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CIIMCoOK CoKpalleHun

AJIT - anmaHnuHaMMHOTpaHcdepasa;

ACT - acnapratramuHoTpaHcdepasa;

I['Al"' — IIMKO3aMUHOIJIMKAHBI;

KT — komribioTepHasi Tomorpadusi;

MIIC — mykoronmcaxapuios;

MPT — MarHuTHO-pe30HaHCHasl Tomorpadus;
CCC — cepheyHo - COCyamuCTasi CUCTEMA;

TI'CK — TpaHCIUIaHTALMM FeMOIIO3TUYECKUX CTBOIOBBIX KJIETOK;
VY3U — ynbTpa3sBYyKOBOE MUCCIeN0BaHME;

@B/l — (yHKIIMSI BHEIIHETO IbIXaHMUSI;

@®3T — pepMeHTHAs 3aMeCTUTe/IbHAS Teparus;
OKT — snekTpokapauorpadus;

OHMTI — snekTpoHelipomuorpadus;

Ox0-KI' — axokapauorpadus;

O3I' — snekTposHiedanorpadpus.



TepMMUHBI U onIpeae/IeHUs

depMeHTHasl 3aMeCTUTe/IbHAsI Tepamnusl — JiedeHue, 3aKIvaloleecs
BO BBeJleHMM MpenapaTa (peKoMOMHAHTHOTO ¢epMeHTa) MaleEHTAM C
HacaeICTBEHHBIM HapyllleHeM MeTabonn3Ma.

JIuzocomHble 00J€3HM HAKOIJIEHMsSI — Tpylna HacaeqCTBeHHBIX
MOHOTEeHHbIX 3a0o0/ieBaHMt, CBSI3aHHBIX C HapylleHueM QYHKIUU
JIM30COM.

Myxkomonnucaxapumo3bl (MIIC) - rpyImna HacaeaCTBEHHBIX Ooje3Heil
obMeHa BeIIeCTB, CBSI3aHHBIX C HapylleHMeM MeTabonm3ma
IJIMKO3aMUHOIMIMKAHOB (T'AT'), mpuBozsiiiee K MOPa>keH0 OPraHoB U
TKaHeil. OOycIOBJeHbl OaHHble 3a00jeBaHMSI MYTalMSIMU TEHOB,
KOHTPOJIUPYIOIIUX  TIPOLLeCC  BHYTPWJIM30COMHOIO  TUAPOIN3A
MaKpPOMOJIEKYII.



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenmne 3a601€eBaHUS UM COCTOSTHUS
(rpymnmnbl 3a00/IeBAHUI MJIV COCTOSTHUI)

MIIC II Tuma (6bone3Hb XaHTepa) - HaCAeICTBEHHAs JM30COMHAasI
0607€3Hb HaKOIUIeHMSs], C X-ClLeIJIeHHbBIM pelecCMBHbBIM TUIIOM
HacaengoBaHMs, KOTOpash XapaKTepuU3yeTCs CHUKeHUEM aKTUBHOCTU
JMM30COMHOTO depMeHTa UAYpOHAT-2-cyibdaTassl (I2S), UTO CBsI3aHO
c wmyTtanueir B reHe IDS. [ebuinnt depMmeHTa IMPUBOAUT K
HaKOIIEHUIO [JIMKO3aMMHOIVIMKAHOB (TAT) B  JIM30COMaX,
MIpeuMyIeCTBEHHO rerapaHcynbdara M aepmataHcyiabdara u
TIPOSIBJISIETCS IIPOrpecCUpPyIIMU TICUXOHEBPOJIOTMYECKUMU
HapyuieHUsiMu (IIpU  TsDKesloit  ¢dopme), TopaxkeHUeM
IapeHXMMAaTO3HbIX OPTraHOB, CepPAeUYHO-JIETOUHBIMU PACCTPOICTBAMU,
KOCTHbIMU Jedopmatiusmu [1-3].

1.2 OTnonorus u naroreHes 3a6oJ1eBaHMs UJINU
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI VIV COCTOSTHMIT)

[TpuunHOoil 607€3HM SIBASETCS OeULUNUT WM OTCYTCTBME (pepmeHTa
unypoHat-2-cyabgatasbl  (12S). T'en wumypoHaT-2-cyabdaTasbl IDS
KapTUPOBAH Ha JJMHHOM IUieye X-XpOMOCOMBI, B JIOKyce Xq27.1-q28.
Tun  HawtemoBaHmMss  Oone3Hm  XaHTepa —  X-CHEIUIEHHBIN
penieccuBHbIVi. MIIC II cTpagaroT, Kak MpaBuUIO, TOJbKO MaJIbUMKMU,
OIHAKO OITMCAHO HECKOJIbKO CaydyaeB 3abojeBaHMSI y JeBOUYEK, Kak
[IPaBUJIO, CBS3aHHbBIX C XPOMOCOMOI1 raTosoruen [1-3].

M3-3a cHUXeHMS aKTUBHOCTU (depMeHTa IPOUCXOAUT HaKOIIeHMe
pasanuHbix TUIIOB I'Al' 1 pa3BuBaeTcsi comaTuueckasi MaHudecTaums
B BUJIe JIMLEBOI0 AucMopdu3Ma, rernaTociyieHoMeraanu, mopaxxeHust

cepnaia, IbIXaTeIbHOM CUCTEMBI, M3MeHeHU CKeJleTa,
HEBPOJIOTMYECKOIA CUMIITOMAaTHUKH, reMaToJI0TUYeCcKye "
odTanbMooTYECKMEe M3MeHeHUSI. BapnabenbHOCTD MIIC

orpeesnsieTcs TUIIOM HaKaIuiMBaeMoro cybeTrpara pu
HenmoctaTouHoi gerpamauum T'Al': nipy MIIC II Tuna npoucxoguT
HaKoIlIeHMe rernapaHcy/abdara 1 gepMaTaHcyabdara.



1.3 OnuaemMmuosiorust 3a00J1eBaHMS UV COCTOSTHUS
(rpymnsbl 3a00/IeBaHUI WJIY COCTOSTHMIA)

MIIC II Tuna BcTpeuaeTrcs ¢ yactoroit 1:140 000 - 1:156 000 >kuBbIX
HOBOPOXIEHHbIX MaJbuMKoOB [1,4].

1.4 Oco6eHHOCTM KOTUPOBAHMS 3a00/1€BaHUS UJIN
COCTOSIHUS (TPYIIIbI 3a00/IeBAaHUI VIV COCTOSTHMIT)
1o Me>XayHapoaHOM CTaTUCTUYECKOM
Kjaaccudukanym 0o1e3Hen 1 pooseM, CBI3aHHBIX
CO 3/I0POBbEM

Cormacuo MKB10, 3abonmeBaHue oTHOCUTCS K Kiaccy IV, 6onesHsim
SHIOOKPUHHOM CUCTEMBI, PACCTPONMCTBY MNUTAHUA M HAPYUIEHUIO
obmeHa BeliecTB, E 76.1 - Mykononucaxapuaos Il Tura.

1.5 Knaccuduxkauysa 3ad00/1eBaHUS IV COCTOSTHUS
(rpynmnbl 3a00/IeBaHU WM COCTOSTHUI)

B  coorBeTcTBUMM € OedUIUTOM/OTCYTCTBMEM  JIM30COMHBIX
dbepmMeHTOB, COOTBETCTBYIOIIMM Te€HHbIM JedeKTaM U TIKeCTU
KJIMHUYECKON  cUMOTOMaTuKM, BbigenssioT 11 tumoB  MIIC
(mpunoxkenue I'1). B HacTosiee Bpemsl BBIEISIOT TSDKENYI0 U
yMepeHHO-TspKenylo ¢opmy MIICII, B 3aBUCMMOCTM OT CKOPOCTU
MIPOrpeccUpPOBaHUS MTOPAKeHUS PA3JIMYHBIX OPTaHOB U cucTeM [1].

1.6 KnuHuyeckass KapTuHa 3a00/IeBaHUSI UK
COCTOSTHUSA (TPYIIIBI 3200/1IeBaHUI UJIM COCTOSTHUI

Knnuanueckas KapTuHa 6omesHyu XaHTepa pasHoo6pasHa.

BHewHuii eud nayueHma: TIPOTpeccUpyIoliee OTCTaBaHMe B pPOCTe,
Makpouedanusi, JaULEBOI Au3MOpbU3M: IIIOCKas IIepeHoCulla,
HIMPOKO paccTaB/IeHHbIE I71a3a, YTOJIIIIEHHbIE I'yOBI,
TUMIIOIUIA3MpPOBAaHHAsT  HIMKHSISI  YeII0CTb,  MakKpoOIIOCCUSI U
TUIlepIvIa3susl J1eceH, KOPOTKas Ies, CrubaTebHble KOHTPAKTYPBI
KOHEUYHOCTEN, TUMepTPUX03, XapaKTepHbI HU3Kasl JUMHUSI POCTA BOJIOC
Ha JIOy, IJIMHHBbIE TYCTble PeCHUIIbI U OpoBU. TUNMUYHO ITO3IHEE
Ipope3biBaHMe 3yOOB, 4YacTO BCTpPeUalOTCS TPbDKM Pa3aUUHONM
JIOKaIM3aLMU



KoscHole nokposewt: njst ganHoit dopmbl MIIC xapakTepHO y3eIKOBO-
namyjé3Hoe TopaskeHue KOXM, TpeuMYyIlecTBeHHO B 007acTu
JIOTIATOK, HapYXHbIX M OOKOBBIX TIOBEPXHOCTENl TIIled u O6émep
(“mMopckass ranbka”). DTM WM3MeHeHMs OOYC/IOBJIEHbI OTIOKEHMEM
mmmmpos v I'AT' B gepme [1,8].

Kocmnaa cucmema: Kak mpaBuio, mpu TsDKeloil dopme, yke Ha
BTOPOM TOZy KM3HM OTMeUaeTCsl OTCTaBaHMe B pocTe U popMupyeTcs
MHO>KEeCTBEHHbIN [AM30CT03, C TYrOMOAB/KHOCTBIO B CyCTaBax, M3-3a
BO3HMKAIOIINX KOHTPAKTYP. Hedbopmainsi KocTeit dYepema -—
ckadouedanus, makpouedanus. C poctom pebeHKa Iporpeccupyer
Knudo3, ckommos, dopmMupyeTcss BOpOHKOoOpasHasi medopMariiys
IPYOHOM KJIeTKM. BoO3HMKaeT M IIporpeccupyeT oOrpaHMYeHue
OBVDKEHUM B CyCTaBax, II0 3TOM TIIpUYMHE YaCTO KUCTh
nebopmMupyeTcsi 1Mo TUIY «KOTTUCTOV Jambl». VHOTAA BO3HMKAIOT
Ba/IbI'yCHbIe TedopMaliiy rojieHu.

OpzaHbl ObixaHus: XapaKTepHbI YaCcThie peciypaTopHble 3a00/IeBaHMS;
IIOBTOPHbIE OTUTHI, YAaCTO IIPUBOASIT K IIPOrpeccUpymollneii morepe
cJryxa; 06CTPYKTMBHbIE 3a001eBaHMSI AbIXaTelbHbIX myTelt [1,5,6].

Ope2aHbl 3peHusi: TUTMEHTHas [ereHepauus CeT4aTKu, yMepeHHO
BbIpakeHHOE TOMYTHEHMe POTOBUIIbI, KOTOPOE 3a4acTyI0 MOKET ObITh
BBISIBJIEHO TOJBKO TIPU WUCCAeNOBAaHUM IMPO3PAYHOCTU Cpen C
TTIOMOIIIBIO I1Ie/IeBOi JaMIbl. Y NalueHTOB ¢ Tsokeaoii dopmoit MIIC 11
YacTo BBISB/ISIETCS OAUCTPOdUS ceTuaTKM, MIPUBOIASAIIAS K HapyLIeHUIO
rnepudepuyeckoro U CHWKEHUIO CyMepeuHOro 3peHus. Bo3MoskeH
OTeK MOMcKa 3PpUTEIbHOTO HepBa, OOYC/JIOBJIEHHbIN ITOBBIIIEHMEM
BHYTpMUEpEeNHOro aasjieHus. Penko BcTrpeuaeTcs riaykoma [5,7].

IlenmpansHas HepeHas cucmema: MpU TsKenoit dhopme 3aboeBaHMS
3aJlep>KKa MCMXOMOTOPHOTO M peueBOro pas3BuUTHUS BbipaxkeHa ¢ 1,5-3
netr. K 8 rogam pasBuBaeTcCs TsDKelasi YMCTBEHHAs OTCTaJIOCTb.
XapaKTepHO Ha/InuMe Cynopor (0cCoOGeHHO IIPH TSKeoii ¢popme).

CumnTomMaTnyecKkass SIUIEICUsS pas3sBUBAeTCs, KakK IpPaBwWiIo, IIpuU
TSDKEJIOM MM CpeIHEeTSKeJIOM TedeHuM 3aboseBaHMs. Y MallieHTOB
co ©1abo BbIpaKEHHbBIMM KAMHUUECKMMM MpPU3HAKAaMM OHa
BCTpeyaeTcsi  KpaiHe  penko. Cymoporn  xapaKTepusyeTtcs
nonMMopdHO KIMHUUECKOV KapTUHO C pa3BUTHEM pa3HOOOpPa3HbIX
(dbokanbHBIX ¥ BTOPUYHO-TeHepa/M30BaHHbIX MAPOKCU3MOB. PaHHMUMU
KIMHUYECKUMMU TTPOSIBJIEHUSIMU CYIOPOXKHOTO CMHAPOMAa MOTYT ObITh
MpOCTble abCaHChl C KPAaTKOBPEMEHHBIM yTHETEHMEM WM ToTepeit
CO3HAHMS U COMYTCTBYIOIIMMU ABUTATEbHbIMU UJIM BereTaTUBHbIMU



paccTtpoiictBamMu. Y  IMaUMEHTOB CO (1ab0  BbIpaskeHHBIMU
KIMHUYECKMMM TpPU3HAKAMM CYJOPOKHBIII CUHIPOM BCTpeUYaeTcs
HaMHOro pexe. I[losiBieHue cymopor TpeOyeT ITPOBeIeHMS OILEHKMU
HEBPOJIOTMUYECKOIro craryca. IIpM mporpeccupoBaHMy 3ab01eBaHMS
yacTo HAOMIOJAIOTCS TeHepaJM30BaHHbIE TOHMKO-KIOHMYECKME
ITapOKCU3MbI, KOTOpbIe OOBIYHO XOPOIIO IMOAHAIOTCS MOHOTepaIrmu
AHTUKOHBY/IbCAHTAMM. IIpoTMBOCYHOpOKHAsE Tepamms  TpebyeT
MHAVMBUIYAJTbHOTO IMOAX0da UM MHOTHA AJIMTENbHOTO Iombopa O3Bl
npenapara. YacTo He0OX0aMMO BefeHMe MalyeHTa Ha 6ojee HU3KUX
I03aX AaHTUMKOHBY/JIbCAHTOB B CBSI3M C IUIOXOM II€PEHOCHMMOCTBIO
CTAHIAPTHBIX 103 TPOTUBOCYIOPOKHBIX ITPENapaToB.

Hepenxo dbopmMmupyeTcs COOOIIAIONIASICS ruapouedanus,
CIlacTUYeCcKye rnapa- u TeTparnapessbl.

[IpusHakyu rtuapoledanuyu 3avacTyio IOSBISIIOTCS MeIJIEHHO U
He3aMeTHO, M MOTYT 3aK/JI4yaTbCsd B M3MEHEHUM TOBeaeHMs,
TIOSIBJIEHM M TOJIOBHO¥ 60/, HapyIIeHUM 3PEHMSI.

OmmcaHbl TakKe Cjlydyay CHABJIEHMS CIIMHHOTO MO3ra, BbI3BAHHOTIO
YTOJIIIEHVEM ero 0060JI0UeK WU HeCTabMIbHOCTHIO
aTJIaHTOAKCUAJbHOTO  CcycTaBa. KpaHuoBepTeOpaabHbIi  CTEHO3
pasBuBaetrcs y mnamueHTtoB ¢ MIIC II BcimepgcTBue rurmorviasum
3y60BUIHOrO oTpoctka C2  IO3BOHKA, AaTJIaHTOAKCHUAIbHOM
HecTaOWIbHOCTH, OT/IOKeHMe T'Al' B TBepmoit MO3roBOii 000JIOUKe U
3aJHel/l MpOMOOJbHONM CBSI3Ke, UTO B [JajibHelIleM MOPUBOAUT K
KOMITPECCMOHHOM MMeJIONaTUM Ha 3TOM YPOBHe, M KakK CIencTBue,
pasBuUTUIO OyabOApPHBIX HAPYIIEHMI, HEeHTPaJIbHOI IbIXaTeIbHOM
HeI0CTaTOYHOCTU. CMMIITOMBI MOT'YT BK/IIOYaTh HapylleHNe MOXOIKM,
MbIIIEYHYIO CJ1a00CTh, HEYK/IIOKECTb IIPU COXPAHHBIX MOTOPHBIX
HaBbIKaX U AUCHYHKIIMIO MOYEBOTO ITy3bIps.

KapnanvHoitli moHHenvHwili cuHdpomM — 3TO dacTas HepornaTus
CoaBjieHMs Yy MalMeHTOB B Bo3pacte OoT 3 no 10 jyier. B HauanbHOM
cTaguy 3a00jeBaHMSI BO3HMKAIOT OHEMEHME TOPasKeHHON KUCTH,
TPYOHOCTU BBITIOJITHEHUS TOHKUX IBVKEHUIA, CHIMKeHMe
YYBCTBUTEJILHOCTM  TaJblieB  KUCTU. OTU CUMITOMBI  PeIKO
OTMEUAIOTCSI peOeHKOM I He paclleHMBAIOTCS POAUTENSIMU KakK
natosioruueckue. Ilo3ke  MOABJSIOTCS  MapecTe3uy, UYBCTBO
[OKaJIBIBAHMSI B KOHUMKAX IMaJblleB KUCTU U CO BpeMeHeM IpoI1ecce
MOXXeT PacIpOCTPAHSThCS HA MpeAruieube U 1miedo. IlamyueHTsl 4acTo
He COO0O0IIAoT O 00JIeBBhIX OIIYIIEHMSIX, IOKA HE ITPOUCXOOUT IOTEePSI

dbyHKIMN.



mpymeHMﬂ INIOTaHUA: KOHTPAKTYPbl B BUCOYHO-HMXXHEUETIOCTHBIX

cycTaBaxX IPUBOMST K CHIKEHMIO MOABVDKHOCTM HUKHEN YelioCTH,
YTO OrpaHMUMBAET CIIOCOOHOCTh OTKPBIBAaTb POT M  SKEBaTh.
HapyiuieHust I710TaHMUSI OTMEUYAIOTCS IPU CPeTHETSIKEIOM M TSKeJIOM
TeueHUM 3a00j1eBaHMSI U CBSI3aHbI C GYHKIIMOHMPOBAHMEM CTBOJOBBIX
OT[Ie/I0B Ir'OJIOBHOTO Mo3ra. [Tpy HapylieHun ux padboTbl HAGIIOOAIOTCS
MPpU3HAKM  TICEeBAOOYIBOAPHOTO WM OyIbOApHOTO  Iapajnyeii.
CUMIITOMBI OeOITUPYIOT C pelKuX IOoNepxMBaHUIt TBepAOi Mulleii,
rurepcaJauBaly, pa3BMBAIOTCS ITOCTEIIEHHO M, B KOHEYHOM WUTOTe,
MIPUBOISAT K rpyOooMy HapyleHuo QyHKUMM ITIOTAaHMUS WIM TTOJTHOMY
ee ucyesHoBeHMIO0. OTCYTCTBME IIPaBWIbHOM peryasiiuM aKTa
[JIOTaHMST TPUBOOUT K 3abpocy MUINM, CIIOHBI B Tpaxew U
OpoHXMa/lIbHOE MIepeBO U Pa3BUTHUIO BTOPUUHONM MHAOEKIIUM B BUIE
pPeLMIMBUPYIONINX aACIIMPALMOHHBIX OPOHXMUTOB ¥ ITHEBMOHMIA. JTO
yCyryosisieT [nbIxaTelbHble HapyllleHUs, SBJSIONIMECS C/eICTBUEM
oTnoxxeHus ['Al' B BepXHUX U HMOKHUX IbIXaTe/IbHbIX ITYTSX.

INosedeHueckue HapyuweHusi - TUIIePaKTUBHOCTb, PaCTOPMOXXEHHOCTb,
arpeCcCUBHOCTb U YIIPSIMCTBO, KaK IMPaBUio, UMET MeCTO Y B3POC/IbIX
MalleHTOB CO CpemHeTsKenoi u Tsokenoit dopmamu MIIC. TIpo6ieMbr
C TIOBEIEHMEM 3HAUUTE/NIbHO BJMSIOT Ha IMOBCEAHEBHYIO >XU3Hb
MalyeHTa 1 ero CouuaabHylo aganTtanuio. [10SBasgsCh Ha BTOPOM oLy
KM3HM, OHM TIPOAOJ/DKAIOTCSA BIUIOTH OO0 8 - 12 jer. Perpecc
KOTHUTUBHBIX (QYHKIMII Hapsiny C TsDKENOM ToTepeit «Iyxa,
pPacCTPOVICTBOM CHA, OCOOEHHO OOYC/IIOBJIEHHBIM OOCTPYKTUBHBIM
arHo3, OKa3bIBAIOT CYIIleCTBEHHOE BJIMSIHME Ha MOBeJeHre pebeHKa U
MOJIOA0ro B3pocaoro. [Io mepe HapacTaHMsI KOTHUTUBHOTO Ae(UINTa
K  TUIIepaKTUBHOCTU " arpecCUBHOCTU MIPUCOEIVHSIOTCS
ayTUCTUYECKME YepThl, OTMeuaeTCs MOCTereHHas IMOoTepsi HAaBbIKOB
SKCIIPECCUBHOM M UMIIPECCUBHOM peuu. MeaKaMeHTO3Has Teparusl,
HallpaBJieHHAass Ha KOHTPOJIb Pa3pyLIUTEJbHOTO TMOBENEeHMs, 4aCTO
obiBaeT HesddekTMBHOI. B manbHeiilieM MporpeccupoBaHMe
HelpoJereHepaTUBHbIX U3MEHEHUM NPUBOAUT K AeMeHLUM,
OBUTATEIbHBIM  HApyIIeHMSIM, YTO HUBEJIMPYET OCOOEHHOCTU
MOBEEHMS.

CepdeuHo-cocyducmas cucmemad: XapaKTEpPHO ITOpaskeHye KJIaraHOB
cepama. Hambomee wacTto orTMeuvaeTrcsi GOpMMUpPOBaHME ITOPOKa
MMTPAJIbHOIO KJalaHa, Ha BTOPOM MeCTe ITOpakeHMe aopTajbHOro,
3aTeM TPUKYCIIMAAIBHOIO M  KjallaHa JIeTOYHO!  apTepumu.
KapaonomuornaTust Hab/IiogaeTcst pesko.



JKenyodouHo-xkuuieuHass cucmema: BCAENCTBME OrpaHuuyeHust ob6bema
IBVDKEHMSI HVDKHEN UeTIOCTU U 3aTPYLHEHUS Pa3’keBbIBAaHMUS TUILMN,
runeprpopmUu MMUHOAAMH, MaKPOIJIOCCUM Ppa3BMBAIOTCS HapylleHMe
aKTa IVIOTaHMSI U CJIIOHOTEeUYeHMe. BO3MOXKHA Iuapesi, CBsSI3aHHas C
HakoryieHneM I'Al' B HepBHBIX K/IeTKaX IMUIIeBapUTe/IbHOro TpakTa. C
BO3PaCcTOM 4YacCTO pa3BMBAIKOTCA 3amnopbl. C paHHUX JIeT OTMedaeTcCs
reraTocivieHoMeraaus. XapakTepHbl IIyIIOYHAs M I1aXOBasl T'PbDKU

[1,5].



2. IuarHocTuka

HOuarnos MIIC Tun Il ycraHaBiauMBaeTcsi Ha  OCHOBAHUU
COBOKYITHOCTY: aHAMHeCTUYeCKUX OAaHHbIX, KIMHUYECKNX JTAaHHDIX,
pe3y/ibTaTOB J1a60PaTOPHOTO MCCAed0BaHUs (OMOXMMUUECKOTO U
MOJIEKY/IIPHO-TeHeTUUYeCKOr0 aHaan3a).

Huppepenyuanvras duazHocmuka npogooumcs ¢ opyzumu munamu
MIIC, anvppa-maHHO3Uud030M, NO30HUMU (POpMaAMU 2aH2aU03UA0308,
MYKONUNUOO30M, HeuH@eKYUOHHbIMU noauapmpumami,
anugusapHseimu ducnaasusmu [1].

2.1 JKanoObl 1 aHAMHe3

ITpu c6ope aHaMHe3a 1 Kaj100 1e1eco06pasHo 0O0paTUTh BHUMAaHME
Ha CJIeTyIoII/e 5KajJ00bl ¥ aHaAMHECTUYECKMe COObITHS

OTSITOIIIeHHBIN CEMENHbIN aHaMHe3 (CXOIHbIe CMMIITOMBI Y POSHBIX
OpaTheB ¥ POJCTBEHHMKOB IT0 MAaTEPUHCKOM JTMHUN);

HU3KUI POCT;

orpybJieHe YepT JINULia;

YyacThle pecrypaToOpHbIe 3a001eBaHMS;

3a7ep>KKa TICUXOMOTOPHOIO pas3BUTUS (TOJNIbKO [JISI  TSDKeJon
dbopMmbI 60J1€3HM)

3aJepKKa/perpecc ICUXmUIeckKoro pa3sBUTUS (TOJNBKO IJISI TSDKeIoin
dbopmbI 60Ie3HN)

CHVDKEHMEe CJIyXa;

CHIVKEeHMe 3peHns;

MHOKEeCTBEHHbII AM30CTO3 (medopmaluuy Uepemna, TPyaHOIM
KJIeTKM, [TI03BOHOYHMKA, KOHEUHOCTEN);

HapyleHue 0OCaHKM - Kudo3, CKOIN03;

pelaAMBUPYIOLIME IPhIKM (Uallle IBYCTOPOHHME);

yXyAlieHue MmepeHoCMMOCTY (PU3MUeCKMUX Harpy30K;

C/1ab0CTh B KOHEYHOCTSIX

TYT'OIOABM)KHOCTD B CyCTaBax;

TPYOHOCTU MMOAbeMa M3 TOJIOKEHUS CUIST U JIEXKa;

M3MeHeHMe ITOXOIKN;

HEJIOBKOCTb MEJIKO MOTOPUKMA;

HapyllleHMe KOHTPOJIS 3a QYHKIIMSIMM Ta30BbIX OPTaHOB;

artHO3 BO CHe.



JKanobsl u aHamHe3 makxice OnucaHsl 8 pa3aeﬂe «KJIUHUYecKkas
KapmuHa».

2.2 dusukaabHOE 00c/IefoOBaHye

IIpy dusukaabHOM O0OCIEOOBAHMM 1€1eCO00pasHO 00paTUTh
BHMMaHMe Ha OCHOBHbIe KinHu4veckue npossiaenuss MIIC II:

rpyoOble YepThl JINIIA;

HU3KOPOCJIOCTb;

TOBeIeHUeCcKye HapyIeHust (IJ1sl Tsokesnoii popMbl 601e3HM)
TYTOIOABVIKHOCTD CYCTaBOB;

TIOMyTHEHVE POTOBUIIbI,

rerraToMeraus;

CIIJIEHOMeTaJIusl;

11aX0OBO-MOIIIOHOYHbIE U ITyTIOYHbIE TPbIKYM (IBYCTOPOHHHE).

ITodpob6HO OdaHHble Pu3UKANBLHO20 00C1€008aHUS ONUCAHBL 8 pasdene
«KJUHUYECKas KApmuHa».

2.3 JJabopaTopHbIe AMAarHOCTUYECKMe UCC/IeT0OBaHMUS

OcHogHble 1abopamopHbie Memodsl noomeepicoeHus duazvoda MIICIT
gKJIOUaOm onpedeneHue akmusHocmu gepmenma udypoHam-2-
cy/bhamassl, KonuuecmeeHH»lll U kauecmeeHHslli aHanu3 IAI mouu u
MOJIEKYISIPHO-2eHemuueckue uccnedosavuss 2eHa IDS. JlaHHbie
uccnedosaHuss nNpoeooamcst 8 Cheyuanu3upoB8aHHbIX 2eHemuueckux
Jaabopamopusix.

PekomeHpayeTcst BceM MmauyueHTaMm ornpeneneHue [AI' B moue
(KOMILJIEKC UCUIeIOBAaHUM A1 IMAarHOCTUKY MYKOIIOaUcaxapuaosa
tun II) ¢ nenp0 NOATBEPKIEHUST AMarHo3a U YCTAHOBJIEHUS TUIIA
MIIC u xonuuecTBeHHOe ormpedenenue I'AI' Ha ¢oHe Tepanun
Kaxknble 6 mecsaues [12,14,16].

VpoBeHb YOEOUTENBHOCTM [0Ka3aTelbCTB B (ypoBeHb
IOCTOBEPHOCTU PEKOMEeHIAlunu — 3)

KoMmmeHnTapmuii: Ilpu KOJAUueCMeeHHOM  AHalu3e  8buls16JI10m
nosviweHue KoHyeHmpauuu ITAI' ¢ wmouoli, npu nposedeHuu
anekmpogopesa IAI' (KOMIUIEKC UCCAeOOBaHUI IJISI OUMarHOCTUKU
MyKomonucaxapumosa Tuin  II) - noswsiweHHyro  3KCKpeuur



depmamaxcynovpama u zenapaucyivpama ¢ mMouot. Imu udmeHeHusl
Habnwdaromcs makxce npu MIIC I, VII munos. YposeHs I'AI" sensemcs
803pacm-3asucumvim napamempom. Taxxe npu nezkoii popme MIIC
II xonuyenmpayus ITAI' 8 moue moxcem ObiMmb JUUDb HE3HAUUMETBHO
noesliueHd.

PekoMeHAyeTCsI BCEM IMalLlMeHTaM [JIsl TIOATBEPKAEHMS OMarHosa
orpefnejieHre aKTUMBHOCTU MIYpPOHAT-2-cynabdaTasbl (KOMILIEKC
UCCIEeNOBAHUI JIS1 OMATHOCTUKM MYyKoIoiaucaxapugosa v II) B
MSTHAX KPOBM, BRICYIIEHHBIX HAa (QMUIBTPOBAIbHON Oymare (GuiIbTp
N9903), ruiasme kposu [12,14,16, 17].

VpoBeHb YOeOUTEJIBHOCTU J0Ka3aTeJIbCTB B  (YypoBeHb
JOCTOBEPHOCTU PpeKOMeHJauuu — 3)

KommeHTapwmii: YV nayuenmos c cuHopomom XaHmepa Habawodaemcs
CHUMEHUe aKmueHocmu udypoHam-2-cyaspamasel 6 KyJlbmype
Qubpobracmos, niasme Kposu, Jub0 8 NAMHAX KPOBU, BbICYUIEHHBIX
Ha ¢unemposanvHoii 6ymaze. Heobxo0umo usmepeHiue aKkmueHoCmu
dpyaux cyaspama3s 0n11 UCKIHOUEHUS MHOMCECMBEHHOU CYlbhamasHot
HedocmamouHocmu.

PekomMeHayeTCsI BCeM MaliieHTAaM CO CHMKEHHOW aKTUBHOCTBIO
dbepmenTa IIpoBeJieHe MOJIEKYJISIPHO-T€HETUYECKOTO
MUCCIeNOBAaHMS: BbISIBJIeHME MyTaluii B reHe IDS, Kogupymollem
UIypoHaT-2-CyabdaTasy (KOMILIEKC MccaegoBaHUM TJIsI
IVAarTHOCTUKU  MyKoIonucaxapumosa tum II) C 1IeJblo
TOATBEPXKAEHMS AMarHo3a Ha MOJIEKY/ISIPHO-TeHEeTUUYEeCKOM YPOBHE
[1,12,14,16,17].

VpoBeHb YOeOUTEJIBHOCTU JO0Ka3aTeJIbCTB B  (YpoBeHb
JOCTOBEPHOCTU PpeKOMeHJauuu — 3)

KoMmmenTapwuii: Boisgnenue cemeliHoti mymauuu zeHa IDS denaem
B03MOXCHBbIM 00CNedo8aHue pooCMBeHHUKO8 npobaHod, 6biseseHue
2zemepo3uzomuulx HocumenvHuy MIIC II, a makxe nposedeHue
npeHamanbHol u NpeuMnaaHmayuoHHoll JuazHoCMuKu.
Bonvwurcmeo mymauuti 'y nayuenmos ¢ MIIC II mozym 6bimb
8blS18JIEHbL C NOMOWbIO ceKeeHUposaHust no CiHzepy écex 9K30HO8 U
npuiezarwjux K HUM Yy4acmko8 UHMPOHO8 2eHd, HO 8 HeOObUOM
npouyeHme cayuaes Mymayur ¢ NpUMEHEHUeM CMAaHOapmHbix
Memodos obHapyxcume He ydaemcs. IlpumepHo 20% ecex mymayuli
cocmasnsiiom — KpynHele  nepecmpoliku  2eHa, 4mo  Moxcem
nompebosams npumeHeHuss OONOJHUMENbHBIX, 00J1ee  CNOMCHBIX
MOJIEKYISIPHO-2eHemuUuecKux mecmoe.



e Pexomenpayetcs Bcem nanueHtam ¢ MIIC II mpoBegeHue aHainsa
KPOBM OMOXMMMUUECKOI0 00IeTepaneBTUUECKOro (He peske 1 pa3a B
6 MecsleB) sl ompeneneHMs (YHKIMOHAIbHOTO COCTOSIHUS
reyeHu, KOTopasi SIBsIeTCs OAHMM U3 opraHoB-mMuineHel npu MIIC
(ompeneneHe aKTMBHOCTM ajlaHMHaMMHOTpaHcdepassl (AJIT),
acnapratramuHotrpaHcdepasbl (ACT) B KpoBM, ucCCaemOBaHMe
YpPOBHSI o00mero OunupyomMHa B KPOBM, MCCIEOOBAHME YPOBHS
XoJieCTepuHa B KPOBU, MUCCIeNOBaHME YPOBHS TPUIIULEPUIOB B
KpOBM) [2, 14,16].

VpoBeHb yOeOUTENBHOCTM JoKa3aTteabcTB C  (YypOoBeHb
DOCTOBEPHOCTY peKOMeHAauumn — 5)

e PekomeHpayeTcsi BceM mamnyedTam ¢ MIIC II mpoBegeHue o611ero
(KIMHMYECKOT0) aHaimn3a KpoBu (He pexke 1 pasa B 2 Mecslia) IJis
OLIEHKM OCHOBHBIX IapaMeTpOB KPOBETBOPEHUS U  BbISIBIEHUS
BO3MOYXHbBIX MH(MEKIMOHHBIX MPO11eccoB [2, 14,16].

VpoBeHb yOeOUTEIBHOCTM JoKazaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

KoMMeHTapum: 68 (853U C 8bICOKUM  PUCKOM  pa38umust
UHMEPKYPEHMHbIX — UH(PeKYUli, acnupayuoHHoOli  NHe8MOHUU Y
nauueimos ¢ MIIC pexkomendyemcsi nposedeHue  OAHHO20
uccnedosatust He pexce 5 pas 6 200

e PekomeHpyeTtcst BceMm maiueHTaMm ¢ MIIC II mpoBeneHue o611ero
(KIMHUYECKOTO) aHa/M3a MOYM [IJSI  OLIEHKUM  COCTOSIHUS
MOUYEBBIBOISIIMX ITyTeM U Tovek (He pexxe 1 pasa B 3 mecsna) (2,
14,16].

VpoBeHb yOeOUTENBHOCTM JoKa3aTteabcTB C  (YypOBeHb
IOCTOBEPHOCTU peKOMeHJauuu — 5)

KoMMeHTapum: 6 (853U C 8bICOKUM  PUCKOM  pa3eumust
UHMepKyppeHmHbIX uHgexkyuii y nayuenmos ¢ MIIC pekomeHdyemcs
nposedeHue daHH020 uccnedosarus He pexce 4 pa3 8 200

2.4 "HCTpyMEeHTa/IbHbIe JUAarHOCTUUYEeCKue
VICC/Ie0BaHUS

Pexomenpyercss BceMm rmnanuentam ¢ MIIC II mpoBenmenue Y3U
OpPraHOB OPIOLIHOM TOJIOCTM C I1Ie/JbI0 BBISIBJIEHUSI YBeIMUeHUI
pa3MepoB IeueHu U cene3eHkM (He pexe 1 pasa B 12 mecsnes ) [2,



14,16].

VpoBeHb yOeOMTEJIbHOCTM [A0Ka3aTeJabCTB B  (YpoBeHb
JOCTOBEPHOCTHU PeKOMeHJaluuu — 3)

KOMMeHTapI/II/It B8blABJIAIOMCA  YMEPEHHAA c2enamomezaiusa uiu
zenamocnieHomezanusi. Ha (bOH(? mepanuu pasmepsl neueHu u
CeJIE3EHKU YMEHBUUAMCAL.

PekomMmeHayeTcsi  MpoBeleHMe  peHTreHorpaguu  IIeitHOTO,
TPYOHOTO WM IIOSICHUYHOIO OThejia I103BOHOYHMKA, a TaKxKe
peHTreHorpaduy BepXHMX U HIKHUX KOHEUHOCTell BCeM
nanueHtram ¢ MIIC II ¢ 1enbpio BbBISIBJAEHMSI MHOXKECTBEHHOTIO
Iusocrosa [2, 14,16,22].

VpoBeHb YyOeaAUTEIbHOCTM AoKasaTteabcTB C  (YpOBeHb
IOCTOBEPHOCTH PeKOMEeHAAIuN — 5)

KoMMeHTapum:  6bi48/1910mMCl ~ MHOMECMBEHHble — OU30CMO3bl
ckagouepanus, 2unonnasus 3y608udHozo ompocmka C2-n0380HKa,
dopconrombapHslli  Kugo3 8  pe3yabmame  NaAAMUCNOHOUIUU,
NOsICHUUHbLLI 2unepnopdo3. Onpedensomcs wiupoxue pebpa, KOpomxue
U302HYymMble KAOUUYbl, 2UNONIA3US 20J1080K Njeuesdsvlx Kocmeli U
gapycHas degpopmayus njaeuesvix Kocmeti 8 NPOKCUMANbHbIX OMOEIax,
ducmanvHsle 3NUQU3bl Kocmeli npeonjieuvst CKouwleHvl opyz K Opyey.
3adepxika Gopmuposarus sadep oxkocmeHeHus. IlacmHsie Kocmu
Kucmeti yKOpoueHbl U Cy#eHbl — <«3A0CMPEHbI» 8 NPOKCUMATIbHBIX
omadenax, «CKOWEHHOCMb» 8ePMJIYHCHbIX 8NAJUH, 0e(opMUPOBAHHbLE,
ynjioujeHHble 207108KU 6edpeHHbIX Kocmeli U 8anveycHas degpopmauus
leek 6edpeHHbIX Kocmeli.

Pekomenayetrcss BceM mnauueHtam ¢ MIIC II mnpoBemeHue
CTUMYVJISLIMOHHOM a7eKTpoHelipomuorpadun u/ I
sJIeKTpoHelipomuorpaduss  UrojgbyaTbIMM  3J€KTpogaMu, 4YTO
MO3BOJISIeT OLIEHUTh (PYHKIMOHAJbHOE COCTOSIHME MbIIIEUHbIX
TKaHel, HepBOB ¥ HEPBHO- MbIIIIeUHOM Iepenaun ( He pexxe 1 pasa
B 12 mecsueB ) [2, 14,16, 27].

VpoBeHb YyOegUTENBHOCTM [JoKa3aTelbCcTB C  (YypOBeHb
IOCTOBEPHOCTU peKOMeHJauuu — 5)

KoMmeHTapum: cmumynsiyuoHHAs anekmpoHetipomuzpagpus
noseonsiem onpedenums cdasyeHue cpeduHHozo Hepea daxce 0o
nosi8JieHUs CUMNMOMO8 U Q0JIHHA NPO800UMbCsl, HAUUHAS C 803paAcma
4-5 1em exce200Ho.



e PekOMeHJ0BaHO KOHCY/IbTAllMs Bpauda-CypHojora u IMpoBeneHue
TOHAJIbHOM ayguomMetrpun Bcem mnauueHtam ¢ MIIC II ¢ menbio
BBISIBJIEHUS TYTOYXOCTHU (He pexke 1 pasa B 12 mecsues) [2, 14,16].

VpoBeHb YyOeOUTENBHOCTM HoKa3aTelbCcTB C  (YypOBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

KoMMeHTapum: myz0yxocmos pasHoli cmeneHu 8ulpaieHHOCmu
xapakmepHa 071 0aHHo20 3abonesaHus. OHa moxcem KOHOYKMUBHOU
UIU HeUpOoCeHCOPHOU Uuau HOCUMb CMeWwlaHHslll xapakmep. PaHHee
8bls16JIEHUE MY20yXOCMU N0380J5lem YAYUUUmMs Kauecmeo MU3Hu
nayuenmos, obecneuums um Jyuuiee oouieHue u o0yueHue.

e PekoMeHAOBAHO IIpPOBeIeHMe MUCCAeT0BaHMS (PYHKIIMM BHEIIHETO
npixauusg (®BII) Bcem mnaunyeHtam ¢ MIIC II gasa  oueHKu
3D GEeKTMBHOCTY ITPOBOAMMOI Tepanuy, KOHTPOJIS 3a COCTOSTHUEM
OpOHXO0-JIerOUHOM cucteMbl (He pexke 1 pasa B 12 mecsiues ) [2,
14,16].

VpoBeHb YyO0egUTENbHOCTM JoKa3aTelbcTB C  (YypoBeHb
IIOCTOBEPHOCTU PEeKOMeHAanuu — 5)

e PekoMeHZOBaHO TpOBeleHMe MCCIeloBaHUs peHTreHorpadun
rpygHOM KiaeTku BceM mnauueHtam ¢ MIIC II nipy Hanuumm
ayCKyJIbTATUBHBIMX M3MeHeHUM B Jierkux (He pexe 1 pasa B 12
MecsLes) [2, 14,16].

VpoBeHb yOeaMTEIbHOCTM AoKa3aTreabCcTB C  (YpOBeHb
IOCTOBEPHOCTU PEKOMeHAanuu — 5)

e PekomeHnaoBaHO rnposeneHne III' BceM mnaumeHTaMm ¢ MIIC II mis
CBOEBPEMEHHOI AMAarHOCTUKM Smuiierncumn (He pexke 1 pasa B 12
MecsLeB) [2, 14,16].

VpoBeHb YyOegUTENBHOCTM JoKa3aTelbCcTB C  (YypoBeHb
IOCTOBEpPHOCTU PeKOMeHJauuu — 5)

e PekomeHI0BaHO IIpOBeJleHe KapaMopecIMpaTOPHBIN
MOHUTOpUHra BceM TIanmueHtam ¢ MIIC II @i OMarHOCTUKU
0OCTPYKTMBHOTO amHO3 CHa (He pexke 1 pasa B 12 mecsues ) [2,3,
14,16].

VpoBeHb YOeOUTENbHOCTM [dOKas3aTeabCcTB C  (YpOBeHb
IOCTOBEPHOCTY peKOMeHAauumn — 5)



e PekxomeHnmoBaHO T1ipoBeneHue peructpauum OKI, 3x0-KT,

XOJITEPOBCKOE€ MOHUTOPUPOBAHUE CEPLEUYHOr0 PUTMa U CYTOUHOE
MOHMTOPUPOBAHME apTEPUATbHOTO AABJIEHUS BCEM IallMi€HTaM C
MIIC II pns oLleHKM COCTOSIHMST ceppaua (He pexe 1 pasa B 12
Mecsues ) [2,3, 14,16].

VpoBeHb YOegUTENbHOCTM [dOKa3aTeabCcTB C  (YpOBeHb
IOCTOBEPHOCTU peKOMeHJauuu — 5)

KomMmeHTapum: pezyasipnoe nposedeHue pezucmpayuu SKI, 3xo0-KT,
X0JIMepPoBCKO20 MOHUMOPUPOBAHUSL CepieuHoz0 pumma, CymouyHoe
MOHUMOPUpPOBAHUE apmepuaibHo20 dasieHus Heob6xodumo
nauueHmam ¢ 0aHHoll namosnozueti, mak Kak ¢ paHHezo 8o3pacma y
HUX ommeuaromcsi cepdeuto-cocyoucmsle HapyueHusl.

Pexomenpayercss BceM mnauueHtam ¢ MIIC II mpoBemeHue
MarHUTHO-PEe30HAaHCHOM TomMorpadun IIEeITHOTO oTaesna
IM03BOHOYHMKA, [IJISI paHHErO BBBISIBIE€HUS KOMIOPECCUM CIIMHHOTO
Mo3ra u rugpouedbaninu (He pexe 1 pasza B 24 mecsaua ) [2,3,
14,16,23].

VpoBeHb YOeOUTENIbHOCTM [dOKas3aTeabCcTB C  (YpOBeHb
IOCTOBEPHOCTU PEKOMEeHIAINN — 5)

KomMmMmeHTapumn: HecmabuibsHocms amaHmoaKkcuaibHo20
CouJieHeHUs1 Moxcem Oblmb 8bld6/eHd NpU peHmezeHozpaduu wetiHozo
omoena No380HOUHUKA C (PYHKYUOHANbHbIMU NpoOamu, 00HAKO O0Js
noomeepxdeHuss  KOMnpeccuu  CNUHHO20  MO032a  8cedcmeue
ymosnueHust e2o 000J104eK U (opMupyouiuxcss aHoManuti N0380HKO8
mpebyemcs nposedeHue MPT.

Pekomenpayercsti mnamueHtam ¢ MIIC II KoHcynabTaliusi Bpava-
odTanmbmMoiora U MpoBeleHre UCCIeIoBaHMS epeJHero cerMeHTa
I71a3a METOAOM OOKOBOTO OCBeIeHMsI, M3MepeHle BHYTPUITIa3HOTO
oaBjieHus1 (TOHOMETPUSI U JpyTrue TeCcTbl, HeoOXOauMbIe mJIsI
IVArHOCTUKM TIJIayKOMbI) M OILI€HKAa COCTOSIHMSI IJIa3HOrO JHa
(oTasibMOCKOIMSI) C 1€7bI0 BBISIBAEHUSI IJIAyKOMbI, M3MeHEeHUS
IIPO3PAYHOCTU IJIA3HBIX Cpel M COCTOSSHUSI CeTUaTKu (e He
rposBoawics nmociaeguue 12 mec.) [2,3, 14,16].

VpoBeHb YyOeOUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
IOCTOBEPHOCTU PEeKOMeHAanuu — 5)



KommeHnTapumu: y nayuenmoe ¢ MIIC II He xapakmepHO
NOMYMHEHUE P0208UUbl. Y HEKOMOpbvlX NayueHmos pas3eusaemcs
2/1ayKoma, nuemeHmuas oucmpogus cemuamku. Pedko - omek ducka
3pumenibH020 Hepaa.

HuddepenuyanbHasi AMarHOCTUKA TPOBOAUTCS C APYTUMMU TUTIAMU
MIIC, anbga-MaHHO3UI030M, MO3HVUMMU dbopmamu
raHIJIMO3UI030B, MYKOJUTIU030M, HeMHDeKIMOHHbIMU
noJiMapTpuTamu, anmdusapHbIMU AucIIasuamu [2,3, 14,16].

OcHOBHbIMU OT/IMUMTENbHBIMYU depTamu MIIC II Tuna saBastoTCs:
IIpo3pavyHas poroBulla, Haau4Me M3MeHeH KOKHOIro [IOKpoBa 110
TUITY «MOPCKOV TaJIbKu» [7, 8].

2.5 VlHpIe AMarHoCTU4YecKue ¥ccjaegJoOBaHUsI

e Pexomenpayetrcst BceM manyeHtam ¢ MIIC II mpoBeneHue 6-Tu
MMHYTHOTI'O TeCTa C XOIb0O [IJIsI OLIEHKM BBIHOCJIMBOCTY KayKabie 6
MecsitieB (KOHTposab sddexktuBHOCTU D3T) (TIpmnoxkenue I'4) [13-
15].

VpoBeHb YOEOUTEJIbHOCTM [J0Ka3aTelbCTB A  (YpOBEHb
IOCTOBEPHOCTU peKoMeHganuu — 1)



3. Jleuenue

Jleuenue MIIC Tum II BKIrouyaeT Kak IaToreHeTHMYeCKoe JjieueHue
HasHaueHne @O3T, Tak M TIIpoBedeHME CUMIITOMATUYECKOM
Tepanun. BenmeHme mnammeHTtoB ¢ MIIC tum II mpepnonaraer
MYJIbTUAVUCIUTIIMHAPHBINA TMOAXOA, C 00s13aTelbHbIM y4yacTUeM
HEeBPOJIOTOB, reHEeTUKOB, KapayMoJIoroB, ITyJIbMOHOJIOTOB,
racTpO3HTEPOJIOroB,  (U3MOTEeparieBTOB M  Bpaueil  Ipyrux
CrelyaabHOCTeM, MMEIOIUX OIIbIT B JIEUEHUM ITOr0 pPenKoro
3a00ieBaHMsI.

3.1 IlIaToreHeruueckoe JiedueHue

e PeKOMEHIOBAaHO IIpoBeJeHMe (pepMEeHTHOM 3aMeCTUTEIbHOM
Tepaniuu  (®3T) Bcem maumentam ¢ MIIC II Tunma mocre
YCTAaHOBJIEHMSI TOYHOIO [OuarHo3da C LeJbl0 3aMelJieHUs
TporpeccupoBaHus 3a6o/ieBaHMsI, YMeHbIIeHUs pa3MepoB MevyeHU
M Ccele3eHKu, yaydllleHus (QyHKIUM cepAla, CHVDKeHUSI YPOBHS
sKkcKkpeTupyembix I'AT [12-15,19].

VpoBeHb YOEOUTEIbHOCTM [O0Ka3aTeJIbCTB A (YPOBEHb
JOCTOBEPHOCTU peKoMeHaauumu — 1)

Kommenrapumn: /[na nposederus @D3T npu MIIC II muna
npumersiiom udypcynsasy** u udypcynspasy 6ema**

Hoypcynshaza™* - ouuwienHas pekomOuHaHmuas opma pepmenma
udyponam-2-cynspamassl, npou3eooumdss HA KJAEMOUHOU JUHUU
yesnogeka, CcnocobHas obecneuums nNpopuIL 2UKO3UNUPOBAHUS,
AHAN02UYHBITI NPUPOOHOMY (hepmeHmy.

@3T noseosisiem 3HAUUMENbHO YAyHWUMb COCMOsIHUEe nayueHmos,
000UMbCsl YMEHbUIEHUS pa3mMepos8 Cele3€HKU U neueHu, yeeaudeHusl
noxkasameneti (pyHKYUU 8HeUHE20 ObIXAHUsl, CHUXceHus yposHeli IAl 8
Mmoue. IIpenapam He npoxodum uepe3 2eMamosHyedanuueckuti bapsep
(I'3B), nosamomy He no3eonsiem CKOppuuposams Heepojio2uyeckue
HapyuleHusl.

OduM u3 nocnedHux AHAIU308 MEXOYHAPOOHOU 0a3bl N0 CUHOPOMY
Xaumepa (HOS) yb6edumenvHo npooeMOHCMPUPOBAN NOB8blUIEHUE
npodosxcumensHocmu u kauecmea xu3Hu nauuermos ¢ MIIC II Ha



¢oHe D3T.

@3T HaszHauaemcs: NowU3HEeHHO, HenpepwvieHO 8 do3e 0,5 me/ke 00uH
pa3 8 Hedeio 8 sude 8HYMPUBEHHOU UHDY3UU NPOOOSIHUMENTBHOCMBIO
3 u ¢ makcumanwvHoli ckopocmuto 8eedeHust 0o 40 mn/u 8 ycnosusx
cmayuoHapa. Becb 065em npenapama Heobxodumo pazseecmu 8 100 mn
pacmeopa Hampusi xjaopuda™* 9 me/mn (0,9%). Bpems esedenus
MOMCHO NOCMeNeHHO yMeHbvlums 00 1 uaca, eciu Ha (poHe uHgpy3uu He
pa3eusarnmcs HexceaamenvHole peakuuu.

Hugy3us nposodumcsi uepe3 nepugepuueckuii uau uyeHmpaabHblii
8€HO3HbIll dOCMYN U KOHMPOJAUPYEeMCcst MEOUUUHCKUM NePCOHAIOM.

H3-3a pucka 603HUKHOBEHUS a/lep2uyeckux peakyuil 6 omeem Hda
uHgysuro, nayueHmam HA3Hauarnmcs AHMU2UCMAMUHHbLE
npenapamsi 8 COYEMAHUU HAPONOHUMCANWUMU HENOCPeOCMBEHHO
neped umMdgysueti. Ilpu B03HUKHOBEHULI HexelamebHOU peaxkyuu
UH(Y3UI HYHCHO 0CMaHO8UMb, 00 pa3pelleHus CUMNMoOMO8 U 3amem
npoodosxHums UHQY3Uw CO CKOPOCMbI0 HA NOJO0BUHY MEHble Mmoli C
komopoli oHa nposodunace. Ilpu paszsumuu aHaguiakmouoHoli/
aHagunakmuueckoli  peakuyuu uM@ysuwo credyem HemedJIeHHO
npekpamums, Hauams coomeemcmaymwuiee jeueHue U HabawodeHue.
Cnedyem npudepicusamuscsi CO8PEMEHHbIX CMAHOAPMOo8 HeOMJI0HCHOLI
mepanuu [12,16].

Peskoe npekpauwieHue D3T, nepepovievt 6 DP3T He xwenamenvHsl U
Mo2ym npueecmu K yxyouieHur cocmosHus hayueHmos [20].

Tsxcensvle unu onacHvle N HU3Hu peaxkyuu cunepuyscmeumeyibHOoCmu
6 aiyuasx, Kozda cocmosiHue nayueHmoe He noddaemcs KOHmMpO/Jiio,
ABJIAII0OMCA NPpoOMuUuBonoKa3aHuem ons noemopHO20 npumMeHeHUs D3T.

Hoypcynspazy 6ema™* nonyuaiom u3 peKoOMOUHAHMHBIX KJ1emoK
AUYHUKO8 Kumatickozo xomsuka (CHQO), 6 Komopsie nepeHeceHda
nnasmuda, kodupyrwujas 6enok u3 550 amuHokuciom uenoseueckor
udypoHam-2-cynsgpamas3sel, gKJII0UAS CUCHATILHYIO
nociedosamenvHocmes U3 25 amuHokuciom. Smom npenapam
nokasad 0/ hauyueHmos8 cmapuie 6 Jem. B Hacmosiuiee 8pems
cyuiecmgyem 02paHuyeHHoe Yucao nyboauxayuil, nocesujeHHbvIX
cpasHeHuio appexkmusHocmu 08yx npenapamos ons ®3T cuHOpoma
Xaumepa u npumeHeHu0 hpenapama y pasHsvlx NAUUEHMOos.

B Hacmosiwiee 8pemsi dokazamenvHas 0aza 3pgekmusHocmu u
b6esonacHocmu udypcynvasel Oema** ocHO8aHa Ha OaHHBIX 2X
KJAUHUYECKUX UCCed08aHUll, 68 KOMOpslX NPuHsau yuacmue 37



nauyuerimos ¢ cuHopomom Xaumepa. Omo uccaedosanue I/II ¢a3wi
NCT01301898 (31 nayueum) u uccnedosarue III ¢pazvt NCT01645189
(6 demeii mnadwe 6 nem). Bce nayueHmol, NpuHUMAasguiUe yuacmue
amux uccnedosaHuslx, pavee NOJYUAIU JiedeHUe npenapamom
udypcynsgpasa™*. [10].

3.2 CuMmoroMaTuyeckoe JieueHue

e PeKOMeHJ0BaHO IPOBefeHNe MeIMKAMEHTO3HOI IpeMeauKanumn
(QHTUTUCTAMUHHBIMU cpencTBaMu RO6A  w/umm NO2B
AHTUMIMPETUKAMM) TIPpU TIOSIBJIEHMM TOOOUYHBIX a/lJIepPrUueCcKmux
peakuuii ipu uHQy3un. [11,12,16, 24].

VpoBeHb YyOegUTENBHOCTM [oKa3aTelbCcTB C  (YypOBeHb
IOCTOBEPHOCTU peKOMeHJauuu — 5)

KommenTapun: Y nayuernmos ¢ MIIC, nonyuaruwux @3T, kak u npu
8/8 8s8edeHuu 1006020 Opy2020 0enK08020 npenapama, Mozym
paseumscsi nobouHble peakuuu (IUXopaoka, 03H0O, psoma,
KpanueHuya,  msxensle  peakyuii  2unepuyscmeumenbHocmu
ainepauyecko20 muna), npoucxodsujee uiu 80 8pems UH@ysuu uiu 8
meueHue OHa nposedeHus uH@ysuu. Ilpu nosieneHuu nNOOOUHBIX
peakyuii 80  epemsi  /nocie  UHpy3uUu  pekomeHdyemcs
coomeemcmaywujee JjieueHue, Npu KOmMopom Heo6Xoo0umo cnedosamso
COBpEMEHHbIM ~cmaHdapmam OoKa3avusi MeJUYUHCKOU —nomowu
(npomueopsomHbvle hpenapamel, aHMUUCMAMUHHblE CpedCcmaa,
aHmunupemuxu, 210KOKOpmMuKocmepouoHsle npenapamat).

JleueHue xpoHuueckux 3abonesamuti (nogedeHueckux HapyuieHutl,
oppmanvmonozuueckux HapyuleHuti, opmoneduueckoli namoJo2uu,
cydopoxHozo  cuvopoma, Al, cepdeuHoli HedocmMamouHOCMu,
peyudusupyrouwux omumos, 4acmolX pecnupamopHsix 3a6oneeauuti u
dp.) vy nauuermos ¢ MIIC II pekomeHO08aHO npo8oOUMb C YUemom
deticmgyrujux KJAUHUYECKUX pekomeHoayuil, nNpuHUMas 60 8HUMAaHue
pe3yibmamusl KOMNJIEKCHOU OUEHKU CO CMOPOHbl 6CeX 0p2aHo8 U
cucmem U nepcoHANU3UpPOBaHHble yeau nayueHma.

Jleuenue noeedeHuecKUX HapyuleHuli Nnposooumcs HespoJ0z0oM,
00bIUHO UCNOJIBL3YIOMCS cedamusHsle cpedcmed, MmpaHKeuIu3amopol,
Koppekmopwsl ~ nosedeHus.  Beibop  npenapama,  0do3uposxa,
OonumenvHOCMs Kypca onpedensiomcs uHousudyanvHo. HauuHaiom
npuem OaMHbIX npenapamos Nod MUAMENbHbIM — 8PaAUEOHbIM
KOHMpOJIeM 8 YCI08USX KPY2/l0CYMOUH020 / OHe8H020 cCmayuoHapa.



IIpu ogmansmonozuueckux HApyuwleHussx npoeooumcsi JieueHue no
nokasavusimMm, nodbop mepanuu OCYWecmensemcs Ha OCHOB8AHUU
pekomeHdayuli no eueHuro coomeemcmayrujux H030a02utl.

Opmoneduueckass KOppeKuusi HAapyuleHusi OCAHKU, KOHMpaxkmyp
Cycmasoe C UChO0Jb308AHUEM Hexupypeuueckux memodos exjaiouaem
gusuonpouedypsl U JeuebHyr  (QU3KyJIBMYpPY,  UCNOJIL3YIOM
opmoneduueckue ycmpoticmea. IIo nokasaHusM ocyulecmesiom
Xupypauueckoe JieueHue cCUuHOpoMa KapnaibHozo KaHand, nposooumcs
aHJonpome3uposaHue ma3o0edpeHHo20 WU KOJIEeHH020 Cycmasd,
Koppuzupyrujue ocmeomomuu s UCnNpasJieHust 0Cu KOHeuHocmeli.

Peyudusupyrouwjue omumosl, uacmele pecnupamopHbie 3a001e6aHusl
8EPXHUX OblXxamenbHbIX nymeti mpebyiom nposedeHust
cumnmomamuueckotl, aHmubakmepuanvHoli mepanuu [2, 6].

V nayuenmos ¢ MIIC npu Hanuuuu 3snuienmuyeckux npucmynos
pPEKOMeHO08AHO UCNO0JIb308AHUE NPenapamos U cxem JiedeHus, Hd
OCHOBAHUU peKOMEeHOAyULi no JieueHuo INUaencui.

PexomeHndosano yuacmue MYaAbMudUCYuUnNIUHApHOU KOMAHObl 6
gederuu cepdeutoii Hedocmamounocmu y nayueHmos ¢ MIIC I1.

Ilpu neueHuu apmepuanvHou 2unepmoHuu y nayuerHmoe ¢ MIIC II
PEKOMEHO08AHO HA3HAYEHUEe aHmuzunepmeH3usHoll mepanuu 8
coomeemcmeuu ¢ KJAUHUYeCKUMU peKomeHdauusmu «ApmepuanvHas
2UNepmMoOHUSL Y 83POCIIbIX».

Pexomenpayetcs nauyentam ¢ MIIC II ¢ HapylieHUSIMU MOTOPUKU
KeJyIOUHO-KUIIIEYHOTO TpaKTa MCII0/b30BaHMe ClIabUTelbHbIX
CpeAcTB, HaIlpuMep JakTya03a** mo 15-45 mi1 B cyTku [2].

VpoBeHb yOeguTenbHOCTM pekomeHzanuu C (YpoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB 5)

PekoMeHayeTcs IIpM XPOHMYECKON HelporaTuueckoir 6onn
Ha3HaueHyue I[IperaparoB, BO3IEMCTBYIOIIMX Ha L eHTpaJbHble
MeXaHM3Mbl dbopMupoBaHMsS ~ XPOHUYECKOI 6omu: NO3
AHTUKOHBY/IbCAHTOB  (mo3a  IOAOMpaeTcsl  MHAVBUIYAIbHO,
MpUMeHsIeTCsl BHe MHCTPYKUMM TI0 pellleHuI0 BpaueOHOI
KOMMCCUU), aHTULETIPECCAHTOB (TIPUMEHSIeTCS BHe MHCTPYKLUUHU T10
pelieHMI0 BpaueobHoi Komuccun) [2,12].

VpoBeHb yOeguTeNbHOCTM pekomeHzmanuu C (YpoBeHb
IOCTOBEPHOCTU JOKAa3aTeJbCTB 5)



KommenTapun: Ilonoxcumenstozo 3pgpekma dapmakomepanuu
XpoHuueckoii 6onu y nauueHmos ¢ MIIC moxcHo dobumucsi npu yuéme
NPpUHUMAEMbIX NAYUEHMOM Npenapamos u pezyisipHoM MOHUMOPUH2€
6e3onacHocmu JsieueHus. Ilpu neueHuu 0601e8020 cuHdpoma y
navuueHma ciedyem ucnoib308amos HaumeHee UHBA3UBHbBLL CNOCOO.

e Pexomenpayetcst nauyeHraM ¢ MIIC II KoHCynbTallMKM ClIeOYIOIINX
CIelMaanucToB He pexke 1 pa3a B 3 Mecslia WM Yallle Ipu HaJIudumn
[IOKAa3aHMi:  BpPadyoOM-OTOJIAPMHIOJIOTOM, BpPadyOM-HEBPOJIOTOM
[2,5,14,19].

VpoBeHb YyOeOUTENIBHOCTM [oKa3aTelbCcTB C  (YypoBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

e Peromenpayetcst nanyeHtaM ¢ MIIC II KoHCynbTallMKM ClIeOYIOIINX
CIeluMaaucTOB He pexxe 1 pa3a B 6 MecsileB UM yallle TPy HaAJIUUMmn
ITOKa3aHUIA: BPauOM-KapoJI0roM, BpPauOM-OpPTOIIEIOM.
[2,5,14,19].

VpoBeHb YyO0egUTENbHOCTM JoKa3aTelbcTB C  (YypoBeHb
IIOCTOBEPHOCTU PEeKOMeHAanuu — 5)

e Pexomenpyercss mauyedHtam ¢ MIIC II KOHCyabTauyus BpauyoM-
XUPYPTrom (IIpY HAJIUMIMU TTATOJOTUM, TPeOyIoIIei XUPypPruueckoro
BMelllaTe/lbCTBa) [2,5,14,19].

VpoBeHb YyOegUTEeNbHOCTM JoKa3aTelbcTB C  (YypoBeHb
IIOCTOBEPHOCTU PEeKOMeHAanuu — 5)

e Pexomenpyercss mauyedHtam ¢ MIIC II KOHCyabTauusi BpauyoM-
IIyIbMOHOJIOTOM  (TIpM  HaJIMUMUM  TATOJIOTUM CO  CTOPOHBI
IbIXaTelbHOI cucTeMbl) [2,5,14,19].

VpoBeHb YyOeOAUTEIbHOCTM AoKa3aTeabcTB C  (YpOBeHb
IOCTOBEPHOCTU pPEeKOMeHAanuu — 5)

3. 3 Xupypruuyeckoe JjieueHue

Xupypruueckoe jeueHue rnauueHToB ¢ MIIC II cienyer mpoBOgUTH
IIPY YYaCTUU MYJABTUIVCIUIIMHAPHOM KOMaHbl B COOTBETCTBUM C
IEeVCTBYIOIMMY KIMHUYEeCKUMY PeKOMeHIALUSIMMU.

e PekxomMmeHayeTcsl TMalyieHTaM C COXPaHHbIM MHTEJIEKTOM U
HapyluieHeM OQYHKIUM KUCTeM WM C HapylleHueM HepBHOI
MIPOBOAMMOCTHU I10 pe3ynbTaTaM DHMI' (snmekTpoHeiipoMmuorpadumsi



CTUMYJISILIMOHHAS OOHOTO HepBa) omepanusi IeKOMIIPeccun
HEpBHBIX CTBOJIOB, KOTOpasi TMPUBOAUT K OBICTPOMY CTOIIKOMY
yiydiieHnoo QyHkuum [2, 16, 23, 25].

VpoBeHb yOeguTenbHOCTM pekomeHzanuu C (YpoBeHb
IOCTOBEPHOCTHU 0Ka3aTe/l1bCTB 4)

KomMmeHTapum: uacmoma peyudusos KapnaabHo20 MOHHENTbHO20
cuHopoma y nauueHmos ¢ pasauuHeimu munamu MIIC Heu3eecmHa.
ITockonbKy nosmopHasi komnpeccust MeduaHHo20 Hepea ecnedcmeue
pyouesamuss uau OMJOMCEHUS 2/IUKO3AMUHO2IUKAHO8 B03MOMCHA,
Heob6xodumo npodonxcams Hab0eHuUe.

Pekomenayercs namuentam ¢ MIIC II tuma rmpu cooOIamIeincs
ruaponedanuy ¢ IIPOrpecCUpynUM yBeIMUYeHNEeM XeIyoouyKoB
no pgaHHbiIM MPT wu/unm NOOATBEPXKIEHHBIM IIOBBILIEHMEM
IaBjieHMsl 1epedbpo-CIMHAMbHOM KuakocTu Oomee 250-300 cm
BOJHOTO CTOJI0A PEKOMEHAYeTCSI BEHTPUKYJIO-IIEPUTOHEeaTbHOe
HIyHTHpoBaHue [2, 12,14, 16, 20, 25].

VpoBeHb yoemuTeabHOCTM perkomeHmauuu C (YypoBeHb
JOCTOBEPHOCTHU J0Ka3aTe/lAbCTB 4)

PekoMeHOBaHO IIPOBeJEeHMEe XUPYPruuyeCckoro BMeIllaTe/bCTBa
IIJISI TIalIMEHTOB C IMAarHOCTMPOBAHHBLIM CTE€HO30M IIIEHOTO OThesa
- JlekomMIipeccusi IIO3BOHOYHOrO KaHajla C MMIUIAHTalMen
CTaOMIM3UPYIOIIEl CUCTEMBI, UTO MMeeT pellaollee 3HaUYeHMe B
yCTpaHeHUMU cTeHo3a [2, 12, 14, 16, 20, 22, 23, 26].

VpoBeHb YyOeaUTEIbHOCTU JoKasaTelbcTB C (YpOBeHb
JOCTOBEPHOCTU peKoOMeHaauumu — 4)

KoMmmeHnTapum: cdasnieHue CNUHHO20 Mo032a hpusodum K
HeoopamuMbiM He8pPoJo2U4eCcKUM HapyuleHusimM, onepayuro ciedyem
paccmampusams  daxce 'y hayueHmos 0e3  He8poJ102UuecKoll
CUMNMOMAMUKU, €eClIUu CazummanvHolil duamemp NO380HOUHOZ0
KaHana cyxweH Oonee uem Ha 50%. Xupypzuueckoe 8meulamenbCcmeo
J0JDKHO ~ BLINONIHAMBCSL  pAHbBUWE — pa3eumusi  He8pon02u4ecKux
nposiéJieHull.

PexomeHpayeTcst IIpoBeLeHne XUPYPruyeckomn 3aMeHbI
Ta300eJpeHHOT0 MM KOJIEHHOTO CYCTaBa, KOPPUTHUPYIOIINe
OCTEOTOMMM KOCTeli KOHEYHOCTEi IIPY BbIpa)KeHHOM HapylleHUMU
GYyHKLIMM  KOHEYHOCTM o0OyCaoB/JIeHHOM gedopmalinein  uian
apTpo30M, Ipu OTCYTCTBUM 3(ddeKTa OT KOHCePBATUBHOI Teparun



(BbIOOp 0OObeMa OINepaTMBHOTO BMeIIATe/JbCTBA 3aBUCUT OT
CTelleHu nmopaxeHus)|[2, 12, 14, 16, 20, 22, 23].

VpoBeHb YyOegUTENBHOCTM [HoKasaTelbCcTB C (YypOBeHb
OOCTOBEPHOCTU peKOMeHAauumn — 5).



4. PeaOuauranmus

Cneunduueckoii peabunurauuy namueHtam ¢ MIIC I He
TpebyeTcsl. B Kpyr peabMINTAIIMOHHBIX MEPOIPUSITUIA TTallieHTaM
¢ MIIC II MoryT 6bITh BK/IIOUEHBI 3aHSTUS C IICMXOJIOTOM, OTIbIX B
CHelaau3upPOBaHHBIX  CAHATOPMSX, a TakKke COLMaJbHAas
ajmanTanys ¢ yuyacTUeM CIelMaliCTOB U COIMaIbHbIX PAOOTHUKOB,
Kypcbl Maccaxka. Crmemuduyeckue MeTOAbl peaduIuTalum IIpu
HaJIMYMM OCJIO)KHEHM YKa3aHbl B COOTBETCTBYIOIIMX pa3esiax.



5. IIpodpuaaxkruka

e PekoMeHAYyeTCS MOC/ie YCTAaHOB/IEHUST IMarHo3a naiueHTy U ero
oduIMaAbHBIM IIpeACTaBUTENSIM IIpMeM (OCMOTpP, KOHCYJIbTaIlNsI)
Bpaya-TeHeTKa C IeJbl0 pa3bsSICHEHUIA TeHeTU4YeCKOro pucka,
00CYy>XIeHMsI BO3MOYKHOCTE TpeHaTaJbHOIA "
MpEeMMIUIAHTAL[MOHHOM TeHeTUYeCKOi IMarHoCTUKM 3SMOpMOHa
[2,16,20].

VpoBeHb YyOeOUTENBHOCTM HoKa3aTelbCcTB C (YypoBeHb
IOCTOBEPHOCTHU PEKOMeHAanuu — 5)

KOMMeHTapI/II/I TI'emusuzomHuwie MYMHUHBL UMenm eaLlHCm6€HHyIO
MYMAHMHY0 X—XpOMOCOMy, Komopyw nepeaa;om moJibko ceoum
aOLlepﬂM, HO He CblHOB8bAM.

Yuyumeieas mun HacnedosaHust daHHo20 3abosesanus (X-cuenieHHblii)
07151 Kaxcdoli nocnedyrouleti bepemeHHOCMU:

® V JKEeHWUHbI-HOCUMEbHUYbl Mymauuu pPuck poxcdeHus Maavuuka c
MIIC II cocmasnsem 50%, puck poxcoeHusi desouku-HOCUMeENbHUYbL
mymauuu — 50%;

o y myxcuuHsl ¢ MIIC II (zemu3uzomHo020) mymayuu pPuck poicoeHus
desouku-HocumenvHuuyst mymauuu — 100%.

5.1 IIpenaTanbHas auarsocruka MIIC 11

e PexomMmeHayeTcs1 B CeMbsX, I[le eCTb MalMeHT C YCTaHOBJIEHHOM
MyTallyei, BbI3BaBIeil 0osie3Hb, OOCYAUTb  BO3MOKHOCTH
IIpoBeeHMs] IIPEeUMMIUIAHTALlMOHHOM TeHEeTUYeCKOM AUMarHOCTUKU
SMOpMOHA U IIpeHaTa/JbHOI OMArHOCTUKM MyTeM W3MepeHUs
aKTMBHOCTM MIYypPOHATCy/Ib(aTasbl B KIeTKax BOPCUMH XOPMOHA, a
TaK)Xe MeTodaMu IpsmMoi uin KocBeHHoM THK-nuarHoCcTukm mjist
ceMeli C U3BeCTHbIM reHotunom [1,2,16,20].

VpoBeHb YyOeOMTEIbHOCTM AoKa3aTeabCcTB C  (YpOBeHb
IOCTOBEPHOCTU PEeKOMeHAanuu — 5)

6. Opranmusanyusi oKazaHus
MEeOIVIIVMHCKOM ITOMOIIN



IToka3aHus OJis IJIaHOBO TOCHUTAIU3 AN :

TpoBeJieHNe OMArHOCTUKU " JeyeHusl, TpeObymoIiye
KPYIJIOCYTOUHOTO MeIUIIMHCKOTO Hab/IoaeH s ;

COCTOsIHME, TpeOylolllee aKTMBHOTO JieUeHUS U KPYIJIOCYTOYHOTO
MeOVIIMHCKOTO  HabmofeHus  (IpbbKeceyeHue, OIepaTUBHOE
JleyeHMe TIOpakeHUsI CyCTaBOB, IIO3BOHOYHMKA, CKOJIMO3,
aJleHOSKTOMMS, TOH3UJIJISKTOMUS, Helpoxupypruyeckasi
OEeKOMIIpeccusi CMHApPOMA  3amlsICTHOTO KaHajla, YCTaHOBKA
TPAaHCTMMIIAHMYECKOTO  [peHaxa TIpu  CpedHeM  OTure,
xupypruueckasi koppexkuus natonoruu CCC u npyrue);

cocTosiHMe, Tpebylollee TpOBedeHUs] BbICOKOTEXHOJIOTUUHBIX
MeTO/IOB jieueHus (B TOM uucie KOHTPOoJib spdekTuBHOCTU TT'CK);
OTCYTCTBME BO3MOKHOCTM obecrieuenuss ®3T B amOy/lIaTOPHBIX U
CTalMOHapo3aMelaX YCIOBUSIX;

HeoOXOAMMOCTb TPOBENEeHMSI Pa3JINUYHbIX BUIOB SKCIEPTU3 WU
ob6cenoBaHMs B MEIUIIMHCKOM OpraHM3aliuy IMpy HEBO3MOKHOCTU
MpoBeeHusT UX B aMOYJAaTOPHBIX YCIAOBMSIX, TPeOYOIMX
OMHAMMUYECKoro HabmogeHuss (B TOM uuciae odopMiieHue
3aK/I0ueHns heaepasibHOTO KOHCUINYMA).

IToka3aHus nJis 3KCTp€HHOI71 IroCIINTAJIN3al0UN

OCTpbIe 3a001eBaHMS;

000CTpeHMsI XPOHNYECKMX O0JIe3HeI];

OTpaBjieHMSI M TpaBMbl, COCTOSIHUMS, TpeOyolie MHTeHCUBHOI
TepanuuM U T[epeBola B peaHMMAIIMOHHble OTHENeHUS WU
OTHeJeHUs]T MHTEHCUBHOV Tepanmuyu (B TOM YMCIe I[OOOUYHBIE
peaxkiuy, MPOUCXOIsIe BO Mpoliecce MHPY3UM UAU B TeueHUe
nHs 1mpoBemenuss uHy3un D3T, LepBUKaTIbHBIIE CTEHO3 C
KOMIIpeccuent CIMHHOTO MO3ra M [pyrue yrpoxawliye >XKU3HU
OCTpble COCTOSIHMSI), @ TakKke KPYIIOCYTOUHOTO MeIUIIMHCKOTO
HaOJ0IeHU U TIPOBeJleHNs CIielalbHbIX BUI0B 00CeIOBaHUS U
JleyeHus.

IToka3aHus K BBINIVICKe MMallMeHTa U3 CTaoMOHapa.

OTCYTCTBME YITPO3bI KM3HY IAIMEHTa;
OTCYTCTBME  VyIrpO3bl  Pa3BUTUSI  OCIOKHEHMUH, TpeOyoImux
HEOT/IOXKHOTO JIeUeHNS;

cTabuIm3anusl COCTOSIHMS ¥ OCHOBHBIX KJIMHMKO-71a00paTOPHbBIX
IoKasarejeii  IaTOJOTMUYeCKOro Ipoiecca II0  OCHOBHOMY
3a00JIeBaHMIO;



® OTCYTCTBME HEOOXOOMMOCTM B IIOCTOSHHOM BpadyeObHOM U
KPYIJIOCYTOUHOM MEIMIMHCKOM HAaOMIONeHUM TII0 OCHOBHOMY
3a00J1eBaHUIO;

* HeOoOXOOMMOCTM IIepeBOfa IalieHTa B [OPYIyI0 MeIMIIMHCKYIO
OpTaHM3AINIO VTN YUPEXKIeHNe COLMATbHOIO 00ecIieueHnst



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

[Ipy mpoBemeHMM HapKo3a M MHTYyOALMM HEOOXOIMMO IIOMHUTH O
BbICOKOM pUCKe KOMIIpeCCMM CIIMHHOTO MO3ra BCJIeACTBUE
HEeCTaOMILHOCTM aTIAaHTOAKCMAJIbHOTO cycTaBa. KopoTkasti 1ies,
OrpaHMYeHMe TOABUXHOCTU HUKHEN 4YearoCTH, YBeJIMUYeHMEe SI3bIKa,
BbIpaskeHHasl rumepTpodusi ageHOUAOB M MMHAAJIMH CO30AI0T
Mpo6eMbl  IIPU  IMPOBENEHMM aAHEeCTEe3MOJOTMUYECKOrO I0Co0ms,
[I03TOMY I[IpeAriouTeHue cjlefyeTr OTAaBaTh MECTHOMY WU
perMoHajbHOMYy  00e36onuBaHMpO. [lalMeHT  IpeaBapUTEIbHO
KOHCYJIBTUPYETCSI BpPauyOM-KapAMOJIOroM, OTOPMHOJIAPUHIOJIOTOM,
aHeCcTe3noJoroM, HeBporaTosorom. O6s3aTeibHO  IpOBeHeHMe
TOJTHOTO KapAMOoJI0TU4eCckoro oocienoBaHms, MoamucoMmHorpadum (s
BBISIBJIEHUS CTeIeHun IbIXaTeIbHbIX HapylIeHuin), pu
HEOOXOOMMOCTM - SHJIOCKOIMM HOCOIJIOTKM U KOMIIbIOTEPHOI
Tomorpadun jnerkux. OrnepaTMBHOE BMeIIATeIbCTBO C aHecTe3ueil
HeoOXOOMMO IIPOBOAUTL B KPYMHBIX MEOUIIMHCKUX II€HTpax,
MMeIOWINX OTAeeHMe peaHMMalun U MHTeHCuBHOM Tepanuu (OPUT),
TaK KaK MHTYOAIMs U ITOCAeayIonast SKCTyoausl y TaKuX IalyeHTOB
MOXET BbI3BaTh 3aTpyaHeHus [2,14,20].

HabmiogeHre MalyeHTOB IO MeCTY JXUTENbCTBA (B aMOy/lIaTOPHO-
MTOIMKIMHUYECKUX YCIOBUSIX) JOIKHO OCYIIECTBJSTHCS IMOCTOSIHHO.
JTabopaTopHbIe " MHCTPYMEHTAaJbHbIE obcemoBaHMs "n
pekoMeHyeMasl 4yacToTa WMX IIpOBeIeHMs IIpeAcTaB/ieHa B
[Tpunoskenue I'3. 3aboneBaHyue UMeET MYJIbTUCUCTEMHYIO TIPUPOAY U
HeoOpaTMMble, MPOrpeccUpyloliie KIMHUYECKUe TMPOSIBIeHUSI, YTO
00yc/I0BAMBaeT HeOOXOAMMOCTb HaOMIOeHMUSI He TOJNIbKO Y3KUMMU
crienyaancTamMu (OTOPMHOMIAPUHTOIOTaMM, XUPYyPraMiu-opToIeIaMu,
odTaIbMOIOTaMU, KapayuoJyioraMu, ITyJIbMOHOJIOTaMU,
HeBpoOTMaTo/JioraMy, CTOMaTojoramMu), HO ¥ (QusmoTepaneBTamu,
Jlororeamu, IMCUXOJOTaMM ¥ PabOTHUMKAMM TA/UTMATUBHBIX CITYKO
[2,14,20].

ITauymentbr ¢ MIICII [go/mKHBI IMOCTOSHHO  HaxXOOMTBLCS  IIOJ,
HaOmogennemM; 1 pas3 B 6 MeC. - IIPOXOOUTH 0OcC/IegoBaHUe B
MHOTONPO(PMIbHBIX CTallMOHapaX. [IJUTEeNbHOCTh HAaXOXIEHMUS B



cTallMoHape / JHEeBHOM cTaiuoHape 21-28 nHeit. Heobxomumbie
OCMOTPbI Bpaueli-CIielMajanucTOB, nabopaTopHbIe "
MHCTPYMEHTa/IbHble 00C/IeIOBaHMSI.



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

Kputepuun kayecTsa

OueHka
BbIMNOJ/IHEHUS

BbinoniHeHO onpegeneHne ypoBHA M cnektpa [Al mMoun (npu
NOCTaHOBKe AMarHo3a W ecnn He NpoBOAMSIOCH B NpeaLllecTBylowme
6 MecaueB

Na/nHet

BbinonHeHO onpepeneHne akTUBHOCTM umAypoHaTCcynbdartasbl B
nnasmMe KpoOBM  WAM  NSATHaxX  BbICYWEHHOW  KpOBM  u/mnun
MOEKY/IIPHO- FreHeTUYecKoe uccrenoBaHme (BbisBNeHMe MyTauuin B
reHe IDS (npu noctaHoBKe AMarHo3a)

Oa/net

BbiNONHEHO Ha3HayeHune (epMeHTHOW 3aMeCTUTEeNbHOW Tepanun C
NpUMEHEHNEM naypcynbdasbi**  unum naypcynbdasy beta** B
BuAe B/B MH(PY3UM exeHeaenbHo

Na/nHet

BbinonHeHnbl 3KI, 3xo0-KI, xonTtepoBckoe MoHuTOpupoBaHue SKI u
CYyTOYHOE MOHWTOPMPOBAHME apTepuanbHOro AasneHus (ecnum He
NpoBOAMIOCH NpeallecTBylowme 12 mecsaues)

Oa/net

BbinonHeHo 23 gns CBOEBPEMEHHOW AMArHOCTUKKM  3nunencuun
(ecnu He npoBoamMaock nocneaHne 12 mMecsaues)

Oa/net

BbinonHeHO onpegeneHne pasMepoB MNEYEHW W Cene3eHKU  no
AaHHbIM YNIbTPa3BYKOBOrO MCCnefoBaHus (ecnuM He MnpoBOAMIOCH
nocnegHune 12 mecsaues)

Na/Het

BbinofiHEHa peHTreHorpadus OpraHoB rpyaHON KneTku (ecnn He
nposoaunacek nocnegHne 12 mecaues)

Na/net

BbinoNHEHa MarHWTHO-pe3oHaHcHas ToMorpadus wWeriHoro otaena
NMO3BOHOYHUKA (eC/TM HE MPOBOAWUIIOCH B NocneaHue 24 MecsiLEeB)

[Oa/net

BbinosHeHa KOMMblOTEpHas  ToMmorpadwus s MarHUTHO-
pe3oHaHCcHas ToMorpadus ronoBHOro Mo3ra (ecnu He NpoBoAWIIOCH
B nocnegHue 24 mMecsiLeB)

Oa/net

10.

BbinonHeHO onpegeneHne CKOPOCTUM HEPBHOW MPOBOAMMOCTM
aneKTpoHenpomuorpadmm (cTuMynsunoHHoOM
aneKkTpoHenpomMuorpadum) (ecnm He NpoBOAMNOCH MNocneaHue 12
MecsueB)

Oa/net

11.

BbinonHeHO onpeaeneHne (yHKUMM BHELIHEro AblXaHusa (ecnn He
npoBOAMNOCL NocneaHne 12 mMecsiueB)

Oa/nHet

12.

BbinosiHEHa  KapAMOpecnupaTopHblA  MOHUTOPUHE  (ecnn  He
npoBoAunscs nocneaHue 12 mecsues)

Oa/nHet

13.

BbinosiHEHa peHTreHorpadus LWeWHOro, rpyaHOro M MOSCHUYHOMO
oTAena MOo3BOHOYHMKA, a TaKxXe peHTreHorpamn BepXHUX W
HMXXHUX KOHe4YyHocTen (ecim He npoBogunacb nocnegHve 12
MecsueB)

Oa/nHet

14.

BbinonHeHa  KOHCynbTauusi  Bpada-cypAaosiora U noBejeHa
ayavomeTpus (ecnv He npoBoauniack nocnegHve 12 mecsiues)

LNa/net

15.

BbinonHeHa KOHCynbTauuMsi BpadoM-odTanbMOSIOrOM MpoBeAeHue
nccneaoBaHus  nepefHero cerMeHTa rnasa meTtogoM 60koBOro
OCBELLEeHUs, U3MepeHNe BHYTPUIIA3HOrO AAaB/ieHUs (TOHOMETpUS u
Apyrue TecTbl, HeobxoAuWMble Ana AWArHOCTUKW  FNayKoMbl) U
OLleHKa COCTOSIHMS rna3Horo pgHa (odTanbMockonusa) € uUenblo
BbISIBIEHUSI FNAayKOMbl, U3MEHEHWs1 MPO3PayvyHOCTU FNasHbIX cpea u
COCTOSIHMS ceTyaTku (MpW HannMuyMm natonorum 3peHus) (ecnu He
nposoAunca nocnegHme 12 mec.)

Oa/net

16.

BbinonHeHa KOHCynbTauus BpayOM-FeHETUKOM Mpu YCTaHOBMEHUMU
AnarHosa v npun naaHMpoBaHUn 6ep6MEHHOCTV] B CEMbeE

Oa/net




BbinosHeHa KOHCy/nbTauuMsa BpavyoM-KapAMOSIOrOM TMpuU  Hanuyum

[Na/net

17. naTonornMn cepaeyYHo-cocyamcton cuctembl (ecnu He npoBOAWUSICH
nocnegHue 6 mMec.)
18 BbinonHeHa KOHCybTaums BpayoM-0TOIAPUHIOA0roM (MpU Hanuumm Da/Het
. naTosiormMm co CcTopoHbl JIOP-opraHoB u/Mamn BEpXHUX AblXaTesNbHbIX
nyTten) (ecnn He NpoBOAMACA NocneaHue 3 Mec.)
19 BbinoNIHEHAa KOHCyNbTauus Bpa4vyOM-HEBPOSIOrOM MpuU  HaAUuuu Oa/HeTt
: naTosiorMn CO CTOPOHbI LEHTPasbHON HEpPBHOM CUCTEMbl (ecnn He
NpoBOAMNCA NocneaHne 3 Mec.)
20 BbiMOsIHEHA KOHCy/NbTauusa BpayoM-OpTOMEAOM MpU  Halan4vyuu Oa/HeT
: naTosiorMmn Co CTOPOHbI OMOPHO-ABUraTeNlbHOro annaparta (ecnm He
nposoaunca nocnegHve 6 mec.)
21 BbinonHeHa KOHCynbTauuMsi BpayoM-XMpyprom (MpM  Hanuuuu Oa/Het
: naTonoruu, TpebyrLlen XxmMpyprmyeckoro BMeLlaTesbcTea)
22 BbinonHeHa KOHCyNbTauus BpPayoM-MysibMOHOIOrOM (MpW Hanuuuu Oa/Het
. NaToNOrMn Co CTOPOHbI AbIXaTe/IbHOM CUCTEMbI)
23 BbinonHeH 6-TM MUHYTHbIA TecT ¢ xoabbor (ecnn He NpoBoOAWMICSA Da/Het
: nocnegHue 6 Mec.)
24 BbinonHeH BUOXUMNYECKU aHanus KpOBU Oa/HeTt
. (anaHnHamuHoTpaHcdepasa (AIT), acnaptataMuMHoTpaHcdepasa
(ACT), obwmin n npsamort 6unnpybuH, XonectepuH, TpUranuepuabl)
(ecnu He npoBoAMCca B NpeawecTsyowme 6 MecsiLeB)
25 BbinonHeH o6wnii  (KAMHMYECKMW) aHanuM3a KpoBu (ecnum He Oa/HeT
: NpoOBOAMICS B NpeaLlecTByowme 2 Mmecsues)
26 BbinonHeH o6wnii aHanusa Mouum (ecnm He NpoOBOAWCA B Da/Het
" npealwecTeytowme 3 Mecsua)
27 MNpoBeaeHO XWPYypruyeckoro BMellaTeNnbCcTBa AN MNauMeHTOB C Oa/Het

ANarHoCtMpoBaHHbIM CTEHO30M WwerHoro otgaena - AekoMmnpeccum
CMMUHHOIo Mo3ra
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IIpunoxeuue Al. CocraB padbouerii
I'PYIIIBI

10.

. KyueB Cepreit UBaHoBu4 - wi.-kopp PAMH, n.Mm.H., nupexktop

OI'bHY "Menuko-reHeTUYECKMIT HAyYHbIM LIEHTP MM. aKaJgeMMKa
H.I1.boukosa ", IIpe3ugeHT Acconmanuum MeOULIMHCKUX T€HETUKOB
(AMI).

. Moucees Cepreini BajeHTMHOBUY- [.M.H., 3aBenyIOLIUNA

Kadengpoii BHYTPeHHMX, ITPOdEeCcCMOHAJIbHBIX  Oojie3Helt U
pesmarosiorun ®Ir'AOY BO Ilepsbiii MIMY um. U.M. CeueHoBa
(CeuenoBcknit yuuepcuret) M3 PO.

. Hama3oBa-bapanoBa Jleitna CeiimypoBHa- axkageMuk PAH,

npodeccop, A.M.H., [Ipencemartend Mcnonkoma Corosa rneamaTpoOB
Poccumn.

.bapaHoB AnekcaHap AjekcaHApoBUY- axkagemuk PAH,

npodeccop, A.M.H., [ToueTHsiit IIpencenatens Kcrmonkoma Coiosa
neauatpoB Poccum. Harpazsi: OppeH Tpyposoro KpacHoro
3namenu, OppeH Iloueta, OpaeH «3a 3aciyru nepen OTedyecTBOM»
IV crentenun, OpaeHn «3a 3acnyru nepen Oteuectsom» III cTernenn.

. Bamakmaase Haro /I>kymOepoBHa- 1.M.H., IOLIEHT Kadeapsl

dakynbreTckoit neguatpum I1d ®rbOY BO PHUMY umenu H.N.
[Tnporosa, UHCTUTYT megmuaTpumn U oxXpaHbl 300poBbs Aerein LIKb
PAH, unen Coro3a neaguatpoB Poccun.

. 3axapoBa Exkarepuna IOpbeBHa -I.M.H., 3aBefdymolnas

nabopaTopueii HacaeNCTBeHHbIX Oosne3Heii o6mMena OIBHY
"Menuko-reHeTUYeCKUiM  HAy4yHbIiI  LEeHTP MM. aKaJeMMKa
H.Il.boukoBa", wuieH Poccuiickoro oOmecrsa MeOUIIMHCKUX
reHeTMKOB, UJileH eBpOMeicKkoro o6IllecTBa IO M3YYeHUIO
Hac/IeICTBEHHBIX Ooie3Helt ooMeHa BeliecTB (SSIEM).

. JlapuoHnoBa BanenTuHa UnbuHuuHa- 1.M.H., ®I'BHY "UHCcTUTYT

9KCIIePMMEHTAIbHOM MeauLMHBI", WwieH Poccuiickoro oo6iecTBa
MeIUILIMHCKUX TeHEeTUKOB.

. Muxamnosa CsersiaHa BuranbeBHa -I.M.H., 3aBeaylollas

otgeneHuem OI'BY «Poccuiickas Hetckast KnumHandeckast bonbHMUIIa»
M3 P®.

. Hukutun Cepreii CepreeBuy - 1.M.H., mpodeccop, rpeaceaaTe/lb

«O6mecTBa CIeLMaJINCTOB 10 HEePBHO-MBbIIIEYHbIM
3a001eBaHMUSIM ».

CemsiukmHa Ainana HwukomaeBHa- [O.M.H., T.H.C. OTIeJIeHUS
KauHudeckon reHetukun OI'bBY «Mockosckuit HUM nieguatpum u
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13.

14.

15.

16.

17.

18.

19.

neTtckom xupyprum MwuH3npaBa Poccum», uneH Accoumauun
MeOULMHCKUX TeHeTUKOB (AMI).

Bocko6oeBa Emena IOpseBHa - K.M.H., B.H.C. JjJabopaTtopun
HaC/IeICTBEHHBIX ooesHel oO6MeHa OI'bHY "Menuko-
reHeTU4YeCKMI HayuYHbI LeHTp .

I'esopksaH Axnaut KasapoBHa- K.M.H.,, ®TI'AY "HayuHblit
MeOULIMHCKNUI UCC/IeI0BaTe/IbCKUI LIEHTP 340pOBbs AeTein” M3 PO
Ky3enkoBa JIiopmmiaa MwuxaijioBHa- [.M.H., 3aBeaymoouas
OTIe/IeHUeM IICMXOHEBPOJIOTUM U TICUXOCOMATUUYECKONM I1aTOIOIUMU
@®I'AY "HayuHblili MeOUUMHCKUMA UCCIeOOBATEIbCKUI  LEHTP
300poBbs Aeteli” M3 PO, unen Coro3a neamnatpos Poccun.
BaiimakoBa TanmHa BuMKTOpOBHA- K.0.H., BeOyIIMii Hay4YHbII
COTPYOHMK JabopaTopuMyu HacAeOCTBEHHbIX Ooe3Heii obMeHa
@®I'BHY "Menuko-reHeTMYECKUIA HAYYHBIN LEHTP UM. akaJgeMuka
H.Il.BoukoBa", wuimeH Poccuiickoro oO6IIecTsa MeIUIVHCKUX
r€HEeTUKOB.

Jlo6)kaHuaze TuHa BuMKTOpOBHA- K.M.H., 3aBeyIONIasi THEBHBIM
CTAL[MOHAPOM M OTAe/IeHeM Ia/uiMaTuBHOM MeauiiHbl I'bBY3 "TKb
N2 64 I3M".

Mwuxaiuionsa Jlioommiaa KoHcTaHTMHOBHA - 1.M.H., IIpodeccop,
yueHblil cekperapb @®I'BY "HaumoHa/lbHBIA  MeOULIVHCKUMA
MUCC/IeI0BAaTe/IbCKUI LIEHTP TPaBMAaTOJOTMM U OPTOIEAUM UMEHU
H.H. ITpuoposa" M3 PO.

IlonskoBa Osbra AeKCaHAPOBHA-  [EeTCKUII  OPTOIIe],
TPaBMaTOJIOT OI'bY «HaniMoHa/IbHbIN MeIVIIVHCKUI
MUCC/IeI0BATENbCKUI LIEHTP TPaBMAaTOJOTMM U OPTOIEAUM UMeHU
H.H. IIpuoposa” M3 PO.

IlogknetHoBa TarbsiHa BaagmmupoBHa-  K.M.H., C.H.C.
nabopaTopum pemKux Hac/leACTBEHHBbIX OosesHelt y mereit ®I'AY
"HayuHblii MegUUMHCKUI UCCIef0BaTeNbCKUII LEHTP 340POBbS
nereit” M3 PO®, unen Coro3sa neaguatpoB Poccun.

VoanoBa Onabpra BacmiabeBHa- K.M.H., OO0 <«Meguko-
reHeTUYeCKuil 1LieHTp «['eHOM»», Tpencemare/ib Hiuokeropomckoro
otnenenus POMI, pykoBogutesnb LleHTpa MeOULIMHCKOM T€HETUKN
@®I'bOY BO «I[IUMVY» Muunsgpasa Poccun, r. Huskauit Hosropog.

ABTOpBI TMOATBEPXKAAIOT OTCYTCTBME (PMHAHCOBON TMOAIEPKKIM/

KOH(QIMKTA MHTEPECOB, KOTOPbI HEOOXOAMMO 0OHAPOLOBATh.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

HacTosiiue pekoMeHOaluy MOpedHasHaueHbl [JisI MpUMeHeHUSs
MEeIULIMHCKMMM OpraHmu3anusiMu U yupexaeHusMu denepaabHbIX,
TEePPUTOPUAJIBHBIX M MYHUIIMIIAJAbHBIX OpPraHOB  yIIpPaBJIeHMUSI
3[4paBOOXpaHEHMEM, CUCTEM 00s3aTeIbHOr0 U JTOOPOBOJBHOTO
MeIUIIMHCKOIO CTpaxoBaHMsI, IPyTUMM MeIUIIMHCKUMU
OpraHmM3alusIMM  pas3IMUYHbIX OpPTraHM3alMOHHO-TIPAaBOBBIX (opM
IesITeIbHOCTY, HallpaBJeHHO Ha OKa3aHue MeAULIMHCKOI ITOMOIIMN.

Hacrosmiye peKoMeHIaIMM YCTaHABAMBAIOT BUAbI, 00beM U
MHIMKATOPbI KaueCcTBa MeAUIIMHCKONM oMoy nauyeHtam npu MIIC
II m 6piM paccmoTpenbl 1-2 mioHs 2018 roma B pamkax HayunHo-
MIpaKTMUUecKoro KoHrpecca «OpdaHHble 601e3HM» B MOCKBe.

Knmunueckue pekoMeHIaIumn CO3/TaHbI Ha OCHOBaHUM
cucTeMaTuueckoro o63opa Jsmrepatypbl 1992-2019 rr. Medline
(Pubmed version), Embase (Dialog version) u Cochrane Library
databases, ¢ MCIIOTb30BaHMEM CO3[AHHBIX IPOTOKOAOB (Scarpa M,
Almassy Z, Beck M, Bodamer O, et al Hunter Syndrome European
Expert Council. Mucopolysaccharidosis type II: European
recommendations for the diagnosis and multidisciplinary
management of a rare disease. Orphanet | Rare Dis. 2011; Nov 7;6:72.;
Martin R., Beck M., Eng C., et al. Recognition and diagnosis of
mucopolysaccharidosis II (Hunter syndrome). Pediatrics. 2008; 121:
377-86, 14. Bradley, L., Haddow, H. & Palomaki, G. Treatment of
mucopolysaccharidosis type II (Hunter syndrome): results from a
systematic evidence review. Genet Med 2017 ; 19, 1187-1201)
COBpPEMEHHBIX MEXIYHAPOAHBIX KIMHMUUECKMX PEKOMEHOALMiI II0
OMArHOCTHUKE, JTeYEeHUIO U BeIeHUIO MAIleHTOB C MeTaboaMueCKUMMU
60J1e3HSIMMU.

MyKormonucaxapuao3bl OTHOCITCS K PEeIKMM Hac/IeICTBEHHbIM
3a00/IeBaHMSIM, YTO MCK/IIOYaeT BO3MOKHOCTh ITPOBEIEHMs OOJbIIMX
KOTOPTHBIX " PaHIOMM3MPOBAHHBIX KOHTPOJIMPOBAHHBIX
MCCIeIOBAHMIA M JIJIST CO3AaHMSI ITPOTOKOJIOB AMArHOCTUKY M Teparnum
MICIIONB3YIOTCS JIMIIb TeMaTU4YeCcKue MCCIeSOBaHMUS OJKCIIEPTOB,
ommyO6/IMKOBaHHbIE B ITOCeIHME ABA ITEeCATUIETHSI.



OueHka KaueCcTBa [IOKa3aTeJIbCTB UM  CUJIbl  peKOMeHIaLuii
IIPpUMEHEeHUS  MEeOUIMHCKMX  TEeXHOJOrMM  TPOBOAMIAChL B
COOTBETCTBMM € YHUUIIMPOBAHHONM IIKa/JOl, TMPUBEIEHHON B
Tabnmax 1-3.

LeneBast ayauTopus JAHHBIX KIMHUYECKUX PEKOMEHAAITNIA:

. Bpauu o61ueit Bpaue6HOI ITPaKTUKM (CeMeliHble Bpaul);
. Bpauu- nmeguatpsi;

. Bpauu-TepamneBTsi;

. Bpaun-renetuxu;

. Bpaun-ynabopaTopHble reHETUKMA;

. Bpaun-kapauonoru;

. Bpaun-pgeTrckue Kapamnosoru;

. Bpauu- HeBponoru;

. Bpauu- peHrrenosnoru;
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. Bpauu ¢pyHKIMOHA/IBHOM IMarHOCTUKM;
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. Bpaun-oTOpMHOIapUHTOJIOTH;

. MenunmHCKMe TICUXOJIOTH;

. CtyneHThl MeIULIMHCKMX BY30B;

. Obyuarommecs B OpAMHATYpe U MHTEPHATYpe.

—_ = =
I NG ON I G

Ta6muma 1. IlIkana olleHKM YpOBHEeN MTOCTOBEPHOCTM T0Ka3aTelbCTB
(YOI) njist MeTomoB AUMArHOCTUKM (AMAarHOCTUYECKMX BMellaTe/IbCTB)

yan PacwuundpoBka

1 CucteMaTnyeckne 0630pbl UCCIEA0BaHU C KOHTPOneM pedepeHCHbIM METOLOM WU
cuctemMaTmyeckuii  0630p  paHAOMM3MPOBAHHBLIX  KJIMHUMYECKUMX  UCCNefoBaHuUi  C
NPpYMEHEHMEM MeTa-aHanusa

2 OTaenbHble UCCNefoBaHUs C KOHTpPoSieM pedepeHCHbIM MEeTOAOM UM  OTAe/bHble
paHOOMM3MPOBaHHbIE  KJIMHUMYECKME WUCCNefoBaHus W cuctemMaTudeckme  0630pbl
nccnenoBaHuin Noboro AvsaiiHa, 3a UCKIYEHWEM PAHAOMU3MPOBAHHBIX KIUMHUYECKMX
nuccnenoBaHuii, ¢ NPUMEHEHWEM MeTa-aHanmsa

3 WccnepoBaHns 6e€3 MNOCNefoBaTeNbHOMO  KOHTPONS pedepeHCHbIM  MEeToAOM WM
nuccnenoBaHusi ¢ pedepeHCHbIM  MEeTOAOM, He  SBASKOWMMCS  HE3aBUCUMbIM - OT
uccnefyemoro MeToga WM HepaHAOMWU3MPOBAaHHbIE CPaBHUTENbHbIE WCCEAOBaHUS, B
TOM UYMCNIe KOrOPTHbIE UCCIeA0BaHUS

4 HecpaBHUTENbHbIE CCNEAOBaHUA, ONUCAHUE KIIMHUYECKOro Criy4vas

5 MNmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AEeNCTBUSA UM MHEHMe 2KCNnepToB

Tao6muma 2. Illkana oileHKM YPOBHEN JOCTOBEPHOCTY JOKA3aTeIbCTB
(YOO) nns MeTomoB IMPOMWIAKTUKM, JIEUEHMS U peadbuauTaumn
(mpodunakTUueCcKuXx, Je4eOHbIX, peaduIUTALIMIOHHbIX BMEIIaTeIbCTB)

yaa PacwuundpoBka

1 CucrtemaTtuyeckuii 063op PKWM ¢ npuMeHeHnem meTa-aHanmsa

2 OtpenbHble PKW u cucrtematnyeckme o0630pbl mMccnepoBaHuid nwboro AusanHa, 3a
ucknoyeHmem PKU, ¢ npumeHeHneMm MeTa-aHanusa




3 HepaHaoOMU3MpOBaHHbIE CpaBHUTE/IbHbIE UCCIEA0BAHUSA, B T.4. KOrOPTHbIE UCC/1Ief0BaHNs

4 HecpaBHUTeNbHbIE UCCNEA0BaHUSA, ONUCAaHMUE KIIMHWUYECKOrO Criydas Win CeEpumn Criyyaes,
nccneaoBaHuAa «Cnydan-KoHTpPOb>»>

5 MMeeTca nuwb 060CHOBaHWE MexaHW3Ma [AelCTBUS BMellaTenbCTBa (AOKIMHMYECKME
nccnefoBaHus) UM MHEHWE SKCMepToB

Taoauna 3. [Ikamna OlleHKM  ypOBHelt  ybemuTelbHOCTU
pexomengauuii (YYP) mist meTomoB INPOMUIAKTUKM, OUMArHOCTUKM,
JeueHUsT U peabuautaumyu (IpOPUIAKTUUECKUX, OUATHOCTUUECKUX,
JIeueOHBIX, peadMINTAIMIOHHBIX BMEIIIaTe/IbCTB)

YYP Pacwuudposka

A CunbHas pekoMeHaauumsi (Bce paccMaTpuBaeMble KpuTepun 3dhdeKTUBHOCTU
(Mcxopbl)  SIBAAIOTCS  BaXKHbIMW, BCE WCCNEeAOBaHUS  MMET BbICOKOE WK
yAOBNETBOPUTENIbHOE METOA0/I0rMYEeCcKoe KayecTBO, UX BbiBOAbLI MO MHTEPECYIOLLMM
MNcxoaam SIBASIOTCS COrNacoBaHHbIMM)

B YcnoBHasa pekoMmeHaauumsa (He BcCe paccMaTpuBaeMble Kputepuun 3bdEKTUBHOCTU
(ncxopbl) ABNSOTCS BaXXHbIMW, He BCe MWCCeAOBaHWS WMMEKT BbICOKOE WU
YAOBNETBOPUTENbHOE  METOAO0NOMMYeckoe KayecTBo W/UAM  UX  BbIBOAbI MO
MHTEPEeCYyLWNM NCX0AaM He SBASIOTCSA COrlacoBaHHbIMM)

C Cnabas pekoMeHaaums (OTCYTCTBME A0Ka3aTeNbCTB Haanexalwero kayecrsa (Bce
paccMaTpuBaeMble KpuTepmn 3DEKTUBHOCTU (MCXOAbl) ABASIKOTCS HEBAXHbIMU, BCE
nccnepoBaHnd MMEKT HU3KOe MeToaosiornvyeckoe KayeCctBO U MX BbiBOAbI MO
MHTEPECYOLUMM UCXOaM He SIBASIIOTCS COrlacoBaHHbIMM)

IMopssmOK OOHOBJIEHUS KIMHUUECKUX PEKOMEeHJaI M.

MexaHn3M OOHOBJICHUS KJIMHUYECKUX peKoMeHIaL i
rpenycMaTpMBaeT UX CUCTEMAaTUYECKYI0 aKTyalM3alUil0 — He pexe
yeM OJMH pa3 B TPU I'ofa, a TaKKe IPU MOSBJIE€HUM HOBBIX JAaHHBIX C
MO3ULMM [10Ka3aTe/IbHOM MeOUIIMHBI II0 BOIPOCAM OUArHOCTUKM,
JleueHus, PO UIAKTUKI u peabuIuTaLMM KOHKPETHbIX
3a00jieBaHMii, HaAM4YMM OOOCHOBAHHBIX IOIIOJHEHMII/3aMeuaHmnii K
paHee yTBepxKOEHHbIM KP, HO He yaie 1 pa3a B 6 MecCs1I€eB.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

1. Tlpukas MuHucTepcTBa 3apaBooxpaHeHusi PO "O6 yTBepkaeHUN
IMlopsimka OKasaHMS  MEIMIMHCKON  TOMOIIM  OOJbHBIM  C
BPOKIEHHBIMM U (MJIM) HACAeICTBEHHbIMM 3aboneBaHusIMU" OT 15
Hos16pst 2012 1. N 917H).

2. [lpukaz MwunsgpaBa Poccum ot 09.11.2012 N 791 «0O0
yTBepxkaeHun CraHmapra CIelUaJIM3UMPOBAHHON MEeIUIIMHCKOM
TIOMOILY OeTSIM ITpy MyKoronucaxapumo3se Il tuma»



IIpunoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa
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Mpusnaky MIMNCIl y naumenTa nan
nogreepmaeHHein MNCIy
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Tepanun




ITpunoskenue B. Undopmanmsa nisa
IanyieHTOB

Cunapom XaHTepa

Cunpgpom XaHTepa uian Mmykornoancaxapuzos II (MIIC II) - ogHa u3
camMbIx 4YacTeiXx ¢dopm MykomonucaxapumosoB (MIIC).  BrepBbie
3a60/1eBaHMe ObIJIO OMMCAHO KaHaICKM Bpauom Yapib3om XaHTEpOM
B 1917 ronmy y nBoux 6parbeB. MIIC II sgBisieTcsI 0ueHb MHOTOJIMKUM
3a00/1€eBaHMEM, BKIIIOUAlOllee KakK OYEeHb TsDKeslble, TakK U Ooee
nerkue ¢popmbl OOI€3HN.

K coskanmeHuio, BbUIEUMTh AaHHOe 3abojeBaHMe HEBO3MOXHO, HO
CyIlIeCTBYeT MHOKECTBO IIOAXOAOB MOAAepPXKUBAIKOIeli Tepanuu,
MO3BOJISIIOIIMX CYIIECTBEHHO YIYYIIUTh KaueCTBO KM3HU MallMeHTOB.
C 2006 roma monmyuymsa MpUMeHeHMe IiperapaT, KOTOPbI IT03BOJISIET
3aMeJIJINTh IporpeccupoBaHme 60Me3HM, CMITIYUTh HEKOTOPbIE U3 €ro
nposiBjieHnunii. IlomuMo IiperapaTta HeOoOXOAMMO He 3a0bIBaTh, O
CMMIITOMATMYeCKOi Tepanuu, ¢GusMoTepanuu, peadbwIuTauum u
MMO3UTUBHOM OTHOIIIEHUMU K KM3HU YIEHOB CeMb.

IlamoczeHe3s

[Tpu Bcex MyKOITOMCcaxapua03ax HapylmaeTcss oOMeH (paciiellyieHIe)
rMKo3aMUHOIIMKAHOB ([Al) — 0COOBbIX CTPYKTYPHBIX KOMIIOHEHTOB
coeguHuUTeNbHOM TKaHU. [Al'- 3TO [OJMHHBIE LEINOYKM MOJIEKYII
caxapa, KOTOpbIe COEIMHSIIOTCS C OelKaMyu M CIyKaT BaKHbIM
CTPOUTENIbHBIM MaTepPUAJIOM IJIS1 KOCTe, XpSIlei, KOXU, CyXOKUIUMA,
KJIalaHoB cepAlla ¥ MHOTMX Apyrux TkaHei. I'Al' copepskatcs B
BSI3KOI CUHOBUAJIBHOM JXUIAKOCTU, KOTOpPAs YBJIAKHSET CYCTaBbI,
BXOJST B COCTAaB KJIAllaHOB Cepllia, CYyCTaBOB U CYXOXUJIUii. B HOopme
TIPOMCXOAUT TOCTOSIHHBINM ITIpoilecC 00pa3oBaHMSI «HOBbIX» [AI' u
pacleryieHne «CTapbix». JIjis mpoliecca paciieryieHus: U repepaboTKu
AT Heobxommma TpymIa 0CO0bIX 6enKOB-hepMeHTOB. [s1 TOro
yTOoObI paciienuTb AT ¢pepmeHThbl paboTaioT IO ouepedu, OPYT 3a
OPYroM M paclleIuIsioT AAuHHYI0 Mosnekyny A’ Ha wactm. V
nanyeHToB ¢ MIIC  orcyrcTByeT ¢epmeHT (0COOBIN MJISI KasKIOro
turia MIIC), KOTOpbIit HEOOXOAUM [IJIs1 pacilienyeHnusl OIpeaeIeHHOTO
T'AT.



VY nauuenToB ¢ MIIC II Tumma mpoucxoauT HapylieHue paboTbl 0COO0ro
depmeHTa, Ha3bIBaeMOro WMAYpOHAT-2-cyibdaTasa, KOTOPbIi
HeoOxomum mjs1 paciierienuss aByx Al — mepmaraHcynbdaTta u
remapaHcyiabdara B 0COOBIX CTPYKTYpax KJIETOK - JIM30COMbIX. [Ipu
MIIC II dbepmeHT MO0 MOMTHOCTHIO OTCYTCTBYET, JIMOO CHIDKEHA ero
aKTUBHOCTD.

HepaciierieHHble AepMaTaHCyabdaT M remapaHcyabdaT camu 10
cebe He TOKCUMYHBI, HO IIOCTeIIeHHO HaKaljiMBasiCh B KJIETKax,
BBI3BIBAIOT HAPYIIEHUS X PAOOTHI.

TsokecTh  3abo0eBaHMSI  OMpeNeNsieTCsl CTENeHbl0 aKTUMBHOCTU
dbepmeHTa UAYypoOHAT-cyabdarassl. MccieqoBaHus mokasanan, YTO IIpu
6omee nerkux ¢popmax 601e3HM, aKTUBHBIN (HepMeHT IIPUCYTCTBYET B
opraHusMe B HeOOJbIIOM KojuuecTBe. K coxkaseHMI0 B HacTosIee
BpeMsl HeT cItocoba CIIpOTrHO3MPOBATh, TSKENION MM JIeTKO OymeT
6ose3Hb. Dopma 3a60s1eBaHNST YCTAHABIMBAETCS KIMHMUECKNM BPauoOM
110 COBOKYITHOCTM CUMMIITOMOB ¥ OBICTPOTE IIPOrpPecCUpPOBAHMS
3a60/ieBaHMS.

MIIC II oueHb penkoe 3aboseBaHue. I[1o olleHKaM CHELMATIMCTOB €ro
yacTtoTa npubausutenbHo 1: 100 000 - 1: 150 000 HOBOPOKIEHHBIX.

HacnenmoBaHue cuHapoma XaHTepa

CunapoMm XaHTepa MMeeT pPeLeCCUBHbI X-CIHeIUVIeHHbIA TUII
Hac/legoBaHusl. ITO O3HAYAeT, YTO T'eH 3a00/1eBaHMsI HAXOAUTCS Ha X-
xpomocome. UYToObI MOHSTH, KaK 3abojeBaHMe HaCIeIyeTcs,
HEOOXOIMMO MOSICHUTh OCHOBHbIE ITOHSITUSI T€HETUKU. Y KaskIoro
yejioBeKa MMeeT [BOIHOI HAO0Op TeHOB, OAMH M3 KOTOPBIX OH
rojy4yaeT OT MaTepu, IOpyrom- or oruma. X UM Y XPOMOCOMBI
OIpenessoT IO YeloBeKa. My>KUMHbl MMEKT OOHY X XPOMOCOMY,
[OJIyYEHHYI0 OT MaTepu U OOHY Y XpOMOCOMY OT OTILA. Y >KeHIIUH B
Haimuuy ape X XpoMOoCOMbI OT MaTepu 1 oT oTia. T.o. MIIC II 6oeroT
TOJIbKO MaJIbUMKM, a [JEeBOYKM 3a MCKJIKUYEHUEeM pegKkux
Ka3yUMCTUUECKUX  (CJIydyaeB HMKOrga He  MMEKT CUMIITOMBI
3aboneBanusa. Eciau skeHmmHa sgBasercss Hocutenem MIIC II, To
cymectByeT 50%-HbIli pUCK, YTO OHA IepemacT 3abojgeBaHMe CBOEMY
cbiHy BMecTe ¢ reHom MIIC II, HaxopsgimemMcsa Ha X-XpoMocoMe.
OnHako, ecau pebGeHOK IMOAYUYUT «340POBYIO» X-XpPOMOCOMY,
3a6omeBaHMs He BO3HMKHeT. Takke cymiectByeT 50 % BepOSTHOCTb,
UYTO [IOYb JKEHINVHBI-HOCUMTEJIbHUIILI TakKke OyIeT HOCUTEeIeM
3a060/eBaHMsS M B OyaylleM CMOXeT IiepenaTtb 00le3Hb BHYKY.
Hocurtensimu 3aboneBaHMsI TakKke MOTYT ObITb UM CeCTpbl MaTepu,



II03TOMY OY€Hb BaXHO YTOYHUTH SIBJISIETCS JIM MaTb pebeHKa
HocuTergeM Ooje3sHM U TIpM  HeoOXOOMMOCTM - 00C/IemoBaTh
POICTBEHHMI] JKeHCKOTI'O I10j1a B CeMbe MaTepI.

B ciayuae moaTBepIKIEHMSI HOCUMTENBbCTBA 3a00j€BaHMSI BO3MOXKHO
IIpOBeieHNe IMIPEeHaTaJbHO! AMAarHOCTUMKM — T.e. Ha paHHMX CpPOKax
6epeMeHHOCTH OIpeAeanThb, OyaeT u pedbeHoK 00j1eH UM 3T0POB.

Crnenyer TakKe OTMETUTh, YTO MaTh MAllieHTa B psifie CJIyuaeB MOXeT
He SIBJISITbCSI HOCUTEIeM 3a001eBaHMs ¥ PUCK ITOBTOPHOI'O POKIEHMS
B ceMbe MalMeHTa MUHMMAaJ/JbHbIN.

HOna onpenenenus HocutenbctBa MIIC II ncnonbsyercs JHK-ananns.
OmpeneneHue akTUMBHOCTM (epMeHTa He Bcerga  SBJSIETCS
IOCTOBEPHBIM METOLOM.

Bce cembu ¢ MIIC II momskHBI 00S3aTeIbHO MPONTU MeIUKO-
reHeTMuYecKoe KOHCYJIbTUPOBaHME U MOMYUUTD MOJHYI0 MHGOPMALIMIO
OT Bpauva-TeHeTMKa O puUcke IMOBTOPHOTO IIPOSIBJIE€HMSI TaHHOTO
3a60/ieBaHMS B CeMbe MM OOCYIUTb APYTHe BOIIPOCHI, CBSI3aHHbBIE C
HaclemoBaHyeM 3aboneBaHuss. B Poccum Menuko-reHeTuyeckue
KOHCYJIbTallMM pabO0TaIOT B Ka)KI0OM pPermoHe.

Kak ycTaHaB/JIMBaIOT AMarHo3?

Bpaunu Ha OCHOBaHUM KIMHUYECKUX CMMIITOMOB MOTYT 3aIll0f03PUTH
60J1e3Hb. 3aTemM IIPOBOMISITCS JabopaTopHbIE TeCThI "
MHCTPYMEHTaJ/IbHOe ucciaenoBanue. Ilockonbky pasHbie Turnbsl MIIC
OYeHb ITOXOXKM IO CBOMM KJIMHUYECKUM IIPOSIBJIEHUSIM, HEOOXOIMMO
TOATBEPAUTh AMArHo3 C IIOMOIIbIO JIabOpaTOpHBIX MeTomoB. Ha
IIepBOM 3Tarle IPOBOOUTCS OIllpene/ieHne ypoBHS 3KcKkpeuuu ['Al' B
MOuYe, KOTOPbIN BbIllle Yy naiuueHToB ¢ MIIC, yeM y 30pOBbIX JIIOEA.
BTOopbIM 3TarioM ITPOBOAMTCSI M3MEPEHMM aKTUBHOCTM (depMeHTa
UIypoHAT-CyabdaTasbl B KIeTKaX KPOBU, IISITHAX BBICYIIEHHO KPOBU
WM  KyJIbType  KOXHBIX  ¢ubpobnaactoB. B manbHejimem
pekoMeHpayetcsl mnpoBeneHue [HK mmarHocTukm (ecjiv aKTUBHOCTD
dbepmeHTa ObUIAa CHIDKeHA) Yy pebGeHKa, a 3aTeM y Marepwu, IJis
YTOUHEHMUSI SIBJISIeTCSI JIM OHA HOCUTeIeM OOe3HM.

Knmanueckue IMPpOABICHUSA CUHAPOMaA XaHTepa

CrereHb BBIPAKEHHOCTM KIMHUYECKUX MPOSIBJIEHUI IIPU CUHIpPOME
XaHTepa pas3nuMuyHa. VI3BeCTHbI  KpaitHe  TspKeible  (OPMBI
3a00/ieBaHMsI, KOTOpbIe IIPOSIBJSIOTCS Y)XKe B paHHeM [IeTCTBe, U
IOBOJIBHO JieTkue, MsATKue (GopMbl 060ie3HNM. B HEKOTOPBIX CIydasx



Ha/JMuMe CUHApOMa XaHTepa He BIMSET Ha IPOJOIKUTEIbHOCTD
SKM3HM TaLlMeHTa, HO KauyecTBO JXM3HM, 0e3yCI0BHO, CTpagaeT IIpu
Bcex (popmax 60JIe3HM.

OcHoBHasl 3amaua Bpaueif, OJM3KMX M CAMOro IMaliMeHTa cJelaTh
KMU3Hb MPU CUHApOMe XaHTepa MaKCMMaabHO KOMMOPTHO, CHU3UTD
PUCK TSIKEJIbIX OCJIOKHEHMI, 3aMeJTUTh IIporpeccupoBaHe 601e3HH,
CMSITYUTb OCHOBHbBIE CMMIITOMbI 3a00/1€eBaHMSI.

Hanee OIMCAHbl BO3MOKHBIE ITPOOEMBI, KOTOpPbIE MOTYT
BO3HUKHYTbH Y IAIMEHTOB C CMHApPOMOM XaHTepa. OIHAKO C yYEeTOM
00/b110Ji BapuabeabHOCTY KIMHMUYECKUX IPOSIBJIEHUI, OHU MOTYT
BCTPEUAaThCS JaeKO He Y KaXKAO0ro IaliyieHTa J1axke B OJHO ceMbe.

Heob6xoayMo MOHMMATh, UYTO CUHIAPOM XaHTepa — IPorpeccupymoliee
MY/IbTUCUCTEMHOE 3abojieBaHMe U IIpobGseMbl IIAlIMEHTOB He
OTPAaHMUMBAIOTCS TIOpaskeHMEM CKeJleTa U CYCTaBOB - CTpajaer
HepBHAsl CUCTeMa, OpraH 3peHus, Cayxa, CepaedHO-COCYyAMuCTass U
OPOHXO-JIerOYHas CYCTEMBI

PanHee pa3BuTHue, poct

Hetn c TskenbIMM (opMamy CHUHApPOMOM XaHTepa KaK MpaBUiIO
POKIAIOTCSI KPYMHBIMU M 10 2 JIeT NpubaB/isilOT B POCTe U Bece
obIcTpee, yeM OObIYHBbIE MeTH. B 6osee crapiieM Bo3pacTe IMpubaBKa
MacCo-pOCTOBBIX MOKa3aTeseil MpUOCTaHaBIMBAETCsI, U TAIlMeHThI C
MIIC II umerT Oonee HMU3KMIT II0 CpaBHEHMIO CO 340POBBIMMU
cBepcTHMKamMM poct. I[Ipu 6onee jmerkux opmax pocT MOKET ObITh B
HOpMe.

YMCTBEHHOe pa3BuUTue

YMCTBEeHHOe pa3BUTHe LeTeil C CUMHAPOMOM XaHTepa 3aBUCUT OT
dopmbl 3ab6oneBaHus1. IIpy TSKeIOM TeueHMM OONe3HU BCIEACTBUE
HaKOIJIEeHUS TIIUKO3aMUHOIIMKAHOB (I'ATOB) B TOJIOBHOM MO3re B
BO3pacTe OT 2 J0 4 JieT TIIOCTeIIeHHO OTMeuvaeTcCs 3aZepKKa
[ICUXOPEeYeBOro pas3sBUTUSA, a B IOCIENCTBUM LEeTU TepsalT paHee
npuobpeTeHHble HaBbIKM. CTemeHb MHTEIEKTyaJbHOTO meduiinra
BapbMpyeT YV pasJAuyHbIX MalMeHTOB: HEKOTOpble Ma/IbuMKU C
CMHAPOMOM XaHTepa CIOCOOHBI TTPOM3HECTU JIUIIb HECKOIbKO CJIOB,
Ipyrue MOryT FOBOPUTh Pa3BepPHYTHIMU MpenjIOKeHUSIMU, YUTATh U
pacckasbiBaTh CTUXU. MHOIrMe poguTeny OTMe4aloT, UTO OUeHb BaskKHO
3aHMMATbCSI ¢ pe6GeHKOM KakK MOKHO 0osibIlle, 0COOEHHO B paHHEM
BO3pacTe, OO TOro, Kak Oo0je3Hb 3aTpPOHYy/Ja MHTe/IeKTyaJlbHble



(bYHKLU/II/I. Haxe mmocie YTpaThbl peun OeTu COXpaHAIOT CITOCOOHOCTD K
OSMOLVMOHAJIbHbBIM II€peXNBaHUAM, CITOCOOHBI  TIOHMMATh CBOMUX
6JIM3KI/IX, MCIIbITBIBATDb PaadOCTb M OTOPpUYEHNeE.

V maiueHTOB C Jierkoii (opMmoit cuHApoMa XaHTepa WMHTEJIEKT
MOKeT ObITh B IIpedenax HOpMbl. HekoTOopble B3poOcCjble IallMeHTbI
MMeEIOT BhICIIIee 00pa30BaHMe U BbICOKMIA COLIMAIbHBIN CTATYC.

BHenrHme oco0eHHOCTH

BHemrHuii By, MalMeHTOB C TsKeaoi ¢hopmoit cuHapoma XaHTepa
HeoObIYeH ¥ OHM Oosblile TOXO0XM IOpyr Ha Apyra, 4yeM Ha CBOMX
ponuTeneil M 3MOpPOBBIX OpaTbeB U cecTep. M3MeHeHUSI CTpOeHUS
nuia 0603HAYaAT CrenaJbHbIM TEPMUHOM JIUIIEBOM AM3MOpPDU3M,
win orpybneHue 4vepT auiia. Y MaLMEeHTOB KpYyIIHasi TOJIOBA,
KOpOTKasg 1Ies, Kpymioe JIULO0, IIUMPOKUMA HOC C IIHUPOKON
repeHocuIeil. OTo B OOJbIIEN CTEeNeHM XapaKTepHO MJIST TSKeIOon
dbopmbl  6onmesHu. Ilpu Jlerkoit ¥ MPOMEXKYTOUHON  dopme
3a60/ieBaHMS OCOOEHHOCTM BHEIIHETro BUAA CTOJIb He3HAUMUTEbHBbI,
YTO MOTYT OBITb BUIMMBI TOJIBKO Bpauam, a OnM3Kkue UM 3HAKOMbIe
MOTYT UX COBEPIIIeHHO He 3aMevaTh.

[Tpu MIIC II Koxka ToJICTast U KecTKasl, YTO 3aTpyIdHsIeT 3a00p KPOBU U
MCII0/Ib30BaHMe BHYTPUBEHHBIX KaTETEPOB.

CKEJIET, OIIOPpHO-ABUTaTE/IbHAA I KOCTHO- CyCTaBHasl CMCTEMa

I[lpy MIIC II Tuma, Kak U TIpu Bcex nApyrux Qopmax
MYKOIIOJIMCaXapyua030B, CYIIeCTBYIOT IMPo6aeMbl ¢ GOpMUpPOBaHMEM U
pocToM KocTeil. I[lopakeHre MHOTIMX KOCTelM, C M3MEHEeHMeM MX
(GopMbl Ha3bIBAOT MHOKECTBEHHBIM OM30CTO30M. [Ipm TsiKenoit
dopme cuHApOMa XaHTepa M3MeHSeTCs CTpoeHMe MO3BOHKOB. OnuH
WM IBa MO3BOHKA B cepedyHe CIIMHBI MHOTAA ObIBAIOT YILIOIIEHBI
Oosbllle, yeM OCTajJbHble U Cjerka cmelleHbl. Takoe cmeleHue
II03BOHKOB MOXET OBbITh IPUUYMHON P MCKPUBJIEHMS ITO3BOHOUYHMKA
(xno3, ckonmo3s). OO6BIYHO MPU JaHHOM 3ab60/ieBaHUM MCKPUBIIEHNE
IO3BOHOYHMKA HEOOJbIlIOe U PeIKO HYKIAeTCsS B XUPYypPrUyeckoM
JeyeHuu. Ecam  UCKpuUBIEeHME TMO3BOHOYHMKA MM  CKOJIMO3
Mporpeccupyer, TO TpebyeTcsl orlepaTMBHOE JIeueHMe.

Camble cepbe3Hble, OIACHble U >KU3HEYrpoXKalollye IMpobeMbl
cBSI3aHBI C gedopmanyeir U OCOGEHHOCTSIMM CTPOEHMS IIeifHOIo
otmena. Ecau ciMHHOI MO3T OyAeT caaB/ieH MIM MOBPEXIeH (1IeitHas
MMeJionaTus), HapyllaeTcss MHHepBalMsl BCeX uacTeil Teia, 4TO



MIpUBEIET K C1a00CTM KOHEUHOCTEN (mapesbl), HapyIIeHUSIM XOAbOBI,
KOHTpPOJSI Had Ta30BbIMM (GYHKUMAMM  (MOUYEMCITyCKaHue U
nedexalys), a MHOIA Jake AbIXaHMS.

TyromogBuMs>KHOCTb ~ CyCTaBOB  XxapakTepHa mjs Bcex dopm
MYyKoIonucaxapuao30B. C rogaMiu TYyrornogBUKHOCTb CYCTaBOB MOKET
IIpOrpeccupoBaTh M CTAThb IPUUYMHON Ooseii. V3-3a OorpaHMueHMsI
MOABMKHOCTM CYCTaBOB M OCOOEHHOCTEel CTpOeHUs MeJKUX KOCTei
KUCTU, TIaJblibl PYK CTAHOBSITCS >KECTKMMU U UCKPUBJISIIOTCS,
dbopMmupys Tak  Ha3bIBaeMyl0  «KOITUCTYI0  KUCTb». M3-3a
TYTOIOJABIVDKHOCTM KPYITHBIX CYCTABOB M OCOOEHHOCTEI CTPOEHMS
KOCTeJi MalMeHTbl XOIT C cJierka COTHYThIMM KOJIEHSIMU U 6empaMu.
Y HeKOTOpbIX TMaIMEHTOB pa3BUBaeTcs X-00pa3Hoe MCKPUBJIEHMUE
HIVDKHMX KOHEUYHOCTei (BajbrycHas pedopmaiysi). BoybIIMHCTBO
Bpaueit CUMUTAIOT, 4yTOo IaHHas nedbopmaiius HOCUT
MIPUCIIOCOOUTEIbHBIN XapaKTep, IOMoOrasi MalMeHTy pacIpenesTh
BeC, MI03TOMY OIlIEpaTMBHYI KOPPEKIMI0 B PaHHEM BO3pacTe JIyyllle
He IIpoBOAMTh. KpoMe TOro, B CBSI3M C (IAOOCTHIO CBSI30YHOIO
afrapara ¥ HapylleHUsSIX CTPYKTYpbl KOCTeli, orepaliyss MOKeT ObITh
Hea(pdeKkTUBHOIM, U Hedopmalusi yepe3 HEKOTOpPOe BpeMs BHOBb
BEpHEeTCS.

B psime cyyaeB BO3HMKAeT MOpakeHMe TOJIOBOK OeIpeHHBbIX KOCTeil
(acernTuMuecKkuii HEKPO3), UTO MOXKET IIPUBOAUTHL K O0JIeBOMY
CUHAPOMY U U3MEHEHUIO ITOXOKU 110 TUITY "yTUHOI".

Oprassbl gbIXaHUA

HapyiieHue apixaTeabHOM cucTeMbl y nauyeHToB ¢ MIIC ¢Bsi3aHO Kak
C 0COGEHHOCTSIMM CTPOEHMSI cKejleTa, Xpsiieit Tpaxeu u pebep, Tak U C
HakomieHueM ['Al' B MATKMX TKaHAX (YBEIMUYUBAKOTCS aqeHOU[DI,
CIU3UCTBIE,  BBICTWIAKOIME  [bIXaTe/JbHble IIYTU  CTAHOBSTCS
PBIXJIBIMM, TUIEPTPO(PMPOBAHHBIMM, B pe3y/lbTaTe 4Yero IPOCBET
IbIXaTeJIbHbIX ITyTei YMEHbIIAeTCs]).

Tpaxes y mnaumentoB ¢ MIIC O6omee rmbkas u Msrkas, mu3-3a
HeIpaBMUJIbHOTO CTPOeHMs 00pasyloniux ee XpsileBbIX KoJell, Kpome
TOrO, OHa CYy)KaeTcs M3-3a CKoIuleHus «imsu. IIpoiecc gbixaHus y
nanueHToB ¢ MIIC HapylieH. Ba)kHO MOHMMATh, YTO HELOCTATOYHOE
cHabOXeHMe TKaHeil KUCIOpOAOM (TUIIOKCHSI) BAMsSeT Ha (YHKIUIO
BCEX OPTaHOB, MO3TOMY YyAydllleHue AbIXaTe/JbHON (PyHKUMM — OfHAa
"3 IIepBOOYepeIHbIX 3aaU.



[Ipo6sieMbl € IbIXaHMEM YCYTyO/IsieT M3MEeHEHHOe CTPOeHMe TPYITHOI
KJIeTKU: BCIeACTBME HapylleHUs COwIeHeHUs MexXay pebpamu u
TPYAMHOV TpyoHasi KIeTKa <«KeCcTKasi» M He MOXeT IBUTaTbCs
CBOOONIHO, He TI03BOJISISI JIETKUMM HabpaTh OOJBINOI 06beM BO3IyXa.
[IpoGieMa ycyryosnsercs elie M TeM, UYTO yBeIMUYEeHHbIe IeUeHb U
cejie3eHKa «ITOMKUMAIOT» OuadgparMy M 3aTPyIHSIIOT HOPMaabHYIO
9KCKYPCUIO JIETKMX. ITU OCOOEHHOCTM TIPUBOAST K TOMY, UTO
MaIMEeHThI XyKe MePeHOCSIT MHPEKIMM BEPXHUX AbIXaTeIbHbIX ITyTeil
" JIETKUX.

[lepBbIMM  CUMIITOMaMM  HapylleHMit  QYHKUMM  BEpPXHUX
IObIXaTe/JbHbIX ITyTeit MOTYT CIAYKMTb HOUHOIN Xpam, IITyMHOe
IobIxaHMe, OOCTPYKTMBHOE HOUHOe amnHoe (KpaTKOBpeMeHHbIe, 10
HECKOJIbKMX CEeKYHJ 3aJepsKKM IbIXaHUs BO BpeMsI HOUHOIO CHA).
Takue MposiBieHUs JO/DKHbI HACTOPaXMBaTh, TaK KakK B Ja/bHelIIeM
MOTYT IIpOrpeccupoBaTh U MPUBOAUTb K Pa3sBUTUIO OCTOXHEHUI CO
CTOPOHBI APYTUX OPTaHOB (cepAlie, TOJIOBHOM MO3T).

[Tarmentsr ¢ MIIC CKJIOHHBI K pasBUTUIO OTUTOB, PUHUTOB U
BOCHAJIEHUIO JIETKMUX, II09TOMY aHTMOAKTepUa/lbHYI0 Teparuio
clenyeT HauMHATH YK€ HAa PaHHMX CTagusIx 3aboyieBaHMS.
HecoMHeHHO, HY>KHO KOHCY/IbTMPOBAThCSI CO CIIELMaIMCTaMM, a He
3aHMMATbCSI CAMOJIEUEHMEM.

HecMoTpst Ha pegKoOCTbh U TSKECTb 3a00jieBaHMs, cledyeT MMOMHUTb,
yTO BakuyHaius namyeHtam ¢ MIIC obsi3aTesbHa, TaK KaK ITIOMOTaeT
MIpeIOTBPATUTh Pa3BUTHUS 3a001eBaHMI, TOPAKAIOIIMX JIeTKMe, B TOM
YlC/ie BaXKHO He MPOITYCTUTDH BaKIMHAIIMIO IIPOTUB ITHEBMOKOKKOBO
MHEeKIUN.

PoToBast M0JIOCTh ¥ 3YObI

V mnainuentoB ¢ MIIC II 3yObl MOKPBITHI XPYIKOI 3Majblo, YTO
MIPUBOAUT K OBICTPOMY pa3BUTHIO Kapueca. OueHb BaXKHO TIATeIbHO
YXaKMBATh 32 3y0aMM U PETYJISIPHO UX UUCTUTb.

CEp,Z[E‘IHO-COCY,I[MCTaH cucremMa

[TpakTuecku y Bcex nanyeHToB ¢ MIIC II HabmomaeTcs: M3MeHEHUS
CO CTOPOHBbI KJIAMIAHHOTO amrmnapara (YyIJIOTHEHMEe CTBOPOK M XOpP
KJIaIIaHOB).

[Ipy ocmoTpe IMaLMEHTOB C CUHAPOMOM XaHTepa Bpady MOKET
06paTuUTh BHMMAaHME Ha Ha/IN4YMe «IIYMOB» B cepaie. Kak mpasuio,
9TO CBSI3aHO C IIOpa’keHMeM KJIallaHOB: MOBPeXIEeHHbI KiamnaH



3aKpbIBAaeTCsl HEIJIOTHO, IIpU COKpallleHUM cephlla HebosbIlIoe
KOJIMYeCTBO KpOBM [BUTAeTCs B OOpaTHOM HalpaB/ieHUM, UYTO U
BbI3bIBAET IIIYM, KOTOPBIV CJIBIIIUT Bpad. Yaile BCero mopaxkarTcs
aOpTa/IbHbBIN ¥ MUTPAIbHBIV KIaMaHbI.

[TopaxkeHue erkux, 0 KOTOPOM HaMIMCAHO BbIlIe, TAK)KE MOXKET CTaTh
IIPUYMHON U3MEHEeHU CO CTOPOHBI cepaua. «[IpokaunBanmne» KpoBu
yepes M3MeHeHHbIe Jierkue, IIPUBOLUT K Ieperpyske MpaBbIX OTHEI0B
cepnua " pa3BUBaeTCs IIPaBOCTOPOHHSSA ceprevHas
HEe[0CTaTOYHOCTb.

[Ipu tsKRenoii opme cuHApoMa XaHTepa BCIEACTBME HAKOILIEHMS
IJIMKO3aMMHOIJIMKAHOB HEIIOCPEICTBEHHO B CepIeYHOi MObIIIIe
MOKET Pa3BUTHCS KapaAMOMMOIATHS.

BproumiHas 1mojocThb

[Ipu cuHgpome XaHTepa IeYeHb U Cejle3eHKa YyBeJIUYeHbl U3-3a
HakorvieHuss TAI' (remarocruieHOMeranus). YBeJluuyeHue Ie4eHUu
00BIYHO He MPUBOAUT K HapylleHUi0 ee MYHKINMM, HO MOKET BIMSTh
Ha IIePeHOCMMOCTb TOJM WIM WHONM IIUINM, a TaKkKe YCYIyOJsITh
IbIxaTe/lbHble TTPOOIEMBI.

[Tpu MyKomonmcaxapuao3ax, Kak IpaBuiIo, SKUBOT YBeJIMUEH B 00beme
3a CUeT renaToCIJIEHOMErajauyu M CIa00CTH MPSIMBIX MBIIIL JKMBOTA.
Takke 4aCTO BO3HMKAKOT COUYETAHHbIE WJIM U30JMPOBAHHBIE TPbIKU
(TyrmoyHasi, IMaxoBas, MaxXxOBO-MOIIOHOYHOM WU CpegHen JIMHUU
kuBoTa). Kak mpaBmiio, IIaHOBOTO OIIEPATMBHOIO JIEYEHMS TPEOYIOT
IaxoBble TPbDKM, OJHAKO TPbDKM MOTYT BO3HUKHYTh BHOBbB.
[IyriouHble TpbIKM HEOOJbIIMX pasMepoB OOBIUHO He TpebyioT
OIlepaTUMBHOrO JieueHus. PelieHre o0 HeOOXOOMMOCTH OIlepalumu
IOJDKHO IIPUHMMATBCSI COBMECTHO C JIeallM BpauyoM: II0Ka3aHMeM K
CPOYHOI1 OIlepanuy CIY>KUT YilleMJIeHMEe TPbIKeBOTr0 BbITISTUMBAHMS.

V maimentoB ¢ MIIC II Hepeako HabIOOAeTCsT HEYCTOMUMBBIN CTYII
(3amopel wiau pauapes). IIpuumMHa STOro OO KOHIIA HENOHSTHA.
Bo3MokHO, HapyiiaeTcss GyHKIMSI BereTaTMBHOM HEePBHOV CUCTEMBbl,
NoCKobKy T'Al' HakaluIMBAKOTCSd B HEPBHBIX KJIETKaX KUILIEYHMKA.
Hviapess MoOXeT wucyesaTb C BO3pPacTOM, HO BO Bpems IIpueMa
QHTUOMOTUKOB MOSKET MOSIBJISIThCSI BHOBb. EC/IM Auapest BO3HUKIIA U3-
3a MpuemMa aHTUMOMOTMKOB, BpauuM MOTYT Ha3HAuUUThb IIpernaparhl,
CITOCOOCTBYIOIIME HOpPMAalM3aluy MUKPOQIOphl KuIlleuHMKa. Eciu
MalyeHT Majo [BUTAaeTcsl, TO MOTYT pPa3BUTHCI 3amopbl. B 3Tom
crydyae 3¢Q@deKTMBHO yBelMueHMe B palloHe KoJuvecTBa Tpyboii
Y (KIeTYaTKN).



HepBHaﬁ cucreMa

3agepkka M perpecc ncuxomoropHoro pa3sutus rpu MIIC II cBsi3aHO
C HerocpencTBeHHbIM HakoruieHuem ['Al' B kimeTkax mo3sra. Takke
CBOIO JIEIITY BHOCSIT HeaJeKBaTHAs BEHTWISAUMS U TUIOKCUS
FOJIOBHOT'O  MO3ra, I[IOBBIIIEHME BHYTPUYEPEITHOTO [JaBjIeHMS
BCJIEICTBUE ruapoiuedanuu, HapylleHue II03HAaBaTe/IbHbIX
CIIOCOOHOCTE} BCIENCTBME CHIDKEHUSI 3peHUs] U ciayxXa. [pOo3HbIM
ocJIo)kHeHueM Ipu Tsokenbix Gopmax MIIC II siBasieTcss HapylieHMe
LV PKYJISLIUN CIIMHHOMOS3TOBOM SKUKOCTU C pa3BUTHEM
rugpouedanuu. B aToMm clyyae maiyMeHTbl XaayIOTCSI Ha TOJIOBHBIE
6onu, y meTeit obpaialoT Ha cebs BHMMaHMe OecITOKOICTBO, pBOTA,
3aJepKKa pa3BUTUSL. Heobxoguma KOHCYJ/IbTalus Bpaua
Helipoxupypra il  pemeHusI BOIpoca O  HEOOXOOMMOCTHU
OMEepaTMBHOIO  WIM  MeOUKAMEHTO3HOTO  JIeUeHUM  [TaHHOrOo
OCJIO’)KHEHMSI.

Ecny BO3HMKAIOT IIOJO3peHus Ha ruapouedannio, To He0O6XOIMMO
MPOBECTY KOMIbIOTEepHYI0 ToMorpaduio miu MPT. OcMmoTpa r/1a3Horo
IHA BpadyoM-O(PTaJIbMOJIOTOM HEOOCTAaTOYHO [Js IOCTaHOBKU
ouarHosa, T.K. ruapouedanus y geteit ¢ MIIC II MoxeT IpoTeKaTh U
6e3 3aCTOJMHbBIX U3MEeHEeHIT Ha IVIa3HOM JHe.

OnepaTuBHOe JeueHue ruppouedanuyu 3akayaeTcsi B TOM, UTO B
SKeJIIOUKM TOJIOBHOTO MO3Ta BBOIST TOHKYI TpPYOKy (IIYHTA),
KOTOpasi OTKauyMBaeT JIUIIHIOW >XMUIKOCTb B OpPIOLIHYIO IMOJOCTh. Y
TAaKOI'0 LIYHTA €CThb UYBCTBUTEIbHBIN K OABJIE€HUIO KIallaH, KOTOPLI
MO3BOJISIET OTKAauMBaTh 1[epeOpOCIMHANIBHYIO KMUIKOCTb, KOTIIa
IaB/JieHye COMHHOMO3IOBOM JKMAOKOCTM CTAaHOBUTCS  CJIMIIKOM
BBICOKMM.

He wmeHee rpo3HbIM oOciokHeHMeM MIIC sBaseTcss caasjieHue
CIIMHHOT'O MO3Ta B II03BOHOYHOM KaHajie 13-3a yTOoJIeHs 000/104eK
CIIMHHOTO MO3ra C HeCTaOWIbHOCTBIO II03BOHKOB, uyalle- B
BepxHelleiiHOM oTaeje. CroaBjleHMe MPUBOOUT K  TSDKeJIbIM
HEBPOJIOTMUECKMM  OCJIOKHEHMSIM, 4YacTO  HeoOpaTUMbIM  —
HapylleHUM TIOXOIKM, OrpaHMuYeHue IBUKEHUII KOHEYHOCTSIMMU,
TepsieTCsI KOHTPOJAb HaJ MoueucIyckaHmeM u pAedekalyeri,
HapyllaeTcsa ObixaHue. PaHHee XUpPypruyeckoe BMeIIATEeIbCTBO
MMeeT pellarliee 3HaueHe B yCTPaHEeHUM CTeHO3a.

Elle ogHMM OC/JIOKHEHMEM CO CTOPOHbI HEPBHOI CUCTEMbI MOKET
ObITh KapmaJbHbIi CUHAPOM (3amsCTHBIII CUHAPOM, TYHHEIbHbIN
CMHAPOM) — paclpocTpaHeHHasl Mpobiema y mnamueHToB ¢ MIIC.



HepBbl NMpOXOOAT uvepe3 3alsiCTbe MeXAY 3allsICTHbIMU KOCTSIMU U
CBsI3KaMM. YTOJIIEeHMe CBSI30K 3a cueT HakoruieHus I'AI' oka3biBaeT
oaBjeHMe Ha HepBbl. IIpoSIBJIeHMEM 3TOTO CHMHIPOMAa MOTYT OBITh
60J1b ¥ OHEMEHMeE T1aJIbIIEB PYK U TPYAHOCTH C 3aXBATOM ITPeIMETOB.

I IMAarHOCTUMKMU WM3MEPSIIOT CKOPOCTb IIpOBeHeHMsI HepPBHOIO
MMITYJIbCa B 00/1aCTU KUCTU. DTO IPOCTasl Mpolieypa, IO3BOJISIONIast
YCTaHOBUTDb HAJIMUME VIV OTCYTCTBYE TTIOBPEXKIEHMSI HEPBOB.

HexkoTopble  HapyllleHUs  HEPBHOM  CUCTEMbI  (OBUraTebHbIE
pacCTpPOiICTBA) SIBJISIOTCSI BTOPUUHBIMM M B OOJIBIIEN CTEIeHU
CBSI3aHbI C IOpaKeHNEeM CKeJieTa.

OpraH 3peHus

Hakoruienre TI'AI' mpouCXOOUT BO MHOTMX TKaHSIX, B TOM UMCIie U B
poroBuiie, IO3TOMY MOKeT HaOIIOOaThCs ee ToMmyTHeHre. OmHUM U3
IIPU3HAKOB M3MEHEHUSI POTOBUIIbI SIBJIIETCS HeIepeHOCUMOCTh
SPKOTO CBeTa, TaK KakK T[IOMyTHEHME BbI3bIBA€T HeIpPaBUIbHOE
IpejioMJIeHe CBeTa. B 3TOM ciyyae MOTYT IOMOYb COJIHEYHbIE OUKMU.
Eciiu TIOMyTHEHMe POTOBMIIbI TSKEJIOe - VYXYIIIAeTCsS 3peHue,
0cO00eHHO MpM TYCKJIOM CBeTe.

Otnoxkenne TAI' B ceTuaTke MOXeET IIpUBECTM K IIOTepe
repudepnueckoro 3peHus] U HUKTIONUU («KYPUHOI C/IernoTe»).
Pe6eHOK MOXeT IyraThCsl M OTKa3bIBaTbCS XOAUTb B TEMHOE BpeMms
CyTOK. JKejlaTelbHO OCTABJISITh HOYHUK BK/IIOUYEHHBIM B CIlaJibHE U
Kopumope. MHorma MOryT BO3HMKAThb IIPOOJEMBI CO 3pEeHMUEM,
BbI3BAaHHbIEe M3MEHEHMSIMM B CeTyaTKe I[Jla3a WM [JIayKOMOM
(TIOBBILLIEHHBIM BHYTPUIVIA3HBIM [OaBjIeHMEM), [IO3TOMY peryssipHble
OCMOTpPBI BpauoM-odTasbMojorom Heobxomumbl. C  ITOMOIIbIO
CrelaabHbIX UCCIeN0BaHMMI Bpau-o(TagabMOIOT TIOMOXeT
OInpenennThb, U3-3a Yero MPOUCXOOUT YXYIAIIeHMe 3peHns.

OpraH cayxa

ITpn MYKOIIOMcaxapuao3ax TYT'OYXOCTb MOXeT OBITH
HelpoCceHCOpHasl (CBSI3aHHasi C HapylleHueM YYyBCTBUTEIbHBIX
(BOJIOCKOBBIX) KJIETOK B VYIUTKE), KOHIOYKTMBHAS (CBSI3aHHAsA C
HapylleHMeM  3BYKONPOBOAAIIMX  MyTei) WIM  CMeLlaHHas
(koMOMHaLMS OBYX TuUIoB). IIpu cuHIpome XaHTepa TYrOyXOCTb,
yaiie HOCUT CMELIaHHbIM XapaKTep U MpOrpeccupyer C BO3PACTOM.
Pasnmuuaror 3 cTerneHu TYroyXOCTU — JIETKYI0, YMEPEHHYIO U TSKeJYIO.
B 3aBUCMMOCTM OT TUIIA U TSIKECTU IMOPAKEHUS CIyXa NPUMEHSIOT
pa3auyHble MOAXOObI K Koppekuuu. KpaiiHe BaXHO, KaK MOXXHO



paHbllle 3aMeTUTh TPU3HAKU CHWKEHMSI Cayxa, TakK Kak 0e3
KOPpEKUMUM TYrOyXOCTb MeIlaeT HOPMaJIbHOMY pa3BUTUIO U
o0yueHMI0 MaleHToB. PDaKTOpOM, YCYTYOIISIONIMM HapylleHue CIyXa,
SIBJISIIOTCS YacTblie MHGEKIMY CpeqHero yxa (OTUTHI).

JleueHme, HAOIIOOEeHVE U IIJIAHOBbBIE 00C/IeJOBaHMSI

BpauamMu 9KcmepTamMmM M3  pasHbIX CTpaH ObLIM  CO3JaHbI
peKOMeHJalMy II0 HaOMIJeHMI0, [OMardHoCTMKe U JIeYeHUIO
nauyeHToB ¢ MIIC Il Tunia. B maHHOM pa3zesie Mbl KpaTKO pacCKaskem
0 HUX.

Hab6nrdeHnue, nianossle 00cedosanus u mecmol

st Toro, 4YTOOBI OILIEHMBATh COCTOSIHME TauyueHTa, 3hdeKT
MPOBOAMMOI (epMeHTHOI Tepamnuu, (QusnoTepanuu CyIiecTBYIOT
pasiuJHble TeCcTbl M IKajbl. OueHb BaKHO HE OTKAa3bIBATbCS OT
MIPOBEIEeHNST ITUX UCCAeI0BaHMIA, TIOTOMY YTO OHM IIOMOTaloT Bpayam
00BEKTUBHO OLIEHMBAThb COCTOSIHME ITalMeHTa, 0O00CHOBATh JIeUeHMe
MJIY BBECTU M3MEeHEeHMS B IIPOTpaMMbl peaduIUTaALMU Y aOMUIUTAIIAMN.

CaMbIM M3BECTHBIM SIBISIETCS 6 MUHYTHBIN TeCT X0AbObl. CyTb 3TOrO
TeCTa OYeHb MPOCTasi- OLeHUTh BBIHOCIMBOCTD MNanueHTa. [lanyeHTy
rpenjarawT XOOUTb II0 [JIMHHOMY KOpUAOpPYy 6 MuHyT. Tect
OLIeHMBAETCS KOJIMUYeCTBOM MPOIIEHHbBIX 1Iaros 3a 3To BpeMs. Korga
IIPOBOAM/IM [IepBble KJIMHMYECKMEe MCIOBITaHUS IIpernapara i
neueHuss MIIC pasHbBIX TUIIOB, MCCAeOOBaTeNM OLEHUBAIU 3STOT
rokasaTesib 0 ¥ Moc/ie Hauasia pepMeHTHOV Tepanuy U CpaBHUBAIN
C TpYINON MalMeHTOB, IMOJy4yaBUIMX Iiale60. MIMeHHO 3TOT TecCT
mokasaj, 4to ¢depMeHTHas 3aMeCTUTe/lbHAsl Tepamnusl Yiaydllaer
BBIHOUIVMBOCTD MALIMEHTOB U UX IBUTATE/IbHYI0 aKTUBHOCTb.

YTo6bl OLIEHUTh CTeNeHb OrpaHMuUeHMs] [ObIXaHUsI, Bpad MOKeT
IIPOBECTM  JiIeTOUHble  (PYHKIMOHA/IbHbIe  TecTbl.  JlerouyHnie
(YHKIMOHAIbHbBIE TECThI OIPENEISIOT, KAKOM MaKCUMaIbHbI 00beM
BO3/IyXa MOXEeT BIOXHYTbh MallMEeHT, ¥ HACKOJIbKO ObICTPO MTPOMCXOIUT
ra3zoooMeH. ITM TeCTbl MOIYT BbIIBUTb 3a00/ieBaHUS JIETKUX,
oIpene/uTb CTeNeHb IIOpakeHUsI U OLeHUTb 3(P@eKTUBHOCTD
neyeHus. TecTbl OOBIYHO BBITIOTHSIIOTCS C  MCIIOJb30BaHMEM
crieliMajJbHOrO 060pymoBaHMs. Bo Bpems uccienoBaHUSI HYKHO IO
KOMaHJe BIbIXaTb, 3aJepXXKMBaTh BO3MyX, BbIAbIXaThb. VcciegoBaHue
QYHKIIMM JTIETKUX He MTPeACTaBIIsIIOT pPUCKa 310POBbIO.



BricnyiinBaHue (ayCKy/abTallusl) cepaiia JOIKHO ObITh 00sI3aTeTbHbIM
" perynasipHbIM MccieqoBaHEM IS MaleHTOB C
MYKOIIO/IMcaxapuao3aMi. BaskHbIM MeTOIOM M3YUEeHMSI cephlla
SIBJISIETCSL  YIBTPA3BYKOBOM — 3xokapauorpadusi (9xo-KI'), koTopas
6e3omnacHa, 6e300e3HeHHa M BbICOKOMHGpOpMaTuBHa. COBpeMeHHbIe
MIpUOOPHI  TO3BOJISIIOT TMOJYYUTb OOHO-, OBYX- U TpexMepHOe
n306paxkeHue cepiia, orpeaeauTb CKOPOCTb KPOBOTOKA U JaBIeHNE B
pasINMYHbIX €T0 OT/esaX, ONpeleUTh HalpaBjaeHe U TypOyleHTHbI
XapakTep KpoBOTOKa. Ix0-KI' pekomMeHAYIOT TMPOBOAUTL IIO
IIOKa3aHMsIM, HO He pexe 1 pasa B rog. ITO MCCIedOBaHME
HeoOXOOMMO, UTOObI OOHAPYKUTH JII0ObIe IIPOOJIEeMBI C cepalem
(yBeiMueHMe pasMepoB, HapylleHMe COKpaTUTEeNbHO! GYHKINUHA,
IopaskeHue KIarnaHoB).

Heo6xomuMo peryisipHo (IBa pa3a B roj) IIPOBOAUTDb ITPOBEPKY C/IyXa,
IJIS TOT'O YTOOBI Cpas3y ke HavaThb JJeYeHye M MaKCMMaabHO COXPAHUTh
BO3MOSKHOCTD YUUTHCSI ¥ OOIIATHCS.

Maznumuas pe3oHaHcHas momozpagus

MPT no3BOHOYHMKA OO/IKHA ITPOBOOMUTCSI €KEeTOJHO, C OCOOEHHBIM
dokycoM Ha 00j1aCcTM, B KOTOPBIX MOKET pPa3BMUBAThCSI KOMIIPECCHUSI
COMHHOI'O MO3Ta - IIeMHbIN, IPYSHOM, IPYLONOSICHUYHBIN OTHOEIbl.
[TanyeHTHI C CMHAPOMOM XaHTepa AO/IKHBI HaOII0IaThCsl Y XUpypra-
opToIriefa, UYTOObl KOHTPOJMPOBATh COCTOSIHME IIEHOIO OTeia
IMO3BOHOYHMKA. BaXHO OLleHMBaTh pe3yJbTaTbl MCCAeSOBAHUN B
OVHaMMKe, TI03TOMY BCe CHMMKMU ClefyeT XPaHUThb U IPenoCTaBIIsITh
IpU KaKOAOM CJIeAyIolleM WCCIeg0oBaHMM Bpauyam. KOMITbIOTEpHYIO
TomMorpaduio I103BOHOYHMKA MPOBOMAST, KaK IIpaBWwIO Iiepen
IUVIAHVMPYEMBIM OIlepaTUBHbBIM JIeUeHNEeM.

Penmeernozpacgpus

PeHTreH 1Ie€M{HOTO U IPYOO-MOSCHUYHOTO OTHOEI0B ITO3BOHOYHMKA B
IBYX TMPOEKUMIX CJIenyeT IPOBOOUTh Kaxable 1-3 roma. ITO
MCcaeoBaHMe TIPOBECTM TexXHUUYecKu ObiBaeT Iipoile, ueM MPT,
KpoMe TOro peHTreHorpadus gaet 6osbliie MHGOpMAaIIUM O CTPOEHUNA
IMO3BOHKOB.

CumnmomamuueckKoe JieueHue

OcHOBHas 11e/ib CMMIITOMATUYECKOIO JieUeHUsI - CKOPPEKTUPOBATh
BbI3BaHHbIE 3a00/IeBaHMEM M3MEHEHMSI.



Ckenem u OnOpHO-aBLlZCZme.HbHaﬂ cucmema KOCMHO- cycmasHas
cucmema

BakHO HaliTu 6ajaHC MEXKOY BO3MOKHOCTBIO SKMUTh MaKCUMAaJbHO
TOJIHOM KM3HBIO M He [ONMyCKaTh OCIOXKHEHMII 3a00j1eBaHMs,
CBSI3aHHBIMM C OCOO€HHOCTSIMM CTpoeHus ckeyneta. C OMHOI CTOPOHHI,
He (JIefyeT uYpe3MepHO OrpaHMYMBATh M ONEKaTh IAalMeHTa, HO
BXXHO ITOMHUTb, UTO HEKOTOpPbIe BUAbI (PM3MUECKO) aKTUBHOCTH,
TaKMe KaK KyBbIpKaHMe, CTOVKa Ha TOJIOBE M HbIPSIHME HOJIKHBI ObITh
ITIOJIHOCTBIO MCK/IIOUEHBbI M3-3a HeCTaOMIbHOCTM IIefHOro OTHesa.
Paspemialotcs  JlerKuMe  TOPbDKKM, HO  HeJIb3sg  JOIYCKaTh
CaMOCTOSITe/IbHBIE TTPIKKYM Ha 00€e HOTM, IIOTOMY UTO CHMCTeMa OMOPbI
M KOOpAMHALMM OBVKEHMII Yy IIallMEeHTOB He COBCEM pa3BUTA.
PomutensiMm IIKOJbHMKOB HYKHO O00S3aTE€JIbHO COOOIIMTH 00 3TOM
VUUTENTIO (PU3KYIBTYPBI.

[TarueHThI C CMHAPOMOM XaHTepa IO/DKHBI BECTU TTOABVKHBIN 00pas
KU3HU, [Ojs1  1oadepskaHusi  (QYHKIMOHMPOBAHMSI CYCTaBOB U
yAyullleHUs] OOIlero COCTOSIHMS 340pOBbs. Bpau-dusuorepareBT
MOKeT II0COBeTOBaTb pa3jMuHble KOMOMHAIMM  eXeTHEeBHbIX
VIIPa>KHEHUIA.

MHTeHCUBHAsI Tepamnusl OJs1 YAy4IIeHUS MOABVXKHOCTU CYCTaBOB U
MO3BOHOUHMKA, a Takxke MJisl YKpeIieHUsl COMHHOVM U OPIONIHOI
MYCKyJIaTypbl peKOMeHAOBaHa MJjsI BCeX IalMeHTOB. UYTOObI
YMEHBIIUTD MOCAeICTBUSI TUIIePIOpA03a, He0OX0IMMO YKPeIUISITh BCe
TPYINbl TPYAHOM MYCKYJIATypbl, IIpM 5TOM HYXHO ITPOBOIUTH
Teparuio, HalpaB/JeHHYI0 M Ha pas3sBUTHE TMOSICHUYHO-KPECTIIOBOTO
otmena. Heobxomumo ciaeguTb 3a TeMm, UYTOObI IIAllMEHT He
TiepeHanpsrajcs M He ycraBaj 4Ype3MepHO, M03TOMY PeKOMEeHIYeTCs
TIIATEIbHO M3YUUTh ero (usmueckoe COCTOSIHME U COOTBETCTBEHHO
MIPOBOJIUTD TepaInIo.

Pogurensam pPeKOMeHOyeTCd IMPOBOAMTDL TaKMe 3aHATUA JOMa, cOUueTasd
dKTMBHbIC U IIaCCMBHbBIEC YIIPa’KHEHMI. Komruiekc 3aHSTHMIM OJOJDKeH
BK/IIOYATh:

- YIIpaskHeHUST Ha BbIPAOOTKY OCAaHKM Y UyBCTBA PaBHOBECHS;
- YIIpayKHeHUSI Ha PacTsDKeHue;

- BOIHbBIE IIPOLEOYPhl M 3aHSITUS CIIOPTOM B BOAE, OCOOEHHO ISl
MTOKMJIBIX MALMEeHTOB. Pacciabisiommii Maccask ¥ IMOABOIHbBIN Maccask
OKa3bIBAIOT BeChbMa 0j1arorpusTHOE IeiicTBIe.



OTmenbHOrO BHMMAaHMUS TpebyloT AedopMupoOBaHHBIE CTYIMHU U
KVUCTU.

YroObl  MOAAEpPKMBATh  IMOABVDKHOCTD  CTYIIHEI — HeoOXOIyuMO
IMPOBOAUTH I'MMHACTUKY, JIyUllle BCero Aoma uiau BO BpeMs urp. s
CHSITUSI UYpPEe3MEepHOro MBIIIEYHOTO HaMNpsoKeHus  HeooxomuMa
opToreauueckast 00yBb, CTEJIbKM U BKIAIbIIIN, KOTOPbIE BBIITOJHSIIOT
oA ep>KuBaloIlyio (yHKIMIO, B HEKOTOPBIX CAydyasiX - OpTe3bl.
BaHHOUKM, Maccayk HOT TaKkKe HeoOXOOMMBbI.

Ba)kHO BBITIONHATL YIPaKHEHMSI HA PaACTSDKKY MBI 33 Hei
TOBepPXHOCTU Oelipa U TOJIeHN.

s yoIydimeHusT MeJIKOJ MOTOPMKM KHUCTell PYK peKOMeHIOBaHa
MHTEHCUBHAs TUMHACTMKA [Jjs TajblieB U JiaJolleK, KOTOPYIO
pOIUTENM MOTYT MPOBOAUTHL aoma. JIydille Bcero BBeCTM ee B
TIOBCeIHEBHbIE OMAIllHME PUTYaJIbl, HallpyuMep, BO BpeMs eIbl 3a
cTosiom. VIrpsI ¢ yyacTueMm JIafloHei 1 MMajableB OYeHb I10 AyIIIe AeTIM,
HO BO BpeMsI YIIpa>kHeHUI Ha pacTsisKeHMe MOTYT MOSIBUTHCS JKaloObI
Ha 0O0/Jb M HeNpUSITHbIe CUMITOMBI. B IaHHOM ciaydyae XOpPOIIO
IIOMOTalOT TeIUIble BAHHOUKM IJIS PYK, IOAYIIEUYKM C IPOrPEeThIMMU
3epHaMi WM MXOM, TOpdOM, KOTOpbie MalMeHT AepPKUT B pyKaxX BO
BpeMsI UTP.

[Tocie MHTEHCUMBHBIX 3aHSATUIA 3JIEKTPOTEpamnus, PyYHOM Maccak,
BOJHBIN Maccaxk, Tepamusi jJeuyeOHOJ Ipsi3blo, 3aHATHUS Ha BOIHBIX
TpeHakepax CHMMAIOT 00JIb ¥ IIPUHOCSIT 0bJIeTyeHme.

[Ipu mpoBemeHNM BCeX aKTUMBHBIX BUAOB Tepamnuy cjieayeT oOpainaTh
ocoboe BHMMaHME HA PUTM [ObIXaHMS UM JaBaTh JOCTATOYHOE
KOJIMUECTBO epepbIBOB [IJIs1 OTAbIXA ¥ BOCCTAHOBJIEHMS JbIXaHMS.

Xupypzuueckoe eueHue

CyIIecTBYIOT pa3/IMUHble MHEHUSI O HEOOXOAMMOCTH XUPYPIUUECKOTO
BMelllaTe/JbCTBA. HO  orepaTMBHOe  BMeIIATEeJIbCTBO  HeCeT
omnpepneleHHble PUCKM U IIPOBOOUTH UX CledyeT B CAy4yasax OCTPOM
HeoOxomumocTu. OmHy M3 OonbliuxX ciaoKHOCTeir 1pu  MIIC
Tpe[iCTaB/sIeT IIpoBeeHre aHecTe3un. MHTy6amus y mwoaeit ¢ MIIC
TpebyeT oIpelie/IeHHOTO HaBbIKa U JO/KHA BBIMIOMHSATHCS OMBITHBIM
BpauoM. HecTaOWIbHOCTb IIIEfHOTO OTAejda T03BOHOYHMKA Y
nanugueHtoB ¢ MIIC  yBenmumuMBaeT pPUCK  TPaBMaTUUYECKOTO
TOBpEXIEeHMsI, B TOM 4lC/e LIeHOro OThaena CIIMHHOTO MO3ra, npu
BeleHMM aHeCcTe3Uy, TaK KaK MHOTMe aHeCTe3MOIornuecKye Imocooms
CBSI3aHbI C MaKCMMaJIbHBIM pa3rmbaHueM Iien. B aTom ciayuae HYKHO



[IPMHUMATh CIleliajibHble Mepbl MPegOCTOPOKHOCTU. ECam nmanyeHT
ronaji B KPUTUYECKOM COCTOSIHMUM B OOMbHUIYY, HEOOXOAMMO
COOOIINTh aHEeCTe3MOoJIOTY, UTO BO3MOXKHBI IIpOOJIeMbl C Illeeii U
MHTYy6amuen. JIpixaTe/ibHble MYyTH, KaK IPAaBWIO, CY>XKeHbI, IT0O3TOMY
MOKeT IIOTpeboBaTbCsl  JHAOTpaxeajbHas TpyOKa  MeHbIIIEro
nuameTtpa. Cama ycTaHOBKA TaKOi TPyOKM - OUeHb TPYAHBIN IIpoILiecc,
M BO3MOXHO ITOTpebyeTcsl MCIOAb30BaHME T'MOKOro OpPOHXOCKOIIA,
YTOOBI ClIe/IaTh 9TO aKKypaTHO.

HecTabMIbHOCTD IIEMHOTO OT/Ie/a MO3BOHOYHMKA KOPPEKTUPYETCS C
TIOMOIIBIO Oorepaluu (leiHbi crioHaunaones). C moMoIbl0 KOCTHbBIX
dbparMeHTOB MM MCKYCCTBEHHBIX MaTepuaaoB hopmMupyeTcs: oropa,
00BbeIMHSIIONIAs IBA BepXHMX IT03BOHKA 1 OCHOBaHMe Yyeperia.

Opezau cnyxa

HejipoceHcopHass ¥ KOHOYKTMBHAsT TYTOYXOCTb B OOJIbIIMHCTBE
cJlydaeB MOTYT KOMIIEHCHMPOBAThCSI MOAOOPOM CITyXOBBIX arlliapaToB
(cmyxoBble MMILIQHTBI cpemHero yxXa
(http://www.medel.com/ru/vibrant-soundbridge)).

CepdeuHo- cocyoucmas cucmema

B HEKOTOpBIX CIy4yasix MOXET IOTpPebOBaThCsI XUpPypruveckas
oriepalys sl 3aMeHbl TIOBPeKIeHHbIX K/IallaHOB.

HUngpexuuu

BaskHO, UTOOBI OCYILECTBJISICS XOPOILIMI yXOn 3a 3ydaMy, TaK Kak
paspylieHHble 3yObl IPUUMHSIOT CUJIbHBIN IMCKOM@OPT U SBJISIOTCS
ouaramyu wuH@eKuuu. Heob6XOAMMO peryasspHO UUCTUTb 3YOHI,
MICIIOJIb30BATh PAacTBOPBI [JIs1 TOJMIOCKaHus. Ho maxke mpu camoii
TIIATEJIbHOI 3a00Te 0 3ybaX, MOTYT Pa3BMBAThCSl BOCHAJIUTEIbHbIE
IIpoLiecchl. Pa3apaskUTeNbHOCTD, IIJIa4U ¥ O€CIIOKOCTBO MHOIIA MOTYT
OBbITh €IVMHCTBEHHBIMM CUMIITOMaMM IIpobneMm c 3ybamu. Ilepen
OonepaTMBHBIM JieueHueM 3yOOB MalMeHTaM, Y KOTOPBIX YiKe
OMArHOCTMPOBAHO IIOpakeHMe KJIalaHOB cepAalla, Heob6Xomaum
NpoPUIaKTUUECKUI IIpMeM aHTMOMOTUKOB IIepel U IOoc/Ie JIeUeHMs.
JTO BBI3BAHO TE€M, UTO HEKOTOpPbIe OAKTEepUM U3 POTOBOI IOJIOCTU
MOTYT IIPOHUKHYTb B KPOBOTOK ¥ BbI3BaTh MH(EKUIVOHHBIN MPOIIecc
Ha IMopakeHHOM KjamnaHe. Eciu Heob6xomuMo yraneHue 3yba IIOf
a”HecTe3Mei, 39TO IO/DKHO OBITb CIOeJaHO B OOJbHUIIE, a He B
CTOMATOJIOTMUYECKOI IOMMKIMHNKE, T10J HaOII0geHMeM OIBITHOTO
Bpava-aHeCcTe310JIora-peaHMaTojIora 1 Bpaya-cToMaTosIora.


http://www.medel.com/ru/vibrant-soundbridge

Jleuenne OPBU y nanmentoB ¢ MIIC snyuliie Takke MPOBOAUTHL TOZ,
MPUCTA/IbHBIM  BHMMaHMeM Bpaua. CiemyeT IIOMHUTh 00
0COOEHHOCTSIX MpPMMEHEHMSI CTaHIapTHBIX IIperapaToB y 3TOi
TPYIIIbl  ITAllMEHTOB. Harnpumep, Takue JieKapCcTBa  Kak
AHTUTUCTAaMMHHBIE TIperapaTbl MOTYT CYLUUTH CIAUSUCTYIO, Oejlas ee
TOJIIE, TPOTUBOOTEUHbIE MM COCYOOCYXMBAIOIIME CpencTBa MOTYT
TOBBICUTh KPOBSIHO€ ABJIEHME M CY3UTb KPOBEHOCHBIE COCYAbI, UTO
HeskenaTe/bHO pu MIIC.

3-3a 0cOOEHHOCTEN CTPOEHMS TO3BOHOYHMKA U TPYIHONM KIETKH,
rnaiyeHTam ¢ CUHIPOMOM XaHTepa CJIO)KHee CIIPaBUThCS C
mnHdeKkIIMet, eI OHa 3aTparuBaeT Jierkue, I03TOMY Bpauu Jaxke Ipu
He3HAUMTeIbHOM MHPEKIIMM MOTYT Ha3HAYaTh aHTUOMOTUKMA.

YroO6bl HOpPMa/JIM30BaThb  LMPKYISILIMIO  BO3Ayxa B JIETKUX,
peKoMeHAyeTCsl TPOBOAUTb UTPhl C MbIIbHBIMM ITY3bIPSIMM, BaTOIA,
COJIOMMHKaMM [Jis HAllUTKOB, OyMaKHbIMM IaKeTaMMu U [OPYTUMU
rpegMeTaMy, TPeOYIOIIMMM aKTUBMU3ALUM PabOThl IbIXaTebHOM
cucTemMbl. BO3MOXHBI UTPbI C BO3AYUIHBIMMU IIapaMy MM MSYaMMU.
JlJis1 meTeit mocTapiiie Wi MOAPOCTKOB MOKHO pa3paboTaThb 3apsaKy
Ha pacTsSkeHue MYCKYJI0B TpYOHOV KI/IeTKM, KOTOPYI PpPOIANTENN
CMOTYT MPOBOAUTb CAMOCTOSITENIBHO.

[TaccuBHBIE YIIpaKHEHUS MJISI TPYOHOM KIETKM IIPUMEHSIIOTCS IS
MallIeHTOB C OCTPBIMM MH(MEKIMUSIMU ObIXaTeIbHbIX MYTEeN WM OIS
MalMeHTOB, KOTOpble He MOIYT CaMOCTOSTEIbHO IBUTaThCS.
VrpaskHeHUsI moMoraioT 6osnee 3pdekTUBHOMY OTHeneHMIo camsu. K
HMM OTHOCSITCSI IIOTSITMBAHMS, PACTSKEHMSI, TIOTPSIXMBAHMS, MaCCaK U
BUOpaluu.

Lluemomepanus

CrieumasibHas gyeTa He CMOXeT [IpeJOoTBPaTUTh HakoruieHue T'AT, Tak
KaK OHM CUHTE3UPYIOTCS B KJIeTKaX, a He IIOCTYIIAlT C MUIEen.
[TosToMy orpanuueHus B guete y nauueHToB ¢ MIIC He HYXHBI, OHU
OO/DKHBI TMUTATbhCSI OOBIYHO B COOTBETCTBUM C BO3PACTHBIMU
IOTPEOHOCTSIMMN.

B3pocnas #u3Ho

[TauieHTaM ¢ MSITKO¥ hopMoii 3a60ieBaHNUsI HEOOXOAMMO HAYyUUTbCS
ObITh HE3aBUCUMBIMM OT CBOMX ceMmeil. ITogpoCTKy ¥ B3pOCIOMY
HeJIb3s1 3aMbIKaTbCs B cebe. HysKHBI Ipy3bsi, OOIIEHME U HaBBIKU
CaMOCTOSITeIbHOM KU3HN.



ITOCKOJbKY TALMeHThl C MATKOM (GOpMOIl CUHApPOMAa MMEIOT
HOPMAaJIbHBI/A MHTEIEKT, HeOOXOOMMO IIPWIOKUTh BCE YCUINS,
YTOOBI OHM MOJIYIMJIM XOPOIllee 06pa3oBaHue.

ITompocTku ¢ Jserkoit Qopmoii cuHApomMa XaHTepa IIPOXOAST
HOpMaJIbHble CTAaAuM TI0JIOBOTO CO3peBaHMus. Y TaKuUX IalMEeHTOB
MOTYT OBITh HeTu. Bce mouepu MYKUMHBI C CUMHIPOMOM XaHTepa
OymoyT HOCUTeNSIMU 3a00/ieBaHMSI, HO €Tr0 ChIHOBbBSI OYIYT IO BEpPsKeHbI
3a60J/IeBaHMIO TOJILKO B CJTydae, ec/ii MaTb SIBJISIETCSI HOCUTEIEM.

I'me B Poccuy 3aHMMAaIOTCSA JMAarHOCTUKOM M JIieUeHVeM

B KakgoM 13 pPEermoHOB OIlpeleieHbl jeueOHble YUpesKIeHUs], B
KOTOPBbIX MallMeHTbl IIOJYYalOT M TIaTOreHeTMUeckoe JieueHue u
IIPOXOASIT BCe HEOOXOMMMbIe MCC/Ieq0BaHMSI.

O6mecTBeHHbIe oprauu3anumn u Gouasr Poccun

MIIC II Tumma BXOOMUT B IlepeueHb opdaHHbIX 3a0071eBaHMiA, JeUueHye
KOTOPBIX IIPOBOAMTCS 3@ CUET CpeACTB rocygapcrBa. IloMoub
MalyeHTaM TIOJyYMUTh JieueHMe, IIOBBICUTh MH(POPMMUPOBAHHOCTH
obmiecTBa 0 pegkux 0O0Me3HSIX, a TaKKe JOOMBATHCS ITPOIABVIKEHMUS
3aKOHOJATeIbHbIX MHMUIMATUB B o6sacTu opdaHHbIX 3ab0eBaHMIA
MOTYT OOIlleCTBEHHbIE OPraHM3alINN.

ITomoIiupb ceMmbu

KoHeuHO, MHOrOe 3aBMCUT OT Bpaua, CKOJIbKO OH 3HAaeT Ipo Balle
3aboeBaHMe, KaK MIPaBMIbHO OH Ha3HAUMI JIEUeHMe U KaK XOPOIIO OH
OOBSICHMJI BaM MPUMHIMIIBI Tepanuu. He 3abbiBaiiTe - OT ceMbu
3aBMCUT YCIIeX Jie4eHNsI He B MeHbleli crereHnu. HyskHO co6momaTh
peKoMeHIalMy, HU IIpU KaKuX YCIOBUSIX He TepsATb HaOekAy WU
caMOMY CTaThb 3KCIIEPTOM B cBoeM 3aboneBaHuu. Uwuraiite
JUTepaTypy, OOIIaiiTeCch C CeMbsSIMU, He CTeCHSTeCh 3a/1aBaTh
BOmpochl. M paske ewim Bbl He IoOemuTe 00j1€3Hb ITOJHOCTHIO,
M3MEHUTh >KU3Hb K JIy4lleMy, CIejlaTh POJHOIO BaM YeJioBeKa
CYACT/IMBBIM B BalllMX CUIax!

3a60TUTBHCS O TAlMEeHTe C TSHKEJIbIM 3a007eBaHMeM — OYeHb TPymHast
3aja4va. Pogurenn Toxke HY>KIAAOTCS B [IOJIHOLIEHHOM OTAbIXe, a 3TO He
BCcerga nomnyvaetcs. Eciv B ceMbe pacTyT U Apyrue OeTu, OHU TakKe
TpeOyIOT BHMMAaHMS pomuTeeit. MHOrMe pomuTenyu oOpalialoTcsl 3a
MOMOIIIbI0O K BOJOHTEpaM WJIM COIMATbHBIM paboTHMKam. Eciu B
BallleM Topofe CYIIeCTBYIOT TakKOro poja MoAjepskka, 00si3aTeabHO
BOCIIOJIb3YITECH €il.



[TauienTsl ¢ MIICII MOryT momous CBOMM pPOJACTBEHHMKAM, IPOCTO
COOOIINB UM O HEOOXOAMMOCTH IIPOITU AMArHOCTUKY. Ecyin muarsos
OymeT yCTAHOBJIEH pPaHO — [0 Havajla HeoOpaTUMMbIX M3MEHEHMIA
BHYTPEHHMX OpraHoB, JieueHue OymeT ropas3go dSddexkTuBHEee.
TecTupoBaHMe TaKKe HeOOXOAMMO MJis BbISIBJ€HUS HOCUTEIbHMUI]
0ose3HM, TIOCKOJIbKY OHM MMEIOT BBICOKMII PUCK Tepemaun
3a060/IeBaHMSI CBOVMM ChIHOBBSIM M JOJIKHBI MMETH 3Ty MHMOPMAIINIO.
Jlevamuii Bpay WM Bpau-TeHETUMK He MMeeT IIpaBa pasriallaTh
MeIUIIMHCKYI0 MHPOpMaIlNio, II03TOMY CyAb0a pOIHBIX — LI€JIMKOM B
pPyKax CaMMX IMalMeHTOB.

PopHbie 6paThs U CECTPbI, BCE€ POACTBEHHUKY 10 MAaTEPUHCKOI JIMHUA
— OSOM, TeTU ¥ OBOIOPOSHBIE OpaTbs M CECTPhl OOIKHBI OBITh
MporHGOPMUPOBAHBI O HEOOXOAMMOCTH TeCTMPOBAHMS.

[TpoBeneHMe MOJIEKY/ISIDHO-TEHETUUYECKOTO aHaln3a, HallpaBJIeHHOTO
Ha BBISIBJIEHME ceMelHOM myTauuu reHa IDS mokaszaHo ciieayriymm
POICTBEHHMKAM IalyeHTa:

* MaTh

* OpaThs U CECTPBI

® CBOJHBIE OpaThs U CECTPHI IO MaTepu

e NeTH Iouepeit

e OpaTbs U CECTPBI MATEPU

e IleTu cecrep

* neTy IVIeMSHHUILL

e NIBOIOPOAHBIE OPAThs ¥ CECTPHI 110 MAaTEPUHCKOM JIMHUMA

e noYyepy BHYKOB (IIPaBHYUYKMN) 110 TUHUU JOUepent

® neTy BHyYeK (IIpaBHYKM M IPAaBHYYKMN) I10 IMHUN JOoUepen



IIpunoskenue I'.

IIpunokenue I'l. Knaccupmurammsa
MYKOIIOJIMCaXapu030B

MMC MoaTtun CuHapom leH depMeHTHbIN aedekT Jlokyc OMIM
I MMC I l'ypnep IDUA Oedvunt anbda-L- 4p16.3 60701
H naypoHuaasbl
MMC I lN'ypnep-Leie 60701
H/S
MMC I Lene 60701
S
II MMC II XaHTepa IDS Jedwvunt wunaypoHat-2- Xq28 3099(
cynbdaTasbl
ITI MMC CaHdwununno 2529(
ITIA SGSH Oedvumnt  renapaH-N- 17925.3
cynbdaTasbl
MMC NAGLU Oedvumnt N-auetun-a- 17q921.2 25292
I1IB D-rnoko3aMmMHuaassl
Oedwvunt N-auetun-a-
rAoKo3aMnMHMAasbl
MMNC HGSNAT | [Oedwvumnt renapaH-a- 8pl1.21 2529:
ITIC rIOKO3aMUHUA N-
aueTunTpaHcdepasbl
MMC GNS Oeduunt N- 12q14 25294
ITID aLeTUIrIIOKO3aMUH-6-
cynbdaTasbl
v MMNC Mopkwno GALNS Oedvunt 16q24/3 2530¢
IVA ranakTro3aMmmnH-6-
cynbdaTasbl
MIMC GLB1 Oeduunt B- 3p21.33 25301
IvB ranakrosmgasbl
VI MMC VI MapoTo-Jlamun ARSB Oeduunt N- 5gq14.1 2532(
aueTuranakTo3saMmnH-4-
cynbdaTasbl
VII MIMC Cnas GUSB Oeduunt B- 7q921.11 25322
VII rNOKYpOHMAasbl
IX MMNC IX HepocTaTouHOCTb HYAL1 Dedbvunt 3p21.31 6014¢
rmanypoHuaasbl rmanypoHumaasbl

IIpunoxxenne I'2. Boipa’)keHHOCTb KJIMHUYECKUX
nposisiaenui MIIC II B pasHOM Bo3pacTe

Cucrtema CuMnTOM Odetn MoppocTtku/
B3poOC/ble
CepaeyHo-cocyauncras KapavomuonaTtus + +




YTonuweHune CTBOpPOK +++ +++
KnanaHoB
LUHC HapyweHune noseaeHus ++ ++
LlepBukanbHaa muenonatms + +
Mapouedanus ++ ++
3ajepXKa U OTCTaBaHue B +++ ++
pa3suTuUmn
Cynoporu + ++
HapylweHue rnotaHus + +
MuweBapuTenbHasa Ownapes + +
cucrema
FenatocnneHomeranus +++ +++
OpraH cnyxa Tyroyxocrb ++ ++
Peunameupytowmnin - cpegHuii ++ ++
oTUT
OpraH 3peHus Ounctpodus ceTuatkm + +
CkeneTHo- HectabunbHoCTb aTnaHTo- + +
MbilleYyHas OKLMMUTaNIbHOIrO COYNIEHEHNS
TYHHENbHbIN KapnanbHbIn ++ ++
CUHAPOM
pybble yepThbl Anua +++ ++
Ouncnnasua TbC ++ ++
MHOXeCTBEHHbI AM30CTO3 + +
pbi>Xn +++ ++
KoHTpakTypbl CycTaBoB +++ +++
Kndos ++ +
Makpouedanus +++ ++
[ObixaTenbHas O6CTpYKTMBHOE anHO3® BO +++ +++
CHe
PectpukTuBHoe 3abonesaHue + +
nerkux
O6cTpyKkums BEPXHUX +++ +++
AbIXaTeNbHbIX NyTen
Cneumanb- JepmaTtaH cynbdat B MoYe ™ ™
Hble  nabopaTopHble
TecTbl
lenapaH cynbdaT B MoUe N N
WaypoHupasa W W
O6wme AT B MO4ye ™ ™

IIpunoxenmue I'3. YacToTa nnpoBegeHus

oociegoBanus y nanyeHToB ¢ MIIC II Tumna




WccneposaHus [MepBoHa4anbHas Kaxable Kaxable Kaxable OavH
oueHkKa 3 Mec 6 mMec 12 mec pa3

B
roaa

Mpuem Bpaya-reHeTukKa X X

MopaTBepXxaeHue X

AvarHosa

AHaMHe3 6one3Hu X

KnuHuueckuni OCMOTp X X

TepanesTa

Poct, Bec, OKpYyXHOCTb X X

ronoBbl

BblHOCJ‘IMBOCTbl X X

OcmMoTp Bpaua- X X

HeBpoJsiora

OcmoTp Bpaua- X X

Helpoxupypra

KomnbloTepHas X X

Tomorpapms  wmam  MPT

roI0BHOrO MO3ra

dnekTpo3aHuedanorpamMma X X

CTumynaunoHHaa SHMI X X

OcMmoTp Bpauva- X X

OTOpPUHOJIapUHrosiora

OcmoTp Bpaua- X X

cypaonora

AyanomeTtpus X X

OcMmoTp Bpaua- X X

ocdTanbmonora

OueHKa oCTpOTbl 3peHuns X X

OdTanbMockonus X X

MccneposaHue porosuubl X X

OcmMmoTp Bpaua- Mo NoKasaHusMm

nyJsibMoHoJiora

OnpepeneHve dyHKUNN X X

BHelwHero Abixaums (OBA)

KapavopecnupaTopHbIi X X

MOHWUTOPUHI

OcmoTp Bpaua- X X

Kapavosnora

SneKTpokapanorpamma X X

Dxokapauorpadus X X

OcmMoTp Bpaua- X X

opronepa

PeHTreHorpacdum ckenera X X

Y3W opraHoB 6ptowHoM X X

nonocTun




OcmMoTp Bpaua- Mo nokasaHuam
cdunsmorepaneBTa

Mpuem Bpaua no [To nokasaHunam
neuyebHon huU3KynbTYype

OcmMoTp Bpaua- o nokasaHuam
cToMmarosora

Jla6bopaTtopHblie
nccneaoBaHunA

Onpeaenenune 'l X X

Broxnmmnyeckui aHanus X X
kposu ( ANT, ACT, obwun
n  npamon  6unupy6uH,
XONecTepuH,
TpUrnuuepuabl)

1-Ing nmetei crapuie 3 JieT; pacCTOsIHMe, MpPOMAeHHOe 3a 6 MUHYT
(IpeanoYTUTEbHBIM SIBJISIETCSI TOT XK€ IIPOMEXYTOK BpeMeH!, YTO U B
NpenpIaAyIMx  TecTax OTOro  IalMeHTa); YUUIO  CTyIeHeMH,
MPOMOEeHHbIX BBEpX 3a 3 MMHYTbHL. OLIEHMBAIOTCSI II0Ka3aTe/ln
catypauum SpO2, YA, YCC no u mociie HarpysKu.

IIpunoxxenue I'4. Tect 6 MMHYTHO¥ X0ab0bl (6MWT)

Ha3BaHue Ha pyCCKOM SI3bIKE: TeCT 6-MMUHYTHO XOIbObI

OpurnHanbHOoe Ha3BaHMe (eciu ecthb): The six minute walking test
(6MWT)

Hctounnk (opuiinaabHbIii CaiT pa3pabOTUMKOB, MyOIMKAIIUS C
Banupaumein): Laboratories, A. T. S. C. o. P. S. f. C. P. F. (2002). "ATS
statement: guidelines for the six-minute walk test."” Am ] Respir Crit
Care Med 166(1): 111-117.

Tun (MoguepKHYTh):
IIIKaJ1a OLeHKU
VHIEKC

BOIIPOCHUK

APyroe

Ha3HaueHne: omnpeneneHue BBIHOWIMBOCTU MALMEHTOB C ILEJbIO
ouleHKM 3 PeKTUBHOCTU Tepannmu

CopnepskaHue (11a6soH): B TecTe olieHMBaeTCs AMCTAHIMS B MeTpax,
MIpOiAeHHAs MalIeHTOM 3a 6 MUHYT 0e3 BhIHYKIeHHbIX OCTAHOBOK.



Kimrou (MHTepripeTtanyus): IPOBOAUTCSI CpaBHEHME C pe3y/lbTaTaMu
TecTa, IIPOBeJIeHHOI0 paHee (10 HavaJa Tepalnuu, Ha GoHe Tepanuu u

1)

6MWT - TecT 6-MMHYTHOJ X0abObl (6 minutes walking test,
6MWT)

CregyeT MOMHWUTB, YTO [JiI JAHHOTO TeCTa MMEIOTCS Caenyrolue
abCoMIOTHBIE  IIPOTMBOIIOKA3aHMSI: HeCTabWwIbHAsl  CTeHOKapAus
HaOpsokeHUs ¥ MH@ApKT MMOKapaa, OaBHOCTbI0O 10 1 Mecsia.
OTHOCUTENBbHBIMU ITPOTUBOIIOKa3aHUsIMM IBJSIIOTCS: YCC Bblimie 120/
MUH B IOKOe, cuctonmudeckoe AJl >180 MM.pT.CT. ¥ OMACTOJIMYECKOe
Al > 100 mm.pr.ct. CrabwibHasg CTeHOKapaus He SBJSIeTCs
abCOMIOTHBIM IIPOTMBOIIOKA3aHMEM IS IIPOBeIEeHMsSI TeCTa, OJHAKO
ero cjeayeT IIPOBOAUTH C OCTOPOXHOCTbIO, Ha ¢OoHe IIpuUemMa
AHTUMAHTMHAJbHbBIX IIPernapaToB 110 MOKa3aHUSIM.

Ec/iu mauyeHT HaXOOUTCS Ha MOCTOSIHHOM KUCJIOPOAHOM IOAepKKe,
CKOpPOCTb TIIOJAuM KUCAOpoAda Mpu IIPOBeIeHUM TecTa [dOJIKHA
COXPaHSAThCS B COOTBETCTBUM C IpeANcaHueM Bpaua, Ha3HAUMUBIIETO
Y KOHTPOJIMPYIOILErO Teparnuio.

[IpoBegeHne Tecta HEOOXOOMMO HEMEIJIEHHO MPEKPaTUThb B Caydyae
TIOSIBJIEHMSI :

1. bonu B rpyau;

2. HemmepeHOCHMO OJIBIIKMN;

3. Kpammu B HOrax;

4. Pe3Koi1 HEyCTOMUMBOCTY U TIOIIAThIBAHMS IIPU XOIb0E;

5. Upe3MepHOTO IOTOOTHE/IeHMS;

6. Pe3Koro n3MeHeHMs IIBeTa KOXKHBIX ITIOKPOBOB (6JIeAHOCT).

6MWT mpoBoauTCS B MOMEIEHUM, XOPOIIO 3HAKOMOM IIaIMeHTY,
MMeIOoleM JIOCTaTOYHO JIMHHBIV KOPUAOP C TBEPALIM ITOKPBITHEM.
JIJIHa TIPOXOAMMOTO IYTH AO/IKHA COCTAB/ISITh He MeHee 30 MeTpOB C
pasMeTKOi Kakable 3 MeTpa, a TakKkKe TOUKaMy IIOBOPOTOB/
Pa3BOpPOTOB.

[TarMeHT TMOAyYaeT MHCTPYKIMIO O HeOOXOAMMOCTM MIATU C
MaKCMMa/IbHO BO3MOXHOJ CKOPOCTbIO (HO He OexkaTb) B TeueHUe 6
MMHYT.

B TecTe olieHMBaeTCsl AUCTAHIMSI B MeTpax, IpoieHHas MMaleHTOM
3a 6 MMHYT 6€e3 BbIHY)KI€HHbBIX OCTaHOBOK.



IIpunoskeuue I'5. 3a60p 6MoMaTepuasa aJjs
OVArHOCTUKM B MATHAX KPOBU

KpoBb  cobupaetcsa  Ha
kapTtouky-bunbtp ( N2 903), koTopas
npuMeHsieTcs ans CKpPUHMHra
HOBOPOXAEHHbIX B Poccuiickon ®depepauunm
NN @HaNOrMYHYO ANS MNOJIyYEHUS CyXOoro
naTHa KpoBu. KpoBb MoxeT 6biTb, Kak
kanunnapHas (M3 nanbua, NATKKM), Tak U
BeHO3Has. BeHo3Has kpoBb cobupaetcs B
NpobupKy, akKypaTHO MNepeMelInBaeTCs W
3aTeM ObICTPO C MOMOWbLI  MUMETKM
HaHocuTCa Ha dunbTp No 25-50 Mk KpoBMU
Ha Kaxxayto BblAENEHHYI0 obnacTb.
Heobxoanmo XOpOoLIo nponutaTtb
BblAeneHHyt obnactb Ha dunbTpe (puc. 1).
MpeanoyTnTenbHo cobupatb o6pasubl Nnocne
eabl yepes 40 MuHyT - 1 yac. Bo3MoxHO
Takxke ocywectsBuTb 3abop KpoBuM U
HaToLakK.

Ha KapTouke-dunbTpe obs3aTenbHO
OOJIKHbI H6bITb 4eTKo ykasaHbl ®UO, kem u
oTKyZAa Hanpas/ieH nauueHT, aara
poxaeHus u TenedoH nevawero Bpaya
(pycyHok 2).

O6paseun CyXoro naTHa KpPOBU
BKN1aAbIBA€TCA B YUCTbIA KOHBEpPT, 1Mbo B

CTaHAApPTHYIO

yncTbii  dann. KapTouka-punbtp  He
[oKHa conpukacaTbcs C rpsi3HOM
NOBEPXHOCTbIO M C obpasuamMm Apyrux
naumMeHToB. HeobxoanMMO MAPUIOXUTbL K
obpa3uaM  UMHMOPMMPOBAHHbLIE  COrnacus
naumeHTa nnmn ero 3aKOHHbIX
npeacrtaBuTenen Ha nposeaeHue

nabopaTopHbIX UCCNefoBaHum

XXX N

Hib e i, A T St vt T T, I A
Kanaw ACNEHB NOAHSCTER NPONMTATE KPySKH O OE_D&'I'HGM CTOROHB
He kacaiTecs oSnacTH, NPONMTAHHOR KPOBLH

PucyHok 1. O6pasel nNpaBWIbHOIO HaHeCeHWUs
KPOBM Ha KapTOUKYy-OUILTP

" Y ' d Y ' Y i N
CNOYO YOO
I

4] 6 0010608
SHO Nawsenta
[arta posperms L1373 B3ATHA KpOEM Man
0 Bparia

Ay J fepoa / Agpec

E-rmail sparaa
TesedoH npasia

Tecr
[Jouten [Jnowne [ Jrome [Jmnc: [Juse-tr1 [Juysor-s

[ cemeitmnsi cupmommrer. Wryraumm

PucyHok 2. Obpasey kapToukn-bunbTpa

AnroputMm JOeNCTBUIA MEOUIIMHCKOrO IepCcoHa/ia IPU B3SITUU

00pasoB KPOBU

® BBIMBITh PYKM (TUTMEHUUECKUII YPOBEHb), HAEeTh IePUYaTKHU;

e BBIMBITH PYKM TalyMeHTa (MSITKy pebeHKa, B Ciaydyae, e KPOBb

6epeTcs U3 MSITKNU);

e IIpOTepeTh 00JIaCTh IIPOKAJBIBAHUSI CTEPUJIBHOI

cmoueHHoit 70% crmpTom,
candeTkoii; -  MPOKOJOTHb
ckapudUKaTOpOM,;

candeTKoit,
IIPOMOKHYTb CYXOW CTepUJIbHOI
CTepWIbHBIM  OLHOPAa30BbIM

¢ CHATD IIEePBYIO KaIlJIIO KPOBU CTEPMJIbHBIM CYXMM TaMIIOHOM;,

¢ MATKO HaJaBUTDb OJIA ITOTYUEHUA BTOpOf/I KaIlJIn KPOBU;

* IIPWIOKUTD IIePIIEHAUKYISIPHO TeCcT-0JlaHK K KaIle KpOBU U

IIPOIINTATh €r0 KPOBbIO HACKBO3b;

* aHAJOTMYHBIM OOpPa30M HAaHEeCTU Ha TecT-OlaHK 6-8 Kamesb, BUT,
TIITEH KPOBU JIO/KEH OBITh OAMHAKOBBIM C 00€MX CTOPOH.




® BBICYIIUTh TECT-0JIAaHK B TOPMU30HTAIbHOM ITOJIOKEHMM HA YMUCTOM
00e3KMPEeHHO} IIOBEpPXHOCTM He MeHee 4 4 06e3 MNpUMeEHEeHUS
TeIIJIOBOV 00pabOTKM U ITONaaHys IPSIMbIX COJTHEUHBIX JTyUelt;

* YIIAaKOBaTh TECT-0JJaHKM B UMCTHII KOHBEPT TaKMM 00Pa3oM, UTOOBI
MISITHA KPOBU HE COMMPUKACAINCH.

Oco6eHHOCTH TP MHQPY3MOHHOI Tepanmumn

HekoTopble malMeHTbl MOTYT IIOAy4YaTbh MHQY3MOHHYIO Teparuio,
repejaBaHMe KOMIIOHEHTOB KPOBM, UTO MOXeT OKa3aTh BIAMSHNME Ha
pe3ysbTaTbl TeCTOB. Hampumep, npu repeaMBaHUM I1a3Mbl KPOBU
MOTYT OBITh ITOTYyU€HbI JTOXKHO-OTPHUIIATeIbHbIE Pe3ylabTaThbl, TaK KaK
oripenensieMbie (pepMeHTbl HAXOASTCSl B IVIa3Me U B KeTKaxX KPOBMU.
PekoMeHyeTCsT OCYIeCTBUTh 3a60p KpoBu st pepmenTHOI 1 [THK-
OIVArHOCTUKM He 9 paHee ueM 4yepe3 6-7 OHei MOCIe MepeanBaHuUs
IUIa3Mbl KpOBU U yepe3 7-10 gHeM 1ocie rnepeimBaHus KOMIIOHEHTOB
KpPOBU

He momyckaeTcst 3a60p KpoBU

e Cpa3sy [ocjie MpoBeAeHMs MaleHTy MH(PY3MOHHO Teparmu;
* Cpa3sy nocjie 3aMeHHOT0 IepeIMBaHNsI KPOBHA.

XpaHeHMe ¥ TPAaHCIIOPTUPOBKA OMoMaTepuaia

OOpasiibl BBICYIIEHHBIX ISITEH KPOBM MOXHO XPaHUTb B OOBIUHOI
KaMmepe xomomuibHuKa nipu +40C mo orrnpaBku. CpoK XpaHeHUs [0
MOMEHTa OTIpPaBKM He IO/DKeH IMpeBbIlaTh 7 OHe. Eciu XpaHUTb
oosbllie ¥ TIpu Oojiee BBICOKOW TemIleparype, TO aKTUBHOCTb
dbepmeHTa Jaske B HOpME MOKET CHMXKAThCSI, YTO MPUBEIET K JIOXKHO-
TOJIOKUTEIbHBIM pe3yIbTaTaM.



