U
orpeneieHye TUIla HacJIegoOBaHMsI O0Ie3H.

Knuanueckue nposiBjiieHus: cuHapomMma MapoTo-J/lamu

Cunapom Maporo-Jlamu - TmIporpeccupyioiiee MyJIbTUCUCTEMHOe 3abojeBaHue u y
manyeHTa ObIBAIOT IOpakeHbl HE TOJIBKO CKeJIeT M CYCTaBbl, CTPAAAlOT TaKkKe HepBHas
cUCTeMa, OpTaHbl 3peHMs, CJIyXa, CepAeUHO-COCYAMCTAas i OPOHXO-/IETOUHAsT CUCTEMBI.

CrerieHb BBIPaKEHHOCTM KIMHUYECKMUX TIPOSIBJIEHMIA TIIpU CcuUHApoMe Maporto-Jlamu
pasnuuHa. Vi3BecTHBI U KpaliHe TspKesble GOpMbl 3a0071€BaHMsI, KOTOPbIE TTPOSIBISIIOTCS Y)Ke B
paHHeM [eTCTBe, M AOBOJbHO JierkKue, Msrkue Gopmbl 601e3HU. B HEKOTOPBIX CIydasx



Ha/IMuue cuHapoMa MapoTo-JlaMu He BAMSIET Ha MPOAO/DKUTEIbHOCTD JKU3HM HalYeHTa, HO
KauecTBO X13HU, 0e3yCIOBHO, CTpaiaeT Ipu Bcex opmax 601e3HN!.

OcHoBHasI 3ajaya Bpadeil, OJM3KMX UM CaMOro MauyeHTa C cCMHApoMoM Mapoto-Jlammu —
coenaTh SKM3Hb MaKCHMMAajJbHO KOM@OPTHOM, CHU3SUTH PUCK TIKEIbIX OCIOKHEHMIA,
3aMeJIUTh IIPOTpeccupoBaHye 00Ie3HM, CMITYUTh OCHOBHbBIE CMMIITOMBI 3a00/1eBaHMSI.

Ianee TpuBeneHbl OCHOBHbIEe IPOOAEMBbI, C KOTOPHIMM CTAJKUBAIOTCS TAIMEHTbl C
cuHApoMoM MapoTo-Jlamu, HO 3TO He O3HauaeT, UTO OHM 00s13aTeNbHO OYAYT Y KaXXIoro
naieHTa. 3abosieBaHye MPOTeKaeT OUueHb IT0-pa3HOMY, IaXke B OJTHOI ceMbe.

Pannee pasButue, poct

[TocTaBuTh  OMarHo3 cuHApoma MapoTo-JlaMmy  HOBOPOXOEHHOMY  IPAKTUYECKU
HEBO3MOXXHO, TaK KaK HalllM IalMeHTbhl POXKIOAITCSI B CPOK, C HOPMAaJbHBIMU POCTO-
BECOBBIMM IMOKasaTeassMu. POCT 3aMejisieTcsi, KOra MaJIbIIM JOCTUTAIOT BO3pacTa Tpex-
gty jeT. IlauMeHTsl ¢ TsoKenoil (GopMoit 3abo0/ieBaHMSI OOBIYHO ITPEKpaIlaloT pacTu B
BO3pacTe BOCbMU JIeT — UX POCT He mpeBbimaer 110 c¢cm. Jpyrue mamyueHThbl MIPOLOIKAOT
pacTu 10 MOAPOCTKOBOrO Bo3pacTa u gocturaioT 152 — 160 cm. Ilpu yerkoit popme pocT y
MalMeHTOB, Kak IIpaBMJIO, HUKe YeM Yy 3[I0POBbIX CBEPCTHMKOB, HO ObIBaeT ¥ TMOUTU
HOPMaJIbHbIM.

BHenrHme oco0eHHOCTH

BHentHuit Bu, MaIMeHTOB C TsbKeaoi dhopmoit cuHapoma MapoTo-JlamMy HeOObIUeH — OHU
Oo7bllle TTOXOXM APYT Ha [pyra, yeM Ha CBOMX pPOIOUTeseil U 340pPOBbIX OpaTbeB U cecTep.
M3MeHeHMSI B CTPOEHMM UX JIUI[ 0003HAUAIOT CIlelMaJbHbIM TEPMMUHOM <«Taprouan3M»
(orpyGsieHme 4epT): KpyIlHas ToJIOBA, KOPOTKAas Ies, KPyIjaoe JUI0, IIMPOKMUIA HOC C
IIMPOKOM U IIJIOCKOM ITepeHOoCULIe.

[Ipu yierkoii U IMpoMeKyTOUHOI ¢GopmMe 3abojeBaHMSI BHEIIHME OCOOEHHOCTM Y IallMeHTa
CTOJIb HE3HAUMTENbHBI, UTO UX BUASAT TOJIbKO Bpauu, a GM3KMe ¥ 3HAKOMble He 3aMeyaroT
HUYEro HeOObIYHOTO.

YV maumentoB ¢ MIIC VI koka To/JCTass M >KeCTKasi, UTO 3aTPymHSeT 3a00p KpOBU U
MCIIOIb30BaHMe BHYTPUBEHHBIX KaTETEPOB.

CKEJIeT, OIIOPHO-ABUTraTe/JIbHasaA I KOCTHO-CyCTaBHas CUMCTeMa

V nauyentoB ¢ MIIC VI Ttuna, kKak U Opu Bcex Apyrux dhopmax MyKOMOJMCaxapuao3oB,
CYIIeCTBYIOT IIPo6JieMbl ¢ opMMpoOBaHMEM U POCTOM KocTeii. [TopaskeHe MHOTMX KOCTei ¢
M3MeHeHMeM uX (OpMbl Ha3bIBAalOT MHOXXECTBEHHBIM IM30CTO30M. [Ipu Tskenoii popme
cuHapoma Maporo-JlaMu u3MeHsIeTcsl CTpoeHMe MO3BOHKOB. OOMH MM [Ba IIO3BOHKA B
cepelyHe CIIMHbBI ObIBAIOT MEHbIIle, YeM OCTajibHbIe, U CIerka CABMHYTHI. Takoe cMelleHMe
II03BOHKOB MOPOi1 CTAHOBUTCS MPUUYMHOI Pa3sBUTUS MCKPUBJIEHMUS MMO3BOHOUYHMKA (KUDO3
muau rop6). OGbBIYHO MpPM JAaHHOM 3a00JieBaHMM MCKPUBJIEHME TMO3BOHOYHMKA TOBOJIbHO



JIeTKOe ¥ He HYXIaeTcs B JiedeHuM. EcauM MCKpuUBIeHME TMO3BOHOYHMKA MM CKOJMO3
MIPOTPeCCUPYIOT, TO TpebyeTcs MeaUIIMHCKasT TOMOIIIb.

Camble cepbe3Hble, OTIaCHbIe U XM3HEyTposKamwIiue mpobieMbl CBSI3aHbl ¢ TedbopMmaliueit 1
OCOOEHHOCTSIMU CTPOEHMSI IlIeffHOro oTHesna. Ecau CIMHHOI MO3T OyAeT cAaBjieH WiIn
NoBpeXxaeH (liefiHas MueaonaTusl), HapyllaeTcsl MHHepBalusl BCeX YacTell Tesa, 4To
TpUBeIeT K 1abocTy (BsUIBIN TMape3) MbIIIL, HapyIIeHUsIM MpU Xoabbe, MHOTAA Jaske K
3aTPYSHEHMSIM C IbIXaHUEM.

TyromogBMs>KHOCTh CYCTABOB XapaKTepHa sl Bcex (hopM MyKoIloiaucaxapumo3oB. C romaMmu
TYTOIOABVKHOCTD CYCTaBOB MOYKET ITPOTPECCUPOBATH U CTATh IPUUMHOI OOJIN.

l3-3a orpaHudeHus] IMOABMKHOCTM CYCTaBOB M OCOOEHHOCTEN CTPOEHMUSI MEJIKUX KOCTei
KUCTH, MaJIblibl PYK CTAHOBSITCSI KECTKUMM U UCKPUBJSIOTCS, (OPMUPYSI TaK Ha3bIBa€MYIO
«KOTTUCTYIO KUCTb».

l3-3a TYronoaBMsKHOCTM KPYITHBIX CYCTABOB M OCOOEHHOCTEN CTPOEeHMs KOCTel IallleHThbI
XOISAT CO CJIeTKa COTHYTBIMM KOJIeHSIMU U OempaMu. Y HEKOTOPBIX IaIlMEHTOB Pa3BUBAETCS
X-06pa3Hoe MCKpUBJIEHMEe HIDKHUX KOHEUHOCTel (BajbrycHas aedbopmaiinst). BoabIIMHCTBO
Bpaueil cuuTaeT, YTO JaHHasl Aedopmalusi HOCUT IIPUCIIOCOOMUTENbHbBIN XapaKTep, IoMorast
MalUeHTy paclpenensaTh Bec, TI03TOMY OIIepaTUBHYIO KOPPEKIVIO B paHHEM BO3pacTe JIyulie
He MpoBOAUTb. Kpome TOro, B CBSI3U CO C1a0OCThIO CBSI30YHOTO arlfapaTta M HapylleHeM
CTPYKTYPBI KOCTe}, omepauusi He Bcerga IPUBOAUT K OXUAAEMOMY pe3yabTaTy -
nedopmalysi BO3BpalllaeTcs CITyCTs KaKoe-TO BpeMsl.

B psize ciyyaeB BO3HMKaeET MOpakeHMe TOJIOBOK OepeHHBIX KOCTel (acenTuyecKuii HeKpo3s),
YTO MIPUBOAUT K 60/IeBOMY CMHIPOMY U M3MEeHEHUIO TTOXOAKM 110 TUITY "YTUHOI "

OpraHbl JbIXaHUS

HapyiieHne mbIxaTelbHOM CUCTeMbl y manyeHTOB ¢ MIIC cBsI3aHO KaK C OCOOE@HHOCTSIMU
CTPOEHUS CKeJleTa, XpsIleii Tpaxen u pebep, Tak U ¢ HakorieHueM I'Al' B MSITKMX TKaHSX
(YBeIMUMBAIOTCA aAeHOUbI, CIM3UCTbIe, BBICTUIAIONIME ObIXaTeJbHble ITYTU, CTAHOBSITCS
PBIXJIBIMM, TUIIEPTPOPMUPOBAHHBIMM, B pe3yjabTaTe Yero IPOCBET [bIXaTeJbHbIX ITyTel
YMEHbIIIAeTCs).

Ba)kHO MMOHMMATh, YTO HEJOCTATOUYHOE CHAOKeHMe TKaHel KUCIOpOAOM (TUIIOKCUS) BAUSET
Ha (QYHKIMIO BCEX OPraHoOB, IO3TOMY Y/yullleHMe AbIXaTeJbHON (QYHKLMM — OOHA U3
repBOOYEPeHbIX 3aa4.

[Ipo6sieMbl C [bIXaHMEM YCYTyosisieT M3MeHeHHOe CTpOoeHMe TPYAHONM KIeTKMU: TpymHas
KJIeTKa <«KeCTKasl» M He MOXeT IBUraThCsl CBOOOAHO, He TO3BOJISIET JIerKMM HabpaThb
60nbI1I0V 06beM BO3MAyXa. DTU OCOOEHHOCTM TPUBOIAT K TOMY, UTO IMAI[MEHThI XyKe
repeHoCsAT MHMeKI MM BePXHUX AbIXaTeJIbHbIX ITyTei U TeTKUX.



[TepBBIMM CMMIITOMaM HapyiieHUs (GYHKIUM BepXHUX AbIXaTe/bHbIX ITyTeil MOTYT CIYXKUTh
HOYHOI Xpall, IIyMHOe [bIXaHle, OOCTPYKTMBHOE HOUHOe allHoe (KpaTKOBpeMeHHbIe, I0
HECKOJIbKMUX CEKYH[, 3aJep>KKM ObIXaHMsI BO BpeMsl HOUHOIO cHa). Takue IIpoOsSIBIeHUSI
IO/IKHBI HACTOPAsKMBATh, TaK KakK B lajbHelIlIeM OHY MOTYT IIPOTPeCcCUPOBaTh U IMTPUBECTU K
PasBUTUIO OCJIOXKHEHMI CO CTOPOHbBI IPYTUX OPraHOB (cep/iile, TOTOBHOM MO3T).

[TanueHTHI C MIIC CK/IOHHBI K Pa3BUTUNIO OTUTOB, PUHUTOB M BOCIIAJIEHUIO JIETKMX, IOOTOMY
aHTI/I6aKTepI/IaJ'[bHYIO Tepalinio dieayeT Ha4MHAaTb YK€ Ha PaHHUX CTaAuiaX 3abojieBaHMsI.
HECOMHeHHO, HY>)KHO KOHCYJIbTUPOBATBCA CO CIIegUaJInMCTaMy, da He€ 3daHMMAaTbCA
CaMOJIeUeHMEeM.

HecMmoTpst Ha penKOCTbh M TSKeCTh 3abosieBaHMs, cjielyeT MOMHUTh, YTO BaKIMHMUPOBATH
nainyeHToB ¢ MIIC obsi3aTenbHO, TaK KakK MPUBUBKM ITOMOTalOT IIPEIOTBPATUTh pa3BUTHUE
3a00/ieBaHMIi, MMOPAKAOIIMX JIETKMEe. B TOM umciie BaXKHO He IMPOITYCTUTH BaKIMHAIINIO
MPOTUB THEBMOKOKKOBOJ MH(EKIINN.

PoToBast MoJIOCTh U 3yObI

V maimenToB ¢ MIIC VI 3y6bl MOKpPBITHI XPYIIKOV 3Maibio, YTO IPUBOAUT K OBICTpOMY
pa3BUTHUIO Kapueca.

Cep,Z[e‘IHO-COCY,I[MCTaH cucremMa

[TaTonorus cepmeuno-cocynucron cucrteMmsl (CCC) y nauuenTos ¢ MIIC niposiBisieTcs B Buae
YTOMIIEHNSI CTeHOK Cephla, M3MeHeHMI CO CTOPOHbI KJIAIlaHHOro amrmnapara (YyIUIOTHeHMe
CTBOPOK ¥ XOP[, KJIAIIaHOB), Pa3BUTUS CepLeYHOI HeJOCTaTOYHOCTH, KaK C COXpaHEeHHOM, TaK
" CO CHUYKEHHOJ COKPaTUTENbHOM CIIOCOOHOCTbIO MMOKAp/a.

@OYHKUMS KIAallaHOB, HECMOTPS Ha MX YTOJeHUe B pe3yibTaTe OTIOXeHUsT ['Al, moxer
HEKOTOpOoe BpeMs He HapyuaThcs. B mociaenyooiieM MOSBASeTCS LIYMbl, XapaKTepHble i
MUTPATbHOM (CUCTOMMYECKUI) UM aAOPTAIbHON (OUACTONIMYECKUII) HeOOCTATOUYHOCTH,
pasBuMBawLIMecs B pe3yabTaTe HeCOCTOSITeIbHOCTY KJIAIlaHOB. B fanbHeinemM ykopoyeHue
xopa, U Gubpo3 JieBOr0 aTpPUOBEHTPUKYISIPHOTO KOJbIla TMPUBOASAT K CTEHO3MPOBAHUIO
MUTPAIBbHOTO OTBepCcTUs. HemocTtaTOYHOCTh TPUKYCOUOAIBHOTO WM ITYJIbMOHAJIIbHOIO
KjlarmaHa OObBIYHO KJIMHMYECKM He AMarHOCTUPYIOTCS. Kpome ToOro, cepmeuyHas
HeJ0CTaTOYHOCTh MOXKET Pa3BMUBATHLCS C MOpPaKeHMeM IIpaBbIX OTHENOB CepAlia, [0 TUITY
XPOHMYECKOTO JIETOUHOTO Cep/ilia, B pe3y/ibraTe Aedopmaiyy rpyaHOi KIeTKU, MOpasKeHUSs
JIerKuX u3-3a orinoxkeHus 'Al' (kecTkue nerkue).

BpIOII.[HaH ITIOJIOCTH

[Tpu cuHapome MapoTo-J/Iamu 1eyeHb U Cejle3eHKa YBeJIMYeHbl M3-3a HakorieHus [AT
(remarocryieHoOMeranus). YBeauueHyue IIe4eHM OOBIYHO He IMPMBOAUT K HApPYIIEHUIO ee

byHKIMN.



ITpu MIIC, Kak IpaBMJIO, KMBOT YBeJIMYEeH B 00beMe 3a CUeT renaToOCIVIEHOMErajiuu u
@1a60CTM  MPSMBIX  MBIIIL, KMBOTA. Takke YacTO BO3HMKAIOT COUYEeTaHHbIE WU
M30JIMPOBaHHbIE TPbDKM (ITYIIOUHAsl, [MaxoBas, MaXOBO-MOIIOHOYHOM M CpeoHeil JMHUU
KMBOTA). PellleHre 0 HEOOXOAMMOCTM OINEepPaTUMBHOTO JieUeHMs OO/DKHO MPUHMMATHCS
COBMECTHO C JjievallyM BpadyoM, MMOKa3aHMeM K CPOYHOI oIlepaluu CIyKUT yileMeHue
I'PBI’KEBOTO BBINSTUMBAHUSI.

HepBHaﬂ cucreMa

[Tpu MIIC VI mHTeNIeKT He CTpajaeT — OeTU U IOAPOCTKM XOPOIIO U C YIOBOJLCTBUEM
yuarcs. MHOrMe ¢ OT/imuneM 3aKaHUYMBAIOT MIKOIY U BY 3.

[Ipy Tsokenblx ¢opmMax MOTYT BO3HMKAThb HApPYIIEHMS LMPKY/ISLINUS CIIMHHOMO3TOBOIA
KUOKOCTM. B 3TOM (Iyuae IauyMeHThl >SKaJyIOTCS Ha TOJIOBHbIe O6omm. Heobxomuma
KOHCYJbTAallMsl  Bpada-Helpoxupypra [Jisi pellleHMs Bompoca O Heob6XOmuMMOCTU
OIlepaTMBHOIO WM MeOKaMeHTO3HOTO JieueH!s TaHHOTO OC/IOSKHEeHMSI.

EciM  BO3HMKAIOT —TMOJO3peHMs Ha ruapounedannio, TO HEOOXOOMMO IIPOBECTU
KOMIbIOTepHYI0 ToMorpaduio min MPT. OcmoTpa I71a3HOTO JHA OKY/JIMCTOM HeoOCTaTOYHO
171 TIOCTAaHOBKM AMarHosa, T.K. ruapoiedanus y geteii ¢ MIIC VI moxeT mpoTekaTb U 6e3
3aCTOMHBIX MU3MEHEHMI Ha ITTa3HOM JHe.

OmHMM 13 4aCThIX OCJIOKHEHU SIBJISIETCSI CTEHO3 [TI03BOHOYHOI'O KaHaJla.

OTO OIlaCHOe OCIOXHEeHMe, KOTOpOe MOXKET IPUBECTU K 3HAUUTENbHbIM MOCIeNCTBUSIM, B
TOM YMCJIe K [BUTATeJbHbBIM HapylleHUsM, IIO03TOMY OYeHb BaXHO YTOOBI TMaIMeHT
Hab/mofancs y Bpavya-HeBpoJiora, Bpauda-opTomena U Bpaua-xupypra. PeHTreHorpadus
meiHoro orgena IMo3BoHoyHuka, MPT m KT moryr momoub B BU3yaIuU3alUU STOTO
OCJIOXKHEeHWS.

KapnanbHbIlii CMHAPOM (3aISICTHBIA CUMHIPOM, TYHHEIbHBIN CUHAPOM) — pacpoCTpaHeHHas
npobnema y namueHToB ¢ MIIC. HepBbl IpoXomsT yepe3 3aIsICTbe MEXKAY 3allsICTHBIMM
KOCTSIMU U CBSI3KaMM. YTOJIIeHMe CBSI30K 3a cyeT HakorieHus ['Al' okasbiBaeT JaBjieHne Ha
HepBbl. [IposiBIeHMEM 3TOrO CHMHApPOMAa MOTYT ObITh 0O/Jb UM OHeMeHMe MajblieB PyK U
TPYAHOCTU C 3aXBaTOM IIPeAMETOB, UTO 3aTPYAHSET KaKAOAHEBHYIO aKTUBHOCTD MMAllMEHTOB.

JIJist IarHOCTUKY M3MepSIIOT CKOPOCTh IMTPOBeIeHMs] HEPBHOIO MMITY/IbCa B 00JIaCTU KUCTU.
OTO TIIpocTas TIIpollefaypa, MO3BOJSIONIASI YCTAHOBUTH HaJAMuMe UM  OTCYTCTBUE
TOBPEXIEeHSI HEPBOB.

HexkoTopble HapylleHMsI HEPBHON CUCTEMbI (OBUraTeJIbHble pPaCCTPOCTBA) SBISIOTCS
BTOPMUHBIMM U B OOJIbIIIEN CTEIIEHM CBSI3aHbI C IOPasKeHMEM CKeJIeTa.

OpraH 3peHust



Hakorienne TAT TpoucXoauT BO MHOTMX TKaHSIX, B TOM UMC/Ie, B POTOBUIIE, [TIOITOMY MOXKET
Hab0maThcsl ee TomyTHeHMe. OOHUM U3 MPU3HAKOB M3MEHEHMSI POTOBUIIbI  SIBJISETCS
HEIIePeHOCMMOCTh SIPKOTO CBeTa, TaK KaK IIOMYTHEHME BbI3bIBAET HEIPaBUIbHOE
rpejioMJIeH)e CBeTa. B aTOM «yyae MOIyT IIOMOYb COJIHEUHbIe OUKM. EC/iM mMOMyTHeHMe
POTOBMUIIBI TSKEIOE, YXYAIIAeTCS 3peHre, 0COOeHHO ITPY TYCKJIOM CBeETe.

Otnoxkenue TAI' B ceTuaTKe MOXeT IIPUBECTU K TOTepe IMepudepruueckoro 3peHust u
HUKTAJONUU («KKypUHOJ cjernoTe»). Pe6eHOK B 3TOI CUTyallMy MYyraeTcs M OTKa3bIBATbCS
XOIUTb B TEMHOE BpeMs CyTOK. JKesaTeJbHO OCTaBJSITh HOUHMK BK/IIOUEHHBIM B CIIJIbHE U
Kopuaope. VIHOrma MOTyT BO3HMKATh IPOOJieMbl CO 3peHMeM, BbI3BaHHbIE M3MEHEHUSIMU B
ceTyaTKe IJasa WIM IJIayKOMOJ (MOBBIIIEHHBIM BHYTPUITIA3HBIM IaBAe€HMEM), MTOITOMY
peryssipHble OCMOTpPbI Bpaua-odTaabMo0Tra He06X0AMBbI.

C MoMOIIbI0 CIelaabHbIX MCCIeNOBAHMI CIIEUMATUCT OIPeIe/IUT, M3-3a Yero yXyAIaeTcs
3peHmusl.

OpraH ciayxa

[Ipy MyKkomoiucaxapuio3ax TYrOyXOCTb MOXKeT ObIThb HelpoceHCOpHas (CBSI3aHHasl C
HapylIeHeM UyBCTBUTENIbHBIX (BOJIOCKOBBIX) KJI€TOK B YJIMTKE), KOHAYKTUBHASA (CBSI3aHHAs
C HapyleHeM 3BYKOITPOBOASIIIIMX ITyTel) MM cMelllaHHast (KOMOMHALVS ABYX TUIIOB). [Ipu
cuHapome Mapoto-J/lamu TyroyxocCTs yalje HOCUT CMeIllaHHbIN XapaKTep U [Iporpeccupyer C
BO3pacToM. PasnmnualooT 3 CTemeHM TYroyxoCTU: JIerKyl, YMEpPeHHYI U TsKenyr. B
3aBUCUMOCTM OT THUIIA M TSOKECTU MOPAKeHUs CIyXa MPUMEHSIIOT pa3anyHble MeTOLbI
KOppeKLyu. BaskHO, Kak MOKHO paHblile 3aMeTUThb MIPU3HAKM CHMKEeHMS CJTyXa, TaK Kak 6e3
KOppEeKLMM TYroyXOCTh ITOMelllaeT HOPMaJibHOMY pPa3BUTUI0O U OOyUYeHUIO MalMeHTOB.
@akTopoM, yCyTyOSIOIIMM HapyllleHue Cayxa, SIBJASIOTCS YacTble MHQEeKIUM CpeHero yxa
(oTUTHI).

JleueHHne, HAOIIOAEeHME U IIJIAHOBBIE 00C/IeOBaHMS

Bpauamu-skcrnepraMyu M3 pasHbIX CTpaH ObLIM CO3TaHbI PEKOMEHIALIMM M0 HaOIIOLeHMIO,
IyarHocTuke u jedyeHuto naumeHTon ¢ MIIC VI tumna.

HaOmiomeHue, Ij1aHOBbIE 00C/IeIOBAHNS U TECThI

g TOro, 4ToOBbI OLIEHMBATH COCTOSHME IalyeHTa, 3QGeKT IPOBOAMMON (pepMeHTHOI
Tepanuu, ¢usMoTepanuy, CyUleCTBYIOT pa3jMyHble TeCTbl M IKajbl. OueHb BaKHO He
OTKa3bIBAThCSI OT MPOBEAEHMUS] ITUX MCCIeAOBAHMIA, IIOTOMY UTO OHM ITOMOTAlOT Bpadyam
OOBEKTMBHO OLIEHUTH COCTOSIHME MalyieHTa, 000CHOBAaTh JieueHMe, BBECTM M3MEHEHUs B
MIPOTPaMMbl peadMINTaALMM M aOUIUTALINA.

CaMbIM M3BECTHBIM SIBJISIETCS 6 MUHYTHBIN TeCT X0Ab0Obl. CyTh €ro oueHb IIPOCTasi: OLeHUTH
BBIHOC/IMBOCTh MauyueHTa. llauueHTy Ipenjaraimor XOOUTH TI0 OJIMHHOMY KOPUAOPY B
TeueHue 6 MUHYT. OlLleHMBAETCS KOJMUYECTBO MpONOeHHbIX MeTpoB. Korma ImpoBoauin



KIMHUYECKMe MCIbITaHus Tpernaparta ajs jgedeHus: MIIC pasHbIX TUIIOB, MCCIeA0BaTeNn
MIPOBOJWIM TaKoe TeCTMpOBaHMe [0 U Mocjie Hauajaa (pepMeHTHOV Tepanuu, CpaBHUBAIU
pe3yabTaThbl IPYIIbI MMAlMEeHTOB, IMOYUYaBIIMX IIperapar, C pes3yJbTaTaMy TeX, KTO IToIyJa
mamne6o. ViMeHHO TecT mokasasi, 4To depMeHTHas 3aMeCTUTENbHAsl Teparusl yaydliaeT
BBIHOWIMBOCTD MAILIMEHTOB U UX JBUTATEIbHYIO aKTUBHOCTD.

JIJIT IMarHOCTMKM 3a00jeBaHUS JIETKUMX M OPOHXOB HEOOXOOMMO HpPOBECTU (PYHKIINIO
BHelrHero abixanus (®B). IIpu nmomoiy ®B]I, onpenensiioT, Kakoii MakCUMMabHbIiI 00beM
BO3/lyXa MOKeT BAOXHYTb Mal[M€HT, HACKOJIbKO OBICTPO MPOUCXOAUT ra3000MeH. DTU TECThI
MOTYT BBISIBUTb 3a00/7e€BaHMS JIETKUX, ONPEeNeNUTb CTeNeHb MX IOPakeHMs M OIeHUTH
3 heKTUBHOCTD JieueHMs. TecTbl OOBIYHO BBIMOJIHSIIOTCS C MCIIOJIb30BAHMEM CITELaIbHOTO
obopymoBaHMusl - cIupoMeTpa. Bo Bpems uccienoBaHMsT HYKHO MO KOMaHEe BIbIXaThb,
3aJlepXXuBaTh BO3MOYyX, BbIAbIXaThb. MccaemoBaHue GYHKIMUM JIETKUX He IIpeacTaBiisieT
OMACHOCTU IJIS1 300POBBSI.

BricayiinBaHue (aycKy/abTallusl) cepiiia ITO/DKHO ObIThb OO0S3aTeNbHBIM U Pery/asipHbIM
MccaeqoBaHMeM [JIs1 MALMeHTOB C MYKOMOJMcaxapuao3aMu. BakHbIM MeTOIOM M3y4eHUS
cepalia SBISIETCS  VAbTPas3sBYKOBOI — sxokapauorpadus (Oxo-KI'), onHa 6e3ormacHa,
6e360e3HeHHA U BbBICOKOMHGpOpMaTuBHA. COBpeMeHHbIe MPUOOPHI MO3BOJISIIOT ITOJIYYUTh
OIHO-, IBYX- U TpexmepHoe u3o00paskeHMe cep[iia, OINpeleNnTb CKOPOCTb KPOBOTOKA U
IaBjeHMe B Pa3JIMUHBIX OTHEIaX, ONpene/nTh HaIlpaBjeHMe UM TypOyJIeHTHBIN XapakKTep
KpOoBOTOKa. Dx0-KI' peKOMeHIyIOT ITPOBOAUTD I10 TTIOKa3aHMSIM, HO He pexke 1 pasa B rof. 3To
McciaenoBaHe HeoO6XOoaMO, YTOObI 0OHAPYKUTD Jt00bIe ITPOOJIEMbI C cepiieM (YBeauueHne
pasmMepoB, MHOEKC MacChl JIEBOTO JKeJyOOYKa, HapylleHMe COKpPaTUTEIbHON (QYHKIUM
(bpakumst BbIGpOCA), a TaKKe AMACTOJIMYECKON (YHKIMM, OIleHKAa CepIedyHbIX KIaIllaHOB,
IOBVDKEHME MEXKeTyI0UKOBOJ ITeperopoaKm)

KpoMme TOTrO, IJis1 BBISIBJIEHMSI HApyIIEHMS PUTMa UM IIPOBOAMMOCTU Cepila HeobXOomumo
MIPOBOAMUTD XOJITEpOBCKOe MOHUTOpYUpoBaHye JKI, He pexke 1 pa3a B rof.

Heob6xoaumo pery/asspHoO (IBa pasa B Iojl) IIPOBOAUTH IIPOBEPKY CIyXa, AJIsI TOTO YTOOBI Cpasy
’Ke HauaTh JIeueHue, eciy oTpedyeTcs, M MaKCMMaJIbHO COXPAHUTb BO3MOKHOCTDb YUUTHCS U
o01aTHC.

MaruuTtHasi pe3oHaHCHasi Tomorpadus

MPT 1no3BOHOYHMKA [TO/DKHA ITPOBOAUTCS €XKerofHo, ¢ 0c06eHHbIM (POKYyCOM Ha 006J1acTsX, B
KOTOPBIX MOXeT pasBUBATLCS KOMIIpECCHUs CIIMHHOTO MO3ra: IIeiHbI, TPyaHOI,
IPYIOIIOSICHUYHBIN OTHesbl. [TaleHTsI ¢ cuHaApoMoM MapoTo-JIamu ToJsKHbI HaOMI0AaAThCS
y Bpaua-HeBpoJiora, Bpauda-xupypra, Bpauya-TpaBMOTOJOTa-OpTonena, 4YToobl OHM MOTINU
KOHTPOJIMPOBATh COCTOSIHME IIIeMHOro OThela II03BOHOYHMKA. BaXHO oOlleHuBaTh
pes3yabTaTbl MCCAeNOBaHUIM B IMHAMMKe, [IO3TOMY BCE€ CHMMKM CJledyeT XpaHUTb U
IpefoCTaB/sITh BpadyamM M[pU  KaXKIOM CledyiolleM MucuiegoBaHuu. KoMITbIOTEpHYIO
ToMOrpaduio MO3BOHOYHMKA JIE€TSIM YacTO IIPOBOASIT I10J, HAapKO30M, B TOM 4YMCJIe, Tepe
IUIAaHMPYEMBIM OII€PATUBHBIM JIeUeHNEM.



Pentrenorpadus

PeHTreH  IIEHOTO M TPYIO-IIOSICHUYHOTO OTHEJI0B ITO3BOHOUHMKA B ABYX ITPOEKIMSIX
cJlemyeT MPOBOAUTb KaskIblii TofA. JTO MCCAeIOBaHMe IPOBECTM TeXHUUECKM IIpolle, Yyem
MPT, xpoMme TOro peHTreHorpadus gaet 6ojbiile MHGOPMAIUM O CTPOEHUM TO3BOHKOB, HO
He TOKa3bIBaeT CTeIleHb CAAaBIeHMS CIIMHHOIO MO3Ta.

CumMnromMmaTmuyeckoe jieueHue

OcHOBHasl 1IeJib CUMMIITOMAaTMYECKOTO JIeUeHMSI — CKOPPEeKTMPOBATh BbI3BAaHHBIE
3a00/ieBaHVeM M3MEeHeHMS.

Ckesniet n OITIOPpHO-ABUTATE/IbHASA CMCTEMAa KOCTHO- CyCTaBHas CHMCTEMa

BaskHO HaiTM 6ajaHC MeXAY BO3MOKHOCTBIO >XUTb MAaKCMMAaJbHO TIOJHOW >KU3HBIO U
MUHMMM3a1Melt 0CI0KHEeHU, CBSI3aHHBIX C 0COOEHHOCTSIMM CTPOeHMs CKeJleTa MalyieHTOB.
C omHOJi CTOPOHBI, He CJieayeT Ype3MepHO OrpaHMYMBATh U OINeKaTb AeTelt, HO HeKOTOpbie
BUAbI (PU3MUECKOV aKTMBHOCTM, TaKue, KaK KyBbIpKaHMeE, CTOVKa Ha TOJIOBE U HbIPSHUE
OO/KHBI  OBITh TMOTHOCTBIO MCK/IIOUEHbI ¥3-3a HEeCTAaOWIbHOCTM MIEHOTO OTHena.
Paspemaiorcs jerkue mojCKOKM, HO MalMeHT He AO/DKeH CaMOCTOSITeIbHO IpbIraTh Ha 00e
HOTM, TIOTOMY YTO CHCTeMa OITIOpbl M KOOpAMHAIMM NBVMKEHMI y Hero cjabo pasBuTa.
PonuTtensiM NIKOJIbHUKOB HYKHO 00513aT€/IbHO COOOIIUTh YUUTENI0 (QU3KYJIbTYpbl 00
0COOEHHOCTSIX YUYeHMKa.

[TauyeHTsl ¢ cuHApoMoM MapoTo-JIaMy HO/KHBI BECTM TOABVIKHBIN 00pa3s >KMU3HU [IJIS
nogepskaHuss (QyHKIMOHUMPOBAHMS CYCTABOB M YIYyUIlleHMSI OOIero COCTOSIHUSI 3I0POBbBSI.
®usmorepaneBT MOKET ITOCOBETOBATh Pa3MUHble KOMOMHALIVM €5KeTHeBHBIX YITPasKHEHMIA.

MHTeHCUBHAs Tepanus AJjs1 YIydllleHUs MOABMKHOCTM CYCTaBOB M IMO3BOHOUHMKA, a TaKke
IO YKperyleHUsI CIIMHHOM M OPIOIIHOI MYCKY/JIaTypbl peKOMeHJOBaHa BCeM MallieHTaM.
YTo6bl YMEHBUIUTb TIOCJIENCTBUSI TUIEPIOPA03a, HEeOoOXOOMMO YKpeIUISiThb TI'PYAHYIO
MYCKY/IaTypy, IIpy 3TOM MOPOBOAMUTH Tepariunio, HalmpaBjeHHYI0 Ha pa3BUTHE IOSICHUYHO-
KpecCTII0BOTO OTHesa. BasxkHO CeuTh, UTOObI IMallMeHT He IepeHanpsirajcs M He ycTaBall
ype3MepHO, NMO03TOMY PEKOMEeHAYeTCSl THIATeJIbHO M3YUUTh ero (pusuyeckoe COCTOSHUE U
BbIpabOTaTh MHAMBUAYATIbHbIE pEKOMEHIAIMMN.

PekoMeHyeTCsI 3aHMMATbCS IloMa, coyeTasi aKTUBHbIE U IIaCCUBHbIE YITPaKHEHMS.
KomrIuiekc 3aHSITUI JO/DKEH BKIKOYATD:

- VIIpa>XHEHMNS Ha Bblpa6OTKy OCaHKU 1 YYBCTBa PABHOBECHI;
- YIIpa>KHEeHMS Ha PACTsDKEHUE;

-BOJIHbIE TIPOIeYpPbl M 3aHSATUSI CIIOPTOM B BOZle, OCOOEHHO [JIsl TOKMJIBIX TaI[I€HTOB.
Paccnabnsiioniuii  Maccak ¥ IIOABOMHBIM Maccask OKa3bIBAIOT BecbMa OaromnpusTHOE
nIelicTBuIe.



OTmenbHOTO BHMMAaHMS TpeOyioT AedOpMUPOBAHHBIE CTYIIHM UM KUCTU. YTOOBI
MOAEePKUBATh  MOABWXXHOCTh  CTYIIHEH, HeOoOXOOMMO  BBINIOJHSTH  CHelMaJTbHbIe
yIIpaskHeHMS, JIy4Ille BCero oMa MM BO BpeMs Urp. JIJisl CHSITUSI Upe3MEPHOTO MbIIIEUHOT'O
HaIIpsDKeHMsT HeoOXoduma opToregudeckas O0yBb, CTENIbKM ¥ BKIAIBIIIN, KOTOpbIE
BBITIOJIHSIIOT TMOMAePXXMBAMOIIYI0 (YHKIMIO, B HEKOTOPBIX CAydasiX — OpTe3bl, BAHHOUKMN,
Maccask HOT TaKke HeoOXOOIMBbI.

BaykHO BBITIONHATh YIIPaKHEHMS Ha PACTSKKY MBbIIII 3aHel TOBepXHOCTH O6efpa U TOJIeHM!.
Iyist yny4diieHus MeJKoi MOTOPUKM KUCTe PyK peKOMeH0BaHa MHTeHCMBHASI TMMHACTUKa
O TajblieB U JAJoIleK, ee POAUTEeNM MOTYT MPOBOAUTb Aoma. Jlydille BCero BBeCTU
HeoOXoIyMble yIIpakKHeHUsI B MOBCeIHEBHble TOMalllHMe PUTyaibl, HAIpUMep, BO BpeMs
enbl 3a CTOJIOM. VIrphl € yyacTueM JaJloHeil U najiblieB OueHb M0 AyIlie JeTsM, HO BO BpeMsi
yIpaskHeHUt Ha pacTssKeHMe MOTYT MOSIBUTHCS SKaioObl Ha 00JIb U HETIPUSITHbIE CUMIITOMBI.
B 3TOM ciydae MOMOTYT Tellible BAHHOUYKM [JIS1 PYK, MOMYIIEYKM C IMPOTPEThIMU 3epHaMMU
WX MXOM, TOPdOM, KOTOpbIe MalMeHT AepKUT B pyKax BO BpeMs UTP.

[Toc/ie MHTEHCUMBHBIX 3aHSITUI 3JIEKTPOTEepanusi, pyuHoil MaccasK, BOOHbBI Maccax, Tepamnusi
7e4e6HOI I'PsSI3b0, 3aHSITHS Ha BOAHBIX TPeHaXkepax CHMMAIOT 00/Ib ¥ IIPUHOCSIT 00IeryeHue.

[Tpu mpoBemeHUM BCeX aKTMBHBIX BUIOB Tepamnuu cjieayeT oopallaTh 0c060e BHMMaHMe Ha
PUTM [JObIXaHMSI ¥ JaBaTh JOCTAaTOYHOE KOJIMUECTBO II€PEPLIBOB [JiI OTObIXa U
BOCCTAHOBJIEHMS IbIXaHMSI.

Xupypruueckoe jieueHme

CyIIecTBYIOT pa3jMyHble MHEHUSI O HEOOXOOMMOCTY XMPYypPruyeckoro BmemiatenbcTBa. Ho
orepaTuBHOE BMEIIATeIbCTBO — BCEIJA PUCK, U MTPUOEraTh K HEMY CJIEAYET TOJIBKO B CIydae
HEeOOXOAMMOCTH, pellieHle BCerga MO/DKHO MPUHMMATBHCS C y4acTMeM OOKTOPOB pa3HbIX
CrielMajbHOCTEl, B TOM UMCIe Bpaueii-HeMpOXMpPYyproB, Bpaueii-aHeCcTe310I0roB-
peaHMMaToyoroB. JIydiile MpPOBOAMUTH JIFOObIE OIepaTHBHbIE BMEIIATEIbCTBA B IUIAHOBOM
MOPSIIKe, TOTIa BpauM MOTYT JIyYille OLIEHUTb COCTOSIHME MallieHTa M ITOATOTOBUTHCS K
oreparyy ¢ yueToM 0COGEeHHOCTEI MalyeHTa.

Bonbinas cnoxkHocTh pu MIIC — mpoBefeHne aHecTe3nun. HecTabMIbHOCTD HI€THOTO OTAesa
IMO3BOHOYHMKA Yy nanyeHToB ¢ MIIC yBeiMumBaeT pyUCK TPAaBMaTUUECKOTO MOBPEXKIEHUS ITPU
BeIeHUM aHeCcTe3uy, TaK KakK MHOTMe aHeCcTe3MOJIOTMUecKue I10Co0MsT CBSI3aHbl C
MaKCMMa/IbHbIM pa3rubanueM Ieu. YacTo TYrOomoOABMXKHBI CYCTaBbl YeIIOCTU U TIJIOXO
OTKPBIBAETCS POT, SI3bIK M I€CHBI MOTYT OBITh YBEJIMUEHBI.

B 3TOM ciyyae HYKHO MPUHSITDH CrelaabHble Mepbl MPeaoCTOPOKHOCTU. VIHTY6MpPOBaTh

mwonein ¢ MIIC go/bkeH ONBITHBINM Bpad, MMEIOIINII Ollpele/ieHHble HaBbIKM. EC/iM maiyeHT
TIONaj B KPUTUUECKOM COCTOSIHUM B OOJIbHUILY, HEOOXOIMMO COOOIIMTH aHEeCTe3MOJIOTY, YTO
BO3MOKHBI ITPOOJIEMBI C IIeeit ¥ MHTyOauyen. JbIxaTelbHble ITyTH, KaK IIPaBUIO, CY>KeHbI,
IO9TOMY MOXET IIOTpebOoBaTbCsl 3HAOTpaxeasbHas Tpybka MeHbIlero nuametpa. Cama



yCTAaHOBKA TaKoil TpyOKM - OuUeHb TPYOHBIN IIPOIlecC, BO3MOXKHO, IOTpebyeTcs
MCIIOJIb30BaHMe IMOKOro 6pOHXOCKOIIA.

HecTabM/IbHOCTD LIEMHOIO OTHAe/a MO3BOHOUHMKA KOPPEKTUPYETCSI C IOMOIIbIO Orepauymu
(meitHbIi crioHauaones). OcBOOOXKIAeTCss CIIMHHOMO3TOBOJ KaHaj, MOTOM C ITOMOIIbIO
KOCTHBIX (parMeHTOB WIM MCKYCCTBEHHBIX MaTepuajioB (QOpMUpYyeTCsS  OIlopa,
00beIMHSIONIAS BAa BEPXHMX [I0O3BOHKA M OCHOBaHME Yeperna.

Oprax ciyxa

HejipoceHcopHasi ¥ KOHOYKTMBHAs TYTOYXOCTb B  OOJIBIIMHCTBE CJIy4aeB MOTYT
KOMITEHCHPOBATHCS ITOAOOPOM CTYXOBBIX alIlapaToB (CIYXOBbIE MMILIAHTHI CPEIHEro yXa).

CepaeyHo-cocyaucTas cucreMa

l3-3a pasBuTUsl KIamaHHbIX IUCHYHKIMIT HEpeako peKoOMeHA0BaHa KOHCY/bTallMs Bpaua-
Kapauoxupypra Ijs pellieHuss BOIpoca O HEeOOXOAMMOCTM ITPOTe3MPOBAHMS KJIAllaHOB

cepaia.

13-3a yacTo pa3BUBAIOLIMXCSI HAPYIIEHUIA pUTMa CepLa CTaBUTCS BOIIPOC 00 MMILIaHTAIUM
KapauoBepTepa-gebuopuIsITOpa.

Nudexuyn

BaykHO, 4TOOBI OCYIIECTBI/ISICS XOPOILIMI yXOn 3a 3ybamm, TaK KaK pas3pylleHHbIe 3YyObl
MPUYMHSIIOT CUJIbHBII JIUCKOMMOPT ¥ SBASIOTCS ouaramMu MHpeKnuu. Heobxomumo
PEryJISIpPHO YMCTUTDb 3yObl, MCIIOJNIb30BATh PACTBOPHI AJIs Moockauusi. Ho maske mpm camoii
TIIATEbHOV 3aboTe O 3ybaX, MOTYT pPa3BMBAThCS BOCHAJIUTEIbHBIE ITPOIECCHI.
PasgpaskuTeabHOCTb, IIJIaU4 M 6GeCIIOKOCTBO MHOIJA MOIYT OBbITh €IMHCTBEHHBIMU
CUMIITOMaMM IIpobsem ¢ 3ybamu. Ilepen orepaTHBHBIM jiedyeHMEM 3y0OB MalMieHTaM, Y
KOTOPBIX YK€  [OMarHOCTMPOBAHO  TOpakeHMe  K/IAllaHOB  Cepara, HeoOXomum
NPOQWIAKTUYECKUI TIpYEM aHTUOMOTMKOB JI0 U TIOC/IEe jiedeHMsl. DTO BBI3BAHO TEM, YTO
HEKOTOpbIe OaKTepUM M3 POTOBOI ITOJIOCTM MOTYT IPOHMKHYTH B KPOBOTOK M BBI3BaTh
MHGEKIIMOHHBIN MPoIlecc Ha MopaskeHHOM KiaraHe. Eciy HeobxoamMmo yaaneHue 3yba moj,
aHecTe3ueil, 3TO MOO/DKHO ObITh CHEJIaHO B OOJbHMIIE, @ HE B CTOMATOJOIMYECKO
MOJIMKJIMHMKE, II0[, HaOIIofeHeM OIIBITHOIO Bpaua-aHeCcTe3yoJIora-peaHuMaToiora u
3yOHOTO0 Bpauya.

Jleuenne O6aHasbHOro OPBU y mammentoB ¢ MIIC sydiie Takke IIPOBOAMUTDH MO
MpUCTAIbHBIM BHMMaHMeM Bpada. CiegyeT MOMHUTb 00 OCOOEHHOCTSIX IpUMeHEeHMUS
CTAHIAPTHBIX MperiapaToB y 3TOV TPyIIbl MalueHTOB. Harmpumep, Takue jgekapcTBa, Kak
AHTUTMCTAMMHHBIE TIperapaTrbl, MOTYT CyIIUTb CIUM3UCTYIO, [elasi e€e TOHBIIE,
CUMITATOMUMETUKN (OJI1 MHTPAHA3aJbHOTO MPUMEHEHMUSs], TO €CTh, IPOTUBOOTEYHbIE WU
COCYLOCYXMBAKILIME CpencTBa) MOTYT IIOBBICUTb KPOBSIHOE [aBJieHMe U CY3UTh
KPOBEHOCHbIE COCYIIbl, YTO HexkemaTenbHO pyu MIIC.



3-3a 0cO6€HHOCTE CTPpOeHMsI TO3BOHOUHMKA U TPYIHOI KJIETKHU, IalMeHTaM C CUHIPOMOM
MapoTo-Jlamu clokHee CIIpaBUThCS ¢ MH@eKIIMe, ec/ii OHa 3aTparmMBaeT jerkue, II03TOMY
Bpauy Jaske Py He3HAUMUTEIbHOM MHMEKIM MOTYT Ha3HAYaTh aHTUOMOTHUKINA.

Yrob6bl HOpPMAaaM30BaTb  LMUPKY/ISLMIO BO3Ayxa B  JIeTKMX, pPeKOMeHIyeTcsi U
npoduIakKTUUECKH, M BO BpeMs 60/1e3HM IIPOBOAUTD UTPhI C MBIIbHBIMM ITy3bIPSIMM, BaTOI,
COJIOMMHKAMM [IJII HAIMUTKOB, OyMaXHbIMM IIaKeTaMM WM JOPYTMMM TIpeaMeTaMu
(BO3OYIIHBIMM IlIapaMM, MsTUaMM), TPeOYIOIIMMIM aKTUBHOM PabOThI AbIXaTe/bHON CUCTEMBI.
Jlyist meTeii mocTapiile, MIJisi TIOAPOCTKOB MOKHO pa3paboTaTh YIIpaskHEeHUS O PaCTSKeHMsT
MBIIIIII TPYIHOM KJI€TKY, YTOObI POAMTENIN MOIJIM CAMOCTOSITEIbHO 3aHMMAThCS C JeThMIU.

[TaccuBHBIE yIpakKHEHUS OJi1 TPYAHONM KJIeTKM MPUMEHSIIOTCS OIS MalMeHTOB C OCTPbIMU
MHQeKUMSIMU AbIXaTeNbHbIX MyTe UK OJIs NalieHTOB, KOTOpble He MOTYT CAMOCTOSITeTbHO
OBUTATbCS. YIIpakHEHUsT TOMoOraioT Oosiee 3¢h@eKTMBHOMY oTaeneHM0 cms3u. K HUM
OTHOCSITCS TIOTSATUBAHMS, PACTSDKeHMS, IOTPSIXMBAHMSI, MacCask M BUOpal M.

BceM nanyeHTam JO/IKHA IMIPOBOAUTHCA IIJIAHOBAsI BaKIMHAI s !

JueTtoTrepanus

CnenyanbHas [yeTa He CMOXeT IMpemoTBpaTUTh HakoruieHue ['Al; Tak Kak OHM
CUMHTE3UPYIOTCS B KJIeTKaxX, a He IMOCTyIawT ¢ nuigei. [lo3ToMy orpaHnyeHust B OueTe
nanyeHTam ¢ MIIC He HY>KHBI, ITALMEHTbI JOJIKHbBI IIMTAThCS B COOTBETCTBUM C BO3PACTHBIMU
MOTPEeOHOCTSIMMN.

IlaToreHeTmueckas Tepanms

Ons  MIIC tun VI paspaboraHa crnenyanbHas dhepMeHTHasi 3aMeCTUTe/bHasl Teparus,
npemnapar - rajacyab@asa**. I[lalueHTy ekeHelleJIbHO BHYTPMBEHHO BBOISIT HeIOCTAIOLIMIA
dbepmeHT B cTaHAapTHONM m#o3upoBke (1 mr/kr). B camoli Tmipolieaype BHYTPUBEHHOTO
BBeJleHUsT (hepMeHTa HET HUYero CJI0XKHOTO, ¥ TIpU OmpeieieHHOM HaBbiKe MH(Y3110 MOKHO
IIPOBOJUTD B JII000¥ OOJIbHUILIE.

OddeKT oT Tepanuy BO MHOTOM 3aBMCUT OT TOTrO, KOIJia ObIJIO HAyaTo JieyeHue. Bmecrte ¢
BpauoM HeoOXOIMMO Tepe HauajioM (epMeHTHOI 3aMeCTUTeTbHO Tepaluy 00CyIuUThb BCe
BO3MOKHbIE PHUCKM, MOOOUYHBIE 3(PEGEKTbI M IJaBHOE — OXUIAHMUS OT JeueHus. BaskHO
TIOHMMATh, UYTO BBeeHMe (pepMeHTa He IO3BOJNUT BbIJIEUNTDh 3a00/eBaHue, 11eib Tepannn —
3aMeJlJINTb MMporpeccupoBaHye 6one3nu. Te gedopmaiium, KoTopbie yxke choOpMUPOBaINCH,
Teparys He UCIIPaBUT, MHDY3MOHHAsI Tepalusi He 3aMeHUT HeoOXOoAMMble XUpPyprudeckue
BMeIIaTe/IbCTBA.

B3pocnas xcu3Ho



[TareHTaMm ¢ MATKOV hopMoii 3a60eBaHNST HEOOXOOMMO HAYYUTHCSI OBITh HE3aBUCUMbIMU
OT cBoux cemeii. IIogpOCTKY M B3pOCJIOMY Hesb3sl 3aMbIKaThCcsl B cebe. HyskHBI Opy3bd,
001IleHe ¥ HaBbIKM CAMOCTOSITEIbHO KMU3HM.

[TockonbKy mMalMeHTbl C MATKOM (GOpMOii CUMHApOMA MMEIT HOPMa/lbHbIA MHTEIEKT,
HEe00XO0IMMO IPUIOKUTD BCE YCUIMS, UTOOBI OHM ITOJIYUMIIM XOpolilee 06pa3oBaHue.

I'me B Poccuu 3aHMMAaIOTCSA AVMarHOCTUKOM U JIeUeHeM

B kaxmom u3 PErMOHOB OIIpeaeyieHbl JedeOHbIe YupeXXgeHusa, B KOTOPBIX ITalIMEHTbI
IMTOJIYUalOT U ITaTOreHeTM4YeCKoe JyieueHMe 1 IIpoxXoadT BCe HEO6XO,ZU/IMI)I€ uccieqoBaHMsd.

V3HaTh O0JIbIIe

B Mupe ecTb MHOTO OpraHmsaliuii, KOTOpble MOTYT ITOMOYb BaM HAlTM OTBEThI Ha JI0ObIe
BOIIPOCHI, CBSI3aHHBIX C MYKOTIO/IMCAXapUa03aMu:

MeskmyHapoaHasi opraHu3aiysi o MyKoIloaMcaxapuao3aM: WWw. mpssociety.org

MexXTyHapOIHbIN TTOPTal IO pekMUM 6osie3HsIM www.orpha.net

EBpormeiickasi opraHmusanys, OO0beAMHSIONIAsSI TMAlMEeHTOB C pPa3HbIMU  peaKUMU
3a6omeBanussMu EURORDIS www.eurordis.org

[ToMmHMTE, UTO aKTMBHAs MO3ULMUS CAMMX MALMEHTOB — 3aJI0T YCIIEIIHOM U CYACTIUBON
KU3HU!

O6mecTBeHHbIe oprauusanyumu u Gouasl Poccun

MIIC VI Tumia BXOOMUT B nepeueHb opdaHHbIX 3a00/IeBaHML, TeueHMe KOTOPBIX IPOBOAVTCS
3a CYET CpencTB rocymapcrBa. [lomMoub mnmanueHTaM IONYYUTH JieyeHue, IIOBBICUTD
MHPOPMMPOBAHHOCTh OOIECTBA O PEeAKMX OOJe3HSIX, a Takke HOOMBATbHCS IIPOIBUKEHMS
3aKOHOJIATeIbHBIX MHUIIMATUB B 00ylacT¥ OpdaHHBIX 3ab0/ieBaHMiII MOTYT OOIeCTBEeHHbIe
opraHmu3anuu. B ceTM UHTepHET BbI CMOXeTe HaWTU WMHMOPMALMIO O HECKOIbKUX
00111eCTBEHHbIX OpraHU3alysIX, KOTOpPble IOMOTal0T CEMbSIM C MYKOTIO/IMCaxapuI03aMu.

ITomoIiupb ceMbu

KoHeuHO, MHOTOe 3aBMUCHUT OT Bpaya, CKOJIbKO OH 3HaeT Ipo Baille 3a0ojeBaHue, IIPaBUIbHO
JI HA3HAUMI JIeueHMe, XOPOIIIO i 00BSICHMIT BaM IIPUHIMIIBI Tepanuy. Ho He 3a0bIBajiTe: OT
ceMbM yCIIeX JIeUeHMsI 3aBUCUT He B MeHbIel crernenu. Hy;kHO co6/1i0maTh peKOMeHAaINM,
HU TIpPU KaKUX YCIOBUSX He TepsTb HaAeXAbl M CaMOMy CTaThb 3KCIIEPTOM B CBOEM
3aboseBaHuK. UuraiiTe auUTEpaTypy, oOIIaiiTeCch C CeMbSIMM, He CTeCHSIITech 3aJaBaTh
BOMPOCKHI. 1 gaske ecyin BbI He TToGeanTe 60j1€3Hb ITOTHOCTHIO, U3MEHUTD JKMU3HD K JIYUIIIEMY,
caenaTh POAHOIO BaM UejIoBeKa CUaCTIMBBIM B BalllMX cujiax!


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

3a60TUTbCS O MAIMEHTE C TSOKEIbIM 3a001eBaHMEM — OUeHb TPyIdHasI 3amada. Pogurenn Toxe
HY>KIAIOTCSI B ITOJHOIIEHHOM OT[IbIXe, a 9TO He Bcerga mosydaetcs. Eciu B ceMbe pacTyT U
OpyTHe OeTH, OHU TaKKe TpeOyIOT BHMMAaHMSI poauTesieit. MHOrMe poauTenIn 00pamaoTcs 3a
TTOMOIIIbIO K BOJIOHTEPAM WMJIM COLMaTbHBIM paboTHMKAM. Eciu B BallieM ropojie CyIecTByIOT
TAaKOI'0 POjia MOIePsKKa, 00sI3aTeTbHO BOCIIOIb3YITECH €ii.

[TauyenTtsr ¢ MIIC II mMoryr momMoub CBOMM POJCTBEHHMKAM, IPOCTO COOOIIMB MM O
HeOOXOOMMOCTHU MPONTHU AMArHOCTUKY. Ecu amarHos GymeT yCTaHOBJIEH paHO — 10 Havaja
HeoOpaTUMMbIX M3MeHeHUlI BHYTPEHHUX OpPraHOB, JieueHMe OymeT ropasno 3ddeKTuBHee.
TecTupoBaHMe TaKKe HEOOXOIMMO JIJisl BBISIBJIEHNSI HOCUTEIbHMUII 00JI€3HM, TOCKOIbKY OHM
MMEIOT BBICOKMI PUCK Iepemauy 3a00/IeBaHMS CBOMM ChIHOBBSIM M JIO/DKHBI MMETh 3TY
nHbopmanuoo. Jleyammii Bpad wWiIM Bpady-TeHEeTMK He MMeeT IIpaBa pasIyallaTh
MeOUIIMHCKYI0 MH(pOpMAaIMIo, IM03TOMY Cyab0a POMHBIX — IEIMKOM B pyKaxX CcaMux
MalyIeHTOB.



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 (mKkasia bopra) (Borg scale)

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

Twumn: mxKasna oLeHKu

HasHnaueHme: CyObeKTMBHOI OlleHKa ITIePeHOCUMOCTY (PU3MUEeCKOil Harpy3Ku
O11eHOYHBI MHCTPYMEHT: 11IKaJia

CopeprkaHue U KI0U:

[TalyeHT mosyyaeT MHCTPYKIIMHM 10 OLieHKe OJBIIIKM BO BpeMsl ¢pu3nudeckoii Harpysku: ot 0
6as/I0B - CIIOKOJiHOE MbIXaHMe, HeT OIIYIIeHMsI OABIINIKM U nanee — mo 10 6amioB, Korma
OfbIIIKAa MakCUMaJ/IbHA. OlLleHUTe CBOU OIIYIeHUS B HACTOSIIMIT MOMEHT.

Bannbi OuwyLeHUa oAbIKN

0 OTcyTcTBYeT

0,3

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

1 OueHb cnabas

1,5

2,5 Jlerkas ogblwka

3 [oBONbHO TsHKeNasa oAblliKa

4

5 Tsxenas oAplwka

6

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




