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Cnucok coxkpameHui
AJIT — anannHaMuHOTpaHChEpasa;
AP — annepruueckas peakuus;
ACT — acmapraramuHoTpanchepasa;
I'AI' — TIMKO3aMHHOTJIINKAHEL,
KT — xommproTepHas Tomorpadus;
KC — keparancynbdar;
MIIC — mykononucaxapuos;
MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus;
COAC — cunapom 0O0CTPYKTHBHOI'O alTHO CHA
CCC — cepaeuHO-COCYAUCTasi CUCTEMA;
V3U — ynbTpa3ByKOBOE UCCIIECIOBAHNUE;
OB/l — ¢yHKIMS BHEIIHETO AbIXaHUS;
O3T — pepmeHTHAS 3aMECTUTENbHAS TEPAITUs;
OKTI- sanextpokapauorpadus;
OHMI — sanextpoHeiipomuorpadus;
9x0-KI" — sxokapaunorpadus;

90T — anexTpo3nuedanorpadus.



TepMHHBI U onpeneJIeHus

@epMeHTHAsl 3aMeCTUTeJIbHAsI Tepanusi — JICYCHHE, 3aKIII0Yaloleecsi BO BBEICHUU
npemapata (peKOMOMHAHTHOTO (epMeHTa) MAlMEHTaM C HAcIeACTBCHHBIM HapYIICHHEM
MeTaboIM3Ma.

JInzocomHble 00/1€3HM HAKOIUIEHHWS] — TpyMa HACIEICTBEHHBIX MOHOTECHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HAPYIIEHUEM (PYHKIIHH JTU30COM.

Myxkonosucaxapuao3sl (MIIC) - rpymnma HacneAcTBEHHBIX Ooje3Heil oOMeHa
BEIIECTB, CBS3aHHBIX C HApylmIeHHEeM MeTabonu3ma TiukozamuHoriaukanoB (AT,
MPUBOJALINM K TOpPaKEHUI0 opraHoB U TKaHed. OOycloBIEeHbI [aHHble 3a00JeBaHUA
MyTallUSIMU  TEHOB,  KOHTPOJHPYIOIIMX  MPOLECC  BHYTPUIU30COMHOTO  THUAPOJIM3A

MaKpOMOJICKY!JI.



1. KpaTkasi ungopmManus mo 3a00;1eBAaHNI0 UM COCTOSTHUIO (TpyIme

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpenejenue 3a000€eBaHUS WJIH COCTOSHHUSA (rpynnbl 3a00J1eBaHH WU

COCTOSIHMA)

Myxonomucaxapuno3d IV tuma (Cunapom Mopkuo) - HacieacTBEHHas OO0JIe3Hb

HAKOIUICHHS, O0YCIIOBJIICHHAS NEPHUIIMTOM JIM30COMHBIX THJIPOJa3: TajlakKTO3aMHUH-6-Cyabdat-
cyabdarazel (MIIC IVA) unu B-ramakro3unasel (MIIC IVB), conpoBoXkmaercst OTJIOKEHUEM B
COCIMHUTEIILHON TKaHW KeparaHCylb(dara W Xapakrepu3yercs nedopManusMu CKelleTa W
CyCTaBOB, BBIPQKCHHBIMU BHECKCJICTHBIMU TIPOSBICHHUSIMH, B TOM YHCJIE MOPAKCHHEM
IBIXaTEIbHOM M CePACYHO-COCYTUCTON CHUCTEM, KOMIIPECCHEH CIIMHHOTO MO3Ta,
HapyIICHWsIMA 3pPCHHUS W CJyXa, TMaroyiorueil 3y0oB. Bce BwIenepeunciieHHbIC PU3HAKU
MPUBOJAT K WHBAIHIU3AIMU, a MPH THKEIOM TEUECHUU OOJE3HU - K JICTaJIbHOMY HCXOIY.
KimHudeckue TmposiBICHUS, HAYAll0, TSKECTh U CKOPOCTh TPOTPECCUPOBAHUS KIMHHYECKUX
nposiieHuit MIIC IV ouens BapuaGenbHbl. M3-3a TeTepOreHHOT0 U MPOTPECCHPYIOIIETO
XapakTepa 3a00JICBaHUs JICUUTh €0 CIIOKHO, TPEOyeTcs MEKIUCHUIUTMHAPHBIA MOAXO0J C

yyactueM psga creranictos [2,30].

1.2 DTHOJIOrMSI ¥ MATOreHe3 3200JeBAHNS WM COCTOAHUA (rPVIIbI 3200J1eBaAHMI

MJIM COCTOSTHMIN)

Myxkomnomucaxapuao3 (MIIC) IVA tuna (OMIM #253000) — 310 nu3ocomHas 601e3Hb
nakorienus (JIBH), nacnenyemass mo ayTocoMHO-pernieccuBHOMY Tuily. OHa oOycioBiieHa
nepuuToM pepmenTa N-ameruirainakro3aMuH-6-cynbdatasel (GALNS) BenepcTBre MyTarum
B rene GALNS, nmokann3oBaHHOM Ha XpoMocoMHOM oOmactu 16q24.3, maeHTU(UIIMPOBAHBI
oonee 220 wmyraunmit [2,47]. Hdebuuut paHHOro (epMEeHTa NPUBOJUT K HAKOIUICHHIO
rimko3amuHOTIMKaHOB  ([AT)  XoHmpouTwH-6-cynbpata w  keparancyimbdara (KC) B
pasnmuunbix TKaHsax [7,29,30,42]. KonkperHble IposiBIIEHUST 00JIE3HH B OCHOBHOM 3aBHCSAT OT
ocraTouHOi akTuBHOCTH GALNS u CKOpPOCTHM HAaKOIUICHHS W JIOKAIH3AIMH OTJIOXKEHUN
MaTOJIOTUYECKOTO MaTepraa B TKaHsIX.

Myxkonoaucaxapumoz (MIIC) IVB tuma (OMIM #253010) oGycinoBien aeduiiurom
depMmeHTa [-ramakTo3ugasbl BeiencTBue MyTanmuu B reHe GLB1  nmokanmm3oBaHHOM B
xpomocoMHoOU obnactu 3q21.33. BaxHO OTMETHTH, YTO MyTalMs IeHa, KOAMUPYIOLIEero [3-
rajllakTo3ua3y, BBI3BIBACT TaKkke TaHrnmmo3uao3, tun |. Tum HacrnemoBaHusl ayTOCOMHO-

peneccuBHbIi [12,13]



1.3 DnuaeMuoJorusg 3a00JeBaHUA WJIH COCTOSAHHMA (rpynnbl 3200J1eBAHUNA WJIH

COCTOSIHM 1)

MIIC IVA Bctpeuaetcs kpaitHe peako, ¢ yactotoit ot 1 Ha 640 000 »KUBOPOKIECHHBIX

nereit B 3anmagHoit ABctpasmu 1o 1 wHa 76 000 xuBOopoxkneHHbIX Jnerer B CeBepHO

Wpnanguu [2,22,23]. MIIC IVB BcTpeuaercs emie peke.

1.4 Oco0eHHOCTH KOIUPOBAHHS 3200JIeBAHHS HWJIH COCTOSHHUS (rpynnbl

3a00JieBAaHMI MM COCTOSIHUIT) 10 MeKIYHAPOJHOH CTATHCTHYECKOH KJaaccupukannu

00J1e3Hel M MPOo0JeM, CBA3AHHLIX CO 3I0POBbLEM

Cornacio MKB10, 3aboneBanue oTHocuTcs K kiaccy |V, Gone3HsSM SHIOKPUHHOMN
CHUCTEMBI, pPAacCTpOWCTBY TMUTAaHUS W  HapylleHUWI0 oOmeHa BemlectB, E76.2 -

Myxononucaxapuo3 IV tuna.

1.5 Kaaccudukanus 3a00/€eBaHUST WM _COCTOSIHUS (TPynnbl 3a00J1eBaHUl WM

COCTOSIHMA)

Beigemsitor 11 tunmoB MIIC B 3aBUCUMOCTH OT MEPBUYHOTO OMOXUMHUYECKOTO JedeKTa

(ITpunoxenue A3.1).

Knaccudumuposats MIIC IV Ha 0CHOBE KIIMHHYECKON KapPTHHBI, TSHDKECTH 3a00JICBaHUS
W/UAM  CKOPOCTH IPOrPEecCUpOBaHUs 3a00J€BaHUS HEBO3MOXKHO. OTO  0OO0YCIOBIEHO
TEHOTUNUYECKOH M (EHOTHUNMHYECKOW HEOJAHOPOJHOCThIO 3a00JIeBaHUs, CBEACHUSMH O
Pa3sBUTHM TSDKENBIX MOPaKEHHH TOJBKO B OTIENBHBIX CHUCTEMax OpraHu3ma (Hampumep,
TSKEJIOT0 PECHUPATOPHOTO MOpaXeHUs Ha (OHE HOPMAJIbHOTO pPOCTa), OrPAHUYEHHBIM
KOJIMYECTBOM JIaHHBIX 110 TEUEHHUIO 3a00seBaHus, ero naropusnonaoruu. CTpaTeruo BeJeHUs

alfMCHTOB noz[61/1pa}0T B 3aBUCUMOCTHU OT KIMHHYCCKHUX HpOHBJ’IeHI/Iﬁ [2]

1.6 Kanaudeckass KapTHHA 3200JeBAHUA WJIH cOCTOSIHMS (rpynnbl 3a00J1eBaHUi

HMJIM COCTOSTHMIN)

Pannee  svisisnenue  kaunuueckux — nposaerenuu  MIIC IV cnocobcmeyem
npeoomepaujenuio HeoOPaAMUMbIX NOPAHCEHUU.

OcHogHble KIUHUYeCKUe NposelleHuss. 3aJlepKKa pocTa, 3HAYUTENbHBIC aedopManuu
CKeJleTa, 0COOCHHO KOHEUHOCTE! M IPYIHOM KIeTKH, IeitHas muenonatus [2,29,30].

Buemnnit Bua: muanenisl ¢ MIIC IV npu poxaeHuu BBITISAAT OOBIYHO, HE UMEIOT
NpU3HAKOB 3a0oneBaHusi. TeM He MeHee, H3-3a HAKOIUIEHHS B TKaHAX M OpraHax
MATOJIOTUYECKOTO MaTepualia HapymarTcs (PYHKIMH KIETOK, W TMOCTEINIEHHO Pa3BUBAIOTCA
BBIPO)KCHHBIE AHOMAJIMM CKEJIETa U CYyCTAaBOB, & TAKXKE PsIJi BHECKEJIETHBIX MPOSBICHUN, B TOM

YHUCJIC IMOPAXKCHUEC ,I[BIX&TGJTLHOP'I n Cep,Z[e‘IHO-COCYI[HCTOﬁ CHUCTEM, IIATOJIOTHA 3PUTCIBHOIO



aHaJIM3aTOpa, CHIKEHUE CIyXa, MopakeHne 3y0oB, pexe rematomeranus [2,43-45]. Hauboee
XapakTepHbIM mpu3HakoM s nanueHtoB ¢ MIIC IV sBisercs HU3KHI pocT OGONBHBIX C
KOPOTKMMHU TYJIOBUILIEM M 00Ji€€ BBIPA)KEHHBIE CKEJIETHBIE IPOSBICHMS, YEM IPHU JAPYTUX
MIIC. JHna MIIC IV  xapakrepHa TIuIepMOOMIBHOCTh CYCTAaBOB, OTJIMYAOLIAs 3TO
3abosieBanue ot apyrux TunoB MIIC, u He xapakTepHbl KOTHUTUBHBIC HapyieHus [2,46].

IlepBble cUMITOMBI NOSBIAIOTCS B Bo3pacre 1-3 roxa; x 7-8 rogaM KIMHUYECKas

KapTHHA YK€ IIOJIHOCTBIO BhIpakeHa. OTMedaercss OTCTaBaHHE B pocTe U (PU3UUECKOM
pazBuTuu. DOEHOTUII: MOTYT HAOJIIOJAThCS IIMPOKUH POT, KOPOTKUH HOC, peaKue 3yObl,
BO3MO>XHO HUCTOHUEHHUE 3yOHOU SManu. AHOMAalHs IPyIHON KIETKH, 00mias ci1adoCcTh MBIIIILI.
X-o0pa3nass nedopmanusi HOT, AUCIIA3Usl Ta300€APEHHBIX CYCTaBOB, KOpOTKas mies. Y
HEKOTOPBIX MAIMEHTOB (PEHOTHUI HE U3MEHEH, HO UMEETCs IATOJIOTUsl CEPAECYHO-COCYIUCTON U
IBIXaTeIbHON CHCTEM.
Kocmuasa cucmema: mopaxeHue ckelera M CYCTaBOB SBJseTCS HauOoyiee OUYEBUIHBIM U
pacnpoctpaneHHbiM  nposiienuem  MIIC IV. B OGonpmmHcTBE — ciydaeB 00Je3Hb
XapaKTEepPU3yeTCcsl  KapiMKOBOCTBbIO (pocT B3pociioro OompHOro okosno  80-115  cm),
HENPOIOPLUUOHAIBHBIM TEJIOCI0KEHNEM (OTHOCUTENIBHO KOPOTKOE TYJIOBHUIIE, MUKpoLiedaus,
KopoTkasi miesi). BeipaxkeHa nedopmarusi ckeiera, OCOOCHHO TPYAHOW KIETKH (KypuHas,
060uK000pa3Hasi, KuaeoOpa3Hasi), BEpXHUX M HIDKHUX KOHEYHOCTEH, CYCTaBOB U HapylICHHE
noxonku [2,43,44,53,54]. Xapakrepusie nposieinenust MIIC 1V, He HaOir01aeMble IPU APYTUX
Bujgax MIIC, BkitouaroT runepMoOMIIBHOCTh CYCTaBOB U Je(OpMalliio 3alsiCTHi, BIJIOTH JI0
Pa300ATaHHOCTH 3aMSCTHH CO CHIKEHHEM CHJIbI XBaTa M yTpaToOd Menkoi Motopuku [2,53].
Taxke BO3MOXHBI TOJABBIBUX Ta300€PEHHBIX CYCTaBOB W HECTAOMIBHOCTH KOJIEHHBIX
cycTtaBoB. ['mnomma3usi 3y0OBHIHOTO OTPOCTKAa BTOPOTO LIEHHOTO MO3BOHKA B COYETAHUM C
pa300NTaHHOCTBIO ~ CBA30YHOIO  ammapara  MOXET I[PUBOAWTH K  HECTaOMIIBHOCTH
aTJIaHTOAKCHAJIbHOTO CyCTaBa C IMOCIEAYIOIIUM pPa3BUTHEM CTEHO3a IO3BOHOYHOI'O KaHala
U KOMIIPECCHHM CIMHHOTO MO3Ta, pa3BUTHIO MuesonaTuu [2,4].

PenTrenonoruueckre  NpOSBIEHUS ~ MHOXECTBEHHOIO  JM30CTO3a  BKIIIOYAIOT
aHOMaJbHYI0 (OpMYy  MO3BOHKOB CO CJIMBIIMMHCS NEPETHUMH OTAETIaMH, IJUCIIIA3HIO
NepeHuX ano(u30B Tl TMO3BOHKOB, MPUBOMASIIYI0 K KIMHOBUIHOCTH IIO3BOHKOB,
(ecTOHUaTOCTh 3a/JIHUX OTIENIOB MO3BOHKOB, IUIATHUCIIOHAWINIO, KH(}O3 B IPyAONOSICHUYHOM
oTJieie, KOPOTKHUE U IIUPOKUE KOCTH 3AISICThSL CO CKPYTVIEHHBIMU MPOKCUMAIIBHBIMU OTEJIAMH,
HEPaBHOMEPHOCTh KOHTYPOB KOCTEH 3aMsicThs, 3aKpYIJIEHUE KpPbUIbEB MOJIB3/I0IIHBIX KOCTEH
Ta3a, JUCIUIA3WIO0 BEPTIY)KHOW BMAJWHBI, BaJbl'yCHOE TIOJOKCHHE IIEHKH OeIpeHHOMN

KocTH (coxa valga), HapyKHOE OTKIIOHEHHE rojieHu (genu valgum), BabryCHOE OTKIIOHEHHE



JONBDKKH, KWJICBHAHYIO Tpyab (pectus carinatum), BeciooOpasHyro aedopmanuio pedep,
YKOPOUYCHHE W YTOJIICHHUE KIIFOYMII, XOTS HA MOMEHT UarHOCTUKU MOTYT UMETBCS TOJIBKO

HEKOTOpbIe M3 ATHX mposeieHuit [2,51]. [2,56,57].

HpixarenpHasg cuctema: IlaTosiorust nbIXaTelbHOM CHUCTEMBI SIBJISIOTCS OCHOBHOU
MPUYMHOMN JIeTallbHOrO ucxonaa y namueHtoB ¢ MIIC IV tuna [2,58,59]. Otnoxenune 'Al' B
IPUBOJUT K CYXEHUIO U U3BUTOCTU JIBIXATEIbHBIX IyTeH, JeGOopMaluu Tpaxew,
TpaxeoOpouxoMasinuu. HapyimieHne cTpoeHus: KocTel yepena, Mo3BOHOYHHMKA, OIpaHHMYCHHE
crubaHusi B IIEHHOM OTeJe IO3BOHOYHUKA B CBOIO OYepeAb YCYryOJsieT IbIXaTelIbHYIO
HEJO0CTAaTOYHOCTh, U MAallMeHT, YTOOBI COXPAHUTh MPOXOJUMOCTD JbIXaTeNbHBIX MYyTEH, MOXKET
IIPUHUMATH [IOJIOKEHUE «IIPUHIOXUBAHUSA». PEeCTPUKTHUBHBIE IMOPaK€HUS MOTYT Pa3BUTHCS
BCJIEJICTBHE MAJICHHKOTO 00bEMa U MaTOJOTHUECKOW (POPMBI TPYIHON KIETKH MU BCIICICTBHE
HapylIeHus TMOABMXKHOCTH auadparmel [2,58]. XapakTepuHbIM MPOSBICHUM  SBISETCS
cuHApoM o6cTpykTBHOE artHOd BO cHe (COAC) u npoAoKUTeIbHASI THTOBEHTUIIS IS

Co BpeMeHEM pa3BUBAIOTCS CEPACUHO-COCYIUCThIE OCIOKHEHUS, TAKUE KaK JIErOYHasl
TUIEPTEH3Hs, JIETOYHOE CEPJILE, & BOBMOXKHO — U CEpJCUHO-JIErOYHAasi HEJOCTATOYHOCTb.

CepaeuHo-cocyaquCTasl CUCTEMA: MOpPAXKEHHUE cep/ia HaOJI01aeTCsl JOBOJIBHO PEIKO Y
nerei. B orimmume ot apyrux MIIC, npu MIIC IV nopaxenus cepliedHbIX KIalaHOB, Kak
IIpaBWJIO, O4YE€Hb Jerkue. MHOrna KIMHUYECKH 3HAYUMOE IOPaKEHUE CEplLa pa3BUBAETCS
TOJIBKO B TIOCTITyOepTaTHOM Bo3pacte. [2,44, 63], yacTora pa3BUTHS KJIAAHHOW perypruTaiun
U CTEHO3a OKa3ajach pa3jMuyHOi. THUNMYHA HEAOCTATOYHOCTh AOPTAJBLHOTO KIalaHa, pexe
MUTPAJIBHOTO. BBIABIAIOT HEOONBIION AMaMETp JIEBOTO KEIyJoYka M aHOMAJIbHO HM3KHI
yJIapHblii 00beM B kauecTBe KOMIIEHCAlIMKM MOKET pa3BUThCS Taxukapaus. Kpome Toro, y aTux
OOJBHBIX NpPU TMEPEXOA€ M3 IMOJIOKEHUS JiekKa B IOJIOKEHHE CHJASI MOXKET 3HAYUTEIbHO
BO3pacTaTh aprepuanbHoe nasieHue. Kapauomeranuss oObIYHO HOCUT BTOPUYHBIM Xapakrtep.
Ha no3nxem cpoke 0ose3HU MpOsiBIEHUS O0siee BhIpaKEHHBIE M3MEHEHUS KapIMOBACKYISIPHON

CUCTCMBI

[leHTpanbHas HEPBHAS CUCTEMA:

WuTemiekT o0bIYHO Y OOJIBHBIX HE CTPaJaeT.

Haunbosiee yacTeiM HEBPOJOTHMUECKUM oOcioXHEHHeM y mauueHToB ¢ MIIC IV tuna
SBIIETCS IIeWHAas MUENOMNAaTHUs, Jalle KaK CIeJCTBUE HapylleHus: occuuKaniy 3y00BHIHOTO
oTrpocTka. IlepcucTenius XpsAmeBoro 3a4aTka npeIpacnoyiaracT K HIOBTOPHON TpaBMAaTH3aLUN

wim naxe mnepenomam [4]. TpaBmaruzanus OTpPOCTKa NPUBOJUT K AaTJIaHTOAKCHAIBHOM



HECTAOMJIBHOCTH U THNEPTPOPUU XPAIIEBONH TKaHW BOKPYT 3YOOBHJIHOTO OTPOCTKA, a TaKKe
TBepA0i M03roBoi 06osouku [33.]. Takum 00pa3oM, B OCHOBE KOMIIPECCHHU CITMHHOTO MO3ra
JISKUT COUYETaHHE HECKOJBKUX (DaKTOPOB: HECTAOMIIBHOCTD CyCTaBa, THIIEPTPo(Us XpAIIEBOH 1
MSTKUX TKaHed. [[puurHON CHAaBIEHUs] COMHHOTO MO3ra y 3TOM TIPYIIbI MMALMEHTOB SIBISETCS
HECTaOMILHOCTh MICHHBIX M TPYIHBIX (pexke) mo3BoHKOB. [2,4,44]. Ilo maHHBIM JHTEPATYpPhI
HapYILICHUs CO CTOPOHBI HEPBHOM CHUCTEMBI MJIM KOMIIPECCHUS CIMHHOTO MO3ra Pa3BUBAIOTCA Y
51% OGonbHBIX, B TOM uncie y 30% — uepBukanbHas muenomnarus, y 14% — kommpeccus
HIEHHOTO OTJeNa COUHHOTO Mo3ra, U y 13% — kommpeccusi TpyAONOSCHUYHOIO OTIeia
CHMHHOTO Mo3ra [2,44]. PacripocTpaHeHHOCTh 3TUX MOPAKEHUN YBEIMYUBACTCS C BO3PACTOM.
Kommpeccus B 1IeHOM OTAeNe CIOMHHOTO MO3Ta MOXET TMPUBECTH K Pa3BUTHUIO
HEYCTOWYMBOCTH TOXOJKH, CJIa00CTH BEPXHHX M HWKHUX KOHEYHOCTEH, HapyIICHHSIM
MOYCOT/ICIICHHSI, Tapaaudy, BHe3amHoW cmeptu [2,60,61]. Ha ypoBHe TpymHOTO ™
MOSICHUYHOTO OT/IEJIOB MO3BOHOYHUKA KOMIIPECCUSI CTUHHOTO MO3Ta MOKET MPUBECTH K O0JIIM
B TMOSCHUIE, Uppaguanuu Ooleil B HOTH, IOCTEIIEHHO pPAa3BUBAIOIIEMYCS Napaaudy u
CBSI3aHHBIM C HUM OCJIO)KHEHUSIM, TAKHM KaK CJIa0OCTh B HM)KHUX KOHEYHOCTSIX, HAPYLICHHUS
YyBCTBUTEIBHOCTH, HApyLICHUS (QYHKIMH MOYEBOro my3bips [2,62]. CHHAPOM 3arsiCTHOTO
kaHana Juis nauuentoB ¢ MIIC 1V tuna He XxapakTepeH.

Opranbl 3peHus: auddy3Hoe MOMYTHEHHE POTOBUIBI M HapylleHUs pedpaxiuu
(acturmaTHsM, OIM30pPYKOCTh U AanbHO30pKocTh) mpu MIIC IV BcTpeuaroTcst 4acTo U MOTYT
MPUBOJNTH K CHIKCHHIO OCTPOTHI 3PEHUS M HApPYIICHHIO CBETOBOW YYBCTBUTEIHHOCTH
[44,45,64]. XoTs moMyTHEHHE POTOBHIBI C Bo3pactoM ycwiuBaercs, npu MIIC IV onHo
00buHO MeHee BbIpaskeHHOoe, ueM mpu MIIC I tuma u MIIC VI tuna [2,65, 66]. Takxe mpu
MIIC IV crnopaauyecky ONMCHIBAIOT KaTapakTy, IJayKoMy, PETHMHOMNATHIO, OTEeK JHUCKa
3pUTEIBHOTO HEPBa, aTPOHIO 3PUTEILHOTO HEpBa, [67-72].

Cnyx: Hns nmamuentoB ¢ MIIC IV Tuma xapakTepHO CHIDKEHHE CIIyXa, C BO3PAacTOM
pa3BuBaeTcs TIJyXxoTa. B mepBoi jekage JKM3HM 4YacTO pa3BUBAIOTCS HEWPOCEHCOpHas,
KOH/JYKTHBHAs TYTOYXOCTb MJIM CMEIIaHHAs TYroyxocTh [2,73,74]. IloTeps ciiyxa MOXeT ObITh
00yCIIOBJICHA PEIMINBUPYIOIINMH WHOEKIUSIMH JBIXaTEIbHBIX MyTeH WM CPEIHUM OTHTOM,
nedopMareil CIIyXoBBIX KOCTOYEK W/WIIM TOpPaXCHHWSMH BHyTpeHHero yxa [45,73,74]. B
uccnenoBanuu ¢ yyactueM 18 6ompHbIx MIIC IV A Tuna KOHAYKTHBHAsI TyTOYXOCTb BbIsIBIIEHA
y BceX Tpex OONbHBIX MilajmIe § JeT, a CMEelIaHHas WM HeWPOCEHCOpHasi TYyroyxocTb — y 14
n3 15 OGompHBIX 8-Mu JyieT W crapmre. JlecaTn OOJMBHBIM IMOTPEOOBAJICS CITYXOBOW armapar
[2,44,74]. Hapymenuss cnyxa npu MIIC |V yacro nenoonenuBarotr. [losTromy mpu

YCTAHOBJICHHUU OHArHo3a U B HOCICACTBUU TIPpHU AWHAMHYCCKOM H3.6JIIOZ[€HI/II/I HGOGXOI[I/IMO



PEryJIsIpHO MPOBOAUTE 00CIeI0BaHKE ciiyxa [2,45].

Kenyoouno-kuweunas cucmema. YXKemymnouHo-kuinednble nposinenus npu MIIC 1V
BKJIIOYAIOT MYIOYHBIC, MMAXOBBIC WU JIBYCTOPOHHHE nuadparMaibHbIe TPHIKHU, PACXOKICHHE
MPSIMBIX MBI JKHBOTA, PEKE TeMaTOMETaIuio, CINICHOMETAIUI0O W JPYTHE KEIyI09HO-
KHUIIIEYHBIE pPACCTPOMCTBA (HampuMep, XPOHHYECKHU 3amop, auapero) [44,45,76]. Tem He
MeHee, JKeITyJ0YHO-KHUILIEYHbIE MPOSBICHHUS, KaK IIPAaBUIIO, BBIPAKEHBI ciabee, YeM MpH APYrux
tunax MIIC.

Anomanus 3y608: 3yObl, KaKk MPaBUIO, HEOOJBIIHE, MUPOKO PACCTABICHHBIC, YaCTO C
TOHKOM, CTPYKTYpPHO ciaboi SMaibi0 W MEJIKUMH OCTPOKOHEYHBIMU KOHUYMKAMH, PE3LIbI
Jomaroo0pasHble, Ha IIEeKaX SMOYKHU, BO3MOXKHBI U JIPYrHe aHOMAIMH PA3BUTHS MOJOYHBIX U

MOCTOSIHHBIX 3y00B [2,77-79]. TlosToMy B 3ybax jierko odopasyercs kapuec [2,79].

BI)Ipa)KeHHOCTI) KIIMHUYCCKUX HpOHBJIeHI/Iﬁ B 3aBHUCHMMOCTH OT BO3pacCTa MNpCACTaBJICHA B

[Tpunoxenun A3.2

2. luarHocTrKa 3a001€BaHUSl WJIH COCTOSTHMS (TpPynnbl 3a00J/ieBaHUI
WIA COCTOSIHMiA), MeIUIUHCKHE TOKA3aHUSI M TNPOTHBONMOKA3AHHUA K

NPUMEHCHHUIO METOA0B THATIHOCTHKH

U3-3a npoepeccupyroweeo xapaxmepa MIIC 1N eco panmssi ouacnocmuxa modcem
umMems pewlarowee 3HaAYeHue 0N ONMUMU3AYUU pe3yibmamoe JedeHus. Kax npasuno,
KAUHUYECKUU NOUCK HAYUHAIOM NOCNe BblAGNeHUs NPOSPeCcCUpyiouux NoaUCUCTIEMHbIX
KAUHUYeCKUX u/unu penmeenonocuyeckux napywenut [2]. Quaenos MIIC \V ycmanaeiusaemcs
Ha OCHOBAHUU COBOKYNHOCMU  KIUHUYECKUX OAHHLIX, Pe3yIbmamos aabopamopHo2o
uccne008anus U MoaAeKyIsApHo-eeHemuyecko2o ananusza ([lpunoscenue I'l).

Juaenocmuposamov MIIC IV no-npesxcnemy cnosxcno uz-3a peoxocmu 3a6071e6anus u
e2o cxoocmaa ¢ opyeumu JIBH u cxenemuvimu oucnaazuamu. B uacmnocmu, cunopom Mopkuo
muna A cnedyem uckiouame 6 Xode 00cnedoéaHusi U Nocie  OUASHOCMUKU
CNOHOUNOANUPUZAPHOU OUCNAA3UU, NCEBOOAXOHOPONIA3UU, MHONCECMEEHHOU INUPUIAPHOT
oucnaasuu, 6Oonesnu Jlece-Kanvee-Ilepmeca ¢ 08YCMOpOHHUM NOpPAdCEHUEM, BCAeOCMEUE
cxoocmea smux 3abonesanutl ¢ cunopomom Mopkuo muna A, eciu moabko Kako2o-1mubo u3s
amux 3ab0nesanull He 6bli6ieHo 6 cemetinom anamuese [2,48,49]. Kpome moeo, svissnenue
ouaenoza MIIC IV mooscem oxazamvcs 6onee nO30OHUM 8 OMCYMCMBUE KIACCULECKUX UCXOOHBIX

CUMNNIOMOB 3a60ﬂ€661Huﬂ, maxkux Kak KuquS’. Hpu bonee neckom meyenuu 3a001e6aHUSA
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nepevie CUMNMOMbL  MO2YM  Oblmb  AMUNUYHLIMUY, HANPUMED CKOBAHHOCHMb U  0OOIU 8
mazobeo0peHHbIX CYCmasax.

Pannee evisisnenue xaunuueckux nposenenuu cunopoma Mopxuo muna A noszeonsem
C80€8pPEeMEeHHO npoeooumbs ememamensbcmed u Modcem cnocobcmeosamu
npedomepaujenuro  Heoopamumvix nopaogiceHuil. Takum obpazom, npu YCmMamosieHUU
ouacnoza cunopoma Mopxuo muna A HeobXO00UMO  Op2aHU308amMb  KOMNJIEKCHOe
noaucucmemHoe 00cie008anue no nogooy @u3UUecKuUx  NposaeieHull  O0Ne3HU,  OYEHK)
DYHKYUOHATLHOU CNOCOOHOCIMU U 00BeMA NOPAINCEHUL 8 PAMKAX 3A001e8AHUSL.

Ilayuenmam ¢ ycmanosnenuvim ouaernozom MIIC IN nposodumcs Ounamuyeckoe
Haba0eHUue (CPeOHssl Hacmoma npo8edeHuUsi KOHCYIbmayuil U 00C1e008aHus nNpedcmasieHa 6
Tpunoocenuu A3.3).

Yucno nayuenmos ¢ ouacnozom MIIC 4B mano onucanvl, 0annvie, npugeoeHHvle Huice

oonvute omuocumes k MIIC 4A.

2.1 ’Kaao0Ll M1 aHAMHE3

Ilpu cobope anammneza u xHcanod peKkoOMeHOOBAHO 0OpAMUMb BHUMAHUE HA Cledyroujue
acanobwl u anamuecmuyeckue cobvimus [1-6]:

—  OMAOUeHHDBIU CeMElHbIL AHaAMHe3 (CX0OHble CIyuau 3a001e8aHUsl 8 cembe,

OUZKOPOOCMBEHHbIU OPAK);

—  HU3KUU pocm,

—  yXyouteHue nepeHocUMoCmu GuU3ULecKux Hazpy3ox, ciabocms 8 KOHeUHOCHAX,

—  U3MeHeHUe NOXOOKU;

— ckenemmHvle deghopmayuu

— Oonu 6 cnume, HO2ax, napecme3uu (OHemMeHue, NOA3aHUe KMYPAUEK», NOKAIbIBAHUE)

6 obacmu KoHeyHocme,

— dNHO3 60 CHE,

—  MHOJICecCmeeHHblll  Ouzocmo3  (Oegpopmayuu  uyepena,  epyOHOU  KIemKu,

NO360HOYHUKA, KOHEYHOCmell);
— HapyuwieHue 0CcamKu - Kugo3, CKOIUos;

—  MY20N008UNCHOCMb 8 KPYHHLIX CYCMABAxX U 2UNepMOOUIbLHOCMb 8 MEeNKUX
cycmaeax,
—  HapyuwieHue MeiKol MOMOpUKu,

— CHUJICEHUe cnyxa

11



-QusurkanvHoe obcredosanue

2.3 JIaGopaTopHbIe THATHOCTHYCCKHE HCCIe10BAHUS

OcHnognbie 1abopamophvie Memoovl noomeepaicoenus ouacnosa MIIC IV exnouarom
onpedenenue akmusHocmu ¢pepmenma N-aneTUIranakTo3aMuH-6-cynsdatassl (6 ciyyae MIIC
IVA), p-eanaxmosuoaswt (6 ciywae MIIC IVB), koruuecmeennwiii u kauecmeennwiti ananus I'AI’
Mouu u morexyusipHo-eenemuueckue ucciedosanusi eena GALNS wu cena GLB1l. Janusie
UCCe008aHUsL NPOBOOAMCS 8 CNEYUANUSUPOBAHHBIX 2EHEMUYECKUX 1AO0PAMOPUSIX.

PexoMeH10BaHO MAIMEHTaM C TIO03PEHHEM Ha MYKOIIOIMCaXapu103 KOJTMYECTBCHHOE
Ka4eCTBEHHOE OIpeJIeIeHUE TITMKO3aMUHOTIIMKAHOB MOYH (KOMILIEKC HCCIIEIOBAHMUM ISt
JMarHOCTUKHU MyKormosucaxapuao3a tum V) [1,2,12,13].

YpoBeHb yoenuteqabHocTH pekomenaanuun C (ypoBeHb J0CTOBEPHOCTH T0KA3aTEeJILCTB —

5).

KomMmenTapuu: npu xoauuecmseHHom ananuze 8ulAnai0m nogviuerue konyenmpayuu I'Al° ¢
mouou. Ilpu nposedenuu s1ekmpogpopesa I'Al’ sviasnsiom u30aUpPOBAHHOE NOBbIULEHUE
9KCKpeyuu Kepamancyioghama c¢ moyou. OOHAKO, Npu CKPUHUHLOBbIX MeCAax HA GblasleHue
MIIC IV mocym 6vimb nonyuenst 1oxcHoompuyamenvusie pesyivmamsol. Oowuii ypogens I'AI’
6 moue npu MIIC IV, ocobenno y b6onvHblx bonee cmapuieco 803pacma, Modjcem noGbLULAMbCs
He 8cee0d, MNOCKONLKY YPOBEHb  Kepamancylb@ama ¢ 603paAcmom — DU3U0I0SUYEeCKU
VMeHbaemcss U Modcem O00CmU2ams YpOSHel, COOMBemMCmEYIoWUx 6epxHell 2paHuye
HopMmanvbHo2o ouanazona. Kpome mozo, max kax ypoeHu Kepamaucyib@ama nosvluieHvl He 80
scex cayuaax MIIC N, a nosviwenue yposHs kepamaucyivhama modxcem HAOIO0AMbCA
makoice u npu Opyeux 3a001e8aHUAX, USMEPAMb €20 YPOBEeHb 8 KAuecmee Memooa OUacHOCMUKU
MIIC WV ne cneoyem.

° PexoMengoBaHoO BceM marueHTaM ¢ KiIMHHYeckuMu mnpusHakamu MIIC 4 mns
MOATBEPIK/ICHUST JMarHo3a OmpeneseHne akTUBHOCTH N-amerunranakro3aMuH-6-Cynbharasbl
u P-ramakTo3uaasbl (KOMIUIEKC UCCIEIOBAHMNA I AUATHOCTUKH MYKOTOJIHCAXapuao3a THII
V) [1,2,12,13].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB —
5).

Kommenrapmii: y nayuenmos MIIC IN muna e6viagnsemcsa CHUdCeHUe AaKmueHOCU
Gdepmenmos 6 3asucumocmu om noomuna . Ilpu MIIC WA  cuuscaemca depmeHt N-
areTuiIranakro3aMuH-6-cyiabdarase;, npu MIIC N B ¢epmenm p-eanaxmosuoasza. [2,50].
IIpasunvhas ouazHoCmMuKa 4pe3svbluaio 8aX}CHA, NOCKOIbKY 68 Hacmosujee 6pems 05 JedeHus

MIIC IVA muna npeonosicena 3amecmumenvHas hepmenmHuas mepanusi.
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3abop 6uomamepuana 05t OUAeHOCMUKU 8 NAMHAX Kposu onucar 6 Ilpunosxcenuu A3.4

o PexoMeH10BaHO BceM NAalMEHTaM CO CHW)KEHHOW AaKTHUBHOCThIO (epmenta N-
aneruranakro3amMuH-6-cysabdarassl (MIIC IVA) u B-ranakrosumassl (MIIC 1VB) nposenenue
MOJICKYJIIPHO-TEHETHUECKOTO HMCCIIeIOBaHus: BhisiBJIeHHME MmyTanuii B reHax GALNS u GLB1
COOTBETCTBEHHO C II€NIbI0 MOATBEPKICHUS AMArHO3a Ha MOJICKYJISPHO-TEHETUYECKOM YpOBHE
[1,2,12,13].

Yposenb yoeauteabHocTH pekoMenganuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEIbLCTB —
5).

Kommenrtapuu: goissienue mymayuii 8 cenax GALNS u GLBlnoomesepowcoaem ouaecnoz MIIC
IVA u MIIC \NB coomeemcmeenno. Bovisgnenue cemeunou mymayuu oenaem 603MONCHbIM
00cnedosane poOCmeeHHUKO8 NpobaHda, evissienue cemepo3ucomusix Hocumenei MIIC IV, a
makoice npogeoenue NPEeHAMAIbHOU U NPeUMNAAHMAayuoHHou oOuaznocmuxu. Credyem
VUUmMbIBAMb, YMO 8 PeOKUX CIYHasaX MYMayuu 8 2eHe ¢ NOMOWbIO CIMAHOAPMHBIX MEmo008
JHHK-ananusa, mozym Ovimv He 8blA6/1eHbl, MAK KAK PACNOAA2AIOMCA 8 2yOUHe UHMPOHOS8 UTU
npedcmasasiom cobou npomsidcennvie Oeneyuu 2ena [1]. B smux cayuasx neobxooumo
MuamenbHoe CONOCMAGIeHUe OUOXUMUYECKUX U KIUHUYECKUX OAHHBIX O/l NOOMBEPICOCHUS.
ouaznosa.

PexomengoBano Bcem nanuentam ¢ MIIC |V npoBenenue anannza KpoBU OMOXMMHUYECKOTO
O0IIEeTepaneBTUYECKOT0 C IIeNbI0  onpeeneHuss (YHKIMOHAIBHOTO COCTOSIHMS —TEeYeHH
(amanunamuHoTpancdepasa (AJIT), acnapratamunoTrpancdepaza (ACT), obumit u npsaMoii
OnnMpyOWH, XOJNECTePHH, HATPHUH, KAJIbIHIA, Kauii, Maraui [17].

YpoBenb yoeaurteabHocTH pekomenaanuu C (ypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB —
5).

KommenTapum: ucciedosanue xonecmepuna eKioyaem 6 mom Yucie, Uccie008aHue YpoeHs
XonecmepuHa JIUNONPOMEUHO8 BbICOKOU NIOMHOCMU 8 KpPOBU, UCCIed08aHue YPOBHs
Xonecmepuna TUNONPOMEUHO8 HU3KOU NIOMHOCMU, UCCIe008aHUe YPOBGHSA TUNONPOMEUHO8 8
Kposu, mpuenuyepuovl. Hccredosanue ciedyem npogooums 6 npoyecce OUHAMUYECKO20
Habnooenus, 8 cpednem, I paz 6 6 mec.

PexomennoBano Bcem narnuertam ¢ MIIC IV npoBenenue o6uero (KIMHHYECKOT0) aHAU3a
kpoBu (OOmmMil (KIMHUYECKUH) aHalu3 KpPOBU PAa3BEPHYTHIM) IS OLEHKH OCHOBHBIX
apaMeTPOB KPOBETBOPEHUS M BBISBIICHUS BO3MOYKHBIX HH(EKIIMOHHBIX TporieccoB [17]

YpoBensn yoeaurteabHocTH pexoMenganuu C (ypoBeHb JIOCTOBEPHOCTH 10KA3aTeJIbLCTB —
5).
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KomMmeHTapuu: 6 ced3u ¢ 6bICOKUM PUCKOM paA3BUmMusi UHMEPKYPPEeHMHbIX UHpeKyul,
acnupayuouHot nHeemonuu y nayuenmoe c¢ MIIC pexomendyemcs nposedeHue OAHHO2O
ucciredosanusi, 6 cpeonem I paz 6 6 mecsyes.

PexomennoBano Bcem naruentam ¢ MIIC |V npoBeaenne o01mero anaian3a MOYH sl OLICHKH
COCTOSIHUSI MOYEBBIBOIAIINX ITyTel u mouek [17, 24].

Yposenb yoeauTeabHocTH pekoMenganuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEJIbLCTB —
5).

KomMmeHTapumu: 6 c6a3u ¢ 6bICOKUM PUCKOM pA3BUMUS UHMEPKYPPEHMHbIX UHDeKyull y
nayuenmos ¢ MIIC pexomendyemcs npogederue OaHHO20 UCCIe008aHUs, 68 cpeoHem, 1 paz 6 6
Mmecsyes.

° PexomennoBano Bcem mamweHTamMm ¢ MIIC IV npoBeneHue HcCClIeIOBaHUS
KOaryJaorpaMMbl (aKTUBUPOBAHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMsl, OIpeleeHHe
IPOTPOMOMHOBOTO (TPOMOOIIIIACTUHOBOTO) BPEMEHH B KPOBH, ONpEICICHHE TPOMOHMHOBOTO
BPEMEHU B KPOBH, HCCIIEJJOBaHHE YpOBHS (PUOPUHOI€HA B KPOBH, OIIPE/IEICHIE KOHLIEHTPALUU
JI-muMepoB B KpPOBH) [UIsl OLIEHKH COCTOSHUSI CHUCTEMbl KOArylsllUd W CBOEBPEMEHHOM
npoUIaKTHKK pa3BUTHSA TpoMO030B [17].

YpoBens yoeaureabHocTH pexkoMeHaauuu C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB —
4).

Kommenrapumn: yvacmoma uccnedoeanus, 6 cpeonem, 1 pas 6 200, npu neodxooumocmu —
yawe (nepeo KaxicObIM ONepamueHbiM MeUamenrbCmeom).

o PexoMeH10BaHO MalMieHTaM C HaTolorued kapaumoBacKyisipHou cuctembl MIIC IV
MPOBEJICHUE HCCIEAOBaHUA YpOBHSA N-TepMUHAIBHOTO (parMeHTa HaTPUypeTHYECKOTo
nponentuaa Mo3roporo (NT-proBNP) B kpoBu 111 cBOEBpEMEHHON AMArHOCTUKH CEPACUHOU
HEJIOCTAaTOYHOCTH,  JAu(depeHInaIbHOi  JUArHOCTUKH  C  OJIBIIIKON,  BBI3BAaHHOU
pecupaTOpHBIMU TpOoOIeMaMHu, AJisl pelIeHHs] BOIIPOCOB O CTapTE/KOPPEKIIUU KapIUOTPOITHOM
tepanuu [17].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb T0CTOBEPHOCTH 10KA3aTENbCTB —
4).

Kommenrtapmii: kpamnocms uccnedosanusa: 1 pas 6 200.

2.4 HNHCTpYMEHTAJIbHbIE THATHOCTHYECKHE UCCICI0BAHUS

o PexoMeH0BaHO BceM TMalUeHTaM C KIMHUYeCKUMHU mnpusHakamu MIIC IV
npoBenenue Y3U opraHoB OpromHoi mojoctH (YIIBTpa3BYKOBOE HCCIEIOBAaHUE OPraHOB

OpIOILIHOM MOJIOCTH (KOMILJIEKCHOE),) W/UITU MPOBEIEHUE MarHUTHO-PE30HAHCHOI ToMorpadun
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OpraHOB OPIONIHOM MOJIOCTH W/WUITM KOMITBIOTEPHON TOMOTpaduu OPraHOB OPIONTHOM MOJIOCTH C
IICJIBbIO BBISIBIICHHUS YBEIIMYEHUI pa3MepOB IEUCHH U ceie3eHKH (peke) [2,44,45,76].

YpoBenb yoeaurteabHocTH pekomenaanuu C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB —
5).

KomMeHTapum:  GulA61AI0MCS  YMEPEHHAs 2enamome2anus uiu 2enamocnieHOMe2ausl
(peorce). Bvibop memooa uccnedosanus — NO UHOUBUOYANbHBIM NOKA3AHUAM UCX005 U3
803MOJICHOCIeEN nayuerma u KiuHuyeckou nompeornocmu. Ilpu neobxooumocmu npumeHsaemcs
anecmesuono2uieckoe nocooue. Kpammocms uccneoosanus 1 paz 6 200, npu Heobdxooumocmu -
yawe.

o PexomengoBaHo BceM ManMeHTaM C KiuHUYeckumu npuszHakamu MIIC IV
npoBejienue pentreHorpapuu w/wim KT mieliHoro, TpPyAHOTO M TOSCHHUYHOTO OTIeIa
MO3BOHOYHUKA, Ta300€IPCHHBIX CYCTaBOB, a TAK)KE PEHTICHOTpapUH BEPXHUX W HUKHHUX
KOHEYHOCTEH C LIEJbI0 BBISBIECHUS MHO)XECTBEHHOI'O IM30CTO3a He pexxke 1 paza B 12 mec
[2,3,4,10,11].

. YpoBeHb yoeauteabHocTH pexoMeHaanuun C  (YpoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

Kommenrapumn: cneyuguueckue penmeenonocuveckue usMeHeHUs SKIIOYAIOM AHOMAbHbIE
UBMEHEHUsL NO360HKO08, Kugo3, ckoauos. Ilpu ob6ciedosanuu nO360HOUHUKA HYHCHO OYEHUMb
Hanuuue CMmeHo3d U HeCcmadOUIbHOCMU — NO360HOYHUKA U KOMNPECCUU CHUHHO20 — MO32d.
Kaosxcovie 1—3 2o00a, 6 3asucumocmu om KIUHUYECKO20 meyeHUus 3a007e6aHus, ciedyem
npo8ooUms 0030pHYI0 penmeeHo2papuio ueliHo2o (6 nepednezaonem, 6OKOBOM HelUmpAalIbHOM,
ceubamenbHO-pazeudamenbHOM NOJNONCEHUSX) U  2PYOONOSACHUYHO20 (8 nepeoHe3aoHeu U
bokoeou npoekyusix) omoenos nossonounuxa [2,4]. Heobxooumo oopamums eHumanue Ha
KOpOmMKUe U WUPOKUe KOCMU 3ANACMbA CO CKPY2IEHHLIMU NPOKCUMALLHBIMU OMOeLaml,
HEPABHOMEPHOCMb KOHMYPO8 KOCMEU 3ansicmusl, 3aKpyeleHue — Kpoulibeg  N008300UIHbIX
Kocmell maza, OUCHAA3UI0  BEPMIYIHCHOU  6NAOUHDL,  BAIbZYCHOE MNONOJMCEHUe  WelKU
bedpennou xocmu (coxa valga), Hapyscnoe omxloHeHue 2onenu (genu valgum), eanveychoe
OMKIOHEeHUe  JNOObIKCKU,  KULeBUOHYro  2pyob  (pectus carinatum),  6ecioo0pazHyio
Odeghopmayuio pebep, YKOpoOuYeHue U YMoaWeHue Kioyuy, Xomsa Ha MOMEHM OUAeHOCMUKU
MO2Yym UMembCsl MOAbKO HeKomopble U3 smux nposenenuu [2,51].

IIpu penmeenonocuneckom 00c1e008aHUU MA300€OPEHHBIX CYCMABO8 U HUNICHUX KOHEYHOCmel
cnedyem — cocpedomoyums — BHUMAHUE — HA — HAIUYMUU — Hpocpeccupyioujell  OUCHAA3UU
mazobedpentnozo cycmasa (ynioweHue 8epmiayHICHOU 6NAOUHbL ¢ NOOBbIBUXOM), genu valgum

(mubuo-ghemopanvHulil yeoin), 8a1beycHO20 OMKIOHEHUS. T0ObIICKU.
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PexomengoBana Bcem marnmeHtam ¢ MIIC IV koHCymnbTaus Bpada-oTOPHHOJAPUHTOJIOTA C
MIPOBEJICHUEM OCMOTpPA BEPXHHUX JIbIXaTEIbHBIX MyTeH (HOCOTJIOTKH M TOPTaHM), B TOM YHCIIE C
MOMOIIIBIO HIOCKOUH [2, 25].
YpoBenb yoeaurteabHocTH pekomMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB —
5).

KomMeHTapuu: npu Hanuuuu cumnmomos oOCmpyKyuu u nepeo onepayueti MOMNCHO
paccmompems nposeoeHue 6010KOHHO-ONMUYECKOU JIAPUHCOCKONUU.
Y NAYUEHMO8 C PAHHe20 803PACMA OMMeUaAlomcs cunepmpodus adeHouoos u munoarun. Ilpu
HAIUYuU NOKA3aHULL NPOBOOUMCST IHOOCKONUYUECKAs IHOOHA3ANbHAS pPesu3us Nnoiocmu Hocd,
HOCO2IOMKU, INUPAPUHCOIAPUHSOCKONUS, SNUPAPUHLOCKONUS  8UOCOIHOOCKONUYecKas (8
cpeonem, 1 paz 6 200).
o PexomengoBaHa KOHCYNbTaIMsl Bpadya-CypA0I0ra-OTOPUHOIAPUHTOJIOTA U IIPOBEICHUE
aymuomerpun BeceM nanuentam ¢ MIIC |1V ¢ nenbio BbISIBIEHUS TYrOyXOCTH He pexe 1 pasa B
roay [1,2,25].
YpoBenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
5).
Kommentapun: Ilpu momo3peHnn Ha CHIKEHHE CllyXxa HEOOXOAMMO IPOBEACHUE
otoakyctuueckoil smuccun (TonanbHas ayauomerpusi, PeueBas aynuomerpusi, Wrposas
aynuoMmeTpusi, Perucrpamus BBI3BaHHBIX aKyCTHYECKHMX OTBETOB MO3ra Ha TOCTOSHHBIE
MoaynupoBaHHble TOHBI (ASSR TecT) (mpu OTCYTCTBUU HKCCYNAaTUBHOTO OTUTA) .Hapyuienus
ciyxa npu MIIC WV wacmo mnedooyenusarom. Iloomomy npu ycmanosieHuu ouacHosa u
BNOCNEOCMBUU  €J#Ce200HO HeO0OX00UMO NPOBOOUMb AYOUONO02UYeCKoe 00C1edosanue ¢
KOppeKyuell no 603pacmy (Hanpumep, UsLyyeHue 36yKa Y HOBOPOICOEHHBIX, AYOUOMEMPUID C
8U3YATbHLIM NOOKpenieHuem y oemeti om 8 mecsayes 0o 3 nem, 06biuHOe 00Cied08anue yuiel y
bonvubix 3 1em u cmapute) [2,45].
Tyzoyxocms pasHoll cmeneHu GblpadCeHHOCmU Xapakmepha Oiisi 0aHHo2o 3abonesanus. OHa
Moxcem Obimb KOHOYKMUGHOU UMY HEUPOCEHCOPHOU UNU HOCUMb CMEWAaHHbI XapaxKmep.
Pannee eviasnenue myzoyxocmu noseongem YAyuuumv Kauecmeo IICUSHU NAYUEHMOS,
obecneuums 603MOHCHOCMb 0OUjeHUs U 0OYUEHUS.
o PexoMeHnaoBaHo ompesaereHue  (QOPCUPOBAHHOW  JKU3HEHHOW  €MKOCTH JIETKUX
(®XKEJI) m makcuMmallbHOM MPOM3BOJIBHOM BEHTWISALMHU (maximum voluntary ventilation —
MVYV) namuerram ¢ MIIC IV exeroaHo ajas OLEHKH COCTOSIHUS OPOHXOJETOYHOUW CHCTEMBI,
OLeHKU 3(P(PEKTUBHOCTH NMPOBOAUMOM Tepanuu, KOHTPOJS 3a COCTOSHUEM OpOHXOJIETOYHOM

cucteMbl He pexe 1 pasa B roa[2].
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YpoBenb yoenureJbHOCTH pekoMeHaauuii C (ypoBeHb J10CTOBEPHOCTH A0Ka3aTeJNbCTB —
5).

Kommentapumn: IIpoBenenue uccnenoBanus ¢pyHkuuu BHemHero jeixanus (PBJl) meromom
crimpomeTpun BeeM naruertam ¢ MIIC 1V, ciocoGHBIM BBITOTHUTH TPeOyEeMBI JbIXaTeIbHbIH
MaHeBp. [Ipu usMeHeHuu BbIPANCEHHOCMU PEeCNUPAMOPHBIX CUMNMOMOS8 UIU  PA3GUMUL
UHMEPKYPPEHMHBIX 3a001e8AHULl He0DXO00UMO NPOBOOUMb OONOJHUMENbHOE 00CNe008aHUe.
Kpome moeco, pexomendyemcs npogsecmu obcredoganue 0o u nocie navara D3T. H3z-3a
3ameonenus pocma npeocmasnerue noxazameneti CIKEJI u MVV 6 % om nopmwot npu MIIC IV
umeem 02paHudeHHyo yeHHocmo. Tem He meHee, 05 MOHUMOPUH2A UBMEHEHULl ObIXAMeNbHOU
@dyHKYUU Y DONBHBIX ¢ MeYeHUeM PeMeHU MONCHO UCNONb308AMb ADCOTIOMHbLE 3HAUEHUS IMUX
noxazameneu. Oyenumsv @YHKYUIO 6HEUIHe20 ObIXAHUS MAKHCE PEeKOMEHOYyemcs nepeo
M0ObIMU  NIAHOBLIMU  aguanepenremamu, umoobvl obecneuyums 0E30NACHOCMb NAYUEHMA B0
epems nonema [2,75,80].

B coomeemcmeuu c Ilpukazom Munzopaea Poccuu om 13 oxmsabopsa 2017 2 Ne 804n «0O6
VMBEPHCOeHUYU HOMEHKAAmypbl MeOUYuHcKux ycayey: HMccredosanue Hecnposoyupo8anHulx
ovixamenvHulX 00vbemo8 u nomoxos, Pnoymempus ovixanus, Hccnedoeanue oOvixamenvHbix
00beM068 ¢ NpumMeHeHueMm JeKapcmeeHHvlx npenapamos. Hccredosanue npogooumcs, 6
cpeonem, I pas 6 200.

J PexoMeH10BaHO MTPOBEACHUE MIPHUIIETHLHON PEHTIeHOTpa(uy OpraHoB IPYAHON KIETKH
BceM narmertam ¢ MIIC IV ¢ nenbto oneHku nedopmaiiu rpyHoii kietku [26].

YpoBenb yoeaurTeabHocTH pekoMeHaanmuu C (ypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB —
5).

Kommenrtapuu: Takowce npu ucciedosanuu mo2ym Ovims 0OHAPYIHCEHbL USMEHEHUS 1e20YHOL
mkanu. Crnedyem paccmompems nposedeHue OaHHO20 UCCIe008aHUs U NPU  HATUYUU
AYCKYIbMAMUBHBIX USMEHEHUU 8 JIe2KUX 6 C8A3U C BO3MONCHOCMbIO PA36UMUSL NHEGMOHUU Y
nayuenmos ¢ MIIC \NV. Kpamunocms uccnedosanus onpeoensiemcs uHOU8UOYAIbHO, 8 CDEOHEM,
1 pasz 6 2 200a.

J PexomMenaoBano MpOBE/ICHNE TIOJIICOMHOTpapHH/KapIHOPECTUPATOPHOTO
MOHHUTOpHHTA O0NbIUHCTBY NarueHToB ¢ MIIC IV nns nuarHOCTUKH OOCTPYKTUBHOTO allHO)
cHa [2].

YpoBenb yoenureabHocTu pekomenaanun C (ypoBeHb JH0CTOBEPHOCTH J0KA3aTEJILCTB —
5).

KommenTapum: o0na Ouacnocmuku u OyeHKu cmeneHu O0OCMPYKMUBHO20 ANHO3 CHA

peKomeHOyemcs npu  ycmanosnenuu ouacnosa. Ilonucomunozpagus/kapouopecnupamopruiil
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MOHUMOPUHZ NO360JI5len  ONpedelumsb Xapakmep OblXamelbHblX HApYUWeHUl (UCKTIoUUms
YEHMPANbHLII 2eHe3, C8:A3b C cunepmpoghueli a0eHoU008, cepOeyHOl HeOOCMAMOYHOCIbIO UU
KOMNIEKCOM NPUYUH), NAMONIO2UIO CEPOEUHO-COCYOUCMOLL CUCTNEMbl, 8 CDEOHEM.

e PexomengoBano nposenenue DKI', Dxo-KI" Bcem manuentam ¢ MIIC IV mnsa onenkn
cocrosiaust CCC [2,16,17].
YpoBenb yoeaurteabHocTH pekomenaanuu C (ypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB —
5).
KommenTapum: IHaToJsorus KapIn0BaCKJISIPHOM CHCTEMBbI BCTpeYaeTrcs
NpeMMYLIeCTBEHHO Y BCTPOCJIBIX NANMEHTOB W pexe y paereil. Ilpm nmaHocTuke
3a00/1eBaHUA  HEOOXOAMMO MPOBOAMTHL M  391eKMpOKapouocpaghuio (OKT) u
axoxapouozpaguio ¢ Yeuvro YMOUHEHUS CMPYKMYPHbIX USMEHEeHUll cepoyd, 6blsaGleHUs
HapyuweHutl pumma u npo8ooUMoCmu
° PexomennoBano Bcem marmeHtam ¢ MIIC IV npoBeneHne MarHUTHO-PE30HAHCHOM
tomorpapuu (MPT) w/mnm KT no3BoHOUHWKA C LIETBIO OMpeeNieHUs HaIW4yus CTEHO3a,
HecTaOMIIBHOCTH HAa YPOBHE KpaHHO-BepTeOpalibHOTO nepexona [2,4].
YpoBenb yoeauteabHocTH pekomMenaanmuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB —
5).
Kommenrapun: creoyem npogsooums KT kpanuosepmedpanvHo2o nepexooa, uletiHozo,
2PYOHO20, NOACHUYHO20 OMOENI08 NO360HOUHUKA,
O @ynxkyuonanvnaa KT weiinoco omoena no360HOYHUKA ¢ MAKCUMATbHBIM ceubanuem u
MAKCUMATIbHBIM PA32UOAHUEM C Yelbl0 8bLAGNIEHUS HeCMAOUTbHOCIU U 3Y008UOHOU KOCIU,
0 MPT kpanuosepmebpanvHo2o nepexooaq, weliHo2o, 2pyOH020, NOACHUYHO20 OMOen08
NO360HOYHUKA C Yelblo OnpedesieHusi 04azo8 mueionamuu u cmerosa.[2,4].
B coomsemcmeuu c Ilpuxazom Munsopasa Poccuu 13 oxkmsaopsa 2017 e Ne 8§04n om «O6
VMBEPAHCOCHUU HOMEHKIAMYPbl MeOUYUHCKUX Ycayey: Maenumno-pe3oHancuas momozpaghus
weu, CnupanbHas KOMRLIOMEPHA MOMO2PAduUs weu.

[To manapiM MPT MOXHO mniepe- WIM HEIOOUEHUTh PUCK KOMIIPECCHUU CIUHHOTO

Mo3ra npu cuHapome Mopkuo Tuma A, MOTOMY B COCTaB MEXAUCIUIUIMHAPHOW TIPYIIIBI
clieyeT BKJIIOYUTH HEBpOMATOJOra, Bpauda-HEHpOXHpypra, Bpada-TpaBMaTOJIOTa-opTole/a,
9YTOObl OHHM TIOMOIJIM C TPOBEJCHHEM Takoil oueHku. [Ipu prcke KOMOPECCHH CIMHHOTO
MO3ra BO BpeMs XHPYPrHYE€CKHX BMEILIATENbCTB, TPEOYIOIUX aHECTe3UH, PEKOMEHyeTCs

IMPOBOIUTH HeBpOJ'IOFI/I‘-IeCKI/Iﬁ MOHHTOPHHT.
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o PexomennoBano mnamuentam ¢ MIIC IV koHcynbTanms Bpauda-oTasibMosiora |
MIPOBE/ICHUE MCCIIEJOBAHUS TIEPEIHEr0 CErMEHTa TIJ1a3a METOJOM OOKOBOTO OCBEIICHUS,
U3MepeHue BHYTpUriIazHoro aasieHus (OpTaibMOTOHOMETPHUS) U OLIEHKA COCTOSIHUSI T1a3HOTO
nHa  (Odranbmockonusi, OcMoTp mnepudepuu TIIa3HOrO JHA C  HCIOJB30BAaHUEM
Tpex3epkaibHOU JuH3bI ['onbamana, buomukpodororpadus riazHoro AHa ¢ UCHOIH30BAHUEM
¢byHIYyC-KaMephl) C LENbI0 BBISBICHUS TJIayKOMBI, U3MEHEHUS MPO3PAYHOCTHU TJa3HBIX Cpel U
cocTosiHus ceTyatku [2,45].

Yposenb yoeauTeabHocTH pekoMenganuu C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEIbLCTB —
5).

Kommenrapuu: V nayuenmos ¢ MIIC N uacmo ecmpeuaemcs oug@ysnoe nomymmenue
Po2osuYbl U HapYyueHus: peppakyuu (acmuemamusm, OIU30PYKOCMb U OAIbHO30PKOCMb), Umo
Modicem  NpUBOOUMb K CHUMCEHUIO  OCMPOMbl  3peHus U  HAPYUIeHUI0  C8emos8ol
YY8CmMEUmMenbHOCmu, CHOPAOUYECKU ONUCLIBAIOM KAMApakmy, 21ayKoMy, pemuHOnamuto, Omex
OUCKA 3pUMENbHO20 Hep8a, ampoduro 3pumenbHo20 Hepaa.

o PexomengoBano Bcem maunuentam ¢ MIIC |V tunma npu auarHoctuxe 3aboseBaHUs
HeoO0XoauMo TmpoBeAe 6 MHUHYTHOro Tecta Xoap0bl (6MTX) ¢ m3MepeHMeM HaCBIIICHUS
apTepHalibHOM KpPOBU KHCIOPOJOM C TIOMOIIBIO MYyJbCOKCUMETPA, YaCTOTHI CEpPICHHBIX
COKpAILlEHUH ¥ YacTOTHI AbIXaHUS NPU JUArHOCTHKE MM C MOMEHTA BO3MOXKHOCTH IMallMeHTa K
BBITTOJIHEHHUIO TECTA C IEIBI0 OIEHKH (PU3MYecKOi BEIHOCIMBOCTH MAIIMEHTOB, B TOM YHCIIE, HA
¢doHe pepmeHTHOI 3amMmecTHTENbHON Tepanun [2,18].

YpoBenb yoenureabHocTH pexomenaanuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB —
5).

Kommenrtapuu: Tecm 6-munymuoti xo0vOvul s61semcsi OOHUM U3 Haubollee NpoCmblX U
00CMYNHBIX CNOC0608 OYEHKU BbIHOCIUBOCTNU U (DYHKYUOHATILHBIX BO3ZMONCHOCIEN NAYUEHMO8
¢ MIIC c kapouonozuueckou u ne2oyHou namonocuamu, cm. Ilpunoscenue A3.5.

Ilpu eviAGIeHUU CHUJCEHUS HACBIWEHUs KpPOBU KUCIOPOOOM 60 6peMs  hu3uieckou
HazpysKu credyem npogecmiu OONOJIHUMENbHOe 00C1ed08anue (Hanpumep, Ucciedo8anue
@dyHkyuu eHewne2o OvixaHusi U peHmeenocpaguio). Moowcno Hauamv  dmMuUomponHoe
Jledenue  HApyWeHusi  HACblWeHUus  KpPO8U  KUCIOPOOOM U OONOTHUMENbHO HA3HAYUMb
UHAIAYUU KUCTOPOOd, 0COOeHHO eclu Hacvlujenue Kuciopooom Hudce 88—90 %. Kpome
mo2o, 0bcnedosanue coCmosiHus cepoya (Hanpumep, OYeHKa COCMOAHUS KIANaHo8 U QYyHKYUU
Muoxkapoa u oocredosanue OJisl 8bIAGIEHUS APUMMULL) NOKA3AHO, eClU B0 8peMsi HaAzpy3KU
8bIABNICHA MAXUKAPOUS, He UMEeIOWAsl A6HOU NPUYUHDL.

Hccneoosanue nposooumcs 06viuno ¢ 5 iemuezo 6o3pacma (ne pexce 1 pasza 6 6 mecsayes).
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PexomennoBan marmuentam ¢ MIIC IV koHTpoabr MUHEpaTBbHOW TUIOTHOCTH KOCTEH
(pPEHTTECHOAEHCUTOMETPHS ) IIPH MIEPBUYHOM auarnoctuke [28,29].
YpoBens yoeaureibHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJILCTB —
4).
KommenTapuu: IlpoBoaurTcsi ¢ S-jieTHero Bo3pacrta. JlokazamenvbHulX OAHHLIX NO
ONMUMANBLHOU YaACMOme NPOoBeOeHUsi UCCIe008AHUSL Hem, NPOBOOUMCsl, 8 cpeduem,l paz 6 1-2
eooa.
[Ipu ycraHoOBIEHHH AWarHo3a OOJLHOTO HEOOXOIWMO HAMpPaBUTh K CTOMATOJNIOTY. BaxkHoe
3HA4YCHUE JUISI MPENOTBpAICHHMS] Kapueca W HCTUPaHUs 3yO0OB HMMEIOT THIATEIbHBIH
MOHUTOPUHI  pa3BuUTHs  3yOOB (IO  KpailHEH  Mepe  ©XKErojiHo) W peryispHas

CTOMATOJIOTHYECKas moMoIp [2,45].

2.5 UHble 1MarHocTu4ecKue HCCjae10BAHNS

Hunvie Ouacnocmuyeckue ucciedo8anus npoGOOAMC NO peueHuio  8pavyebHo2o
KOHCUUYMA.

Beoenue nayuenmos ¢ MIIC mun N mpebyem mynomuoucyuniunapuo2o nooxooa c
0053amenvHbIM  yyacmuem epada-neouampa, epaia-mepanesma/cemeliHno2o epaya, epaia-
Heeponoea, Bpava-2eHemuKd, 6paya-Kapouonoed, 6pava-0emckKo20 Kapououioed, 6payd-
OMOPUHONIAPUH2ONI02A,  BPAYA-CYPOOI02A-0OMOPUHONAPUHEO0N02d,  BPAYA-2ACPOIHMEPONOSd,
gpaua-oghmanemonoza, 6pava-nyIbMOHONI02d, 6paYa-xupypeda, 6paida-Heupoxupypeda, 8pava-
OpmMoneoa-mpasmomonoad, 6paid-cmomMamonoed, 8paya-aHecme3uoai02a-pPeanumamonosd,
gpaua ne4ebHol (usKyILbmypsl, 8pava-guzuomepanesma u epaveti Opyeux CHeyudarbHoCmel,

umernwux onsvlm 6 j1e4eHuU 3maoco pe()Kozo 3a6OJl€60Hu}Z, a makoice Me()MI/;MHCKux ncuxoJjiocoes.

3. JleueHue, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMEeTOTEpPanuIo, 00e300,1uBaHNe, MeAMIUHCKUE OKA3AHUS H

NMPOTUBONOKA3aHUHA K IPUMECHCHHUIO METO/10B JICHCHUSA

Hna neuenus MIIC IV A muna 6 xauecmee namozeHemuyeckoz2o ieyeHus 0000peHo
npumenenue memooa ¢hepmenmuol 3amecmumnenvhol mepanuu (P3T) npenapamom
pexombunanmuozo uenoseyeckoco GALNS (anocyavgpaza anvgpa), nozeonsaroweeo nposodums

Jleuenue  cucmemHo. Onocyrvbghaza anvgha okazanace dpgexkmusHa, u  obdbradaem
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onaconpusmuvim  npoghunem 6besonacnocmu. Jleuenue MIIC mun |V npeononacaem u
CUMNMOMAMUYECKYI0 MePAnuio.

3.1 ITaToreHeTnuyecKoe JieueHue

° PexomennoBano nposenenre @3T manueHTam ¢ yctaHoBieHHbIM quarnozom MIIC IV
THI A C IIeTIbI0 3aMeUICHHUS TIPOorpeccupoBanus 3adbosesanus [2,51,52].

YpoBeHb y0equTeJbHOCTH pexoMeHAanuu B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB —
2).

KommenTapuu: @3T nposooumcs npenapamom snocynrvehaza anvha™*, npenapam 8sooumcs
6 003e 2,0 me/ke/Hedento BHYMPUBEHHO 8 medeHue NpumMepHo 4 4 amby1amopHo, 8 YClo8UsIX
KPY2loCymouHo20/0neeno2o cmayuonapa. Paccuumanuyto 003y ciedyem npu KOMHAMHOU
memnepamype pazeecmu  QuU3UOI0SUYECKUM PACMEOpoM 00 obwezo obvema 100 mn (v
nayuenmos gecom < 25 k) unu 250 mn (y nayuenmog eecom > 25 ke). [loopobnas
uHgopmayus 0 passedenuu npenapama npeocmasiend 6 JIUcCmKe-eKialviuue. Dnocyivpazy
anvgha He cnedyem cmewusamv ¢ OpyeuMu, HOMUMO HUIUOIO2UYECKO20 pacmeopd,
pacmeopamu 01 GIUBAHUL, NOCKONLKY ee CO8MeCmMUMOCHb C Opy2uMu Npenapamamu He
uzyyena. /lo u nocne nauana @3T cnedyem nposecmu ucxoonoe u nociedyruee o6ciedo8anue
. @3T 6 6ude 6HympuseHHbIX UHPDY3ULL NPOBOOSM eHCEHEOEIbHO NONHCUSHEHHO.

Hugpysua nposooumcs uepez nepugpepuueckuii unu yeHmpaibHbili 8eHO3HbI
docmyn u KOHMPOIUPYyemcs MeOUYUHCKUM nepcoHanom. Beedenue ocywecmensiemcs uepes
nepugepuyeckull 6eHO3HbIN Kamemep (Kamemep nepughepudeckuil) Uiy yepes nopm-cucmemy
(nopm uH@QY3UOHHBI/UHbEKYUOHHLU, UMNIaHmMupyembiti. Tlopm-cucmemsl ycmanHasiuearwmes
coenacto Pacnopsiocenuro Ilpasumenvcmea Poccutickou @edepayuu om 31.12.2018 Ne 3053-p
«06 ymeepoicoenuu nepeuns MeOUYUHCKUX U30enull, UMNIAHMUPYEMbIX 8 OP2AHUM 4el08eKd
npu OKA3aHUU MEeOUYUHCKOU NOMOWU 8 DAMKAX NPOSPAMMbL 20CYOAPCMBEEHHbIX 2APAHMUL
OecnIamHo20 OKA3aHUsL SPANCOAHAM MEOUYUHCKOU NOMOWU, A MAKIHCe NePeyHs MeOUYUHCKUX
uz0enutl, OMnyCKAemvlx no peyenmam Ha MeOUyUHcKUe uzoenus npu npeoocmasieHuu Habopa
COYUATILHBIX YCIY2Y.

Ilpu nogvluieHnom pucke GO3HUKHOBEHUs ANNEPSUUECKUX Dearkyuti 6 omeem Ha UHQY3uo,
npumepro 3a 30-60 mun 00 Heé nayueHmam HA3HAYAIOMCA AHMUSUCTNAMUHHbIE NPEnapamul 6
couemaHuu ¢ napayemamonom™* uiu uoynpogenom™* nenocpedcmeenno nepeod umgysuetl.
IIpu 603HUKHOBEHUTI HEHCENAMENbHOU PeaKyul UHPY3UI0 HYHCHO OCIMAHOBUMb 00 PA3peuleHUs
CUMNMOMO8 U 3ameM NPOOOJIHCUMb CO CKOPOCMbIO HA NONOGUHY MeHblUle MO, C KOMOPOU OHA

npPoOBOOUNACH.
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Ilpu passumuu anaguraxmouonol/anagpuiaxmuyeckol peaxyuu uHgy3uio ciedyem
HeMeONeHHO NpeKpamums, Hauyams coomeemcmeylowee jeyeHue u HabnodeHue. Credyem
NPUOEPIUCUBAMBCSL  COBPEMEHHBIX — cmaHoapmos  HeomuaodcHou mepanuu  [29,30] u
COOmMBemMcmayouUx KIuHU4eckux pekomenoayuii, cm. Ipunoscenue A3.6 u [lpunoscenue A3.7

Pesxoe npexpawenue 3T, nepepvievr 6 P3T He dicenamenvHvl U MOSym npugecmu K
VXYOUleHUr0  COCMosAHUs  nayueHmos. Tadxcenvle unu OnacHvle OISl JHCUSHU  peaKyuu
2UNepuy8CmeuUmenbHOCMuU 6 CIy4asx, Ko20a coCmosiHue nayuenmos He noooaemcs KOHmpoJio,
ABNAIOMCA  NPOMUBONOKA3AHUEM OJisl NOGMOPHO20 NPUMEHeHUs npenapama (Oauuvle U3

UHCMPYKYUU RO MEOUYUHCKOMY NPUMEHEHUIO NPenapama 310cyivpasa anba™*).

3. 2 CuMIOTOMATHYECKOE JIeUeHHE

. PexoMeH10BaHO TIpOBEICHNUE MEIWKAMEHTO3HOW TpEMEIUKAlui TIPU IOSIBICHUH
MOOOYHBIX AJUICPTUYCCKUX PeaKiuid pu uHPy3uu. [2].

YpoBeHb yoenuteabHocTH pekomenaanun C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJILCTB —
5).

Kommenrtapuu: V nayuenmos ¢ MIIC, nonyuarowux @37, kax u npu 6/8 8gedenuu 11006020
0py2020 6enK08020 npenapama, Mo2ym pazeumvcsi NoOOUHble peakyuu (TUxXopaoxda, 03HOO,
PBOMa, KpanueHuya, msicenvie peakyuil cUnepuyscmeumenbHOCmu aulepeudeckoeo muna),
npoucxooawue ulu 60 6pems UH@Y3UU, ulu 8 medenue OHsA nposedenus un@yzuu. Ilpu
noseenul NoOOUHbIX peakyull 80 8pems/nocie UHQY3uU peKoMeHOyemcs coomseemcmayruee
Jlevenue, Npu KOMOPOM HeoOX00UMO Cled08amb COBPEMEHHbIM CMAHOAPMAM OKA3AHUS
MEOUYUHCKOU NOMOWU (AHMUSUCIAMUHHBIMU NPEnapamamu Oasi CUCMEMHO20 NPUMEHEeHUs.
w/unu napayemamon™* unu ubynpogen™* u/unu xopmuxocmepouovl O CUCNEMHO20
npumenerus npenapamol (npedHu3onon™** unu Oexcamemaszon™*)) Ilpunosycenue A3.6 u
Ilpunoscenue A3.7.

o PexomengoBano namuentam ¢ MIIC IV tuna npu odranbMoornyeckux HapylmeHusax
MPOBOJIUTH JICUECHHE MO TIOKA3aHWSM, IOJ00P TEpamuH OCYIIECTBISIETCS Ha OCHOBAaHUHU
PEKOMEHIaluHi 10 JICYEHUIO COOTBETCTBYIOIIMX HO30JIOTHIA C LIENBI0 KOPPEKIMH 3peHust [2].
YpoBenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
5).

J PexomennoBana namentam ¢ MIIC |V tuna opronenndeckas KOppeKLus HapyILICHHs

OCaHKH, KOHTPAKTyp CYCTaBOB C HCIIOJbB30BAHHUEM HEXHUPYPruU4€CKUX MCETOAOB BKIIIOYACT
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(dbuzuonponeaAypsl M JedeOHyI0 (PUKYIbTYPY, UCIOIL3YIOT OpTONeandeckue ycrpoiictra. Ilo
MOKa3aHHUSM OCYIICCTBISIFOT XHUPYPTrHUECKOe JIEYCHHWE CHHIpPOMAa KaprajlbHOIO KaHaia,
MPOBOAMTCS SHAOIPOTEINPOBAHIE Ta300€IPEHHOT0 MM KOJICHHOTO CYCTaBa, KOPPUTUPYIOIIHE
OCTEOTOMUHU JIJISl UCITPABIICHUS OCH KOHEYHOCTEH C 1ebio...[2,6].

YpoBenb yoenureJbHOCTH pekoMeHaauuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB —
5).

KoMmMmenTapumii: neoOxo0umo  cmumyauposams  nayueHmos 8bINOIHAMY — 0DbIUHBIE
VAPAdtCHEHUsl, NO3BONAIOWUE TyYLUle COXPAHUMb (QYHKYUIO CYCMABO8 U MEIKYI0 MOMOPUKY,
yuacmeoeamv 6 MAaKux 6uoax OesmelbHOCmu, KAk — NId8aHue  Wiu — URnomepanus
(npogheccuonanvhas u  Quzuomepanusi ¢ - UCNONL30BAHUEM  OBUINCEHUL  JIOWAOU).
Dusuomepanus modxicem OblMb NEPCOHUPUYUPOBAHA Ol KAHCO020 NAYUeHma U HaAnpasieHa

Ha Haubonee NOpadcenHvle 8 OAHHOe 8PeMsl CYCMasbl U/ Ul QYHKYUU.

o PexomengoBano namuentam ¢ MIIC IV tuna npu penuaInBUpYOMUX OTUTAX, YaCThIX
pecrupaTopHbIX 3a00J1eBaHUAX BEPXHUX JIbIXaTeIbHbIX nyTei IIPOBECHUS
CHMIITOMAaTHYECKOM, aHTHOAKTepUaIbHOM Tepanuu, [2,31].

KOHIYKTHBHYIO TYroyxocTb, OOYCIIOBJICHHYIO CKOIUICHHEM >KHIKOCTH B CpPEIHEM yXe,
MO’KHO JIEYUTh C IMOMOUIbIO yIIHOTro InyHTa [2,45]. TummanocToMuyeckue TPyOKH JUIst
JUINTEIBHOIO IPUMEHEHUs IIPEIIIOYTUTENIBHEE B INEPBBIM Pa3 MCIOJIb30BaTh C YYETOM
PHUCKOB IIPOBEICHUS AHECTE3UH M PUCKOB NIOBTOPHOI'O CKOIUIEHUS KUIAKOCTH B CPEJHEM YX€
[2,45]. Hapyxnble ciyXxoBble  ammaparbl  HPUMEHSTb  MOXeT  ObITh  Hauboiiee
nenecooOpa3Ho, €ClIM  IMOTeps  CilyXa YacTUYHO OO0YCJIOBIE€HAa MPOTPECCHPYIOMIUM

HeﬁpOCeHCOpHBIM QJICMCHTOM.

YpoBennb yoenutenbHocTu pekoMmenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB —
5).
KomMeHTapuu: npu oTuTax He MPUMEHSATH TAKTUKY «HAOIIOIATh U JKIATh»
o PexoMeHngoBaHO ydacThe MYJbTUIMCUUILUIMHAPDHOM KOMAHIbl B BEACHHUM CEPACUYHOMN
HejocTatouyHocTH y naruerToB ¢ MIIC V. [2,16,17].
YpoBenb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB —
5).

KoMMeHTapum: 1ipu JieHeHun CepaeyYHOM HEAOCTaToOYHOCTY, aTos10rum
KJ/1ariaHoB, Kapaguomuoriatuv, HapyLieHun putma v rpoBoAHMOCTH CEPALla Ha3Ha4YeHne

TEparn B COOTBETCTBUU C KIIMHUYECKUMU PEKOMEHAALMSIMU. BaxHo 3HATh, 4TO
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MOBBIIICHHAS YacToTa cepaeuHbix cokpamenuit npu MIIC IV moxer ObITh HeoOXxoauma
IUIE  KOMIIGHCAlMU HEOOJIbIIOro o0beMa ymapHOro cepima. Takum o0pa3oM, CienayeT
n3berarp JieueHUs Taxwkapauu B-Omokatopamu. Takke cileaqyer C  OCTOPOXKHOCTBHIO
MpUMEHITh HHTUOUTOPBI AIID, MOCKONBKY OHU MOTYT NMPUBECTH K HEMPOMOPIHOHAIEHOMY
YBEIIMYCHUIO YaCTOThI CEPACYHBIX COKpAIleHUH, 0cOOEHHO Ha (DOHE BHIPAKEHHBIX W3MEHEHHN
apTEpUANBHOTO JABJICHUS MEXIy TOJOXKCHHUAMHU Jiexka W cupis. llpw  pasBuTm WM
MPOTPECCUPOBAHUN  TSKENBIX IMOPAKEHUN AOPTAIBHOTO WJIM MHUTPAIBHOTO  KIIANaHOB
MOXKHO PaccMOTPETh MPOBEJCHHUE IMpoTe3upoBanus kimamaHoB [Nicolini u ap., 2008; Pagel

u Almassi, 2009].

° PexomeHna0BaHoO Tpu JICYCHUU apTepHalbHON runepteH3uu y namuentos ¢ MIIC IV
HAa3HAYeHHE  AHTUTUIEPTEH3UBHOM  TEpallid B COOTBETCTBUU €  KIMHUYECKUMH
PEKOMEHIALIUSIMH 110 apTepHaIbHOM runeprensuu [2,16,17].

Yposens yoeaureabHocTH pexoMeHaannii C (YpoBeHb 10CTOBEPHOCTH /10Ka3aTeJlbCTB —
5).

KomMmeHnTapum: npumenenue nexkapcmeennvix npenapamos y Oemeu off-label — ene
3ape2ucmpupo8anHblX 8 UHCMPYKYUU NeKAPCMBEHHO20 CPeOCmea NOKA3AHUL OCYUWeCmBIsemcs
no peuleHuro 8pavyebHol Komuccuu, ¢ paspeuwieHus JIoKanbHo2o 2muyecko2o0 Komumema
MEOUYUHCKOU Opeanu3ayuu (npu HAIU4uu), ¢ yciosuem NOONUCAHHO20 UHGOPMUPOBAHHO2O
coanacus.

o PexomennoBano mnamuentam ¢ MIIC IV ¢ HapymeHHsSMH MOTOPHUKH SKEITyA0YHO-
KHUIIEYHOIO TpakTa (3armopaMH) MCIOJIb30BaHUE TUETUYECKHX MEPONPUSATHH, aJleKBaTHOU
THJIPATAIUH U CJIa0MTEIbHBIX IPENapaToB ¢ IeIb0 KYIMPOBAHHS CHMITOMATUKY [2].
Yposens yoeautenbHocTH pekomMenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
o PexomenaoBaHo npu XpoHHUYECKO# Heiponatnuyeckoil 6omu y manuento ¢ MIIC IV
Ha3HAaYeHHe IpenaparoB, BO3JACUCTBYIONIMX Ha IEHTpalbHbIE MEXaHHU3Mbl (OPMUPOBAHUS
XpOHHYECKOM  OOJM:  NPOTHBOXIMJIENITUYECKUX  HpemapaTtoB  (go3a  moaOupaercs
WHAWBUYAIbHO), AHTUICTIPECCAHTOB (MPUMEHSIOTCS BHE HWHCTPYKLUHMH IO PELICHHIO
Bpa4ueOHOI KOMHCCHH) C IENTBI0 KYTHUPOBaHMsI CUMITTOMATUKH [2,32].

YpoBenb yoeaureabHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH JA0KA3aTeJbCTB -
5).

KommenTapumn: 6onb 6vizvigaem 2iasHublM 00pa3om NOpaddceHue  ONnopHO-08UaAMENbHO20
annapama  (Hanpumep, 001U 68 cycmasax U MvluleyHvle OOaU), U OHA  MOdJcem

paseueamsvcs
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80 MHO2UX 001aCMAX mend, 6 MOM uHucie 8 001ACMU NO360HOYHUKA, BEPXHUX U HUNCHUX
KOHeuHocmell, a makace 20108bl U weu. bonv — mooicem — 3nauumenvHo — Hapywiamo
NOBCEOHEBHYI0  0esIMeNbHOCMb, U MOJCEm nodoyiHcoams nayueHmos  Noib308amMbCsl
UHBANUOHOU KOJISICKOU.

Tonosxcumenvrnozo s¢ghghexma papmaxomepanuu xponuwecxkou 6ooau y nayuenmos c¢ MIIC
MOJICHO 000UMbCL NpU  Y4éme HNPUHUMAEMbIX NAYUEHMOM NPenapamos u peeyispHoM
MoHumopunee bezonacnocmu nedenus. Ipu nevenuu 601e6020 cunopoma y nayuenma ciedyem

UCNONIb306AMb HAUMEHEe UHBA3UBHDBIL CNOCOD.

3. 3 Xupypruueckoe JedyeHue

Xupypeuueckoe nevenue nayuenmos ¢ MIIC IV credyem nposooums npu yuacmuu

MYTbMUOUCYUNTIUHAPHOU KOMAHObL 8 COOMBEemcmeuy ¢ OeucmeyoumumMu KiuHU4eCKUMU

peicomeﬂdauumu.
L4 PeKOMeHHOBaHO MMPOBCACHHUC XHPYPIruidCCKOro BMCIIATCIILCTBA MJIA HAOUCHTOB C
ANArHoCTUPOBAHHBIM  CTCHO30M IICHHOTO oTacia - ACKOMIIPECCHUH CIIMHHOI'0 MO3ra

([Iexomripeccusi TMO3BOHOYHOTO KaHala MHKPOXHUPYPIHUECKas), 4TO HWMEET pelaroliee
3HAa4YCHUE B YCTPAHCHUHU CTEHO3a, HECTAOMIILHOCTH aTJIaHTO-aKCUAIBHOTO cowieHeHus [2,3,4].
YpoBenb yoeaureabHocTH pekomenaanmuu C (ypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB —
4).

Kommenrapun: KpanuosepmebpanvHuvlii  CMeHO3  MONCHO — YCMPAHUMb ¢ NOMOWDBIO
dexomnpeccuu HA OAHHOM YPO8He (Hanpumep, JAMUHIKIMOMUSL, Pe3eKYul 30d0He20 Kpast
OONBLUWIO2O  3AMBLIOYHO20  OmMEepcmus) Ol pACUWUPEHUss  NO360HOYHO20 — KAHAA U
0CB80002COeHUsL OYPATIbHO20 MeWKa cO CnoHounodesa. Mucmpymenmanvuas cmabuiuzayus
PpeKomMendyemcs 05l nPOGUIAKMUKYU Pa3eumust HecmabuibHocmu u pyoyoso2o cmenosa [81]

B 6onvuuncmee cnyuaes 6binoHAEmMCs OOPCANbHASI OEKOMNPECcusl, NOCKOAbKY NepeoHsis
Odexomnpeccusi Oojee ClLONCHA U3-3a OIUZKO2O PACNONOJNCEHUs. mpaxeu, nuujesood, A3vlka U
WUMOBUOHO Jicelesbl.

B cnyuae mmnozoypoeneeoco cmeno3a chauana HeoOXOOUMO BbINOIHUMb OEKOMNPECCUio
obracmu Haubolbuie2o pucka (dawje 6ce20 YPOBeHb KPAHUOBEPMEOPANbHO20 omodea).
Xupypauueckux pekomenoayuu no 0eKomnpeccuu cnunHoz2o mozea oasa eécex munog MIIC na
CecOOHAWHUL OeHb He Cywecmeyem u3-3a WUPOKO20 apCeHald Memooos U MeXHUK,
UCNONb3YEMbIX 8 PA3HBIX KIUHUKAX U OCHOBAHHBIX HA COOCMBEHHOM KIUHUYECKOM ONnblme, 4mo
00ycnogneno peokocmuio 3aboneéanus. OnepamusHvle 6MewlamenbCmea 6ce20a OO0NNCHbL
BbLINOHAMbCS NOO Helpoghusuonocuveckum konmponem [82,83,84].

Coaenenue CNUHHO20 Mo3ea npueo()um K H€06pamuﬂ/lbl/l/l HeespoJlocudecKum
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HapyuweHusm, onepayuio ciedyem paccmampueams oadxce y NayueHmos 06e3 HegpoiocuiecKol
CUMNMOMAMUKU, eCU CASUMMANbHbIL OUamMemp NO360HOYHO20 KAHANA CYiceH Ooliee ueM Ha
50%. Xupypeuueckoe emewamenbcmeo  OONICHO — BbLINOIHAMbBCA — paAHbULE — PA3GUMUSL
Hesponocuueckux nposeieHul. B myOmuKanmusax OOBIYHO NPUICPKUBAIOTCS TOYKU 3PECHUS
paHHEro JieYeHUs KpaHHOBepTeOpasbHOro creHo3a y mnauueHtoB ¢ MIIC, mpexnae uem
pa3oBbeTCs HeoOpaTUMas IUCQYHKINSA CIMHHOTO MO3Ta.

TpynHo omnpenenuts Hamboyiee ONTUMANbHBIE CPOKM JJIi BMEIIATENLCTBA, ITOCKOJIBKY
[IOTEHLIMAJIbHbIE IPEUMYIIECTBA JIEKOMIIPECCUM JIOJKHBI OBITh COOTHECEHBI C BBICOKMMH
pUCKaMM, CBsI3aHHBIMHU C aHecTesnedl u xupypruei npu MIIC. bonee Toro, cremneHs
KOMIIPECCUM MpPU BU3yaNU3alMM HE 00A3aTeNIbHO KOPPEIUPYEeT C HEBPOJIOIMUECKUMHU
nposiBiieHussMU. Hanuuue npu3sHaAKoB M CHMIITOMOB MMEJIONATUU SABJISETCS aOCOJIIOTHBIM
MoKazaHueM Uil onepauuu. OTHOCUTEIbHBIMU IIOKa3aHUSIMU  SIBJISIIOTCS  BbIpAXKEHHAs
HECTaOWIBHOCTh (> 8 MM) M M3MEHEHHME B CIMHHOM Mo3re (ouarum mmenonatuu) Ha MPT
[85,86].

MuHuMabHOE MPOCTPAHCTBO I103BOHOYHOIO KaHajga, HEOO0XOAUMOE JUIsi HOPMalbHOIO
(GYHKIMOHMPOBAHUSI CITUHHOTO MO3Ta HE YCTaHOBJIEHO. [103ToMy HEOOXOAMMO HCIIOJIE30BAThH
pexomeHioBaHHbIe MIKanbl oueHku creHo3za npu MIIC IVA u MIIC VI nns onpenenenus
HEOOXOIMMOCTH KpaHHOBepTeOpaibHOil ekomipeccun [85].

Ilpu nanuuuu noxazanuii K onepamueHOMy JledeHnuro WelHou mueronamuu u oegopmayuil
KOHeuYHOoCmel, nepeoli peKOMEHO08AHO NPOU3BOO0UMb ONEPAMUBHYI0 OEKOMNPECCUI0 CHUHHO20
mozea. Tonbko npu O1G2ONPUAMHOM UCX00€ OAHHO20 BMeuamenbCmea pPeKkoMeHO08aHa
onepamusHas Koppekyus oegpopmayuii KOHeUHOCmel.

o PexomenaoBaHo  mpoBeleHHME ~ XMPYPrMUECKOHM  KOppeKuuu  JaedopMaruuit
MO3BOHOYHUKA, CKEJEeTHBIX JepopManuil Npu BBIPAKEHHOM HapylmleHMH (YHKIMH U
OTCYTCTBUH P PeKTa OT KOHCepBaTUBHOM Tepanuu [2, 10,11].

YpoBenb yoenureabHocTu pekomenaanun C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB —
5).

Kommentapun: Ilokazanuss Kk onepauuyd MO TOBOAY TOPAKOIOMOalbHOro KHdosa:
nedopmarsi TO3BOHOYHHMKA Oonee 45-50°, mporpeccupoBanue nedopmanuu, CTEHO3
MMO3BOHOYHOT'O KaHaJla C HEBPOJIOTUYECKON CHMIITOMATUKON U 0e3 Heé.

KopcerupoBanne mnpu MIIC nHe o6ocHoBano. Ilpum wucnonb3oBaHuM KopceTa peGeHOK
UCTIBITHIBAET IUCKOM(OPT, OCOOCHHO MJIOXO €ro MEePEHOCAT JETH MJIAJILIero BO3pacTa, B CBA3H
C 0COOEHHOCTSIMH TEJIOCIOKEHUSI U BHYTPUOPIOIIHOTO JaBieHus. Vcnoiabp3oBaHue KopceTra y

MaJeHbKUX JIeTel BO3MOXHO TOJIBKO TpU  OBICTpOIporpeccupyromemM Kudoze Hu
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HEBO3MOXKHOCTH XUPYPTrUYECKOW KOPPEKIHUU MO KaKUM-IH00 mpuunHaM. OOGBIYHO JOKaJIbHBIH
kudo3 Oosee 10° um ckonmo3 Oosiee 40° SBIAIOTCS TOKa3aHWEM IS OIEPATUBHOTO
BMEIIATENIBCTBA, TAKKE KaK U HaTM4YHe Muenonatiu [61.].

Metoaukoii BeIOOpa SIBISIETCS 3aHsSI MHCTPYMEHTaIbHas (ukcanus obmactu kudosa u
CMEKHBIX CErMEHTOB C IOCJICONEePAMOHHBIM KOPCETUPOBAHUEM B TE€YEHHE 3 — 6 MECSIIeB.
Tepanus ckonro3a He UMeeT Kakux-1uoo cnerupuueckux 1 MIIC ocobeHHOCTEH, TOATOMY
HCIOJIb3YIOTCS TPAJULIMOHHBIE METOIUKH.

Ilo nokazanuam pekomMeHO08AHO OCYWECMEIAMb XUPYPSUYECKYI0 KOppeKyuio Odegopmayuil
KOHeuHOoCcmel, Ucnpagienue OCU HUdCHel KOHeuHocmu. B 3asucumocmu om e6o3pacma u
msaxcecmu deghopmayuii, NOOBbIBUX MA300€0PEHHO20 CYCMABA MOJICHO Jedumsb Memooamu
ocmeomomuy Kocmel maza u OeOpeHHOU KOCmu, ayemabyloniacmuky ¢ onepayuei
Co30aHus Haseca, UIU MOMANLHO20 IHOONPOMEIUPOBAHUS MA300€0PEHHO20  CYCMasa.
Banveycnyto oegpopmayuio konennoeo cycmasa Koppucupyiom ¢ HOMOWbI0 HANPAGIAUe20
pocma (8-naacmunyamolil 2emusnughusuooes), sghgdexmuenoco y pacmyweco pedenka u
NO360NIAI0WE20  NPedomepamums — pazeumue NOPAdMNCeHUll  Mma3zobeo0peHHbIX CYCmageos U
8anbeYCHOU Oeghopmayuu 100blceK 8 Oonee no3oHem 6ospacme. Y — nayuenmog 6Oofee
cmapwezo 6ospacma mozym Ovlmb  IPpekmueHvl  0Cmeomomus KoAeHHO20 CYCmasa uiu
apmponiacmuka KOAeHHO20 cycmaed. BanveycHyio oOeghopmayuro  100bIHCKU — MOJNCHO 8
yenom Jleyums OpmoneouyecKu, HO UHO020a Modicem Nnompebo8amvCcsa Xupypeuieckas
KOppeKyus (Hanpumep, HANPAGIAIOWUL pocm uiu ocmeomomus). Barveycnas oegopmayus
KONEHHO20 CYCMAaB8a U/unu JN00bIXCKU Hepeoko peyuousupyem. lleped  xupypeuveckumu
eMeuamenbCmeamu, mpeoyrwumMu anecmesuu, HeobdXo00umMo nposecmu npeodonepayuoHHy0
OYeHKy ¢hakmopos pucka 6 OMHOWEHUU aHecme3uu, U NpPo8oOUMb ee OOJINHCHbL 2PYNNbl
CReYuUanucmos, umerouue Onvlm jeyeHus Imux 3a001e6aHull.

o PexomennoBano nammentam ¢ MIIC IV tuna paccMoTpers, pU HAJIMYKN TTOKa3aHU,
ONEepaTUBHOE JIEYEHHE TYTOYXOCTH, NPOBEIACHHUE aJ€HOUPKTOMUHN (AJEHOUAIKTOMUU C
HCII0JIb30BAHUEM BUJICOIHJOCKOIIMUECKUX TEXHOJIOTHIA) u/unu ToH3UIKTOMUH
(TOH3WJUIPKTOMMM C  MCIIOJIb30BAaHMEM BUIACOPHJOCKONHMUYECKUX TEXHOJOTHH) C LEeNblo
YAYYILICHUS POXOJAUMOCTH JbIXaTeNbHBIX myTei [2,34,35].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb T10CTOBEPHOCTH 10KA3aTENbCTB —
5).

KomMeHTapum: KoHOYKmMuUsHy10 my2oyxocmov, O0OVCIO06IEHHYI0 CKONIEHUEM JHCUOKOCMU 8
cpeoHem yxe, MOMCHO Jledums ¢ nomMowplo ywHozo wyuma [2,45]. Tumnanocmomuueckue

mpyoKu 01 ONUMENbHO20 NPUMEHeHUs npeonoymumenvbHee 8 MNepevlil pa3 UCHONb308aNb
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C Y4emom pUCKo8 Npo8edeHUsi aHecmesuu U PUcKOo8 NOBMOPHO20 CKONJIEHUS HCUOKOCMU 8
cpeonem yxe [2,45]. Hapyocnvie ciyxosvie annapamvl npumeHsms yeiecooOpasHo, eciu
nomeps CIyxa 4acmudHo 00yCl061eHa NPOSPeccupyrouum HeupoCceHcopHulM daemenmom. Ipu
00CmMpYKYUuU BEPXHUX ObIXAMENbHBLIX NYMel Yacmo mpeoylomcs MOH3ULIIKMOMUS  U/UIU
yoanenue aoenouoos. Illpu  Hesghghexmusnocmu eHmuIAMOPHOU NOOOEPIUCKU UIU NPU
o0bcmpyKyuu OblXamenvbHulX nymeii 80 6pems O00PCMBOBAHUS MOdcem NOmpedosambCs
mpaxeocmomus.  OOHAKO,  NOCKOALKY — YCMAHOBKA — MPAXeOCMOMUYECKOU mpyoOKu  u
nociedylowuti  yxo0  3a  Hell  MO2Ym  CONPOBONCOAMbC OONbUWUM — KOIULECBOM
OCJIOJICHEHUL, 3MO  8Meulamenbcmeo ciedyem nposooums MOJLKO 8 YeHmpax, UMeroujux
onwvim neuenuss MIIC 1V [2,58].

Hanuvie emewamenvcmea npumensaiomces y nayuenmos ¢ MIIC \N muna, kax u 6 obwel
nOnyaAYuU, ¢ CUHOPOMOM OOCMPYKMUBHOZO HOYHO20 ANHOE, IKCCYOAMUBHBIM OMUMOM,
3ampyoHeHuemM HOCO8020 ObIXAHUS U PeYUOUSUPVIOUUMU UHDEKYUAMU 8EPXHUX ObIXAMENbHBIX
nymeu. Ilpu smom Heobxooumo yuumsieams, umo npu MIIC N muna xupypeuueckoe
emeulamenbcmeo mpebyemces uawe, yem cpeou oowviunvix demeti. Ilayuenmam ¢ MIIC 1N muna
credyem 6blOUpamb MAKCUMANIbHO walsuue u d¢dekmusnvle Memoouxku, omoasams

npeonoumenue dHO0CKonudeckum emewamenvcmeam [36,37,38].

4. MeauuuHCKAasi peaduIuTANUSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MEJULMHCKUE MOKA3AHUA U IPOTHUBONOKA3aHHUA K IPUMEHEHUI0 METO10B
MeIULIMHCKON peadlJIuTAIlUN, B TOM YHCJIe OCHOBAHHBIX HA MCNOJIb30BAHUU

NPUPOIHBIX Je4eOHbIX (PAKTOPOB

Cneyughuueckoti peadounumayuu nayuenmam c¢ MIIC IV ne mpebyemca. B kpye
peadbunumayuonusix meponpuamuii nayuenmam ¢ MIIC \N moeym 6vimob exatouensvt 3aHamusi ¢
MEOUYUHCKUM — NCUXONI020M, OMObIX 6 CHeYUATUUPOBAHHBIX —CAHAMOPUSX, A MAKiCe
COYUANbHAA A0anmayus ¢ y4acmuem CHeyuarucmos U COYUAIbHbIX pPAOOMHUKOS, KYpCbl
maccaxca. Cneyuguyeckue memoovl peaburumayuyu npu HATUYUU OCTONCHEHUU VKA3AHbl 8
€cOOMBemcmayouux pazoenax.

Peabunumayuonnvie meponpusmus dHcenamenbHo NPOBOOUMb 6 VCI0BUAX OHEGHO20
cmayuonapa ¢ uacmomou 3-4 paza 8 200, OAUMENIbHOCMb ONPeOeNsemcs MANCeCmblo
COCMOAHUSL U OMBEMOM HA NPOBOOUMbBLE MEPONPUSLNUSL.

Ilcuxonozo-nedazozuueckas nomouyb

Ilposooumca 6 «Komniekce peabunumayuoHuvlx Mmeponpuamui. Koppexyuonno-

neoazoaudeckoe 6030elcmeue onpedeﬂﬂemm 8 3A8UCUMOCIU OM MANCECMU U OJIUMENbHOCHU
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meuenus 0Oone3HU, Ccmenewu Heoopa3BUmMus NO3HABAMENbHOU  OesimelbHOCmU, Mund
IMOYUOHATILHO20 — peacuposanus,  ocobeHHocmell  nogedeHusi  pebenka.  Bxnouenue
KOPPEKYUOHHO-NEOA202UYECKO20  CONPOBONCOEHUS 8  KOMNAEKC  8OCCHMAHOBUMENbHBIX
Meponpusmuil obecnedugaem OONOJHUMENbHYIO OYEHKY OUHAMUKU NCUXUYECKO20 PA36Uumus
KaKk 00HO20 U3 BAJICHBIX NOKazameseli cOCMOsIHUA 300p08bsl, nosvluiaem 3¢gdexmueHocmy
mepaneemu4eckux eMeulamenbCmes, CHUMCaem 3KOHOMu4eckoe bpems OaHHOU Namono2uu 3d
cuem  coyuanuzayuu — NAYUEHMo8 U  COXPAHEHUs  NCUXOJIOSUYECKO20  NOMeHYuald

MpPYyOOCHOCOOHBIX YIEHO8 CEMbU.

5. IllpodpunakTuka U AMCNIAHCEPHOE HAOIIOIeHUEe, MeIMIIUHCKHE MIOKA3AHMS
U IPOTHBONOKA3AHUSA K IPUMEHECHUI0 METOA0B NPOPUIAKTUKHA

. PexoMeH10BaH TIOCJE YCTAaHOBJICHHUS TUAarHo3a MAlWEHTY WIH €ro O(HIHAIbHBIM
[PEACTABUTENIAM TpHEeM (OCMOTp, KOHCY/IbTAIlMs) Bpaya-reHETHKA C LENbI0 Pa3bsCHEHHS
TCHETHYECKOT0 PHUCKA, OOCYXIEHHS BO3MOXXHOCTEH MPEHATAILHOW W MPEUMILIAHTAIIMOHHOM
JMarHOCTUKH dMOpHoHa [2,12].

YpoBenb ybenurteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB —
5).

Kommenrapun: yuumoisas aymocomno-peyeccusnuiii mun nacieoosanus MIIC IV muna, puck
no8MopHo20 podcoenuss 6 cemve pevenka ¢ MIIC IV, nezasucumo om nona, pasen 25% -

8bICOKUIL.

5.1 lIpenaraabHasg qnuarnocruxka MIIC VI

J PexoMeH10BaHO B ceMbsiX, TJ€ €CTh MAIMEHT C YCTAHOBJICHHBIMH MYTaLUsAMHU,
BBI3BaBIIMMHU  00JIe3Hb, OOCYIUTh BO3MOJKHOCTH IPOBEJIEHHS IPEUMIUIAHTAIIMOHHOM
TCHETHYECKOW JMAarHOCTHKH AMOpPHOHA W TPEHATAIbHOW JWArHOCTUKH ITYyTEM OIPEIeICHUS
akTUBHOCTH (QepmenTa N-amermiranakro3amMuH-6-cyibdarassel (B ciydae MIIC IVA), B-
rajakro3unassl (B crysae MIIC IVB) B kieTkax BOpCHH XOpHOHa, a Takke Metoxamu JIHK-
JuarHocTuk. [2,12].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB —
5).

Kommenrapmii: npenamanvnas ouacHocmuka 603mMoiCHa MemMoOaMy NPAMOU UlU KOCEEHHOU

JHK-0uaznocmuxu 015 cemell ¢ U36eCmHbIM 2eHOMUNOM.

5.2 lucnaucepuoe Hao oaenue nanuenTos ¢ MIIC 1V
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3abonesanue umeem mMyromucUCmeMHy0 RPUpooy U Heobpamumbie, npocpeccupyroujue
KIUHUYeCcKUe NposeieHus, 4mo 00ycroeiusaem HeoOXo0umMocms HAONO0EHUs He MOIbKO
V3KUMU  CReYUATUCMAaMU  (8pavyoM-OMOPUHONIAPUHSONI020M,  8PAYOM-XUDPYP2OM, — 8DAYOM-
MPABMOMONI0COM-0PMONEOOM,  BPAYOM-0PMATLMONI020M,  8PAYOM-KAPOUOTI020M,  BPAYOM-
NYJIbMOHONI020M, 8PAYOM-HEBPOJIO20M U M.0.), HO U J1020NEOOM, MEOUYUHCKUM NCUXOTI020M U
PAOOMHUKAMU RATTUAMUBHBIX CILYAHCO U OpY2UMU CReYUATUCTNAMU

Hayuenmuvr ¢ MIIC IN 0ondichbt NOCMOSHHO HAX00UmMbCst N00 Habwdenuem; 1 paz 6 6-
12 mec. (8 coomeemcmauu ¢ maxcecmvlo COCMOSIHUSA) NOKA3AHO KOMNIEKCHOe 00C1ed08anue 8
MHO20NPODUILHLIX CIMAYUOHAPAX. J{IUMENbHOCb HAXOHCOEHUS 8 KPY2l0CYMOYHOM/OHE8HOM
cmayuonape 21-28 omeii.

Habnwoenue nayuenmos no mecmy scumenvcmea (8 amoOyiamopHo-nOIUKIUHUYECKUX
VCILOBUAX) OONHCHO OCYWECMBIAMbC NOCMOsAHHO. JlabopamopHvle U UHCMPYMEHmMAalbHble
00C1e008anUsl U peKoMeHOyeMds dacmoma ux npogedeHus npeocmasnena 6 Ilpunoxcenuu
A3.3.

PexomennoBano Bcem nanuentam ¢ MIIC IV nposenenue ananmsa KpoBHU OMOXMMHUYECKOTO
o0IIeTepaneBTUYECKOr0 C IEIbI0  OmpeaeicHus (DYHKIMOHAIBHOTO COCTOSIHUS —TICYCHU
(amanunamuHoTpanchepaza (AJIT), acmapraramunorpancdepaza (ACT), oOmuii U npsamon
OunUpyOrH, XOJIEeCTEPHH, HATPHUMA, KaIbIMi, Kaauii, Marauit [17].

YpoBeHnsb yoenuteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB —
5).

KommenTapuu: uccrnedosanue xonecmepuna ekaouaem 6 mom 4ucie, Uccie0o8anue yposHs.
XonrecmepuHa JUNONPOMEUHO8 BbICOKOU NIOMHOCMU 8 KpPOBU, UCCIe008aHuUe YPOBHs
XorecmepuHa IUNONPOMeUH08 HU3KOU NIOMHOCMU, UCCIe008aHUe YPOBHS TUNONPOMEUHO8 8
Kposu, mpueauyepuovl. Hccneoosanue cnedyem npogooums 6 npoyecce OUHAMUYECKO2O
HabaoeHus, 6 cpednem, 1 pas 6 6 mec.

PexomennoBano Bcem manueHtam ¢ MIIC IV npoBenenue o6miero (KIMHUYECKOTO) aHAIHM3a
kpoBu (OOmmii (KIMHUYECKUH) aHalW3 KPOBU PAa3BEPHYTHIM) IS OIEHKH OCHOBHBIX
napamMeTpoB KPOBETBOPEHUS U BBISBIICHHS BO3MOXKHBIX HH(PEKIIMOHHBIX TIporieccoB [17]
YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB —
5).

KomMmeHTapumu: 6 c6a3u ¢ 6bICOKUM PUCKOM pA36UmMusi UHMEPKYPPEHMHbIX UHDEeKYuUl,
acnupayuouHol nuheemonuu y nayuenmog c¢ MIIC pexomenoyemcs npogedeHnue OaHHO20
uccneoosanus, 8 cpeonem 1 pas 6 6 mecsyes.

PexomennoBano Bcem naruentam ¢ MIIC |V npoBeaenne o01iero anaan3a MOYHU sl OLICHKH
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COCTOSIHUSI MOYEBBIBOIAIINX IMyTei u mouek [17, 24].

YpoBenb yoenutebHOCTH pekoMengauuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB —
5).

KomMeHTapuu: 6 c6a3u ¢ 6bICOKUM PUCKOM PA3BUMUS UHMEPKYPPEHMHbIX UHDeKyull y
nayuenmos ¢ MIIC pexomendyemcs npogedeHue OaHHO20 UCCIed08anUs, 8 cpedtem, 1 paz 6 6
Mmecsyes.

° PexomengoBano Bcem mamweHtam ¢ MIIC IV npoBeneHue wHcclieIOBaHUS
KOaryJjaorpaMMbl (akKTUBUPOBAaHHOE YAaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMsl, OIpeleeHHe
MPOTPOMOUHOBOTO (TPOMOOIIACTUHOBOTO) BPEMEHU B KPOBH, OIpEACIICHUE TPOMOWHOBOTO
BPEMCHH B KPOBH, HCCIICJIOBaHKE YPOBHS (DMOPHHOTCHA B KPOBH, OIIPEICIICHIE KOHIICHTPAIHH
JI-nmuMepoB B KpPOBH) [UIsl OLIEHKH COCTOSHUSI CHUCTEMbl KOArylisllid U CBOEBPEMEHHOM
npoUIaKTHKK pa3BUTHSA TpoMO030B [17].

YpoBens yoeaureibHocTH pekoMeHaanuu C (YPpoBeHb 10CTOBEPHOCTH JA0KA3aTEIbCTB —
4).

KommenTapuu: uacmoma uccinedosanus, 6 cpeonem, 1 paz 6 200, npu Heobxooumocmu —
yaue (nepeo KaxncoblM OnepamueHbiM GMeUamenbCmeom).

° PexomeHna0BaHO MalMeHTaM ¢ MaToONOTHe KapauoBackynspHou cucrembr MIIC IV
MPOBEJICHUE HCCIEAOBaHUsA YpOBHSA N-TepMUHAIBHOTO (parMeHTa HaTPUIypeTHYECKOTOo
npornentuaa Mo3roporo (NT-proBNP) B kpoBu /1l cBOEBpEMEHHON AMArHOCTUKH CEPACUHOU
HEJIOCTAaTOYHOCTH,  JAu(depeHInaIbHoi  JUArHOCTUKH  C  OJIBIIIKOM,  BBI3BAaHHOM
pecupaTOpHBIMU TpOoOIeMaMu, AJisl pelIeHHs] BOIIPOCOB O CTapTE/KOPPEKIIUU KapIUOTPOITHOM
Teparnuu [17].

YpoBenb yoenureibHocTH pekoMeHaanuu C (YPOBeHb 10CTOBEPHOCTH JI0KA3ATEJIbCTB —
4).

Kommenrtapuii: kxpamnocms ucciedosanus. 1 pas 6 200.

HNHCTpYMEHTAJIbHBIE THATHOCTHYECKHE MCCIET0BAHUA

o PexoMeH0BaHO BceM TMalUeHTaM C KIMHUYeCKUMHU mnpusHakamu MIIC IV
npoBenenue Y3U opraHoB OpromHoi mojoctH (YIIBTpa3BYKOBOE HCCIEIOBAaHUE OPraHOB
OPIOIIHON TIOJIOCTH (KOMIUIEKCHOE),) W/WIH MPOBEACHNE MAarHUTHO-PE30HAHCHON TOMOTpaduu
OpPraHoOB OPIOIIHOM MOJOCTH W/UIIM KOMIIBIOTEPHON TOMOTpaduu OpraHoB OPIOIIHOM MOJIOCTH C
LeNTBIO BBISBIICHHS YBEIMYCHUH Pa3MepOB MEUEHH U cene3eHKH (pexe) [2,44,45,76].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —

5).
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KomMmeHTapum:  gula61a10mcst  yMepeHHas 2enamomeanus Uuiu 2enamochieHOMe2anusl
(peorce). Bvibop memooa uccnedosanus — nO UHOUBUOYANbHBIM NOKA3AHUAM UCX005 U3
803MOJICHOCIeEN nayuerma u KiuHuyeckou nompeornocmu. Ilpu neobdxooumocmu npumeHsaemcs
anecmesuono2uieckoe nocooue. Kpammocms uccneoosanus 1 paz 6 200, npu Heobdxooumocmu -
yawe.

o PexomengoBaHo BceM ManuMeHTaM C KiuHU4eckumu npuszHakamu  MIIC IV
npoBejseHue pentreHorpaguu w/wm KT mieliHoro, TpyaHOTO W TOSCHHUYHOTO OTIela
MO3BOHOYHUKA, Ta300€IPCHHBIX CYCTaBOB, a TAK)KE PEHTTCHOTpapuH BEPXHUX W HUKHUX
KOHEYHOCTEH C LIEIbI0 BBIABICHUS MHO)KECTBEHHOI'O TU30CTO3a HE pexke 1 pasa B 12 mec
[2,3,4,10,11].

. YpoBenb yOenuTenbHocTH pexoMenganmud C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5).

Kommenrapumn: cneyuguueckue penmeenonocuueckue usMeHeHus 8KII0YAOMm AHOMAIbHbIE
UBMEHEeHUsL NO360HKO08, Kugos, ckonuos. Ilpu obcredosanuu nNO360HOYHUKA HYICHO OYEHUMDb
Hanuuue CmeHo3d U HecmadOUIbHOCMU — NO360HOYHUKA U KOMNPECCUuu CHUHHO20 — MO32d.
Kaosxcovie 1—3 2o00a, 6 3asucumocmu om KIUHUYECKO20 meyeHUus 3a007e6aHus, ciedyem
npoeooums 0030PHYI0 PeHM2eH02PAPUIO WeliHO20 (8 nepedHe3a0HeM, BOKOBOM HelUMpPAaIbHOM,
ceubamenbHO-pazeudamenbHOM NOJNONCEHUSAX) U  2PYOONOSACHUYHO20 (8 nepeoHe3aoHeu U
bokosou npoekyusix) omoenos nossonounuxa [2,4]. Heobxooumo oopamums eHumaHue Ha
KOpOmMKUe U WUPOKUe KOCMU 3aNACMbA CO CKPY2IeHHLIMU NPOKCUMALLHBIMU OMOeLaMml,
HEPABHOMEPHOCMb KOHMYPO8 KOCMEU 3ansicmusl, 3aKpyeleHue  Kpoulibeg  N008300UIHbIX
Kocmell maza, OUCHAA3UIO  BEPMULYICHOU  6NAOUHDL,  BAIbZYCHOE NONOJCEHUE  WEUKU
bedpennol xocmu (coxa valga), Hapyscnoe omxloHeHUue 2oneHu (genu valgum), eanveychoe
OMKIOHEeHUe  JN0ObIXHCKU,  KULeBUOHYro  2pyob  (pectus carinatum),  6ecioo0pazHyio
Odehopmayuio pebep, YKOpOuYeHuUe U YMOMWEHUE KIOYUY, XOMs HA MOMEHM OUACHOCMUKU
MO2Yym UMembCsl MOAbKO HeKomopble U3 smux nposenenuu [2,51].

IIpu penmeenonocuueckom 00C1e008aHUU MA300EOPEHHBIX CYCMABO8 U HUNCHUX KOHEeUHOCmell
cnedyem — cocpedomoyums — GHUMAHUE  HA — HAAUNUU — Bpocpeccupyiouerl  OUCHAA3UU
mazobedpentno2o cycmasa (YynioweHue 8epmiyiICHOU 6NaAOUHbL ¢ NOOBbIBUXOM), genu valgum
(mubuo-ghemopanvHulil yeoin), 8a1b2yCHO20 OMKIOHEHUS T0ObIHCKU.

PexomengoBana Bcem manuentam ¢ MIIC IV koHCymnbTanus Bpada-OTOPHHOJIAPUHTOJIOTA C
MIPOBEJICHUEM OCMOTpPA BEPXHUX JIBIXaTEIbHBIX MyTeH (HOCOTJIOTKH M TOPTaHH), B TOM YHCIIC C
ITOMOIIBIO DHIOCKOMIHH [2, 25].

YpoBens yoenureibHocTH pekoMeHaannu C (YpoBeHb J0CTOBEPHOCTH JA0KA3aTENbCTB —
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5).

KomMeHTapuu: npu Hanuuuu cumnmomos oOCmpyKyuu u nepeo onepayueti MOMNCHO
paccmompems nposedeHue 6010KOHHO-ONMUYECKOU JIAPUHCOCKONUU.
Y NAYUEeHMOo8 C PaHHe20 803PACMA OMMeUaAlomcs cunepmpodus adeHouoos u Munoaiut. Ipu
HAIUYuUu NOKA3aHULl NPOBOOUMCST IHOOCKONUYUECKAs IHOOHA3ANbHAS Pesu3us Nnoiocmu Hocd,
HOCO2NIOMKU, INUDAPUHLOIAPUHEOCKONUS, INUPAPUHSOCKONUS  BUOCOIHOOCKONUYECKAsl (8
cpeonem, 1 pas 6 200).
o PexomenaoBaHa KOHCYNbTaIMsl Bpadya-CypA0JI0ra-OTOPUHOIAPUHTOJIOTA U ITPOBE/ICHUE
aymuomerpuu BeeM nauuentam ¢ MIIC IV ¢ nenbio BbISBIEHHS TYTOYXOCTH He pexe 1 paza B
rony [1,2,25].
YpoBenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
5).
Kommentapun: [lpu mono3peHnn Ha CHIDKEHHE CllyXa HEOOXOAMMO TIPOBEICHHE
ortoakyctuueckoil smuccuun (TonanbHas ayauomerpusi, PeueBast aynuomerpus, Wrposas
aynmuoMmeTpus, Perucrpaiusi BbI3BaHHBIX aKyCTUYECKHMX OTBETOB MO3ra Ha TOCTOSHHBIE
MoaynupoBanHbie TOHBI (ASSR TecT) (mpu OTCYTCTBUU SKCCYNATUBHOTO OTUTA) .Hapyuienus
cayxa npu MIIC WV wacmo mnedooyenusarom. Iloomomy npu ycmanosieHuu ouacHo3a u
BNOCNEOCMBUU  €J4#Ce200HO He0OX00UMO NPOBOOUMb AYOUON02UYeCKoe 00Ciedosanue ¢
KOppeKkyuell no 603pacmy (Hanpumep, UsiyyeHue 38yKa Y HOBOPONCOEHHBIX, AYOUOMEMPUID C
8U3YATLHBLIM NOOKpenieHuem y demei om 8 mecayes 0o 3 nem, 00blyHOe 00CaIe008anue yuel y
bonvubix 3 1em u cmapute) [2,45].
Tyzoyxocms pasHoll cmeneHu GblpadCeHHOCmU Xapakmepha 05l 0aHHo2o 3abonesanus. Ona
Modicem OblMb KOHOYKMUBHOU UMY HEUPOCEHCOPHOU UMY HOCUMb CMEUAHHbIL Xapakmep.
Pannee egviasnenue myzoyxocmu noseonsgem YAVYUWUMD KA4eCMB0 IHCUSHU NAYUEHMO8,
obecneuums 803MOHCHOCMb 0OUjeHUsl U 00YYEHUS.
J PexoMeHnaoBaHo ompesaereHue  (QOPCUPOBAHHOW  JKU3HEHHOW  €MKOCTH JIETKUX
(OXKEJ) m MakcMManbHOW MPOM3BOJIBHON BeHTWIAIMH (maximum voluntary ventilation —
MVV) mammentam ¢ MIIC IV exeromHo st OIEHKH COCTOSIHHSI OpOHXOJIETOYHON CHUCTEMBI,
OLEHKU 3(P(PEKTUBHOCTH NMPOBOAUMOM Teparuu, KOHTPOJS 32 COCTOSHUEM OpOHXOJIETOYHOM
cucteMbl He pexe | pasa B roa[2].
YpoBenb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB —
5).
Kommenrtapuu: IIpoBenenue uccnenoBanus GyHKIMM BHemrHero aeixanus (OBJl) metomom

ciimpomeTpuu BeeM narerTam ¢ MIIC 1V, ciocoGHBIM BBITOTHUTH TPeOyEeMBbIid JbIXaTeIbHbIH
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MaHeBp. [Ipu usMeHeHuu BbIPANHCEHHOCMU PEeCNUPAMOPHBIX CUMNMOMOS8 UIU  DA3GUMUL
UHMEPKYPPEHMHBIX 3a001e8AHULl He0DXO00UMO NPOBOOUMb OONOJHUMENbHOE 00CNe008aHuUe.
Kpome moco, pexomendyemcs npogeecmu obcredosanue 0o u nocie Havara D3T. H3z-3a
3ameonenus pocma npeocmasnerue noxazameneti CIKEJI u MVV 6 % om nopmwot npu MIIC IV
umeem 02paHudeHHyo yeHHocmo. Tem He meHee, Ol MOHUMOPUH2A USMEHEHULl ObIXAmMeNbHOU
@dyHKYUU Y OONBHBIX ¢ MeYeHUeM 8PeMeHU MONCHO UCNONb308AMb ADCONIOMHbLE 3HAUEHUS IMUX
nokazamenei. QOyeHumsb QYHKYUIO BHeWHe20 ObIXAHUS MAK)ce PeKOMEeHOYemcs nepeo
JI0ObLIMU  NIAHOBLIMU — A8Uanepelemamu, 4moobsl obecnedums 6e30NACHOCMb NAYUEHMA 60
epems nonema [2,75,80].

B coomeemcmeuu c Ilpukazom Munzopaeéa Poccuu om 13 oxmsabopsa 2017 2 Ne 804n «O6
VMBEPHCOeHUU HOMEHKAAmypbl MeOuyuHckux ycayey: HMccredosanue Hecnposoyupo8anHulx
ovixamenvHulX 00vemo8 u nomoxos, Pnoymempus ovixanus, Hccnedoeanue oOvixamenvHbix
00beM08 ¢ NpuMeHeHueMm JeKapCcmeeHHvlX npenapamos. Hcciedosanue npogooumcs, 8
cpeonem, 1 paz 6 12 mecsayes.

o Pexomena0BaHO NpOBECHUE MPULIETLHON PEHTIreHOrpaduu OPraHOB IPYTHON KIETKU
BceM nanuertam ¢ MIIC IV ¢ nenbio otieHku aedopmanuu rpyaHoi kietku [26].

YpoBens yoeaureibHocTH pekoMeHaanuu C (YypoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB —
5).

Kommenrtapuu: Takowce npu ucciedoganuu mo2ym 0vims 0OHAPYIHCEHbL USMEHEHUS 1e20YHOL
mkanu. Crnedyem paccmompems nposedeHue OAHHO20 UCCIe008aHUs U NPU  HATUYUU
AYCKYTbMAMUBHBIX USMEHEHUU 8 JIe2KUX 6 C8A3U C BO3MONCHOCMbBIO PA36UMUsSL NHEEMOHUU Y
nayuenmos ¢ MIIC \N. Kpamnocms uccnedosanus onpeoensiemcs uHOU8UOYAIbHO, 8 CPEOHEM,
1 pa3 6 200.

o PexomeHna0BaHo MIPOBEICHUE MOJINCOMHOTpaUH/Kap IUOPECTTHPATOPHOTO
MOHHUTOpHHTA OoNbIMHCTBY NanueHToB ¢ MIIC IV nns nuarHOCTUKH OOCTPYKTUBHOTO allHO)
cHa [2].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb T0CTOBEPHOCTH 10KA3aTENbCTB —
5).

Kommenrapum: o0na oOuacnocmuku u OyeHKu cmeneHu O0OCMPYKMUBHO20 ANHOD CHA
PEKOMEHOYemcs ece200H0 NPOBOOUMb CKPUHUH2080€ UCCNe008aHue CHA ¢ KOHMpPOTeM
HAacbleHUus: Kposu KUCI0pooom. Hccrnedoeanue cua ¢ noanou  noaucomumozpagueti 8
CReyuanu3supoBaHHOM YeHmpe pPeKOMeHOYemcs Npoeooums npu YCMAaHo8IeHUuu OudsHo3d u
3amem Kadxcovie 3 200a, U OONONHUMENbHO — NO KIUHUYECKUM HOKA3ZAHUAM UIU Nepeo

onepayueti. Ilpu nonoscumenvHom pesyibmame mecmuposanus u nompebrnocmu 6 HBJI

34



Heobxooumo  obcnedosanue vy  comuonoea. Ilonucommoepaghus/xapouopecnupamopHuolii
MOHUMOPUHZ NO360JIslem  ONpedelums Xapaxkmep OblXamenibHblX HapyuweHul (UCKII0YUms
UEHMPAIbHOIL 2eHe3, C853b C cunepmpogueri ad0eHoud0s, cepOeuHol HeOOCHAmMOYHOCMbIO UL
KOMNIEKCOM NPUYUH), NAMON02UI0 CEPOEUHO-COCYOUCMOU CUCEMDbL, 8 CDEOHEM.
B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabps 2017 e Ne 804u om «O6
VMBEPHCOeHUU HOMEHKIAMYPbl MEOUYUHCKUX Ycayey Hem yeayeu «llonucomnozpagusny, 6 céasu
C ueM BO3MOJCHO UCNOIb308AHUE HaAbopa  ycuye: Dnexmposuyegpanoepagua ¢
sudeomornumopureom, Cymournoe MOHUMOPUpOBarUe apmepuanbHo20 oasnenus, Pecucmpayus
anekmpokapouocpammsl,  Moxnumopuposanue  21eKmpoxapouocpaguieckux — OaHHbIX,
Xonmeposckoe MoHumopupogsanue cepoeyHoeo pumma, Pacwugposka, onucanue u
unmepnpemayus 21eKmpoKapouocpaAPuIecKux OaHHvIX, INeKmpomuoepagus HaKo#CHAas (00HA
aHnamomuyeckas 30Ha), Onekmpookynoepagpus, Onpeodenenue nAPYUAILHO20 OABIEHUS
KUCIOPOOA 8 MACKUX MKAHAX (OKCUMEmPUsL)).

o PexomengoBano nposenenue IKI', Oxo-KI" Bcem nmanuentam ¢ MIIC IV mnsa onenku
cocrosiaust CCC ne pexxe 1 pasa B roa[2,16,17].
YpoBenb yoeaureabHocTH pekoMeHaanun C (YpOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
5).
KommenTapuu: nocrxonvky nopascenue cepoya npu MIIC IN 6  yerom  1neckoe
anexmpoxapouozpaghuio (OKI) u axoxapouoepaguio docmamouno npogooums exisce2o0Ho .
o u nocne esxceco0noco mecmuposanusi HA BbIHOCIUBOCMb Clledyem UsMepsims 4acmomy
cepoeunbix COKpawjeHull u apmepuaibHoe oasieHue. ApmepuanvHoe oasienue u 4acmoma
cepoeunbix COKpaujeHuti 8 noxkoe (nepeo mecmupo8aHuem HA BbIHOCIUBOCHb) MO2YM
C8UOeMeNbCMBO8AMb O HATUYUY APMEPUATIbHOL 2UNePMOHUN ULU maxuKapouu nokos. Ymoowi
OYeHUmMsb pe3epevl CepOeyHO-COCYOUCMOU  CUCmeMbl U BblABUMb  CePOeUHO-COCYOUCYIO
HeO0OCMamoyHoOCmb,  MOJCHO — NOBMOPHO — UBMEPUMb  UX  HEeNOCPeOCMBeHHO  Nocie
Mecmupo8anus Ha BbIHOCIUBOCMYb. [luamemp 716020 d#ceny0ouKa Nocie NpeKpaujeHusl
pocma, Kax npasuno, He YEenuduaemcs, eciu MONbKO Hem BblPANCEHHO20 KIANaHHO20
nopasicenus. Ilpu Hamuuuu KIUHUYECKUX NPOAGIEHUll (Hanpumep, npu NOOO3PUMENbHBIX
Ooannbix OKI) wmu y nayuenmog 6 nocmnybepmamuom —8o3pacme  HA MOMEHM
VCMAaHOBNeHUsL 0uasHo3a U Kaxcovle [-2 2o00a enocieocmeuu HeoOXo00UMO NPOBOOUMD
onumenvuylo  pecucmpayuro  IKI' (xonmepoeckoe monumopuposanue), 4moodvl GblAGUND
apummuu cepoya, 803MONCHOCMb KOMOPLIX MONICHO NO003pesams No ONbimy HAOA0OeHUs]

opyeux munoe MIIC.
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B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabps 2017 2 Ne 804u om
«06 ymeepoicoeHuu HOMeHKIamypvl MeOuyunckux ycuayey: CymouHoe MOHUmMOpuposauue
apmepuanvio2o  oaenenus, Peeucmpayus anexkmpoxapouozpammul,  Monumopuposanue
eKmpoxapouozpaguieckux 0anuvlx, Xoameposckoe MOHUMOPUPOBAHUE CEPOEYHO20 PUMMA,
Pacwugposxa, onucanue u unmepnpemayus 31eKmpoxapouocpaduuecKux OaHHbuIXx.
o PexomengoBano Bcem mnanuentam ¢ MIIC IV mpoBeneHne MarHUTHO-PE30HAHCHOM
tomorpadhun (MPT) w/unmu KT mo3BOoHOYHMKA C IIENBIO OMNPENEICHUS HaJIU4Hs CTEHO3a,
HECTaOMIILHOCTH Ha YPOBHE KPaHHO-BepTeOpaabHOro nepexona [2,4].
Yposennb yoenurenbHocTu pekoMernaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB —
5).
Kommenrapuu: ! paz ¢ 2 2o0a (npu neobxooumocmu uawe) caedyem nposooums KT
KpanuosepmeodpaibHo20 nepexooa, uetino2o, 2pyoH020, NOACHUYHO20 OMOeN08 NO360HOYHUKA,
O @yuxkyuonanvnaa KT weiinoco omoena no360HOUHUKA ¢ MAKCUMATbHBIM ceubanuem u
MAKCUMATIbHBIM PA32UOAHUEM C YelbIO blAGNEHUSI HeCMAOUTILHOCIU U 3Y008UOHOL KOCIU,
O MPT kpanuosepmebpanvHo2o nepexooaq, weluHo2o, 2pyOH020, NOACHUYHO20 OMOeN08
NO380HOYHUKA C Yelblo onpedeieHus: 04a208 MUelonamuu u cmenosa.[2,4].
B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxkmsops 2017 2 Ne 804u om «O6
VMBEPHCOCHUU HOMEHKIAMYPbl MeOUYUHCKUX Ycayey: Maenumno-pe3onancuas momozpaghus
weu, CnupanbHas KOMNbIOMeEPHAsk momozpaghus weu.
[lo namapiM MPT MOXHO mepe- WM HEJOOLIEHUTh PUCK KOMIIPECCUHM CIIMHHOIO MO3ra IpHU
cuHpoMe Mopkno Tuna A, MO3TOMY B COCTaB MEXAUCUUIUIMHAPHOW TPYIIbI CIEAYET
BKJIIOYUTH HEBPOIIATOJIOTa, Bpada-HEUPOXHUPYpra, Bpayva-TpaBMATOJIOTa-OpTONena, YTOOBI
OHM TIOMOIJIM C TPOBEJECHUEM TaKoW OUeHKH. [Ipu prucke KOMIpPECCUU CIMHHOIO MO3ra BO
BpEMSI XUPYPTUYECKUX BMEIIATENbCTB, TPEOYIOMIMX aHECTE3UH, PEKOMEHIYETCsS MPOBOAUTH
HEBPOJIOTUYECKUNA MOHUTOPUHT.
o PexomengoBano manuentam ¢ MIIC |V koHcynbranus Bpada-odranpbmoiora u
MIPOBEJICHUE KCCIIE0BAaHUs TMEpPEeHEero CEerMeHTa IJla3a MEeTOJIOM OOKOBOTO OCBELICHMS,
M3MEpEeHHE BHYTpUTIa3HOTO fAaBieHus (OPTarbMOTOHOMETPHS) M OIICHKA COCTOSIHUS TJIa3HOTO
nHa  (Odranpmockonusi, OcMoTp mnepudepuu TIIa3HOTO JHA C  HCIOJIB30BAHHEM
Tpex3epkanbHOU JTuH3BI ['onbaMana, buomukpodotorpadus ria3HoOro JHa ¢ HCIONIb30BAaHHEM
(byHIyC-KaMephl) C IENbI0 BBISBICHUS TIayKOMBI, U3MEHEHUS MTPO3PAYHOCTH TJIa3HBIX Cpel U
COCTOSIHUS ceT4aTku [2,45].
YpoBenb yoeaureabHocTH pekoMeHaanun C (YpOBeHb T0CTOBEPHOCTH A0KA3aTeNbCTB —

5).
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KommenTapuu: xpamuocms uccieoosanus, 6 cpeonem, 1 paz 6 2o0. ¥V nayuenmos ¢ MIIC IV
yacmo  ecmpeyaemcs Ou@@ysHoe noMymHeHue po208uYbl U HapyuwieHus peppaxyuu
(acmuemamusm, OAUZOPYKOCMb U OATbHO30PKOCHY), YMO MOMHCEm HPUBOOUMb K CHUNCEHUIO
ocmpomul 3peHusi U HApPYWeHUIO C8emoeol Yy8CmEUmenbHOCmu, Cnopaoudecku Onucbl8aiom
Kamapaxkmy, 2naykomy, pemuHOnamuro, omeK OUCKA 3pUmesbH020 Heped, ampoguro
3puUmenbHO20 Hepea
° PexomennoBano Bcem mamueHtam ¢ MIIC IV Tuna npoBeneHuss 6 MUHYTHOTO TecTa
x01b0b1 (6MTX) ¢ M3MEpeHHEM HACHIIICHUS apTEPHAIIBHOW KPOBU KHCIOPOJOM C TOMOIIBIO
MyJECOKCUMETPA, YaCTOTHI CEPJICYHBIX COKPANICHWA M YaCTOTHI JIBIXaHUS MPHU JUATHOCTHUKE
WM ¢ MOMEHTa BO3MOXHOCTH TAIMCHTA K BBITOJIHEHUIO TECTA C LEIbI0 OMEHKU (PU3NICCKOU
BBIHOCJIMBOCTU TAIIMEHTOB, B TOM 4YHcIe, Ha ¢oHe (EPMEHTHOH 3aMECTUTENHHON Tepamnuu
[2,18].
YpoBens yoeaureibHocT pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH JA0KA3aTEIbCTB —
5).
Kommenrapuu: Tecm 6-munymHoi Xxo0b0vul sA61semcs OOHUM U3 Hauboiee NpoCmulX U
00CMYNHBIX CNOCO0O08 OYEHKU BbIHOCIUBOCTNU U (DYHKYUOHATILHBIX B03MONCHOCIEN NAYUEHMO8
¢ MIIC ¢ kapouonoeuueckou u necounou namonozusimu, cm. Ipunoscenue A3.5.
Ilpu  eviasnenuu cHudCeHUsi HACLIYEHUS. KPOBU KUCIOPOOOM 80 6peMs  (Du3uuecKol
Hacpy3ku ciedyem npogecmu OONOIHUMENbHOe 00cled08anue (Hanpumep, UCciedo8anue
@dyHKyuu eHewHe20 ObixaHus U peHmeenocpaguio). MoocHo Hauamb  IMUOMPONHOE
JleyeHue  Hapyuwlenus — HACblujeHus  Kpo8U  KUCIOPOOOM U OONOTHUMENbHO HA3HAYUMb
UHRANAYUU KUCTIOPOOd, OCODEHHO eCcu HAacvlujeHue Kuciopooom nudxce 88—90 %. Kpome
mo2o, 06cied08anue coCmosiHUs cepoya (Hanpumep, OYeHKa COCMOAHUS KIANaHos u QyHKyuu
MUOKaApOa u 0o6credo8anue 0 8biANeHU ApUMMULL) NOKA3AHO, eClu 60 6peMs HAa2py3Ku
8bIAGIEHA MAXUKAPOUS, He UMEIOWAsl I8HOU NPUYUHBI.
HUccnedosanue nposooumces oovluno ¢ 5 nemuezo o3pacma (ne pedice 1 pasa 6 6 mecsayes).
PexomengoBan maruentam ¢ MIIC IV KOHTponb MUHEpaIbHOW TUIOTHOCTH KOCTEH
(pEHTreHOICHCUTOMETPHS) B TpoOIlecce AMHAMHUYECKOTo HabmoaeHus [28,29].
YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
4).
Kommenrapun: IlpoBoautest ¢ 5-jeTHero Bo3pacTa. /[oKa3amenbHbiX OAHHLIX NO
ONMUMATLHOU YaAcmome NPo8edeHUsl UCCIe008aHUsL Hem, NPOBOOUmcs, 8 cpeonem,l paz 6 -2

200a.
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[Ipu nucnancepuzanuu 60JILHOTO HEOOXOIMMO HAMpPaBUTh K cTOMaTojory. BaxHoe 3HaueHHe
JUIS TIpeIOTBpAILEHUS] Kapueca M HUCTUPAaHUA 3yOOB UMEIOT TIIATEIbHBI MOHUTOPHUHT

pa3BuTusa 3y00B (IO KpailHE Mepe eXKerojHO) U peryJisipHas CTOMaTOJIOrM4ecKas IIOMOIIb

[2,45].

HWHble AMATHOCTHYECKHE MCCIETOBAHNS

Hnvie Ouacnocmuyeckue uccie0o8auus npoGOOAMC NO peueHulo  8pavebHo2o
KOHCUUYMA.

Beoenue nayuenmos ¢ MIIC mun \N mpebyem mynomuoucyuniunapHo2o nooxooa c
0053amenbHbIM  yuacmuem 8paia-neouampad, 6paya-mepanesma/cemMeinozo 8pavd, 6payd-
Hespooea, B8paua-2eHemuKd, 8paya-Kapouonoed, 6pavda-0emckKo20 Kapouoioed, 6payd-
OMOPUHONIAPUH20NI02A,  BPAYA-CYPOOSI02A-0OMOPUHOLAPUHEON02A, — BPAYA-2ACTPOIHMEPONOA,
8paua-oghmanomonoea, 6paua-nyIbMOHON02d, 6PaAYA-Xupyped, 6paia-Heupoxupypea, 6pava-
opmoneoa-mpasmomonozd, —6pavd-cmomMamonoed, 8paya-aHecme3uoai02a-peanumamonoed,
8paua ne4eOHol usKyILbmypsl, 8pava-guzuomepanesma u epaveti Opy2ux cheyuaibHocmell,

umernwux onsblm 6 j1e4eHuu 3maoco pedkoeo 36160/16661H1/lﬂ, a makoice MeduuuHCKux ncuxoJjiocoes.

6. Opranu3anusi MeTMIMHCKOI MOMOIIIA

6.1 IToxa3zaHus A5 TOCIUTAJIN3ANMMA B MEIHINHCKYI0 OPraHH3aIMI0:

6.1.1 Ioxa3zauus JJIs NJIAHOBOW rOCIIUTAJIN3ANNANA

— TPOBEJEHME JAMArHOCTHKH U JIEYEHHUs, TPEOYIOIIUX KPYIIIOCYTOYHOI'O MEAULUHCKOTO
HaOII0ICHUS,

— COCTOsiHME, TpeOyrollee AaKTMBHOTO JIEYEHUS U KPYIVIOCYTOYHOTO MEAULMHCKOTO
HaOmofeHuss  (IpbDKECeYeHHe, OINepaTHMBHOE JICUEHHE TOPAXKEHHs  CYCTaBOB,
MMO3BOHOYHUKA, CKOJINO3, AaJleHOPKTOMHUS, TOH3WUIDKTOMHUSA, HEHpoXUpypruyeckas
JNEKOMIIPECCUSI CHHJpPOMA 3aIICTHOTO KaHajla, YCTAHOBKAa TPaHCTUMIIAHWYECKOIO
JpeHa)<a Mpu CpeHEM OTUTE, Xupyprudeckast koppekuus naroiorun CCC u apyrue);

— OTCYTCTBHE BO3MOKHOCTH o0ecrnieuyeHus O3T B amMOyJ1aTOpHBIX u
CTAllMOHAPO3aMEIIAOIINX YCIOBHSIX;

— HEeoOXOAMMOCTh MPOBEACHUS PAa3IMYHBIX BHUAOB DJKCHEPTU3 WIM 0OCIelIoBaHUS B

MeJIHHHHCKOfI opraHu3al IMPU HEBO3MOKHOCTHU ITPOBCACHUA HX B aM6y.]'IaT0pHBIX
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YCIOBHSX, TpeOyIONMX IWHAMUYECKOro HabOmogeHus (B TOM uucie odopMieHue

3aKiIoueHus (eaepaabHOro KOHCHINYMA);

6.1.2 Iloxazauus ISt DKCTPEHHOM roCIUTAJIH3AINHA

—  OCTphbIe 3a00JIeBaHUS;

— 000CTpeHUsT XpOHUYECKUX OOJIE3HEH;

— OTpaBJICHUS W TPaBMBI, COCTOSIHHSI, TPEOYIOINE UHTCHCHBHOW TEparvy W MEepeBO/Ia B
pEaHUMAIOHHBIC OT/EJICHUS WM OTIEJICHUS WHTCHCUBHOW Tepamuu (B TOM YHCIIE
noOOYHBIE PpEaKIUK, MPOMCXOJIIME B Mpolecce WHPY3MH WIM B TEYCHUE JIHS
npoBeneHuss uHPy3uu O3T, HepBUKATBHBIN CTEHO3 ¢ KOMIIPECCUEH CIMHHOTO MO3ra U
JIPYTHE YrPOXKAIOUIUE JKU3HH OCTPhIE COCTOSHUSA), a TaKXKe KpPYriIoCyTOYHOIO
MEMIIMHCKOTO HAOJIOJICHUU W TIPOBEACHHS CICIUAIBHBIX BUIAOB OOCIICIOBAHHS W
JICUCHHUS.

6.2 Iloxka3zanus K BLINMCKE MAIMEHTAa U3 CTAIMOHAPA

1) otcyrcTBHE YyrpO3bl )KU3HH MALUCHTA;

2) OTCYTCTBHE YIPO3bI Pa3BUTHS OCIOXKHEHUH, TPEOYIOMIMX HEOTIOKHOTO JICUCHHS,

3) crabunm3anusi COCTOSIHUSI M OCHOBHBIX  KIMHHUKO-TA0OpaTOPHBIX — IOKa3aTesei
MaTOJIOIMYECKOro Mpoliecca o OCHOBHOMY 3a00JIeBaHUIO;

4) OTCyTCTBHE HEOOXOJMMOCTH B TIOCTOSHHOM BpadyeOHOM H  KPYrJIOCYTOYHOM
MEIUIIMHCKOM HAOJIIOJCHUH [0 OCHOBHOMY 3a00JIEBaHHMIO;

5) HEoOXOAMMOCTH TepeBoJa TalMeHTa B JPYryl0 OOJBHUIY WIH YYPEKICHUE

conuaJibHOIo obOecrnieueHUs.

7. lonoaHuTebHASA HHPoOpManus (B TOM yncjie (paKTOPbl, BJUSIONIAE HA

HCXO0)

[Ipn nmpoBeneHur Hapko3a M HMHTYOAalMH HEOOXOJWMO TOMHHUTH O BBICOKOM pPHCKE
KOMITPECCHUU CIIMHHOI'0O MO3ra BCJICACTBUC HECTAaOMJILHOCTH AaTJaHTOAKCUAIHEHOIO CyCTaBa.
KOpOTKaﬂ mesd, OrpaHn4YCHHUC IMOJABUKHOCTU HUKHEN YCIOCTU, YBCIIMYCHUC A3bIKa,
BBIpAKCHHAA FHHCprO(I)I/IH aACHONA0OB U MHUHAAJINH CO34ar0T HpO6HeMBI pu IMMpoOBCACHHUHA
AHECTE3UOJIOTHUYCCKOI'O HOCO6I/I5[, MMO3TOMY HNPEANOYTCHUEC CICAYET OTAaBaTb MECCTHOMY HJIN
pernoHanbHOMY 00e300mMBaHui0. [lalMeHT mpeaBapuTeNbHO KOHCYJIBTUPYETCS BpadyoM-
KapauoJioroM, BpavyOM-OTOPHUHOJJIAPUHIOJIOTOM, BpPaAYOM-aHCCTC3UOJIOTOM-PCAaHNMATOJIOIOM,
BpavuOM-HCBPOJIOT'OM. O0s3aTenbpHO MMPOBCACHUC IIOJITHOT'O KapAHUOJIOTNYCCKOI'O 06CHC,Z[OB3HI/I$I,
nonucoMHorpadguu (1T  BBISIBJICHHUS ~ CTENIEHM  JbIXAaTelIbHBIX  HApYLICHUH), MpH

HEOOXOIMMOCTH - DHJOCKONHMU HOCOTJIOTKM M KOMIIBIOTEPHONW ToMorpaduu Jerkux.
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OmnepaTUBHOE BMEIIATEILCTBO C aHECTE3WEeH HEO0OXOAMMO TMPOBOAUTH B  KPYITHBIX
MEIUIIMHCKUX IIEHTPaX, HMEIONTUX OT/AEJICHUE peaHnMaIii U MHTeHCUBHOM Tepanuu (OPUT),
TaKk KaK WHTYOAmWs W TOCIEAYIoas JKCTyOalmus y TaKuX IMallMeHTOB MOXET BBI3BATH

3aTpyaHeHus [2].
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

Kpurtepuu kauyecrBa

YpoBeHb
JAOCTOBEPHOCTH
A0KAa3aTeJbCTB

Boinonneno onpenenenue ypoBHs u criekrpa AT
MOuYH (IIpY OCTAHOBKE JMAarH03a U €CJIH He
IPOBOAMJIOCH B NIPEAIIECTBYIOIINE 6 MECSLIEB)

Ja/Her

BrimonHeHo onpe/ieieHne akTHBHOCTH
rajaKTo3aMHUH-6-Cyabdar-cynbdaTasbl (B Crydae
MIIC IVA), B-ranakro3umassl (B ciiygae MIIC
IVB) B m1a3mMe KpoBH WIIH ISATHAX BBICYIIIEHHOM
KPOBH H/HITA MOJIEKYJIIPHO-TEHETHUECKOE
ucclieloBaHue (BBISBICHHE MYTAIlMid B TeHAX
GALNS (st MIIC IVA) u GLB1 (mnst MIIC IVB)
(TIpH MOCTAaHOBKE JTMAarH03a)

Ja/Her

BrimonHeHo Ha3HaueHUe PepMEHTHOM
3aMEeCTUTENILHON Tepanuu 30cybdazoii anbda**
B BUJIC B/B HH(Y3UHU SKEHEICTHHO

Ja/Her

Bremonuenst OKI', Oxo0-KI (ecau He mpoBOAMIOCH
MocCJIeTHUE 6 MECSIIEB), XOITEPOBCKOE
MoHuTopupoBanue IKI' u cyrounoe
MOHUTOPUPOBAHUE aPTEPUATILHOTO JaBJICHUs (eciiu
HE MPOBOJUIIOCH MpeiecTBytoue 12 MecsiieB)

Ja/Her

BrIimosiHeHO onpe/iesieHne pa3MepoB MIeUeHU U
CEJIE3eHKH TI0 JJAHHBIM YIbTPa3BYKOBOTO
UCCIIeIOBAHMS (€CJTH He TTPOBOAMIIOCH ITOCIICTHUE
12 mecsiieB)

Ha/Her

Boinonnena pentrenorpadus u/vnu KT rpyanoit
KJIETKH, IIEHHOT0, TPYAHOIO U MOSACHUYHOIO
OTJIeNa M0O3BOHOYHUKA, a TAK)Ke peHTreHorpadun
BEPXHUX U HIKHUX KOHEYHOCTEH (€CIu He
IPOBOAMIIACH NocTeiHNE 12 MecsIeB)

Ja/Het

BrImonHeHa MarHuTHO-pe30HaHCHAsE TOMOTpadus
u/wim xomnetotepHas Tomorpadus, IIOII (ecu He
POBOAMIIOCH NOCHETHUE 24 Mecs1IeB)

Ja/Het

BeinonueHo onpenenenne GyHKIUN BHELITHETO
neixanus (MccnenoBanue HeCIpOBOLIMPOBAHHBIX
JIbIXaTeNbHBIX 00bEMOB U MTOTOKOB) (€C/IM HE
MIPOBOAMIIOCH MOCIETHUE 6 MecsIeB) (IIpH
OTCYTCTBHH NIPOTHBOINIOKa3aHUI)

Ja/Her

Brimmonnena KOHCYJIbTAallMd BPA4YOM-TCHETUKOM ITPU
YCTaHOBJICHHUH UArHO3a U MPH TUIAHWPOBAHUU
OEpPEMEHHOCTH B CEMbE

Ja/Her
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IIpuao:xenue Al. CocTtaB padouel rpynnbl 10 pa3padoTke ¥ HepecMOTPY KIHHUIECKHX

10.

11.

peKoOMeH AN

Bapanos A.A. akan. PAH, npodeccop, 1.M.H.; modeTHbIi npe3uaeHT Coro3a neauaTpos
Poccun, cosernuk pykosogurens HUW nenmarpum m oxpansl 310poBbs aerei LIKD
PAH, rnaBHbIil BHEIITaTHBIN crienuanucT neauatp Munsapasa Poccun

Kynes C. U., n.M.H., npodeccop, ui.-kopp. PAMH, ®I'BHY "Menauko-reHeTuuecKuit
Hay4yHbIN HeHTp uM. akagemuka H.I1.boukosa "

HamazoBa-bapanoBa JI.C. akan. PAH, mnpodeccop, am.H., mnpesuneHT Corosa
nenuarpoB Poccun; nact-npesuneat EPA/UNEPSA; pykoBoaurens HUU nequarpuu u
oxpanbl 31m0poBbsi gereid LIKb PAH, 3aBenmyromas xadeapoil ¢akynbreTckoit
neauarpuu neauarpudeckoro ¢akymnsrera I'OY BO «PHUMY um. H.U. [Tuporosay
MunznpaBa  Poccun, TJIaBHBIA BHEIITATHBIN JETCKUU CIICLIUAJINCT 1o
npodunakTudeckoir Meaunrae Munsapasa Poccun

baiinakoBa ['.B., k.6.H., ®I'BHY "Menauko-reHeTUUECKUNA HAYYHBIH LIEHTP WM.
akanemuka H.I1.boukosa "

Bamakmanze H.J., n.m.H., kadempa dakynprerckoii neamarpun [Id OPI'BOY BO
PHUMY umenn H.U. Ilmporosa, HUM nemmarpum m oxpansl 310poBbs aereit LIKb
PAH MunoOpHayku

Bocko6oesa E.}O., k.m.H., ®I'BHY "Menuko-reHeTndeckuii Hay4yHBId LEHTP HUM.
akagemrka H.I1.boukosa "
3axaposa E.I0. a.m.H., ®I'BHY "Menuko-reHeTH4eckuil Hay4yHBId LEHTP WM.
akagemuka H.II.boukosa "

Kennc B. M., a.M.H.TpaMarojor- OpTONEN, 3aMECTUTENb JUPEKTOpa MO
WHHOBAIIMOHHOMY pa3BUTUI0O U paboTe C PETUOHAMH, OI'bY HMMUMIL nerckon
TpaBmarosioruu u oproneauu umenu .M. Typuepa

Ouupoga I1.B., K.M.H., TpaBMaTOJIOT — OPTOMNE] KIWMHUKHA MATOJOTUHA MO3BOHOYHUKA U
peaKux 3a00JIeBaHMil OI'BY «HanmonanbHbII MEIUITUHCKUN
HCCIEA0BATENIbCKUN 1LIEHTP TPAaBMAaTOJOTUM M OPTONEAUM HMMEHM akajaeMuka [.A.
Nnuzaposay M3 PO

[Tewarnukosa H.JI. - pykoBoautens LlenTpa oppaHHbIX U APYyrux peakux 3a0ojieBaHu
I'BY3 «Mopo3oBckast eTcKasi TOpocKas KuHu4eckast 0onbHuna J[3My».

Psa6pix C.O., na.M.H.,, TpaBMaToJOr — OpPTONEA, 3aMeCTUTENb IUPEKTOpa IO

o0pa3oBaHHIO U B3auMoecTBHUIO ¢ pernoHamMu OI'BY «HarnmoHanbHBI METUITMHCKUN
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12.

13.

14.

15.

HCCIIEIOBATENIbCKUI ILIEHTP TPaBMaTOJIOTUM M OPTONEAUU HMMEHHM akajgeMuka [.A.
Nnuzaposay M3 PO

Cemsaukuna A.H., 1.m.H., ®I'BY «Mockosckuit HUM nepuatpuu u 1eTcKoil Xupypruu
Munzapasa Poccun»

Kypkoa H.B., k.M.H., Benymuii HayuHblii coTpynuuk HWW nmeamaTpuu u oxpaHbl
3nopoBbs getedd LIKb PAH, unen Coro3a neauwatpoB Poccum, wieH Accoruanuu
MEIUIUHCKUX reHeTUKoB (AMI)

CmuproBa O.f. — Bpay-reHeTHK, CTApIIMF HAY4YHbI COTPYJHUK OTAENA
CTaHJApTU3alUMU M HM3YyYEHHUs] OCHOB JokazarenbHoM Menuuumubsl HUW neauatpum u

oxpanbl 310poBbs Aetedt [IKb PAH

ABTOpBI  TIOJATBEPXKIAIOT  OTCYTCTBHE (DUHAHCOBOM  MOAJEPKKH/KOH(IHMKTA

HMHTEPECOB, KOTOPBI HEOOXOAMMO 0OHAPOI0OBATD.
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IIpunoxenue A2. MeronoJiorus pa3spadoTKi KJIMHHYECKHUX PeKOMEHIauM i

Hacrosimiue pexomeHpauuy nOpeqHa3sHA4YEHbl I MPUMEHEHUS MEIUIMHCKUMU
OpraHu3alMsIMM U YUYPEKICHUSIMU (efepalibHbIX, TEPPUTOPUAIBHBIX M MYHHMLUIAIBHBIX
OpPraHOB YINPABJICHUS 3]PABOOXPAHEHHEM, CHCTEM O0s3aTeNbHOIO0 U J0OpPOBOJIBHOTO
MEAUIMHCKOTO  CTpaxoBaHWUs, JPYrMMH MEIMLUUHCKUMU OpraHU3alUsIMH  pPa3JIMYHbIX
OpTraHU3aIOHHO-TIPAaBOBBIX ()OPM JESITEIHHOCTH, HANPABICHHON Ha OKa3aHWE MEIUIIMHCKOM
IIOMOIILY.

Hacrosimue pekoMeHJallMM yCTaHAaBJIMBAIOT BUJAbIL, 00bEM M HHAMKATOPHI KayecTBa
MeAUIMHCKON rmomouy nauuentam npu MIIC IV

MIIC oTHOcATCS K pEAKUM HAcleACTBEHHBIM 3a00JE€BaHUSAM, UYTO HCKIIIOYAET
BO3MOKHOCTb MPOBEIEHHs OOJBIINX KOTOPTHBIX M PaHIOMHM3MPOBAHHBIX KOHTPOJIMPOBAHHBIX
UCCIIEIOBAaHUM M JUIs CO3JaHUs MPOTOKOJIOB AMArHOCTHKH M TEPaluu UCIOJb3YIOTCS JIMIIb
TEMaTUYECKHE UCCIIEI0OBAHUS KCIIEPTOB, ONyOIMKOBaHHbBIE B IIOCIEIHUE ABA IECATUIIETHUS.

OuneHka ypoBHS YyOEOUTENBHOCTH PEKOMEHJAMH M  YpPOBHS  JOCTOBEPHOCTHU
JI0Ka3aTeIbCTB NPUMEHEHUS] MEAULUHCKUX TEXHOJIOTUH MpPOBOAMIACE B COOTBETCTBHM C

YHU(UIIUPOBAHHON LIKaNO, MpUBeeHHOH B Tabaumax 1-3.

IleaeBasi ayIUTOPHSA JAHHBIX KIHHNYECKUX PEKOMEHIAIMM

Bpauu o611eit BpaueOHOM NMpakTHKH (CeMeWHbIe Bpaun);
Bpauu-neguatpsr;

Bpauu-tepanesTs;

Bpaun-reneruku;

Bpauu-nabopaTopHble reHETUKH;

Bpauun-pesmaroiiory;

Bpauun-nerckue kapauoiiory;

Bpauu-kapauosora

© © N o gk~ w DN

Bpauu-neBposoru;

[EN
o

. Bpaun-opronensr,

[EEY
[EEY

. Bpaun-oropuHosapuHronaoru

[EEN
N

. Bpaun-cypaoiaoru-oTopuHOIapUHTOJIOTH;

[EEN
w

. Bpaun-pentrenonoru;

[EEN
IS

. Bpaun ¢yHKIIMOHATBEHON TMarHOCTUKY,
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15. MeauuuHCKHEe IICHXOJIOTH;
16. Crynentsl Mmeguiuackux BY30B;

17. Obyyatouuecsi B OpJIMHATYPE.

Tadoauma 1. Illkama oneHkW YpoBHEH A0CTOBEpHOCTH aokazarenbcTB (Y JI) st

METOJ0B JMAarHOCTUKH (III/IaI‘HOCTI/ILICCKI/Ix BMCIH&TGHBCTB)

YA Pacuu¢pposka

1 Cucrtematnueckue 0030pbl MCCIEIOBAHUN C KOHTPOJEM peEepeHCHBIM METOAOM WU
CHUCTeMaTU4YeCKHii 0030p paHIOMM3MPOBAHHBIX KIMHMUYECKHX HCCIEIOBaHUN C
IPUMEHEHHEM MeTa-aHaIn3a

2 OTnenbHBIE HMCCIEIOBAHUS C KOHTPOJIEM pe(epeHCHBIM METOJOM WIIU OTICIIbHBIC
PaHIOMU3UPOBAHHbIE KIMHUYECKUE WCCIIEIOBAaHUS U CHCTEMaTU4YeCKUE 0030phbl
UCCIIEIOBAaHUM  1000ro  nu3aifHa, 3a  HCKIIOYEHHEM  PaHJIOMH3UPOBAHHBIX
KJIIMHUYECKUX MCCIIEIOBAaHUM, C IPUMEHEHUEM METa-aHalIu3a

3 HccnenoBanust 6e3 MOCIEOBATENBHOTO KOHTPOJS pePEepeHCHBIM METOAOM WM
UCCIIeIOBaHUsI C pPe(EepeHCHbIM METOJOM, HE SBISIOIIMMCS HE3aBUCHUMBIM OT
HCCIIelyeMOI0 METO0J1a WJIM HEepaHOMU3UPOBAaHHbIE CPABHUTEIbHbIE UCCIIEOBAHMS, B
TOM YHCJIE€ KOTOPTHBIE UCCIIEI0BAHMS

4 HecpaBHuTenpHbIe HCCiIeI0BaHUS, OTMCAHUE KIIMHUYECKOTO CyYast

5 Nwmeetcs nuiib 000CHOBaHUE MEXaHU3Ma JAEMCTBHS UM MHEHHE SKCIIEPTOB

Tabauua 2. Illkana oueHkH ypoBHEH JOCTOBEPHOCTH nokaszarenbcTB (YJZ) s

METOJIOB MPO(UIAKTUKH, JIEYEHUs] W peadunuTanuu (IpopUIaKTUUECKUX, JIe4eOHBIX,

peabMIINTAIIMOHHBIX BMEIIIATEIIHCTR)

YA Pacuugposka

1 | Cucremarnueckuit 0630p PKU ¢ npuMeHeHneM MeTa-aHaan3a

2 | Ormenpable PKM m cuctemarmyeckue 0030pbI WCCIICOBAHMNA JFOOOTO JM3aifHa, 3a
uckimoueHnem PKH, ¢ npumeHeHneM MeTa-aHanus3a

3 | HepanmomMu3upoBaHHbIE  CpPaBHHUTENBHBIE  HWCCIENOBaHHWS, B  T.4. KOTOPTHHIC
HCCIIEIOBaHMS

4 | HecpaBHUTEIbHBIE UCCIIEIOBAHUS, ONMCAHNE KIIMHUYECKOTO Cllydas WM CEpUH CIIydaes,
UCCIIEIOBAHMS «CIIy4aii-KOHTPOJIb)

5 | Umeercs numb 00OCHOBaHHWE MEXaHHW3Ma JIEHCTBUS BMEIIATEIbCTBA (JOKIMHUYECKHE

I/ICCJ'IC,Z[OBaHI/IH) HJIN MHCHUC SKCIICPTOB

Ta6auna 3. Hlkana oueHku ypoBHeW ybOenutenbHOcTH pexkomenpamuil (YVYP) s

METOJ0B HpO(I)I/IHaKTI/IKI/I, JUArHoCTUKHU, JICHCHHUA U pea6I/IJ'II/ITaI_II/II/I (HpO(I)I/IJIaKTI/I‘{eCKI/IX,

JUAarHOCTUYCCKHUX, J'IC‘-IC6HBIX, pea6I/IJ'II/ITaI_II/IOHHBIX BMCIJ_IaTCJ'ILCTB)

YYP \ Pacuugposka

o1




A CunbHas pexkoMmeHJanus (Bce paccMaTpuBaeMble KpuTepud 3((HEKTUBHOCTH
(ucxopl) SIBISAIOTCS BaKHBIMU, BCE HCCIIEAOBAaHUS MMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOJOJIOTHYECKOE  KAayeCTBO, MX  BBIBOJABI  IIO
MHTEPECYIOIIUM HCX0J1aM SIBJIIFOTCS] COTJIACOBAaHHBIMM )

B VYcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ (HEeKTUBHOCTH
(ucxompl) SIBISIFOTCS Ba)KHBIMH, HE BCE HCCICIOBAHUS HMEIOT BBICOKOE WIIH
yIOBJICTBOPUTEIBHOE METOJIOJIOTHYECKOE KayeCTBO W/MIM HMX BBIBOJBI 10
MHTEPECYIOIIMM HCXO0/1aM HE SIBIISIOTCS COTJIACOBAHHBIMH )

C Cnabas pekoMeH1anus (OTCYTCTBUE JI0KA3aTEIbCTB HAJJISKAILIET0 KauecTBa (Bce
paccMaTpuBaeMble KpUTEpUU dPPEKTUBHOCTH (MCXOJIbI) SBISIOTCS HEBAKHBIMHU,
BCE HCCIICIOBAHUS UMEIOT HU3KOE METOI0JIOTMYECKOE Ka4eCTBO U UX BBIBOJIBI TIO
WHTEPECYIOMIMM UCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

IKOHOMHUYECKUH aHAIU3:

AHaJIU3 CTOMMOCTH HE TPOBOAWJICS M TYONUKamuu 1O (HapMaKOIKOHOMHKE He
aHaAJIM3UPOBAIUCH.

Metoa BauaAn3aniy PpeKOMeH/AalUIi:

. BremHss skcnepTHas OLCHKA;
. BHyTpeHHss dKCniepTHas OLICHKA.

Onncanue MeToaa BAJINMAU3ANMUMN PEKOMEHIAMINA:

Hacrosimue pekoMeHIanuu B IPEIBAapUTENbHOW BEpCHMM ObUIM  PELieH3UPOBaHbI
HE3aBHCUMBIMH 3KCIEPTaMH, KOTOPBIX IMONPOCHIM HPOKOMMEHTHUPOBATh MPEXKAE BCErO TO,
HACKOJIbKO MHTEpIIpeTalys J0Ka3aTeIbCTB, JEKAIUX B OCHOBE PEKOMEHIAalUl, TOCTyIHA I
MTOHUMAaHHS.

ITosryueHbBl KOMMEHTapUM CO CTOpPOHBI Bpay€il MEPBUYHOIO 3BEHA B OTHOLIECHUU
JOXOJYMBOCTH M3JI0KEHUSI M OLIEHKH Ba)XKHOCTU PEKOMEHJAlMi Kak paboyero MHCTpyMEHTa
MOBCEJIHEBHOW MPAKTUKH.

[IpenBaputenbHas Bepcusi ObUIa TaK)K€ HANpaBlieHA PELEH3EHTY, HE HMEIoLIEMY
MEIULMHCKOTO 00pa30BaHMs, A IMOJYYEHUS KOMMEHTApHEB C TOYKHM 3pEHMS NEpPCHEKTHB
MAIMEHTOB.

KomMmeHTapuu, moiyd4eHHbIE OT OJKCHEPTOB, TIIATEIbHO CHCTEMAaTU3UPOBAINUCH H
oOcyXIaluch mpeaceaaTeneM U wieHamu padoueit rpymnmbl. Kaxaslit myHKT obcyxnuaics, u
BHOCHMBIE B pE€3YyJbTaT€ ITOrO0 HM3MEHEHHS B PEKOMEHJAIMU pErucTpupoBaiuch. Ecim xe
U3MEHEHHUS HE BHOCUIIUCH, TO PErMCTPUPOBAINCH IPUYHUHBI OTKa3a OT BHECEHUS N3MEHEHUH.

KoHcyabTanus u 3KCnepTHasi OLEHKA:

[TpoexkT pexomeHnanuii ObUT PEIEH3UPOBAH HE3aBHUCUMBIMHU DJKCIEPTaMHU, KOTOPBIX
MONPOCHJIM TIPOKOMMEHTUPOBATH, MPEXKE BCETO, AJOXOIYMBOCTh U TOYHOCTh MHTEPIPETALMH
JI0Ka3aTeIbHOM 0a3bl, Jiexkallei B OCHOBE peKOMEH AN,

PaGouyas rpynna:
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Jlnst okOHYATEeNIbHOW peaKIMK M KOHTPOJIS KauyecTBa PEKOMEHAINKM OBLIN MOBTOPHO
MIPOAHAIM3UPOBAHBI YICHAMU paboyell T'PYIIbI, KOTOPhIE MPHUIUIA K 3aKIOYEHHIO0, YTO BCE
3aMEYaHUs U KOMMEHTApUU DSKCIEPTOB MPHUHATHI BO BHUMAHHUE, PUCK CHUCTEMATHUYECKHUX
OIMOOK MPH pa3paboTKe PEKOMEHIAINI CBEICH K MUHUMYMY.

IHopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIAlMId.

MexaHu3M  OOHOBJICHMS  KIMHUYECKMX PEKOMEHIAIMK  TpeaycCMaTpuBaeT  UX
CHUCTEMATHUYECKYIO aKTyallM3allMl0 — HE pexe 4YeM OAMH pa3 B TpU roja, a Takxke MNpHu
MOSIBJICHUY HOBBIX JIAHHBIX C MO3UIIMHU JJOKA3aTeIbHOW MEJIMIIMHBI IO BOIIPOCAM JHArHOCTUKH,
JedeHus, NpoQHIAKTUKA W  peadWiuTalMd  KOHKPETHBIX  3a00JIeBaHHMM, HAIWYUH
000CHOBaHHBIX JIOMIOJIHEHUI/3aMeuaHmii k panee yrBepkA¢HHbIM KP, HOo He yamie 1 pasza B 6

MCECAILICB.
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IIpuaoxkenue A3. CripaBo4HbIe MATEPHAJIbI, BKJIKYAas COOTBETCTBHE
NMOKA3aHUI K NPUMEHEHUI0 U MPOTHUBONOKA3AHNA, CTIOCO00B MPUMEHEHUS 1
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMH MO MPUMEHEHUI0

JIEKApCTBEHHOI'0 Mpenapara

1. [Tpuka3 MunuctepctBa 3apaBooxpanenus PD "OO6 yreepxxkaenun Ilopsaka oxazaHus

MEIULIMHCKOW TMOMOUIM  OOJIBHBIM C  BPOXKICHHBIMH W (WJIM)  HAcJeICTBECHHBIMH

3aboneBanusaMu” ot 15 Hos1Opst 2012 . N 9171).

2. Wudpopmanus 0  JEeKapcTBEHHBIX  Ipemaparax: [ ocynapcTBEHHBIM  peecTp
JIEKapCTBEHHBIX CpeAcTB: https://grls.rosminzdrav.ru

3. ®enepanbhblil 3akoH OT 21 HOoA0pst 2011 r. Ne 323-®3 «OO6 ocHOBax OXpaHbl 3J0POBbs

rpaxaad B Poccuiickoii @enepanun» (Cobpanue 3akoHomarenncTBa Poccuiickoit denepanym,

2011 r., Ne 48, ct. 6724);

4, MexnyHaponHas kiaccuukanus Ooye3Heil, TpaBM M COCTOSHUM, BIIMSAIOIIMX Ha

3mopoBbe (MKB — 10);

5. [Tpuxaz M3 P® ot 20 mekabps 2012r. Ne 1183un «O06 yTBep>KIACHHH HOMEHKIATYpPbI

JOJKHOCTEH MEMIIMHCKUX Pa0OTHUKOB M (hapMaleBTUUECKUX PAOOTHUKOB.

6. [MTpuxkaz M3 P® ot 23 wurons 2010 r. Ne 541n. Enuneiii kBanuduxanuoHHbBIH

CIPAaBOYHMK  JIOJDKHOCTEH  PYKOBOJAWTENEH, CHEIUAJIMCTOB U  CIyXKalluxX, pasfel

KBanuduxanonHble XapakTepUCTHKH JT0JKHOCTENH paOOTHUKOB B c(hepe 3ApaBOOXpaHEHHUS.

7. ®epnepanbHbiil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHECEHUU U3MEHEHUN B CTaThIO

40 denepanpHoro 3akoHa "OO o00s3aTeIbHOM MEIUIIMHCKOM CTpaxoBaHHH B Poccuiickoii

Oenepauun" u PenepanbHblil 3akoH "OO OCHOBaxX OXpaHbI 340pPOBbs rpakaaH B Poccuiickoit

®enepauun" Mo BonpocaM KIMHUYECKUX PEKOMEHAAIIMI.

8. [Tpuka3 Munznpasa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBepkIeHUH MOpPSIKA U

CPOKOB pPa3pabOTKM KIMHUYECKUX PpEKOMEHJAalMi, HX IepecMoTpa, THUIOBOH (HOpMBI

KIIMHAYECKUX PEeKOMEHIAauid # TpeOOBaHWKW K UX CTPYKType, COCTaBy U Hay4YHOU

000CHOBAaHHOCTH BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHAAINHU HH(OPMALIUN».

9. [Tpuka3 Munszapasa Poccun ot 13.10.2017 N 804n "O6 yTBep:kIeHUH HOMEHKJIATYPHI

MEJIULUHCKUX yCayr".

10. IIpukaz MuHucrepcTBa Tpyna u couuanbHoM 3ammtel PO or 27 asrycra 2019 r.

Ne 5851 "O xiaccupukanmsx M KpUTEPHUSX, UCHOIb3YEMBIX IMPU OCYILIECTBICHUH MEIUKO-

COLIMAJIBHOW JKCNEPTHU3bl TpaxaaH (eaepalbHbIMU TOCYAAPCTBEHHBIMU  YUPEXKIACHUSIMU

MEIUKO-COIHAIbHOM 3KcrepTu3bl” (BeTymnaer B cuiy ¢ 1 staBaps 2020 roaa);
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11. [Ipukaz MunucrepctBa 3npaBooxpaHeHus P® or 14 saBaps 2019 r. Nedn
«O0 yTBep)KIEHUM MOpsAIKAa Ha3HAUEHUs JIEKAPCTBEHHBIX IMpenaparoB, (GOpM peLenTypHBIX
OJIaHKOB HA JIEKApPCTBEHHBIC MPENapaThl, MOpsaKa 0(hOpMIICHHUS yKa3aHHBIX OJIAHKOB, UX ydeTa
Y XpaHECHUS

12. [Ipuka3 MUHHCTEPCTBO 3APABOOXPAHEHUS M COLMAIBLHOIO pa3BuTusa Poccuiickoit
Oenepaunu «O TOpsAAKE TPUMEHEHHUS JEKAPCTBEHHBIX CPEACTB Yy OONBHBIX MO KU3HEHHBIM
nokazanusiMm» ot 9 asrycra 2005 r. Ne 494

13. NudopmannonHnoe mnucbMo MunzapaBa Poccur 1m0 BO3MOMKHOCTH — 3aKyIKH
JIEKapCTBEHHOT'O npernapara o TOPrOBOMY HAaUMEHOBAHUIO

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-

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

OcHOBHBbIEe HOPMATHBHO-TIPABOBbIE AKTHI, PeryJMpyolHe OKa3aHue
NAJJIHATUBHOH MeINIUHCKON MOMOIIH
1. ®denepanbubiii 3akoH "O BHeceHnHn m3MeHeHmit B DenepanbHblii 3akoH "OO ocHOBax
OXpaHbl 310pOBbs Tpaxaad B Poccuiickoit denepanuu’ 1mo BompocaM OKa3zaHUs NaJUTMATUBHON
MeaunuHckoi momouu" ot 06.03.2019 Ne 18-@3.
2. [Tpuka3 Munzapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEP)KICHUU TMOJIOKEHHU 00 OpraHM3aluy OKa3aHUs NaJTIMAaTUBHOW MEIMLIMHCKOW MOMOIIH,
BKJIIOYAsl TOPSAAOK B3aMMOICHCTBHS MEIUIMHCKUX OpraHM3alvii, OpraHu3alyii COLMAIBLHOTO
oOCITykKMBaHUSI U OOIIECTBEHHBIX OOBEIUHEHHI, HHBIX HEKOMMEpPYECKHX OpraHHu3aluil,
OCYILIECTBIISIOLINX CBOIO JAESITENLHOCTD B c(hepe OXpaHbl 310POBbHSI».
3. [Tpuka3 Munznpasa Poccun Ne 3481 ot 31 mas 2019 roga «O6 yTBepKA€HUU NEPEUHs
MEIUIMHCKUX M3AEINHN, NIPEeIHA3HAYCHHBIX I MOAAEPKaHUsS OPraHOB U CUCTEM OpraHu3Ma
4eNioBeKa, MPEJ0CTaBISEMBIX /ISl UCIIOJIb30BAaHUS HA TIOMY.
4. [Tpuxaz MunsapaBa Poccum Ne 5051 ot 10 wumrons 2019 rogma «OO6 yTBepKAeHHUH
Ilopsnka mepemaum OT  MEIUMLMHCKOM  OpraHu3allid  NAalUeHTy (€ro  3aKOHHOMY
MPEJCTaBUTENI0) MEIUIMHCKUX W3ENUi, NMpeJHa3sHaueHHbIX Ui MOJIep)KaHus (QYHKIMN
OpraHOB M CHCTEM OpraHu3Ma 4YeJoBeKa, i1 HCIOJb30BaHUS Ha JOMY IpPH OKa3aHWUU
HAJUIHATUBHON MEIUIIMHCKON ITOMOIIHY.
S. [Tpuka3z M3 P® Ne 831 ot 3 oktabpsa 2019 rona «O0 yTBepxkIeHUH BEIOMCTBEHHOU

LeJIeBOM porpamMmaI «Pa3BUTHE CUCTEMBbI OKa3aHUS NaJJIMATUBHON MEIUITMHCKOM ITOMOIIIH).
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Ipuaoxenue A3.1 Knaccubukanysa MyKOIIOJIHCAXAPWI030B.

[1] Knaccudukaius MyKOIoIrcaxapui030B.

MIIC | [MoaTun Cunnpom I'en ®epmenTtHsiii nedpext | Jlokye | OMIM
MIIC ITH ['ypnep 607014
MIIC I Heduur anbda-L-
I IDUA b b 4p16.3 | 607015
H/S I'ypnep-Ileiie UypOHUIA3bI
MIICIS Hleiie 607016
Heduut ngyponar-2-
I MIIC I XaHnrepa IDS b P X(g28 309900
cynbdarassl
MIIC
Hedunut remapan-N- 252900
IIIA SGSH 17925.3
cynb(aTa3bl
Hedunut N-anerui-o-
D-riroko3amMuHUIa3b1
MIIC I1IB NAGLU 17921.2 | 252920
Hedurut N-anerun-o-
I Candununmno TIIIOKO3aMUHU1A3bl
Jedunut renapas-o-
MIIC IIIC HGSNAT TIIFOKO3aMUHU N- 8pl11.21| 252930
arieTunTpanchepassl
edhunur N-
MIIC et
1D GNS | amermirmokozamuH-6- | 12914 | 252940
cynbdarazbl
MIIC Hedunut
IVA GALNS rajJjaKkTo3aMuH-6- 16024/3 | 253000
v Mopkuo cynbdartaszbl
MIIC Heduuur 3-
GLB1 b P 3p21.33| 253010
IVB rajJakTo3uaa3bl
Jedunut N-
VI | MIIC VI Maporo-Jlamu ARSB  |anetunramakro3amun-4-| 50q14.1 | 253200

cynbdarazbl
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Hedunur B-

VIl [MIIC VII Cnas GUSB 7021.11 | 253220
TIIFOKYPOHH1A3bI
MIIC IX | HenocratouHoCTb Hedunut
IX HYAL1 3p21.31 | 601492
THaTypOHUIA3bI THaTypOHU/Ia3bI
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Ipuioxkenne A3.2 Oco0eHHOCTH KJIMHUYECKUX NPOSIBJICHUI B

3aBHCMMOCTH OT Bo3pacTta aedorora MIIC IV

Cucrema CumMminrom HoBopoxna. | Mnanenn; | Jletu [Moapoctku/
bl B3POCIIbIC
Cepneuno- VYr1ommenue - - + +
COCYIHUCTasi | CTBOPOK KJIarmaHOB
HHC lepBukaibHas - - + ++
MHUEJIONaTHUs
[Mumesapu- | JuchyHKums - - + +
TeIbHas TeYEHU
cucrema
Opran cnyxa | CHIKEHHE ciryxa - - + +
Opran ITomyTrHEHHE - - + ++
3peHUs POTOBHIIBI
CkenerHo- HecrabuiasHOCTh - +++ +++ +++
MBIIIICYHAS aTJIAHTO-
OKLHUITUTAIILHOTO
COUJICHEHUS
['pyOble uepThl unA | - - + +
Hucnnaszus ThC - - ++ ++
MHOK€eCTBEHHbIN - - + +
JIM30CTO3
Banerycnas - - +++ +++
nedopmarus
KOJIEHHOTO CyCTaBa
Cnabocth - - + +
(pacuiaTaHHOCTB)
CyCTaBOB
Kudos - ++ ++ ++
OnoHTOreHHas - - ++ ++
TUTIOTUIA3 S
HwuszkopocnocTs - + +++ +++
BriOyxanue - + ++ ++
TPYAHOM KJIETKH
HeixarenpHa | PectpuktuBHOE - - + +
o 3a0oJieBaHnE
JIETKUX
Cnennais- KepartancynsparB | n-1 n-1 n-1 n
HbIE MoOYe
nabopatop- | AktuBHOCTH N- Ll Ll Ll Ll
HBIE TECTBI aleTUIranakTo3a-
MUH-6-cynbgaTassl
i f3-

rajlakTo3ua3bl B
JelKoIuTax (B
3aBUCHMOCTH OT
MOATHIIA

59




| O6umwe 'AI" B Moue ‘ n | n-1 | n-1 | n-t

IIpunoxenne A3.3 [Iucnancepuoe Hadawoaenue nagueaTos ¢ MIIC 1V

THIIA
Uccnenosanus [leponavanbna | Kaxaeie 6 | Kaxasie Onun
sl OLICHKA Mec 12 mec pa3
B 2 roja
IoaTBep:KIeHne TMarHo3a X
AHaMHe3 00J1e3HH X
Kiaununueckuii ocMmoTp X X
Pocr, Bec, OKpYKHOCTB T'OJIOBBI X
BBIHOC/THBOCTD X X
Ounenka HHC
Kommprotepras Tomorpadus mimm X X
MPT ronosHoro mosra
KornutusHoe TECTUPOBAHUE X X
(DQNQ)*
Ouenka cayxa
Aynuomerpus X | X |
Ouenka 3peHus
Octpora 3peHust X X
OcmoTp rna3Horo 1Ha X X
HccenenoBanue poroBuiisl X X
JbIxaTeqbHas cucremMa
OB/ X X
HccaenoBanue X X
cHa/noJMcoMHorpadgus
O0cenoBanue cepAeqHo-
COCYIUCTOM CUCTEMbI
DneKTpoKapAruorpaMMa X X
Dxokapauorpadus X X
OnopHo-ABUTaTeIbLHBIN
anmapar
Pentrenorpagus, KT, MPT X X
CKeJleTa
Kesryi04uHO-KHIIEeYHbI TPAKT
Y3U OpraHoB OpIOIIHOI X X
MOJIOCTH;  00BEM  CEIIe3EHKH,
NEYEHU
JlaGopaTopHble HCCJIeJ0BAHUS
Onpenenenne AT X | X | |

! Jlnn nereii crapme 3 ;eT; paccTOsHMe, MPOMACHHOE 3a 6 MHUHYT (NPEANOUYTHTETHHBIM
ABIISICTCA TOT e MPOMEKYTOK BPEMEHH, UTO M B MPEIBIIYIINX TECTAaX 3TOrO MAIMEHTa); YUCIIO
CTyNeHEH, NpOoiIeHHBIX BBEpX 3a 3 MUHYTH. OIleHHMBaIOTCS TMoKazaTenu carypanun SpO2,
Y/, YCC no u nocie Harpy3KH.
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2 DQ wm Kodpduumment ymcrennoro passutms (KYP) - cmoco6  cpaBHEHHs
UHTEJUIEKTYaJbHOIO  pPa3BUTHUS, CBOWCTBEHHOIO  JAaHHOMY  BO3pacTy  (yMCTBEHHBIX
CIOCOOHOCTEH peOeHKa M0 OTHOIICHHUIO K €r0 CBEPCTHUKAM), C XPOHOJIOTMYECKHM BO3PACTOM
(akTHUECKUM BO3paCcTOM peOeHKa).

KYP paccuursiBaeTcs AEIEHHEM WHTEIUIEKTYaJIbHOTO BO3pacTa Ha XPOHOJIOTMYECKHU W
ymHokeHreM Ha 100 mis mosmydeHust nenoro yucia. CpenHuil K03(p(GUIMEHT YMCTBEHHOTO
pa3BuTH U1 J1I000T0 Bo3pacrta cuntaercst paBHbIM 100.

IIpuaoxenue A3.3 YacTora npoBeaeHus oocaenoanusa v nanuentos ¢ MIIC IV tuna

[16]

IlepBonavanbhas | Kaxnaeie | Kaxnpie 12 | Opnun pa3s
HccenenoBanus
OLICHKA 6 Mec Mec B 2 roma
IIpuem Bpaya-reHernka X X
ITonTBepkaeHHE TMarHo3a X
AHaMmHe3 0oJe3HU X
Kiaunnunyeckuii ocmotp X X
BpayYa-neguarTpa
Pocr, Bec, OKpy)HOCTB X X
rOJIOBBI
BoeiHocnuBocTs (6 MTX)l X X
OcmoTp HeBpoJiOra X X
OcMmoTp Bpaua-
MOTp Bp X X
Helpoxupypra
KomnerorepHas
Tomorpadust uau
MarHMTHO-PE30HAHCHAs X X
tomorpadust (MPT)
TOJIOBHOT'O MO3Ta,
MO3BOHOYHUKA

1 . .

Jlns neteit crapuie 3 jeT; paccTosiHue, NpoiiieHHoe 3a 6 MUHYT (MPeANOYTUTEIbHBIM
ABIISICTCA TOT e MPOMEKYTOK BPEMEHH, UTO M B MPEIBIIYIINX TECTAaX 3TOrO MAIMEHTa); YUCIIO
CTyIIEHEHN, NPONJCHHBIX BBEpX 3a 3 MUHYTHl. OneHuBAIOTCA MoKa3arenu catypauuu SpO2,

Y1, UCC no u mocie Harpy3Ku.
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KorautusHoe
tectuposanue (DQ/IQ)?

DnekrposHIedarorpamMma X X

CKOpOCTbh HEPBHOM
npoBoauMoctu/ OMIT

OcMoTp Bpaua-
OTOPHHOJIAPUHI0JIOTA

OHIOCKOMUSA HOCOTJIOTKHU X X

OcmoTtp Bpaua-
cypaoJiora- X X
OTOPHHOJIAPUHI0JIOTA

Aynuomerpus

OcmoTtp odranbmoJiora

OctpoTa 3peHus

OCMOTp I'JIa3HOT'O JHA

T IR R

HccenenoBanue poroBUIis

OcMOTp MyJIbMOHOJI0TA

o T B T B B BB B B B

®B/J]

HccaenoBanue
cHa/mosIucoMHoOrpadusi/x
apauopecnupaTopHbIN
MOHHMTOPHHT

2 DQ wm Kosdpdunuent ymcrBennoro pazsutus (KYP) - cnocod cpaBHeHus

MHTEJJIEKTYaJIbHOTO ~ pPa3BUTHsI,  CBOMCTBEHHOIO  JaHHOMY  BO3pacTy  (YMCTBEHHBIX
CIOCOOHOCTEH peOeHKa M0 OTHOIICHHUIO K €ro CBEPCTHUKAM), C XPOHOJIOIMYECKHM BO3PACTOM
(paxTHyeckM BO3pacTOM peOeHKa).

KVYP paccuntsiBaeTcs AeNIeHNEM MHTEIUIEKTYAJIbHOIO BO3pacTa Ha XPOHOJIOTUYECKAN U
ymHokeHreM Ha 100 mis mosmydeHus 1enoro yucia. CpenHuil K03(QQGUIIMEHT yMCTBEHHOTO

Pa3sBUTHUA OJIA 1000ro0 BO3pacTa CHUTACTCA paBHBIM 100.
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Ocmotp kapauosora X X

DIIEKTpOKapuorpaMmma X X
Oxokapauorpadust X X
OcMmoTp Bpaua- X X
TPaBMOTOJIOTa-0PTOIEA
Pentrenorpaduu ckenera X X

VY3U opraHoB OpromHon
IIOJIOCTH, 00BEM X X
CEJIC3CHKH, MICYCHU

OcMmoTp Bpaua-
¢usnorepanenTa

IIpuem Bpaua jeyeOHOM
(Gu3KyABbTYpPBI

OcMmoTp Bpaua-
CTOMATOJIOTa

JlabopaTopHble
uccae10BAHUA

Onpenenenne 'AT X X

buoxumuueckuii ananms
kposHu (AJIT, ACT, oOuimii
U TIpsIMOM OUITMpyOUH, X X

XOJIECTEPHH,
TPUTIULIEPUIbI)

1-Jlna neredt crapuie 5 JeT; pacCTOsIHUE, MPOiIeHHOe 32 6 MUHYT (MIPEANOYTUTEIbHBIM
ABIISICTCA TOT e MPOMEKYTOK BPEMEHHM, UTO M B MPEABIIYIINX TECTAaX 3TOTO MAIUEHTa); YUCIIO
CTyIIEHEHN, NPONACHHBIX BBEpX 3a 3 MUHYTHl. OneHUBAIOTCA IMoKazarenu catypauuu SpO2,
Y1, UCC no u mocie Harpy3KH.

2-DQ wmm Kosddumment ymcrBennoro pazsutus (KYP) - cnoco® cpaBHeHHS
MHTEJUIEKTYaJbHOTO  pPa3BUTHUS, CBOWCTBEHHOIO  JaHHOMY  BO3pacTy  (yMCTBEHHBIX
CIOCOOHOCTEH peOeHKa M0 OTHOIICHHUIO K €ro CBEPCTHUKAM), C XPOHOJIOTMYECKHM BO3PACTOM
(hakTHUEeCKUM BO3paCTOM peOeHKa).

KVYP paccuntsiBaeTcs AeNEHUEM MHTEIUIEKTYAIBHOIO BO3pacTa Ha XPOHOJOTHYECKUH U
ymHOkeHHeM Ha 100 g momyyenus uenoro uucia. CpeaHuil Kodp@GHUIMEHT YMCTBEHHOTO

pa3BuTH U1 J1I000r0 Bo3pacrta cuutaercs paBHbM 100.
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[Mpunoxenue A3.4 3ab6op Onomarepuana Uil JTMarHOCTUKHU B HATHAX KPOBU

KpoBes cobupaercsi Ha CTaHAAPTHYIO KapTOUKY-
bunetp  (Ne903), koTOpass mnpUMEHSIETCS IS

CKpMHUHTAa HOBOPOXJIEHHBIX B  Poccuiickoi
@denepanyy WIK AHAIOTUYHYIO JUI TIOJTYYEHUS
cyXxoro matHa KpoBH. KpoBb MOxkeT OBITh, Kak
KanuuisipHas (M3 manblia, MATKH), TaK U BEHO3HAsI.
Benosznas kpoBb coOupaercss B NPOOHUPKY,
aKKypaTHO IE€pPEMEIIMBAETCS U 3aTeM OBICTPO ¢
MOMOIIIBIO NMUTIETKH HAHOCHUTCS Ha QMIBTpP 1o 25-
50 MKJI KpOBH Ha KaXIyIO BBIICICHHYIO 00JacTb.
HeoOxomuMo Xopoiio mOponuTaTh BbLACIECHHYIO
obnacte Ha unbTpe (puc. 1). IIpeanoururensHo
cobupatb 00pa3ubl mocie ensl uepe3 40 MuHyT - 1
yac. Bo3MOXHO Takxe OCyLIECTBUThH 3a00p KpOBU
1 HATOUIAK.

Ha xapTouke-punbTpe 00s3aTeIIBHO JTOKHBI OBITH
yeTko ykazanbl ®UMO, kem U OTKyna HampaBieH
MAIMEHT, JaTa POXIEHHs U TeledOoH Jiedamiero
Bpaua (PUCYHOK 2).

OOpaser; cyxoro msATHa KpPOBH BKJIAJIBIBACTCA B
YUCTBIM KOHBEPT, TM00 B unCThIN (paitn. Kaprouka-
GUIbTp HE IOJDKHA CONMpPHUKACAaThCS C TPS3HOU
MOBEPXHOCTBIO U C 00pa3liaMy APYrUX MAIeHTOB.
Heo6xoanmo IIPUIIOKUTH K oOpazuam
WHGOPMHUPOBAHHBIC COTJIACHS TMAIMEHTa WU €Tro
3aKOHHBIX

MpECTaBUTENEH HA  MPOBEACHUE

1abopaTOPHBIX UCCIIEIOBAHUN

XXX N

He masirmvy, afnacry ancrurmeni cvman Ha worss a00am. a6nu AR i)

* Kanau AOJIXXHbI MO/IHOCTBLIO NPONUTaTh KPYXKN C 06paTHOl7I CTOPOHbI

*  He kacaiitecb 061acTi, NponNMTaHHO KPOBbIO

Pucynox 1. O0Opa3zen npaBHJIBHOTO HAHECEHUS
KPOBH Ha KapTOYKY-(UIBTP

] v\ ! \ 1/ \ ! vV ! \
\ I\ I \ J \ J \ I
903 & 2023-10 000002Q/W001
XpaxuTs npu +2 - +25 C*
v 6 0010608
DO Naymenra
[Oara powaenus [ara 83ATUA KPOBYK Non

®UO Bpava

nny / ropoa / Aapec

E-mail epaua
Tenedou spava

Tect
Dwaﬁpu D Nomne Dl‘ome D Mnc1 DLvso-GL 1 DLyso—GbS

[:] CemenHbIA CKPUHMHT, MyTauun:

Pucynox 2. O6pa3zen kapTouku-QpribTpa

AJITOPUTM JeHCTBHI MeIMIMHCKOI0 NePCOHAJIA NIPH B3SITHH 00pa3li0B KPOBH

®  BBIMBITh PYKH (TUTHEHUYECKHUI YpOBEHbB), HAJIETh MEPUYATKH;

e  BBIMBITH PYKH MallMeHTAa (MATKY peOeHKa, B cllydae, eClid KpOBb OepeTcsl U3 MATKH);

e @poTepeTb O00JACTh MPOKAJIBIBAHUS CTEPUWIbHOM canderkoif, cmoueHHoil 70% cruprom,

MIPOMOKHYTh CYXOH CTepuIbHOM caideTkon; -

ckapudukraTopom;
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®  CHATbH NEPBYIO KAIUTIO KPOBU CTEPHIIBHBIM CYXHM TaMIIOHOM;

®  MATKO HAJIABUTH JJIS MTOJYYEHHs BTOPOI KAk KPOBH;

®  MIPWIOKHTH NMEPIEHANKYIIPHO TECT-0JIaHK K KaIlle KPOBH U IPOIHUTATh €r0 KPOBBIO HACKBO3b;

®  aHAJIOTMYHBIM 00pa30M HAaHECTH Ha TECT-OJaHK 6-8 Kameib, BUJ ISATEH KPOBU JIOJDKEH OBITH
OJIMHAKOBBIM C 00EUX CTOPOH.

®  BBICYIIUTH TeCT-OJIaHK B TOPU3OHTAIHLHOM IOJIOKEHHH HA YHCTON 00€3KMPEHHON MMOBEPXHOCTH
He MeHee 4 4 6e3 MpUMEeHEeHHsI TeIUIOBOH 00pabOTKH | MONAaJaHus IPSIMbIX COJTHEYHBIX JIy4YeH;

®  YIaKoBaTh TECT-OJIAHKM B YHCTHIH KOHBEPT TAaKUM 00pa3oM, 4YTOOBI IATHA KPOBH HE

COIMpHUKACaIUCh.

Oco0enHocT py HH(QY3HOHHOM Tepanuu
Hekortopple mnamueHTsl MOTYT MOJIy4aTh WH(QY3UOHHYIO TEpaluio, I[EPEIMBAHUE KOMIIOHEHTOB
KpPOBH, YTO MOKET OKa3aTh BIMSHUE Ha pe3ysibTaThl TecToB. Hampumep, npu nepeiarBaHUM I1J1a3Mbl
KPOBH MOTYT OBbIThb HOJYYEHbI JIO)KHO-OTpULATEIbHbIE pPE3YylbTaThl, TaK KakK OIpe/elsieMble
(bepMeHThl HaXOAATCS B IJIa3Me U B KJIETKaX KpoBH. PekoMeHayeTcst ocyIiecTBUTh 3a00p KPOBU AJIs
depmentroit u JIHK-nmuarnoctuku He paHee yem yepes 6-7 JHEH 1ocie NepeTnBaHus TUIa3Mbl KPOBH
u uepe3 7-10 qHeil nocie nepeauBaHusl KOMIOHEHTOB KPOBHU.
He nomyckaercs 3a60p KpoBH:

e cpa3y ociie IPOBEACHU MAlMEHTY HH(DPY3MOHHOW TepaInu;

¢ (Cpaly mocCjie 3aMCHHOI'0 ICpPCIIMBAHUA KPOBH.

XpaHeHHe U TPAHCIOPTHPOBKA OMomMaTepuaJia
OO0pa31bl BBICYIIEHHBIX MATEH KPOBH MOXHO XPaHUTh B OOBIYHOHN KaMepe XosioanibHuKa npu +4 C
1o otinpaBku. Cpok XpaHEHUs 0 MOMEHTa OTIPAaBKHU HE JOJDKEH MpeBbIaTh 7 qHel. Ecau XxpaHuTh
JoJIbIIe U IpHU OoJiee BBICOKOM TeMIleparype, TO aKTHMBHOCTh ()EpPMEHTa Jak€ B HOPME MOXKET

CHMXKATHCA, UTO NPUBCACT K JIOKHO-IIOJIOKUTCIIBHBIM PC3YyJIbTaTaM.
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Ipuaoxkenue A3.5. Tect 6 MmuHyTHOM X0aL0LI (6MTX)

6MTX — TecT 6-MHUHYTHOI X0AbObI

Cnenyer NOMHHUTb, 4TO JUId JAHHOTO TECTa HUMEIOTCA CIEAYIOUIMe aOCOJIIOTHBIE
IIPOTUBOIIOKA3aHUA: ocTpas O0Jib B IPyIHOW KIETKE, IEeKOMIIEHCUPOBAHHAs CepledHas U
IbIXaTeNnbHas HEIOCTaTOYHOCTh, OCTpbIE 3a00JE€BaHUs, JIMXOPaaKa, 3a00JEBaHUS OIOPHO-
JBUTATEIbHOTO allliapara, IpensaTCTBYIOIINE BHIIIOJHEHUIO IPOOBI.

K OTHOCHUTENBHBIM  INPOTHBOIIOKA3aHUSM  MOXKHO  OTHECTH  BBIPAXKCHHYIO
OpasuTaXuKapauIo, BBICOKYIO apTepUalbHYI TMIIEPTEH3HIO M BO3pacT peOeHka. Mamblam
TPYIHO OCO3HATh U MCIIOJHUTH BCE IPABUJIA TECTA, II0O3TOMY OH PEKOMEHJIOBAH IS IeTel OT 5
JIeT ¥ CTaplie.

Eciin manpeHT HaxOaUTCsl Ha MTOCTOSSHHOM KUCIOPOJHON MOAAEPKKE, CKOPOCTh I101a4H
KHMCJIOpOZia NIPU IPOBEJCHUM TeCTa JOJDKHA COXPAHATHCA B COOTBETCTBUM C IPEAIHCAHHEM
Bpaya, HA3HAYMBLIETO ¥ KOHTPOJMPYIOILETO TEPANHUIO.

[TpoBenenue Tecta HEOOXOJUMO HEMENJIEHHO MPEKPaTUTh B CIydyae BO3HUKHOBEHMS
00111 B IpyJy, CHIIBHOW OJBIIIKH, CYI0pOI B HOTaX, FOJIOBOKPYKEHUs, TOTEPH YCTOWUMBOCTH,
HapacTaromeil ciaboctu 1 IBHOM OJ€THOCTH.

6MTX mpoBoAMTCS B TOMENIEHHH, XOPOIIO 3HAKOMOM IAllMEHTy, WMEIOIIEeM
JIOCTaTOYHO JJIMHHBIA KOPUIOp C TBEPIABIM MOKpPbITHEM. J[JIMHA MPOXOAMMOTO MyTH JOKHA
cocTaBisATh He MeHee 30 MeTpoB ¢ pa3meTkod Kaxkzasle 5-10 MeTpa, a Takke TOYKaMHU
MOBOPOTOB/pa3BopoToB. Ha 000MX KOHILIAX MYTH HY>KHO Pa3METUTh Kpecia Uil MOJArOTOBKU U
oTapIXxa nanueHTtoB. Kpome Toro, HeoOXoAMMO M03a00TUTHCS O HAJIMYUU HCTOYHUKA
KHCJIOpoJia U AepuOpuILIsTOpa.

Taxke g Tecta BaM IOHAJOOMTCS TOHOMETP, 4Yachl C CEKYHIHOH CTpesKoH,
MyJAbCOKCUMETP U TenedoH. TecT pekoMeHaAyeTCs MPOBOAUTE B YTPEHHUE YaChl I1OCIIE JIETKOTO
3aBTpaka. Ha manuenrte nomkHa ObITh yoOHas oeXAa U MOAXONAIIas ISl IPOTYIKH O00YBb.
3anperieHbl MHTEHCHBHbIE (DU3MYECKHe Harpy3kd MEHee 4eM 3a JBa yaca JI0 HCIBITaHUS.
JleyeHne mamueHTa NMPOXOAUT B OOBIYHOM pekuMme. Eciau B moBceHEBHOM KU3HH peOEHOK
UCHOJB3YyeT A XOABOBI TPOCTh, KOCTBUTM WJIM XOAYHKH, CIEAyeT OCTaBUTh UX M JJS TecTa.
[lepen HauanoMm mpoObI MALMEHTY HEOOXOAMMO M3MEPUThH apTepHalibHOE JABJIEHUE, YaCTOTY
CepIICYHBIX COKPAICHUH, YaCTOTY JbIXaHHS, IIPOBECTH MyJIbCOKCUMETpHIO [18]

Tect 6-MMHYTHOH X0AbOBI 32KJIIOYAETCH B TOM, YTO PEOEHOK J0JIKEH 32 6 MUHYT

NPOMTH MAKCHMMAJIbHO BO3MOKHOE [JIs1 ce0sl pacCTOsSIHHEe HAa Tpeke B KOM(OPTHOM sl
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ce0s1 TeMIie. 3anpenaercs MepexoauTh HA 0er UM NPbIKKHA, HO MOKHO 3aMeJIUThCH WIH

OCTAHOBHUTBLCH, €CJIM BOSHUKACT TaKad HOTpCﬁHOCTb.
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IIpuao:xenue A3.6 OcHOBHLIE MEPONPHATHS NPH OKA3AHMM NOMOINM NAIHEHTAM C

aJJIepruyeckoi peakmnuei Ha npenapar

[19].

Annepruueckas peaxuus (AP)

OcTaHoBUTH HH(Y3UIO

OUEeHUTH CTENEHb AJIEPTUYECKON PEAKIIUI

Jlerkass AP: nuxopajka, MOKpacHEHHE, ChIIb,
JIerKasi KparnuBHUIIA.

Tsoxkenas AP: BbIpakeHHasi KpalnvMBHUIIA,
OTeK JIMLA, 3aTPYJHEHHOE JbIXaHUE,

MIPOSIBIICHUS cepAcuHON
HEJIOCTATOYHOCTH H JIp.
udymnpoden WIIH napaneramon®*, | uéymnpoden WU napaneramoIr™**,
AHTUTHCTAMUHHBIC npernaparsl JUISL | aHTUTUCTAMHUHHBIE — TIperapaTrbl IS
CHCTEMHOTO TIPUMEHEHHS B  BO3PACTHOM | CHCTEMHOTO JeUCTBUS,
J03UPOBKE KOPTUKOCTEPOUABI  UII ~ CHUCTEMHOTO
npumenenust  (1-2  mr/kr/cyr  mo
NPEeTHU30JI0HY**),  eclii  BO3HUKHET

1
HEO0OXOUMOCTh — dNIMHEeDpuH™*,

HaOmronenue 3a

A CHTOM

IIponoikaercs: peakiysi Ha BBEJCHHUE

Her peakunu Ha BBeeHUE

OcTaHOBUTH I/IHCI)y3I/II-O 1 HE BO30OHOBIIITH B
9TOT ACHb

[Iponomxuts MHPY3UIO HA HEOONBIION
CKOpPOCTH

Crnenytonryto uMH(Y3UI0O TPOBOIUTH HA HEOONBIIONW CKOPOCTH IIOCIE MpeMeIuKaluu

(TOBTOPUTH MPEABIAYIIYIO CXEMY).

OcHoBHbBIE MEpONpUATUA MPU OKA3aHUH IMOMOIIU IMAOUCHTaM C aHaCI)HHaKTquCKOﬁ

peakuueit cm. [lpusioxkenue A3.7
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Ipuniaoxenue

A3.7 OcHOBHbIE MepONPHUSATHS NPH _OKA3AHHH IOMOIIM NAIHEHTAM ¢

aHabUIaAKTHYECKOH peakuei

[20,21].

HperaTHTe BHYTPUBCHHOC BBCIACHUC TCPAINICBTHUYCCKOI'0 JICKAPCTBCHHOI'O
Cpe€acTtBa, KOTOPOC BBI3BIBACT aHa(bI/IJ'IaKCI/IIO HiHx, €CJIM IMMaouCHT Ha4dall
OTMECYAaTh U3MCHCHUS B O6H_[CM CaMO4YyYBCTBUHN

Ornenute KpoBooOpaiieHue manueHTa (IyJabC), MPOXOAUMOCTh JBIXaTeIbHBIX
nyTed (4acToTy JbIXaHHs), IMCUXHYECKOE COCTOSHHE, YPOBEHb CO3HAaHUS,
apTepualbHOE JaBJICHUE, HATMYUE KOXKHBIX TPOSIBICHHUI, YTOUHUTE MacCy Tesla

Beenute snuHedpuH** BHYTPUMBIIIEUYHO B IEpeIHE-OOKOBYIO MOBEPXHOCTH
oenpa), 0,01 mr/kr (makcumym 0,3 mr gersim 6-12 mer; 0,15 mr gersm mo 6
JeT). 3anuIinuTe BpeMs, BBEJCHHYIO 103y U, MPH HEOOXOIUMOCTH, TIOBTOPUTE
yepe3 5-15 wmwuH. bBonpmMHCTBY malMeHTOB HeoOxomumo 1-2 103l
snuHeppuna™*,

He pexomenayercs BBeneHue B 0HO MecTo 1 M u Oosee snmHeppuHa™**, Tak
Kak, o0nagas OONBLIMM COCYJOCYXHBAIOIIMM JEHCTBHEM, OH TOPMO3HUT U
COOCTBEHHOC BCAChIBAHUE.

[TonoxwuTe manyenTa Ha CIIUHY €CIM UMEETCsl peCIIMPAaTOPHbIM TUCTpecc U/ UiH
pBOTa; MOJHUMHUTE HUKHUE KOHEYHOCTU (TAllMEHT HE JOJKEH CTOSATh, CUACTD
WINA JIBUraThCs, MOCKOJBbKY 3TO MOXET IPUBECTH K BHE3alHOM CMepTH B
ClIydasix TsDKEJIOH aHa(HIaKTOMIHON peakuuu). 3almpOKUHBTE U MOBEPHYTH B
CTOpPOHY T'0JIOBY, BBIBEJUTE BIIEPE] U BBEPX HIKHIOIO YENIOCTb, IPUOTKPONTE
poT, 3apUKCUPYHTE S3bIK, YAAJIUTE CIIM3b U3 BEPXHHUX JbIXATENIbHBIX IMYyTEH,
€CJIM B 3TOM MOSIBUJIACh HEOOXOAUMOCTb.

[Ipu moxazaHusIX nalTe MOMOJHUTEIBHO KuUCTopoA (6-8 1/MUH) Yepe3 MacKy
win opodapuHreanbHyio Tpyoky (BoznyxoBon opodapuHreanbHbIi)

BAXXHO

bera - ajgpeHOOMOKaTOpPHl  YMEHBINAIOT  TEpareBTUYECKUH  3PPexT
snuHeppuHa**.  Vcunuator — noOouHble  3¢¢exTsl  snuHeppuHa**
CHMITATOMUMETHKH, JTUTOKCHH**,
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IIpunoxenue A3.8 Pacmmdpposka npumedanuii

T npemnapar BXOAUT B NCPCUCHb KU3HCHHO HCO6XOIII/IMBIX 1 BaXXHEHUIITNX JICKAPCTBCHHBIX

npenaparoB (Pacnopsikenue IlpaButensctBa P® ot 12.10.2019 Ne 2406-p) «OO6 yTBepkacHUU
MepeyHsl KU3HEHHO HEOOXOJMMBIX M BaXHEWINUX JIEKApCTBEHHBIX mperapatoB Ha 2020 ron, a
TaK)Ke MepeyHell JIEKapCTBEHHBIX MPEnapaToB il MEIUIIMHCKOTO MPUMEHEHUS U MUHUMAJIbHOTO
aCCOPTHMEHTA JIEKapCTBEHHBIX MPENnapaTroB, HEOOXOAMMBIX JUIsI OKa3aHUS MEIUIUHCKOM
MOMOIIH») (C U3MEHEHUsIMU, BHeCeHHbIMH Pacriopspxenuem [IpaButenscta PO ot 23 Hos10ps 2020
r. Ne 3073-p «O BHecenuu u3menenuii B pacnopsikenue [pasurenscrsa P® ot 12 oktadps 2019 r.
No 2406-p.)

# - npumenenue off-label — BHe 3aperMcTpUpOBaHHBIX B HHCTPYKIMH JICKAPCTBEHHOI'O
CpeICTBa MOKa3aHUI OCYIIECTBISETCS IO PEUICHUI0 BpaueOHOW KOMHUCCUU, C pa3pelieHus
JlokanpHOTO 3TUYECKOr0 KOMHUTETa MEIUIIMHCKOW OpraHu3aiuu (IIPU HaJUYUH), C YCIOBHEM
MOAMUCAHHOTO HWH()OPMUPOBAHHOTO COTJAcUsi poAUTENeH (3aKOHHOTO TMPEICTABUTEINA) U
MalKeHTa B Bo3pacte crapuie 15 ner;

X% - MEIUUMHCKOE WU3JeNie, UMIUIAHTUPYEMOE B OPraHM3M YeJOBeKa IpPHU OKa3aHHUH

MEIUIMHCKOW IMOMOIIM B paMKax IPOrpaMMbl T'OCYJapCTBEHHBIX TrapaHTUH OECIUIaTHOro

OKa3aHUd IrpaxagaHam MCI[I/IHI/IHCKOI\/JI ITOMOIIIH.
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Ipuioxkenue b. AJiropuT™Mbl 1eCTBHH Bpaya

MpyaHakym MNC VI y naumeHTa

NaBopaTopHaA AMarHOCTHHE

Ondd ararHocTmea C
By MK
3abonepaH MAMH

OwarHoa
NoATBEPHAEH 7

HmeroTca
MoxazaHuA K
@3T?

HET

MoHHTOpHHT
COCTOAHMA NAUMEHTa

¥

3T
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Hpuiaoxenue B. Undopmauus A4 namueHra

Cunapom Mopkmuo

Cunapom Mopkuo uiam Mykomonucaxapuaos IV (MIIC 1IV) — ogna U3 caMbIX peaKHX
dbopm mykomnomucaxapuao3oB (MIIC). Tlo omeHkam crenuUaInCcTOB, OHO BCTPEYACTCS KpaifHe
penxo, ¢ yactotoit oT 1 Ha 640 000 xuBOpOXKACHHBIX AeTel B 3anmaanoi ABctpanuu Ao 1 Ha 76
000 xuBopoxaeHHbIX nerert B CeepHoit Upnanauu.

3a mpomienmrie ToAbl ObLT CO3MaH CHEIUANbHBIN Mpernapar, KOTOPHIH IO3BOJISET
3aMeUIMTh MPOTrpecCUpoBaHUe OO0JIE3HH, CMSTYUTh HEKOTOpbIE U3 €€ MposiBiIeHUH. OHako,
Hapsily ¢ IPUMEHEHUEM 3TOro Ipernapara, He0oOXOIUMO He 3a0bIBaTh, O CUMITOMATUYECKOU
Tepanuu, (QusnoTepanuu, peabUIUTallMM, a TJIaBHOE — MO3UTHBHOM OTHOUICHHHM K KH3HU
MalKUEHTA U YWICHOB €ro CEMbH.

IIaTorenes

I[Ipuy  Bcex  MyKomoiucaxapujio3ax  Hapymaercs  oOMeH  (pacuIeIUICHHE)
rinKo3aMUHOTTIMKaHOB (I'AI') — 0COOBIX CTPYKTYpPHBIX KOMIIOHEHTOB COEIMHUTEIbHON TKaHU.

I'AT’ — 3TO nMHHBIE LEMOYKH MOJEKYN caxapa, KOTOpble COCIUHSIOTCA ¢ OelKaMu U
CIIy’aT BaXHbIM CTPOUTEIBHBIM MATEpUAJIOM [UIsl KOCTEH, XpSIIEeH, KOXH, CYXOXKHWIHM,
KJIalIaHOB cepana W MHorux napyrux TtkaHed. Al comepkarcs B BS3KOW CHHOBUAIBHOU
KHUJKOCTHU, KOTOPAasl YBJIAXHSET CyCTaBbl, BXOJSAT B COCTaB CYCTaBOB U CYXOXKMJIMI, KJIallaHOB
cepana. B HopMe mTPOMCXOOUT TMOCTOSHHBIN TMporiecc oOpa3oBaHus «HOBbIX» [All u
pacierienne «crapbix». s mporecca pacmieruienus U nepepabotku AT HeoOxomuma
rpyrmma ocoObix 6enkoB-pepmeHToB. st Toro, uroos! pacmenuts ['Al, depmenTs paboTatoT
0 o4epean, APYT 3a JPYroM, U pacIleIIsioT JIMHHY0 Monekyny ['Al Ha yacTu.

VY Bcex mamuentoB ¢ MIIC  orcyrctByer  depMeHT (0COOBIM Al KaXJI0ro Tuma
MIIC), xoTopslit HeOOXoAMM ISl paciieryieHus onpeneiaernnoro ['Al'. ¥V mamuentos ¢ MIIC IV
THIIA OTCYTCTBYET (DEPMEHT, Ha3bIBa€MbIH TajakTo3aMuH-6-cynbdar-cynbdaraza (mpu MIIC
IVA) win B-ramakrosumasza (mpu MIIC IVB), kotopsrit Heobxoaum aist pacmierieHust [AIT —
KepaTaHcynbdaTa. HepacienieHHbIH KepaTaHCyIb(aT HaAKAIIMBAaeTCs B KIIETKAX, HAPYIIas UX
paboty. KepatancynbdaT HaX0AUTCS, TTIaBHBIM 00pa3oM, B KOCTSIX U COCTUHUTENLHON TKaHU U
€ro HaKOIJIEHUE, MPEXK/IE BCET0, BHI3BIBAET MHOMXKECTBO MPOOJIEM CBSA3aHHBIX CO CKEIETOM.

HacaenoBanune cungpoma Mopkuo

CungpoM MOpKHO — OTHOCUTCSI K HACJIEICTBEHHBIM 3a00JICBaHUSIM U HACJIEIyeTCs IO
ayTOCOMHO-PEIECCUBHOMY THITY. JTO 3HAYUT, YTO OOJIE3Hb MPOSBISLETCS TOIHKO B TOM CIIy4ae,
ecyii 00a poAUTENS SIBISIIOTCS HOCUTENAMU OOJIE3HU U, XOTS caMH OHU He OOJIEI0T, MepenaoT

peOeHKY JBa MOPAKEHHBIX TeHA (110 OJHOMY OT Ka)XJ0T0 U3 poauTeNieil). bolbIMHCTBO cemeid,
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r7e ecTh peOCHOK C 3THM 3a00JIeBaHUEM, HE CTAJIKUBAINCH PAHbIIE C MOJOOHON MPoOIEMOi.
Puck noBTopHoro poxaenus pederka ¢ MIIC IV B cembe, rae yke ecTh NallueHTHI IETCKOTO
BO3pacTa, cocTaBisieT 25% Ha Kax1yro OEpeMEHHOCTb.

Bce cembu ¢ MIIC IV jomkHbl 00s3aTENBHO TPOUTH MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHHE W TIOJYYUTh TMOJHYIO HWH(OpMANMIO OT  Bpada-reHeTHKa O  PHUCKE
MTOBTOPHOT'O MPOSBICHUSI AAHHOTO 3a00JIEBaHHMS B CEMbE, OOCYIHUTHh CO CIEIUATMCTOM BCE
BONIPOCHI, CBSI3aHHBIE C HacleaoBaHWeM 3a0oneBaHusi. B Poccum Menuko-reHeTHdecKue
KOHCYJIbTAIIMU padOTaIOT B KaXKJIOM PETUOHE.

Kak ycranaBiuBawT Juar{os?

Bpauu Ha OCHOBaHMM KIMHUYECKHX CHMIITOMOB MOTYT 3aloA03pUTh 00JIe3Hb. 3aTeM
MIPOBOAATCS TaOOPATOPHBIE TECTHI U MHCTPYMEHTAIbHBIC HCCIeAoBaHUsA. [10CKOIBKY pa3HbIe
turnbl MIIC oyeHb MOX0KU MO CBOMM KJIMHHUYECKUM MPOSBICHUAM, HEOOXOIUMO MOATBEPAUTH
JMArHO3 C MOMOIIIBIO JJAOOPATOPHBIX METO/IOB.

[MontBepxknatomass auarnoctuka MIIC 3akmrodaercss B ONpPENEICHUH  YPOBHS
skckperuu AT B Mode M HM3MEpPEHHUH aKTUBHOCTH ()EPMEHTOB B KJICTKaX KPOBH, IMATHAX
BBICYIIEHHOH KPOBH WM KYJIbType KOXHBIX ¢uodpodmactoB. Hns MIIC IV mpoBoasr
OIpeJieNIeHue aKTUBHOCTH TajlaKkTO3aMUH-6-cynbdar-cynbdaraza (mpu MIIC IVA) wm (-
ranakrosugaza (mpu MIIC IVB). B nanbneiimmem pexomenayercs mnpoBeaenue JHK
JMArHOCTHUKH (€CJIH aKTUBHOCTH (hepMEHTa ObLIa CHUKEHA).

[IpoBenenue mabopaTOpHON AMATHOCTUKH IS TOATBEPXKICHMS JHArHo3a KpaitHe
HEO0OXOMMO, TaK KaK OT 3TOTO 3aBHUCUT BBIOOp JICUECHHS, MPOTHO3 TEYCHUs 3a00JeBaHUSA U

OIIPEACIICHUC THUIIA HACJIICJOBAHUSA 0O0JIE3HH.

Knunuuyeckue nposiBjieHust cuaapoma Mopkuo

Cunapom MopkHo — porpeccupyroliee MyJIbTUCUCTEMHOE 3a00€BaHUE U Y MAllUEHTa
OBIBAIOT MOPAXKEHBI HE TOJBKO CKETIET U CYCTaBhl, CTPAIAIOT TaKKe HEPBHAS CUCTEMA, OPTaHbl
3peHusl, Clyxa, CepACUHO-COCYIUCTast K OPOHXO-JIETOUHAsI CUCTEMBI.

CreneHpb BhIPaXXKEHHOCTH KJIMHUYECKUX MPOSBICHUH MPU CUHAPOME MOPKHO pa3jinyHa.
N3BecTHbI U KpaiiHe TsoKeabie GopMbl 3a00JIeBaHUsS, KOTOPHIC MPOSBISIOTCS YK€ B paHHEM
JETCTBE, W JOBOJIBHO JIeTKHE, MSITKUEe (opMbl OoNie3HH. B HEKOTOPBIX Ciydasx Haludue
CUHJpOMa MOpKHO HE BIUSIET HA MPOAOKUTENBHOCTD KU3HU MAIMEHTa, HO KAYeCTBO KU3HH,

0€3yCIIOBHO, CTpajiaeT P BCeX popMax OOJIC3HH.
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OcHoBHas 3a7ava Bpadel, OJM3KUX M CaMOTO MalMeHTa C CHHAPOMOM MOpPKHO —
cIeNaTh KU3Hb MaKCUMalIbHO KOMGOPTHOM, CHU3UTh PUCK TSDKEIIBIX OCIOXHEHUM, 3aMeIUTh
nporpeccupoBaHue 00JIe3HH, CMATYUTH OCHOBHBIE CHMITOMBI 3200JI€BaHUSI.

Jlanee mpuBeneHbl OCHOBHBIE MPOOJEMBI, C KOTOPBIMU CTAJKHUBAIOTCS MAIMEHTHI C
CUHAPOMOM MOpPKHO, HO 3TO HE O3HAUYAeT, YTO OHU 005A3aTeNbHO OYAYT y KaKJIOro MarueHTa.
3aboJieBaHKE TPOTEKAET OYEHB MO-PA3HOMY, AK€ B OJTHOM CEMbe.

Pannee pa3sBurtue, poct

IToctaBuTh quarHo3 cuHIpoMa MOPKHO HOBOPOXKJIEHHOMY NPAKTUYECKH HEBO3MOXHO,
TaK KaK HAUUEHThl POXKIAKTCA B CPOK, C HOPMAJIBbHBIMU POCTO-BECOBBIMHU IOKA3aATEISIMHU.
OnHuM U3 NepBbIX CUMITOMOB SIBJISIETCS 33JIEp>KKa POCTA C YKOPOUEHUEM TYJIOBHUILA U IIIEH.

BHemnue ocodbeHHOCTH

Mnanenupt ¢ MIIC IV npu poxJIeHUM BBITISASAT OOBIUHO, HE UMEIOT IMPU3HAKOB
3a0oneBanusa. TeM He MeHee, M3-3a HAKOIUJICHHS B TKAHSIX W OpraHax IaTOJIOTUYECKOTO
MaTepuaiga HapymawTcs (QYHKIUM KIETOK, M TOCTENEHHO pa3BUBAIOTCS BBIPAKEHHBIC
aHOMaJIMM CKeJleTa U CYCTaBOB, a TaKXe psii BHECKEJETHBIX IPOSIBICHUN, B TOM 4YHCIIE
MOPaXEHUE JIbIXaTEIbHOM U CEplIeYHO-COCYAMCTON CUCTEM, KOMIIPECCHsI CIMHHOIO MO3ra,
HApYyIICHHsI 3pEHUs, TIOTEePs CIIyXa, MOpaKeHHEe 3yOOB, M B MECHBIICH CTENICHH —YBEIWYCHHE
nedenu. [Tanuents! ¢ MIIC IV oTnuyaeTcst HU3KUM pOCTOM C KOPOTKUMH TYJIOBHUILEM U IIEeH.
CkeneTHble NPOSIBIECHUS, KaK MpPaBUJIO, Oojiee BBIpaKEHHBbIE U TSDKENbIE, YeM INpPH JPYTrux
MIIC. Jns MIIC IV odeHp xapakTepHa T'MIEPIOABHKHOCTh CYCTAaBOB, OTJIMYAIOLIAs 3TO
3aboneBanue ot Apyrux tunos MIIC, u He xapakTepHbl KOTHUTUBHbIE HAPYILIEHUS.

CkeJier, OOPHO-IBUraTeIbHASA M KOCTHO-CYCTaBHasi CHCTEMA

VY nanuentoB ¢ MIIC IV tuna, kak 1 npu Bcex ApYrux GopmMax MyKOIOJINCaXapHuI030B,
CYILIECTBYIOT TIpo0eMbl ¢ (POPMHUPOBAHUEM U POCTOM KocTel. [lopaxkeHne MHOTHUX KOCTEH C
M3MEHEHHEM UX (POPMBI Ha3bIBAIOT MHOKECTBEHHBIM JIU30CTO30M. XapaKTEpHbI JepopMaiun
MO3BOHOYHUKA U TPYIHON KJIETKH, X-00pa3Has JedopmMarius KOJIEHHBIX CYCTaBOB, ITOJIBBIBUXU
Ta300€pEHHBIX CYCTaBOB, HAPYIIEHHE MOXOIKHU, TUIIEPIOBHKHOCTD CYCTaBOB KUCTEH.

CamMble cepbe3Hble, OINAcHble W IKU3HEYrpOXKaroliue MpoOJeMbl CBA3aHBl C
nedopmarieii 1 0COOCHHOCTSAMH CTPOCHHS IIEWHOTO otnena. Ecnam cnuHHOW MO3r Oynmer
CHIaBJIeH WJIN MOBPEXAEH (IIeiHas MHUeIonaTHs), HapyIlaeTcsl MHHEpBaIlUs BCeX yacTel Tena,
YTO MPUBEJET K CIa0OCTH (BsUIBIM Mape3) MBIIIL, HApYIIEHUSM MpPU XO0Jb0e, NHOTAA Jaxe K
3aTPYJHEHUSIM C JIbIXaHUEM.

Co BpemeHeMm pas3BuBaercsi X-o0pa3HO€ WMCKPHUBICHHE HIKHUX KOHEYHOCTEH

(BambrycHas aedopmarusi). BonbIIMHCTBO Bpayeil cuMTaeT, 4To JaHHAs Aepopmarusi HOCHT
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IPUCIIOCOOUTENBHBIN XapaKTep, OMOorasl MalUeHTy paclpeiensaTh BeC, I0ATOMY ONEPATUBHYIO
KOPPEKIMIO B PaHHEM BO3pacTe Jydile He MpoBoAuTh. Kpome Toro, B ¢BA3M CO ci1abOCTbIO
CBSI30YHOI'O ammnapara M HapyLIEHUEM CTPYKTYpbl KOCTEH, omepainus HE BCEraa MPUBOJIUT K
0KHU/IaEMOMY pe3yJbTary — eopMaIlysi BO3BPAIIACTCS CITYCTs KAaKOe-TO BPEeMsl.

B pszge ciydaeB BO3HUKAaeT MOpPa)KEHHWE T'OJIOBOK O€APEHHBIX KOCTEH (acenTH4ecKui
HEKPO3), YTO MPUBOAUT K OOJICBOMY CHHAPOMY U U3MEHEHHUIO IMMOXOIKH 1O TUITY "yTHHOM".

Opransl AbIXaHus

Hapymenue ppixarenpHOM cuctembl y mnamnueHtoB ¢ MIIC cBsg3aHo kak ¢
0COOEHHOCTSIMM CTPOCHHUs CKelleTa, Xpslled Tpaxeu U pedep, Tak u ¢ Hakoruienuem Al B
MSATKMX TKaHAX (YBEJIMUYMBAIOTCS aJC€HOUJbI, CIU3UCTBIC, BHICTHIIAIOIINE JIbIXaTeIbHbIE MYTH,
CTAaHOBATCS PBIXJIBIMH, TUNEPTPOPUPOBAHHBIMU, B PE3YJIbTATE YErO MPOCBET JbIXaTEJIbHBIX
IyTed YMEHbILAETCH).

BaxHo moHMMaTh, 4TO HEIOCTATOYHOE CHAOXEHHE TKaHEH KHUCIOPOAOM (TUIOKCHS)
BIMsIET HAa (YHKIHIO BCEX OPraHOB, [NO3TOMY YJIyYIIEHHE IbIXaTeIbHON (YHKLIUU — OJIHA M3
IIEPBOOYEPEAHBIX 3a]1a4.

[IpoGnemsbl ¢ AbIXxaHHEM yCYI'yOJIsieT HU3MEHEHHOE CTPOEHUE TPYJHON KIIETKU: IpyHas
KJIETKA <OKECTKash» M HE MOXET JIBUTAaThCsl CBOOOIHO, HE MO3BOJISET JIETKUM HaOpaTh OOJBIION
00beM BO37yXa. OTH OCOOEHHOCTH NPUBOIAT K TOMY, YTO MAIMEHTBl XYyXe IEPEHOCST
MHQEKIUY BEPXHUX JbIXaTEbHBIX MyTeH U JIETKUX.

[lepBpIMH cuUMOTOMaMU HapylleHUS (QYHKIMH BEPXHUX JbIXaTEJIbHBIX IMyTEH MOTYT
CIIy>)KMTb HOYHOM Xpall, IIyMHOE JbIXaHHe, OOCTPYKTUBHOE HOYHOE arHoe (KpaTKOBpPEMEHHBIE,
70 HECKOJBbKUX CEKYHJ, 3aJepKKH JbIXaHHWsS BO BpeMs HOYHOIO CHa). Takue NposBICHHS
JOJDKHBI HACTOPAKUBATh, TAK KaK B JAJIBHEHUIIEM OHHM MOTYT IIPOTPECCUPOBATH U IMIPHUBECTH K
Pa3BUTHIO OCIIOKHEHU CO CTOPOHBI APYTUX OPraHoOB (Cep/ille, TOJIOBHOM MO3T).

[TarmenTtsl ¢ MIIC CKIOHHBI K pa3BUTHIO OTUTOB, PUHUTOB M BOCHAJICHUIO JIETKUX,
MOTOMY AHTHOAKTEPHAJBHYIO TEpaluio CcleayeT HauuHaTh YXKe Ha pPaHHUX CTaausIx
3abosneBaHus. HecoMHEHHO, HY)KHO KOHCYJIbTHPOBATHCS CO CHEIMATMCTAMH, @ HE 3aHUMaThCS
CaMOJICUYEHUEM.

Hecmotps Ha peakocTb U TskecTb 3a00yeBaHMs, ClEIyeT MOMHHUTb, 4YTO
BakUMHUpoBaTh mnanueHToB ¢ MIIC o0s3arenbHO, Tak Kak MPUBUBKM — TIOMOTArOT
NPEeJOTBPATUTh Pa3BUTHE 3a00JIEBaHUM, MOpaXaroIluMX JieTkue. B ToM uucie BakHO He
MPOIMYCTUTh BaKIIMHALIMIO TPOTUB MHEBMOKOKKOBOI MH(EKIUH, TPHUIIIIA.

PoroBasi mosiocts 1 3y0bl
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VY mamuenToB ¢ MIIC IV 3y0bI OKPBITHI XPYIKOW AMaNbIO, YTO MPUBOJIUT K OBICTPOMY
Pa3BUTHIO KapHeca.

CepaedHo-cocyaucrasi cucTeMa

[Taronorust cepaeuno-cocyauctoit cucremsl (CCC) y mauuentoB ¢ MIIC nposssiercs
B BHJE YTOJIIEHUS CTEHOK CepAaua, HM3MEHEHHH CO CTOPOHBI KJIAIIAHHOIO anmnapara
(YIUIOTHEHHE CTBOPOK M XOpJA KJIalaHoOB), Pa3BUTUSA CEPJCUYHON HEJOCTaTOYHOCTH, KaK C
COXpPaHEHHOM, TaK M CO CHM)KEHHOW COKPATUTEJIbHOM CIIOCOOHOCTHIO MUOKap/Ia.

@OyHKIMS KJIAllaHOB, HECMOTPsS. Ha UX YTOJIIIEHHE B pe3yinbrare orioxkeHus ['AT,
MOXET HEKOTOpPOE BpeMsl He Hapylatbes. B mocneayromem nosBisieTcsl MyMbl, XapaKTepHbIE
JUIS MUTpaIbHOW (CHCTOJMMYECKHI) M aOpTalbHON (AMACTONMYECKUH) HEAOCTATOYHOCTH,
pa3BUBaOIIMECS B PE3YyJbTaT€ HECOCTOSTENLHOCTH KJanaHoB. B nanbHeliemM ykopodeHue
Xopax ¥ ¢uOpo3 JEBOro aTPUOBEHTPUKYISIPHOTO KOJIbLIA TPUBOMAT K CTEHO3UPOBAHHIO
MUTPaAIBHOrO OTBepCcTUsA. HenocTtaTouHOCTh TPUKYCHUAAIBHOTO U MYJbMOHAJIBHOTO KianaHa
OOBIUHO KJIMHUYECKU HE TUarHocTupyrotcs. Kpome Toro, cepaeyHas HeA0CTaTOUHOCTh MOXKET
pa3BUBaTbCS C IMOPAKEHUEM IMPABbIX OTAEJIOB CEpAlla, MO THUIY XPOHHUYECKOIO JIETOYHOTO
cepana, B pe3ynbrare aedopMalMy TPYIHOW KIETKH, MOPAKEHUS JETKUX H3-32 OTJIOKEHUS
I'AT" (>xecTKue Jerkue).

bprommuas monocrs

WNHuorpa npu cuaapome MOpPKHO NMEYEHb U CENE3€HKA YBEJIWYEHBl M3-32 HAKOIUICHHUS
AT (remarocrnneHomeranus). YBEIHUUYEHHE TeYeHU OOBIYHO HE MPUBOJIUT K HAPYIICHUIO €€
GyHKIUH.

ITpu MIIC, xak npaBuio, >KUBOT yBEJIMUYEH B 00bEME 3a CUET relnaToCIIeHOMETaIuu U
cJ1abOCTH MPSAMBIX MBILII] )KUBOTA. Tak’kKe 4acTO BO3HUKAIOT COUETAHHbIE MM U30JIMPOBAaHHbIE
IpbDKU (ITyTIOYHAs, MaxoBasi, MaXOBO-MOIIOHOYHOM M CpeAHeW JMHUM KUBOTa). PemieHue o
HEOOXOJIMMOCTH ONEPATUBHOIO JIEUEHHUS JOJKHO IPUHUMAThCS COBMECTHO C JI€HallUM
BpayvoM, IOKa3aHUEM K CPOUHOM ONEpaLliy CIIY>KUT YILIEMJIEHHE IPBIKEBOIO BBIIISTYUBAHMSL.

HepBHas cucrema

[Tpu MIIC 1V uHTENIeKT He CTpaaaeT — ACTH U MOJIPOCTKH XOPOIIO U C YAOBOJIbCTBHEM
ydarcs. MHOrHe ¢ OTJIM4YHMEM 3aKaH4YHMBAKOT MIKoy U BY 3.

[Tpu TsokenbIX (GopMax MOTYT BO3HMKATh HApYIIEHUS UPKYJSALUS CIMHHOMO3TOBOM
KHUIKOCTH. B 5TOM ciydyae mamueHThl S>KalIyloTcsl Ha TrojioBHble Oonu. Heobxoanmma
KOHCYJIbTAIlMsl Bpada-HeHpoXupypra JUisi peuieHus: Bonpoca 0 HeoOXOIUMOCTH ONEepaTUBHOTO
WM METUKAMEHTO3HOTO JICUEHHUS JAHHOTO OCJIOKHEHUS.

OIIHI/IM W3 YaCTHIX OCJIOKHEHUM SBJIIETCS CTEHO3 II03BOHOYHOI'O KaHaa.
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OTO OMAaCHOE OCIOKHEHUE, KOTOPOE MOXKET NPUBECTH K 3HAYUTEIbHBIM ITOCIEICTBUAM,
B TOM YHCJIE€ K JBHUraTeJIbHBbIM HAPYIICHUSAM, I103TOMY OYEHb Ba)XHO YTOOBI NALUEHT
HaOmromancst y Bpauda-HEBpoOJora, Bpaya-opTonela W Bpada-xupypra. PentreHorpadus
menHoro oraena no3soHoyHuka, MPT u KT wmoryr momous B BH3yaln3alnuud 3TOrO
OCJIOKHEHHUS.

Kapmanenpiii  cuHIpoM  (3alICTHBIA  CHHAPOM, TYHHEIBHBIH  CHHIPOM)  —
pacnpoctpaneHHas npobiema y manueHToB ¢ MIIC. HepBbl mpoxoasT depes 3amsacTbe MEKIy
3aMSICTHBIMM KOCTSIMM M CBSI3KaMH. Y TOJILLIEHUE CBSA30K 3a cueT HakorieHus Al oka3piBaer
naBiieHHe Ha HepBbl. [IposBIEHMEM 3TOr0 CUHAPOMA MOTYT OBbITh 00Jb U OHEMEHHUE MAJIbLIEB
PYK M TPYAHOCTH C 3axXBaTOM IPEAMETOB, YTO 3aTPyJHSAET KaKIOJHEBHYIO AKTUBHOCTb
MAIMEHTOB.

JUis MarHOCTUKUA U3MEPSAIOT CKOPOCTbh IPOBEIECHMSI HEPBHOI'O HMMITyJibca B oOnacTu
KHCTH. JTO INpOCTas NPOLEAYpa, IO3BOJISIONIA] YCTAHOBUTH HAIUYHME WM OTCYTCTBHE
MIOBPEXKICHHS HEPBOB.

HekoTtopele HapylieHUs HEPBHOW CUCTEMBI (ABUTaTEIbHBIE PACCTPONCTBA) SBISIOTCS
BTOPUYHBIMU U B OOJIbILIEH CTETIEHU CBSA3AaHbI C IOPAKEHUEM CKEJIETA.

Opran 3penus

Hakonnenne I'AI' mpoucxoaut BO MHOTMX TKaHSX, B TOM YHCIIE, B POTOBUIIE,
MIO3TOMY MOXeT HaOnoJaTbes ee nomyTHeHue. OIHUM U3 MPU3HAKOB M3MEHEHHS POTOBMIIBI
SBJIIETCS. HEMEPEHOCHUMOCTh SIPKOTO CBETA, TaK KaK IOMYTHEHHE BBI3bIBAET HEMPABHIIBHOE
IpesoMIIeHue cBeTa. B 3ToM ciaydae MOTyT MOMOYb COJIHEUHbIE OYKU. Eciu moMyTHeHue
POTOBHIIBI TSKEJIO0E, YXYALIAEeTCS 3peHUe, 0COOCHHO MPH TYCKJIOM CBETE.

Otnoxenune I'Al' B ceTyaTke MOKET MPUBECTH K MOTEpe NMepu(epruuecKoro 3peHust u
HUKTaJONUU («KypUHOU ciernore»). PeOeHOK B 3TOM CUTyalluum NyraeTcsi U OTKa3bIBaThC
XOJIUTh B TEMHOE BpeMs CyToK. JKenaTreapbHO OCTaBIsATh HOYHUK BKJIIOUEHHBIM B CIAJIbHE U
Kopujope. MlHOrja MOryT BO3HHMKATh NMPOOJIEMBI CO 3PEHUEM, BBI3BaHHbIE U3MEHEHHUSMHU B
CeTYaTKE IJla3a WIM TJAyKOMOH (TIOBBIIIEHHBIM BHYTPUIJIA3HBIM JaBICHHUEM), IOITOMY
peryssipHbIe OCMOTPHI Bpada-o(hTaabMOoIora HE0OXOTUMBI.

C mnoMmouIpl0 CHENUANbHBIX HCCIIEIOBAaHUI CIENHMATUCT OMpPENeIuT, Hu3-3a Yero
YXYALIAETCS 3pEHUS.

Opran cayxa

[Ipn Mykomonucaxapumo3ax TYTOyXOCTb MOXKET ObITh HeMpoceHCOpHas (CBA3aHHAs C
HapylIeHUEM YyBCTBHUTEJBHBIX (BOJOCKOBBIX) KJIETOK B YJIHMTKE), KOHAYKTUBHAs (CBS3aHHAs C

HapyLICHHEM 3BYKONPOBOIAIIMX ITyTeH) WJIM CMelmaHHas (KOMOWHAIMs JBYX THIIOB).

77



PaznuyaroT 3 creneHn TyroyxocTu: JErKyl, YMEPEHHYIO U TSKEIyr0. B 3aBucuMoctu OT Tuma
U TSKECTU MOPAKEHUS CIIyXa MIPUMEHSIOT Pa3InyHble METO/Ibl KOppPEeKIuu. BaxkHO, Kak MOXKHO
paHbIIIe 3aMETUTh MIPU3HAKKA CHIDKEHUS CITyXa, TaK KaK 0e3 KOPPEKIMU TYTOyXOCTh MOMEIIaeT
HOPMaJbHOMY DPA3BUTHIO M OOYUYEHHUIO MAUEHTOB. DaKTOPOM, YCYryOISIONIUM HapyIICHHE
CllyXa, SIBJISIIOTCS YacTble MH(PEKIUN CPEAHETO yXa (OTUTHI).

Jleuenune, Ha0II0JIeHHE M TIJIAHOBLIE 00C/I€0BAHUA

Bpauamu-skcriepramMu U3 pasHBIX CTpaH OBUIM  CO3JaHBl PEKOMEHJANUU  TI0
HAOIIOIEHUIO, JUArHOCTHKE U JeueHuto nanuentos ¢ MIIC 1V tuma.

Hao0mionenue, njianoBble 00CIeJOBAHNA H TECThI

Jyis Toro, 4TOOBI OIIEHUBATH COCTOSIHUE MAIMEHTa, 3(PPEeKT MpoBOAUMOI PepMeHTHOU
Tepanuu, (pu3noTepanuu, CYIIECTBYIOT pa3jIMyHble TECThl U IMIKaIbl. (OueHb Ba)XXHO HE
OTKa3bIBAThCSI OT MPOBEACHUS ATHUX HCCIEIOBAHUN, MOTOMY 4YTO OHHU IIOMOTAIOT Bpayam
OOBEKTUBHO OIICHUTh COCTOSIHHE NAalleHTa, OOOCHOBAaTh JICUEHHUE, BBECTH H3MEHEHHS B
MPOrpaMMbl peabUIUTAIINH U A0UITUTAIIH.

CaMbIM M3BECTHBIM SIBIISICTCS 6 MUHYTHBIH TecT X0oAbObl. CyTh €ro o4eHb IpPOCTas:
OIICHUTH BBIHOCIIUBOCTH ManreHTa. [laruenTy npeaiaralor XOoauTh M0 JUIMHHOMY KOPUIOPY B
teueHne 6 MuHYT. OIEHHBAEeTCS KOJUYECTBO NPOWJEHHBIX MeTpoB. Korma mnpoBonumu
KIIMHUYECKHE HCIbITaHus mpernapata ais jedeHuss MIIC pas3HbIX THUIIOB, HCCIEI0BATENH
MPOBOAMIIM TaKOe TECTUPOBAHWE [0 W TMOcie Hayana (EepMEHTHOH Tepanuu, CpaBHUBAIH
pe3yabTaThl TPYIIIBI MAIIMEHTOB, MOJTYYaBIIMX Mpenapar, ¢ pe3yibTaTaMu TeX, KTO MoJydai
mnane6o. MIMeHHO TecT nokaszan, 4To (epMeHTHas 3aMEeCTUTENbHAas Tepanus YIydIlaeT
BBIHOCTIMBOCTD MAIMEHTOB U UX JBUTATEIHHYIO aKTUBHOCTb.

Jns  auarHocTUKHM —3a0O0NeBaHUSl JIETKUX M OpOHXOB HEOOXOAMMO MPOBECTHU
onpe/ielieHue HACBIIECHUS apTePUATBLHOM KPOBH KHCIOPOJOM C TMOMOIIBIO MYJIHCOKCUMETPA,
¢yuknuu BHewHero aepixaHus (®BJ]) ¢ nmomombio cnupomerpa. Ilpu nomomu OBJI
OTIPEIETISAIOT, KAKOM MaKCHUMAIIbHBI 00BEM BO3AyXa MOXET BIAOXHYThH MAallMEHT, HACKOIBKO
OBICTPO TPOUCXOTUT Ta3000MeH. Bo Bpemsi uccieqoBaHHsl HYKHO TO KOMAaHJE BJBIXATh,
3aIepKUBATh BO3JYyX, BBIABIXaTh. MccrmenoBanue (YHKIMM JETKUX HE TPEACTABIISIET
OTMACHOCTH ISl 3JI0POBBSI. OJTH TECTHl MOTYT BBIIBHUTH 3a00JIEBaHHS JIETKUX, OIMPEICIUTH
CTETEeHb UX MOPAKEHUS U OLEHUTH 3(PPEKTUBHOCTD JICUCHUSI.

BricnymmBanue (aycKynbTaius) cepana J0HKHO OBITh 00sI3aTENbHBIM U PETYISIPHBIM
WCCTIEIOBAHUEM ISl TIAIMEHTOB C MYKOIOJIMCaxapujao3aMu. BaXHBIM METOIOM HW3y4YeHUs
cepana SBIAETCA yIbTPa3ByKoBOM — dxokapauorpadus (Dxo-KI'), ona Oe3omacHa,

6e3005e3HeHHa W BbICOKOMH(poOpMaTuBHA. COBpeMEHHBIE HPUOOPHI IMO3BOJSIOT MOIYYHTh
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OJIHO-, JIByX- M TpEXMEpHOEe H300paKeHHEe Cep/la, OMNPEeAEIUTh CKOPOCTh KpPOBOTOKA H
JaBJIEHHE B PA3JIMYHBIX OTHeNaX, ONPEAETIUTh HalpaBiIeHHE W TypOyJIEHTHBIH Xapakrep
KpoBoToKa. 9X0-KI' peKOMeHyI0T IPOBOAUTH 10 MOKa3aHUSAM, HO He pexe 1 pas3a B roa. 1o
UCCIIeIOBaHNE HEO00XO0IMMO, YTOOBI OOHAPYKHUTH JIIOOBIE IPOOIIEMBI C cepALeM (yBeTHUYEeHUE
pa3MepoB, HHAEKC MACChI JIEBOT'O JKENyA0UKa, HAPYIIEHNE COKPATUTENIbHOW (PyHKIMHU (ppakuus
BbIOpOCa), a Takke AMACTOIMYECKOM (DYHKIMH, OLIEHKAa CEepACYHbIX KJIallaHOB, ABMIKCHHE
MEAOKETYI0UYKOBOM TIEPETOPOAKH)

Kpowme Toro, /uis BBISIBICHUS! HAPYIICHUS pUTMa M IPOBOAMMOCTHU Cep/Iia HEOOXO MO
MPOBOJUTH X0JITEpOBCKOe MoHUTOpUpoBanue JKI', He pexe 1 pasa B roa.

Heo6xonumo peryssipHo MpOBOAUTH MPOBEPKY CIIyXa, JUIsl TOrO YTOOBI cpa3y e HayaThb
JIeYeHHE, eCIU MOTPedyeTCs, 1 MAKCUMAJIBHO COXPAHUTh BO3MOKHOCTh YYHTHCS M OOIIATHCS.

MarnuTHasi pe3oHaHCHasi TOMorpadus

MPT n03BOHOYHMKA [JOJKHA MPOBOJUTCS €XKEroJHO, C OCOOEHHBIM (OKYCOM Ha
00J1aCTsX, B KOTOPBIX MOXET Pa3BUBATbCS KOMIIPECCUS] CIIMHHOIO MO3ra: IEHHBIN, TpYAHO,
IPYJIOTOSICHUYHBIN OTnenbl. [lanueHTsl ¢ CHHApPOMOM MOpPKHO IOMKHBI HAOMIOAATBCS Y
Bpaya-HEBPOJIOra, Bpada-Xupypra, Bpada-TPaBMOTOJIOTA-OPTONENa, 4YTOOBI OHH MOTJIH
KOHTPOJIMPOBATh COCTOSIHUE IIEHHOT0 OT/eNa M03BOHOYHMKA. BakHO OLIEHHMBATH pe3yJbTaThl
UCCJIEIOBAaHUM B AUHAMHUKE, [TI03TOMY BCE CHUMKH CJIENYET XPAaHUTh U MPENOCTABIIATH BpauyaM
IIPU KXKAOM CIIeAYIOIIeM HcciieoBaHu. KoMIbloTepHY0 ToMOrpaguio NO3BOHOYHHUKA JETIM
4acTo MPOBOJAT MOJT HAPKO30M, B TOM YHCIIE, Epe] MIIaHUPYEMbIM OTIEPATUBHBIM JICUEHUEM.

Pentrenorpagus

PeHTren wmendHOro M rpyao-NosICHUYHOIO OTIEJIOB MO3BOHOYHMKA B JIBYX MPOEKIMSIX
clIeyeT IPOBOAUTH KaXKJIbIi roJl. TO MCCIEN0BaHNE IPOBECTU TEXHUYECKH Tpoie, yeM MPT,
KpOMe TOro peHTreHorpagus naer Oosplne MHPOPMAUMU O CTPOEHUM MO3BOHKOB, HO HE
MTOKAa3bIBAET CTENEHb C/IABJIEHUSI CHUHHOIO MO3Ta.

IlaTroreneruyeckas Tepanus

Hns MIIC tun IV pa3paborana cnenuanbHas (pepMeHTHAs 3aMECTUTEIbHAs Teparnus,
npenapar — oanocynbdaza anbpa**. TlanmeHTy eXeHenenbHO BHYTPHBEHHO BBOJSAT
HemocTaronmii  pepMeHT B craHmapTHoW pgo3upoBke (1 wmr/kr). B camoit mpouemype
BHYTPUBEHHOTO BBEIEHUS (PEpMEHTAa HET HHYETO CIOXKHOTO, U MPHU ONPEAEICHHOM HAaBBIKE
MH(QY3HUI0 MOKHO MTPOBOJIUTH B JIH000 OONbHMIIE.

OddekT oT Tepanuu BO MHOTOM 3aBHCHUT OT TOTO, KOT/1a ObUTIO HayaTo JedeHue. Bmecre
C BpayoM HEOOXOJMMO mepesa HayaloM (EepMEHTHOH 3aMEeCTUTEIbHOU Teparuu o0CyIUTh BCe

BO3MOKHBIE PHCKH, TOOOYHbIE A3(P(EKThl M TIaBHOE — OXHUIOAHHUA OT JiedeHUs. BaxHo
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MMOHUMAaTh, YTO BBeJeHUE (DEpMEHTa HE MO3BOJIMT BBUICYUTH 3a00JIeBaHUE, IEIb TEpanuu —
3aMeUIUTh TporpeccupoBanue Oosie3Hu. Te nedopmaruu, KOTOpble yke CcHOpPMUPOBAIUCH,
Tepanusi HE WCHPABUT, WHPY3UOHHAS Tepamus HE 3aMEHUT HEOOXOIUMBIC XUPYPTrUUYECKUE
BMeEIIIATEILCTBA.

CuMnroMaTHyecKasi Tepanus

OcHOBHasi 11€JIb CUMIITOMAaTHYECKOTO JICUCHUS — CKOPPEKTUPOBATH BbI3BAaHHBIC
3a00JIeBaHUEM U3MECHCHHS.

Xupypruueckoe Jie4eHue

CyI1ecTBYIOT pa3JIMuYHbIE MHEHHS O HEOOXOIUMOCTH XUPYPTHUECKOTO BMEIIATEILCTBA.
Ho omepaTuBHOE BMEMIaTENbCTBO — BCEr/a PUCK, W MpUOEraTh K HEMY CIEIyeT TOJbKO B
citydae HE0OXOIMMOCTH, PEIICHUE BCETIa JOJKHO MPUHUMATHCS C YH4aCTHEM JOKTOPOB Pa3HbIX
CIICLIMAIIBHOCTEH, B TOM  4YHUCJIE BpayeH-HEHUPOXUPYPrOB, BpaAUCH-aHECTE3UOJIOTOB-
peanumaronoros. Jlydie mnpoBOAMTH IIOOBIE OINEpaTUBHBIE BMEUIATENHCTBA B IUIAHOBOM
MOpsIAKE, TOrAa Bpayd MOTYT JIy4dlll€ OLIEHUTh COCTOSIHUE NAlMEHTa M IMOJArOTOBUTHCS K
OTepalMK C YIE€TOM OCOOCHHOCTEH MaIlMeHTa.

Bonwmas cnoxuocts npu MIIC — npoBenenue anecre3uu. HectabmiibHOCTD MIEHHOTO
oTrnena mMo3BOHOYHMKA Yy mnamueHToB ¢ MIIC yBenuumBaer pHCK TpaBMaTHYECKOTO
MOBPEXKICHUSI TPU BEIACHUM AaHECTE3WH, TaK KaK MHOTHE aHECTe3MOJIOTHUYECKHE TMOocoOus
CBSI3aHBI C MAaKCHUMAaJIbHBIM pa3rubanueM meu. YacTo TYromoABUKHBI CYCTaBbl UETIOCTH U
TIJI0OXO OTKPBIBAETCS POT, SI3bIK U JECHBI MOTYT OBITh YBEITUUYECHBI.

B »ToM chnyyae HYXHO TIPUHATH CHEHHAIBHBIE MEpPBl  MPEIOCTOPOKHOCTH.
NutybupoBares mroaeit ¢ MIIC momkeH ONbITHBIM Bpad, UMEIOIIUNA ONpPEIeIeHHbIE HABBIKH.
Ecnu manueHT moman B KPUTHYECKOM COCTOSHUM B OOJBHHUIlY, HEOOXOIMMO COOOIIHUTH
AQHECTE3MOJIOTY, YTO BO3MOXKHBI MPOOJIEMBI ¢ Iieell U uHTyOanuen. JlpixaTenpbHble MyTH, KakK
MPaBUJIO, CYXKEHBI, MOITOMY MOXET IMOTPeOOBaThCS HHAOTpaxealibHas TPyOKa MEHBIIEro
nuamerpa. Cama ycTaHOBKA TaKO# TPyOKH - O4€Hb TPYAHBIN MpoIlecc, BOZMOXKHO, TOTpedyeTcs
UCIOJIb30BaHNE THOKOTO OPOHXOCKOTIA.

HecTabunpbHOCTh MIEHHOTO OTHE7a IMO3BOHOYHUKA KOPPEKTHUPYETCS C TIOMOIIBIO
onepanuu (1elHbpl crnonamioaes). OcBoOOXKIaeTcs CHIMHHOMO3IOBOM KaHall, MOTOM C
MOMOIIBI0 KOCTHBIX ()parMEHTOB WU HUCKYCCTBEHHBIX MaTepHalioB (OPMUPYETCS OIopa,
00BEIMHSIONIAS TBA BEPXHUX MMO3BOHKA U OCHOBAHUE Uepera.

CkeJieT ¥ ONNOPHO-ABUTATEJIbHBIN anmapar

BaxxHo HaiiTh OajlaHC MEXTy BO3MOXKHOCTHIO KUTh MAKCHMAJIbHO TOJIHOW JKU3HBIO U

MHHHMI/I33.LII/I€I>'I OCHOX(HGHHﬁ, CBSI3aHHBIX C OCOOCHHOCTSIMHU CTPOCHUSA CKCJICTA MAIITUCHTOB. C
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OJTHOM CTOPOHBI, HE CJIEyeT YpE3MEPHO OIPaHNYMBATh U ONIEKATh JIETEH, HO HEKOTOPBIE BHUIBI
¢u3n4ecKkoil aKTUBHOCTH, TaKue, KaK KyBbIpKaHHE, CTOWKAa Ha IOJOBE M HBIPSHHUE JOJDKHBI
OBITH MOJHOCTBHIO MCKIIIOYECHBI W3-3a HECTAOMILHOCTH IIEHHOTO OoTnena. Paspemratorcs jierkue
MOJICKOKH, HO TAlMEHT HE JOJDKEH CAMOCTOSTENBHO MphIraTh Ha 00€ HOTH, MOTOMY 4TO
cucTeMa OIOpbl U KOOPJAMHALMYU JBM)KEHUM y Hero ciabo pasButa. PoaurensM IIKOJbHUKOB
HY>KHO 00513aT€JIbHO COOOIINUTh YIUTEIIO (PU3KYIBTYPBI 00 OCOOCHHOCTSAX yUEHHUKA.

[TaruenTsl ¢ cuHAPOMOM MOpPKHO JODKHBI BECTH IOABMXKHBIA 00pa3 JKHU3HM IS
nojep)kaHusl (QPYHKIIMOHHPOBAHUS CYCTAaBOB M YJIyYIIEHUS OOIIEr0 COCTOSHHS 3I0POBBSI.
®du3noTepaneBT MOKET TOCOBETOBATh Pa3IMUHbIe KOMOMHALIMY €KEIHEBHBIX YIIPAKHEHUI.

WNHTencuBHas Tepanus Ul YIy4lI€HHs MOABM)KHOCTH CYCTaBOB M ITO3BOHOYHHKA, a
TaKXKe Ul YKPEIJIEHUSI CIMHHOM U OPIOIIHOM MYyCKYJIaTypbl pEKOMEHI0BaHA BCEM MallUEHTaM.
Heo0xomuMo  yKperuTh TPYAHYIO MYCKyJIaTypy, HpH 3TOM IpPOBOJIUTH TEpPaIuIio,
HalNpaBICHHYI0O HAa pa3BUTUE IOSCHUYHO-KPECTLIOBOrO OTAena. BaxHO cieauTb, 4YTOObI
MALMEHT HE NEPEHAIPSrajics U He yCTaBall Upe3MEPHO, IIOITOMY PEKOMEHAYETCSI THIATEIBHO
M3YYUTH €r0 (PU3NIECKOE COCTOSTHUE U BBIPAOOTaTh MHANBUIYaJIbHBIE PEKOMEH AN,

Pekomenayercs 3aHMMaTbcs JI0OMa, co4yeTas aKTHBHbIE U I1aCCHBHBIE
ynpaxHeHus. KoMIuieke 3aHATHI TOJKEH BKIIIOYATh:

- yIpa’kHEeHHsI Ha BBIpaOOTKY OCAaHKU M YyBCTBA PaBHOBECHS;

- YIPaXHEHUS HA PaCTSKEHHUE;

-BOJIHBIE TIPOLIEAYPHI U 3aHATHS CIIOPTOM B BOJIE€, OCOOEHHO I MOKUJIBIX MallMEHTOB.
PaccnaGnstronuii Maccax v MoABOJHBIA Macca)k OKa3bIBalOT BeCbMa OJIarONpHUsITHOE IEHCTBHE.

OTnenbHOr0 BHHUMaHUS TpeOyHOT Ae()OpPMUPOBAHHBIE CTYMHU W KHUCTH. YUTOOBI
MOJIIEP>)KUBATh MOJIBUKHOCTb CTYIHEH, HEOOXOUMO BBIIOJHATH ClELUUAIbHBIE YIPAKHEHUS,
Jy4llle BCEro JoMa WKW BO BpeMsi Urp. s CHATHS 4pe3MEpPHOIrO MBILIEUHOTO HANPSKEHUS
HeoOxonuMma opTonenuueckass oOyBb, CTEIbKM M BKJIAQJbIIH, KOTOPBHIE BBIIOJIHSIOT
MOJIICP>KUBAIOIYIO (DYHKITHIO, B HEKOTOPBIX CIIy4asiX — OpPTe3bl, BAHHOUKH, MacCaX HOT TaKKe
HEO0XO/IUMBI.

BaxxHO BBIMONHATH yHpa)KHEHUS Ha PACTSHKKY MBILII] 3a7HEeil MOBEpXHOCTH Oeapa u
rojgeHu. s yiydllleHHs MeENKOW MOTOPUKHM KHCTeH PyK PpEeKOMEHJOBaHAa HHTEHCHUBHAS
IMMHAcTHKa NI TaJbLIEB U JAJI0LIEK, €€ POJUTENIN MOTYT IPOBOAMTH noma. Jlywiie Bcero
BBECTH HEOOXOJMMbIE YNPAKHEHUS B IOBCETHEBHBIC JOMAIIHUE PUTYajbl, HalpuMmep, BO
BpeMs efibl 3a CTOJOM. Wrphbl ¢ yyacTueM J1aJloHe M maiblieB OYeHb MO JyIIe JIETSM, HO BO

BpeMs YIPaKHEHHH Ha paCTsHKEHHWE MOTYT TOSBUTHCS >KajaoObl Ha O0JMh M HEMpPHUSITHHIE
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CUMITOMBI. B 3TOM ciydae mOMOTYT TEIUIbIC BAHHOYKH IS PYK, IMOAYIIEYKH C IPOTPETHIMU
3epHAMHU WK MXOM, TOP(POM, KOTOpBIE MALIUEHT JEPAKUT B PyKax BO BPEMs UID.

Ilocne MHTEHCHUBHBIX 3aHATUH DJJIEKTPOTEpAIHsl, PYYHOM Macca)X, BOAHBIM MAaccCax,
Tepanusi JIe4eOHON TPs3bI0, 3aHATHA HA BOJHBIX TPEHAXKEPaX CHUMAIOT OOJb M MPUHOCAT
olJierueHue.

IIpu nmpoBeaeHNH BCeX aKTUBHBIX BUJOB TEPAIUU cielyeT oOpaiaTh 0co60e BHUMAHNE
Ha pUTM JbIXaHHUA U JlaBaThb JOCTaTOYHOE KOJIMYECTBO IIEPEPBIBOB JJI1 OTIbIXa M
BOCCTAHOBJICHUS JIbIXaHUS.

Opran cayxa

HeilpocencopHass M KOHAYKTHBHas TYIOyXOCTb B OOJIBLIIMHCTBE CIy4aeB MOIYT
KOMIICHCHPOBATHCS MTOJI00POM CIYXOBBIX alIapaToB (CIyXOBbIE UMILIAHTHI CPETHETO yXa).

CepaedHo-cocyaucrasi cucremMa

W3-3a pa3BUTUs KJIANaHHBIX JUCQYHKIUM HEPEeIKO PEKOMEHJO0BaHa KOHCYJIbTaIUs
Bpaua-KapAHOXUpypra JUisl pelieHusl BOIpoca O HEOOXOIMMOCTH MPOTE3UPOBaHMS KJIAllaHOB
cepaua.

W3-3a yacTo pa3BUBAIOUIMXCA HapyIIEHUH pUTMa cepjla CTaBUTCA BOMNPOC 00
UMIUIAaHTAlUU KapauoBepTepa-aepuodpuiuiaropa.

Nudpexunu

BaxHo, 4T0OBI OCYIIECTBISIICS XOPOIINH yX0/ 3a 3y0aMH, Tak KaK pa3pylleHHbIE 3yObl
MPUYMHSIOT CHIIbHBIN TUCKOMQOPT U sABISAIOTCA oyaramMu nH@ekuuu. Heodbxonnmo perynspHo
YUCTUTH 3yObl, UCIOIB30BaTh PacTBOPHI IS mosiockaHus. Ho gake mpu camoil TiiarenbHOU
3a0o0Te 0 3y0ax, MOTYT pa3BHBATHCS BOCHAIUTEIbHBIE IPOIECCHl. Pa3ipakuTenbHOCTD, I1aY U
0eCrOKONCTBO MHOTJ]a MOT'YT OBITh €JMHCTBEHHBIMH CUMIITOMaMHU NpobiieM ¢ 3ybamu. Ilepen
ONEepaTUBHBIM JIeYEHHEM 3yOOB MalMEHTaM, y KOTOPBIX YK€ TUAarHOCTUPOBAHO MOpakKeHHE
KJIalIaHOB cep/lla, He00X0 UM MPO(UIAKTUUECKHI pueM aHTHONOTHKOB /10 U TIOCTIE JICUEHMS.
DTO BBI3BAHO TEM, YTO HEKOTOpbIE OAKTEPUM U3 POTOBOM IOJIOCTH MOTYT MPOHHUKHYTH B
KPOBOTOK M BBI3BaTh MH()EKIIMOHHBIM Mpoliecc Ha MOpakeHHOM KiamaHe. Eciu Heo6Xxoanmo
yaajieHne 3y0a T0J] aHEeCTe3We, 5TO JOHKHO OBITh CJellaHO B OOJIbHHWIIE, a HE B
CTOMATOJIOTUYECKON TMOJUKINHUKE, M0 HAOII0JEHHEM OINBITHOTO Bpaua-aHEeCTe3HOJIora-
peaHnMaTosora u 3yOHOro Bpaya.

Jleuenne OGananpbHoro OPBU y mamumentoB ¢ MIIC nyumie Takke MPOBOAWUTH MOJ
MpPUCTAIbHBIM BHMMaHueM Bpauda. Crenyer NOMHUTH OO0 OCOOEHHOCTSIX MPUMEHEHUS
CTaHJIApPTHBIX IpenapaToB y 3TOil rpynmnsl nanumeHToB. Hampumep, Takue jekapcTBa, Kak

AHTUTUCTaAaMHUHHBIC npenaparsl, MOTYT CYHUIUTH CJIM3UCTYIO, JAcias €C TOHBIIC,
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MIPOTUBOOTEYHBIE UM COCYIOCYKHMBAIOLIUE CPEJICTBA MOTYT MOBBICUTH KPOBSIHOE JIaBJICHUE U
CY3UTb KPOBEHOCHBIE COCY/IbI, UTO HexenarenbHo npu MIIC.

W3-3a 0ocoOEHHOCTEH CTPOCHHS IO3BOHOYHHMKA M TPYAHOM KJIETKH, MAIMEHTaM C
CHHIPOMOM MOpPKHO CIIOKHEE CIPAaBUTHCA C WH(EKIUEH, ecliM OHa 3aTparuBaeT JIETKHE,
[I03TOMY Bpauu Jiaxke IPY He3HAYNTEJIbHOW MHPEKIUY MOT'YT Ha3HauyaTh aHTUOUOTUKH.

YroObl HOpPManM30BaTh LMUPKYJISALMIO BO3JyXa B JIETKUX, PEKOMEHAyeTcs U
HpO(bI/IJIaKTI/I‘-IeCKI/I, Hn BO BpEMA 0ose3Hn MIpOBOAWUTL HI'PbI C MBUIBHBIMU ITY3BIPAMU, BaTOﬁ,
COJIOMHMHKaMM JJId HAIIMTKOB, 6YMa)KHBIMI/I MNakeTaMu 1 ApYIruMu NpcimMEeTaMu (BOSI[YH_IHBIMI/I
1IapamMy, Ms4amu), TpeOYIOUIMMH aKTUBHOW pPabOThl AbIXaTeslbHOM cucteMsl. Jlns nmereit
nocrapuie, A IMOAPOCTKOB MOXKHO pa3padoTaTh YIPaKHEHWs Ui PACTSDKEHHMsSl MBILII]
FPYHHOI;'I KIJICTKH, 4TOOBI POAUTEIIN MOIJIM CAMOCTOATCIIBHO 3aHUMATLCA C ICTbMHU.

ITaccuBHEBIC YIOPpAXKHCHUA IJId Fp}I[[HOf/'I KIICTKU TPHUMCHAIOTCA IJId IMAllUCHTOB C
OCTPbIMM HH(EKUUSAMH [JbIXaTeIbHBIX NyTEH WM [J8 NalKUEHTOB, KOTOpble HE MOIYT
CaMOCTOSITEJIbHO JIBUTaThCsl. YHpaXHEHUs mnoMoratoT Oosiee 3()(PEeKTHBHOMY OTAEICHUIO
cim3u. K HuM oTHOCSTCS MOTATUBaHUA, PACTIKCHUSA, IOTPAXHUBAHUA, MACCAXK U BI/I6paLII/II/I.

BceM nmanmueHTaM J0JI2KHA IMPOBOAUTLCA IIJIAHOBAsK BaRIII/IHaIIHﬂ!

Juerorepanus

CrennanbHas nueTa HE CMOXET NpedoTBpaTUTh HakoruieHue I'Al°, Tak kak oHHM
CHUHTC3UPYIOTCA B KIICTKAax, a4 HE IMOCTYIAIOT C HI/IIHCfI. HOBTOMy OTrpaHU4YCHHA B JUCTC
InanueHTaMm C MIIC ne HYXHBI, ITAIUCHTBI JOJKHBI ITUTATECA B COOTBETCTBUH C BO3PACTHBIMU
MOTPEOHOCTSAMHU.

B3spocnas scusne

[TaruenTam HEOOXOAUMO HAYUUTHCS ObITh HE3aBUCUMBIMU OT cBouX ceMei. [TonpocTky
U B3pOCIOMY HeNb3sl 3amblkaTbcs B cebe. HykHbl 1py3psd, oOuIeHHME U HaBBIKU
CaMOCTOSITEJIHOM JKU3HH.

[TockonbKy ManUMeHTbl UMEIOT HOPMAaJIbHBIN MHTEJUIEKT, HEOOXOAUMO MPUIOKHUTH BCE

YCHIIHSL, YTOOBI OHH MOJTyYHIIN XOpolllee 00pa3oBaHue.

I'ne B Poccun 3aHUMAIOTCHA JTHATHOCTUKOM M JieUeHHEM
B kaxoM U3 pernoHOB oOmpeieNieHbl JedeOHbIe YUPEKIEHUS, B KOTOPBIX MAIlMEHTHI
MOJTYYarOT ¥ TTaTOTCHETUYECKOE JICUCHHE U MPOXOIAT BCE HEOOXOAMMBIC UCCIIEIOBAHUSI.

Y3Harn 00Jb111E
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B mupe ectp MHOro opranusalyii, KOTOpble MOTYT NOMOYb BaM HAWTH OTBETHl Ha
T00bIe BOMPOCHI, CBA3aHHBIX C MYKOIOJIMCAXapyu03aMHu:

MesxayHapoiHas OpraHu3aliys o MyKoIoJucaxapua03aM: www. mpssociety.org

MeskyHapoAHBIN MOPTAJ 110 PEIKUM Oosie3HsIM WWW.orpha.net

EBporeiickas opranuzanusi, OObeOUHSIONIAs MalMEHTOB C Pa3sHbIMU PEIKUMU
3aboneBanusmu EURORDIS www.eurordis.org

[ToMHuTE, 4TO aKTUBHAS MO3UIMS CAMUX IMALUEHTOB — 3aJIOT YCIEIIHONW M CYACTIMBOU
KU3HH!

Oob0mecTrBeHHble opranuzanuu u Gouanl Poccuu

MIIC IV Tuna  BXOAWT B mepedeHb OpdaHHBIX 3a00JeBaHHM, JI€UEHHE KOTOPBIX
MIPOBOJUTCS 3a CUET CPENCTB rocyaapcrna. [loMmoub nmanueHTaM moJiyduTh JI€YEHHUE, TTOBBICUTD
WH()OPMHUPOBAHHOCTh OOIIECTBA O PEAKUX OOJE3HSAX, a TakKe MO0OMBATHCS TPOABHKCHHUS
3aKOHOAATENbHBIX HMHHUIMATUB B 0OnmacTu opdaHHBIX 3a001€BaHM MOTYT OOILECTBEHHBIE
opranmzani. B ceTm wuHTEpHET BB CMOXeTe€ HaWTH UHPOPMAIUIO O HECKOJIBKUX
OOIIECTBEHHBIX OPTraHU3aAIUAX, KOTOPHIC IOMOTAIOT CEMbSIM ¢ MYKOTIOJIUCAXapHI03aMH.

IHoMowb ceMbu

KoneuHo, MHOroe 3aBUCHT OT Bpaua, CKOJIbKO OH 3HAaeT Ipo Baile 3aboseBaHUE,
MPaBWJIBHO JIM HAa3HAYMJI JICUEHHE, XOPOILIO M OOBSICHUI BaM NMPUHIUNBI Tepanuu. Ho He
3a0bIBaiiTe: OT CEeMbH YCIeX JICUeHHUs 3aBHCHT HE B MeHbIIel creneHu. HyxHo coOmromats
PEKOMEHJIalluM, HU MPU KAKUX YCJIOBUSX HE TEPSITh HANEKIBl U CAMOMY CTaTh HKCIIEPTOM B
cBoeM 3abosneBanuu. Uutaiite nuteparypy, oOmalTeCh C CEMbIMH, HE CTECHSIHUTECH 3a7aBaTh
Bonpockl. I gaxke eciau Bel He modeauTe 001€3Hb MOTHOCTHIO, U3MEHHUTD KU3Hb K JIY4IIEMY,
CeNIaTh POJHOIO BaM YEJOBEKA CYACTIIMBBIM B BalllUX CHJIax!

3a00TUTHCS O MALMEHTE C TSHKEIbIM 3a00JIeBaHMEM — OUYEHb TpyHas 3a1a4ya. Pogurenu
TOXKE HYXK/al0Tcs B MOJHOIIEHHOM OT/IbIXE, & 3TO HE Bcerja nonydyaercsa. Ecinu B cembe pactyT
U JpyTue JeTH, OHU TaKke TpeOyIOT BHUMaHUs poauTeneidl. MHOrHe poauTeny o0pamarTes 3a
MTOMOIIBIO K BOJIOHTEpaM HIIM COLMAIbHBIM paboTHHKaM. Eciiu B Bariem ropojie CyIiiecTByoT
TaKOTO pojia MOJJEPKKa, 00s3aTEIIbHO BOCIIOIB3YHTECH €il.

[Taiuentl ¢ MIIC Moryt momModb CBOMM pOJCTBEHHHKAM, MPOCTO COOOIIMB UM O
HEO0OXOIMMOCTH TPOUTH TUATHOCTHKY. Eciu auarHo3 OyneT yCTaHOBIIEH paHO — O Hadvama
HeoOpaTHMBIX W3MEHEHUN BHYTPEHHUX OpraHoB, JieueHue OymerT ropazno sddexTuBHee.
Jlewammii Bpau wiam Bpau-TeHETHK HE MMEET IpaBa pasriiamarh MEIUIUHCKYI0 HHGOPMAITHIO,

IMO3TOMY cym;6a POOHBIX — IEJIMKOM B pPyYKaX CaMUX MAlUCHTOB.
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Ipunoxenune I'l Llkasia cy0beKTHBHOM OLIEHKH NEPEHOCUMOCTH

¢usnueckoii Harpy3km (mkaJsa bopra) (Borg scale)

Hcrounnk: [39,40,41].

Tun: mkana oleHKU

Ha3nauyenme: cyObeKTUBHOM OIIEHKA MEPEHOCUMOCTH (PU3UUECKOM HATPY3KH

OueHoYHbIH HHCTPYMEHT: IIKaJIa

Conep:kaHnue U KJI0O4:

[TarueHT Moxy4aeT MHCTPYKLUHU MO OIIEHKE OJBIIIKY BO BpeMs (hu3ndeckoit Harpysku: ot 0
0aJUIOB - CIIOKOHHOE JBIXaHKE, HET OUTYIICHHS OBIIIKY U Jajee — a0 10 6amios, koraa

OJIbIIIIKAa MaKCUMaJIbHaA. OIICHI/ITG CBOM OIIYIICHUA B HaCTOﬂHII/Iﬁ MOMCHT.

Banabl OurymeHnst OXbIIIKH
0 OTtcyTcTBYeT
0,3
0,5 I
PaKTHYECKH HET (eBa 3aMEeTHas)
0,7
! 0
YeHb crabas
1,5
2,5 Jlerkas onpIiika
3 JIOBOJIBHO TsKeJasi OJIbIIIKA
4
5 Tsxenast ofpIIKa
6
7 CHJIBHO BBIPQXKCHHAS TSDKENAs OJIBIIIKA
8
9
10 OdeHb BhIpaKEHHAS TsDKEIas OJIbIIIKa (Ha Mpeiene BO3MOKHOCTEH)
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