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Crnmcok coxkpaueHui

AJIT — anannHamMuHOTpaHChepasa;

AP — annepruyeckasi peakuus;

ACT — acriapratamuHoTpaHcdepasa;

I'Al" — rmMK03aMUHOTIMKAHEI,

KT — xommbroTepHas Tomorpadus;

MIIC — mykonoJsmcaxapuaos;

MPT — marauTHO-pe30HaHCHas TOMOTpadus;
CCC — ceplieyHO-COCYAUCTasi CUCTEMA;

TI'CK — TpaHcranTaus TeMONO3THYECKUX CTBOJIOBBIX KIIETOK;
VY3U — ynbTpa3zByKOBOE UCCIICIOBAHUE;

®BJI — ¢byHKITUS BHEIIHETO JBIXaHHUS;

O3T — depmeHTHAS 3aMECTUTENBHAS TEPAITHS;
OKI' — anexTpokapauorpadus;

OHMI — snektponeripomuorpadus;

Ox0-KI" — sxokapauorpadus;

O0T — snexTposHuedanorpadus.

TepMuHbI 1 onIpeIeTeHUS

@depMeHTHAs 3aMECTUTENIbHAs Tepalus — JICYEHHE, 3aKJIIOYAIoOLIeecsl BO BBEIECHUHM IIperapara
(pexoMOMHAHTHOTO (hepMEHTa) MAIlMEHTaM C HacJeICTBEHHBIM HapyllleHueM MeTabosin3Ma.

JIuzocomHble OO0JIE3HM HAKOIUIEHWs — TpyINa HaCleACTBEHHBIX MOHOTEHHBIX 3a00JieBaHUil,
CBSI3aHHBIX C HapyIIeHUeM (QYHKIUH JTU30COM.

Myxkonomnucaxapuno3sl (MIIC) — rpynmna HacineacTBEeHHbIX 0oJie3HEH 0OMeHa BEIeCTB, CBSI3aHHBIX
C HapylleHueM MeTabosim3Ma riMkozamuHoriukaHoB (I'ADY), mpuBopsiee K NMOpPaKEHUIO OPraHOB M
TKaHei. OOycloBieHbl JaHHbIE 3a00JeBaHMA MYTAllUSIMU TE€HOB, KOHTPOJIMPYIOIIUX IPOLECC
BHYTPHUJIM30COMHOTO THAPOJIA3a MAKPOMOJIEKYJI.
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1. Kparkas wuHpopMauuss mno 3a00/IeBAHMI0 WJIH COCTOSHUI (Tpymnnbl
3a00J1eBaAaHNI1 WM COCTOSTHU)

1.1. Onpenenenne 3a00/1eBaHUSA WM COCTOSIHUS (TPYNIIbI 32001€BAHNIA UJIM COCTOSTHHIA)

MIIC II tuna (Gone3nr XaHTepa) — HACJIEICTBEHHAs JIM30COMHAs OO0JI€3Hb HAKOIUIEHUA, C X-
CIICTIJICHHBIM PELeCCUBHBIM TUIIOM HACJEeIOBaHMS, KOTOpAs XapaKTePHU3yeTCs CHIKEHHUEM aKTHBHOCTH
JTU30COMHOTO pepMeHTa HIypoHaT-2-cynabdarasel (12S), uro cBs3anHo ¢ myranueit B rede IDS. [edunur
(depMeHTa TPUBOIUT K HAKOIUICHUIO Timko3amuHOTIHKaHoOB (['Al') B im3ocomax, MpeuMyIIeCTBEHHO
rernapancyiabdara U aepMaTaHcyiab(para U MPOSBISETCS MPOrPECCHPYIONTUMHE TICHXOHEBPOJIOTHISCKUMHU
HapymeHusiMHA (TIpU TsDKEMo# opme), mopakeHHeM MapeHXUMAaTO3HBIX OPTaHOB, CEPIACYHO-JIETOYHBIMU
paccTpoiicTBaMu, KOCTHBIME fedopmarmsimu [1-3].

1.2. DTHoJiorusl M mNaToreHe3 3a0o0/ieBaHMsl WM COCTOSIHMS (rpynnbl 3a00/ieBAaHUN WJIH
COCTOSTHMA)

[TpuanHO# OOJNIe3HM SIBISICTCS ACPUIMT WA OTCYTCTBHE (PepMEHTa HIypoHaT-2-cynbdaTassl (12S).
I'en naypoHat-2-cynbdarasel IDS kapTHpoBaH Ha JJITMHHOM TUIede X-XpOMOCOMEI, B JIokyce X(27.1-028.
Tun HacnenoBanus 6one3nn Xantepa — X-crermieHasiid pereccuBHbiid. MIIC 11 crpagarot, kak mpaBuiio,
TOJIBKO MAaJbUMKH, OJHAKO OIKMCAHO HECKOJIbKO cllydyaeB 3a00JieBaHUS y JEBOYEK, Kak IIPaBUIIO,
CBSI3aHHBIX C XPOMOCOMO# marosorueii [ 1-3].

N3-3a cHmWKeHUS aKTUBHOCTH (epMEHTa MPOUCXOIUT HaKOIUIeHWE pasnudHbix THUNOB ['All u
pa3BHUBaeTCs coMaTH4ecKas MaHudecTalus B BHJE JMIEBOro JucMopdu3ma, renaTocrieHOMeraind,
MOpaXEHUST CepAlla, AbIXaTeIbHOM CHUCTEMbl, U3MEHEHHUI CKelleTa, HEBPOJIOTHYECKON CHUMITOMATHKH,
reMaToJIOTHYEeCKue W odraabMosiornueckue m3meHeHus. Bapuabensnocts MIIC ompenensieTcss Tumiom
HaKarumMBaeMoro cyocTtpara npu HemoctatouHoil nmerpananuu ['Al: mpu MIIC 11 Tuma mpoucxomut
HaKOIUICHHE TenapaHcyinbdara u JepMarancyiabdara.

1.3. DnuaemMuoJiorusi 3a00J1eBaHUs WJIN COCTOAHUS (IPyNIbI 3200J1€eBAHNI WM COCTOSIHUIN)

MIIC II tuna Bctpeuaetcs ¢ yactoToit 1:140000-1:156000 >kxuBBIX HOBOPOIKJIECHHBIX MAJIBUYHUKOB |1,
4].

1.4. Oco0eHHOCTH KOAMPOBAHUSA 3200/1eBAHMS WJIHM COCTOSIHUSL (FPynnbl 3a00J/IeBAHMNA MM
cocTosiHMid) 1o MexayHapoaHOil cTaTUCTHYeCKON Kiaccupukanum 0oJie3Held W MpodJeMm,
CBSI3aHHBIX CO 310POBbEM

Cornacho MKB10, 3aboneBanue otHocutcs K kiaccy [V, 0Ooyie3HSIM SHIOKPUHHON CHUCTEMBI,
paccTpoilcTBY IUTaHMs U HapyIIeHUI0 oOMeHa BemecTB, E76.1 — Mykononucaxapuao3 Il Tuna.

1.5. Knaccndukanus 3a60/1eBaHusi MJIH COCTOSTHUSA (TPyNIbI 3200/1eBAHUI HJIH COCTOSIHUI)

B cooTBercTBUM ¢ NeUITUTOM/OTCYTCTBUEM JTU30COMHBIX (DEPMEHTOB, COOTBETCTBYIOIINUM I'€HHBIM
neeKTaM U TSDKECTH KIMHUYEeCKONW CUMNTOMAaTukH, BeLIESIOT 11 tumoB MIIC (mpunoxenue A3.1). B
HACTOSIIIee BPEMS BBIACISIOT TSXKENyI0 U ymepeHHoTspkenyto Gopmy MIIC 11 Tuma, B 3aBUCHMOCTH OT
CKOPOCTH TIPOTPECCUPOBAHMSI TOPAKESHUS Pa3IMYHBIX OPraHOB U cucteM [1].

1.6. KumnHuyeckas kapTuHa 3a00/1¢BaHUsl WM COCTOSAHMA (Tpynnbl 3a00/1eBaHUN WMJIH
COCTOSIHM)

Knuanueckast kapTuHa 60s1€3HM XaHTepa pa3HooOpa3Ha.
Bremnuii BuJ manueHTa: MPOrPecCHpyIOllee OTCTaBaHME B pocTe, Makpouedanus, IUIEBOM
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mucMopdu3M:  TUIOCKask —MEepeHOCHIla, IIHPOKO  pacCTaBICHHBIC TIJ1a3a, YTOJIIEHHBIE TYOBI,
TUIOIIA3UPOBAaHHAs HWXKHSS 4YEJIIOCTh, MAaKpOIVIOCCHS M THIEpIUIAa3Hsl JIeCEH, KOpOTKas Iies,
crubarenbHble KOHTPAKTYpbl KOHEYHOCTEH, TMIEPTPUX03, XapakTepHbl HU3Kas JHUHUS POCTAa BOJIOC HA
10y, JUIMHHBIE TYCThIE PECHUIIBI M OpoBH. TUMHMYHO MO31HEE MpOope3bIBaHhe 3y0OB, YAaCTO BCTPEUAIOTCS
I'PBIKU PA3JIMYHOM JOKAIU3ALUH.

Koxnbie mokpoBel: mis aaHHOU (Gopmbel MIIC xapakTepHO y3€IKOBO-IAITYJIE3HOE IOPKECHUE
KOXH, MPEUMYIIECTBEHHO B O0JIACTH JIONATOK, HAPYXHBIX M OOKOBBIX IMOBEpXHOCTEH ey U Oenep
("mMopckas ranpka" wid "marpeHeBas Koxa'). OTH U3MEHEHHS 00YCJIOBJICHBI OTJIOKEHUEM JIUIHIIOB U
AT B nepme [1, 8].

KocTHas cucrema: Kak mpaBWiIO, TpU TOKENOW Gopme, y:Ke Ha BTOPOM TOJy JKU3HH OTMEUaeTcs
OTCTaBaHUE B pocTe U (POPMHUPYETCSI MHOKECTBEHHBIN TU30CTO3, C TYTONOJBMKHOCTBIO B CyCTaBax, U3-3a
BO3ZHUKAIOMIMX KOHTpakTyp. Jedopmamus kocreil yepena — ckadouedanus, Mmakpouedanus. C poctom
pebenka mporpeccupyer Kugo3, CKOJINO03, (POopMUPYETCs BOPOHKOOOpa3Has aedopmaius TPyAHOU
KJIeTKU. Bo3HMKaeT W mporpeccupyer OrpaHWYeHHE JBIKEHUN B CycTaBax, IO 3TOH MPUYMHE YacTo
KUCTh nedopmupyercs mo tumy "Kortucrtod nambl'. MHOTHA BO3HUKAIOT Bajbl'yCHBIE AepopMariiu
TOJIEHH U MaTOJIOTUs Ta300€JpEHHOr0 CyCcTaBa.

OpraHpl JpIXaHUS: XapaKTePHBI YacThle PECHUpPATOpPHBIE 3a00JICBAHUS: PUHHUTBHI, CHHYCHTEHI;
MTOBTOPHBIE OTUTHI, KOTOPHIE YaCTO MPUBOAST K MPOTPECCUPYIOIIEH MOTEPE CITyXa; MOBTOPHbIE OPOHXUTHI
U 00CTPYKTUBHBIC OPOHXHTHI, THEBMOHUH, CHHIPOM OOCTPYKTHBHOTO armHod cHa [1, 5, 6].

Opransbl 3peHus: MUIMEHTHAsI JeTeHepalns CeTYaTKU, PEIKO BCTPEUYAETCs YMEPEHHOE MMOMYTHEHUE
POTOBUIIBI, KOTOPOE 3a4ACTYI0 MOXET OBITh BBISIBIIEHO TOJILKO IPU MCCIEAOBAHUN MPO3PAYHOCTH CPEJ C
MTOMOIIBIO IIEJIeBOM JlamMnbl. Y manueHToB ¢ Tspkenoi gopmoit MIIC II vacto BeisiBIsSIeTCs U CTpOQuUs
CEeTUaTKH, MPUBOAALIAS K HAPYUICHUIO MepU(PEpUIecKOro U CHIDKEHUIO CyMepedHoro 3peHus. Bo3moxen
OTEK JAHCKAa 3pUTENBHOrO HEpBa, OOYCIOBJICHHBIN MOBBIIIEHHEM BHYTpHYEpENHOro naBieHus. Pemko
BCTpeyaercs riaaykoma [5, 7].

IlenTpanpHas HEpBHas cUcTeMa: MpH TsKeIol (opme 3a00sIeBaHUs 3a/1epiKKa IICUXOMOTOPHOTO U
peueBoro pa3ButHs BeipakeHa ¢ 1,5-3 ner. K 8 romam pasBuBaeTcs TsKesas YMCTBEHHAs OTCTaOCTb.
XapakTepHO HATHYHE Cy0por (0COOEHHO MpH TshKenon Gopme).

CuMrnromaTHueckas SMUIICNICUS Pa3BUBAETCS, KaK MPaBUIO, IPU TSHKEJIOM WIHM CPEIHETSHKEIOM
TedyeHUH 3a0o0yieBaHUs. Y TMAlMEHTOB CO CJ1a00 BBIPAKEHHBIMH KIMHUYECKHMMH TpPH3HAKAMU OHa
BCcTpeuaeTcs: KpaiiHe peako. Cynoporu xapakTepu3yroTcs HOJUMOP(HON KIMHUYECKOW KapTHHON ¢
pa3BUTHEM pPa3HOOOpa3HbIX (POKATBHBIX U BTOPUYHO-TEHEPATU30BAHHBIX IMAPOKCU3MOB. PaHHMMHU
KIIMHUYECKUMH  TPOSIBICHUSIMH ~ CYIOPOXKHOTO CHHIpOMAa MOTYT OBITh HIPOCTbIe a0CaHChl C
KPaTKOBPEMEHHBIM YrHETEHHEM WJIM TOTeped CO3HAHWS U COIMYTCTBYIOLUIUMH JABUTATEIbHBIMU HIIU
BEreTAaTUBHBIMU PACCTPONCTBAMH. Y MalMEHTOB €O €1a00 BBIPAKEHHBIMH KIMHHUYECKUMU MpPU3HAKAMHU
CYIOPOKHBIN CHHAPOM BCTpeyaeTcs HaMHOro pexke. [losiBienue cympopor TpeOyeT MpoBeneHUsI OLCHKU
HeBpoJiorhyeckoro  cratyca. Ilpu  mporpeccupoBaHuu  3a00jeBaHUS  4YacTO  HaAOIIOJAIOTCS
reHepaI30BaHHbIE TOHUKO-KIIOHMYECKHWE MAapOKCH3MBbI, KOTOpble OOBIYHO XOPOIIO TMOAAI0TCA
MOHOTEpanuK MPOTUBOMUIECHTHYECKUMH Tpenapatamu. [IpoTuBOCyHOpokHas Tepanus Tpedyer
WHIUBUAYAIBHOTO MMOAXO0JIa W WMHOTJA JUIMTENBHOrO moadopa 03kl mpemapara. Yacto HEOOXO0AUMO
BeJICHUE MaleHTa Ha 0OoJiee HU3KUX J103aX MPOTHUBOAMIICNTHYECKUX MPEraparoB B CBS3U C ILIOXOU
MIEPEHOCUMOCTBIO UX BBICOKUX JI03.

Hepeaxo ¢hopmupyercst coobmiaromasicst ruapouedanus, CiacTHUecKye rnapa- u Terpanapesbl.

[Tpu3znaku rugpouedanuu 3a4acTyro MOSBISIOTCS MEUVIEHHO M HE3aMETHO, U MOTYT 3aK/IIoyaThes B
M3MEHEHHUH MOBEJICHNUS, TIOSIBJICHUU T'OJIOBHOM 0OJIM, HApYLLICHUH 3pEHMSL.

OmnucaHbl TakKe Cllyyal CIABJICHUS CIMHHOIO MO3ra, BBI3BAHHOI'O YTOJIIIEHUEM €ro 000I04eK MU
HECTaOMJIBHOCTBIO aTJIAHTOAKCHAIBHOTO cycTaBa. KpaHuoBepTeOpalbHBIH CTEHO3 pa3BHBAETCS Yy
naruenTos ¢ MIIC II BcnencTBue runomiazuu 3y00oBuaHoro orpoctka C2 mo3BOHKA, aTIaHTOAKCHATIBHON
HeCcTabMIbHOCTH, oTI0XkeHue Al B TBep10il MO3roBoi 000JI0UKE U 3a7HEH NMPOJOJIbHOM CBA3KE, YTO B
JambHEeWIeM MPUBOJUT K KOMIPECCHOHHON MMEJIONaTHH HA 3TOM YPOBHE, U KaK CIEICTBUE, Pa3BUTHIO
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Oynb0apHBIX HApYLICHHH, IEHTPAIbHON JBIXaTeNbHON HEenoCTaToOYHOCTH. CHMITOMBI MOTYT BKJIIOYATh
HapyLIEHHE TOXOAKH, MBIIICUYHYIO C1a00CTh, HEYKIIOKECTh NMPU COXPAHHBIX MOTOPHBIX HAaBBIKAX H
TUCHYHKITMIO MOYEBOTO ITY3BIPSL.

KaprianbHbIi TOHHEIBHBIN CUHAPOM — 9TO 4acTasi HEUpONaTUs CIABICHHUS Yy ITALIMEHTOB B BO3pPACTe
ot 3 o 10 net. B HavanbHOM cTaguu 3a001€BaHUS BO3HUKAIOT OHEMEHUE IOPAXKEHHON KUCTH, TPYAHOCTU
BBINIOJIHEHUS! TOHKUX JIBUJKEHUM, CHU)KEHHUE YYyBCTBUTEJIBHOCTH NAJIBLIEB KUCTH. DTU CUMIITOMBI PENKO
OTMEYAIOTCSl PEOCHKOM M HE PACIEHUBAIOTCS POIUTENSIMH Kak martojoruueckue. [lo3ke MmosBIistOTCS
[apecTe3uy, 4YyBCTBO IOKAJIbIBAHMS B KOHUYMKAX MalbIEB KUCTH M CO BPEMEHEM IPOIECC MOMXKET
pacrpoCcTpaHsAThCS Ha Mpenuiedbe U ruiedo. [larueHTsl 9acTo He cOoOOmaroT O OO0JIEBBIX OIIYIICHHSIX,
[I0Ka HE MPOUCXOUT NOTEPS] PYHKIUU.

Hapymienust rnoTtaHus: KOHTPAaKTypbl B BHCOYHO-HMKHEUETIOCTHBIX CYCTaBax IMPUBOJAT K
CHIDKEHUIO MOJIBYKHOCTH HIDKHEN YEIIOCTH, YTO OIPAaHUYMBAET CIIOCOOHOCTH OTKPHIBATh POT U YKEBATh.
Hapymienust riotanust OTMEUYAIOTCS IPU CPETHETSKEIIOM U TSKEJIOM TeUeHUU 3a00JIeBaHUS U CBSA3aHBI C
(YHKIIMOHUPOBAHUEM CTBOJIOBBIX OTAENIOB TOJIOBHOTO Mo3ra. [Ipu Hapyimienuu ux paboThl HabIIOJAI0TCS
MpU3HAKU TIceBaoOynbp0apHoro winm OyiabOapHoro mnapanuuei. CUMOTOMBI AEOIOTUPYIOT C PEIKHUX
MONEPXUBAaHUM TBEpAON NMILEH, TMnepcaaruBallii, Pa3BUBAIOTCS MOCTENEHHO M, B KOHEYHOM MTOTE,
MPUBOJAT K TPpyOOMY HapyIICHHUIO (YHKIHMH TJIOTAHUS WU TOJHOMY €€ HCue3HOBEeHHI0. OTCyTCTBHE
MPaBUJIBHOM PETYISIMM aKTa TJI0TaHUS MPUBOAUT K 3a0pocCy IMHUIIM, CIIOHBI B Tpaxelo U OpOHXHaIbHOE
JIEpEeBO U Pa3BUTHUIO BTOPUYHOM MH(EKINH B BUAE PEUUAMBUPYIOMIMX ACHHPALUOHHBIX OPOHXUTOB U
MMHEBMOHHM. DTO YCyryOJIIeT JbIXaTelbHbIC HAPYIICHUS, SBISIOMINECS clefAcTBUeM oTioxenus ['AlT B
BEPXHUX U HUKHUX JbIXaTE€IbHBIX MYTAX.

[loBeneHueckne HapylmeHHss — THUIEPAKTHUBHOCTh, PAaCTOPMOKEHHOCTb, ArpeCCUBHOCTb U
YIPSIMCTBO, KaK IIPaBUJIO0, UMEIOT MECTO Y B3POCIIBIX MALMEHTOB CO CPEAHETSKENION U TshKeIol hopMaMu
MIIC II. ITpoGnemsl ¢ MOBEIEHUEM 3HAYUTEIHHO BIIMSIOT Ha MOBCEIHEBHYIO JKM3Hb IMAIMEHTA M €T0
COLMAJIBHYIO ajanTanuio. [1osBIIsIsIck HA BTOPOM IOy KM3HHU, OHU MPOJOJIKAIOTCA BIUIOTh 110 8-12 jerT.
Perpecc KOTHUTHBHBIX (YHKIIUH HapsAy C TSOKEIOW MOTEpel ciyxa, pacCTPOMCTBOM CHA, OCOOCHHO
00yCIIOBIICHHBIM OOCTPYKTHBHBIM allHO3, OKa3bIBAIOT CYLECTBEHHOE BIIMSHHME Ha MOBEIECHUE peOeHKa U
MoJioioro B3pocinoro. Ilo Mepe HapacTaHuss KOTHMTUBHOIO JeQUIMTa K THIIEPAKTUBHOCTH M
arpeCCUBHOCTH IPUCOCIUHSIOTCS ayTUCTUYECKHE 4YEPThI, OTMEYACTCS IIOCTENEHHas IOTEPsl HaBBIKOB
OKCIIPECCHUBHOM M HUMIPECCUBHOM peud. MenuKaMeHTO3Has Tepanus, HalpaBlICHHas HAa KOHTPOJIb
paspyLIUTEIBHOIO IOBEAEHUS, 4acTo ObBaeT Herx(pPekTHBHOM. B nampHelieMm mnporpeccupoBaHue
HEHPOJETCHEPAaTUBHBIX HW3MEHEHUH IPUBOIUT K JEMEHLHUH, [BUTATEIBHBIM HApYIICHHUAM, YTO
HUBEJIHUPYET 0COOEHHOCTH MIOBEACHUS.

Cepneuyno-cocyaucras cucrema: Beaencrtsue otioxkenus I'Al' ¢ panHero Bo3pacra Kianassl cepaua
YTOJIAKOTCS, BO3HMKAET peryprurauusi, aubo creHo3. B psae ciaydaeB BO3MOXKHO (OpMHpPOBAaHUE
TUNEePTPO(GUN MBIIIEYHONH TKaHHM ceplila, YMEHBIICHHUE €€ 3JIaCTUYHOCTH, HapyIIEeHUE MPOBOIAMMOCTH,
MOPAKEHUE KOPOHAPHBIX APTEPUH.

Yame BcTpeuyaeTcs MaTOJIOTHs KJIAalaHOB cepiaua (HeAOCTaTOYHOCTh W/WIIM CTEHO3 MUTPAJIBHOTO,
AOPTAJIBLHOT0, TPUKYCHHMJAIBHOTO M JIETOYHOTO KiamaHoB). MMeer MecTo mnopaxxeHHe KOpPOHApHBIX
cocyznoB. MarucrpaibHbie cocysl y nanueHToB ¢ MIIC Moryr nMeTh yToJIIEHHbIE CTEHKU, HO IIPH 3TOM
MOTYT OBITh CY)K€HHBIMU WM JWIATUPOBAHHBIMU. B CBs3M C cy)xeHHeM apTepuil, y TaKUX HallMEHTOB
MOSBJISIETCSL  KJIMHUYECKHM BBIPDAKEHHAs apTepualibHas TUIEPTeH3UsA. Bcrpeuaercs pacmmpeHue
BOCXOJMIIEH YacTHM aopThl, M 3HAUYUTEIBHOE YMEHBIIEHHE DJIACTUYHOCTH CTEHOK aopthl. Ilpm
KapuoMHoNaTuu (MHOGWIBTPATUBHON) BBIABISIETCS TUHEPTpPOodHs MUOKapAa WIM AWIaTalus KaMmep
cepaua. [lanmeHTel MOTyT MMETh HapylIEHHWE pUTMA M MPOBOJUMOCTU cepAua. TedeHue cepaeyHou
HenoctarouHoctd (CH) nmpu MIIC II umeer mporpeccupyromuii xapakrep. TpyqHOCTH IMAarHOCTHKH
3TOrO COCTOSIHMSA CBSA3aHBI C HECHEIM(PUUHOCTHIO KIMHUYECKOM CHUMIITOMATHKH, OTCYTCTBHEM XaloO,
XapaKTepHBIX MPU3HAKOB HAPYLICHHUsI KPOBOOOpAIEHHUS HAa paHHUX dTalax ee pa3BUTHSL.

XKenynouHo-kuIIeyHasi CUCTeMa: BCIIEICTBUE OIpaHUUEHHs 00beMa JABWKEHHS HIKHEH YeltoCcTH U
3aTpyAHEHUs pa3KEeBbIBAHUS MHIIH, TUIEPTPOPUN MUHIAINH, MAKPOTJIOCCHM PAa3BUBAIOTCSA HapyLIEHHE

Ctpanuua 4 u3 47


http://disuria.ru/

KnuHnyeckne pekomeHgauumn — Mykononucaxapugos tun |l — 2021-2022-2023 (19.01.2023) — YT1BepxaeHbl MuHagpasom PO

aKTa IJIOTaHMsSI U CIIOHOTEUEHHUE, BO3MOXHA uapesi, CBsi3aHHas ¢ HakomuieHueM I'Al’ B HEpBHBIX KJIeTKax
NUILEBAapUTENbHOr0 TpakTa. C BO3pacToM 4acTo pas3BuUBarOTCA 3amopbl. C paHHHX JIET OTMEYaeTcs
rernaTocIyiCHOMeraus. XapakTepHbl MyIoYHast U naxosast rpsiku [ 1, 5].

BbIpak€HHOCTh KIMHUYECKUX IMPOSIBIEHUH B 3aBUCUMOCTM OT BO3pacTa IIPEACTaBiI€Ha B
[Ipunoxenun A3.2

2. /ImarHocTuka 3a00/ieBaHMS WJIH COCTOSIHMA (rpynmnbl 3a00/1eBaAaHUM WIH
COCTOSIHMI) MeAUIUHCKHE IMOKA3aHUS ¥ MNPOTHBONOKA3AHUS K NPHUMEHEHHUIO
METOJA0B IMATHOCTUKH

Huarno3 MIIC tun I ycrtanaBiuBaeTcss HA OCHOBAHUM COBOKYIHOCTH aHaMHECTHYECKHX JIaHHBIX,
KIIMHUYECKUX JaHHBIX, PE3YyJIbTaTOB JJAOOPATOPHOTO HcciIeIoBaHUs (OMOXUMUYECKOTO M MOJIEKYISIPHO-
T€HETUYECKOTO aHaTn3a).

HuddepenunanbHas IuarHocTuka npoBoautcs ¢ Apyrumu tunamu MIIC, anbda-mMaHHO3UA030M,
MO3JHUMH  (OpPMaMM  TaHIJIMO3UJ030B, MYKOJUIUAO30M, HEUH(EKIMOHHBIMA HOJUAPTPUTAMH,
snuduzapHeIMU auctuiasusamu [1, 2, 3, 14, 16].

OcHoBHbIMU oTiIUHUTENBHBIMU YepTamu MIIC Il Tuna sSBASIOTCA: Mpo3padHasl pOroBUId, HATNYUE
M3MEHEHU KO’KHOTO MOKPOBa Mo THITy "Mopcko# ransku" [7, 8].

[Tanmentam ¢ ycranoBieHHbIM auarHozoM MIIC II mpoBoguTCs AUHAMUYECKOE HAOIIOICHHE
(cpenmsis 4acTOTA MPOBEACHHS KOHCYIbTAIMI U 00Cae10BaHus peacTaBieHa B [Ipunokenun A3.3).

2.1. ’Kano0bl u anHamMHe3

[Ipu cOope anamHe3a W kajao0 PEeKOMEHIOBAaHO OOpaTUTh BHUMAaHHE Ha CICIYIOIIHE KaToObl U
AHAMHECTHYECKUE COOBITHS:

- OTATONICHHBIA CEMEHHBIN aHaMHe3 (CXOIHBIE CUMIITOMBI Y POJIHBIX OpaTheB M POJACTBEHHHUKOB IO
MAaTEepPUHCKOU JTMHUN);

- HU3KUH POCT;

- OTpyOJICHHE YEPT JIUIIA;

- 4yacThIe pecrupaTopHbIe 3a00JIeBaHUS;

- 3aJIepKKa TICHXOMOTOPHOTO Pa3BUTHS (TOJIBKO ISl TSHKEJIOH (hOPMBI OOJIC3HNM);

- 3aJIepKKa/perpecc MCUXMUIECKOTO Pa3BUTHS (TOJILKO IS TSHKEION (OpMBI OOJIC3HH);

- CHW)KCHUE CITyXa;

- CHW)KCHUE 3PCHUS,

- MHOXECTBEHHBIH JHM30CTO3 (Iedopmanuu dYeperna, TpPyIHOW KIETKH, TO3BOHOYHHKA,
KOHEUYHOCTEH);

- HapylIlleHHe OCAaHKH — KO3, CKOJIHO3;

- PEIMIUBUPYIOIIUE TPHDKY (Yallle JIBYCTOPOHHHUE),

- YXy/IIICHUE MIEPSHOCUMOCTH (PU3HUYECKIX HATPY30K;

- c1a00CTh B KOHEYHOCTSIX;

- TYTOTNIOJIBIYKHOCTD B CyCTaBax;

- TPYAHOCTH MOABEMA U3 TIOJIOKEHUS CHUJIS U JIeXKa,

- UI3MEHEHHE MTOXO/IKH;

- HEJIOBKOCTh MEJIKOY MOTOPHUKU;

- HapyIIeHHe KOHTPOJIS 32 (PYHKIUSIMHU Ta30BBIX OPTaHOB;

- alHO? BO CHE.

KanoOwl 1 aHAMHE3 TaKKe OTIMCAHbI B pa3jiene "KIMHINYecKas KapTiuHa'.
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2.2. Pu3ukaJabHOE 00CIeJ0BaHNE

[Tpu ocMoTpe HEOOX0MMO 0OpaTUTh BHUMAaHKE Ha OCHOBHBIE KiMHU4eckue nposisienust MIIC 11:
- rpyOBbIe YepTHI JINIIA;

- HU3KOPOCJIOCTb;

- MOBE/ICHYECKUE HAPYIICHUS (I TsKeNoi (opMbl O0JIE3HN);

- TYTOIIOJIBUKHOCTb CYCTaBOB;

- IOMYTHEHHUE POTOBHUIIbI;

- rernaToMeraius;

- CIUICHOMETaJINs;

- IAXOBO-MOILIOHOYHBIE U ITYTIOYHBIE IPHIKU (ABYCTOPOHHHUE);

- IIyMBI B CepIe

[TonpoOHO naHHBIE (PHU3HKAIBHOTO 00CIEIOBAaHUS ONMCAHbI B pa3zeie "KIMHuYecKast KapTuHa'.

2.3. JlaGopaTopHble IMATHOCTHYECKHE HCCIET0BAHUSA

OcHoBHBIE JTAOOpaTOpHBIE METOABI MoaTBepkaeHuUs nuarHo3a MIIC II BkmtouaroT ompeneneHue
aKTUBHOCTH (pepMEHTa MIypOHAT-2-Cylb(aTa3sl, KOJUICCTBCHHBIN U KaueCTBEHHBIH aHammu3 ' A" Moun u
MOJIEKYJISIpPHO-T€HETHYEeCKHUE HccieaoBanus rena [DS.

- PGKOMeHﬂyeTCH BCEM MaMCHTaM OIMPEACICHUC YPOBHA TI'NIMKO3aMHWUHOTIJIMKAHOB MOYHU (KOMHJ’IGKC
WCCAeAOBaHUMN ISl TUAarHOCTHKK MYyKOToJHcaxapumo3a Tum 1) ¢ 1menpio MoATBEpKIEHUs TuarHo3a u
ycranoBieHus: tuna MIIC u xommaectBeHHoe omnpenenenue ['AlT Ha GoHe Tepanmuu Kaxapie 6 MecsIeB
[12, 14, 16].

VYpoBeHb yOeAUTEIBHOCTH PeKOMeHAaIiii B (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — 3).

KomMmenrapuii: [lpn kOIM4YeCTBEHHOM aHajdW3€ BBISABIAIOT MOBBINIEHHWE KOHIeHTpauuu ['AlT ¢
MOYOW, TpW TmpoBeAcHUH dekTpodope3a ['Al-MOBBIIIEHHYIO SKCKpEIUI0 JaepMaTaHcyiabdara u
renapadcyibdara ¢ Mouoit. Otu u3meHeHnus Habmogarotcs takke mpu MIIC 1, VII tunos. Yposens 'Al’
SIBJISIETCSl BO3pAcT-3aBUCUMBIM mapaMmeTrpoM. Taxoke mpu serkoir ¢popme MIIC 11 konnentpanus Al B
MOY€ MO>KET OBbITh JIUIIb HE3HAUNUTEIHHO MOBBIIICHA.

- Pexomenjpyercss BceM ManueHTaM ISl TOATBEPXKICHUS IMAarHO3a OIPENEICHUE aKTUBHOCTHU
UIypoHaT-2-cylbdaTa3bl B MATHAX KPOBH, BHICYIICHHBIX Ha (GuibTpoBasibHOM Oymare (puibtp N 903),
1a3Me KpoBH (KOMIUIEKC MCCIIEAOBaHUM I JHarHOCTHKU MyKomomcaxapuaosa tui I1) [12, 14, 16].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMmeHnTapuii: VY mnanueHTOB ¢ cuHApoMOM XaHTepa HaOJIIOAAaeTCs CHUKEHHUE AaKTUBHOCTU
UIypoHaT-2-cynab(daTtasbl B KyabType Gudpood1acToB, miazMe KpoBH, JIHOO0 B MSITHAX KPOBHU, BBICYILIEHHBIX
Ha (uibTpoBanIbHON Oymare. Heo0xoauMo n3MepeHne akTUBHOCTH JPYrUX cyiibdaTas Ui UCKIIOYCHHS
MHOJKECTBEHHOM Cyib(aTazHO# HEJOCTATOUHOCTH.

3a0op GromMarepuana ajs AUarHOCTUKU B MSITHAX KpoBU onucal B [Ipunoxxenun A3.4.

- PekoMeHnayercs BceM NalMEHTaM CO CHIKEHHON aKTMBHOCTBIO (epMeHTa UAypoHaT-2-
cynb(darasbl IpoBeeHHE MOJIEKYIAPHO-TeHETHUECKOTO CCIIEJOBAHuUs: BbIsIBIeHHEe MyTaluil B rede IDS,
KOJMPYIOIIEM HAypoHaT-2-Cynb(darady C LeNbl0 MOJATBEpXKIEHHUS JHarHo3a Ha MOJEKYISIpHO-
reseTuyeckom yposue [1, 12, 14, 16, 17].

Vposenb yoeautensHOCTH pekoMenaaluii C (YpOBEHb JOCTOBEPHOCTH JIOKA3aTENbCTB — 5).

Kommenrapuii: BrisBiaenue cemeitHolt myranmu reHa IDS nemaer BO3MOXXHBIM 0OcienoBaHHE
POJICTBEHHUKOB Tpo0OaHja, BbIsBIEHHE reTepo3uroTHelx HocutenbHun MIIC II, a Taxke mpoBeaeHue
IIPEHATAJIbHOW U NMPEUMIUIAHTALMOHHON AMAarHOoCTUKU. bonpmmHcTBO MyTanuil y nanuentos ¢ MIIC 11
MOTYT OBITh BBISIBJICHBI C OMOIIBIO CEKBEHUPOBaHUS 10 ChHrepy BCeX 3K30HOB U MPHUJIETAIOLUIMX K HUM
Y4aCTKOB MHTPOHOB I'€Ha, HO B HEOOJIBIIOM IMPOLEHTE CIy4aeB MyTAIHIO ¢ IPUMEHEHUEM CTaHIapTHBIX
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METOJIOB OOHapYXuTh He ymaercs. [IpumepHo 20% Bcex MyTanuid COCTAaBISIOT KPYIHBIE MEPECTPOKU
reHa, YTO MOXET MoTpeOoBaTh NPUMEHEHHUS JOTIOJIHUTEIBHBIX, O0OJee CIIOKHBIX MOJICKYISPHO-
IFE€HETUYECKUX TECTOB.

B cootBerctBuu c I[Ipukazom Munsapasa Poccun ot 13 oxtsi6pst 2017 r. N 804n "O6 yrBepkIeHHH
HOMEHKJIATYpbl MEIUIMHCKUX ycayr" Ha3zBaHue yciayru: Kommiiekc uccienoBaHuid Al IMArHOCTHKU
MyKononucaxapuzaosa tan I1.

- Pexomennyercs Bcem maumentam ¢ MIIC II mpoBeaeHue aHain3a KpOBH OHMOXMMHYECKOIO
oOIIeTepaneBTHUECKOTO € [ENbI0  OmpeneNeHuss  (DYHKIMOHAJIBHOTO  COCTOSIHMSL — TICUCHH
(amanmaamuHOTpancdepasa (AJIT), acmapraramunoTpancdepasza (ACT), oOmmii u npsmMoii OuITUpyOHH,
xosiectepuH [32].

Yposens yoeautenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — D).

KoMMeHTapuu: ncciaenoBaHue X0JeCTepHHA BKIIOYAET B T.Y., UCCIEIOBAHUE YPOBHS XOJEeCTepHUHA
JUTIONIPOTEWHOB BBICOKOH IJIOTHOCTH B KPOBH, HMCCIIEJOBAHWE YPOBHS XOJIECTEPHHA JIUTIONIPOTEHHOB
HU3KOH TUIOTHOCTH, HCCJIEIOBAHWE YPOBHS JIMIIOTIPOTEMHOB B KPOBW, TpHUTIMIEpHIbl. McciemoBanue
ClIeTyeT IPOBOJUTH B Mpoliecce AMHAMUYECKOT0 Ha0JI0IeHus, B cpeHeM, 1 pa3 B 6 mec.

- Pexomenpayercst Bcem marenTam ¢ MIIC II mpoBenenue oOriero (KIMHAYECKOTO) aHAIM3a KPOBU
(OOuuit  (KIMHUYECKU) aHamu3 KPOBHM Pa3BEpHYTHIN) Ui OLIEHKM OCHOBHBIX IapaMeTpoB
KPOBETBOPEHHUSI U BBISBIICHHS BO3MOXKHBIX HHPEKIIMOHHBIX TporieccoB [32].

VYposens yoeaurenbHocTH pekomeraauii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

KoMMeHTapunu: B CBSI3M C BBICOKMM pPHUCKOM Pa3BUTHS MHTEPKYPPEHTHBIX HHMEKIHH,
acIMpalMOHHOW MHEBMOHMHU y nanueHToB ¢ MIIC pekomeHayeTcss NpoBeIeHNE JaHHOTO MCCIENOBAHMS,
B CpelIHEM, 2 pa3a B TOJ.

- Pexomenpayercss Bcem marmenTam ¢ MIIC II mpoBeneHue oOmiero aHanmw3a MOYHM ISl OICHKH
COCTOSIHHSI MOYEBBIBOIAIIMX IyTel u mouek [33].

Yposens yoeaurenpHocTH pekomeraaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

KomMMeHTapuu: pekoMeHayeTcsi pOBeIeHUE TaHHOTO HCCIIeI0BaHus He pexe 2 pa3 B ro/l.

- Pexomennyercs Bcem mnanueHtam ¢ MIIC Il mpoBenenue wuccienoBaHus KoaryJiorpaMMbl
(aKTUBUPOBAHHOE  YAaCTUYHOE  TPOMOOIIACTUHOBOE  BpeMs,  OIMpeesieHue  MPOTPOMOMHOBOTO
(TpoMOOIIIACTUHOBOTO) BpEMEHU B KpPOBH, OIpeAeieHHe TPOMOWHOBOTO BpPEMEHH B KpPOBH,
UccleIoBaHUEe YpOoBHs (MOpUHOTEeHA B KPOBH, ONpeJesieHne KOHIEHTpauuu [[-a1umepoB B KpOBHU) IS
OLICHKH COCTOSHHSI CHCTEMBbI KOAryJIsSIUK U CBOEBPEMEHHON MPO(UIAKTHKH Pa3BUTHs TpoMO030B [34].

VYpoBeHnb yoeautenbHocT pekoMmenaaruu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4).

KoMMeHTapuu: vacTtoTra UCCleJOBaHUS, B CpelHeM, 1 pa3 B roj, mpu HEOOXOJMMOCTH — Yalle
(mepen KakJIbIM ONEPATUBHBIM BMEIIATEIHCTBOM).

- Pexomennyercs Bcem mnamuentaM c¢ MIIC II npoBenenue wuccnegoBaHusi ypoBHA N-
TePMHUHAIBHOTO (hparMeHTa HaTpuilyperudeckoro mporentuaa MosroBoro (NT-proBNP) B kposu mms
CBOCBPEMCHHOW JHArHOCTUKH CEPJICYHOM HEIOCTATOYHOCTH, AM(GEepeHIMaTbHON JIHAarHOCTHKUA C
OJIBIIIKOM, BBI3BAHHOW pPECHUpPATOPHBIMH TMpoOJieMaMu, Ui PEIIEHUs BOIPOCOB O CTapTe/KOPPEKIUU
KapJHOTPOIHOU Tepanuu [34].

YpoBeHnb yoeautenbHocT pekoMmenaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTENbCTB — 4).

KommenTapuii: kpaTHOCTb HccliefoBaHus: 1 pa3 B rol.

2.4. UHcTpyMeHTAJIbHBIE IMATHOCTHYECKHE MCCIeJ0BAHUSA

- Pexomennyercs Bcem marmuentam ¢ MIIC II npoBenenue Y3M opraHoB OpIOIIHOM IMOJIOCTH
(YnbpTpa3BykoBO€ HCCJIEOBAaHWE OPraHoB OpIONIHONW TOJOCTH (KOMIUIEKCHOE), YIJbTpa3BYyKOBOE
UCCIIe/IOBAaHUE TEYCHH, YIbTPa3BYKOBOE HCCIEIOBAHUE CEJIE3€HKHU) W/WINM IPOBEACHUE MarHUTHO-
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PE30HAHCHON TOMOTrpauu OpPraHOB OPIONTHOW TOJOCTH W/WIIM KOMITBIOTEPHOW TOMOTpaduu OpraHoB
OpIOIITHOM MOJIOCTH C IIEJIbIO BBISBJICHUS YBEIMYCHUH pa3MepoB NIeUeHH U cene3eHku [ 2, 14, 16, 35].
YpoBeHs yoeauTenbHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).
KomMmeHTapuu: BBISBISIOTCS YMEpEHHAs TenmaToMeraius WM remnarociuieHomeranus. Ha ¢one
TEpaIruy pa3Mepbl IEYCHH U CEIe3EHKH YMEHBIIIAIOTCSI.
Bribop MeTona wuccieoBaHUS — MO WHAWBUIAYAIbHBIM ITOKA3aHUSM HCXOAS W3 BO3MOXKHOCTEH
MaleHTa W KIMHWYECKOH moTpebHocTh. [Ipm HE0OXOAMMOCTH TNPUMEHSETCS aHECTE3HOJIOTHYECKOe
nocobue. KpatHocTh nccnenoBanus 1 pa3 B roji, mpyu HEOOXOAMMOCTH — Yallie.

- PexomeHayeTcs mpoBeneHUE pEeHTreHorpaduu MEHHOTO W/WIKM TPYIHOTO W/WIM TOSCHUYHOTO
OTJiea IO3BOHOYHMKA W/WUJIM Ta300€IpEeHHBIX CYCTaBOB U/MJIM PEHTTeHOrpapuu BEPXHUX W/WUIN HUKHHUX
KOHEYHOCTEH C Ie/IbI0 BISIBIICHHSI MHOYKECTBEHHOTO AM30cTo3a [2, 14, 16, 21].

Yposens yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — D).

KoMMeHTapuu:  BBISBISIOTCSI  MHOXECTBEHHBIE  TU30CTO3bI, cKadouedanus, TUIomiazus
3y0oBHIHOTO oOTpocTka (C2-T03BOHKA, JOpPCOMIOMOaNbHBIN Ku(po3 B pe3ynbTare IUIaTUCIOHAWINM,
MOSICHUYHBIN  runepnopno3. Omnpeaensiorcs MUPOKUEe pedpa, KOPOTKHE HW30THYTHIE KIIIOUMIBI,
TUIOIIa3Usl TOJOBOK IUIEYEBBIX KOCTEM M BapycHas AeopMalius IUIeUeBbIX KOCTEH B MPOKCUMAaJIbHBIX
OTJieNax, TUCTaNIbHbIE SMU(U3bI KOCTEH MpeaIuieybsi CKOLIEHBI APYT K ApYyry. 3ajaepkka GopMUpoBaHUS
siep OKOCTeHEHUs. IIACTHhIE KOCTHM KHCTEH YKOPOYEHBI M CYKEHbI — '"3a0CTpeHBI" B IPOKCHUMAaIbHBIX
oTieNnax, "CKOIIEHHOCTh" BEPTIIY)KHBIX BIAJIUH, 1ehOpMHUPOBAHHbBIE, YIUIOIIEHHbIE TOJIOBKH OEIPEHHBIX
KOCTel M BasbrycHas nedopMmalius meek 6enpeHHbIX koctel. MccnenoBanust mpoBosTcs He pexe 1 paza
B I'0JI, IpH JIETKUX opmax — 0ObIYHO He pexe 1 pasza B 2 roja.

- Pexomennyercs mamuentam ¢ MIIC Il ¢ Hammumem/puckoM cHaBieHHUST CPEIMHHOTO HEpBa
MPOBEACHUE  DJEKTPO(U3HOJOTHUECKOTO  HCCIeNOBaHUs  dnekTpoHerpomuorpaduu  (DHMI)
(OnexTponeiipomuorpadust CTUMYIALUOHHAS OJHOTO HepBa, OIEKTpoMUOTpadus CTUMYISILIMOHHAS
CPEIMHHOTO HepBa, OJEKTpoMHOrpadusi Hrospyarasl), YTO TO3BOJSET OIEHUTH (YHKIHOHAIBHOE
COCTOSIHME MBIIIICYHBIX TKaHEH, HEPBOB W HEPBHO-MBIIIEYHOM Tiepeaaun (He pexe 1 pasa B 12 mecsien)
[2, 14, 16].

VYpoBeHb yoeauTenbHocTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMmenrapuu: ctumyssinuonHas OHMI' mo3Bossier omnpenenuTh CIaBieHUE CPEAMHHOIO HEpBa
Jla’ke 710 MOSIBJICHUSI CHMIITOMOB U JIOJKHA IIPOBOJIUTHCS, HAUMHAS C BO3pacTa 4-5 JIeT eXKeroiHo.

- Pexomenpayercs Bcem mnamueHtam ¢ MIIC Il koHcynbTanus Bpada-OTOPUHOJAPUHIOJIOrA C
MIPOBEJIEHUEM OCMOTPA BEPXHHUX JIBIXaTENbHbBIX MMyTeH (HOCOTIOTKU U TOPTAHHU), B TOM YHCIIE C TIOMOIIBIO
sHI0CKOmuH [2, 36].

YpoBeHb yoeautenbHoCTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

KoMMeHTapuu: y NalMeHTOB C paHHEro BO3pacTa OTMEYAIOTCS TUNEpTpodusi aaeHOUIOB U
MUHJIAJIMH.

[Ipy HanMUMM MOKa3aHHWI MPOBOAUTCS IHIOCKOTMYECKAs dHJIOHA3alIbHAsl PEBU3HUS MOJOCTH HOCA,
HOCOTJIOTKH, SMU(apPUHTOJIAPUHTOCKOIHS, 3MU(DAPUHTOCKONHS BUICOSHAOCKONMUYeckas (B cpeaHeM, 2
pasza B roq).

- PexomeHmyeTcs KOHCYNbTAallMisi — Bpadya-CypJ0JIOTa-OTOPHHOJIAPUHTOJIOTa M TPOBEJICHHE
aynmuomeTpun Bcem manueHtam ¢ MIIC I ¢ menpro BeIssBIeHHS Tyroyxoctu. [lpu momo3peHun Ha
CHIDKEHHE CllyXxa HEOOXOJMMO NpOBeJeHUEe oToakyctudeckod smuccuu (ToHanmpHas ayamomerpus,
PeueBas aymuometpusi, rpoBas aynmomerpusi, Perucrpaiiusi BbI3BaHHBIX aKyCTHUECKHMX OTBETOB MO3ra
Ha MOCTOSHHBIE MOy TUpOoBaHHbIC TOHBI (ASSR TecT)) (pu OTCYTCTBUH SKCCYTATUBHOTO OTHTA (HE PEKe
1 pa3za B 12 mecsinieB) [1, 2, 5].

YposeHs yoeaurenbHOCTH pekoMeHnaaiuii C (ypoBeHb JIOCTOBEPHOCTH JI0KA3aTEeIbCTB — 5).

KomMmeHTapuu: TyroyxocThb pa3HON CTENEHW BBIPQKCHHOCTH XapakTepHa JUIsi JIAHHOTO
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3aboneBanus. OHa MOXKET OBbITh KOHAYKTUBHOW MIJIM HEMPOCEHCOPHOM MIIM HOCUTh CMEIIAHHBINA XapaKTep.
PanHee BBISBICHHE TYTOYXOCTHM TMO3BOJSIET YAYYIINTh KadeCTBO JKM3HM MAIMEHTOB, O00ECHEUUThH
BO3MO’KHOCTh OOILIEHHS U O0Y4YEHUSI.

- PexomennmoBano mpoeneHue wuccienoBanus (yHkuuu BHemHero apixanus (PBJ]) meromom
cimpometpun BeceM mnarpienTaMm ¢ MIIC II, cmocoOHBIM BBITTOJIHUTH TPeOYEeMBbIi BIXaTEIbHBI MaHEBP
JUI OLEHKU 3((PEKTUBHOCTH MPOBOIUMON TEPANUU, KOHTPOJIS 32 COCTOSIHUEM OPOHXOJIETOYHON CUCTEMBbI
[2, 14, 16].

Yposens yoeautenbHocTH pekomenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

KommenTtapuu: B coorBercTBuu ¢ [Ipukazom Munzapasa Poccun ot 13 oktsa6ps 2017 r. N 804n
"O6 yTBEp)KIEHHMM HOMEHKJIATypbl MeIuUUHCKUX ycuyr': lccrnegoBaHue HecnpoBOIIMPOBAHHBIX
IbIXaTeIbHBIX O00BEMOB U TMOTOKOB, lccienoBaHue JbIXaTelbHBIX OOBEMOB C IMPUMEHEHUEM
JIEKapCTBEHHBIX MpenapaToB. VccinenoBanue npoBoanUTCS He pexe 1 pasza B ro.

- PexoMeH0BaHO mMpoOBENEHUE MPHUIICIBHOW PEHTTEHOrpapuu OPraHOB TPYAHOM KIETKH BCEM
narientam ¢ MIIC I ¢ nenpio onenku aedopmarmu rpyaHon kietku [2, 37].

Yposens yoeautenbHocTH pekoMenaaiuii C (ypoBeHb JIOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

KommenTapun: Taxxe npu nccieaoBaHUU MOTYT ObITh OOHAPY>KEHBI M3MEHEHUS JISTOYHOU TKaHM.

Crnenyer paccMOTpETh MPOBEACHHE JAHHOTO HCCICIOBAHUS M TPH HAIMYWAU ayCKYJIbTAaTHBHBIX
W3MEHEHNH B JIETKUX B CBSI3U C BO3MOXHOCTBIO pa3BUTHs MHEBMOHUM y nanneHToB ¢ MIIC II. KpatHocTth
HCCIIEIOBaHUA ONIPENENAeTCS MHANBUIYAIbHO, B cpeHeM, | pa3 B 2 roza.

- PexomenioBano nposeaenue anekrposnuedanorpadpuu (331') namuentam ¢ MIIC 11, y koTopsix
OBLTH SMHUJICIITHYECKHE IPUCTYIIBI B aHAMHE3E, C IEIbI0 MX JUArHOCTHKK U KOHTpous [ 2, 38].

Yposens yoeaurenpHocTH pekomeraaiuii C (ypoBeHb TOCTOBEPHOCTH J0Ka3aTEIbCTB — 5).

KommeHTapun: kak HauOosiee HMH(OOPMATHBHYIO METOAMKY JIQHHOTO HCCIIEIOBaHUS CIEIyeT
BBIOMpATh AJIeKTpo3HIedasorpaguio ¢ BUACOMOHUTOPUHIOM. McciaenoBanue cienyerT MpPOBOJIUTH MpPU
MEPBUYHOM TMAarHOCTUKE U J1ajiee €KEeroJHO IPHU OTCYTCTBUH MPOTUBOIOKA3aHHIA.

- PexomeHnmoBaHo mpoBeneHHE MOJUCOMHOTpaduu/KapAMOPECIUPATOPHOTO MOHUTOPUHIAa BCEM
narrientam ¢ MIIC II ¢ o6cTpyKkTHBHBIM artHO? cHA (He pexe 1 pasa B aBa roaa) [2, 3, 14, 16].

VYpoBeHb yoeauTenbHocTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KoMMeHTapuu: [Uisi IMarHOCTUKWA W OIICHKH CTENEHU OOCTPYKTHBHOTO amHO® CHA MPOBOJAUTCS
MOJIMCOMHOTpadUst/KapIMOPECTUPATOPHBI MOHUTOPHHI, KOTOpPAas IMO3BOJISIET OMNPEACTUTh XapaKTep
JBIXaTeJIbHBIX HapylIeHUH (MCKIIOUUTh UEHTPalIbHBIA TEHE3, CBs3b C runeprpoduei aaeHOUIOB,
CepJICUHOMN HETOCTATOYHOCTHIO MIIM KOMIUIEKC MPUYHH), TATOJIOTHIO CEPACYHO-COCYIUCTON CUCTEMBI.

B cootBerctBuu ¢ Ilpukazom Munzapasa Poccun ot 13 okts6pst 2017 r. N 804n "OO0 yrBepxaeHun
HOMEHKJIATYpbl MeauIUHCKuX ycuyr" Her ycnyru "[lomucomHorpadus', B CBSI3U C 4e€M BO3MOYXKHO
UCIOJIb30BaHME Habopa ycuyr: OnektposHuedanorpadgus ¢ BUACOMOHUTOpUHTOM, CyTrodHOe
MOHHUTOPHPOBAHUE apTEPUATBHOTO JaBlieHus, Perucrpamus 31eKTpokaparuorpaMMbl, MOHUTOpHUPOBaHUE
ANIeKTpOKapaAnoTpaduyeckuX JaHHBIX, XOJTEPOBCKOE MOHHUTOPUPOBAHHE  CEPJICYHOTO  PUTMA,
PacmmdpoBka, onucanue U UHTEPIPETALUS dIEKTPOKAPAUOTpahUUECKUX TaHHBIX, DIEKTPOMHUOTpadus
HaKoKHas (0JHa aHaTOMHUYECKas 30Ha), DIeKTpookynorpadus, OnpeneneHue NapuuagbHOTO JaBICHUS
KHCJIOPOJa B MATKHUX TKaHAX (okcumeTpus)/Ilynbcokcumerpus).

- PexomennioBano nposenenue OKI' 1 pa3 B 6 mecsanes, 9xo0-KI', XonTepoBckoro MOHUTOPUPOBAHUS
OKI' 1 cyToOYHOr0 MOHUTOPUPOBAHMS apTepUaAILHOTO NaBiaeHUs BceM nanueHtam ¢ MIIC II s onenku
coctosiaus cepana (1 pas B roj, npu HeoOxoaumocTu variie) [2, 3, 14, 16].

VYpoBeHs yoeauTenbHoCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — ).

KommenTapuu: perymspaoe nposeaenune DKI', 9xo-KI', xonrepoBckoro MmonutopupoBanusi IKI,
CYTOYHOTO MOHUTOPUPOBAHUS apTEPHAIBHOTO JaBJIeHUs HEOOX0AUMO MALMEHTaM C JaHHOU MaTojorueil,
TaK KaK C paHHETO BO3pacTa y HUX OTMEYAOTCS CEPJIEYHO-COCYAUCTHIE HAPYLIEHUS.
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B cootBerctBum ¢ IIpukazom Munsapasa Poccun ot 13 oktsa6ps 2017 r. N 804n "OO0 yTBepKaeHUU
HOMEHKJIATYpbl MEIUIUHCKUX Yyciuyr': CyToyHOE€ MOHMTOPHUPOBAHHE apTEPUAIILHOTO JaBJICHUS,
Perucrpanust snekTpokapauorpaMmbl, MOHUTOPHPOBAHUE  BJICKTPOKApAHOTpAPUUECKUX ITAHHBIX,
XO0NTEepOBCKOE MOHHUTOPHUPOBAHHME CEPACYHOTO pHUTMA, PacmmdpoBka, OMUCaHWE W HHTEPIPETAIUSL
IEKTPOKAPINOTPaAPUICCKIX JAHHBIX.

- PexomengoBano Bcem mamuentam ¢ MIIC Il mpoBeneHre KOMIBIOTEPHOH TOMOTrpaduu W/Miu
MarHuTHO-pe3oHaHcHOW Tomorpaduu (MPT) rosoBHOro Mo3ra W MO3BOHOYHHKA C IIETBIO BBISBICHUS
KOMIIPECCUH CITMHHOTO MO3ra u ruapouedanuu [2, 22, 39].

Yposens yoeautenbHoCTH pekoMenaaiiuii C (ypoBeHb JJOCTOBEPHOCTH J0KA3aTCILCTB — 5).

KommenTapun: HecTaOuiabHOCTH aTaHTOAKCHAIBHOTO COUJIEHEHHS MOJKET OBbITh BBISIBJICHA IpU
peHTreHorpaguu IMIEHHOro OTAeNa TO3BOHOYHHMKA C (YHKIMOHAJIBHBIMM MpoOaMH, OJHAKO JUIs
MOATBEPK/IEHUSI KOMIIPECCHM  CIIMHHOTO  MO3ra BCJEJACTBUE  YTONIIEHUS €ro o0o0JIoueK H
(hopMuUpYIOIIUXCST aHOMaJIUI TTO3BOHKOB Tpedyetcs npoBeneHue MPT u/vmu KT.

WccnenoBanue(st) MpoBOJSATCS B TOM YHCIIE, IPU AMHAMUYECKOM HaOJIIOACHUU IMallieHTa, 4acToTa
OoTpeIeNsieTCs MHIMBUIYAJIbHO (B cpeaHeM, | pa3 B 1Ba rojia).

[Ipn HEOOXOIMMOCTH MPOBOJUTCSI HAPKO3.

B cootBerctBuu ¢ Ilpukazom Munsapasa Poccun ot 13 okts10pst 2017 r. N 804n "OO0 yTBepxaeHun
HoMeHKkiatypbl MemunuHckux yeayr': KT (MPT) meiinoro otnmena mTo3BOHOYHHMKA: MAarHuTHO-
pe3oHaHcHas Tomorpadust men, CrupanbHas KOMIIbIOTEpHas ToMorpadus meu.

- PexomenmoBano marmentam ¢ MIIC Il koHcynmbramus Bpada-oTaabMOJIOTa U TMPOBEIACHUE
WCCIIE/IOBAaHUS TIEPEIHETO CETMEHTA TJla3a METOI0M OOKOBOTO OCBEIICHUS, H3MEPEHHE BHYTPHUTIIA3HOTO
naBieHus (OGTarbMOTOHOMETPHS) U OILEHKA cOCTosHUA riazHoro aHa (Odrambpmockonms, OcMOTp
nepudepun  TJA3HOTO  JHA C  HCIOJB30BAaHMEM  Tpex3epKalbHOW  JuH3BI [ onbaMmana,
buomukpodororpadguss riaa3zHOTO JHA C HCIOJIB30BaHMEM (YHAYyC-KaMephbl) C 1ETbI0 BBISBICHUS
IJIayKOMBI, H3MCHEHUS TIPO3PAYHOCTH TJIA3HBIX CPEJl M COCTOSIHHS ceTuaTku [2, 3, 14, 16].

VYposens yoeaurenpHocTH pekomeraaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

KomMmentapuu: KpatHocTh uccnenoBanuii, B cpeaHeM, 1 pa3 B ro.

Hns marmentoB ¢ MIIC Il He XapakTepHO NMOMYTHEHUE POTOBHUIBI. Y HEKOTOPHIX IMAIIMEHTOB
pa3BHUBaeTCs IJayKoma, MUTMEHTHAs JUCTpodus ceTyaTKu. Peko — oTek JucKka 3puTelbHOrO HEpBa.

- PexomennoBano Bcem manuentam ¢ MIIC II npoBenenune 6-muHyTHOTO TecTa X0ap0b1 (6MTX)
MpU JWArHOCTUKE WJIM C MOMEHTa BO3MOXXHOCTH IAlIMEHTAa K BBIMOJHEHUIO TECTa C IIEJIbI0 OICHKH
(hM3UYECKO BBIHOCIMBOCTH IMAIIMEHTOB, B TOM 4Hucie, Ha (oHe (pepMEHTHON 3aMECTUTEIHHOU Tepanuu
[2].

YpoBeHnb yoeautenbHocT pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapuu: Tect 6-MUHYTHON XOJBOBI SBJISIETCA OJHUM M3 Hanboliee MPOCTBIX U JOCTYIHBIX
CHOCOOOB OIICHKM BBIHOCIMBOCTH M (DYHKIMOHAJIBHBIX BO3MOXHOCTel mamueHtoB ¢ MIIC ¢
KapIMOJIOTHYECKOMN M JISTOYHOM maToJIOTHsIMH, cM. [Ipunoxenue A3.5.

HccnenoBanue mpoBOIUTCS OOBIYHO C S5-JIETHEr0 Bo3pacrta (He pexe 2 pa3 B 12 MecsneB). OueHka
MepeHoCcuMocTy (pru3rueckoit Harpy3ku npoBoautces no mkane bopra (ITpunoxenue I'1).

- PexomengoBan mnamuentam ¢ MIIC II kOHTposib MHUHEpaNbHOW IUIOTHOCTH KOCTEH
(peHTreHOJCHCUTOMETPHS) TIPH MEPBUYHON TUArHOCTHKE U B MpOlecCe TUHAMHYECKOTO HAOMIOJACHHUS
[40, 41].

YpoBeHnb yoeautenbHocT pekoMmeraauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeNbCTB — 4).

KommenTapun: 1okazatenbHbIX JAHHBIX 110 ONTUMAIbHOM 4acTOTE MPOBEACHUS UCCIIEIOBAHUS HET,
IIPOBOJMTCS, B cpeHeM, 1 pa3 B 1-2 rona.
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2.5. Unble AUATHOCTHYICCKHE HCCJICA0BaAHUSA

- Pexomengyercs ywacTMe B  JOuarHoctuke W BeAeHuu naumeHntoB ¢ MIIC I
MYJIbTHIUCIUIIIMHAPHONH KOMAaHbl CHELHUAIMCTOB BBHJY TOTO, YTO 3a00JIE€BaHUE XapaKTEePHU3YeTCs
MOPAXEHUEM MHOTHUX OPraHOB U CHUCTEM, TpeOyeT KOMIUIEKCHOM Tepamnuu, 4To JUKTYEeT HE0OXOIUMOCTh
COBMECTHOT'O BEJICHHUS MALMECHTA CIICHUATCTAaMK pa3HbIX ipoduieii [2, 5, 14, 19].

- Yposens yoeaurenbHocTH pekoMenaaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapuu: nuarnoctuky u Hadmoaenue nereit ¢ MIIC 11 ocymectBiisier 0ObIYHO Bpau-neauarp
WM Bpad-TeHETUK, HEOOXOIMMbI KOHCYJIBTAIIUN CIICIYIOIINX CIEIUAINCTOB HE peke 1 pa3a B 6 MecsIieB
WIM yYalle IpU HAJIMYUKM [IOKAa3aHWW: Bpadya-OTOPUHOJAPUHIOJIOrAa, Bpauya-HEBPOJIOra, Bpada-AeTCKOTO
KapAMoJora, Bpaya-TPaBMAaTOJIOra-opToNena, Bpada-oTaabMoOJIOra C IPOBEIEHUEM HCCIIEIOBAHMS
MEpPEeTHEr0 CerMeHTa rja3a METOJ0M OOKOBOIO OCBEIICHHS, M3MEPEHHsI BHYTPUIJIA3HOTO JIaBJICHMUS
(ToHOMETpuUsi U JpYrHe TeCTbl, HEOOXOAUMbIE Uil JUAarHOCTUKHU TIJIayKOMbI) M OLIEHKOH COCTOSIHUS
rJ1a3Horo JHa (0(pTaabMOCKOINA) C LENbI0 BBISIBICHUS TJIayKOMBblI, U3MEHEHUS MPO3PAauHOCTH TJIa3HBIX
Cpell M COCTOSIHUSI CEeTYaTKH, Bpada-cromMaTosora, Bpada-(Qu3uoTepamneBTa, Bpaya IO Jie4eOHOM
¢uskyneType [2, 5, 14, 19].

[Ipn HanuuuM Noka3zaHUN PEKOMEHI0BaHa KOHCYJIbTAILIMS Bpaya-Cyp10JI0ra-0TOPUHOJIAPUHIOJIOTra C
MIPOBEJIEHUEM ayAHMOMETPHH, B CpellHeM, 1 pa3 B roj.

[IpoBoasSTCS KOHCYIbTAIUM BPAYOM-JIETCKUM XHPYPIOM, BpadyOM-HEHPOXUPYPTOM, BpadyoM-
aHeCcTe3MOJIOTOM-peaHuMaTooroM  (MpM  HAIWYUM  TATOJOTMHM,  TpeOyromed  XUpypruuecKkoro
BMemaTenseTsa) [2, 5, 14, 19] koHcynapTalM BpauoM-IYJIbMOHOJIOTOM (IIPU HaJUMYMUU MATOJOTHUU CO
CTOPOHBI JbIXaTeIbHOU cucTeMbl) [2, 5, 14, 18].

YacTtoTa KOHCYJIbTAallMil YCTaHABIMBAE€TCSd WHIUBUAYAIbHO, B 3aBUCHUMOCTH OT KJIMHHUYECKOM
CUTYaI1H.

[Ipoune rccnenoBanus MPOBOIATCS MO PEHICHUIO BpadyeOHOTO KOHCHIINYMA.

3. .JqueHne, BKJIKOYasd MECIUKAMCHTOZHYI0O M HEMCAUKAMECHTO3ZHYIO TEpalluu,
AUETOTEPAIINIO, 066360JII/IB21HI/I6, MECAUIMNHCKHUEC MOKA3aHUA U NMPOTHBOIIOKA3aHUA K
NPUMEHCHHUIO ME€TOI0B JICUCHUSA

Jleuenme MIIC Tun Il BxmowaeT Kak mnaroreHeTHdeckoe jedeHue HazHadeHne P33T, Tak u
MpOBEJICHUE cUMIITOMaTudyeckon tepanuu. Beaenue mnanuentoB ¢ MIIC tun II mpeamonaraer
MYJIbTHAMCIMIUVIMHAPHBIA ~ TOAXOJ € YY4acTHeM Bpada-Tienarpa, Bpada-HEBpoJiora, Bpada-
OTOPUHOJIAPUHTOJIOTA, Bpada-TeHETHKA, Bpada-IeTCKOTO KapAHWOoJora, Bpaya-IyJbMOHOJIOra, Bpadva-
racTpO’HTEPOJIOra, Bpadya-cTOMAaTOJIOra, Bpauda-4yelfOCTHO-JIMIEBOTO XUPYpra, Bpada-HEHpOXupypra,
Bpaya-aHECTe3M0JIOTa-PeaHuMaTolIorTa, Bpadya-gusnorepaneBTa, Bpaya JiedeOHOW (QU3KYIbTYphHl U, MPH
HEOOXOIMMOCTH, Bpayeil JPYrux CreuuasbHOCTEH, HMEIOIIUX OMBIT B JICYEHHUH OSTOTO PEAKOTrO
3a00J1€BaHHUsI, a TAKKEe MEIUIIMHCKUX IICHX0JIOIOB.

3.1. IIaTorenernyeckoe Je4yeHue

- Pexomeni0BaHO mpoBenieHHE (GepMeHTHOM 3amectuTenbHoi Tepanuu (P3T) BceM marnueHtam c
MIIC II Tuna mocie yCTaHOBJIEHHMS TOYHOTO JHAarHO3a C LENbI0 3aMeUIEHUs MPOrpecCUpOBaHMS
3a00JIeBaHMs, YMEHBIIEHUSI Pa3MEpOB IEUEHH U CENe3€HKH, YIydlIeHUus (YHKLUHUU Cepila, CHIKEHUs
ypoBHst 9kckpetrpyembix ['AT" [12-15, 18].

VpoBeHb YOSIUTENBHOCTH PeKOMEH AN A (YPOBEHB JJOCTOBEPHOCTH JOKA3ATEIbCTB — 2).

Kommenrapun: s mpoBepenuss ®3T mpu MIIC II tunma mpumeHnsitoT ugypeyiabdaszy** u
uaypcyibgazy 6era**.

Wnypcynepaza** — ounmieHHas pekoMOMHaHTHas ¢opma QepMeHTa HAypOHAT-2-Cyiabdarasbl,
MIPOU3BOIMMAsl Ha KJIETOYHOW JIMHUU YelloBeKa, COocOoOHas oOecrnedynuTs NpoQHiIb TITMKO3UIMPOBAHUS,
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aHAJIOTUYHBIA IPUPOAHOMY (DEPMEHTY.

@®3T 1mo3BONSET 3HAYUTEIBHO YAYUIIUTh COCTOSHHE MAIlMEHTOB, JOOUTHCS YMEHBIICHUSI pa3MepOB
CeNIe3E€HKU U TICUCHH, YBEJIMUCHUS MoKa3aTeneil QyHKIMKU BHEIIHEro JbIXaHusl, CHIbKeHHs ypoBHed ['Al
B Moue. [Ipemapar He mpoxoauTt depe3 rematodHredanndeckuii 6apeep (I'96), mosToMy He MO3BOJISET
CKOPPUTHPOBATh HEBPOJIOTUYECKUE HAPYLIEHUS.

OnuH U3 TOCIeIHUX aHAIM30B MEXIYHApO HOH 0a3bl o cuHapomy Xanrepa (HOS) ydenurensHO
MIPOIEMOHCTPUPOBAI TIOBBIIIEHUE TPOJOJIKUTEIBHOCTH U KadecTBa >Ku3HM manueHtoB ¢ MIIC II na
¢done O3T.

@®3T Ha3HauaeTcs MOXU3HEHHO, HENpephlBHO B go3e 0,5 MI/Kr oaMH pa3 B HEAETIO B BHIE
BHYTPUBEHHOH MH(Y3UH TPOJOIDKUTEIBHOCTBIO 3 4 ¢ MAKCUMAaJIbHON CKOPOCTHIO BBeneHUs a0 40 mi/u
aMOynaTOpHO, B YCIOBUSX KPYIVIOCYTOYHOTO/THEBHOTO cTanmoHapa. Becb o00beM mpemnapata
HeoOxouMmo pa3Bectd B 100 M pactBopa HaTpus xiaopuga™* 9 mr/miu (0,9%). Bpems BBeneHus MOXHO
MIOCTETNEHHO YMEHBIINUTD JI0 1 yaca, ecinu Ha (poHe MHPY3UU HE Pa3BUBAIOTCS HE)KEIATENIbHbIE PEaKIHH.

WNuoy3us npoBoautcs uepe3 mnepupepuyecKuil WM LEHTPAJIbHBIM BEHO3HBIH JOCTYH U
KOHTPOJHUPYETCS MEIUIIMHCKUM TIEPCOHAIIOM.

[Ipy BO3HMKHOBEHUHM QJJIEPTUYECKUX peakuuid B OTBET Ha HUHQY3UIO, MNalUEHTaM MOTYT
Ha3HAYaThCsl aHTUTHCTAMUHHbBIE CPE/ICTBA CUCTEMHOTO ACUCTBUSI M/WIIM HU3KUE 03Bl KOPTUKOCTEPOUIOB
JUIS  CUCTEMHOIO TIPUMEHEHHUS, CEJEKTUBHblE 0eTa2-aipeHOMUMETUKH (Ui HMHTaJISIMOHHOTO
npuMeHeHus1) (MpY yKa3aHUM Ha ajUIepruuyeckue peakiny B aHaMHE3€ — TaKKe C MPEBEHTUBHOM IEIbIO
HEMOCPEJCTBEHHO TNepen HUHQY3uen), i1 KyNUpOBaHUSA JIMXOPAaJKd U TOJOBHOM Oomm —
KapoNOHWKaroas Tepanus (mapaneramoioM™* wumum ubynpodeHom™**  (mpemapaTbl TakKe MOTYT
HA3HA4YaThCsl TMPEBEHTHBHO HEMOCPEACTBeHHO mepen wuHby3ueir [42]). Tlpu BO3HHUKHOBEHUH
HEeXXEJIaTelNbHON peakuu HHQY3UI0 HYKHO OCTAaHOBHMTH, JO pa3pelleHHss CHUMITOMOB U 3aTeM
MPOIOJDKATh HH(Y3UIO CO CKOPOCTHIO HAa TOJIOBUHY MEHBIIE TOW, ¢ KOTOpOW OHa mpoBoawmiiack. [Ipu
pa3BUTHU aHa(pUIAKTOUIHOM/aHADUIAKTHUECKOW peakuu WHQY3UIO CIIeTyeT HEMEIJICHHO MPEKPaTHUTh,
HayaThb COOTBETCTBYyOLIee JeueHHMe M HaOmopeHue. CrenyeT NPHUAEPKUBATbCS COBPEMEHHBIX
CcTaHAapTOB HeoTioXHOW Tepanmuu [29, 30] W COOTBETCTBYIOIIMX KIMHHUYECKUX PEKOMEHIAIUH, CM.
[Ipunoxenue A3.6 u Ilpunoxenne A3.7.

Pe3koe npekpamenune @3T, nepepoiBel B O3T He xenatesbHbl U MOTYT MPUBECTH K YXYIIICHUIO
cocrostHus manueHtos [20].

Tspxenble wim onacHsle U1 )KU3HU PEAKLUU THIEPYYBCTBUTEIBHOCTH B CIIydasiX, KOI'/Ia COCTOSIHUE
NAIMEHTOB HE IMOJJAETCS KOHTPOJIIO, SIBJIAIOTCA MPOTHBONOKA3aHMEM Ui MOBTOPHOTO MPUMEHEHMS
npemnapara (JaHHble U3 MHCTPYKLMH 110 MEAMLIMHCKOMY IIPUMEHEHUIO MpenapaTta uaypcyiabdasza™*, per.
nomep JICP — 001413/08, omobpena 07.02.2018).

Wnypcynbgazy Oera** moiydaroT U3 peKOMOMHAHTHBIX KIETOK SIMYHMKOB KHUTAWCKOTO XOMsUKa
(CHO), B koTophle mnepeHeceHa Iula3Muia, Koaupyromas 0e1ok u3 550 aMMHOKHCIIOT 4YelI0BEYeCKOM
UAYypoHaT-2-cynb(arasbl, BKJIIOYAs CHUTHAIBHYIO IOCIEJOBAaTEIIBHOCTh W3 25 aMUHOKHUCIOT. DTOT
Ipernapar nokasas Juid nanueHTos crapuie 6 jer. B 2018 roxy 3To HOBoe JIeKapCTBEHHOE CPEJICTBO OBLIO
3aperucTpupoBaHo Ha Tepputopun P®. B HacTosiiee Bpems CcyllecTBYeT OIpaHMYEHHOE YHCIO
yOJIMKaIuil, MOCBSIEHHbIX CpaBHEHUIO 3 dexkTuBHOCTH ABYX npenaparto st 3T cunapoma Xanrepa
Y IIPUMEHEHUIO IIpenapaTa y pa3HbIX HallMeHTOB.

JlokazarenbHas 6a3a 3¢pekTuBHOCTH M 6€30MaCHOCTH UAYpCybda3bl OeTa*™™* ocHOBaHA Ha TaHHBIX
2-X KIIMHUYECKUX HCCIIEJOBAHUHN, B KOTOPBIX MPHUHSIN y4yacTHe 37 MalMeHTOB ¢ CHUHAPOMOM XaHTepa.
Oto uccnenporanue I/I1 dpazsr NCT01301898 (31 mamuent) u uccnenonanue 11 dazer NCT01645189 (6
neredt muaame 6 yet) [10].

[Ipenapatel unypcynbdaza** u unypcynbdasza 6era*™™ npousBoAsTCs Ha pasHBIX JUHUAX KIETOK,
nMmeror pasiele MHH u He sBnsiorcs B3anmmosaMmeHseMbIMH. [lepexitoueHne ¢ oJHOro npemnapara Ha
JIpYroil BO3MOKHO TOJBKO B CIIyda€ BO3HMKHOBEHHUS HEKOHTPOJIMPYEMBIX CEPbE3HBIX HEKEIATEIIbHBIX
apnenunit (HS1), moBropsronmxcst HECMOTpPs Ha a/IeKBaTHYIO ITpeMeaMKalnio nepea nugysuei. Pemenue o
NEepeBOJie JIOJDKHO IMPUHUMATBhCA TOJBKO IO 3aKIIOYEHHI0 BpaueOHOro kKoHcuiauyma DenepaibHOro
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LEHTpA.

BBenenue ocymiecTBisieTcs uepes nepudepruueckuii BEHO3HBIN kareTep (karerep nepudepuyeckii)
WIM 4Yepe3 MopT-cucrteMy (MOpT HH(Y3HOHHBIA/MHBEKIMOHHBIN, HMIUIAHTUPYEMBII***),  KoTOpbIe
YCTAHABIMBAIOTCA  COIJJACHO  METOJMYECKMM  pykoBojacTBaM  "Benosnmii  nmoctynm, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ wucmosb30BaHHEM HEOOXOTUMBIX JIEKAPCTBEHHBIX
cpeactB. Ilopr-cuctembl ycranaBinuBaroTcs coryiacHo Pacnopsbkenuto IlpaButenscrBa Poccuiickoi
@enepaun - ot 31.12.2018 N 3053-p "OO yTBepKICHUM MEpPEUYHS MEIULUHCKUX H3JEIHMH,
MMIUTAaHTHPYEMBIX B OpPraHU3M YeJIOBEKa MPU OKa3aHWHM METUIIMHCKON MOMOIIM B paMKax IMPOTPAMMEI
rOCYJapCTBEHHBIX TapaHTHi OECIUIATHOTO OKa3aHWs TpaKIaHaM MEIMIMHCKOW IOMOIIHM, a TaKxke
NEepeYHs MEIUIIMHCKAX W3/CIHHA, OTIYCKaeMBbIX IO pelentaM Ha MEIUIUHCKUE U3ICTHs TpU
MPEeA0CTaBICHUH HA0Opa COIUATBHBIX yCIyr".

JleueHne NpOBOAUTCS IPHU OTCYTCTBUM IIPOTUBOIIOKA3AHUM.

3.2. CuMmnroMaru4yeckKoe JeueHme

- PexoMeHs0BaHO TpoBeNEHHE MEIUKAMEHTO3HOW NpEeMEIUKAIlMU TPH TOSBICHUN ITOOOYHBIX
aJuIepruueckux peakiuii mpu uadysum [11, 12, 16, 24].

VYposens yoeaurenbHocTH pekomenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

Kommenrtapun: ¥V mnanuentoB ¢ MIIC, nmonyuarommx ®3T, kak U npu B/B BBEACHUU JHOOOTO
Ipyroro OEJIKOBOTrO Ipemnapara, MOTYT pa3BUThCA IMOOOYHBIE peakuuu (JIMXopajaka, 03HOO, pBOTAa,
KpaIMBHHUIIA, TSDKENbIC PEAKIMiA TUIIEPIYBCTBUTEIIHPHOCTH aJUIEPTUIECKOTO THIIA), IPOUCXO/IAIIEE HITH BO
Bpemsi HH(Y3UM WIM B TE€YCHWE JHS NMpoBeAeHUs WHOY3uu. [Ipy mosiBieHNH MOOOYHBIX PEakIuil BO
Bpemsi/iociie  MHQY3UH PEKOMEHAYETCsS COOTBETCTBYIOIIEE JIEYCHHWE, NpPU KOTOPOM HEOOXOJUMO
ClleIOBaTh COBPEMEHHBIM CTaHJIApTaM OKa3aHWs MEAMIMHCKOM TOMOIIM (@HTUTMCTaMUHHBIMU
CpeICTBaMH CHUCTEMHOTO JCHCTBUSH/WIIM Tapareramor** wim ulynpoden™ ™ u/mnm KOpTUKOCTEPOUIBI
CUCTEMHOTO JIeHCcTBUS (MMPEAHU30IOH™* nin fexcaMeTa3zon™**)).

- PexomeHmoBaHO J€YEHHE XPOHHMYECKHX 3a0oJieBaHW  (TMIOBEICHUECKHX  HAPYIICHUH,
o(dTaTBbMOJIOTHYECKUX  HAPYIICHHWH, OPTOMEIWYECKOW  TAaTOJIOTHH, CYJOPOXKHOTO  CHHIPOMA,
apTepuaJbHON TUIEPTEH3UH, CEPJACYHOM HEJOCTaTOYHOCTH, PCUHUIUBHPYIOINIUX OTHTOB, YacThIX
pecnupaTopHbIX 3a0osieBaHuii ¥ Ap.) y nanueHtoB ¢ MIIC Il mpoBoauTh ¢ y4eToM JAEHCTBYIOIIHMX
KIIMHAYECKUX PEKOMEHAINH, TPUHUMAs BO BHUMAHHE PE3YJbTaThl KOMIUIEKCHOUM OIIEHKH CO CTOPOHBI
BCEX OPraHOB M CUCTEM H I€PCOHAIM3UPOBAHHbIC LIe/H maiuenTa [2, 12, 14, 16, 43].

VYposens yoeaurenpHocTH pekomenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIbCTB — b).

KommenTapuii: JleueHrne moBeneHYECKUX HAPYIMICHUH MPOBOAMTCS BPAYOM-HEBPOJIOTOM, OOBIYHO
UCIOJIL3YIOTCSl CENaTHBHBIE CpEICTBa, AHKCHOIUTUKA M Jpyrue. Bpibop mnpemaparta, D03UpPOBKa,
JUIMTENBHOCTh Kypca OMpPENeNSIFOTCS WHAMBHAyalbHO. HauumHaloT mpueM [aHHBIX MpernaparoB IOJ]
THIATEeNbHBIM BpadyeOHBIM KOHTPOJIEM B YCIIOBUAX KPYIIIOCYTOUYHOTO/THEBHOTO cTanuoHapa [2, 12, 14, 16,
43]. IlpoTuBOCYynOpOXKHAS Tepanus TpeOyeT HHAMBHUAYAIFHOTO MOIX0a U UHOTA AJTUTEILHOTO Moa00pa
no3bl  mpemapata.  Yacro  HeoOXOaMMO ~ BEIEHHME ~ IAlMeHTa Ha  OoJiee  HHM3KHX  JI03aX
MIPOTUBOAMIIICTITUYECKUX TIPETApaTOB B CBSA3H C IJIOXOH MEPEHOCUMOCTBIO UX BBICOKHX J03.

- PexomenoBano mpu o(TaIbMOJOTHUECKUX HAPYIICHUSX MPOBOJUTH JIEYCHHE MO MOKa3aHHsIM,
noa00p Tepamuu OCYIIECTBIACTCS HA OCHOBAHWM PEKOMEHIAIMI IO JIEYEHHIO COOTBETCTBYIOIINX
HozoJjorwuii [2, 12, 14, 16].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- PCKOMeHﬂyeTCH B KadcCTBC OpTOHCHquCKOﬁ KOPpPCKOUN HApYHICHHUA OCAHKH, KOHTPAKTYP
CYCTaBOB C HCIIOJIb30BAHUEM HCXUPYPTHUYCCKUX MCETOHNOB IPUMCHATH (I)I/ISI/IOHpOI_IeI[ypBI n neqe6Hy10
(1)I/I3KyJ'IBTypy, HCIIOJIB30BAaTh OPTONICANYICCKHUC YCTpOﬁCTBa. Ilo IIOKa3aHUsAIM OCYHICCTBJIIATH
XUPYPru4eCkoe JICUHCHUC CHHIApPOMA  KapHnajJbHOI'0  KaHalia, OpoOBOAUTE  SHAOIMPOTE3UPOBAHUC

Ctpanuua 13 us 47


http://disuria.ru/

KnuHnyeckne pekomeHgauumn — Mykononucaxapugos tun |l — 2021-2022-2023 (19.01.2023) — YT1BepxaeHbl MuHagpasom PO

Ta300€IPCHHOTO WJIK KOJICHHOTO CyCTaBa, KOPPUTHPYIOIIME OCTEOTOMHHU JUISI HCIIPABJICHUS OCHU
KoHeuHocTel [2, 12, 14, 16].
YposeHb yoeautenbHoCcTH pekomenaiuii C (ypoBeHb JIOCTOBEPHOCTH JI0KA3aTEILCTB — D).

- PexoMeHI0BaHO MpH pelUINBUPYIOIINX OTUTAX, YACTBIX PECITMPATOPHBIX 3a00JICBAaHHUSIX BEPXHHUX
JBIXaTEeNbHBIX MYTEH MPOBEIEHUE CHMIITOMATHYECKOHM, aHTHOAKTEPUAIBHON Tepauu Mo TMOKa3aHUsIM C
TepareBTUYECKON 11eibto [32].

Yposens yoeautenbHoCcTH pekomenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

- PexomennoBano y naruentoB ¢ MIIC npu Hamuuuu 3MHIIENITUYECKUX MPUCTYIIOB PEKOMEHI0BAHO
WCII0JIb30BaHUE MPETIAPATOB U CXEM JICUCHUS, HA OCHOBAHUH PEKOMEHIAIMI 10 JICUCHHUIO SIUICTICUH [ 2,
12, 14, 16].

Yposens yoeautenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

- PeKOMeHHOBaHO ydacTtue MYJIBTHI[HCHHHHI/IHapHOﬁ KOMaH/bI B BCJICHHU CepI[eLIHOI\/'I
HejocTatouyHocTH y maruertoB ¢ MIIC 11 [2, 12, 14, 16].
YpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- PexomennoBaHo npu nedeHuu aprepranbHoi runepreH3uu y nanueHToB ¢ MIIC II HaznaueHue
AHTUTUIIEPTEH3UBHONW Tepanuu B COOTBETCTBUU C KIMHHUYECKUMU PEKOMEHJAIUSMU IO apTepualbHON
runeprensuu [2, 12, 14, 16].

VYposens yoeaurenbHocTH pekomerauii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

Kommentapun: IlpuMeHeHHe JeKapcTBeHHBIX mpenaparoB y jgeredr  off-label —  BHe
3apETUCTPUPOBAHHBIX B MHCTPYKUMHU JIEKAPCTBEHHOIO CPEACTBA TMOKA3aHHWM OCYIIECTBISETCS IO
perieHuto BpaueOHON KoMHuccHH, ¢ paspernieHus JIOKanpbHOro 3THYECKOTO KOMHUTETa METUITMHCKOU
opranu3anuu (Ipu HaJU4KUK), C YCIOBUEM MOJMUCAHHOTO NHPOPMUPOBAHHOTO COTJIACHS.

- PexomenioBano namuentam ¢ MIIC II ¢ HapymieHUsIMU MOTOPUKH 5KETYJTOYHO-KUIIIEYHOTO TpaKTa
(3amopamu) HCIOJIb30BAHUE JUETUYECKHX MEpONPUATUH, aJeKBATHON TUApaTallik U CIAOUTEIbHBIX
cpencts [44].

YpoBenb yoeaurensHocTu pekomMeHaanuu C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTENbCTB 5).

- PexoMeHZIOBAaHO TMpU XPOHUYECKOW HEHpONaTHYecKoi OO Ha3HAYCHHWE NIPenapaTosB,
BO3JICHCTBYIOIMX  HA  ICHTPAJbHBIE  MEXaHWU3Mbl  (OPMHUpOBaHHsI  XpOHUYECKOW  Ooiu:
MPOTHBOAIIJIEHITUYCCKUX —TIpenapaToB (1o3a MOAOMpAacTCs WHAMBHIYAIBHO), aHTHIEIPECCAHTOB
(IPUMEHSIFOTCS BHE MHCTPYKIIMH TI0 PEIICHHIO BpaueOHOM komuccun) [45].

YpoBeHnb yoeautenbHocT pekoMmenaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrtapuu: nonoxureiabHoro 3ddekra dapMakoTepaniu XpOHHYECKOH OO0JIM y TAIIMEHTOB C
MIIC MOXHO MOOHMTBHCS MPH y4eTe MPUHUMACMBIX IMAlMEHTOM MPENapaToB U PETyISIPHOM MOHUTOPHHTE
0e3onacHocTH jeueHus. [Ipu iedyerHnn 00JIEBOro0 CHHAPOMA y TIAIIMEHTA CJIeyeT MCIOIb30BaTh HAUMEHEE
WHBA3UBHBIN CIIOCOO0.

3.3. Xupypruueckoe JieieHue

Xupypruueckoe JedeHne mnanueHroB ¢ MIIC Il cnemyer mnpoBoauTh @pu  y4acTHH
MYJIbTUAUCLIUIUIMHAPHON KOMaH/Ibl B COOTBETCTBHUHU C JEHCTBYIOLIUMHU KIMHUYECKUMU PEKOMEHAALUAMU.

- PexoMeHsoBaHa ManueHTaM C HapyumleHHMeM (YHKIMHM KHCTEHl WM C HapylleHHMEeM HEepBHOM
npoBoguMocTH 1o pesynbratam DOHMIT omepauusi aekommpeccuu HepBHBIX cTBoJioB (HeBpomus u
JeKOMITpeccusi HepBa, PacceueHue cmaek M JEKOMIPECCHsl CTBOJIOB HEPBHBIX CIUIETEHUH), KOTOpas
NPUBOJUT K OBICTPOMY CTOHKOMY yiydlieHuto GyHkumu [2, 16, 23, 25].

VYpoBeHs yoeauTenbHoCTH pekoMeHaanu C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTelnbCTB — 4).
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KommenTapuu: 4acrora peLUAMBOB KapHaJbHOTO TYHHEIBHOTO CHUHIPOMA Yy MAalUEHTOB C
pazmuunbiMu TunamMu MIIC HeusBecTHa. [lockoyibKy MOBTOpHAs KOMIIpecCHs MEIUAHHOIO HEpBa
BCJIEJICTBHE PyOIEBaHHUS MM OTJIOXKEHUS TIIMKO3aMUHOTJIMKAHOB BO3MOXKHA, HEOOXOIMMO IMPOJOIDKAThH
HaOJII0ICHUE.

- Pexomennyercs manumentam ¢ MIIC II Ttuma mnpu cooOmaromieicss ruaponedamu ¢
MPOTPECCUPYIOIIMM  YBEIMYCHHEM O KEIyAOYKOB 1O JgaHHeIM MPT w/mmm, mOATBEPKICHHBIM
MOBBIIICHUEM JaBJICHUS LepeOpo-cimHanbHOM kuakoctn Oosnee 250-300 cm  BoaHOro croiba
BEHTPHKYJIO-TIEPUTOHEATBbHOE IIyHTHPOBaHue [2, 12, 14, 16, 19].

Yposens yoeaurenbHocT pekomenaaiui C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

- PexoMeHsOBaHO TpOBEAEHHE XUPYPTHMUYECKOTO  BMEMIATENBCTBA ISl MALMEHTOB  C
JIMarHOCTHPOBAHHBIM CTEHO30M MIEHHOTO OTAENa — JEKOMIIPECCHHM CIMHHOTO Mo3ra (Jlexommpeccus
MO3BOHOYHOTO KaHaja MHUKPOXUPYpPIHYECKas), YTO UMEET pellaroliee 3Ha4eHnEe B YCTPaHEHHH CTEHO3a
[2, 12, 14, 16, 19, 20, 25].

Yposens yoeautenbHocTH pekoMenaaiuii C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTEILCTB — 4).

KoMMeHTapuu: CcIaBiICHHE CIIMHHOTO MO3Ta TPUBOJUT K HEOOPATHMBIM HEBPOJIOTHUECKUM
HapYIIEHWUsIM, ONEpaIfio CIEAYeT pacCcMaTpuBaTh Jake Y TMaIMeHTOB 0e3 HEeBPOJIOTHYECKOH
CHUMIITOMATHUKH, €CIM CAaruTTaJIbHBI IUaMETp TO3BOHOYHOTO KaHama cyxeH Ooiee demM Ha 50%.
XUpYyprudeckoe BMEMIATEILCTBO JOJDKHO — BBITMIOJTHATHCS — PAHBIIE PA3BUTHS  HEBPOJOTHYCCKHX
MIPOSIBJICHU M.

- PexoMenayetcst poBecHUE XUPYPTHUSCKON 3aMeHbI Ta300€PEHHOT0 MU KOJICHHOTO CYCTaBa,
KOPPUTUPYIOIIAE OCTEOTOMHUM KOCTEH KOHEYHOCTEH TpH BBIPAKEHHOM HapylIeHUH (QyHKIHH
KOHEYHOCTH OOyCJOBJIEHHOW nedopmarmeli WiId  apTpo30M, TMPH OTCYTCTBHU 3ddekra oT
KOHCEepBaTHUBHOM Tepanuu [2, 12, 14, 16, 20, 22, 23].

Yposens yoeaurenbHocTH pekomeraaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

- PexomengoBano naruentam ¢ MIIC I tuna paccMoTpeTh, py HAJTUYUW MOKA3aHUM, TPOBEJACHUE
AneHouPKTOMUN (AJCHOUIPKTOMHUU C HCIIOJIb30BAHUEM BHJICOPHOCKOMIUYECKUX TEXHOJOTUH) W/WIn
TonsmmkroMun (TOH3UIUIPKTOMUM € MCHOJIB30BAHUEM BUACOIHIOCKOMHMYECKUX TEXHOJOTUI) C LENbI0
yIy4IIEHUs TPOXOAUMOCTH IbIXaTeabHBIX IyTeH [2, 46, 47].

VYpoBeHnb yoeautenbHocT pekoMenaaruu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMenTapuu: nanHele BMemIatesibcTBa NpuMeHstorcs y namnueHtoB ¢ MIIC II tuma, kak U B
oOmieil momynauMU, C CHHAPOMOM OOCTPYKTHBHOTO HOYHOTO AamHOE€, 5SKCCYAATUBHBIM OTHUTOM,
3aTpyJHEHHEM HOCOBOTO JIBIXaHUS U PELUAWBHUPYIOIIUMU HHPEKIUSIMU BEPXHUX JbIXaTEIbHBIX MyTEH.
[Ipu 3TOoM HeobxoauMoO yuuThiBaTh, 4To pu MIIC II Tuma xupypruyeckoe BMeUIaTeNbCTBO TpedyeTcs
qaimie, 4yeM cpeau oObrunbix geteid. [lanmentam ¢ MIIC Il tuna crnemyer BbIOMpaTh MaKCHMalbHO
maasamue u 3¢GeKTUBHbIE METOIUKY, OT/IaBaTh MPEINOYTEHHE YHA0CKOTTMYECKUM BMeEIIaTeabcTBaM |48,

49, 50].

- PexomennoBano manuentam ¢ MIIC II ¢ skccyaaTHBHBIMM OTUTAaMHM PacCMOTPETh MOCTaHOBKY
TUMITaHOCTOMHYECKOH TPYyOKH C IeNbI0 MPEI0TBPAICHHS Pa3BUTH OCI0XHEHHH [51].
VpoBenb yoeautensHocTH pekomenaanuu C (YpOBEHb JOCTOBEPHOCTH JIOKA3aTENbCTB — 4).

4. MeaunuHcKas peaﬁnnnTaunﬂ, MEIUIIMHCKHE NMoOKa3aHudA H
NMPOTUBONOKA3AHUA K IPUMCHCHUIO METOAO0B peaﬁn.ﬂnTaunn

Crnenuduueckoit peadbunurtanuu nauuentam ¢ MIIC II ve tpeOyercs. B kpyr peabuinTanoHHBIX

MepOHpI/IﬂTI/Iﬁ nanueHTamMm C MIIC II MOTYT OBITh BKIIFOYUCHBLI 3aHSITHS C MCIUIIMHCKHUM IICUXOJIOI'OM,
OTAbIX B CIICHHUAIM3WPOBAHHBIX CAHATOPUAX, a4 TAKIKC COHAJIbHAA aJalTaliud ¢ y4aCTUCM CIICHUATIUCTOB
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U COLMAIBHBIX Pa0OTHUKOB, Kypchl Maccaxa. Creuupuyeckue METObl PeadMIUTALMH MPU HATMYUU
OCJIO’)KHEHUH YKa3aHbl B COOTBETCTBYIOIIUX pa3eiax.

5. llpopunakTuka ¥ AUCNIAHCEPHOEe HAOJIOIeHHe, MeAUIMHCKUE TMOKA3AHUSA M
NMPOTUBONOKA3AHUSA K IPUMEHEHUI0 METOA0B NPOPUIAKTHKHA

- Pexomenayercs mociae yYCTaHOBJIEHUS JMAar€Ho3a NAlUEHTY WIM €ro o(QuUIUaibHbIM
MIPEICTaBUTENSIM IIPUEM (OCMOTp, KOHCYJIbTAllKs) Bpaya-TreHEeTHKA C 1IeJIbI0 pa3bsiCHEHUN T€HETUYECKOTO
pucka, 00CyKIeHHUS BO3MOKHOCTEH MPEHATAIBHON U MIPEHMILIAHTAIIMOHHOW T€HETHYECKON TUAarHOCTUKH
samOpuoHa [2, 16, 20].

Yposens yoeaurenbHocTH pekomenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5).

KoMMeHTapuu: reMu3UroTHble MY)KUMHBI UMEIOT €JUHCTBEHHYI0 MYTaHTHYIO X-XpOMOCOMY,
KOTOPYIO NEPEAAIOT TOJIBKO CBOUM JI04YEPSIM, HO HE CHIHOBBSIM.

VYuuThiBas TUN HAClIeOBAaHUs JAHHOTO 3a00JeBaHus (X-CLUETUICHHBIHN) IS KaXI0W MOCIe YOI
OEpEeMEHHOCTH:

- Y JKEHUIMHBI-HOCUTEIbHUIIBI MyTalluu puck poxxaenust manpurka ¢ MIIC II coctaBnser 50%, puck
POKJICHUS IEBOYKU-HOCUTEIBHULIBI MyTaruu — 50%;

- y myxxunsbl ¢ MIIC 11 puck posxaeHus 1eBOYKH-HOCHTENbHUIB MyTanuu — 100%.

5.1. lIpenaranbuas quarnoctuka MIIC 11

- PexomeHnnyercs B ceMbsiX, IJie €CTh MAallMEHT C YCTAHOBJIEHHOM MyTallMel, BbI3BaBIIe 00Jie3Hb,
00CyIUTh BO3MOXHOCTh MPOBEIEHUS MPEUMILIAHTALIMOHHOW T'€HEeTHMYECKON AMarHOCTUKH 3MOpHOHA U
MpeHaTaJbHOW JWAarHOCTUKU IyTEM H3MEpPEHHs] aKTUBHOCTH WAypOHATCylb(ara3bl B KIETKax BOPCUH
XOpHOHA, a TaKke MerojgamMu mnpsmMod miau kKocBeHHOW JIHK-muarHoctwku nis cemed ¢ U3BECTHBIM
renotunom [1, 2, 16, 20].

Yposens yoeaurenbHocTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

5.2. IucnancepHoe Hadmawoaenue aereii ¢ MIIC 11

Halnrogenne manueHToOB MO MECTY JKUTEIhCTBA (B aMOyJaTOPHO-TIOJUKIMHUYECKHX YCIOBHSIX)
JOJDKHO ~ OCYIIECTBIISITBCS TOCTOSSHHO. JlabopaTopHble ¥ HHCTpYMCHTAJIbHBIC OOCIEAOBaHUS U
pEeKOMEHIyeMasi JacToTa WX TpoBeneHus mpencraBiieHbl B [lpwnoxkenun A3.3. 3abosieBaHue uUMeEET
MYJIBTUCUCTEMHYIO TIPHPOIYy W HEOOpaTHMbIe, MPOTPECCUPYIOIMINE KIMHUYECKUE IPOSBICHUS, YTO
00yCJIOBIMBAaCT HEOOXOJAMMOCTh HAONIONCHUS HE TOJBKO Y3KMMH CIeIHUaTUCTaMu (Bpadyamu-
OTOPHUHOJIAPUHTOJIOTAMH, BpauaMU-JETCKUMU  XUPYpraMu/BpadyaMH-TPaBMAaTOJIOTaMU-OPTOTNEIaMH,
BpayaMU-HEUPOXUPYPraMHi, BpavyaMU-YEIIOCTHO-ITULEBBIMUA XHUPYpramMu, BpadyaMU-aHECTE3UOJIOTaMMU-
peaHuMarojoraMu, BpayamMH-O(PTalbMOJIOTaMH,  BpadaMHU-JACTCKUMH  KapJIuOJIOTaMH, BpadaMu-
MYJIbMOHOJIOTaMH, BpauyaMH-HEBPOJIOTAMH, BpayaMHU-CTOMATOJIOTaMH ), HO Hu BpayaMu-
¢buznoTepaneBTaMu, BpayaMu 10 JieueOHON (PU3KyIbType, JOoroneiaMu, MEIUIIMHCKUMU TICUXO0JIOTaMH U
pabOTHHKAMU MAJTHATUBHBIX CIyx0 [2, 14, 20].

[Maruentsr ¢ MIIC II momKHBI MOCTOSHHO HAXOAWTHCA MOJ HabmogeHuem, 1 pa3 B 6 MecsieB
MPOXOJUTh OO0CIeJOBaHHE B MHOTOMPO(MIBHBIX CTallMOHapaX (JUIMTENBbHOCTh HAXOXACHUS B
KpYIJIOCYTOYHOM/THEBHOM cTanmoHape 21-28 maHeit), HEOOXOAMMBIE OCMOTPBI Bpadeil-CIEIUATHUCTOB,
nabopaTopHble U HHCTPYMEHTAIbHBIE 00CIeIOBaHMUS.
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6. Opranuszanusi OKa3aHUs MeAMIUHCKONH MOMOLIU
6.1. Tloxkazanuna AJISI TOCIMMUTAJIM3AIUU B MEAUIIUHCKYI0 OPraHu3anuio

6.1.1. IToka3zauus AJs MJIAHOBOW rOCIUTAJIN3AUNA

- [POBEJIEHUE JMArHOCTMKU U JIEYEHMs, TpeOYIOIUX KPYIJIOCYTOYHOIO MEIUIMHCKOTO
HaOJIIOICHU,

- COCTOsSIHUE, TpeOyrolee aKTHBHOTO JICUECHHUS M KPYTIOCYTOYHOTO METUIIMHCKOTO HAOIIOACHUS
(TpBEDKECeUeHue, ONepaTHBHOE JICYCHUE TIOPAKEHHS CYCTaBOB, MIO3BOHOYHHKA, CKOJIMO3, aJJICHOOKTOMUS,
TOH3WUIPKTOMHESI, HEHPOXHUPYprHUecKas NEKOMIIPECCHs CHHAPOMA 3aIsICTHOTO KaHalla, yCTaHOBKa
TPAaHCTUMITAHUYECKOTO JpEHa)xka MpHU CpeJHEM OTUTe, Xupypruueckas koppekuus natoiorun CCC u
JpyrHe);

- oTcyrcTBHEe BO3MOXHOCTH obOecrieueHuss ®3T B amOynaTOpHBIX M CTAallMOHApO3aMENIaroIINX
YCIIOBUSX;

- HCO6XOHI/IMOCTB MPOBCACHUA PA3JIMYHBIX BUAOB SKCIICPTU3 HIIN O6CJ'IG)IOBaHI/I$[ B MCHHHHHCKOﬁ
OpraHM3alMi TpPU HEBO3MOXXHOCTH TMPOBEACHHUS HX B aMOyJIaTOpPHBIX YCJIOBHSX, TpeOyrOmUX
JTUHAMHAYECKOTO HaOI0IeHus (B TOM unciie oopMIIeHHE 3aKTI0YeHUS (heepaTbHOTO KOHCHIINYMA);

- pemieHWe O 3aMeHe Tpenapara Uil TpoBeneHUS (EepMEHTO3aMECTUTENBHOW Tepanuu
(maypcynsdaza** u ugypcynbdaza 6era**).

6.1.2. IToxazanust AJ1s1 IKCTPEHHOM IOCIUTAIU3ALUHN

- OCTpBIC 3a00JICBaHMUS;

- 000CTpEeHUSI XPOHUUECKHUX OOJIe3HEH;

- OTpaBJICHHUS U TPaBMbl, COCTOSHHUSA, TpeOyrolue HWHTEHCHUBHOW Tepanmuu M TIepeBoja B
peaHNMAaIOHHBIE OTAEICHUS WM OT/AEICHHs] HHTEHCUBHOM Tepanuu (B TOM 4Hclie TOOOYHBIE PEeaKIiH,
MPOUCXOAIINE B Mpoliecce MHPY3UU WIM B TeueHUe AHs npoBeacHUs uHGy3un O3T, nepBuKaabHBIN
CTEHO3 C KOMIIPECCUEH CIIMHHOTO MO3ra W JAPYrue YrposKarollue >KU3HHU OCTPbIE COCTOSIHMSI), a TaK)Ke
KpPYIJIOCYTOYHOTO MEIMIIMHCKOTO HAOMIOJEHUS M TMPOBEACHUS CHELHAIbHBIX BUAOB OOCIENOBaHUS U
JICUYEHUS.

6.2. [loka3anus K BbINMCKE MAIHEHTA U3 CTAIlMOHAPA

- OTCYTCTBHE YIPO3bI )KM3HHU IAIMEHTa,

- OTCYTCTBHE YTPO3bI Pa3BUTHUS OCIOKHEHHI, TPEOYIOIINX HEOTIONKHOTO JICUCHNS;

- cTabuIM3anus COCTOSHHS W OCHOBHBIX KIMHHMKO-Ta00paTOPHBIX IMOKA3aTeNIEH MaTOJOIHMYECKOro
poIiecca Mo 0OCHOBHOMY 3a00JICBAHUIO;

- OTCYTCTBHE HEOOXOJUMOCTH B IOCTOSHHOM BpPadeOHOM M KpPYIJIOCYTOYHOM MEIUIIMHCKOM
HAOJIIOJICHUH 110 OCHOBHOMY 3a00JIEBAHHIO;

- HEeOOXOMMMOCTH IMEpPEeBOJa MAlMEHTa B JPYryi0 OOJBHHIY WIH YUPEKICHHE COIHAIBHOTO
obecneyeHus..

7. JonosHuTeabHast HHpopManus (B TOM 4uciae (PaKTOPbI, BIUAIOLINE HA HCXO/
3200J1eBAHUA WM COCTOSTHUA)

HpI/I MMPpOBCACHNUN HAPKO3a U I/IHTY68.I_II/II/I HeO6XO,Z[I/IMO IIOMHHUTBL O BBICOKOM PHCKE KOMIIPECCUU
CIIMHHOT'O MO3ra BCJICICTBUC HECTAOMJIBHOCTH  aTJaHTOAKCUAJIBLHOTO CcyCTaBa. KOpOTKaﬂ aIes,
OTpaHUYCHUC MOABHKXHOCTU HIDKHEH YCIIIOCTH, YBCIUYCHUC A3bIKA, BBIPpAKCHHAA T I/IHCprO(I)I/IH
aJICHONMJOB U MUHAAJIWH CO3Jar0T HpOGHeMBI IIpH IMPOBEACHUUN aHCCTC3UOJIOTHYCCKOT'O HOCO6I/ISI, O3TOMY
OpeaAnouYTeHrue Ciacayer oOTAaBaTb MCECTHOMY WM PCruOHAJIBHOMY 00e300IUBaHUIO. [Tanuent
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IIPEIBAPUTEIIBHO KOHCYJIBTUPYETCS BPAuyOM-AETCKMM KapJHOJOrOM, BpauoM-OTOPHHOJIAPUHIOJIOIOM,
BPayOM-aHECTE3U0JI0rOM-PEaHIMMATOIOTOM, BpadyoM-HEBpOIoroM. O0s3aTeNbHO IMPOBEACHHUE IOJHOIO
KapJIMOJIOTUYECKOTO OOCIIE0BaHMS, MOJUCOMHOTpaduu (A7 BBISBICHUS CTENEHH JbIXaTEIbHBIX
HapYLIEHHI), TPU HEOOXOIUMOCTH — SHAOCKOIHUU HOCOTJIOTKHA U KOMIBIOTEPHOW TOMOTpa(HU JIETKHX.
OnepaTtuBHOE BMEIIATEILCTBO C aHECTE3UEW HEOOXOUMO MTPOBOJUTH B KPYITHBIX METUIIMHCKUX LIEHTPAX,
UMEIOLUX OTAEJIeHUEe peaHuManuu U HHTeHcuBHOM Tepanuu (OPUT), Tak kak wuHTyOauus u
MOCIE/YIONIAs SKCTYOAIHs Y TAKKX MAI[MeHTOB MOXKET BbI3BaTh 3aTpyaneHus [ 2, 14, 20].

KpuTepuu OLIeHKH Ka4ecTBa MeIUIIUHCKON MOMOIIH

Kpurepun kauectsa

YpoBeHb
yoenurens
HOCTH
peKoMeH 1a
8N70%1

YpoBeHb
JIOCTOBEPH
OCTH
JI0Ka3aTeb
CTB

Boinonneno omnpenenenne ypoBHa u cnektpa ['AlT moum (npu
MIOCTAaHOBKE JMAarHo3a U €clii He MPOBOIMIIOCH B MPEIIIECTBYIOMIHNE 6
MECSIIICB)

B

BeimonHeHO ompenereHWe aKTUBHOCTH HIypoHAT-2-Cynb(haTta3bl B
I1a3Me KpOBH WM MATHAX BBICYIIEHHOW KPOBU W/WUIM MOJIEKYJISPHO-
reHeTUYecKoe HcciaeroBaHue (BblsiBIeHHEe Myrtanui B reHe IDS (mpu
MMOCTAaHOBKE TMArHO3a)

BrimonHeno HasHaueHue GEPMEHTHOM 3aMECTHTEIIBHOW Teparuu C
MPUMEHEHHEM UIypCcylbdasb** wim unypcynbdassl 6eta** B Buae B/B
HH]Y3UH eKEHEICTHHO

Bremonnensr OKI (ecnu He mpoBOAMIIOCH TIOCIEIHUE 6 MecsIEeB), IX0-
KI',  xontepoBckoe  MouuropupoBanue OKI' u  cyroudHoe
MOHHUTOPUPOBAHUE APTEPUAIBHOTO JaBJICHUS (€CIM HE MPOBOIUIOCH
npeAmecTpymue 12 mecsuen)

Breimonaeno 9307 my1si ¢cBOEBPEeMEHHOW AMArHOCTUKH SIUJICTICUU (€Cu
HE MMPOBOJIMIIOCH TIOCIeHUE 12 MecAIIeB)

BeInoJIHEHO Ompe/elieHue pa3MEpOB MEUEHU M CEIC3CHKH IO JaHHBIM
YJIBTPa3BYKOBOTO MCCIICIOBAHMS (€CJIM HE MPOBOJMIIOCH Mmocieanue 12
MECSIICB)

BrinonHeHa MarHuTHO-pe30HAHCHAs TOMOTpadus U/UIH KOMIIbIOTEpHAs
ToMOTpadusi TOJOBHOTO MoO3ra, Mmo3BoHo4YHMKa u/mim KT rosoBHOTO
MO3ra ¥ IIEHHOro OTjeja TMO3BOHOYHHMKA (€CIM HE MPOBOJMIOCH
MocjaeAHue 24 MecsIeB)

Boinmonneno omnpenenenne (YHKIMM BHEIIHETO JbIXaHWUS (€ciu He
MIPOBOJIUIIOCH TIOceqHuE 12 Mecs1eB)

BeinonHena pentreHorpadusi rpyAHON KIETKH, HIEHHOTO, IPYJHOIO U
MOSICHUYHOTO  OT/€Na IMO3BOHOYHUKA, a Takke peHTreHorpapuu
BEPXHHUX U HMKHUX KOHEYHOCTEH (€ClIu He MPOBOJMIACH MocheaHue 12
MECSIIIEB NPH TSHKETBIX hopMax, 24 Mecsia npH Jerkux popmax)

10

Bpa4uoOM-Cyp10JI0TOM-
ayauoMeTpusi  (ecnmu  He

Brimosaena KOHCYJIbTAIUS
OTOPUHOJIAPUHTOJIOTOM W MPOBEACHA
MPOBOIUIIACH MTOCIeNHUE 12 MecsIeB)
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11 |BemonHeHa KOHCynbTanus  BpadoMm-odramemonorom, (ecam  He|C 5
IIPOBOJMIIACH NIOCeAHNE 12 MecsIeB)

12 |BeimonHeHa KOHCYJIbTAllUsl BPAuyOM-T€HETUKOM TpU ycTaHoBjeHuu |C 3)
JMarHo3a U MpH IJIAHUPOBAHUHN OEPEMEHHOCTH B CEMbE

13 |BemmonHeHa KOHCYJIbTAIMsl BpadoM-IETCKHM  Kapauojorom 1pu |C )
HUIMYAHM TATOJOTUU  CEPACYHO-COCYIHCTON CHUCTeMbI (eciu He
IIPOBOIMIIACH MOCIEAHUE 6 MECALIEB)

14 |BemmonHeHa  KOHCYJbTalUs  BpadyoM-oTopuHONapuHrosiorom (mpu|C )
HUIMYAHM TATOJIOTUU co CcTOpoHBbl JIOP-OopraHoB w/wim BepxHUX
JbIXaTeIbHBIX MyTel) (€CIM HE MPOBOMIIACH TIOCTIEIHUE 6 MECALIEB)

15 |BemmonHeHa  KOHCYJBTalMsl  BpadoM-HEBpoJioroM mpu  Hamuumu | C 5
MaTOJIOTUH CO CTOPOHBI IEHTPaIbHOW HEPBHOM cHCTEMBbI (eciu He
MIPOBOJIMIIACH MOCIEAHNE 6 MECSIIEB)

16 |BeimonHeHa KOHCYJIbTAIMS BpadyoM-TpaBMaToJorom-opromnenom 1pu|C 5
HAUIMYAHM TIATOJIOTUM CO CTOPOHBI OIOPHO-JBUTATEIHHOTO ammapara
(ecni HE IPOBOIUIIACH TTOCTIETHHUE 6 MECSIIEB)

17 |BblnmonHeHa KOHCYNbTallMs BpauoM-IETCKUM Xupyprom (mpu Hamuuuu | C 5
MaTOJIOTUH, TPEOYIOIMIEH XUPYyPrUIeCKOTO BMEIIATEIHCTBA)

18 |BeImonHEeHa KOHCYJIBTALUS BpAavYOM-TIyJbMOHOJNOTOM (ripu  Hammauu | C 5
MATOJIOTUN CO CTOPOHBI JIBIXaTEIbHON CUCTEMBI)

19 |BemosHeHa  KOHCYJbTallMs  BpadoMmM-cromartosorom  (ecimu  He|C 5
MIPOBOIMIIACH MOCTEAHNE 6 MECAILIEB)

20

21 |BrImonHEH 6-MUHYTHBIN TeCT XOab0BI (eci He mpoBoauics nocneaaue | C 5
6 MecsIIeB)

22 |BpimonHeH OMOXMMHYECKHN aHaW3 KpoBH (amaHmHamMuHOTpaHcdepasa | C 5
(AJIT), acmapratamunoTpancdepaza (ACT), oOmuii U npsMoi
OmMpyOWH, XOJIECTEPUH, TPUTIHUIEPHUIbI) (€CIu HE TPOBOIWICS B
IpeauecTByoue 6 Mecsien)

23 |BrimonHeH oOmmii (KIMHAYECKU) aHaau3 KpoBH (eciu He mpoBoauics | C 5
B IIPEALIECTBYIOLIUE 6 MECSLEB)

24 |BpimonHeH oOmmi  aHamuza  Moud  (ecim He mpoBommics  B|C 5

MpeIecTByoIue 6 MecsIeB)
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Surg. 2019 Feb; 160 (1_suppl): S1-S42.

51. Murgasova L, Jurovcik M, Jesina P, Malinova V, Bloomfield M, Zeman J, Magner M.
Otorhinolaryngological manifestations in 61 patients with mucopolysaccharidosis. Int J Pediatr
Otorhinolaryngol. 2020 Aug; 135: 110137.

[Tpunoxenue Al
Cocras pa0oyeii rpynnbl o pa3padoTke v MepecMOTPY KIMHUYECKUX PEKOMEH AUl

1. bapanoB Anekcannap AnekcanapoBud — akaia. PAH, mpodeccop, 1.M.H.; MOYETHBIA TPE3UICHT
Coroza neauarpoB Poccun, copetHuk pykoBoautenss HUW neauatpum u oxpansl 310poBbs nereid [IKb
PAH, rnaBHbIi BHEIITATHBIN ClIeUHAIMCT neauaTp Munszapasa Poccuu.

2. KyneB Cepreii HMBanoBuu — ui.-xkopp. PAMH, na.m.H., aupexktop PI'BHY "Menuxo-
FeHEeTUYEeCKU HaydHbld 1eHTp uM. akagemuka H.II. BoukoBa", IIpe3uneHT Acconuanuu MeIUIMHCKUX
reHetukoB (AMI).

3. HamazoBa-bapanosa Jleitna CeiimypoBHa — akan. PAH, npodeccop, n.m.H., npesuneHt Corosa
neauatpoB Poccum; mact-mipesupenT EPA/UNEPSA; pykoBogutens HUM nemuatpuu u  oxpaHsl
3nopoBbs nereir LIKb PAH, 3aBemytomas kadenpoit ¢akynbTETCKON mNenuaTpuud MEAUATPHUUECKOTO
¢dakynerera ®I'BOY BO "PHUMY um. H.U. IMuporosa" MunzapaBa Poccun, TaBHBIN BHEIITATHBIH
JETCKHH CcTelnaIicT o npoduiakruieckoi menunie Munsapasa Poccun.

4. baiigakoBa ['anmHa BukropoBHa — K.0.H., BeaylIMid HaydHBI COTPYOHHK JabopaTtopuu
HaclnencTBeHHBIX OonesHeil oomena ®I'BHY "Menuko-reHeTHuecKnii HaAy4YHBIN IIEHTP UM. aKaJleMHUKa
H.II. boukoBa".

5. Baxnosa Mpuna BenmamuHoBHa — J.M.H., podeccop, 3aBenyromias kadeapoil rocnutalbHON
neaunatpun Ilenmatpudeckoro ¢axynsrera ®I'bOY BO VYpanbsckuit I'ocynapcTBeHHBIH MeIUIMHCKHMA
YHUBEPCHUTET.

6. Bamakmanze Hato J[xymOepoBHa — A.M.H., JToueHT kKadeapsl ¢dakynpTeTckoi neauarpuu [1d
OI'bOY BO PHUMY nmenun H.U. ITuporosa M3 P®, MHcTUTYT neanaTpuy U OXpaHbl 30pPOBbs AETEM
Kb PAH.

7. BockoboeBa Enena FOpbeBHa — K.M.H., B.H.C. JaOOpaTOpUH HACJIEJICTBEHHBIX O0JIe3HEN 0OMeHa
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OI'BHY "Menuko-reHeTuuecKkuii HaydHbId HEHTp".

8. 3axapoBa Exarepuna FOpbreBHa — 1.M.H., 3aBeIyrOIIas IaOopaTOpUeil HACIEACTBEHHBIX 00JIe3HEeH
oomena @®I'BHY "Menuko-reHeTHUeCKUil HaydHblii HeHTp uMm. akagemuka H.II. Boukosa", unen
Poccuiickoro oOmiectBa MEAMIMHCKUX TEHETHKOB, YIEH EBPOIEHCKOTO OOIIecTBa MO HM3YyYEHUIO
HacJIeICTBEHHBIX Oosie3Hell oOmeHa BetecTB (SSIEM).

9. KysenkoBa Jlronmuna MuxaiinoBHa — n.Mm.H., ®I'AY "HMMUIL 3nopoBes aereit”" Munzapasa
Poccun, nmpodeccop xadenpst nequatpun u aerckoi pesmatosiorun GI'AOY BO Ilepsbiit MockoBckuit
rocylapcTBeHHbIN MeauIUHCKuil yHuBepcurer uM. .M. CeueHoBa MuHucCTEpcTBa 3paBOOXpPaHEHUS
Poccuiickoit @enepanuu (CeueHOBCKUN YHUBEPCUTET).

10. JlapuonoBa Banentuna Wnpunnmuna — a.M.H., ®I'BHY "HHcrutyr skcnepuMeHTaIbHOU
MEIULIAHEL".

11. Jlooxkanuaze Tuna BuktopoBHa — K.M.H., 3aBeJly0Illas THEBHBIM CTAllHOHAPOM U OT/EIEHUEM
nammuatuBHON Meauiuabl ' BY3 "I'Kb N 64 /I3M".

12. MuxaiinoBa Jlrogmuna KoHcraHTMHOBHA — N.M.H., mpodeccop, ydeHwii cekperapp DOI'BY
"HanmoHanbHbI MEAUIIMHCKAN HCCIEA0BATENILCKUN IIEHTP TpaBMaTojoruu u oproneaun nmenn H.H.
[Ipuoposa" M3 P®.

13. MuxaiinoBa Ceernana BurambeBHa — n.M.H., 3aBenyromias otaenennem PJIKb ®I'AOY BO
PHUMY wum. H.U. [Tuporosa Munsznpasa Poccun.

14. MouceeB Cepreii BaneHTuHOBMY — [.M.H., 3aBefyroumui Kadeapoil BHYTPEHHUX,
npodeccuoHanbHpix OonesHeil u pesmatonorun ®I'AOY BO Ilepsriii MI'MY um. U.M. Ceuenosa
(CeuenoBckuii yausepcuteT) M3 PO.

15. Hazapenko Jlronmuna IlaBnoBHa — a.M.H., podeccop 3aciyxkeHHbI Bpau PO, pykoBoauTenb
naboparopun HacneacTBeHHo matojgorun HUW memumuuckoii reaetrku Tomckoro HUMIL PAH, unen
Poccuiickoro oOmiectBa MEAMIIMHCKMX T€HETHKOB, YJEH aCCOLMALMU MEIUIIMHCKUX T€HETUKOB, UJIeH
EBpomnetickoro o01mecTBa MEIUIIMHCKAX TEHETHKOB.

16. Hukutun Cepreii CepreeBud — 1.M.H., mpodeccop, npeaceaarens "OOmecTBa CrenuaiucToB Mo
HEPBHO-MBIIICYHBIM 3200JICBaHUSIM "

17. TlewarnukoBa Harames JleoHnmoBHa — pykoBoauTenb LleHTpa opdaHHBIX W APYrUX PEeaKUX
3aboneBanuii 'bY3 "Mopo3oBckas nerckasi Topojickasi KinuHudeckas 6ospauIa J[3M".

18. TlomsxoBa Ombra AJekcaHIpOBHA — Bpay-TpaBMaToJior-opromnen, TpaBmatojor OI'BY
"HarmoHanbHbli MEAUIMHCKUN HCCIIEIOBATEIBCKUM IIEHTP TpaBMAaToJIOrMu W oprtonenun umenu H.H.
[Tpuoposa" M3 P®.

19. Cemsuknaa Amna HukonaeBHa — A.M.H., T.H.C. oTaencHusa kimandeckoi reHeruku OCII HUKU
neauarpun uMm. akagemuka FO.E. Benstumesa ®I'AOY BO PHUMY um. H.HU. ITuporosa M3 P®, usnien
Accoruanuu MeTUIMHCKUX reHeTUKoB (AMI).

20. VYpanoa Ompra BacuibeBHa — k.M.H., OOO "Menuko-reneruueckuii 1eHtp "I'enom",
npeacenarens Huxeroponckoro otnenenuss POMIT, pykoBogutens LleHTpa MeIMUIMHCKOM TE€HETHKHU
OI'bOY BO "TIMMY" Munsapasa Poccuu, r. Hwknuii Hosropo.

ABTOpBI MOJITBEPXKAAIOT OTCYTCTBHE (DMHAHCOBOW MOJUICPKKH/KOH(MIMKTa WHTEPECOB, KOTOPBIN
HE00X0IMMO 0OHAPOI0BATS.

ITpunoxxenne A2
MeTtomosorusi pa3padoTKu KIMHHYECKUX PeKOMeHAaluil

Hacrosmue PEKOMEHAAIUU NPCAHA3HAYCHBI JIA NMPUMCHCHUA MCAULIHUHCKUMU OPraHU3alusIMu U
YUYpCKACHUAMU (I)C,HepaJIBHBIX, TCPPUTOPHUAJTIBHBIX W  MYHHIUIIAJIBHBIX  OpPraHOB YIIpaBJICHUA
3ApaBOOXPaHCHUCM, CUCTEM 00s13aTCILHOTO U I[O6pOBOJ'ILHOFO MCIUIIUHCKOI'O CTpaxOBaHUA, APYTrHMU
MCIUIHUHCKUMHU  OpraHu3alusIMU  PA3JIMYHBIX  OPraHU3allMOHHO-IIPABOBLIX (bOpM JACATCIIbHOCTH,
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HANPABJIECHHOW HA OKa3aHUE MEIULIMHCKOW MOMOLIY.

Mykomnonucaxapua03bl OTHOCITCS K PEAKUM HACJICICTBEHHBIM 3a00JIEBaHUSM, YTO HCKIIOYACT
BO3MOKHOCTh MPOBEACHHUS OOJBIIMX KOTOPTHBIX ©  PAaHJOMHU3UPOBAHHBIX KOHTPOJHUPOBAHHBIX
HCCIIEIOBAHUM, Ul CO3AaHUs IPOTOKOJIOB IMATHOCTUKY M TEPANIUU UCIIOJIb3YIOTCS JIMIIb TEMAaTUYECKUE
HCCIIE0OBAHUS IKCIIEPTOB, OMYOJIMKOBAHHBIC B MOCIEAHHUE IBA JCCATUIICTHS.

OneHka ypoBHS JIOCTOBEPHOCTH JOKa3aTeIbCTB W YPOBHS YOCIUTEIHLHOCTH PEKOMEHIAINN
MPUMECHCHHSI METUIIMHCKUX TEXHOJOTUH MPOBOMIACE B COOTBETCTBUU C YHU(DUIIMPOBAHHOU IIKAJIOM,
MpUBEICHHOM B Tabmumax 1-3.

He.]'leBaﬂ AYJAUTOPUSA JAHHBIX KIIMHUYCCKHUX peKOMeHIlaHHﬁ:

. Bpaun o61ieit npakTUkK (ceMelHbIe BpauH);

01N DN KW —

\O

. Bpaun-niequatpsr;

. Bpaun-tepanesTsi;

. Bpaun-reneruku;

. Bpauu-nabopaTopHble T€HETHKH;
. Bpauu-kapauosnoru;

. Bpaun-gerckue kapauonory;

. Bpauu-neBpouory;

. Bpaun-tpaBmaTonaoru-opTOoneasl;
10.
11.
12.
13.
14.
15.
16.
17.
18.

Bpaun-otopuHOIapUHTOIOTH;
Bpauu-cypa010ru-oTOpUHOIAPUHTOJIOTH;
Bpauu-penrtrenosnory;
Bpaun-peBmaronoru;

Bpauu-gerckue sHA0KPUHOJIOTH;

Bpauu ¢yHKIIMOHATBEHOM AMArHOCTUKY,
MeauuuHCKe ICUX0JI0TH;
Bpaun-nicuxuatpsi;

Crynentsl MenuimHckux BY30B;

19.

OOyuaroiuecs: B OpJHATYpe, aCIIUPaHTYpe.

Taoauna 1. lIkana oumeHkH ypoBHeil JocToBepHOCTH AokazareabcTrB (Y/) ans meromos
JHUATHOCTHKH (IMATHOCTHYECKUX BMEIATEIbCTB)

ppivl

Pacmudposka

1

CucremaTnyecKkue O630pbl I/ICCJIC,HOBaHI/Iﬁ C KOHTpOJIEM pe(l)epeHCHLIM MCTOJOM HIJIK
CUCTEMaTUYCCKUI O630p PaHAOMH3UPOBAHHBIX KIIMHUYCCKHX HCCIICOBaHMN C
IIPUMCHCHUCM MCTAa-aHaJIN3a

OTI[GJ'ILHLIG HCCIICAOBAHUA C KOHTPOJIEM peq}epeHCHHM MCTOAOM HJIM OTACIBHBIC
PaHAOMU3HUPOBAHHBIC KIIMHHUYCCKUC HCCIICAOBaHUA n CUCTEMATHYCCKHUC O630pr
HCCIIeJOBaHUI 000r0 I[PI38.I>1H8., 3a HCKIHYCHUECM PaHAOMU3SUPOBAHHBIX KIIMHHUYCCKUX
I/ICCJ'IeI[OBaHI/II\/‘I, C IPUMCHCHUCM METaaHalin3a

HccnenoBanus oe3 noCICa0BaTCIIBHOTO KOHTPOJIA peq)epeHCHHM MCTOJAOM  HIJIH
HUCCICOOBaHHUA C pe(l)epeHCHBIM MCTOAOM, HEC ABJIAOIIUMCA HC3aBUCUMbIM OT UCCICAYEMOI'O
MCTOZa WM HEPAHAOMHUSUPOBAHHLIC CPABHHUTCIBHBIC HCCICAOBAHUA, B TOM YHCJIC
KOTOPTHBIC UCCICIOBAHUA

HCCpaBHI/ITCHLHLIC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIy4das

Hmeetcs nmuinbs 000CHOBaHUE MEXaHHU3Ma JIEeNCTBUS UM MHEHHE OKCIIEPTOB
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Taboauna 2. lIkana oueHkn ypoBHei aocToBepHOcTH jAokazareabcTB (Y/) nias meronos
NpoPUIAKTUKH, JIeHeHUs U peaduauTauuu (MpoQuIaKTHYECKHX, Je4eOHbIX, peadWINTAIMOHHBIX

BMeLIATEJIbCTB)
Y PacmmdpoBka

1 Cucrematnueckuii 0630p PKU ¢ npuMeHnennem meraananusa

2 Otnenvapie PKM u cucremarmueckue 0030pbI HCCIICIOBAaHHWMA JIOOOrO JW3aiiHa, 3a
ncxiouennem PKH, ¢ npuMenennem meraanaimsa

3 HepannomusupoBaHHbIE CpaBHUTENIbHBIE UCCIIEI0BAHUS, B T.4. KOTOPTHBIE UCCIIEJOBAHUS

4 HecpaBHuTenbHble ucCCeNOBaHMs, OMHCAHME KIMHUYECKOIO Cilydash WJIM CEpPUM CIIydaes,
uccaeaoBaHus "'ciydai-KOHTPOJIb"

) Nwmeercs numb 00OCHOBaHME MeEXaHHW3Ma JIEHCTBHS BMeIIATENbCTBA (JOKIMHUYECKUE

I/ICCJ'IGI[OBaHI/Iﬂ) HJIM MHCHHUC DKCIICPTOB

Taboauna 3. lllkana oueHku ypoBHeil yoeautenbHocTu pexomenaanuii (YYP) nias meronos
NPOPHIAKTHKH, TUATHOCTUKH, JIeYeHHs U peaduanTanum (MpopuiIakTuyecKux, IMarHoCTHYECKHUX,
Jie4eOHbIX, peadUINTAMOHHBIX BMEIIATEIbCTB)

yvyp

Pacmmdposka

A

CunpHas pekoMeHJanus (Bce paccMaTpuBaeMble KpuTepuu 3(GGEeKTUBHOCTH (UCXObI)
SBISIIOTCSL BAXKHBIMHU, BCE€ MCCIIEJOBAaHUS MMEIOT BBICOKOE MWIIM YJIOBJIETBOPUTEIHHOE
METOJI0JIOTMYECKOE KadyeCTBO, HX BBIBOJBI 110 HHTEPECYIOIIUM MCXOJaM  SBISIOTCS
COTJIACOBAHHBIMH )

YcnoBHast pekoMeHaaus (He BCce paccMaTpuBaeMble KpUTepud 3GGEKTHBHOCTH (MCXOIBI)
SIBIISTIOTCSI BRKHBIMH, HE BCE HMCCIIEJOBAaHHS HMMEIOT BBICOKOE WM YIIOBJIETBOPHUTEIHHOE
METOJIOJIOTHYECKOe Ka4eCTBO H/WJIM WX BBIBOJIBI IO MHTEPECYIONIMM HCXOAaM HeE SIBIISTIOTCS
COTJIACOBAHHBIMHU )

Cnabas pexomeHaauus (OTCYTCTBHE JI0OKa3aTelIbCTB HAAJIEXKallero KadectBa (Bce
paccmarpuBaeMble KpuTepud dPPEKTUBHOCTH (MCXOJbI) SIBISIIOTCS HEBaXXHBIMU, BCE
UCCIIEIOBAaHUSI HMMEIOT HH3KOE METOJOJOTHYEeCKOe KayecTBO U HUX BBIBOABI IO
WHTEPECYIOIIUM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

IKOHOMUYECKHNI aHAJIN3
AHanM3 CTOMMOCTH HE TIPOBOAMJICS U MyOIMKAIUH 0 (hapMaKOIKOHOMHUKE HE aHATU3HPOBAIIHCE.

MeToa BATUIM3ANMH PeKOMEH AUt
- BHemHss sKcrepTHas OleHKa,
- BHyTpeHHss 9KcriepTHAas! OLICHKA.

Onucanue MeToaa BAIMAU3ALMU PEKOMEH AU

Hacrosimue pekoMeHmanuu B MpeABapUTEIbHON BepcHM OBLIM PElEH3MPOBAHBI HE3aBUCUMBIMU
JKCIIEPTaMHU, KOTOPBIX MOMPOCHIM MPOKOMMEHTHPOBATh MPEXKJIE BCErO TO, HACKOJBKO MHTEpIIpETalus
JI0Ka3aTeJIbCTB, JIEKAIINX B OCHOBE PEKOMEHIAIINI, TOCTYITHA JIsl HOHUMaHUSI.

[TonydyeHbl KOMMEHTapUM CO CTOPOHBI Bpayeil MEPBUYHOTO 3BEHA B OTHOLIEHUHU JI0XOTYUBOCTH
W3II0KEHUS U OLIEHKH BaKHOCTH PEKOMEHIAIMi KaKk pabovyero MHCTPYMEHTA MOBCETHEBHOM MPAKTHKHU.
[IpenBaputenbHas Bepcus ObLIa Tak)Ke HallpaBieHA PEIEH3EHTY, He MMEKIIEMY MEIULUHCKOTO
oOpa3oBaHUs, IS MOJTy4E€HHUS KOMMEHTAPHUEB C TOYKU 3pEHUS TIEPCIEKTUB MAIUEHTOB.

KoMMeHTapuu, mosydeHHbIE OT SKCIEPTOB, THIATENHLHO CHCTEMATU3MPOBAINCH U OOCYKIAINChH
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npeacenareneM M wieHaMmu paboueil rpynmbl. Kaxaplii myHKT oOCyXIaycs, 1 BHOCHMBIE B Pe3yJibTaTe
9TOTO HM3MEHEHMS B DPEKOMEHIALMU PErUCTPUPOBAIUCH. EciM ke M3MEHEHUS HE BHOCWIHCH, TO
PErucTpUPOBAIUCH IPUYHMHBI OTKa3a OT BHECEHUS U3MEHEHUN.

KoncyabTanus u 3KcnepTHasi OLleHKA

[IpoexkTt pekoMeHJaluii ObU1 pEeLEeH3UpPOBaH HE3aBUCHMBIMHM JKCIEPTaMHU, KOTOPBIX IMOINPOCUIH
IMPOKOMMCHTHUPOBATH, MPEKAC BCCTO, JOXOAUUBOCTh U TOYHOCTH MHTCPIIPECTALINN IIOKa?,aTCJIBHOf/'I 633LI,
JIE)KAILEW B OCHOBE PEKOMEH AN,

PaGouas rpynna

JUIs  OKOHYATENBbHOW pENaKIMh W KOHTPOJISI KAadecTBa PEKOMEHJAIMU OBUIHM TOBTOPHO
MIPOAHATM3UPOBAHBI WICHAMU paboveid TPyIIbl, KOTOPBIC TMPUIILIA K 3aKIFOUYCHHUI0, YTO BCE 3aMCUaHUs U
KOMMEHTapHH SKCIIEPTOB MPHUHATH BO BHUMAaHHWE, PUCK CHUCTEMATHUYECKUX OMIMOOK IMpH pa3paboTke
pEeKOMEHTalui CBEJICH K MUHUMYMY.

IMopsinok 00HOBJIEHHS KIMHUYECKHX PEKOMEHAaLM i

MexaHu3M OOHOBJICHHS KIMHHUYECKHUX PEKOMEHIAIMN TPEeayCMaTpPHBAET MX CHCTEMAaTHYECKYIO
AKTyaJIU3alMI0 — HE PEKE YEM OJIMH pa3 B TPU rojia, a TAaKKe MPHU MOSIBICHUH HOBBIX JTAHHBIX C TTO3UIIH
JIOKa3aTeIbHOW MEIUIIMHBI TI0 BOTPOCAM JTUArHOCTHKH, JICUCHUs, MPOPUIAKTAKH W peaduIuTaruu
KOHKPETHBIX 3a00JICBaHUM, HAIMYWKU OOOCHOBAHHBIX JOTIOJHEHMI/3aMEUaHUN K paHee yTBEPKIACHHBIM
KP, HO He ywanie 1 pa3a B 6 MecseB.

[Tpunoxenne A3

CnpaBoyHble MATEPHAJIbI, BKJIIOYAs COOTBETCTBUE MOKA3AHUI K MPUMEHEHHIO H
NPOTHBONOKA3aHUI, cI0CO00B MPUMeHEHHS 1 /103 JIEKAPCTBEHHBIX NPeNnapaToB, HHCTPYKLIMH 10
NPUMEHEHHIO JIEKAPCTBEHHOI 0 Mpenapara

1. Ilpukaz MunuctepcTtBa 3apaBooxpaneHuss P® "OO6 yrBepknenun Ilopsnka oka3aHus
MEJHUIIMHCKON MOMOIIM OOJIBHBIM C BPOXACHHBIMHU U (WJIM) HAclEACTBEHHbIMHU 3a0oseBaHusaMH" OT 15
HOs10ps1 2012 1. N 917H.

2. Ilpuka3 MuHucTepcTBa 3ApaBOOXpaHEeHUS U colnalibHOTO pa3Butus P ot 16 anpens 2012 r. N
366H "OO6 yrBepxkaenun [lopsiaka okazaHus NeauaTpUIeCKOl momMorm".

3. Ilpukaz MunzgpaBa Poccum ot 29.12.2018 N 951 CranmapT crnenMaIn3upoBaHHOMN
MEJUIIMHCKON MOMOIIM JeTsIM Mpu MyKomoimcaxapuaosze Il Tunma (amarHocTuka W MHHUIMALINAS
(bepMEeHTHOM 3aMeCTUTENHLHOM Tepanun).

4. Tlpukaz MunzapaBa Poccum ot 29.12.2018 N 950 CranmapT -cHenMaJIM3UupOBAHHOMN
MEJHUIIMHCKON MMOMOIIM JeTsIM Mpu Mykomonucaxapugose I tuma (pepMeHTHas 3aMecTUTENbHAs
Tepanus).

5. Ilpuka3z Munzapasa Poccun ot 29.12.2018 N 9521 CrangapT nepBUYHON METUKO-CaHUTAPHOU
MOMOIIH JIeTSAM TIpu MyKomoucaxapuaose Il Tuma (hepmeHTHas 3aMecTUTeNbHAS Teparus).

6. Wndopmarnuss o nexkapcTBEHHBIX Tpemnaparax: [ocymapcCTBEHHBIH peecTp JIeKapCTBEHHBIX
cpencts: https://grls.rosminzdrav.ru.

7. @enepanbHblii 3akoH 0T 21 HOs0ps 2011 r. N 323-d3 "O06 ocHOBaX 0XpaHbl 3/10pOBbS IPaXaAaH B
Poccwuiickoit denepanun" (CobOpanue 3akoHomarenbctBa Poccuiickoit @eneparuu, 2011 1., N 48, cT.
6724).

8. MexnayHapoaHas knaccudukanus OoJe3HEl, TpaBM M COCTOSIHH, BIHSIONIAX Ha 3J0POBBE
(MKB-10).

9. IlIpuxaz M3 P® ot 20 nexabpst 2012 r. N 11831 "O6 yTBepkaeHUN HOMEHKIATYPhI JOJHKHOCTEH
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MEIULIUHCKUX PaOOTHUKOB U (hapMaIieBTUUECKUX paOOTHUKOB".

10. TIpukaz M3 P® ot 23 wmrons 2010 r. N 541n. Enunbii kBamuguKamMOHHBIN CHPaBOYHUK
JOJDKHOCTEH pyKOBOAMTEINEH, CIICIIUATMCTOB M CIY)KalKX, pazaen KpanudukannoHHbIe XapaKTepUCTHKH
JOJDKHOCTEH paOOTHHUKOB B Chepe 3ApaBOOXpaHEHHS.

11. ®enepanbubiii 3akoH OoT 25.12.2018 N 489-®3 "O BHeceHunm u3MEHEHHl B craThio 40
@enepanbHoro 3akoHa "OO o00s3aTeNTbHOM MEIUIIMHCKOM cTpaxoBaHuM B Poccuiickoit @enepauun" u
®enepanbHblil 3ak0H "O0 ocHOBaxX OXpaHbl 370poBbs I'paxaaH B Poccuiickoii denepanuu no Bonpocam
KIIMHUYECKUX pEKOMEHJauii".

12. Tlpuka3 Munzapasa Poccun N 103H ot 28.02.2019 "OO6 yTrBepKIeHHM MOpPAIKAa U CPOKOB
pa3pabOTKM KIMHUYECKUX PEKOMEHIAlWH, WX TepecMOTpa, THIOBOW (OPMBI  KIMHUYECKUX
peKoOMeHmaui U TpeOOBaHUM K WX CTPYKTYpE, COCTaBy M HAy4yHOW OOOCHOBAHHOCTH BKJIIOYaeMOU B
KIIMHUYECKHE peKOMeHAalny nHpopMauu'.

13. Ilpuka3 MunsgpaBa Poccum ot 13.10.2017 N 804n "OO yTBep)KIE€HUUM HOMEHKJIATYpbI
MEJUIMHCKUX yCayT".

14. Ilpuka3 MunucrepctBa Tpyjaa u couuanbHoi 3amuTtel PO ot 27 aBrycra 2019 r. N 5851 "O
KJIaCCU(UKAUAX U KPUTEPUAX, UCIOIb3YEMbIX MPHU OCYIIECTBIEHUH MEIUKO-COLMATbHON 3KCIIEPTU3bI
rpaxzaaH (¢eaepalbHBIMU TOCYJapCTBEHHBIMU  YUPEXKJIECHUSMU MEIUKO-COIMAIbHON  AKcnepTu3b”
(Bctynaer B cuny ¢ 1 suBaps 2020 rozga).

15. [Ipukaz MunucrepcrBa 3apaBooxpaneHusi PO ot 14 suBaps 2019 r. N 41 "OO0 yTBepxaeHUU
MOpsIIKa HAa3HAYEHHS JIEKAPCTBEHHBIX IpernapaToB, (OpPM peUEenTypHbIX OJIAHKOB Ha JIEKapCTBEHHBIE
npenapaTsl, HOopsaKa OPOpPMIICHHUS yKa3aHHBIX OJaHKOB, UX y4eTa U XpaHeHHs "

16. IIpuka3z MuHucTepcTBa 3ApaBOOXPAHECHUS M COLIMANIBHOTO pa3BuTusa Poccuiickonn denepanuu
"O mopsake TPUMEHEHHUS JICKAPCTBEHHBIX CPEACTB y OOJBHBIX IO JKU3HEHHBIM TMOKazaHUsIM'" OT 9
aBrycta 2005 r. N 494,

17. NudopmarmornHoe nucbkMo MuH3apaBa Poccun 1Mo BO3MOXKHOCTH 3aKYIKH JIEKAPCTBEHHOTO
mpenapara 1mo ToproBoMmy HaumMmeHoBaHuio  (https://www.rosminzdrav.ru/news/2019/12/18/13043-
minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu).

OcHOBHbIE HOPMATHBHO-TIPABOBbI€ AaKThl, peryJupyole oOKa3aHue NaJJIMATHBHOM
MEINIUHCKOI MOMOIIH

1. ®enepanpHbiii 3akoH "O BHeceHun m3MeHeHHWd B DeaepanbHbIil 3akoH "OO OCHOBaX OXpaHbI
310poBbsl rpaxaaH B Poccuiickoin depepanuu’ mo BompocaMm OKazaHWs NaUIMATUBHOM MEIUIIMHCKOU
nomotu" ot 06.03.2019 N 18-@3.

2. Ilpuka3 MunzgpaBa Poccuum N 345, Muntpyna Poccum ot 31.05.2019 N 372m "OO6
YTBEPKACHUU TOJOXKEHUS 00 OpraHM3aliy OKa3aHWUs MAJUTMATUBHONW METUIIMHCKOM MOMOINM, BKIIIOYas
MOPSIIOK B3aMMOJICUCTBUS MEAULMHCKUX OpraHu3alliii, OpraHu3aluil COIUANBbHOTO OOCIY)KUBAaHUS U
OOLIECTBEHHBIX OOBEAMHEHU, HMHBIX HEKOMMEPUYECKUX OpraHu3aluid, OCYHIECTBISIIOIIUX CBOIO
JesITEeNLHOCTD B cpepe OXpaHbl 370POBbs".

3. Ilpukaz MunzapaBa Poccuum N 348 ot 31 mas 2019 roma "OO yTBepX A€HUU MEpeuHs
MEIMLIHUHCKUX U3JENINNA, MPeIHA3HAYCHHBIX IJIs MO/ KaHUsl OPraHOB U CUCTEM OPraHM3Ma YeJOBEKa,
MPEAO0CTABISIEMBIX JJI UCIIOJIb30BAHUS Ha IOMY".

4. Tlpuxaz MunznpaBa Poccun N 5051 ot 10 mrons 2019 roga "OO6 yrBepknenun Ilopsaka
nepenayd OT MEIUIIMHCKOW OpraHM3allMM TMaIMeHTy (€ro 3aKOHHOMY MPEICTaBUTENI0) MEIUIIMHCKUX
W31, peHa3HAuCHHBIX Ui MOAJepKaHusl (PyHKIUH OpraHOB M CHCTEM OpraHu3Ma 4eloBeKa, s
WCIIOJIb30BAHUS HA IOMY IIPU OKa3aHUU NAJNIMATUBHOW MEIMIIUHCKON MOMOIIIH".

5. Ilpukaz M3 P® N 831 ot 3 oxtsa6ps 2019 roga "OO6 yTBep)KJIEHUU BEIOMCTBEHHOW IIEJIEBOM
nporpammsl "Pa3Butre cucteMbl OKa3aHUs NaNIMaTUBHOM MEIMIIMHCKOM MOMOIIIH".
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Knaccnpukanus mykonoamncaxapuno3on [1]

Krnaccudukarus MyKomoaucaxapu030B

[Tpunoxxenne A3.1

MIIC | Iloarun Cungpom l'en ®epmentnsii gedexr | Jlokye OMIM
I MIIC I H |T'ypnep IDUA Hedunut anba-L-|4p16.3 |607014
MIICT |Typnep-llleite NIYyPOHUA3BI 607015
H/S
MIIC IS |Illeiie 607016
I MIICII |Xanrtepa IDS Hedunur wmmayponar-2- | Xq28 309900
cynbdartaszbl
Il MIIC Candumummo SGSH Hedumur  remapan-N-|17925.3 252900
A cynbgarasbl
MIIC NAGLU |[edumur N-amermn-@-|17921.2 |252920
1B D-rimroxo3aMUHUAA3HI,
Hedunur N-amerw- O -
TJTFOKO3aMUHU/1a3b1
MIIC HGSNAT |Jlepumur remapan-®-|8pl11.21 |252930
lnc TJIFOKO3aMUHUT N-
areTuiITpancdepassl
MIIC GNS Hedpunut N-112q14 252940
1D aleTUITIIOKO3aMUH-6-
cynbdaraszbl
v MIIC Mopxkuo GALNS | lepuuur 16924/3 | 253000
IVA rajlakTo3aMHH-6-
cynbdaraszbl
MIIC GLB1 Jedurur B-[3p21.33 |253010
VB raJlakTO3U1a3bl
VI MIIC VI |Mapoto-Jlamu ARSB Hedbunur N-{5q914.1 253200
aleTUJITAIaKTO3aMHUH-4-
cynbgarasbl
VIl MIIC VII | Cnas GUSB Jedurur B-{7921.11 |253220
TJIIOKYPOHH1a3bl
IX MIIC IX |HemocTaTto4HOCTH HYAL1 Hedunur 3p21.31 |601492
THATYPOHH1a3bI THATYPOHHUIA3bl
ITpunoxxenne A3.2
Bripaxennocts kiauHndeckux nposisienuit MIIC II B paznom Bo3pacre
Cucrema CumnTom Hetn [TopocTKu/B3pOCIIbI
e
Cepneuno-cocynuctas | Kapauomuonarus + +
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VYTonenne CTBOPOK KlanaHoB | +++ +++
HC Hapymenue nosenenus ++ ++
IlepBukanbHas MUEIONaTHS + +
I'uaponedanus ++ ++
3ajepKKa M OTCTaBaHMe B|+++ ++
pa3BUTUU
Cynoporu ++
Hapyrienue riioranus +/-
[MTumeBapureabHas JNuapest +/-
cneremMa I'enaTocrieHOMeraus +++ +++
Opran ciryxa Tyroyxocts ++ ++
PenuauBupyrommit cpenHun | ++ ++
OTHUT
Opran 3peHus Juctpodus ceTyaTku +/- +/-
Ckenerno-meimmeunas | HecraGunpHOCTB aTila"To- |+ +
aKCHAJIBHOTO COYJICHEHUS
TyHHENbHBIN KapIaJbHbIN | ++ ++
CUH/IPOM
['pyOsbie uepThl HLIa +++ ++
Hucnnazus ThC ++ ++
MHOXeCcTBEHHBIN TU30CTO3 + +
I'pbixu +++ ++
KonTpaktypsl cycTaBoB +++ +++
Kudos ++ +
Makponedanus +++ ++
JprxarenbHas OOCTpYKTHBHOE alTHO? BO CHE | +++ +++
PecrpuktuBHOE  3a0oJieBaHUE |+ +
JIETKUX
OO6cTpyKIHs BEPXHUX | +++ +++
JbIXaTEeNbHBIX MyTEH
CrenuaibHbie Jlepmaras cynbgar B Mode ™M ™M
1abopaTopHbIE TECTHI Temapan cymbbar B Moue M M
Wnyponnnasa Wi Wi
Oo6mue I'AT' B Moue ™ ™
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[Tpunoxxenne A3.3

Yacrora nposenenus odociaenosanus y nanuenros ¢ MIIC II tuna

HUccnenosanus

[Ieponau
ajbHas
OILICHKA

Kaxnrie
6 mec

Kaxnrie
12 mec

Opun pa3 B
2 roga

[Ipuem Bpaua-reHeTHKa

X

[TonTBepxkaeHNE UarHo3a

AunamHe3 00JIE3HU

Knunnueckuit ocMOTp Bpava-nieiuarpa

Pocr, Bec, OKpy>KHOCTb TOJIOBBI

BeinocnuBocts (6MTX) <1>

OcMoTp Bpaua-HEBpoJIOTa

XX | X | X

OcMoTp Bpada-HEHpOXUpYypra

KomnerorepHas Tomorpadus WIH MarHuTHO-

pesonancHas Tomorpadus (MPT) ronoBHOTO
IIO3BOHOYHHKA

Mo3ra,

XXX XXX XXX

KorautusHoe TectupoBanne (DQ/1Q) <2>

DnekTposHIedarorpamma

X

CxopocTb HepBHOM TIpoBOAUMOCTH/ DM

OcMOoTp Bpaua-oTOPHHOJIAPUHTOJIOTA

OHIOCKONUSA HOCOTJIOTKHU

X

OcMoTp Bpaua-cypA0s10ra-0TOPUHOIAPUHTOJIOTa

Aynuomerpust

OcmoTtp Bpaua-odranapmosiora

Octpota 3peHus

OCMOTp T'JIa3HOI'o0 AHa

HccnenoBanue poroBUIlsI

XX | XX

OCMOTp Bpada-IIyJIbMOHOJIOTa

®B/J]

X

Hccnenosanne
CHA/TIOIMCOMHOTpadust/KapIMOPECITHPATOPHBIN
MOHHUTOPHHT

XXX XXX XXX XXX X[ X

OCMOTp Bpada-ACTCKOIro KapanuoJjora

DnexTpokapauorpaMmMa

Oxokapauorpadus

OcmoTp Bpaua-TpaBMaToJIOra-opTonena

Pentrenorpaguu ckenera

VY3U opraHoB OproLIHOM MOJIOCTH

OcmoTp Bpaua-pu3noTepanenTa

[Tpuem Bpaua no neuebHOM PpU3KynbTYpe

XXX | X[ X|X|X|X
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OcMoTp Bpada-cTromMaToJiora X X

JlaboparopHble Hcce0BaHus
Omnpenenenue AT’ X X

buoxummueckuii anamu3 kposu (AJIT, ACT, obmmit u | X X
npsiMO¥ OMITMPYOWH, XOJIECTEPHH, TPUTITUIICPHIBI)

<1> Jlna neteil crapiie 5 jeT; pacCTOSHUE, IPOHAECHHOE 32 6 MUHYT (IPEANOYTUTEIbHBIM SIBJISIETCS
TOT € IMPOMEXYTOK BPEMEHH, YTO M B MPEIAbIIYHIMX TECTaX 3TOr0 MAalUEHTa); YUCIO CTYIEHEH,
MIPOMJEHHBIX BBEPX 3a 3 MuHyThl. OuenuBarorcsa nokasarenu carypauuu SpO2, Y/, UCC no u nocie
Harpy3Ku.

<2> DQ wumu Kospduument ymcrBenHoro passutus (KYP) — cmoco6 cpaBHeHus
WHTEJUICKTYaJIbHOTO Pa3BUTHsI, CBOMCTBEHHOTO JJAaHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEH pebeHka
M0 OTHOIIEHUI0O K €ro CBEPCTHHUKAM), C XPOHOJIOTHYECKHM BO3pacToM ((PaKkTHYECKUM BO3PACTOM
pebenka).

KYP paccuntbiBaeTcsi JEIEHMEM HMHTEIUIEKTYaJbHOTO BO3pAacTa Ha XPOHOJOTHYECKHH U
ymHoxeHueM Ha 100 mist mosrydenus menoro uncia. Cpeaauit kodhGUIMEeHT yMCTBEHHOTO Pa3BUTHSI ISt
m000T0 Bo3pacTa cuutaeTcs paBHbIM 100.

[Tpunoxxenue A3.4

3a0op OmomaTepuasa il JUATHOCTUKH B MATHAX KPOBH

KpoBb coOupaercss Ha CTaHIAPTHYIO

kapTouky-pmibTp (N 903), koTopas a N
MIPUMEHSIETCSI TSt CKpHUHMHTA
HOBOpPOXJEHHBIX B  Poccuiickoi

(DeﬂepaHI/II/I WX aHAJIOTHYHYIO JJIA Mo o sty Afasu Tortmand cvisar MO e A vesn Afa A ek

HoﬂyquHH nyoro IIsITHa KpOBI/I . Kanau 40AXHS! NOAHOCTEIO NPONUTATS KPYXKK C OGDBTNOH CTOPOMB
*  He xacaiirecs 0SnaCTH, NPONUTANHOM KPOBLIO

Kposb MOJXKET OBITh, KaK

KanuuisipHas (M3 maniblia, MITKH), TaK
U BeHO3Has. BeHo3Has  KpoBb
coOupaercs B MPOOUPKY, aKKypaTHO
MEePEMEIIMBACTCS M 3aTeM OBICTPO C
MOMOIIBI0 THIIETKH HAHOCUTCS Ha
¢uneTp mo 25-50 MKI KpoBH Ha

Pucynok 1. OOpaszerny mNpaBWIBHOTO HAHECEHHs KPOBH Ha
KapTOUuKy-(QUIbTp
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KOKIYI0  BBIICICHHYIO  0OJIACT. 27 27N TN TN TN
Heo6x01MMo ~ XOpOIIO — IIPONHUTATh | HR ) { )\ ! V\ ! )
BBIJICJICHHYIO 001acTh Ha (QUIBTPE Nus? Nl N Nt N
(puc. 1). IIpeAnOYTUTENEHO COOUPATH 003 8 2023-10 0000020001

o0pa3upl nocie ensl yepe3 40 MUHYT
— 1 yac. Bo3MoxHO  TaKxe
OCYILIECTBUTHh ~ 3a00p  KpOBU U
HATOIIIAK.

o
Ha xaprouke-¢uibTpe 0053aTEIBHO P 4 6 0010608
JOJDKHBI OBITH YeTKo ykazanel ®UO,
KEeM U OTKyJa HampaBlieH IalleHT, e e s -
JaTta poXKICHUs U Tele(OH Jeyaliero
Bpaya (pUCYHOK 2). 0 v
OOpazer;y cyxoro nmsTHaA  KPOBH ATy Fionon] Ampec
BKJIaJIbIBA€TCS B UHUCTBIM KOHBEPT,
au6o B uucTeld (¢aiin. Kaprtouka-
E-mail aparea
¢uIbTp He JOJDKHA CONpPHKAcaThCs C
IPSA3HONM  TOBEPXHOCTBIO W C Tarbon spove
o0Opasmamu Apyrux narueHToB. Tect
Heo6X0MMo TIPHUIIOKUTH K 00pasiam Loty |_Jsena |_J s | Jiamcs | Jumaiatiz: LJussdes

P bt Y
MH(OPMUPOBAHHEIE cormacus [ Conshinth e My

IIaleHTa NN €ro 3aKOHHBIX
IIpEeICTaBUTENE  Ha  npoBelcHHeE | PucyHok 2. OOpaser kKapTouku-(uibTpa
J1a00paTOPHBIX MCCIICIOBAHUN

AJITOPUTM JIeificTBUI MEeUIMHCKOT0 NMEPCOHAJIA NP B3SITUH 00Pa31[0B KPOBH

- BBIMBITh PYKH (TUTHEHUYECKHI YPOBEHbD), Ha/IeTh MepUYaTKH;

- BBIMBITh PYKH TIariuenTa (TaTky peOeHka, B cirydae, €Clid KpOBb OEpeTCs U3 TIATKH);

- TpoTepeTh o00JacTh MPOKAIbIBAaHUS CTEpUIbHOW canderkoir, cmoueHHoil 70% couprTom,
MMPOMOKHYTB CYXOW CTePHUIIBHOM caliheTKo;

- POKOJIOTh CTEPUIILHBIM OJIHOPA30BbIM CKapUPHUKATOPOM;

- CHSITb MEPBYIO KAILIIO KPOBU CTEPUIIbHBIM CYXHM TaMIIOHOM;

- MSITKO HAJIaBUTh IS TIOJTy4€HUsI BTOPOH KaIllu KPOBH;

- IPUJIOKUTH MEPIEHAUKYIIIPHO TeCT-0JIaHK K Karie KPOBHU U MPOIMUTATh €0 KPOBBIO HACKBO3b;

- QHAJIOTMYHBIM OOpa30M HAHECTU Ha TecT-ONaHK 6-8 Kamenb, BUJA MNSATEH KPOBH JOJDKEH OBITh
OJINHAKOBBIM C 00€UX CTOPOH.

- BBICYILIUTH TECT-0JIaHK B TOPU30HTAIBHOM TIOJIOKEHUU HA YUCTON 00€3)KUPEHHON TOBEPXHOCTH HE
MeHee 4 4y 06e3 MpUMEeHEeHUs TeIUI0BOI 00pabOTKH U MOMaiaHus IPSIMbBIX COJTHEYHBIX JTy4eil;

- yHakoBaTh TECT-OJAaHKM B YHCTHIII KOHBEPT TakuM oOpa3oMm, 4YTOObl MATHA KpPOBU HE
COTIPUKACAIIHCh.

OcoOennocT npu MH(QY3NOHHOM Tepanuu

HekoTopble manueHTsl MOTYT MOJIydaTh WH(QY3HMOHHYIO Tepanuio, MNepeluBaHue KOMIOHEHTOB
KpOBH, 4YTO MOJKET OKa3aTb BJIMSHME Ha PE3ylabTarbl TeCTOB. Hampumep, npu mepenuBaHuM ILIa3Mbl
KPOBH MOTYT OBITh IOJYYEHBI JIO)KHOOTPULATEIbHbBIE PEe3ylbTaThl, TAK KaK OIpenensieMble (epMEHTHI
HaXOJATCS B IJIa3Me U B KJIETKaX KpoBHU. PekoMeHayeTcs oCyIecTBUTh 3a00p KPOBHU Ul (EPMEHTHOM U
JIHK-nuarsHocTuku He paHee yeM depes 6-7 AHEl mociie epesinBaHus IU1a3Mbl KpoBH U uepe3 7-10 nHeit
IIOCJIE NIEPEITUBAHNS KOMIIOHEHTOB KPOBH.

He nomyckaercs 3a60p KpoBu:

- cpa3y 1ocie nNpoBeACHUs MalUEHTy HH(Y3HOHHON Tepanuu;
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- Cpa3y MocCJjiC 3aMCHHOT'O IICPCIINMBaHUA KPOBH.

XpaHeHHe H TPAHCTIOPTHPOBKa OMomMarepuaJia

OO0pa3s1bl BBICYIIEHHBIX MATEH KPOBU MOYKHO XPAaHHUTh B OOBIYHOM Kamepe XonoauiabHuKa npu +4 C
1o otnpaBku. CpoK XpaHEHMsI IO MOMEHTa OTHPaBKU HE JOJDKEH IpeBbliarh 7 nHed. Eciau xpaHuTh
JOJIbINE U IIPH 00JIee BEICOKOW TEMIIepaType, TO aKTUBHOCTH (DepMEHTa JTa)ke B HOPME MOKET CHUYKATHCS,
YTO IPUBENET K JIOKHOIIOIOKUTEIbHBIM PE3yJIbTaTaM.

[Tpunoxenue A3.5
Tect 6-MuHyTHO# X0ab061 (6MTX) [28]

Cnenyer TOMHUTB, YTO MJIsi TeCTa O-MHHYTHOM XOJbObI HUMEIOTCS Cieayronue aOCOTIOTHBIE
MPOTUBOTIOKA3aHM: OCTpasi 00JIb B TPYJHOM KIIETKE, NEKOMIICHCUPOBAHHAS CEpleYHasi M JbIXaTeabHas
HEJIOCTAaTOYHOCTh, OCTPhIC 3a00JIEBaHMS, JINXOPAJIKa, 3a00JE€BaHMs OMOPHO-IBUTATEIHLHOTO arapara,
MPENSATCTBYIONINE BBHITOJTHEHUIO TTPOOHI.

K oTHOCHTENBbHBIM MPOTHUBOMOKA3aHHUSIM MOXHO OTHECTH BBIPOKEHHYIO OpajuTaxvuKapIuio,
BBICOKYIO apTEepPHAIBHYIO THIIEPTEH3UIO U BO3pacT peOdeHka. ManbliaM TPYAHO OCO3HATh W UCTIOJTHHUTH
BCE MPaBWJIa TECTA, IIOPTOMY OH PEKOMEHIOBAH ISl ICTEH OT S JIET U cTapiie.

Ecnu manmeHT HaxoIUTCA HA MOCTOSTHHOW KUCIOPOJIHOM MOJACPIKKE, CKOPOCTh MOJAa4d KHCIOpOaa
MIPU TIPOBEJICHUU TECTA JIOJDKHA COXPAHATHCS B COOTBETCTBUM C MPENMUCAHUEM Bpaya, HA3HAYMBIIETO U
KOHTPOJIMPYIOIIETO TEPATTHIO.

[IpoBenenue Tecra HEOOXOAMMO HEMEICHHO MPEKPATUTh B CIIydae BOSHUKHOBEHHS OOJIM B TPY/IH,
CUJIBHOM OJIBIIIIKH, CYIOPOT B HOTAX, TOJIOBOKPYKEHHS, IOTEPH YCTOMYMBOCTH, HapacTaromiel ciaboctu
U IBHON OJIETHOCTH.

6MTX nmpoBOAUTCS B MOMEIICHUH, XOPOIIO 3HAKOMOM TMAalMEHTy, UMEIOIIEM JI0CTATOYHO JJIMHHBIN
KOPHUJIOp C TBEPABIM MOKphITHEM. J[JTMHA MPOXOAUMOTO MyTH JOJDKHA COCTAaBJATh HE MeHee 30 MeTpoB ¢
pasMeTKoi Kaxible 5-10 MeTpoB, a TakkKe TOYKaMHU IMOBOPOTOB/pa3BopoToB. Ha oOomx KOHIAX MyTH
HY)KHO pa3METHUTh Kpecja Uil TOJATOTOBKM W OTAbIXxa mamueHTtoB. Kpome Toro, HeoOXoaumo
1M03a00TUTHCS O HATMYWK UCTOYHHMKA KUCIIOpoa U aepudpuiuistopa.

Taxoke sl TecTa BaM TOHAIOOWTCS TOHOMETp, Yachl C CEKYHJIHOM CTPEJIKOM, MYJIbCOKCUMETP H
tenedoH. TecT pekoMeHIyeTcs MPOBOIUTH B YTPEHHHE Yachl TOCJE JIETKOro 3aBTpaka. Ha marumente
JOJDKHA OBITh ymoOHas oJeXaa W TMOAXOJAIIas JUisl MPOTYJAKH OOyBb. 3ampelieHbl WHTCHCHBHBIC
(dbu3uYecKue Harpy3kd MeHee YeM 3a JiBa Jaca J0 UCHbITaHus. JIedeHne manuenTa npoxoIuT B 0OBIYHOM
pexxume. Ecnu B moBceAHEBHOM KU3HU PEOCHOK UCIIONIB3YET AJISl XObObI TPOCTh, KOCTHLIN WU XOTYHKH,
clieyeT OCTaBUTh WX H ans Tecta. llepenq Hauamom mnpoObl MAlMEHTy HEOOXOAMMO H3MEPUTH
apTepualibHOE  JaBJICHHWE, 4YacTOTy CEpACYHBIX COKpAllleHWW, 4YacTOTy [bIXaHHUS, MPOBECTU
MyJIECOKCUMETPUIO.

Tect 6-MuUHYTHOM XOIBOBI 3aKIIOYAaETCS B TOM, YTO PEOCHOK MOJKEH 3a 6 MUHYT MPOWUTH
MaKCHUMaJIbHO BO3MOIKHOE JUIsl C€0sl pacCTOSTHUE Ha TPeKe B KOMGMOPTHOM IS ce0s TemIe. 3anmpeniaeTcs
MEePEeXOIUTh Ha OEr WM MPBIXKKH, HO MOXHO 3aMEUIUTHCS WIM OCTAaHOBUTHLCS, €CIM BO3HHUKAET Takas
OTPEOHOCTb.
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[Tpunoxxenue A3.6

OcHOBHbBIE MEPONPUATHUSA NMPH OKA3AHUU MTOMOIIH MAIIUCHTaM € aJIJ]epFH'IECKOﬁ peakuneﬁ Ha

npenapat [29]

Annepruyeckas peakuus (AP)

OcTaHOBUTH UH(DY3UIO

OueHUTh CTENEHb AJIEPTUUYECKON PeaKIUU

CUCTEMHOTO JCUCTBUS B BO3pPACTHOU
JO3UPOBKE

Jlerkas AP: nuxopanka, | Tsoxemass AP:  BbIpakeHHass  KpanuBHHIA, OTEK  JIUIIA,
MTOKPacHEHHE, CHIIIb, JIeTKas | 3aTPyIHEHHOE TIBIXaHue, MIPOSIBIICHUS cepaeyHOn
KparvBHHUILIA. HEIOCTaTOYHOCTH U JP.

nbynpoern wunm  mapaneramon**, | uGynpodeH wiM mapareraMmon**, aHTUTHMCTaMHUHHBIE CPEICTBA
AHTUTHCTaMUHHBIE CpEe/ICTBA | CHCTEMHOTO  JICHCTBHS,  KOPTUKOCTEPOUIBI  CHCTEMHOTO

neiictBus (1-2 MI/Kr/cyT no npeaHu3oJoHy**), eciii BO3SHUKHET
HE00X0UMOCTb — 3NuHeppuH™** <1>

Habmronenue 3a manmeHToM

[IponomxkaeTcs: peakysa Ha BBEICHUE

Her peakunu Ha BBeeHUE

OctaHoBUTh  HH(Y3UIO
BO300HOBJIATE B OTOT J€HD

u HE

[IpoaomxuTs MHGY3UI0 HA HEOOIBIIIONW CKOPOCTH

Crnenyromy HHPY3UIO MTPOBOJIUTH
MPEABIYIIYIO CXEMY).

Ha HEOOJBIION CKOPOCTH TMOcie NpeMeAuKanuu (MOBTOPUTH

<1> OCHOBHBIC MEPOTIPHUATHS NPH OKa3aHUW MOMOIIY MAIMeHTaM ¢ aHa(QUIAKTHYECKOW peaKiueit

cM. [Ipunoxenne A3.7.

[Tpunoxenue A3.7

OcHOBHBbIE MEPONIPHUATHS MPH 0KA3AHUH MOMOIIM MANIMEHTAM ¢ aHaduIaKTHYecKoil peakiueii [30,

31]

HperaTI/ITe BHYTPUBCHHOC BBCACHHUC TCPAIICBTHYCCKOIO JICKAPCTBCHHOTO CPEACTBA, KOTOPOC
BBI3BIBACT aHa(bI/IJIaKCI/IIO ninv, C€CJIN IIaouMCHT Hadal OTMCE4YaTb HM3MCHCHHA B O6H_I6M
CaMO4YyBCTBUHU

Onenute KpoBOOOpaleHHE MalreHTa (MyabC), MPOXOJAUMOCTh IbIXaTeNbHBIX MyTeH (Y4acToTy
JIBIXaHUSI), TICUXMYECKOE COCTOSHHE, YPOBEHb CO3HAHUs, apTepuaibHOE NaBJICHHE, HAIUYUE
KOXKHBIX MPOSIBICHUNA, YTOUHUTE Maccy Tela

Beenute snuHegpuH** BHYTPUMBIIIEYHO B NEepeHe-00KOBYIO MOBEpXHOCTh Oenpa), 0,01 Mr/kr
(makcumyMm 0,3 mr getsm 6-12 ner; 0,15 mr merssm mo 6 jer). 3anuIuuTe BpeMs, BBEACHHYIO
703y U, NpU HEOOXOAUMOCTH, NOBTOpUTE depe3 5-15 MuH. BonblIIMHCTBY NalnuMeHTOB
Heo0xoauMo 1-2 103bl anuHeppuHa™™*.

He pexomenayercs BBeneHHe B 04HO MecTo 1 M u Oosee snuHedpuHa™**, Tak Kak, obianas
O0JIBILIMM COCY/IOCYKHUBAIOLINM JICHCTBHEM, OH TOPMO3HT U COOCTBEHHOE BCAChIBaHHUE.

IlonoxxuTe mnamueHTa Ha CIIMHY €CJIn HUMCCTCSA pecnnpaTopHmﬁ AUCTPECC /M pBOTA;
NOJHUMHUTE HHMXHHEC KOHCYHOCTHU (HaI_II/ICHT HC JOJDKCH CTOATb, CUIACTH HWJIHW [OBHUIAaThCA,
MOCKOJIBKY 3TO MOZKCT IMPUBECTU K BHE3aIMHOM CMCPTHU B ClIyHdasax TSKEIOH aHa(I)HHaKTOHI[HOﬁ
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peakuuu). 3aIpOKUHbTE U MOBEPHUTE B CTOPOHY I'0OJIOBY, BBIBEAUTE BIIEPE] U BBEPX HUKHIOIO
YeJOCTh, MPUOTKPOUTE POT, 3aQUKCUPYHTE S3BIK, yAATUTE CIU3b U3 BEPXHHUX JbIXaTEIbHBIX
IyTEH, ECIIM B TOM IOSIBUIIACH HEOOXOJUMOCTb.

S) [Ipu mnokKa3aHusAX mgaiiTe MAOMOMHHUTENBHO KucCIOpox (6-8 1/MUH) uepe3 MacKy WIH
opodapuHreabHy0 Tpyoky (Bo3ayxoBoa opodapuHreansHbii)

BAX |bera-agpeHo0I0KaTOPEl YMEHBIIAIOT TepaneBTuuecKkuii 3ddexr snuunedpuna**. Ycunmparor
HO  |noGounsie 3¢ dexTs! snuHepprHa™™ CHMIIATOMUMETHKH, JUTOKCHH**,

[Tpunoxxenue A3.8

PacumdpoBka npumeyanmni
** — mpemnapaT BXOJUT B NEpPEUYeHb KU3HEHHO HEOOXOAMMBIX M BAXKHEHIIMX JEKapCTBEHHBIX
npenapaTtoB (Pacnopsikenue IpasurensctBa PO ot 12.10.2019 N 2406-p) "OO yTrBepk’ACHUU MEPEUHS
KU3HEHHO HEOOXOJMMBIX M Ba)KHEHIIMX JIEKapCTBEHHBIX MpemnaparoB Ha 2020 roj, a Takxke nepedHen
JIEKapCTBEHHBIX IMpEenapaToB Uil METUIMHCKOTO TPUMEHEHHMs] W MHHHMAJIbHOTO acCOPTUMEHTa
JIEKapCTBEHHBIX IMPENnapaToB, HEOOXOIUMBIX JUIsl OKa3aHHUSI MEAUIMHCKOW momomu") (C U3MEHEHUSIMH,
BHeceHHbIMH PacnopsokenueM IlpaButensctBa PD ot 23 nHoa6ps 2020 r. N 3073-p "O BHeceHuu
n3MeHeHui B pacnopsiokenue [pasurensctBa PO ot 12 okta6pst 2019 r. N 2406-p.)

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIMH JISKAPCTBEHHOTO CpPEACTBA
TOKa3aHUN OCYIIECTBIISETCS 10 PEIICHUIO BpauyeOHOW KOMUCCHH, C pa3pemmeHns JIOKaTbHOTO STHYECKOTO
KOMHUTETa MEIUIIMHCKOM opraHu3anuu (Ipy HAIWYMK), C YCIOBUEM MOANMCAHHOTO MH()OPMUPOBAHHOTO
CoTJIacus pOJUTENeH (3aKOHHOTO MIPEACTaBUTEINS ) U TTAlIUEHTa B BO3pacTe crapiie 15 ner;

**X — MEIUIIMHCKOE U3/1eHe, UMIUIAHTUPYEMOE B OpPraHU3M YesloBeKa IPH OKa3aHUM MEIUIIMHCKOM
IOMOIIM B paMKaX IpOrpamMMbl TOCYJAapPCTBEHHBIX TapaHTUI OECIUIATHOIO OKa3aHWs TpakaaHam
MEIUIIMHCKON ITOMOIIH.

Ctpanuua 35 us 47


http://disuria.ru/

KnuHuyeckme pekomeHgaummn — Mykononucaxapvgos tun Il — 2021-2022-2023 (19.01.2023) — Y1BepxaeHbl MuHsgpasom PO

IIpunoxenue b

AJropuTMBI AeficTBHI Bpaua

MaunenT ¢ cumnTomas MNC II Tema

v

OnarvocTika

KoucynsTauns

NpodHALHOM
cneunanueTa
Hazxavwewnme 3T e
Mo=wnTopmHr
COCTORHMA
NauMeHTOSR,
nony-<asoupo ©3T
CHMNTOMaTHYECKAR Tepanus
JA
HET Peabunutauns
| MNoxazasa xoppexwma O3T7

ITpunoxxenne B
Nudopmanms 1 nauneHTa

Cungpom Xanrepa

Cunzppom Xanrtepa wim Mmykononucaxapuno3 II (MIIC II) — ogHa w3 caMbIX 4acThiX (opm
mykornosmcaxapuno3oB (MIIC). BrnepBbie 3a0oneBaHue ObUIO OMUCAHO KaHAJICKUM BpadyoM Yapib3zom
Xantepom B 1917 rogy y nsoux OparbeB. MIIC II sBnsieTcs o4eHb MHOTOJMKHAM 3a00JI€BaHUEM,
BKJTIOYAIOILIUM KaK OYEeHb TSDKEJbIe, TaK U OoJiee jJerkue Gopmbl 00JI€3HU.

K cosxanenuto, BbUIEUUTD JaHHOE 3200J1€BaHNE HEBO3MOKHO, HO CYILIECTBYET MHOXKECTBO MOJIX0I0B
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HOZ[Z[ep)KI/IBaIOH_Ieﬁ TCparru, MO3BOJIAKOIINX CYHICCTBCHHO YIYUIIWUTH KAa4YCCTBO JKU3HU ITAIIUCHTOB. C
2006 roma moiy4Ms MPUMEHEHHME Mpenapar, KOTOPBbIM MO3BOJSET 3aMEUINTh IPOrPECCHpPOBaHUE
00JIe3HH, CMATYUTH HEKOTOpBIE M3 €ro mposiBienuil. [loMmumo mpemapara HEoOXoaUMO HE 3a0BIBaTh, O
CUMIITOMAaTHYECKOM TCparunu, (I)I/I3I/IOTepaHI/II/I, pea6I/IHI/ITaL{I/II/I U IO3UTHUBHOM OTHOIICHHHU K XU3HU
YJICHOB CEMbBH.

IIaTorenes

[Ipu Bcex MyKoIoJMcaxapuio3ax Hapymaercs OOMeH (pacleIUIeHHe) TIIMKO3aMUHOTIIMKaHOB
(IAT') — 0COOBIX CTPYKTYPHBIX KOMIIOHEHTOB COCIMHUTENbHOW TKaHU. Al — 3TO JUIMHHBIE LENOYKH
MOJIEKYJI caxapa, KOTOpPbIE COEAMHSIIOTCS ¢ OEJIKaMH U CIIY)KaT BaKHBIM CTPOUTEIbHBIM MATEPUATIOM JAJIS
KOCTeH, Xpsleil, KOKH, CyXOXKWINH, KJIallaHoB cepjua U MHOTUX Apyrux TkaHed. ['Al cogepxarcs B
BSI3KOM CHHOBHAQJIBHOM JKHJIKOCTH, KOTOpas YBIAXHSAET CYCTaBbl, BXOJAT B COCTaB CYCTaBOB H
CYXOKWJIHH, KJIanaHOB cep/a. B HopMe MporCcXoauT MOCTOSIHHBIN mpoliecc oOpa3oBanus "HOBBIX" AT
n pacwerienus "crapeix". Jns mpouecca pacmieruieHus u nepepadotku AT HeoOxonuma rpymma
0co0bIx OenkoB-pepMeHTOB. s Toro urtoOsl pacmenuts ['Al' pepmenTsl paboTatoT o ouepenu, Apyr
3a JIpyroM M pacHICIUIIOT JIMHHYI0 Mosiekyny Al ma wactu. V manmentoB ¢ MIIC oTcyrcTByeT
dbepmenT (ocoObrit s kaxaoro tuna MIIC), koTopeiii HEOOXOIUM JJIsi pacHIEIJICHUST OMPEACIICHHOTO
I'AT.

VY namuentoB ¢ MIIC II tuna npoucxoaut HapyuieHue padoThl 0co00ro epMeHTa, Ha3bIBaeMOIo
UAypoHaT-2-cynbdaraza, KOTOpeId HeoOXoauM Juis pacmieruieHus nByx Al — mepmaraHcynbdarta u
renapaHcyibgaTta B 0COOBIX CTpYKTypax KieTok — juzocomax. [Ipu MIIC II ¢pepmeHT MO0 MOTHOCTHIO
OTCYTCTBYET, JINOO CHM)KEHA €r0 aKTUBHOCTb.

Hepacmeriennsle nepmarancynbdar W TremapaHcyiabdar camu 1Mo cebe He TOKCHYHBI, HO
MOCTETIEHHO HAKAIUIMBAsACh B KJIETKAX, BHI3BIBAIOT HAPYILIEHUS UX PAOOTHI.

TsokecTs 3a00JeBaHUS OMPEENAETCS CTENEHBI0 AKTHUBHOCTU (epMeHTa UAypOHaT-Cyib(aTasbl.
HccnenoBanus mokasanu, 4To Mpu 0oJiee Jerkux ¢popmax 00J€3HU, aKTUBHBIA (PEPMEHT MPUCYTCTBYET B
opranu3sMe B HeOonbpIIOM KojuuecTtBe. K coxaneHuio B HacTosmiee BpeMsl HET crocola
CIPOTHO3UPOBATh, TSDKENOW WM Jierkod Oyzer Oone3nb. dopma 3a0o0jieBaHUS yCTaHABIMBAETCS
KIIMHUYECKH BPayOM IO COBOKYITHOCTH CUMIITOMOB M CKOPOCTH MPOTrpecCUpOBaHUs 3a001eBaHMUS.

MIIC II ouens peakoe 3abosieBanue. [lo olleHKaM CIEMAIMCTOB €ro 4YacToTa MPUOIM3UTEITHHO
1:140000-1:156000 >xuBbIX HOBOPOK/ICHHBIX.

HacsenoBanue cunapoma XaHrepa

Cunapom XaHTepa UMEET PELEeCCUBHBINA X-CUEIUICHHBI TUI HACIEA0BAHMS. DTO 03HAYAET, YTO I'eH
3a00J1€BaHUs HAX0IUTCsA Ha X-XpomocoMe. YToObI MOHATH, KaK 3a00JIeBaHHE HACIEAYETCsl, HEOOXO0IUMMO
MOSICHUTh OCHOBHBIC TIOHSATHUS TCHETHUKU. Y KaXJI0TI0 YeJIOBEKa MMEETCS JIBOMHON HAOOp reHOB, OJIUH U3
KOTOPBIX OH IOJIy4aeT OT MaTrepu, IPyrol — ot otua. X- U Y-XpOMOCOMBI ONPEAEIISIIOT MMOJ YeJIOBEKA.
MyXuuHBI UMEIT OJHY X-XPOMOCOMY, IOJYYEHHYKO OT MaTepu U OAHY Y-XpOMOCOMYy OT oTua. Y
KEHIIMH B HAJTMYUU JIB€ X-XPOMOCOMBI, YHACIEAOBAHHBIE OT MaTepu U OT oTua. Takum obpazom, MIIC
II GoseroT TOJBKO ManbUMKH, & JEBOYKU 32 MCKIIOUEHUEM PEIKUX Ka3yHUCTHUUYECKUX CIy4yaeB HE MUMEIOT
cumnrTomsl 3aboneBanus. Ecnu xenuuna ssusercst HocuteneM MIIC 11, to cymectByer 50%-Hblil puck,
YTO OHA mepenact 3aboneBanue cBoemy cbiHy BMecte ¢ reHom MIIC I, mHaxonsammmcs Ha X-XpoMocoMe.
Opnako, ecnu peOeHOK TOMy4YyuT "3A0poByH0" X-XpoMocomy, 3a00JieBaHHS HE BO3HHMKHET. Takxke
cymectByeT 50% BepOSITHOCTb, 4YTO J0Yb IKCHIIUHBI-HOCUTEIBHHUIIBI TOXe OyIeT HOoCUTeIeM
3a00JieBaHMs U B OyIyIIeM CMOXKET mepeaars 0ole3Hb BHYKY. Hocurensimu 3a00neBaHUS TakKe MOTYT
OBITh U CECTPBI MAaTEPH, IOITOMY OUYEHb BaYKHO YTOUHUTH SBJISIETCS JTU MaTh peOeHKa HOCUTENEM 00JIe3HU
Y TIpH He0OXOTUMOCTH — 00CIIe0BAaTh POJICTBEHHHUII )KEHCKOTO TI0JIa B CEMbE MaTEPH.

B cnydae moaTBep:KIeHHS HOCUTENLCTBA 3a00JIEBaHUS BO3MOXKHO TPOBEACHHE MpEeHATaTbHOU
JMArHOCTHKH — T.€. OTIpeJielIieHHne Ha paHHUX CPOKax OepeMEeHHOCTH OyneT peOeHOK OO0JIeH WK 310POB.

Crnenyer Takxke OTMETUTh, 4To MaTh pebdeHka ¢ MIIC II B psge ciaydaeB MOXKET HE SBISATHCS
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HOCHTEJIEM 3a00JIEBaHUS U PUCK TOBTOPHOTO POXKIEHHS B CEMbe 0OJILHOTO peOeHKa MUHUMAJIbHBIH.

g onpenenenust HocurenabcrBa MIIC II ucnonssyerca JIHK-ananus. Onpenenenue akTUBHOCTH
(epMeHTa He BCera BISETCS JOCTOBEPHBIM METOIOM.

Bcee cembpu ¢ MIIC Il nomkHBI 0053aTeNbHO MPONTH MEIUKO-TEHETHUECKOE KOHCYIbTUPOBAHUE U
MOJIyYUTh TMOJHYIO HH(POpPMaLMI0 OT Bpaya-T€HETUKA O PHUCKE IOBTOPHOTO IPOSBIEHUS JIAHHOTO
3a00JIeBaHNs B CEMbE WJIM OOCYIWUTH JIPyrHe BOINPOCHI, CBA3aHHbIE C HAcieJoBaHUEM 3aboieBaHus. B
Poccun Menuko-reHeTnueckre KOHCYJAbTaluu padoTaloT B KaKJIOM PETHOHE.

Kak ycranaBiuBaioT q1uarnos?

Bpauu Ha OCHOBaHUM KIMHUYECKHX CUMIITOMOB MOTYT 3all0J03pUTh 00J€3Hb. 3aTeM MPOBOJATCS
nabopaTopHbIe TECTHl M HMHCTPYMEHTaNbHOE wuccienoBanue. llockonbky pasubie Tunsl MIIC oueHb
MIOX0XKH IO CBOMM KIMHUYECKUM MPOSBICHUSAM, HEOO0XOJAMMO MOATBEPAUTH JMArHo3 C IOMOIIbIO
nabopatopHbIX MeTo/10B. Ha mepBom 3tame npoBoAuTcs ompesenenne ypoBHs dkckpenuu AL’ B moue,
KOTOpbIi Bellle y manueHToB ¢ MIIC, yeM y 310poBbIX Jt0Jeil. BTopbIM 3Tanom mpoBoAUTCS U3MEpEHNE
aKTUBHOCTH (epMeHTa HIypoHaT-cyiab(dara3bl B KJIETKaX KpPOBH, IMSITHAX BBICYIIEHHON KpOBU WM
KylnbType KOXHBIX (pubpobnactoB. B nmampueimem pexomenayetrcs mnposenenune [IHK-aumarnoctukm
(ecnn akTUBHOCTH (hepMeHTa ObLTa CHIDKEHA) Yy peOeHKa, a 3aTeM y MaTepH, IS yTOUYHEHUS SIBIISIETCS TN
OHa HocHTeJeM OO0JIE3HH.

Kinununuyeckue nposiBjieHusi CHHApPoMa XaHTepa

CreneHp BBIPaXEHHOCTH KIMHUYECKUX MPOSIBICHUN NIPH CHHApOME XaHTepa pa3iudHa. M3BeCTHBI
KpaiiHe Tspkenble (Gopmbl 3a00JI€BaHUS, KOTOPbIE MPOSBISIOTCA YK€ B paHHEM JETCTBE, M JOBOJIBHO
nerkue, Msrkue (Gopmbl 0osie3HU. B HEKOTOpBIX CilydasX HalM4yue CHHApPOMa XaHTepa HE BIHUSET Ha
MPOJIOJKUTENFHOCTD KU3HU IMallMeHTa, HO KauecTBO KU3HHU, 0€3yCIOBHO, CTpaJaeT MpHU Bcex (popmax
00se3Hu.

OcHoBHas 3amaya Bpadeld, OJM3KUX M CaMOTO TAalMeHTa clenaTh JKU3Hb MPU CHHApOME XaHTepa
MaKCUMaJbHO KOM(OPTHOHN, CHU3HUTH PHUCK TSKENBIX OCJIOKHEHUN, 3aMEIJIUTh IMPOTPECCUPOBAHUE
00J1€3HHU, CMATYUTh OCHOBHBIE CUMIITOMBI 3a00JI€BaHUS.

Jlanee omuicaHbl BO3MOKHbBIE IPOOJIEMBI, KOTOPbIE MOTYT BO3HUKHYTH y MAllUEHTOB C CHHAPOMOM
Xantepa. OnHako ¢ yderoM OOJIbIIONW BapuabETbHOCTH KIMHUYECKUX TMPOSIBICHUNM, OHU MOTYT
BCTpPEYAThCS JAJIEKO HE Y KaXJA0r0 MalMeHTa J1aKe B OJTHOM ceMbe.

HeobxomuMo moHHMMaTh, 4YTO CHHIPOM XaHTepa — MPOrpeccupyloiee MYIbTHCUCTEMHOE
3a0o0JieBaHNE U MPOOIEMBbI MAIIMEHTOB HE OTPAHUUMBAIOTCA MOPAKEHUEM CKeJleTa U CyCTaBOB — CTPajJaeT
HEpBHAs CHCTEMa, OpraH 3peHus, clyxa, CepAeYHO-COCYIUCTast U OPOHXO-JIErO4YHast CUCTEMBI.

Pannee pa3Burue, pocT

Jetu ¢ TspKensiMu opMamMu CHHAPOMOM XaHTepa Kak MPaBUIIO POXKIAIOTCS KPYIMHBIMHU U 10 2 JIET
puOaBISAIOT B pOCTE U Bece ObICcTpee, ueM oObIuHbIe eTH. B Gonee crapiieM Bo3pacte mprbaBka Beco-
POCTOBBIX TMOKa3zareneil mpuoctaHaBnuBaercs, W manueHtel ¢ MIIC II umeror Oonee HuU3KHI TO
CPaBHEHHIO CO 3JI0POBBIMHU CBEpPCTHUKAaMHU pocT. [Ipu 6osee jgerkux ¢popMax poct MOKET ObITH B HOPME.

YMcTBEHHOE pasBUTHE

YMCTBEHHOE pa3BUTHE JeTell ¢ CHHIPOMOM XaHTepa 3aBHCUT OT (opmbl 3aboneBanus. [Ipu
TSKEJIOM T€YEHUHU OOJIE3HU BCIIEICTBUE HAKOIUIEHUS TIMKO3aMUHOIIMKaHOB (I"AT'0B) B rosloBHOM Mo3re
B BO3pacTe OT 2 110 4 JIET IOCTENIEHHO OTMEYAETCsl 3a/iepKKa IICUXOPEUEBOr0 Pa3BUTHS, a BIOCIEACTBUN
JeTH TepsloT paHee MpuoOpeTeHHble HaBbIKM. CTENeHb WHTEIUIEKTYaJbHOro AeduiuTa BapbUpyeT Yy
pa3NUYHBIX MAllMEHTOB: HEKOTOpPbIE MalbYMKH C CHHAPOMOM XaHTepa CHOCOOHBI MPOM3HECTH JIMIIb
HECKOJIBKO CJIOB, JPYTrH€ MOTYT TOBOPUTbH Pa3BEPHYTHIMHU INPEUIOKEHUAMM, YUTAaTh U PACCKa3bIBATH
CTUXH. MHOTHE POAUTENN OTMEUAIOT, YTO OYEHb BA)KHO 3aHUMAThCS C PEOCHKOM KaK MOXHO OOJbIIE,
0COOEHHO B paHHEM BO3pacTe, J0 TOro, Kak 0O0Je3Hb 3aTpOHYJa MHTEIJIeKTyalbHble (QyHKumu. Jlaxe
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MOCIIE yTPaThl PEYH JETH COXPAHAIOT CIIOCOOHOCTh K 3MOIIMOHAIBHBIM IEPEKUBAHMSM, CIIOCOOHBI
IIOHUMAaTh CBOMX OJIN3KUX, UCIIBITHIBATh PAJOCTh U OTOPUYECHHUE.

VY manueHToB ¢ Jerkoi Gopmoil cuHApoMa XaHTEpa MHTEIIEKT MOKET OBITh B MpEnenax HOPMBI.
HexoTtopsbie B3pocibie MaueHTh IMEIOT BhICIIee 00pa30BaHUE U BBICOKHI COLIMATBHBIN CTaTyC.

BHemnne ocobeHHOCTH

BHemnuii BuA ManMeHTOB ¢ TshKeNod (opmoil cuHapoMa XaHTepa HEOOBIYEH W OHHU OOJIbIIe
MIOXO0XKH JPYT Ha Apyra, 4eM Ha CBOMX POAMTENEH U 3J0pOBbIX OpaTheB U cectep. M3MeHneHus crpoeHus
mua 0003HAYAKOT CHEHUAIBHBIM TEPMHHOM JIMIIEBON JU3MOPOU3M, WIM OTpyOJieHHuEe 4YepT auma. Y
MAIMEHTOB KpYIHasl T0JI0Ba, KOPOTKasl 11esl, KPYIJioe JMILIO, IUPOKUI HOC ¢ IMIMPOKOH NepeHoculiel. ITo
B OOJIbIIIEH CTENEHU XapaKTepHO IS Tshkenoi Gopmbl Oone3nu. [lpu nerkoit u mpoMexyTodHoit Gopme
3a00JieBaHNsI OCOOEHHOCTH BHEIIHEr0 BUJA CTOJb HE3HAUUTEIbHBI, YTO MOTYT OBITH BUAMMBI TOJBKO
BpadaM, a OJM3KHE U 3HAKOMbIE MOT'YT UX COBEPLIEHHO HE 3aMeYaTh.

I[Ipu MIIC II koxa ToOJiCTass W JKeCTKas, 4TO 3aTpyAHsAET 3a00p KpPOBH U HCIOJIb30BaHHE
BHYTPUBEHHBIX KaTE€TEPOB.

CkeJieT, ONIOPHO-ABUIaTe/IbHASl U KOCTHO-CYCTaBHasl cMCTeMa

I[Ipu MIIC II Tuma, xak W HOpu Bcex Jpyrux (GopmMax MyKONOJHUCAXAPUA030B, CYLIECTBYIOT
po6sieMbl ¢ GOPMHUPOBAHUEM U POCTOM KocTel. [lopakeHne MHOTHUX KOCTEH, C M3MEHEHHEM MX (hOPMBI
Ha3bIBAlOT MHOXKECTBEHHBIM JH30CTO30M. llpu Tspkemodt dopme cuHmpoma XaHTepa H3MEHSETCS
CTpoeHHe M03BOHKOB. OJMH WM JBa MMO3BOHKA B CEPEIMHE CIIMHBI MHOT/Ia ObIBAIOT YIUIOLIEHBI OOJIbIIE,
YeM OCTaJIbHBIE, U CJIErKa CMEIIeHbl. Takoe CMeIIeHNEe TO3BOHKOB MOXKET ObITh MPUUYMHON UCKPHUBIICHUS
MO3BOHOYHUKA (KH(}o3, ckoarno3). OObIYHO TpH JaHHOM 3a00J€BaHMHM HWCKPUBIICHHE IO3BOHOYHHKA
HEOOJIBIIOE U PEIKO HYXKJIAeTCsl B XUPYpPrudeckom JjieueHuH. Eciy HnckpuBieHHE MO3BOHOYHHMKA WIIH
CKOJIMO3 MTPOTPECCUPYET, TO TpeOyeTCsl ONepaTuBHOE JI€UCHHE.

Camble cepbe3Hble, OINACHbIE W JKU3HEYrpo’Kaolue MpoOJeMbl CBA3aHBI ¢ Jedopmanueil u
OCOOCHHOCTSIMU CTPOEHHUA MIeHHOro otnena. Eciau cnuHHOM Mo3r OyAeT CAaBiieH WK TMOBPEXIEH
(meliHass MuenomaTHs), HapyllaeTcs WHHEpBalUsg BCEX YacTed Tella, 4TO MPUBENET K CllabocTu
KOHEYHOCTEH (1ape3bl), HapyLIEeHUsIM X0b0bI, KOHTPOJISL Ha/l Ta30BBIMH (DYHKIIUSAMU (MOUYEUCITYCKAHUE U
nedexanus), a UHOTIa 1aXKe IbIXaHusl.

TyronoaBm>XHOCTh CyCTaBOB XapakTepHa mis Bcex (opm Mykomomucaxapuao3oB. C romamu
TYrONOJIBUKHOCTh CYCTaBOB MOXKET IPOTIPECCHUpOBaTh W CTaTh NpuuuHON Oosield. M3-3a orpanuueHus
MOJBIKHOCTH CYCTaBOB M OCOOCHHOCTEH CTPOEHHS MENKHX KOCTeH KHCTH, Majblbl PYK CTAHOBATCS
KECTKUMU U UCKPUBIISIIOTCS, (GOPMUPYS TaK Ha3bIBaEMYIO "KOTTHCTYIO KUCTh'". V3-3a TYromnoABHKHOCTH
KPYITHBIX CYCTaBOB U OCOOCHHOCTEI CTPOCHUS KOCTEH MAI[MEHTHI XOST CO Cerka COrHYThIMU KOJICHSIMU
u OenpaMu. Y HEKOTOPHIX MAIIMEHTOB pa3BUBAeTCs X-00pa3HOE€ WCKPUBJICHHME HIKHUX KOHEYHOCTEH
(BambrycHass nedopmanus). bonblIMHCTBO Bpauell cyMTalOT, YTO JaHHas JedopManus HOCHUT
MPUCTIOCOOUTENBHBIA XapakTep, IOMoras TMalueHTy paclpeleisiTh BeC, MOITOMY OINEPATUBHYIO
KOPPEKIIMIO B paHHEM BO3pacTe JIydlle He MpoBOAUTh. Kpome Toro, B CBSI3U €O cIabOCThIO CBA30YHOTO
amnmnaparta U HapylmieHHEM CTPYKTYpbl KOCTeH, omeparusi MOXeT ObITh Hed(hhEeKTUBHOHU, U NedopManus
yepe3 HEKOTOPOEe BpeMsi BHOBb BEPHETCS.

B psane cnydaeB BO3HUKaeT MOpaXKEHHE TOJIOBOK O€IPEeHHBIX KOCTEH (acenmTUYecKuil HEKpO3), YTO
MO>KET MIPUBOIUTH K OOJIEBOMY CUHIPOMY U U3MEHEHUIO MOXOAKH 0 THUITY "yTHUHON".

Opransl AbIXaHUS

Hapymenue npixatenbHoi cuctemsbl y nanueHToB ¢ MIIC cBsi3aHO Kak ¢ 0COOEHHOCTSAMH CTPOCHHUS
CKenera, Xpsuledl Tpaxen U pebep, Tak W ¢ HakomeHueM ['Al’ B MATKMX TKaHSAX (yBETUYMBAIOTCS
aJICHOMBI, CIIN3UCTEHIE, BBICTHJIAFOIIINE JIBIXaTeIbHbIC MyTH CTaHOBATCS PBIXJIBIMH,
TUNepTpo(GUPOBAHHBIME, B pE3yAbTaTe YEro MPOCBET AbIXaTeIbHBIX MMYTeH YMEHBIIIAETCS).

Tpaxes y manmentoB ¢ MIIC 6oree rudkast 1 Msirkasi, U3-3a HETIPaBUIBHOTO CTPOCHUS 00Pa3yIOIINX
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€€ XpsIIEBBIX KOJIEL, KpOME TOrO, OHA CYyKaeTcs H3-3a CKOIUIeHMs ciu3u. Ilpouecc apixaHus y
narenToB ¢ MIIC napymen. BaxkHo moHMMaTh, YTO HEJOCTATOYHOE CHAOXKEHHE TKAHEH KUCIOPOJIOM
(runokcus) BAMSET Ha (PYHKIMIO BCEX OPTraHOB, MMO3TOMY YIy4IIEHHE AbIXaTeNbHOW (QYHKIUH — OJHA U3
IIEPBOOYEPEHBIX 3a/1a4.

[IpobnemMbl ¢ JAbIXaHHEM YCYI'yOJIsieT W3MEHEHHOE CTPOCHHE TPYAHON KIIETKH: BCIEICTBHUE
HapyIIEHUS COUJICHEHUS MKy peOpaMu U IPYAMHOM rpyiHas KJIeTKa "»KecTKas'" U He MOXET JBUTAThCS
cBOOOJTHO, HE TIO3BOJISIS JIETKMM Ha0paTh 00JbIIoi 00beM Bozayxa. [Ipobiema ycyryOnseTcs eme u TeMm,
9TO YBEJIMUYCHHBIC II€YCHh W CeJe3eHKa '"MOKUMAIT" auadparMy © 3aTPYJHSIIOT HOPMAIBHYIO
OKCKYPCHIO JIETKHX. DTH OCOOCHHOCTH NMPHUBOIAT K TOMY, YTO TMAIMEHTHI XYyXE MEPEHOCIT WHQEKIHH
BEPXHUX JIBIXaTEJIbHbBIX MTyTEN U JIETKUX.

[lepBpIMM cUMOTOMaMU HapylleHUH (QYHKIMM BEPXHUX IbIXaTEJIbHBIX MYTEH MOTYT CIYKHUTh
HOYHOH Xparm, IIyMHOE JbIXaHHE, OOCTPYKTUBHOE HOYHOE amnHoe (KpPaTKOBPEMEHHbBIE, O HECKOJIbKHX
CEKYH/]l 3a/IEp’KKH JbIXaHHUsI BO BPEMsI HOUHOTO CHa). Takue MposBICHUS JOJKHBI HACTOPAXKHUBATh, TaK
KaK B JaJbHEHIIeM MOTYT IPOrpecCUpOBaTh U MPUBOANUTH K PA3BUTHIO OCIOXKHEHHUM CO CTOPOHBI IPYTHX
OpraHoB (cep/ie, TOJTOBHOW MO3T).

[MarmenTtsl ¢ MIIC CKJIOHHBI K Pa3BUTUIO OTHTOB, PUHUTOB W BOCHAJIECHUIO JIETKUX, MO3TOMY
aHTHOAKTEepHAIbHYIO Tepaluio cieayeT HauWHaTh YK€ Ha PaHHUX cTaausx 3aboseBaHus. HecomHeHHO,
HY>KHO KOHCYJIbTHPOBATHCS CO CHELMATMCTAMHU, a HE 3aHUMAaThCA CaMOJICYEHHEM.

HecmoTps Ha penkocTs U TsKECTh 3a00J1eBaHMsl, ClieAyeT IIOMHUTh, YTO BaKIMHAIUS MallUeHTaM ¢
MIIC ob6s13aTenbHa, Tak Kak MOMOTAeT MPEJOTBPAaTUTh pa3BUTHE 3a00JI€BaHUM, MOPAKAIOLINX JETKHUE, B
TOM YHCJI€ BaKHO HE MPOIMYCTUTh BaKIIMHALIUIO MPOTHUB THEBMOKOKKOBON MH(EKIUH.

PoToBasi mosiocth 1 3yObl
VY nmanuentoB ¢ MIIC Il 3yObl MOKPBITEI XPYMKOM 3MaIbIO, YTO MPUBOIUT K OBICTPOMY Pa3BUTHIO
kapueca. OueHb BaXKHO TILATEIbHO YXaKUBATh 32 3y0OaMH U PETYISPHO UX YUCTHUTh.

CepnedHo-cocyaucrasi cucreMa

[Ipaktnueckn y Bcex mamueHTOoB ¢ MIIC II HaGmromaroTcss U3MEHEHHsI CO CTOPOHBI KIIAlTaHHOTO
anmnaparta (yIIOTHEHHE CTBOPOK U XOP/I KJIAllaHOB).

[Ipyn ocMoTpe MalMeHToB C CHHAPOMOM XaHTepa Bpad MOKET oOpaTuTh BHUMaHWE Ha HalM4He
"mymoB" B cepaue. Kak mpaBuiio, 3T0 CBSI3aHO € MOPAKEHUEM KJIANlaHOB: MOBPEXKJCHHBIM KJaraH
3aKpbIBAETCS HEIUIOTHO, MPHU COKPAIICHUH CEepALla HeOObIIOe KOJIMYECTBO KPOBU JIBUTAeTCsl B 0OpaTHOM
HAMpPaBJICHUH, YTO U BBI3BIBACT IIYM, KOTOPBIM CIOBIIIUT Bpad. Yaile Bcero mopaxaroTcsi aOpTalbHbIA U
MUTpPAJIbHBIN KJIallaHBbl.

[TopaxkeHue Jerkux, 0 KOTOPOM HAMKMCAHO BBILIE, TAKXKE MOXKET CTaTh MPUYMHONW M3MEHEHUIl COo
cToponsl cepaia. "[IpokaunBanue" KpoBU 4Yepe3 M3MEHEHHBIE JIETKUE, MPUBOAUT K MEPErpy3Ke MPaBbIX
OTJIEJIOB Cep/illa U pa3BUBAETCS MPABOCTOPOHHSS cepieuHasi HeI0CTaTOYHOCTb.

IIpu Ttsoxenoir ¢opme cunapoma XaHTepa BCIEACTBHE HAKOIJICHUS TJIMKO3aMHUHOTITHKAHOB
HEMOCPEJCTBEHHO B CEPJICUHON MBIIIIE MOYKET Pa3BUTHCS KapIMOMHUOIIATHS.

bpromHast mojgocTs

[Ipu cunapome XaHTepa T€YEHb U CEJIE3€HKAa YBENWYEHbl U3-3a Hakomuienus [Al
(remaTtocriieHOMETanus). YBeIHMUYeHUE MEYeHH OOBIYHO HE MPUBOAUT K HAPYIIEHUIO €€ (YHKIHUU, HO
MO>KET BIUSATH Ha MEPEHOCUMOCTh TOM WMJIM MHOM MHUIIH, a TAKXKE YCYTyOIIsITh IbIXaTeNbHbIE TTPOOIEMBI.

I[Ipu Mykomonmcaxapugo3ax, Kak TIPaBHIIO, IKUBOT yBEIWYeH B o00beMe 3a  CYET
renaToCIUICHOMET AUl M CIa00CTH MPSIMBIX MBIIII KUBOTA. Takke 4acTO BO3HHKAIOT COUETaHHbIE WIIH
M30JIMpOBaHHbIC TPBHDKU (TYMOYHAs, MaxoBas, MaxOBO-MOIIOHOYHOM W cpenHed JMHUM kuBoTa). Kak
MPaBWJIO, IUIAHOBOTO OTIEPATUBHOTO JIEUEHUS TPeOyIOT MaxXxOBble TPBDKU, OJHAKO TPBIKH MOTYT
BO3HHMKHYTh BHOBB. [lymouHBIE T'pbDKM HEOONBIIMX pPa3MEpOB OOBIYHO HE TPEeOYIOT OIMEpPaTUBHOTO
nedeHus. Pemenne o He0OOXOIUMOCTH OTEpaIy JOKHO MTPUHUMATHCS COBMECTHO C JIEUalllUM BpavoM,
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[I0OKa3aHUEM K CPOYHOU ONEpaiK CIYXKUT YIIEMJIEHUE TPhI)KEBOTO BBIIISIYMBAHUS.

VY mamuentoB ¢ MIIC II nepenxo HaOmromaeTcs HEYCTOMYMBBIM CTyd (3allopbl MM JHapest).
[IpuynHa 3TOrO 10 KOHIIA HEMOHATHA. Bo3MokHO, Hapymaercs (YHKIHMS BETETaTUBHOW HEPBHOM
cucTteMbl, nockosbky I'’Al" HakanMBalOTCA B HEPBHBIX KJIETKaxX KHUILIEYHHUKA. J(napes MOKeT ucuesarb ¢
BO3pPAacTOM, HO BO BpeMs IpueMa aHTHOMOTUKOB MOJKET HOSIBJIATHCA BHOBb. Eciiy nuapest BO3HUKIIA U3-3a
npueMa aHTHOMOTHKOB, Bpaud MOTYT HAa3HAUYUTh INpenapaTsl I BOCCTAHOBICHUS MHUKPOMIOPHI
KunieyHuka. Ecim manueHT Mano IBUTAeTCs, TO MOTYT Pa3BUTHCS 3amopbl. B aTom ciydae sddekTuBHO
YBEJIMUYEHHUE B PALlMOHE KOJIMYECTBA ITpyO00il MUIK (KJIETYATKH).

HepBHas cucrema

3agepxka u perpecc ncuxomoTopHoro passutus npu MIIC Il cBs3aHbl ¢ HEMOCpPEACTBEHHBIM
HakoruieHneM ['Al B kiieTkax mo3ra. Taxke cBOIO JIENTy BHOCST Hea/leKBaTHAs BEHTHIIALNS U TUIIOKCUS
TOJIOBHOTO MO3ra, MOBBIIIEHHE BHYTPUUYEPENHOTO JAaBJIEHUS BCJEJICTBUE THApouedanuy, HapylleHHe
MM03HABATEIbHBIX CIIOCOOHOCTEN BCIIEICTBUE CHIKEHHUS 3pEHMs U ciyXa. ['pO3HBIM OCIOXHEHHEM IpU
Tsokenbix popmax MIIC II sBnsieTcss HapylieHHe TUPKYISIUN CIMHHOMO3TOBOW JKMJIKOCTH € Pa3BUTHEM
ruzapouedanuu. B 3ToM ciiydae manueHThl jKalyloTcsl Ha TOJIOBHbIE 00JM, y JeTeil oOpamator Ha cels
BHMMaHHE OECIIOKOWCTBO, PBOTA, 3aJiepKKa pa3BuTHs. HeoOxoauma KOHCYIbTalMs Bpada-HEHpoXupypra
JUI pelIeHHs BOIpoca O HEOOXOJMMOCTH OINEPATUBHOIO WM MEIUKAMEHTO3HOIO JICYEHHS JaHHOTO
OCJIO’KHEHUSI.

Ecnu Bo3HWKaOT momo3peHuss Ha ruaponedannio, To HEOOXOIUMO MPOBECTH KOMITBIOTEPHYIO
tomorpaduio i MPT. OcMmoTpa rina3HOro nHa OKyJIMCTOM HEIOCTATOYHO JJIsS MOCTAaHOBKH JMarHo3a,
T.K. ruapouedanus y gereit ¢ MIIC 11 moxeT npoTekats 1 0€3 3aCTOMHBIX U3MEHEHUH Ha IJ1a3HOM JTHE.

OmnepaTtuBHOE JieueHUE T'MApOLEATUMN 3aKII0YaeTCs B TOM, YTO B JKEIYJOUYKU T'OJOBHOTO MO3ra
BBOJIAT TOHKYIO TPYOKYy (IIIYHT), KOTOpasi OTKAQ4YMBACT JIUIIHIOW XUIAKOCTh B OPIONIHYIO IOJOCTb. Y
TaKOro INIyHTa €CThb YYBCTBUTENIBHBIA K JABJICHUIO KIamaH, KOTOPBIM IO3BOJISIET OTKa4MBATh
LepeOpOCIMHANBHYIO KMJKOCTh, KOT/Ja JABJICHHE CIIMHHOMO3TOBOW >KMJKOCTH CTAHOBUTCSI CIMIIKOM
BBICOKHM.

He menee rpo3ubim ocnoxneHueM MIIC sBisieTcs ciaBiieHHE COMHHOTO MO3ra B IO3BOHOYHOM
KaHaJle H3-3a YTOJIIEHHs O000JI0YEeK CIIMHHOIO MO3ra C HECTaOMJIBHOCTBIO II03BOHKOB, Yalle B
BepxHeuleHoM otzaene. CraBieHHE NPUBOAUT K TSDKEIBIM HEBPOJIOTMYECKUM OCJIOKHEHHSAM, 4acTo
HEOOpaTUMBbIM — HapylIeHHE MOXOAKH, OIPaHUYEHHUE JIBIKEHUN KOHEUHOCTSAMH, TepSAETCS KOHTPOJIb HaJl
MOYEHUCITYCKaHUEM M JieeKaluel, HapylaeTcs JplXxanue. PaHHee Xupypruueckoe BMENIaTeabCTBO UMEET
pelalee 3Ha4eHUE B yCTPAaHEHUH CTEHO3a.

Eme oaHUM OCIIOXKHEHHEM CO CTOPOHBI HEPBHOM CHCTEMBI MOXKET ObITh KaplajbHbIH CHHIPOM
(3amsICTHBIA CHUHAPOM, TYHHEJIbHBI CHUHIPOM) — pacmpocTpaHeHHas mpoOsiema y nanuentos ¢ MIIC.
HepBsl poxoasT yepes 3amsacTbe MEXY 3alICTHBIMU KOCTSIMHU M CBA3KaMU. Y TOJILIEHHUE CBS30K 3a CUET
HakorieHust ['Al" oka3biBaeT naBieHHe Ha HepBbl. [IposBIEHMEM 3TOr0 CHUHApPOMAa MOTYT OBITH 0OJIb U
OHEMEHHUE NANBLIEB PYK U TPYAHOCTH C 3aXBaTOM IPEAMETOB.

JUis IMarHOCTUKHM H3MEPSIOT CKOPOCTh IPOBEIEHHMsSI HEPBHOTO MMITyJbca B 00JACTH KUCTU. DTO
IIpocTas NpoUeaAypa, IO3BOJIAIOIAs YCTAHOBUTh HAJIMYHME UIIM OTCYTCTBUE IOBPEXKICHHS HEPBOB.

HexoTopble HapyleHUsI HEPBHOM CUCTEMBI (JIBUraTeNIbHbIE PACCTPOMCTBA) ABISIOTCS BTOPUYHBIMU
U B OOJIBIIIEH CTENIEHH CBA3aHbI C MOPAKEHUEM CKeJleTa.

Opran 3pennst

Hakonnenune I'AI' mpoucxoAuT BO MHOTHX TKaHSAX, B TOM YUCJIE M B POTOBHUIIE, TIOITOMY MOXKET
Habmro1aThesl ee momMyTHeHue. OHUM U3 IPU3HAKOB U3MEHEHUS! POTOBHULIbI SIBIISIETCS] HEMIEPEHOCUMOCTb
SPKOTO CBETa, TaK KaK MOMYTHEHHUE BBI3bIBACT HEMPAaBUIbHOE MpeoMIIeHHE cBeTa. B aToM citydae Moryt
MIOMOYb COJIHEYHbIC OUKH. ECIM MOMyTHEHHE POTOBHUIIBI TSDKEJIOE — YXYALIAeTCS 3peHue, 0COOEHHO IpHU
TYCKJIOM CBETE.

Otnoxenne 'Al" B ceTuaTke MOKET NMPUBECTH K MOTepe Mepudepuyeckoro 3peHus 1 HUKTaJIONUU
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("kypuno#t cnemnote"). PeOEHOK MOXET MyrarbCsi M OTKa3bIBaThCS XOJAUTh B TEMHOE BpPEMs CYTOK.
KenaTenbHO OCTaBIATh HOYHUK BKJIIOYEHHBIM B cHajdbHEe M Kopujope. MHorma MoOryr BO3HHUKATh
mpoOIeMbl CO 3pEHUEM, BBI3BAaHHBIC M3MEHCHHMSMH B CETYATKE TJIa3a WU TJIAYKOMOUW (MOBBIIICHHBIM
BHYTPUTJIa3HBIM JABJICHUEM), TIOOTOMY PETYISIPHBIE OCMOTPHI Bpada-oQraibMosiora HeoOxomumel. C
MMOMOIIBI0  CIICIUANBHBIX HCCIICIOBAaHUN BPad-O(PTAIEMOJIOT TIOMOXKET OTPEICIUTh, H3-32 Yero
MIPOUCXOAUT YXYIIICHUE 3PEHUSI.

Opran ciyxa

[Tpu Mykomoarcaxapu103aX TYTOyXOCTh MOKET ObITh HEHpOCEHCOpHasH (CBsI3aHHASI C HAPYIICHUEM
YyBCTBUTEJbHBIX (BOJOCKOBBIX) KIETOK B YJIWTKE), KOHJIYKTHBHas (CBsI3aHHAs C HapyllEeHUEM
3BYKOIIPOBOJAIINX IyTeH) WM cMemiaHHas (komOuHamus 1Byx TunoB). Ilpu cungpome Xantepa
TYrOyXOCTb, Yallle HOCUT CMEIIaHHBIM XapaKTep U MPOrpeccupyeT ¢ Bo3pacToM. Paznuuaror 3 crenenu
TYTOYXOCTH — JIETKYI0, YMEPEHHYIO U TSKENyl0. B 3aBUCHMOCTH OT THNA U TSKECTH MOPAKEHHUS CllyXa
MIPUMEHSIOT Pa3IMyHbIe MMOAX0/Ibl K Koppekunu. KpaifHe Ba)kKHO, Kak MOKHO paHbIlI€ 3aMETUTh ITPU3HAKU
CHIDKEHHSI CIIyXa, TaK Kak 0e3 KOpPEKIUH TYroyXoCTb MeEIIaeT HOPMAJIbHOMY PAa3BUTHUIO U OOYUEHHIO
nanueHToB. PakTopoM, yCyryossIoUM HapyIIEeHUE CIIyXa, SBJSIOTCS 4acThle NH(EKINHU CPEHEr 0 yxa
(oTUTHI).

Jleuenue, Ha0JII0/IeHHE U TJIAHOBLIE 00C/1€I0BAHUS
Bpauamu-skcnepraMu M3 pasHBIX CTpaH OBUIM CO3/JaHBl PEKOMEHJAIMU 10 HAOJIOICHHUIO,
nuarHoctuke u nedeHuto nanueHToB ¢ MIIC Il tuna. B maHHOM paszene Mbl KpaTKO PacCKaXeM O HUX.

Hao.1101eHue, IJ1aHOBbIE 00C/1€I0BAHUS M TECThI

st Toro, 4TOOBI OIICHUBATH COCTOSIHME TaIrMeHTa, 3GQexT mpoBoauMon (epMEHTHON Tepamuw,
(buznoTepanuu CyecTByIoT pa3IudHbIe TECThI U MIKajbl. O4eHb Ba)KHO HE OTKA3bIBATHCS OT MIPOBEICHUS
3TUX UCCIIEJOBaHMi, MOTOMY YTO OHH IOMOTAIOT BpayaM OOBEKTUBHO OILCHMBATH COCTOSHHUE IMAallMEHTa,
000CHOBATH JICUEHUE WJIM BBECTU U3MEHEHHS B POTpaMMbl peaOMINTaluy U a0UIUTaLUH.

CaMbIM HM3BECTHBIM SIBJISICTCSI 6-MHHYTHBIM TecT XOAbObl. CyTh 3TOTO TECTa OYEHb MpPOCTas —
OIICHUTh BBIHOCJIHMBOCTH MalrueHTta. [lanuenty mpemiaraioT XOAUTh 0 JUIMHHOMY KOPUIOpPY 6 MUHYT.
Tect oneHuBaeTcs KOJIMUYECTBOM IMPOWJEHHBIX MIAroB 3a 3T0 BpeMsa. Korjga mnpoBoawid mepBbie
KIIMHUYECKHe HCTbITaHus npernapara Juist iedeHuss MIIC pa3HbIX THIOB, HCCIIEIOBATENN OLICHUBAIN ATOT
MoKasartesb JI0 U Mociie Havyaja GepMEHTHOM Tepanuy U CPaBHUBAIU C TPYMION MAallMEHTOB, MOJTy4aBIINX
mwiane6o. VMEHHO »ATOT TecT moka3ad, 4ro (EepMEeHTHas 3aMeCTUTENbHas Tepanus yiaydliaer
BBIHOCIIUBOCTD MAIMEHTOB U UX JBUTATEIbHYIO aKTUBHOCTb.

UToOBbl OLEHUTh CTENEHb OTPAHUYEHHUS JbIXaHUS, Bpad MOXKET TIPOBECTH JIETOYHBIC
(GyHKIMOHATbHBIE TeCThl. Jlerounele (YHKIIMOHAJIbHBIE TECThl OMPENEISIOT, KAaKOW MaKCHMalbHbBIN
00BeM BO3AyXa MOXKET BIOXHYTh MAIlMEHT, U HACKOJBKO OBICTPO MPOUCXOIHUT ra3000MeH. DTHU TEeCThI
MOTYT BBISIBUTH 3a00JICBAHUSI JIETKHUX, ONPEACIUTHh CTEMEeHb MOPAXKEHUS U OLEHUTh 3()(HEKTUBHOCTH
nedeHus. TecTbl OOBIYHO BBITIOJIHAIOTCA C MCIOJIB30BAHHEM CIIEMAIbHOrO 00opydoBaHus. Bo Bpems
UCCIIEIOBAHUS HY)KHO IO KOMaHJE BJbIXaTbh, 3a/I€PKUBATh BO3yX, BbIAbIXaTh. VccnenoBanue GpyHKuuu
JIETKUX HE TPEJCTABIISET PUCKA 37J0POBBIO.

BricnymuBanue (aycKynabTalus) cepAla JOMKHO OBITh  00s3aTeNbHBIM UM PETYISIPHBIM
HCCIEAOBaHUEM JJis TNALUMEHTOB C MYKOIOJIMCaxapujao3amMu. BakHbIM METOJAOM H3Y4EHHs cepaua
SABIISIETCSA YAbTPa3ByKoBoi — sxokapauorpadus (3xo-KI'), kotopas Oe3omacHa, Oe300le3HEHHA H
BbIcOKOMH(opMaTuBHa. CoBpeMeHHbIe MPUOOPHI MO3BOJSIOT MOJYYUTh OJHO-, ABYX- H TPEXMEpPHOE
HU300paxkeHne cepira, OMpeAeTUTh CKOPOCTh KPOBOTOKAa W JIaBJICHHE B PA3IMYHBIX €ro OTAenax,
OTIpeIeIUTh HAllpaBJICHUE U TypOYJICHTHBIN XapakTep KpoBoToka. Ix0-KI' peKOMEeHIyI0T MpOBOAUTH MO
MOKa3aHUsIM, HO He pexxe | pa3a B roj. DTo HccleI0BaHHE HEOOXOAMMO, YTOOBI OOHAPYKHUTH JIIOOBIE
npoOneMbl ¢ cepaneM (yBelIWYeHHE pa3MepoB, HAPYIICHHE COKPATUTENbHOU (YHKIHMH, MOpPAKCHHE
KJIAITaHOB).
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Heo0xoaumo perynsipHoO (1Ba pa3a B ToJ) IPOBOJUTH MPOBEPKY CIIyXa, Ui TOTO YTOOBI cpasy ke
HAYaTh JICYCHNE U MAKCUMAIBHO COXPAaHUTh BO3MOXXHOCTH YUUTHCS U OOIIATHCS.

MarHuTHas pe3oHaHCHas ToMorpagus

MPT mno3BOHOYHHMKA [OJDKHA IPOBOJAUTCS €XKErOJHO, ¢ OCOOCHHBIM ()OKYycOM Ha oO0macT, B
KOTOPBIX MOXET Pa3BUBATbCA KOMIIPECCHS CIMHHOTIO MO3ra — IIEWHBIA, IPYJHOM, IPyNONOSCHUYHBIN
otnensl. IlanmenTsl ¢ cuaApoMOoM XaHTepa JOJDKHBI HAOMIONAThCS Yy Bpada-AeTCKOTO XUpypra/Bpada-
TPaBMATOJIOTa-OpTONE[a, YTOOBI KOHTPOJIMPOBATH COCTOSHHE ILIEHHOTO OTAENa MO3BOHOYHMKA. BakHo
OLICHUBATh pE3yJbTaTbl HCCICAOBAHUM B JWHAMMKE, II09TOMY BCE CHHUMKHU CIEAyeT XPaHUTb U
MPEJOCTABIATh TMPH KaXIOM CIEAYIOIIEM HCCIeIOBAaHUM BpadyaM. KOMIBIOTEPHYIO TOMOTpagHIo
IT03BOHOYHHUKA ITPOBOJAT, KaK IIPaBUJIO NEPE]] IUIAHUPYEMBIM OIEPATUBHBIM JICUEHHUEM.

Pentrenorpagpus

PeHTren meMHoro W rpyaoNOSICHUYHOIO OT/EIOB IO3BOHOYHHMKA B JBYX MPOEKIHSAX CIEIYyeT
MPOBOAUTH Kaxnble 1-3 roma. DTo MccinegoBaHHE MPOBECTH TEXHUYECKH ObiBaeT mpoine, yem MPT,
KpOMe TOTO peHTreHorpagus gaet 0oJsbiie nHGOpMauu O CTPOEHUH T03BOHKOB.

CuMnroMaTuyeckKoe JedeHue
OCHOBHaH ICJIb CUMIITOMATHYCCKOI'O JICHCHHA — CKOppeKTI/IpOBaTI) BBI3BAHHBIC 3360J’IeBaHI/IeM
N3MCHCHUS.

CkeJieT 1 OOPHO-ABUTATEJIbHASI CHCTEMA, KOCTHO-CYCTABHAS CHCTEMAa

Baxxno Haiitu Gananc Mexay BO3MOXKHOCTBIO KUTh MAKCUMAJIbHO TIOJTHOW KU3HBIO U HE JIOITYCKaTh
OCJIOKHEHUN 3a00JICBaHUs, CBA3AHHBIX C OCOOCHHOCTSAMH CTpoeHHs ckeinera. C OIHOW CTOPOHBI, HE
ClleyeT Ype3MEpHO OrpaHWYMBATh M ONEKaTh MallMe€HTa, HO Ba)XHO MOMHUTh, YTO HEKOTOPbIC BUIbI
¢u3nuecKoil aKTUBHOCTH, TaKU€ KaK KyBBIPKAHHME, CTOIIKa Ha TOJOBE W HBIPSHUE JOJDKHBI OBITh
MOJIHOCTHIO HCKIIIOYEHBl H3-3a HECTaOWJIBHOCTH IIEHHOTrOo oTxAena. Pa3pemiaiorcs Jierkue MPbDKKH, HO
HeNb35 JOMYCKaTh CaMOCTOSITENIbHBIE IPBDKKU Ha 00€ HOT'H, IOTOMY YTO CHUCTEMAa OTIOPBI U KOOPIUHALIMU
JBUKEHHUH Y TAI[MEHTOB HE COBCEM pa3BUTA. POIuTeNAM MIKOJIBHUKOB HY)KHO 00s513aTEIbHO COOOIIUTE 00
3TOM YUUTENIO PU3KYIBTYPHI.

[TarueHTHl C CHHAPOMOM XaHTepa JOJKHBI BECTH MOJBIKHBIA 00pa3 >KU3HHU, JUIS MOAJIEP>KaHU S
(GYHKIIMOHUPOBAHUS CYyCTaBOB M YIYyYIIEHHUS OOIIEro COCTOSHUA 30pOBbs. DHU3MOTEpaneBT MOXKET
[IOCOBETOBATh PA3IUYHbIC KOMOWHAIIUYU €KETHEBHBIX YIPaXKHEHUI.

WuTeHcuBHas Tepanus IS YIy4IIeHUs MOJBUKHOCTU CYCTaBOB U MO3BOHOYHHUKA, a TaKke s
YKpeIUIEHUS! CIUHHOM H OpIOMIHOM MyCKyJIaTyphl pPEKOMEHIOBaHA Uil BCEX MNAIUEHTOB. YTOObI
YMEHBIIUTh MOCJIEICTBUSl TUIIEPIOPA03a, HEOOXOAUMO YKPEIUISTh BCE TPYIIBI IPYAHON MYCKYyIaTyphl,
IIPH 3TOM HYXXHO MPOBOJUTH TEPaIvio, HAMPABICHHYIO U HA Pa3BUTHE MOSICHUYHO-KPECTIIOBOTO OT/EA.
Heobxomumo criequth 3a TeM, YTOObl MAllMEHT HE MEPEeHAIpPSTalcs U HE YCTaBall Ype3MEPHO, MOITOMY
pPEKOMEHAyeTCsl THIATeNbHO HW3YYUTh €ro (U3UYECKOE COCTOSHUE U COOTBETCTBEHHO IPOBOAMTH
Teparnuio.

PonutensMm pekoMeHIyeTcsl MPOBOAUTH TaKue 3aHATHS JI0Ma, cOYeTas aKTUBHBIE U MACCHUBHbBIC
ynpaxkHeHus. KoMmIieke 3aHsTHil 10KEeH BKIII0YaTh:

- yIpaxHEeHHs Ha BHIPAOOTKY OCAaHKHU U YyBCTBA PAaBHOBECHS;

- YIpaXHEHUs Ha PacTsKEHUE;

- BOJHBIE TPOIEAYpbl U 3aHATHUS CIOPTOM B BOJE, OCOOEGHHO sl TMOKUIIBIX MAIUEHTOB.
Paccnabnstromumii Maccax ¥ MoABOIHBIN Maccak OKa3bIBalOT BeCbMa ONAaronpusTHOE JeCTBHE.

OTnenbHOTO BHUMaHUS TPeOYIOT 1e(hOpMUPOBAHHBIE CTYITHU U KHCTH.

YroObl MoIep>KUBATh MOABUKHOCTh CTYIHEH HE0O0XO0AUMO MPOBOJIUTH T'MMHACTHKY, JYYIlE BCETO
JoMa WM BO BpeMs urp. Jlis CHATUS Ype3MEPHOTO MBILIIEYHOIO HAIpPsDKEHUs HeoOXoauma
opromneanyeckas o0yBb, CTEIbKH M BKJIAJBIINIHN, KOTOPHIE BBIMOJHAIOT MOJICPKUBAIOLIYI0 (YHKIUIO, B
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HEKOTOPBIX CIIydasiX TaKKe HEOOXOIMMBI OPTE3bl, BAHHOUYKH, MAcCaX HOT.

BakHO BBINOJIHATH YIIPa)KHEHUS HA PACTSKKY MBIIIIL] 3a/IHEH IOBEPXHOCTH O€/jpa U TOJIEHH.

Jlnst ynydineHuss MENKOHM MOTOPUKM KHCTEM pyK PEKOMEHIOBaHa WHTEHCUBHAs T'MMHACTHKA JUISA
NajJblEB M JIAJOLICK, KOTOPYH pPOJUTEINM MOTYT IIPOBOJUTH Joma. Jlydmie BCero BBECTH €€ B
IIOBCEITHEBHBIC JOMAILHUE PUTYaJIbl, HAIIPUMEDP, BO BpeMs ebl 3a CToJIoM. VIrpsl ¢ ydactuem jnafoHeu u
NajblIeB OUEHB [0 AYILE JETSAM, HO BO BpEMs YIPaKHEHUN Ha PacTsHKEHHUE MOTYT MOSIBUTHCS JKajlo0bl Ha
00JIb ¥ HENpUSATHBIE CUMITOMBI. B JIaHHOM ciIy4ae XOpOIIO TOMOTAlOT TeIUIbleé BAHHOYKU JUISA PYK,
MOJIYIIEYKH C MPOTPETHIMU 3€PHAMHU HIIM MXOM, TOP(POM, KOTOPHIE MAIIMEHT JEPKUT B PyKax BO BpeMs
Urp.

[locne WHTEHCUBHBIX 3aHATHUH JJEKTPOTEpANMs, PYyYHOM MAacCa), BOJIHBIA MacCax, Tepamnus
ne4eOHOM IpsI3bl0, 3aHATHS HA BOJHBIX TPEHAXKepaxX CHUMAIOT 00JIb U MIPUHOCAT OOJIETYeHHUE.

[Ipu mpoBeneHHM BceX aKTHUBHBIX BHMJIOB TEpaNuu cleAyeT oOpamiarh oco00e BHUMaHHE Ha PUTM
JbIXaHUS U 1aBaTh IOCTATOYHOE KOJIMYECTBO MEPEPBIBOB JIJIS OT/BIXA U BOCCTAHOBIICHUS JbIXaHUS.

Xupypruueckoe Jie4eHue

CyllecTBYIOT pa3/inyHble MHEHHMST O HEOO0XOJAMMOCTH XHMpPYpPrHueckoro BMematenbcTBa. Ho
OTepaTUBHOE BMEIIATEIBCTBO HECET ONPEECIIEHHBIE PUCKH U MPOBOAUTH €r0 CIENYET B Clydasix OCTpOM
HeoOxomumocTu. OaHy u3 Oonpmux cioxHocted npu MIIC mpencTtaBiasieT MpPOBEACHHE AHECTE3UH.
Wntybamus y moneit ¢ MIIC tpebyer ompeneneHHOro HaBblKa M JOJDKHA BBITIOJHSATHCS OIBITHBIM
BpauoM. HecraOuibHOCTH IIEMHOTrO OTAeNa Mo3BOHOYHMKA y manueHToB ¢ MIIC yBennuuBaeT puck
TPaBMaTHYECKOTO TOBPEXKJEHUS, B TOM YHCJIE MIEHHOrO OTAeNa CHMHHOIO MO3ra, NpU BBEICHHUH
aHecTe3MH, TaK KaK MHOTHE aHECTE3HOJIOIMUYeCKHe MOCOOUS CBSA3aHbI C MAaKCHMaJbHBIM pa3ruOaHuemM
mien. B 3Tom ciyyae Hy)KHO IPUHUMATD CIIEUAIbHBIE MEPHI TPEIOCTOPOKHOCTU. Ecnu namuent noman B
KPUTHYECKOM COCTOSIHUM B OOJIbHHUILY, HEOOXOJUMO COOOUIUTH Bpauy-aHECTE3UOJIOTy-peaHuMaToIory,
YTO BO3MO>KHBI IPOOJIEMBI ¢ mieeil u uutydarueil. JlpixareapbHble MyTH, KaK MIPaBUIIO, CYyKEHBI, TIOITOMY
MOXKET MOoTpeOoBaThCs HHAOTpaxeanbHas TpyOka MeHblero nuamerpa. Cama ycTaHOBKa TaKOW TPyOKHU —
OYCHb TPYIAHBIM MPOIIECC, ¥, BO3MOXKHO, MOTPeOyeTCs] MCIOIb30BaHUE THOKOTO OpPOHXOCKOMA, YTOOBI
cenaTh 3TO aKKypaTHO.

HecrtabunpHOCTh IIEHHOrO OT/AEIa TO3BOHOYHHMKA KOPPEKTUPYETCS C IOMOIIBIO ONEepaluu
(metinplii copaunone3). C NOMOIIbIO KOCTHBIX ()parMEHTOB WJIM HCKYCCTBEHHBIX MAaTepUasoB
dbopmupyetcs onopa, 00beAUHSIONIAs [BA BEPXHUX TO3BOHKA U OCHOBaHHUE Yeperia.

Opran ciayxa

HeiipoceHcopHast 1 KOHJAYKTHBHAS TYTOYXOCTh B OOJIBIIIMHCTBE CIIYy4aeB MOTYT KOMIICHCUPOBATHCS
MoI00POM CITyXOBBIX amnmapaTtoB (AmmapaTr CIIyXOBOH KOCTHOW MPOBOJUMOCTH C KOCTHOHM (UKcanuein
UMIUIAaHTUPYEeMBII***,  AnmapaTr ciyXoBOWl KOCTHOM MPOBOAMMOCTH C KpEIUJICHHEM Ha ToJIoBe™***,
CucreMa UMIUIAHTAIIMU CPEIHETO yXa MOJHOCTHEO MMIUIAHTUpyeMas***  Ammapar CiiyXOBOW KOCTHOM
MIPOBOJMMOCTH C UMILTAHTHPYEMBIM BUOpaTOpOM**%*),

CepaeyHo-cocyaucTasi cucTeMa
B HekoTOphIX cCiiydasx MOXKET MOTpeOOBaThCS XUPYprUuYecKas orepamnus Ui 3aMEHbI
MOBPEXKICHHBIX KJIAITAHOB.

Nudexunu

BaxxHo, 4TOOBI OCYIIECTBIISIICS XOPOIINI YXOJ 32 3y0aMu, TaK Kak pa3pylIeHHbIE 3yObl MPUYHHSIOT
CWIBHBIH JUCKOM(OPT M SBISAIOTCA odaramMu HHGpeKuu. HeoOXoauMo peryiaspHO YUCTHTHh 3YyOBI,
WCIOJIb30BaTh PacTBOPHI Uil Mojockanus. Ho maxe mpu camoil TmiatenbHON 3a00Te 0 3y0ax, MOTYT
pa3BHBAThCS BOCHAIUTENBHBIE MPOIECCHL. Pa3paKUTeNbHOCTh, a4 M OECIOKOWCTBO WHOTAA MOTYT
OBITh E€IMHCTBEHHBIMH CHUMIITOMaMH mpobnem c¢ 3ybamu. Ilepen omepaTWBHBIM Jie4eHHEM 3YOOB
MarueHTaM, y KOTOPhIX YK€ JTUAarHOCTUPOBAHO TMOPAXEHHE KIAMaHOB cepAala, HeoO0Xoaum
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npo(UITAKTUYECKUN TTpUeM aHTHOMOTHKOB IEpe]l U TOCie JeUeHHs. DTO BBI3BAHO TE€M, YTO HEKOTOPHIE
0aKkTepuu U3 POTOBOH IMOJIOCTH MOTYT NPOHUKHYTH B KPOBOTOK M BbI3BaTh MH()EKIIMOHHBIA MpoIecC Ha
nopaxeHHoM kiamane. Eciiu HeoOxoauMo ynaneHue 3yda 1moj; aHeCTe3UeH, 3TO TOJKHO OBITh CAETaHO B
OoNbHMIIE, a HE B CTOMATOJIOTHYECKOW TMOJUKIMHUKE, TOJ HaOIIOACHUEM OIBITHOTO Bpaya-
aHEeCTEe3M0JIOTa-PEaHNMaTOJIOra U Bpaya-CTOMAaTOJI0Ta/Bpada-IeTCKOT0 CTOMATOJIOTA.

Jleuenue OPBU y nmanumentoB ¢ MIIC nydiie Takke MpOBOJUTH MOJ MPUCTAIbHBIM BHUMAaHHEM
Bpaua. Cremyer MOMHHTH 00 OCOOCHHOCTSIX NMPUMEHEHHUS CTAaHAAPTHBIX IPENapaTroB y 3TOM TPYIIIBI
narpenToB. Hanpumep, Takue jekapcTBa Kak aHTUTHCTAMHHHBIE TIPEnapaThl MOTYT CYIIMTH CIU3UCTYIO,
Jenasi ee TOJIIe, NPOTHBOOTEYHBIE HIIM COCYIOCY)KHBAIOIIME CPEACTBA MOTYT IOBBICUTH KPOBSHOE
JaBIICHUE U CY3UTh KPOBEHOCHBIE COCY/IBI, YTO HexenarenbHo npu MIIC.

N3-3a ocoOeHHOCTEH CTpOEHMSI MO3BOHOUYHUKA M TPYAHOW KIIETKH, MAlMEHTaM C CHHIPOMOM
XaHTepa CJI0XKHee CIPaBUTHCS ¢ WH(EKIMEH, eClIi OHA 3aTParuBaeT JIETKHE, MOITOMY Bpadd Jaxe MpH
HE3HAYUTEIbHOW HHPEKIIMH MOTYT Ha3HAYaTh aHTHOMOTHKH.

UroObl HOPMANHM30BaTh LUPKYISIUIO BO3AyXa B JIETKUX, PEKOMEHIYETCS MPOBOAMWTH WIPHI C
MBUTBHBIMU TTY3BIPSIMH, BaTOW, COJIOMHUHKAMH JUIS HAIUTKOB, OYMa)XHBIMH IaKeTaMH W IPYTUMH
npeaMeTaMu, TPEOYIONUMH aKTHBH3AIMA PAaOOTBI  JIBIXaTENbHON CHCTEMBl. BO3MOXHBI WIpHI C
BO3/YIITHBIMH [IApaMH WA Ms4aMH. J[JIs teTeid mocTapiie Wi MoAPOCTKOB MOKHO pa3paboTaTh 3apsaKy
Ha pacTsDKEHUE MYCKYJIOB TPYAHOHN KIETKH, KOTOPYIO POJUTEIH CMOTYT IPOBOJUTH CAMOCTOSTENIBHO.

[laccuBHBIE yNpaXHEHUS [UIS TPYIHOW KIETKH TPUMEHSIOTCS JUIS TAIMeHTOB C OCTPBIMH
WHQEKIMSIME JIbIXaTeIbHBIX MyTeH WM JUTsl TAIIHEHTOB, KOTOPhIE HE MOTYT CAMOCTOSITEIIbHO JIBUTATHCS.
VYrupaxHeHuss nmomMorarT Oojnee 3hGEKTHBHOMY OTAENEHUIO Cn3d. K HUM OTHOCSTCS TOTSATHUBAHUA,
pacTsHKeHHS, IOTPSIXUBAHHS, MacCaX U BUOpAIIHH.

BceMm manmenTam 10JmKHA MPOBOIUTHCS MJIAHOBAS BaKIMHAIUA !

JAuerorepanust

CnenuanpHasi JUeTa HE CMOXKET MPENOTBPATUTh HakomieHue ['Al’, Tak Kak OHU CHHTE3UPYIOTCS B
KJIETKaX, a He MOCTYNaroT ¢ nuien. [loatomy orpannyenus B quere y nanueHToB ¢ MIIC He Hy»XHBI, OHU
JOJIKHBI TUTAThCSI OOBIYHO B COOTBETCTBUU C BO3PACTHBIMU MOTPEOHOCTAMHU.

T'ne B Poccuu 3aHnMAaloTcs IHATHOCTHKOM M JIeUeHHEM
B xaxx1oM U3 pernoHOB ONpeeIeHBI JIeUeOHbIC YUPEIKICHUS, B KOTOPHIX MAIlUEHTHI TOJYy4alOT U
MaTOT€HETHYECKOE JICUCHUE, M TIPOXOISAT BCE HEOOXOAUMBIC UCCIIEOBAHUSI.

¥Y3HaTh 0oJibLIE

B MUPEC CCTb MHOI'O OpFaHHSaHHﬁ, KOTOPBIC MOT'YT IIOMOYb BaM HaAWTH OTBETHI HA JIFOOLIE BOIIPOCHI,
CB3aHHBIX C MYKOIIOJIMCaxXapuA03aMHu:

Me)K,HYHapOI[Ha}I opraHu3anus 1o MyKOIIOJIMCaxapua03aM: WWW.mpSSOCiCty.OI‘g

Mesx1yHapOAHBIN OPTaJ O pelKuM OoJie3HSIM WwWw.orpha.net

EBpOHCﬁCKaﬂ OopraHnun3anmsi, 06T>CI[I/IH${IOH_[a}I IMaUCHTOB C pPasHbIMHU PCAKHMH 3a00JIEBAaHUSIMU
EURORDIS www.eurordis.org

HOMHI/ITC, YTO aKTHUBHAaA IO3UNUA CaMUX ITallTUCHTOB — 3aJIOT YCHCIHHOﬁ M CUACTIJIMBOH KU3HHU!

Oo0mecTBennbie oprann3anuu U Gonasl Poccun

MIIC II Tuna BXoauT B nepeueHb oppaHHbIX 3a00JI€BaHU, JIeUeHNE KOTOPBIX ITPOBOJUTCS 32 CUET
cpeactB rocyngapctBa. I[loMoub mMmanueHTaM NOJIYYUTh JIEYEHHE, TOBBICUTH HH()OPMUPOBAHHOCTH
oOmiecTBa 0 peAKHX OOJE3HSX, a TakXkKe J0OMBATHCS TNMPOJBMXKEHHUS 3aKOHOJATENbHBIX WHUIIMATHB B
oOnacti opdaHHBIX 3a00J€BaHUI MOTYT OOIIECTBEHHBIE OPraHU3aIUH.

IHoMomb ceMbH
KoneuyHo, MHOTOE 3aBHCUT OT Bpaua, CKOJIBKO OH 3HAET Mpo Balle 3a00JeBaHle, Kak MPaBUIbLHO OH
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HA3HAYMJ JICYCHHE M KaK XOpOLIO OH OOBSCHWI BaM NMpHUHLMINBI Tepanuu. He 3a0biBaiite — oT ceMbu
3aBHCUT YCIEX JICYCHHS HE B MEHblIeH creneHu. HyxkHO coOmogarh peKOMEHIAIMH, HU TPU KaKuX
YCIOBHSAX HE TEPATh HAJIEKIy M CAMOMY CTaTh AKCIIEPTOM B CBOEM 3aboseBaHuu. UuTaiite nuteparypy,
oOmIaiTech C CEeMbsIMHU, HE CTECHSIMTECh 3a7aBaTh BOMPOCHL. M nake ecnu Bbl HE mobeaute OOJIE3Hb
MIOJIHOCTHIO, U3MEHUTD KU3Hb K JIyUIlIEMY, CIEJIaTh POJHOTO BaM YEJIOBEKA CYACTIMBBIM B BallUX cuiax!

3a00TUTBCS O TMAIMEHTE C TSDKENBIM 3a00JieBaHMEM — OYeHb TpyAHas 3agada. Poaurenn Toxke
HY)KJAI0TCs B TIOJIHOLIEHHOM OTJIbIXE, @ 3TO HE BCErja nojyvaercsa. Eciu B ceMbe pacTyT U Apyrue AeTu,
OHHM TaKXe TpeOyroT BHUMaHUS poauTeseil. MHOTHE poauTen 00pamarTcs 3a HOMOIIBIO K BOJIOHTEpaM
WIM colMaigbHbIM paboTHUKaM. Eciau B BameM ropoje CyLIECTBYIOT TakOIro poJa MOJAEPKKa,
00513aTEIEHO BOCTIONB3YHTECH €.

[Mammentst ¢ MIIC II Moryr moMo4Yb CBOWM pOJCTBEHHHUKAM, TIPOCTO COOOIIMB UM O
HEOOXOJIMMOCTH MPOUTH JuarHocTuky. Ecnum guarHo3 OyneT yCTaHOBJIEH paHO — JI0 Hauana
HeoOpaTHUMbIX M3MEHEHHI BHYTPEHHUX OpPraHoB, JieueHHe OyzaeT ropasno spdextuBHee. TectupoBaHue
TaKK€ HEOOXOIUMO ISl BBISIBIIEHUS HOCHUTEIbHMI] OOJIE3HM, MOCKOJBKY OHHM HMEIOT BBICOKHH pHUCK
neperaun 3a00J€BaHUS CBOMM CHIHOBBSIM U JOJDKHBI UMETh 3Ty HHQOpManuto. Jleuammii Bpay win Bpay-
IeHETUK HE MMEET MpaBa pas3riialiarh MeIULIUHCKYI0 HHPOPMAIIHIO, TIOITOMY CYAb0a POAHBIX — LIETUKOM
B pPyKaX caMHX HaI[MeHTOB.

Ponnble OpaThsi U cecTpbl, BCe POJACTBEHHUKH 110 MATEPUHCKOMN JIMHUU — IS, TETU U JBOIOPOJIHbBIE
OpaThsl U CeCTPhI JOJLKHBI ObITh MPOUH(POPMHUPOBAHBI O HEOOXOIUMOCTH TECTUPOBAHUSL.

[IpoBenenne MOJIEKYASIPHO-TEHETHUECKOTO aHAJIM3a, HAIMpPABIEHHOTO Ha BBHISBJICHHE CEMENHHOM
MyTranuu reHa [DS nokaszaHo clienyroimum poJICTBEHHUKAM MalMeHTa:

- MaTh

- OpaThs U CeCTpbl

- CBOJIHbIE OpaThs U CECTPBI IO MaTEPH

- I€TH Jouepen

- OpaThs U CeCTphI MaTepH

- JIETH CecTep

- JIeTH TUIEMSHHUI

- IBOIOPOJIHBIE OpaThsl U CECTPHI 10 MATEPUHCKON JIMHUU

- Iouepy BHYKOB (IIpaBHYUYKHU) 10 JIMHUM Jlouepeit

- IETU BHYYEK (IIPaBHYKHU U MPaBHYYKH) IO JIMHUY Jlouepei

[Tpunoxenue I'l1-I'N

I xanbl OICHKH, BOIIPOCHUKHU U APYTUE€ OUECHOYHbIC HHCTPYMEHTDI COCTOSSHUA NMAIIUCHTA,
NPUBECACHHDBIC B KIMHUYCCKHX PEKOMECHAALIUAX

[Tpunoxenue I'1

IlIkana cy0beKTHBHON OLeHKH nmepeHocuMocTH pusuueckoii Harpysku (IlIkamna Bopra) (Borg
Scale)

Hcrounuk: [Borg GAV. Psycho-physical bases of perceived exertion. Med Sci Sports Exerc 1982;
14: 377-381, Borg, G. Borg's Perceived Exertion and pain Scales. USA: Human Kinetics, 1998, p. 2,
Grant S, Aitchison T, Henderson E, Christie J, Zare S, McMurray J, Dargie H. A comparison of the
reproducibility and the sensitivity to change of visual analogue scales, Borg scales, and Likert scales in
normal subjects during submaximal exercise. Chest. 1999 Nov; 116(5): 1208 — 17].

Tumn: mxkaina OLCHKHU
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Hasnauenue: cyObeKTUBHASI OLIEHKA IEPEHOCUMOCTH (DU3HUYECKON HArPY3KU

OneHOYHBIM HHCTPYMEHT: 1IKaja

ConepxaHue U KJIo4:

[TarueHT MONMy9YaeT HHCTPYKIMH 110 OIEHKE OJBIIIKK BO BpeMs Gu3ndecKoi Harpy3ku: ot 0 6amios
— CIIOKOMHOE AbIXaHHUEC, HCT OIIYIICHWA OABIIIKH U JAJICC — OO 10 6aJUIOB, KOoraga OObIIIKa MaKCUMaJIbHA.
OneHuTte cBOM OLIYHICHHS B HACTOSIIIIMIA MOMEHT.

bambt OnrynieHust ObIITKA
0 OtcyrcTBYyeT
0,3
0,5 [IpakTruecku HeT (e/1Ba 3aMeTHas)
0,7
1 Ouens cnabas
1,5
2,5 Jlerxas onplmka
3 JIOBOJIBHO TsDKeas OJIbIIIKa
4
5 Tsxenast opImKa
6
7 CunbHO BBIpa)KEHHAs TsDKEJas OJIbIIIKa
8
9
10 OueHb BRIpOKECHHAS TsDKEIas OJbINIKA (Ha IIpeIesie BO3MOXHOCTEH)

Hogeie, uznannbie B 2020-2023 rT. 11 oduimanpHO yrBepka¢HHbIe MuH31paBoM PO,
KJIMHUYECKHE PEKOMEHIalluu (PyKOBOJICTBA, POTOKOJIBI JICYEHHSI) — HA HAILIEM CaiTe.
WuTepHeT-ceplka:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly lechenija/54.

Ecnu rae-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuaTaH, JaHHOe n3oopaxenne QR-koma
ITOMOJKET BaM OBICTPO MEPEHTH IO CCHUTKE ¢ OYMaXKHOM KOTTMU — B HEM HAXOJIUTCS dTa CChLIKA.
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