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Cnucok coxkpameHui
AJIT — anannHaMuHOTpaHChEpasa;
AP — annepruueckas peakuus;
ACT — acmapraramuHoTpanchepasa;
I'AI' — TIMKO3aMHHOTJIINKAHEL,
KT — xommnproTepHas Tomorpadus;
KC — keparancynbdar;
MIIC — mykononucaxapuos;
MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus;
COAC — cunapoM 0O0CTPYKTUBHOIO alTHO CHA
CCC — cepaeuHO-COCYAUCTasi CUCTEMA;
V3U — ynbTpa3ByKOBOE UCCIIEIOBAHNUE;
OB/l — ¢yHKIMS BHEIIHETO AbIXaHUS;
O3T — pepmeHTHAS 3aMECTUTENbHAS TEPAIUs;
OKTI- sanextpokapauorpadus;
OHMI — snextponelipoMuorpadus;
9x0-KI" — sxokapaunorpadus;

90T — anexTpo3nuedanorpadus.



TepMHHBI U onIpeneJIeHus

®epMeHTHAs 3aMECTUTENIbHAs Tepamnusi — JeueHue, 3akKIoyarolieecs BO BBEICHUU
npemapata (peKOMOMHAHTHOTO (epMeHTa) MalMeHTaM C HaCleACTBEHHBIM HapYIICHHEM
MeTaboIu3Ma.

JImzocoMHble 0O0JE€3HM HAKOIUIGHHWS — TpYIIa HAcJeICTBEHHbIX MOHOTEHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HapylIeHueM (QyHKIUHU JIU30COM.

Myxkononucaxapuno3sl (MIIC) - rpymma HacieACTBEHHBIX 0oJie3Hel 0OMEeHa BEIIECTB,
CBA3AaHHBIX C HapylleHHeM MeTradonau3ma riauko3amuHoriukanoB (I'AlT), mpuBomgmum K
MOpaXEHUIO OpraHoB U TkaHeil. OOycnoBlieHbl aHHbIE 3a00JIeBaHHUS MYTAlUSIMH TEHOB,

KOHTPOJIMPYIOIHUX NPOHECC BHYTPUIU30COMHOTO T'HAPOJIN3a MAKPOMOJICKYJI.



1. KpaTkasi ungopmManus mo 3a00J1eBAHNI0 UM COCTOSTHUIO (Tpynie

3a00J1eBaHUI MJIH COCTOSIHUH)

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

COCTOSIHMA)

Myxonomucaxapunod |V tuma (Cunapom Mopkuo) - HacieacTBEHHas OOJIe3Hb

HAKOIUICHHS, O0YCIIOBJIICHHAS NE(PUIIMTOM JIM30COMHBIX THPOJa3: rajlakTO3aMHH-6-Cyabdat-
cynbdarazel (MIIC IVA) unu B-ramakro3unasel (MIIC IVB), conpoBokmaercst OTJIOKEHUEM B
COCIMHUTEIIEHON TKaHW KeparaHcylb(dara u Xapakrepusyercs nedopManusMu CKelleTa W
CyCTaBOB, BBIPQKCHHBIMU BHECKCJICTHBIMU TPOSBICHUSAMH, B TOM YHCIE TOPAKCHHEM
IBIXaTEIbHOM M CePACYHO-COCYTUCTOM CHUCTEM, KOMIIPECCHEH CIIMHHOTO MO3Ta,
HapyIICHWsIMA 3pPCHHUS W CJIyXa, maroyiorueil 3y0oB. Bce BwllenepeunciieHHbIC TPU3HAKU
MPUBOJAT K WHBAIHIU3AIWU, a TPH THKEIOM TEUCHUU OOJE3HU - K JICTaJIbHOMY HCXOIY.
KimHudeckue MposiBIICHUS, HAYaJI0, TSKECTh U CKOPOCTh MPOTPECCUPOBAHUS KIMHHYECKUX
nposBieHuit MIIC IV ouens BapuaGenbHbl. M3-3a TeTepOreHHOT0 U MPOTPECCHUPYIOIIETO
XapakTepa 3a00JCBaHUS JICUUTh €0 CIIOKHO, TPeOyeTcs MEKIUCIUIUTMHAPHBIA MOAXO0I C

yuactueM psga creranictos [2,30].

1.2 DTHOJOrUSI ¥ MATOreHe3 3200JeBAHNS WM COCTOAHUA (rpynnbl 3200JeBAHMI

MJIM COCTOSTHH)

Myxkomnomnucaxapuao3 (MIIC) IVA tuna (OMIM #253000) — 310 nu3ocomHast 601e3Hb
nakorienus (JIBH), nacnenyemass mo ayTocoMHO-pernieccuBHOMY Tuily. OHa oOycioBlieHa
nepurutoM pepmenTa N-ameruirainakro3aMuH-6-cynbdarassl (GALNS) BeaencTBre MyTamum
B rene GALNS, nokann3oBaHHOM Ha XpoMocoMHOU oOmactu 16q24.3, maeHTU(UIIMPOBAHBI
bomee 220 wmyrtammii [2,47]. Jebunut mganHOoro QepMeHTa NPHBOAUT K HAKOIUICHHIO
rimko3amuHOTIMKaHOB  ([TAT)  XoHmpouTwH-6-cynbpata wu  keparancynbdara (KC) B
pasnmuunbix TKaHsax [7,29,30,42]. KonkperHble nposiBIeHUsT 00JIE3HH B OCHOBHOM 3aBHCST OT
octaTouHoi akTUBHOCTH GALNS u CKOpPOCTHM HAKOIJICHHS W JIOKAJIH3aIUU OTJIOKECHUN
MaTOJIOTUYECKOTO MaTepHala B TKAHIX.

Myxkonoaucaxapumaoz (MIIC) IVB tuma (OMIM #253010) oGycrnoBien aeduiurom
depMmeHTa [-ramakTo3ugasbl BeiencTBue MyTanmuun B reHe GLB1  nmokanmm3oBaHHOM B
xpomocomHoi obnactu 3q21.33. BaxxHO OTMETHTH, YTO MyTaIUsi T€Ha, KOAUpYIOIIero [-
rallakTo3ua3y, BBI3BIBAECT TaKkke TaHrmo3uao3, tun |. Tum HacienoBaHusl ayTOCOMHO-

peneccuBHbIi [12,13].



1.3 DnuaeMHuoJIorusi 3a00JeBaHUA WJIH COCTOSAHHUSA (rpynnbl 3a00JeBaHUl WU

COCTOSIHMA)

MIIC IVA Bctpeuaercs kpaiiHe peako, ¢ yactoror oT 1 Ha 640 000 >KMBOPOKIECHHBIX

nereid B 3amaaHoit ABctpanuu g0 1 Ha 76 000 xuBOopoxkaeHHbIX Jereid B CeBepHOH

Upnanaum [2,22,23]. MIIC VB BcrpedaeTcs erie pexe.

1.4  Oco0eHHOCTH _KOAHPOBAHHS _ 3a00J1€BaHMsl _ WJIH __ COCTOSIHHA _ (Ipynnbl

3200JIeBAHUM MJIM COCTOSSHUI) 1m0 MeXIvHAPOIHOH CTATHCTHYECKON KJjaaccupuKanuu

00J1e3Hel M MPo0JeM, CBA3AHHLIX CO 3I0POBLEM

Cornacio MKB10, 3a0oneBanue oTHOcuTcs K kiaccy |V, Oone3HsIM 3HJIOKPUHHOMN
CUCTEMBI, pPAacCTPOWCTBY TIMTAaHUS W  HApyImIeHWI0O oOMmeHa BemectB, E76.2 -

Myxkononucaxapuno3 IV tuma.

1.5 Kuaccnbukanus 3a00eBaHUs WM COCTOSIHMS (rpynnbl 3a00/1eBAHUI WU

COCTOSIHMA)

Beigenstor 11 tunmoB MIIC B 3aBUCMMOCTH OT NMEPBUYHOTO OMOXUMHUYECKOTO JieexTa

(TTpunoxenue A3.1).

Knaccudumuposars MIIC IV Ha ocHOBE KIIMHUYECKON KapTHHBI, TSXKECTH 3a00I€BaHUS
W/ CKOPOCTM TIPOTPECCUPOBAaHUSl  3a00JIEBaHMST HEBO3MOXKHO. OJTO  OOYCIOBJIECHO
TCHOTUIMYECKON ¥ (CHOTHITUYECKOH HEOJHOPOJHOCTBIO 3a00JICBaHUS, CBEICHHSIMH O
Pa3BUTUHU TSOKEIBIX IMOPAKCHUH TOJNBKO B OTACNBHBIX CHCTEMaxX oOpraHu3ma (Hampumep,
TSDKEJIOTO  PECIIUPATOPHOTO MMOpaKeHHsT Ha (OHE HOPMAJbHOTO pOCTa), OTPAaHHMYCHHBIM
KOJIMYECTBOM JIaHHBIX 110 T€YEHUIO 3a0oneBaHus, ero narodusnonoruu. CTpaTeruio BeACHUs

MAIMEHTOB MOIOUPAIOT B 3aBUCHMOCTH OT KIIMHUYECKUX TPOsIBICHUH [2].

1.6 Kinaunyeckass KapTuHA 3200J1eBAHUSA WM COCTOSIHUA (rpynnbl 3a00JeBaHUM

HMJIM COCTOSTHMIA)

Pannee BblsBNICHUE KIUHUYECKUX nposseHull MIIC WV cnocobcmayem
npedomepaujeHuI0 HeooPAMuUMbLX NOPANCEHULL.

Ocnoghbie KIuHu4wecKue nposisieHuss. 3alepkka pocTa, 3HAYUTENbHBIC aedopmarmu
CKeJeTa, 0COOCHHO KOHEUHOCTEH U TPy THOM KJIeTKH, IieliHas muenonarus [2,29,30].

Buemnuit Bua: mnaaenisl ¢ MIIC IV npu poxaeHUH BBITTSAST OOBIYHO, HE UMEIOT

IIPHU3HAKOB 3a0071eBaHus. Tem wHe MCHEC, H3-3a HAKOIUICHHUA B TKaHAX W OpraHax



MATOJIOTUYECKOT0 MaTepuaya HapylmaloTcs (PYHKIHMHU KIETOK, W IOCTEIEHHO Pa3BUBAIOTCS
BBIp2KEHHbIE aHOMAJIMH CKEJleTa U CYCTaBOB, a TAKXKe Psiji BHECKEJIETHBIX MPOSIBICHUN, B TOM
qyclie NOPaXEHHE JIbIXaTEJIbHOM M CEpAEYHO-COCYIUCTOW CHUCTEM, CTEHO3 I103BOHOUYHOIO
KaHajla, KOMIIPECCUs CIIMHHOTO MoO3ra, MHEJIOoNaThs  IIEWHOro OTxAeda II03BOHOYHMKA,
HECTaOUJILHOCTh HAa YPOBHE KPAaHMOBEPTEOPAILHOTO MEPexojia, HapYUIEHHs 3peHus, moTeps
cllyxa, MmopakeHue 3y0OB, W B MeHbIIeH crermeHu — rematoMeranus [2,43-45]. MIIC IV
ornuuaercss or apyrux MIIC Hu3KUM pOCTOM OOJIBHBIX ¢ KOPOTKMMHM TYJIOBHUILEM M IIECEH.
CkeneTHbIe TPOSBICHUS, KaK TPABUIIO, OOJee BBIPAKEHHBIC M TDKENBIE, YeM IPHU JIPYTHX
MIIC. [na MIIC IV odenp xapakTepHa THIEPMOOMIBHOCTh CYCTAaBOB, OTJIMYAIOMIAS 3TO
3aboseBanne oT Apyrux TumoB MIIC, u He XapakTepHbl KOTHUTHBHBbIC HapymieHus [2,46]
[lepBble cUMIITOMBI MOSABISAIOTCSA B Bo3pacte 1-3 rona; k 7-8 rogam KIMHUYECKAst KAPTUHA YXKe
MOJTHOCTBIO BBIpakeHa. OTMeYaeTcsi OTCTaBaHUE B POCTE U (PU3UIECKOM pa3BUTHH. DEHOTHIL:
MOTYT HaONIOAATbCA IIUPOKHUN POT, KOPOTKUH HOC, pelkue 3yObl, BOZMOKHO HCTOHUEHUE
3yOHOU SMaJH. AHomanusi TpyOHOW KJeTkH, oOmias ciabocth M. X-o0pa3Has
nedopmaliust HOT, JUCIUTa3us Ta300€PEHHBIX CYCTaBOB, KOPOTKas mier. HTeIeKT coXpaHEH.

Kocmmuas cucmema: nmopaxeHue CKelleTa U CyCTaBOB SIBJSIETCS] Haubosee OYEBUIHBIM U
pactipoctpaneHHbiM  miposiBiieHreM  MIIC V. B OGonpmmHCTBE Cciy4aeB  OTMEYaeTcs
HU3KOPOCIOCTh  (pOCT B3pOCIOro TMalHMeHTa He mpeBbimaer 120 cM) ¢ YKOpOYeHHEM
TYJIOBUIIA U IlIed, TOpPAKEHHE TO3BOHOYHUKA (KU(POCKOINO3 TPYAHOTO M MOSCHUYHOTO
oTnenoB), jgedopmamnms TPYAHOW  KIETKH (dalie KWIEBUIHAS), BEPXHUX W HIDKHUX
KOHEUHOCTEH, CycTaBOB M HapylieHue mnoxonaku [2,43,44,53,54]. XapakrepHble MPOsSBICHUS
MIIC 1V, ne Habmomaemble npu Jpyrux Bugax MIIC, BkiIoYaroT TUNEpPMOOMIBHOCTH
CyCTaBOB M AeopMaIfio 3amsCTHil, BIJIOTh A0 pa300NTaHHOCTH 3aIsICTUH CO CHUXEHHEM
CHJIBI XBaTa W yTpaTtod wmenkoil wmotopuku [2,53]. Takke BO3MOKHBI OJBBIBHX
Ta300€IpeHHBIX CYCTaBOB W HECTAOMJIBHOCTb KOJIEHHBIX CYCTaBOB, YCYryOJstolue
MposiBIIEHUsT genu valgum, pAucrmoKanus KOJEHHOW 4Yalleykd. [ 'umnorazus 3yOOBUIHOTO
OTPOCTKAa BTOPOTO IIEHHOTO ITO3BOHKA B COYETAaHUM C Pa30OITAHHOCTHIO CBS30YHOTO
amnmapata MOXeT MPUBOJAUTH K HECTaOWJIBHOCTH  aTJaHTOAKCHAJbHOTO CycTaBa C
MOCIIEAYIOIUM  Pa3BUTHEM CTEHO3a II03BOHOYHOTO KaHajla M KOMIIPECCHHM CIMHHOTO
MO3Ta, pa3BUTHUIO MuenonaTuu [2,4].

PentreHonornueckue  JaHHble  (MHOXECTBEHHBIH JH30CTO03),  IO3BOJISIOIIUE
3anogo3pute MIIC IV, BKiII04a0OT aHOMaJIbHYIO TOBEPXHOCTh TEJ MMO3BOHKOB CO CIMBIIMMHUCS
MepelHUMHU OTAeNIaMH, JUCIUIa3UI0 MepeAHHX arno(u30B Tl MO3BOHKOB, MPHUBOIANIYIO K

KIIMHOBHUAHOCTHU ITIO3BOHKOB, @CCTOH‘-I&TOCTB 3aJHUX OTACJIOB IIO3BOHKOB, INIATHCIIOHAWUJIHNIO,



THITOTUIA3UI0 3yOOBHJIHOTO  OTPOCTKA BTOPOTO IICHHOTO TI03BOHKA, KUPO3 B
TPYJIOTIOSICHUYHOM OTJ/IeIe, KOPOTKHE M IIMPOKHE KOCTH 3aIlsICThsl CO CKPYIJICHHBIMH
MPOKCHUMAJILHBIMHA OTJISIAMUA, HEPABHOMEPHOCTh KOHTYPOB KOCTEH 3arsiCThs, 3aKpYTJIICHHE
KpPBUIbEB TOAB3JOMIHBIX KOCTEH Tas3a, AHUCIDIA3UI0 BEPTIY)KHOW BIAJIUHBI, BAIBI'YCHOE
MOJIOKEHHE TeHKku OeapeHHOW KocTH (coxa valga), Hapy)XKHOe OTKJIOHEHHE TOJIeHHU (genu
valgum), BaJbI'yCHOE OTKJIOHEHHE JIOJBDKKH, KWJIEBHAHYIO Tpyab (pectus carinatum),
BeciIo0o0pasHyto aedopmaiuio pedep, YKOPOUCHHE U YTONIIECHUE KITFOUHIl, XOTS HA MOMCHT

JMAarHOCTUKU MOTYT UMEThCSl TOJBKO HEKOTOpPbIE M3 3TUX MposiBieHui [2,51].

Tpebyercsa peryiaspHO OLIEHUMBaTh (DYHKIUIO BEpXHEH KOHEYHOCTH (MEJKYIO
MOTOpUKY). s oueHkn (GyHKIMKM BepXHEW KOHEYHOCTH IOJIE3HBI CTaHIAPTH3UPOBAHHBIC
(GyHKIMOHATBHBIE TPOOBI, BKJIOYAs OICHKY CHJIBI XBaTa W CHJIBI CXKaTHS TAaJbIEB, TECT
YCTAHOBKH JICBATH KOJIBIIIKOB B JYHKH W Mpoba Ha (DYHKIMOHAIBHYIO JIOBKOCTH [2,56,57].
UYroObl M3MepeHus: ObUIM IOCIEA0BAaTEIbHBIMU, Ba)KHO 3alUCHIBATh IOJOXKEHHUE 3allsicThi,
a TaKkKe HaIW4YMe WIM OTCYTCTBHE IMOAJCPKKH 3aIlSICThsi BO BpPEMsl TECTUPOBAHMSL.
[laccuBHBIE W aKTHBHBIC HWCCIICAOBAHUS [Uala30HA [BW)KCHUH B JIOKTEBBIX H IUICYEBBIX
CyCTaBax MOTYT OBITh IOJIE3HBI, HO, KaK IPABWJIO, HE HCIOJIB3YIOTCS JJISi BBIOOpA JICUCHHS.

Uvixamenvnas cucmema: HapymieHus AbIXaHUs SABIAIOTCA BEAYyLIEH PUYMHOU
3aboneBaeMocT U cMmepTHocTH manueHToB C MIIC IV u Moryr ObITh 00yCIOBIEHBI
OOCTPYKTHBHBIMH WJIM PECTPUKTUBHBIMU TmopaxkeHusiMu [2,58,59]. Bepxuue u HIKHUE
nbixatenbble mytd npu MIIC IV moryt ObITh Cy)XE€Hbl W M3BUTHI BCJEICTBUE COYETAHUS
nmpoueccoB oTiIokeHUs ['Al' B CTEHKE IbIXaTENBHBIX IYTEH, HapyLIEHWH CTPOCHMSI KOCTEU
yeperna WIM T[03BOHOYHMKA, JedopMaluy Tpaxeu, TpaxeoOpOHXOMAIALUH, YBEIHMYCHHS
KOJIM4YecTBa cekpera. BenepcTBue crubanust men MOXKET pa3BUBATHCS OKKITIO3HS JBIXaTEIbHBIX
myTel, ¥ MaIMeHT, YTOObI COXPaHHUTh MPOXOJUMOCTD JIBIXaTeIbHBIX MyTeH, MOKET TPUHUMATh
MOJIOKEHHUE <«IIPUHIOXUBAHUSA». PECTPUKTUBHBIE IMOPAXKEHUS MOTYT Pa3BUTHCS BCIEJCTBHE
MaJIEHBKOTO 00BbeMa M MaTOJIOTHYeCKOil (hOpMBI TPYIAHOMN KIETKU WM BCIEACTBHE HAPYIICHUS
MOJIBIOKHOCTH Juadparmel [2,58]. PaHHUM CHMIITOMOM JBIXaTENbHBIX HApPYIICHUW CITyKat
HapylIeHUs [IbIXaHUS BO CHE, TO ecTh oOcTpykTuBHOe amH0? Bo cHe (COAC) u
NPOAOIDKUTENbHAS THUIMOBeHTWIIIKA. Co BpeMEHeM pa3BUBAIOTCS CEPJCUHO-COCYIUCTHIE
OCJIO)KHEHUS, TaKkue Kak JIeroyHas TUIIEPTEH3Us, JIETOYHOE Ceplle, a BO3MOXKHO — U
CepACYHO-JIETOYHAsT HEJIOCTaTOYHOCTh. [Ipu3HaKu MOTEHINAITBHBIX JIBIXaTEBHBIX
HapyIICHWH, TaKHe KaK YBEJIWYCHHE SI3bIKa WM TIOJOXKECHUE IIPUHIOXUBAHUS», MOKHO

TaKX€ BBISIBUTH IPU OOBIYHOM HETIOCPEICTBEHHOM 00CIIeI0BaHHH.



Cepoeuno-cocyoucmas cucmema. OpakeHUE cepAlla HaOII0aeTcs 10BOJIBHO PEKO Y
nereii. B otnmuuune ot apyrux MIIC [2,63], npu MIIC IV nopakeHust cep/ieyHbIX KJanaHOB,
KaK MpaBUJIO, OYEHb JIeTKKe. MHOra KIIMHUYECKH 3HAaUMMO€E MOpakeHUE cep/lia pa3BUBacTCs
TOJIBKO B TIOCTIYOEpTaTHOM Bo3pacte. [2,44], yacToTa pa3BUTHS KJIAIIAHHOW PETyprUTAH U
CTEHO3a OKa3ajJach pPa3Nu4HOM. TunMYHA HEJZOCTaTOYHOCTh AOPTAJIBHOIO KJIAllaHa, pexe
MUTPAJIBHOTO. BBIABIAIOT HEOOJBIION AMaMETp JEBOrO KeayJoyKa M aHOMAlIbHO HHU3KUHI
ynapubiii 00beM (C. Kampmann). B xadecTBe KOMIEHCAIIMH MOTYT Pa3BUBATHCS aHOMAIBHO
Bbicokue 3HadeHnss YCC u BBICOKUN MHAEKC paboThl Muokapaa. Kpome Toro, y sTux OOJbHBIX
IpU TEPEXoJe M3 IOJOKEHUs JIeKa B IOJIOKEHHE CHUIS MOXET 3HAYUTEIbHO BO3pacTaTb
apTepuanbHOE JaBJeHHE. ApTepUaNbHOE JaBICHME M YacTOTa CEpACYHBIX COKpAllCHUH B
MOKO€ (Iepel TEeCTUPOBAHMEM Ha BBIHOCIMBOCTb) MOTYT CBMJIETENILCTBOBATH O HAJIWYUU
apTepUANbHON THIIEPTOHMM WM TaxWkKapauu T1okos. Kapauomeranust OOBIYHO HOCHT
BTOpPUYHBIN XapakTep. Ha mo3Hem cpoke 60se3HM NposiBiIeHUs 00Jiee BhIpaXKEHHBIE.

BmemarensctBa.  BaxHO  3HaTh, 4YTO  MOBBILIEHHas  4acTOTa CEPACYHBIX
cokpamiennit npu MIIC IV moxer ObITb He0OXOAMMa [UIsi KOMIIEHCALUU HEOOJBIIOro
oOBemMa ynmapHoro cepana. Takum oOpa3om, clieqyeT Hu30erarh JICYCHHS TaXHKapauu [3-
Oomokaropamu. Takke clegyeT ¢  OCTOPOXHOCTBIO HPHUMEHSATh HHruouropsr AllD,
MIOCKOJIBKY OHH MOTYT IPHUBECTH K HENPOMOPLUOHATBHOMY YBEIMUYEHHIO YaCTOThI CEPCUHBIX
COKpaIlleH!H, 0cOOeHHO Ha (hOHE BBIPAXKEHHBIX MU3MEHEHHUH apTepHUaIbHOTO JABJICHUS MEXIY
TIOJIOKEHHUSIMHU JIeKa U cus. [Ipr pa3BUTHM WM MPOTPECCHPOBAHUM TSDKEIBIX TTOPAKCHUN
AQOpTAJILHOTO  WJIM  MHUTPAJIbHOIO  KJalaHOB  MOXHO  PacCMOTPETh IPOBEICHHE
npote3upoBanus kianaHoB [Nicolini u ap., 2008; Pagel u Almassi, 2009].

L[eHmpaJlea}l HepeHas cucmema: HanboJee YacThIM HEBPOJIOTHUICCKUM OCJIO)KHCHUCM
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O SO CURGEGINY 1111101 C1aBIICHNUS CITHHHOTO

MO3Ta y 3TOH TpyNNbl MAalMEHTOB SIBISETCS HECTAOMIBHOCTh IIEHHBIX M TPYIHBIX (pexe)
1mo3BOHKOB. [2,4,44]. CornmacHo ucxoaubiM gaHHbIM MorCAP (N = 325), HapyuieHus co
CTOPOHBI HEPBHOM CHUCTEMbI WJIM KOMIIPECCUSI CIUHHOI'O MO3ra pa3BuBatoTcs y 51% O0NbHBIX,
B ToM uucie y 30% — uepBukaibHass muenonarus, y 14% — xommopeccust HIeHOro otnaena
CIIMHHOTO MO3ra, Uy 13% — KoMIpeccus rpyJ0NOsSCHUYHOIO OT/IeNa CIIMHHOTO Mo3ra [2,44].
PacripocTpaHeHHOCTh 3THX NOpPaKEHUH YBEIMYMBAETCA C BO3pacToM, U cocraBiser 36% y
601bpHBIX B Bo3pacte 0—4 roaa, 48% B Bo3pacte 5—11 ner, 58% B Bo3pacte 12—18 net, u 55
% y mnanuentoB ctapiie 18 ner. Kommnpeccust B 1IEHHOM OTIele CIMHHOIO MO3ra MOXKET
IIPUBECTH K Pa3BUTHIO HEYCTOMYMBOCTHU MOXOJKH, CIA00CTU BEPXHUX U HUKHUX KOHEYHOCTEH,
JU3ECTEe3UsAM, HAPYIICHUSM MOYCOTICIICHUs, Tapanndy, BHe3amHoi cmeptu [2,60,61]. Ha
YPOBHE TPYJHOIO M IOSCHUYHOIO OTAEJIOB IIO3BOHOYHMKA KOMIIPECCHS CIIMHHOIO MO3ra
MOXET IpHUBECTH K OOJsIM B NOACHUIE, HUppaguanuu Ooned B HOIU, IOCTENEHHO
pa3BHUBAIOIIEMYCSl MapajJiiyy M CBSA3aHHBIM C HHMM OCJOKHEHUSM, TaKUM Kak cJadoCTh B
HIDKHUX KOHEYHOCTSIX, HapyIIEHUS UYYyBCTBHTEIBHOCTH, HApyIICHHS (DYHKIUH MOYEBOTO
ny3sips [2,62].

WHTemiekT OOBIYHO He cTpajaeT. XapaKTepHO CHIKEHHME CclyXa, C BO3pacToM
pasBuBaerca riryxora. CUHApPOM 3amsicTHOro kaHana [uisi mauueHtoB ¢ MIIC IV Ttuna ne
XapaKTepeH.

OO6cnenoBanue. Jl1s BBIABIEHUS KOMIPECCUU CIIMHHOTO MO3Ta Ha pPaHHEW CTaJauu,
NalMeHTaM  HEeoOXOJUMO  MPOBOJAUTH  OLEHKY  BBIP@KEHHOCTHM  MHEJIONATHM 110
MonubunpoBaHHoi  mkane  SnoHckoit  Opromenuueckoit  Accoumamuu  mJOA
(JOAScore),mkaneHypuka (Nurickscale); olieHKy MOTOpPHOTO cTaTyca IO TeCTyO-TUMHHYTHOM
x016061 (6MWT); nHTErpanbHyo OagbHYIO OLEHKA (PYHKIIMOHAJIBHOIO CTaTyca, HapylIeHUH
KHU3HEEATEIbHOCTH M pOJEeBBIX orpaHuueHuid mpoBoauian mno 1mkaige FIM (Functional
Independence Measure — Mepa @ynkimonanbHoit He3zaBucumocTn). JlaHHBIE HCCIIEOBaHUS
pPEKOMEHAYeTCsl  MPOBOAUTH €  MAaKCUMaJIbHBIM  HHTEPBAJIOM B IIECTh  MECSALEB.
HeBponoruueckoe oOcienoBanue mpu cuHiapome Mopkuo THHa A MOXET BBIIBUTH
runeppedIeKCcrio, MOBBIIIEHHBIH TOHYC MBI, TPU3HAKKA MOPAKEHUS MHUPAMHIHOTO TpakKTa
(maTomoruuecKuil KOJEHHbIM pediiekc ¥ cuMnToM baOMHCKOro) W/wiM NpONpUOLIENTHBHBIE
nedunmrapasie cumntomel [Solanki w ap., 2013]. Tem He MeHee, WHOTIA IPOBECTH
HEBPOJIOTUYECKOE O00CIIeZIOBAaHME MOXKET OKa3aThCsl TPYAHO WU3-32 HU3KOH CTENeHH

COXPAaHHOCTH (I)YHKI_[I/II/I KOHCYHOCTH. KpOMe TOro, HCBPOJIOTrMYCCKHUC CHMIITOMBI MOTYT
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HEJO0CTAaTOYHO OTpa)xkaTb CEPhE3HOCTh CTENEHU KOMIIPECCHHM CIHMHHOTO MO3ra, BUIUMOW Ha
MPT. [IloaToMy KIMHHYECKHE M HEBPOJOTHYECKHE JAaHHBIE CJEeIyeT COOTHOCUTh C
pe3ylbTaTaMi  BU3YAIM3HPYIOIIMX UCCIICIOBaHMA Mo3BoHOUHUKA [Solanki u ap., 2013]. Ipu
MOJINCETMEHTAPHOW MUENIONATHH MOXKET OBITh TPYJHO OINPEACIUTh YPOBCHb KOMIIPECCHUH,
BbI3bIBalONIEe HaOmogaeMblii  HeBposiorumueckuit nedunutr. Eciaum  ecTh  BO3MOXKHOCTD,
MOXKET OBITh IIeJIecO00pa3HO amMOyYJIaTOpPHO M3MEPUTh COMAaTOCEHCOPHbIE BBbI3BAHHBIC
noreHiumansl (SEPP) u Bb3BanHble jBurarensHbie noTeHiuansl (MEP). Tem He menee,
3HAUEHUE ITUX HMCCICIOBAHUUN /ISl OLICHKH KOMIIPECCHHM CIUHHOTO MO3ra J0 CHUX TOp He
yctanoBieHo [Solanki u np., 2013].

BMmemarensctBa. Ilo pganHsiMm MPT MOXHO Tiepe- WIM HEIOOLEHUTH PHUCK
KOMIIPECCHH CIIMHHOTO MO3Ta TMpu CcUHApoMe MoOpkuo THma A, MO3TOMY B COCTaB
MEXIUCIUTUIMHAPHOW TPYNIBI  CIEAYeT BKJTFOYHTH Bpada-HeHpoxupypra, Bpada-
TpaBMaToOJIOra-opToneaa, 4roObl OHM TOMOTJM C MpOBeIeHHEM Takol oueHkH. [Ipu pucke
KOMIIPECCUH CIIMHHOTO MO3ra BO BpEMS XUPYPrUYECKHUX  BMELIATENbCTB, TPEOYIOLIUX
aHECTE3UH, PEKOMECHIYETCS TTPOBOANTH HEBPOJOTUYCCKHIA MOHHTOPHHT.

Opeanvt 3penusi; nup@dy3HOE TMOMYTHEHHE POTOBHUIIBI W HapymIeHHS pePpakiun
(acturmaTH3M, OJIM30PYKOCTh M AaidbHO30pKOoCTh) pu MIIC IV BcTpewarorcss 4acto U MOTYT
MPUBOJIUTh K CHIDKEHHUIO OCTPOTHI 3pPEHHS M HAPYIICHHIO CBETOBOMl UYBCTBUTEIBHOCTH
[2,44,45,64,65]. XoTs moMyTHEHHE POTOBHIIBI C Bo3pacToM ycuiuBaercs, npu MIIC IV ono
00b19HO MeHee BeIpaxkeHHoe, yeM nipu MIIC I tuma u MIIC VI tuna [2,66]. Taxxke mpu MIIC
IV criopagudecky ONMUCHIBAIOT KaTapakTy, TIIAyKOMY, PETHHOIATHIO, OTEK JMCKA 3PUTEIHHOTO
HepBa, aTpOQUI0 3PUTEIHLHOTO HEpPBa, a TaKXkKe IMCEeBA0IK30()TaabM, BbI3BAHHBIN MaJIeHbKHUMHU
pa3mepamu riasuui [2,45,64,67-72].

Cnyx: mpu MIIC IV B nepBoil nekazie )KU3HU 4aCTO pa3BUBAIOTCSI HEHPOCEHCOPHAs WIIH
CMEIIaHHas KOHAYKTHBHAas W HEHpOCEHCOpHas Tyroyxoctb [2,73,74]. Tlotepsi ciryxa MOXeT
OBITh OO0YCJIOBIIEHA PEUUAUBHPYIOIIUMUA HHQPEKIUIMU JbIXaTENbHBIX TMyTEH WU CPEIHUM
OTUTOM, JAedopMarel CIyXOBbIX KOCTOYEK W/WUIM TOpPaXKEHUSIMH BHYTPEHHETO yxa
[2,45,73,74]. B wuccnenoBanuu ¢ ydactueM 18 GompHbix MIIC IV A Tuna KOHAYKTHBHAS
TYTOyXOCTh BBISBJICHA Y BCEX Tpex OONBHBIX MJaame &8 JeT, a CMemlaHHas WIn
HelipoceHcopHast TYroyxocth — y 14 u3 15 GonbHbIX 8-mMu netr u crapme [2,74]. Hdecaru
0opHBIM TOTpeOOBasics CiyXxoBoil ammapar. B uccnegoBanuu MorCAP mopaxkenust yxa u
nabupuHTa (B OCHOBHOM HApYIICHUS CIIyXa U CPEAHUI OTHUT) onrcaHbl y 77% OonbHbIX [2,44].
Hapymenust cnyxa mpu MIIC IV wacto nHemooreHuBarT. [lodToMy mpu ycTaHOBICHUH

Juardo3sa u BIIOCICOCTBUU CXKCTOJHO HGOGXO[[I/IMO MMpOBOAUTH AyIUOJIOTUYCCKOC
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o0cliefloBaHNE C KOpPPEKLUeH Mo BO3pacTy (Hampumep, U3Iy4YeHUE 3ByKa y HOBOPOXKIAEHHBIX,
ayJMOMETPHUIO C BHM3YaJlbHbIM IOJKpEIUIeHHeM y aereil or 8 mecsaueB 10 3 jeT, 0ObIYHOE
oOclieioBaHme yiiei y manueHToB 3 jet u crapiue) [2,45].

BmematensctBa.  KOHIyKTHBHYIO — TYroyxocTb, OOYCIIOBIEHHYK)  CKOILJIEHUEM
KUJKOCTH B CpEIHEM yXe, MOXHO JICYHTh C MOMOIIbI ymHOro ImyHTta |[2,45].
TumnanoctomMudyeckue TPYOKM JUIsl  JUIMTENBHOTO INPUMEHEHUS MPEANOYTUTENIbHEE B
IIEpBBIH pa3 MCHOJIb30BaTh C YYETOM PUCKOB IPOBEICHUS AHECTE3UM U PUCKOB ITOBTOPHOTO
CKOIIJICHUS KUAKOCTH B cpeaHeMm yxe [2,45]. HapyxkHble cyxoBble amnmaparbl HPUMEHSThH
MOXeT ObITh Haubosee 1enecooOpa3HO, €clu IMOTeps clyxa YacTUYHO OO0YCIIOBIIEHA

IporpecCupyronuum HCﬁpOCCHCOpHHM QJICMCHTOM.

Kenyoouno-kuweunas cucmema: YKemynouHo-kuuieunsle nposieienus npu MIIC IV
BKJIFOYAIOT ITYMOYHbIE, ITaXOBble WJIM JBYCTOPOHHUE AMadparMalibHble IPhDKU, PACXOXKIECHUE
IOPSIMBIX MBI >KUBOTa TE€NAaTOMETAINIO, CIJICHOMETalnuio (pexe) U JApYyrue >KeiayJo4yHO-
KHIIEYHBIE PACCTPONCTBA (HANPUMEp, XPOHHYCCKHH 3amop, auapero) [2,44,45,76]. Tem He
MeEHee, JKeITyJOYHO-KHUILIEUHbIE TIPOSBICHUS, KaK IIPABUJIO, BHIPAKEHBI cadee, 4eM MpH APYruxX
tumax MIIC.

Anomanus 3y606: 3yObl, Kak MpaBUiIO0, HEOOJBIINE, IIMPOKO PACCTaBIEHHBIE, YaCTO C
TOHKOH, CTPYKTYpHO cia0O0i 5Manbi0 M MEJIKUMH OCTPOKOHEUHBIMM KOHYHMKAMHM, PE3LIbI
jonaroo0pas3Hble, Ha II€KaX SMOYKH, BO3MOXKHBI U IPYre aHOMAaJIUU Pa3BUTHS MOJIOYHBIX U
MOCTOSIHHBIX 3y00B [2,77-79]. TlosToMy B 3ybax jierko odopasyercs kapuec [2,79].

Ob6cnenoBanue. [Ipu ycTaHOBIEHHMH AMarHo3a OOJBHOTO HEOOXOAMMO HANpaBUTh K
cromarosiory. BajkHoe 3HaueHue 17 MpeioTBpaIleHUs] Kapueca U UCTHpaHHUs 3yOO0B HMEOT
THIATEJIbHBI MOHUTOPUHI pa3BUTUS 3YOOB (IO KpailHE Mepe €KeroJHo) W peryispHas
CTOMATOJIOTUYecKas nmomoins [2,45].

BwmemarensctBa. UToOBI MpenoTBpaTuTh Kapuec, NMpH cuHApome Mopkuo THuma A
HE00X0MMO Ha3HauaTh (TOpcoaepkalye N00aBKU; B HEKOTOPBIX CIydasX MOMKET OBbITh

PaccMOTPEHO 3aIloJIHEHUE (GUCCYP U CIEMbIX IMOK 3yOHOTO psija.

BBIpa)KeHHOCTI) KIIMHUYECKUX HpOS[BJ'IeHI/Iﬁ B 3aBHUCHMMOCTH OT BO3pacCTa HpCACTaBJICHA B

[Tpunoxenun A3.2

2. /luarHocTuKa 3a00J1€eBaHUs] MJIM COCTOSIHMSA (Tpymnnbl 3a00JieBaHUI
WIH COCTOSIHMi), MEIUIUHCKHE TMOKA3aHUSl M TNPOTHBONOKA3AHUA K

INPUMECHCHHUIO METOA0B THATHOCTUKHU
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U3-3a npoepeccupyroweeo xapakmepa MIIC IV eco paunss ouacnocmuka modcem
umemsv pewiaroujee 3HaveHue 0N ONMUMU3AYUU pe3ylbmamos nedenus. Kax npasuno,
KAUHUYECKUU NOUCK HAYUHAIOM NOCNe BblAGNEHUs NPOSPECCUPYIOWUX  NOTUCUCTIEMHBIX
KAUHUYECKUX u/unu penmeenonocuyveckux Hapywenut [2]. Juaenoz MIIC \V ycmanaeiusaemcs
Ha4 OCHOBAHUU COBOKYNHOCMU  KIUHUYECKUX OAHHBIX, pe3yibmamos 1abopamopHo2o
uccne0o8anus U MoJeKyIApHo-2eHemudecko2o ananusa ([lpunoscenue I'l).

HHuaenocmuposame MIIC N no-npesicnemy cinodxcno uz-3a pedkocmu 3a001e8anus U
e2o cxoocmaa ¢ opyeumu JIBH u cxenemuvimu oucnuazuamu. B uacmnocmu, cunopom Mopkuo
muna A credyem  uckmouams 6 Xo0e 00C1e006aHus U nocie  OUACHOCMUKU
CNOHOUNOINUDUZAPHOU OUCNAA3UU, NCEBOOAXOHOPONIA3UU, MHONCECMBEEHHOU SNUPU3APHOT
oucnnaszuu, oOonesnu Jleee-Kanvee-Ilepmeca ¢ 08ycmoponHum nopasxgcenuem, 6cieocmeaue
cxoocmea smux 3abonesanull ¢ cuHopomom Mopkuo muna A, eciu moabKo Kako2o-iubo u3
omux 3abonesanull He 6visaeieHo 6 cemetinom anamnese [2,48,49]. Kpome moeo, svissienue
ouaecnoza MIIC IV moocem oxkazamvcs 6onee no30HUM 8 OMCYmMcmeue Kiaccudeckux UcCX0OHblX
cumMnmomosg 3aboneeanusi, makux kKaxk Kugos. Ilpu 6onee neckom meueHuu 3a060.1e8aHUSA
nepevie CUMNMOMbL  MO2YM  Oblmb  AMUNUYHLIMUY, HANPUMEDP CKOBAHHOCMb U  0OOaU 8
mazobeo0peHHbIX CYCmasax.

Pannee  svisgnenue  kaunuveckux  nposgienuti  cunopoma Mopkuo muna A
N0360JI5lem  C80EBPEMEHHO NPOBOOUMb  BMEUAMeNbCmed U MOodcem CHnocooCcmeosams
npedomepaujenulo  Heoopamumvlx nopagiceHuu. Takum obpazom, npu YCmamosieHuu
ouaenosza  cunopoma Mopkuo muna A He0OX00UMO — OpeAHU308aMb  KOMNIEKCHOE
noaucucmemMHoe 006ciedosanue no nosooy QUIUYECKUX  NposGIeHutl  OONe3HU,  OYEHKY
@DYHKYUOHANBHOU CNOCOOHOCTU U 00bEMA NOPAJICEHUL 8 PAMKAX 3A0071e8AHUS.

Iayuenmam c¢ ycmamnognennvim ouacnozom MIIC IN nposooumcs oOunamuueckoe
Haba0eHue (CpeOHss Yacmoma npo8edeHuUsi KOHCYIbmayuil U 006Cc1e008anust npeocmasieHa 8

Ipunoscenuu A3.3).

2.1 Kano0bl 1 aHaMHe3

Ilpu cobope anamuesa u x#anobd peKoOMeHO08AHO 0OpAMUMb BHUMAHUE HA Clledyioujue
arcanodwl u anammnecmuyeckue coovimus [1-6]:
—  OmMALOWEeHHbI CeMelHbll AaHaMHe3 (CXOOHble cyuau 3a001e6aHUsl 8 ceMbe,
OU3KOpOOCMBeHHbILL OPaK);
—  HU3KUU pocm,

- yxydmenue neperHocumocmu qbusuttecxux Haepy30K, crnabocmo 6 KOHeYHoCmAX,
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—  U3MeHeHue NOXOOKU;
— cKellemHble deghopmayuu
— 6o1u 6 cnune, HO2ax, napecmesuu (OHeMeHue, NON3AHUe KMYPAULEK», NOKATbIBAHUE)

6 obacmu Koneunocmeli,

— anHo? 80 cHe;
—  MHOJICeCm@eHHblll  Ouzocmo3  (Oegpopmayuu  uyepena,  epyOHOU  KIemKu,

NO360HOYHUKA, KOHEYHOCmell),
—  HapyuieHnue oCcamku - Kugo3, CKoauos;

— cnabocmy 8 KOHEUHOCMISAX,

—  MY20N00BUNCHOCMb 8 KPYNHLIX CYCMAsax u 2unepmoOulbHOCMb 6 MEIKUX
cycmaeax,

—  Hel08KOCMb MEeNKOU MOMOPUKU;,

—  HapyweHue KOHMPOJsL 3a PYHKYUAMU MA308bIX OP2AHO8

— dNHO3 60 CHe

2.3 JIaGopaTopHbIe THATHOCTHYCCKHE MCCAe10BAHUS

OcnosHule 1abopamophvie memoodvl noomeepoicoenus ouaznosa MIIC IV exnrouarom
onpeoeieHue aKMUGHOCMU pepmenma 2anaKkmosamun-6-cynvpam-cyrvgpamaser (6 cnyuae
MIIC WA), p-eanaxmosuoasvr (¢ cayuae MIIC VB), koruuecmeenmvili u kawecmeeHHblil
ananuz A" mouu u monexynapHo-eeHemuudeckue uccreooganus 2ena GALNS u eena GLBI.
annvle uccnedosanus npogoosmcs 8 CReYUaIU3UpPOBAHHBIX eHEMUYeCKUX 1a00pamopusix.

J PexoMeH10BaHO BceM MalMEHTaM KOJUYECTBEHHOE M KAaueCTBEHHOE OIpe/ieieHue
TITMKO3aMHHOTITNKAHOB MOYH (KOMILIEeKC WCCIIETOBAaHUM TUTst JTMarHOCTUKU
MyKoTmoyicaxapuao3a tam [V) ¢ menpio moaTBep KaeHus Juarnosa, ycranopienus tuna MIIC,
KonuyecTBeHHOe ompeneneHne ['AlT ¢ menbio KOHTpOJS Tepanmuu Kaxkasle 6 MecsleB
[1,2,12,13].

YpoBenb yoenuteabHocTu pekomenganun C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB —
5).

Kommenrapuu: npu xoauuecmseeHHom ananuze vlsAgnsiom nogviueHue konyenmpayuu I'Al° ¢
mouou. Ilpu nposedenuu 21ekmpogopesa I'Al’ eviasnaom U30IUPOBAHHOE NOBbIULEHUE
9KCKpeyuu Kepamancyiogama c mouou. OOHaKo, npu CKPUHUH2SOBbIX MeCmax Ha GblsNeHUe

MIIC WV mocym dvimb nonyuenvl nodicHoompuyamenvrvle pesyabmamol. OQowuti yposenv Al
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6 moue npu MIIC IV, ocobenno y 6onbhbix bonee cmapuie2o 803pacma, Modicem nosblamobCs
He 6cee0d, MNOCKOIbKY YPOBeHb Kepamaucylvghama ¢ 603pacmom  usuoioeuyecKu
VMEHbWAemcss U Moxcem O00CmMu2ams YpoeHel, COOMBEmMCMEYIOWUX 6epXHell 2epanuye
HOpManvbHo2o ouanaszona. Kpome mozo, mak Kkax yposHu Kepamaucyibghama nosviuleHvl He 80
ecex cayuasx MIIC NV, a nosviwenue yposHs KepamaHcyivbgama modicem HAOI0OAMbCs
makoice u npu Opyeux 3a001e8aHUSX, USMEPAMb €20 YPOBEHb 8 KAYecmee Memooa OUACHOCMUKU
MIIC \V ne cnedyem.

o PexoMeH10BaHO BCEM TAlMEHTaM Ui TIOATBEPXKICHHS JHArHO3a OIpeleIeHUe
AKTHBHOCTH TaJlakTO3aMHH-6-Cysbdart-cyibdarassl (B cinyaae MIIC IVA), B-ranakro3uaassl (B
ciryaae MIIC IVB) B kynbrype puOpo061acToB, H30JUPOBAHHBIX JICUKOIUTOB, JTUOO B MSATHAX
KpPOBH, BBICYIIEHHBIX Ha GuiIbTpoBasibHON Oymare (punbTp Ne903), mnazme KpoBH (KOMILIEKC
MCCIIeIOBAHMIA U1 TUarHOCTUKK MyKomnojucaxapuaosa tun V) [1,2,12,13].

YpoBens yoeautebHOcTH pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB —
5).

Kommenrapmii: y nayuenmos MIIC IN muna 6visagisemcs CHUdCeHUe aKMUEHOCHU
Gepmenmos 6 3agucumocmu om noOmuna 8 Kyivmype @ubpobracmos, niazme Kposu, oo 8
NAMHAX KPOBU, BbICYULEHHBIX HA (huibmposanvHou Oymace. Ilpu cunvnom — KIUHUYECKOM
NOOO3PEHUU  MONCHO — CpA3y e  UCCe008amb AKMUBHOCMb (hepMeHma, He Npo8oos.
npedsapumenvHo ucciedosanue yposus Al ¢ moue. Eciu oannvle amanuza axkmueHocmu
Gepmenmos 6 ¢hubpobracmax unu JNEUKOYUMAX OUACHOCMUYECKU He3HA4YUMbl, ciedyem
nosmopums  Mmecmuposanue  W/Uuiu — nposecmu  2ememuyeckuti amaius. B cayuasx c
HEOOHO3HAUHBIMU PE3VIbMAMAMU PEePMEeHMAMUBHO20 MeCMUPOBAHUS 011 OKOHYAMENbHOU
OUACHOCTUKU MPebyemcsi NPo8ecmu UCCIe008aHUe O8YX U3BECIHbIX NAMOSEHHbIX MyMayuil 8
omoenvhvix amnenax [2,50]. dns uckmouenuss MIIC muna IVB u opyeux gepmenmamueHvix
Ooepuyumapnvlx  Hapyulemutl,  KOmopvle — MO2YM  CONPOBOHCOAMbCA  BMOPUYHOU
neoocmamounocmvto GALNS, maxux xax myxoaunudoszwr I u Il munos, MIIC muna VI, u
oeghuyum HecKONbKUX Cynbhamas, peKkoOMeHoyemcs Nnposecmu Mmecmuposanue aKmueHOCmu
Opyeux JNU30COMANbHBIX hepMeHmOo8 (8 mom yucie f-eanakmosuoasvl u 0pyeoul cyib@amasvl)
6 couemanuu c uccreoosanuem GALNS [2,50]. [lpasunvuas ouacnocmuxa upe3euluaiino
8AJICHA, NOCKONbKY 68 Hacmosawee 6pems Oas nevenus MIIC INA muna npeonoscena
3amecmumenvbHas hepmMeHmuas mepanusi.

B coomeemcmeuu c Ilpuxazom Munzopaea Poccuu 13 oxmsabopsa 2017 2 Ne 804n om «O6
VMBEPIHCOeHUU  HOMEHKIAMypbl — MeOUYUHCKUX  ycayey  Hazeéanue  ycayeu: Kommnnexc

uccnedo8anul 01 OUASHOCMUKU MyKonoaucaxapuoosa mun IV.
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3abop 6uomamepuana 05t OUAeHOCMUKU 8 NAMHAX Kposu onucan 6 Ilpunoscenuu A3.4

o PekomMeHI0BaHO BCeM TAlMEHTaM CO CHIDKGHHOW aKTUBHOCTBHIO  (pepmeHTa
rajakTo3aMuH-6-cynbdar-cynbdaraser (B ciydae MIIC IVA) u B-ramakro3umassl (B cirydae
MIIC IVB) npoBeeHne MOJCKYISIPHO-TEHETHUECKOTO MCCIICAOBAHUS: BBISIBICHHE MYTAllUi B
reHax GALNS u GLB1cooTBETCTBEHHO ¢ LETBIO MOATBEPKACHUS TUATHO3a Ha MOJICKYJISIPHO-
reHeTndyeckom yposue [1,2,12,13].

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

Kommenrtapuu: goissienue mymayuii 8 eenax GALNS u GLBlnoomesepoxcoaem ouaecnoz MIIC
IV. Buwisignenue cemetinoii mymayuu oenaem B03MONCHbIM 00C1e008aHUe POOCMBEHHUKOB
npobanoa, evisasienue cemeposucomuvix Hocumeneu MIIC IN, a makoce npogedenue
NPEeHamanbHou U NpeumMniaHmayuoHHou ouacnocmuky. Crnedyem yuumuléams, Yymo 8 peoKux
CLYYAsX MYyMayuu 8 2eHe ¢ NoOMowblo cmanoapmmusix memooos /[HK-ananuza, mocym ovims He
8bIAGNEHbl, MAK KAK pPACNONA2aiomcs 6 2nyOuHe UHMPOHO8 UMY NPeoCmasisaiom cooou
npomsidicennvie deneyuu 2ena [1]. B smux cayuasx neobxooumo mujamenbHoe cONOCMABIeHUE
OUOXUMUYECKUX U KIUHUYECKUX OAHHBIX OJIs1 NOOMeepIcOeHus ouasnosa. B coomeememesuu ¢
Ilpuxazom Munszopasa Poccuu 13 oxmsabops 2017 2 Ne 804n om «O6 ymeepoicoenuu
HOMEHKIAmypbl MeOUYUHCKUX ycayey Haszeanue yceayeu: Komnnexkc uccrnedosanuii 07l
ouazHocmuxu Mykonoaucaxapuoosa mun IV.

. PexomengoBano Bcem mnamuentam c¢ MIIC IV mpoBeneHue aHanm3a KpoOBU
OMOXMMHYECKOTO  OOIIETepaneBTUYECKOTO0 C IENbI0  OmpeleieHus (PYHKIHMOHAIBHOTO
COCTOsIHUS TedyeHu (anaHuHamuHoTpaHchepasza (AJIT), acmapraramunorpancgepaza (ACT),
o0mui u npsmMort OmnupyouH, xonecrepun) [Bamakmanze H.Jl. MynbTunucuuriinHapHbie
MPUHIIMITEL BEJICHUS JIETEH ¢ MYKOIOJIMCAXapU03aMH B TIOBBIIICHUH 3(PPEKTUBHOCTH WX
JMArHOCTHKH W JICYEeHHU : aBTopedepar JuccepTaluu JOKTOpa MeAUIMHCKUX Hayk: 14.01.08,
ExatepunoOypr, 2019]

YpoBeHb yoenureabHocTH pekoMenaanun C (ypoBeHb JH0CTOBEPHOCTH 10KA3aTeJILCTB —
5).

KommenTapum: ucciedosanue xonecmepuna 6Kaoyaem 6 mom 4ucie, Uccie008aHue ypoeHs
XonecmepuHa JIUNONPOMEUHO8 BbICOKOU HNIOMHOCMU 8 KpOBU, UCCIe008aHue YPOBHs
XonrecmepuHa JUNONPOMEUH08 HUZKOU NIOMHOCMU, UCCIe008aAHUe VPOBHS TUNONPOMEUHO8 8
Kposu, mpueauyepuovl. Hccnedosanue cnedyem npogooums 6 npoyecce OUHAMUYECKO2O
Habnooenus, 8 cpeonem, I paz 6 6 mec.

PexomennoBano Bcem manuentam ¢ MIIC IV npoBenenue o6miero (KIMHUYECKOTO) aHAIHM3a
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kpoBu (OOumii (KIMHUYECKHWI) aHaJIM3 KPOBU pa3BEPHYTHIN) IS OIEHKH OCHOBHBIX
MapaMeTpoB KPOBETBOPEHHS W BBISIBICHHUS BO3MOXHBIX HMH(EKIMOHHBIX IPOLECCOB
[Bamakmamze  H.Jl.  MynbTUAMCHMIUIMHApHBIE  OPUHLOWOBL  BEACHUS  JETeH ¢
MYKOIIOJIMCaXapru103aMi B TOBBIIICHHH S()(PEKTHBHOCTH MX TUATHOCTHKH M JICYCHHUS
aBTopedepar quccepTanuu JokTopa MeauimHckux Hayk: 14.01.08, Exatepun0Oypr, 2019]
Yposenb yoeaurteabHocTH pekoMenganuu C (ypoBeHb JA0CTOBEPHOCTH 0KA3aTEIbLCTB —
5).

KomMmeHTapum: 6 c643u ¢ 6bICOKUM PUCKOM pA36UMUsi UHMEPKYPPEHMHbIX UHDEeKYUl,
acnupayuouHot nHeemonuu y nayuenmos c¢ MIIC pexomendyemcs npoeedeHue OaHHO20
uccreoosanus, 8 cpeonem 1 pas 6 6 mecayes.

PexomennoBano Bcem narnuentam ¢ MIIC |V npoBeaenne o01ero anaan3a MOYH ISl OLICHKH

COCTOSIHUSI MOYEBBIBOIAIIMX myTel U mouek [Alexander K.C. Leung,t” Alex H.C. Wong,”> Amy

A.M. Leung,® and Kam L. Hon*. Urinary Tract Infection in Children. Recent Pat Inflamm Allergy

Drug Discov. 2019 May; 13(1): 2-18; Bamakmanze H.Jl. MynbTuaAMCHUIUIMHAPHBIE TPUHLIMIIBI
BEJICHUS JIeTeH C MYKOITOJIMCAaXapu103aMU B TIOBBITIICHUH ()()EKTHBHOCTH UX TUATHOCTHKHU H
JiedeHus : apTopedepar auccepranuu JokTopa MenuuuHckux Hayk: 14.01.08, ExarepunOypr,
2019].

YpoBenb yoenureabHocTH pexoMenaanuu C (ypoBeHb 0CTOBEPHOCTH 0KA3aTEIbCTB —
5).

KommeHnTapuu: 6 cea3u ¢ 6blcoKUM pUCKOM pa3sumus UHMEPKYPPEeHMHbIX UHDeKyuti y
nayuenmos ¢ MIIC pexomendyemcs npogedeHue 0aHHO20 UCCIe008anusl, 8 cpeonem, 1 paz 6 6
mecayes.

. PexomengoBano BcemM mnamuentam ¢ MIIC IV npoBeaenue wuccienoBaHus
KOaryJaorpaMMbl (aKTUBUPOBAaHHOE YAaCTHYHOE TPOMOOIIACTHHOBOE BpEMsl, OIpeleeHHe
MIPOTPOMOMHOBOIO (TPOMOOIUIACTUHOBOTO) BPEMEHU B KPOBH, OINpEiesieHne TPOMOHWHOBOTO
BPEMEHH B KPOBH, HCCIIeJOBaHHE YpOBHS (PUOPHHOTIeHA B KPOBH, OIpE/IeTICHNE KOHIIEHTPAIUH
JI-nuMepoB B KpOBHM) JJisi OLEHKH COCTOSIHUSI CHUCTEMBl KOAryJsilMM M CBOEBPEMEHHOM
npodunakTuku pazButus TpoM60o308 [Bamakmanze H.J. MynbTuaucuuimHapHble TPUHIATIBL
BEJICHUS JIeTel ¢ MYKOIOJIHMCaXxapu103aMi B TOBBIICHUN 3()(HEKTUBHOCTH UX TUATHOCTHKHU H
nedeHus : apTopedepar AuccepTainuu JoKTopa MeauimHckux Hayk: 14.01.08, ExarepunOypr,
2019. - 47 c.].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB —
4).
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KommenTapuu: uacmoma uccinedosanus, 6 cpeonem, 1 paz 6 200, npu Heobxooumocmu —
yauye (nepeo KaxncoblM OnepamuHbiM GMeUamenbCmeom).

° PexoMeH10BaHO TallMEHTaM C MaTojorued kKapauoBacKyisipHod cuctembr MIIC 1V
MIPOBEJICHUE HCCIEAOBaHUS YpOBHS N-TepMUHAJIbHOrO (parMeHTa HaTPUIypeTHYEeCKOro
nponenTtuaa Mo3rosoro (NT-proBNP) B kpoBu 1711 CBOEBpEMEHHON JUArHOCTUKHU CEPJICUHOM
HEJOCTAaTOYHOCTH,  AudQepeHInanbHOl  AMAarHOCTUKH  C  OJBIINIKOW,  BBI3BAaHHOM
pecnupaTOpHbIMU TIpobieMaMu, AJis pelIeHHs] BOIPOCOB O CTapTe/KOPPEKIIUU KapIUOTPOITHON
tepanuu [Bamakmanze H.J{. MynbTUAMCHUIIMHAPHBIE NPUHLMIBI BEACHUS JETEH C
MYKOIIOJIMCaXapyu/103aMi B TOBBIMICHUN JPPEKTUBHOCTH WX JUATHOCTUKH W JICUCHHS:
aBropedepar auccepTaiuu JokTopa meaunuHckux Hayk: 14.01.08, ExarepunOypr, 2019. - 47
c.].

YpoBenb yoeaureabHocTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
4).

KommenTapmii: kpamnocmo uccnedosanus: 1 paz 6 200.

2.4 HNHCTpYMEHTAJIbHbIE IMATHOCTHYECKHE UCCIIeT0BAHUS

. PexomennoBano Bcem narmuentam ¢ MIIC IV nposenenne Y3U opranoB OpronrHoit
nojoctd  (YIIbTpa3ByKOBOE MCCIIEOBAHUE OpPraHOB OpIOIIHOW TMOJOCTH (KOMIUIEKCHOE),
VYIIbTpa3ByKOBOE MCCIEOBAHUE IMEYEHHU, YIJIBTPAa3BYKOBOE MCCIEIOBAHUE CEJIE3€HKH) W/MUIH
MIPOBEJICHUE MAarHUTHO-PE30HAHCHON TOMOrpauu OpraHoB OpIOIIHOW IOJIOCTH W/
KOMITBIOTEPHOU TOMOrpaduu OpraHoB OPIOUIHOW MOJIOCTH C LIEJbIO BBISIBICHUS YBEIWYEHHM
pa3MepoB MeveHu u cenesenku (pexe) [2,44,45,76].

YpoBenb yoenuteabHocT pekomenganun C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJILCTB —

5).
KoMMmeHTapum:  swiagnaiomes ymepennas 2enamomecanus uiu 2enamochieHoMe2anus
(pedice). Bwibop memooda ucciredosanusi — NO UHOUBUOYATbHLIM NOKA3AHUAM UCX00S U3

803MOJCHOCHIEN NAYUeHRma u Kiunuyeckol nompeornocmu. Ilpu neobxooumocmu npumensemcs
anecmesuonocuieckoe nocooue. Kpamnocmo uccneoosanus 1 paz é 200, npu neobxooumocmu -
yaue.

o PexomMeHI0BaHO TIPOBEACHHWE PEHTICHOTpadUU MICHHOTO, TPYTHOTO U IOSCHUYHOTO
OTJIeNTla TO3BOHOYHMKA, Ta300CIPEHHBIX CYCTAaBOB, a TAaKXe PEHTTEHOTrpauM BEPXHUX H
HIDKHHX KOHEYHOCTEH C IEJIbIO BBIIBICHUS MHOXKECTBEHHOIO qu3ocTo3a [2,3,4,10,11].

o YpoBenb yoenutTeabHocTH pexkoMenganmuu  C  (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJbCTB — 5).
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Kommenrapun: penmeenonocuueckue OanHvle (MHOMCECMBEHHBIUL OUZ0CMO3), NO360I0UiUE
3anodozpums MIIC |V, exnrouarom anomManvbHy0 nOBEPXHOCHb Mell NO360HKO8 CO CAUBUUMUCS
nepeoHuMU Omoenamu, Gecmonyamocms 3a0HUX OMOeN08 NO360HKO8,  NIAMUCHOHOUNUIO,
CUNONIA3UI0  OMPOCMKA 6MOPO20 WEUHO020 NO360HKA, KUPO3 8 2PYOONOACHUYHOM omaoele,
KOpOmMKUe U WUPOKUe KOCMU 3aNsiCmbsi CO CKPYIEHHLIMU NPOKCUMATbHIMU OMOeNaMU,
HEPABHOMEPHOCMb KOHMYPO8 KOCMElU 3ansicmvsl, 3aKpyeleHue  Kpulibeg  N008300UIHbIX
Kocmell maza, OUCHAA3UIO  BEPMIIYIHCHOU  6NAOUHDL,  BAIbZYCHOE MNONOJCEHUe  WelKU
bedpennotl kocmu (coxa valga), HapysicHoe omKloHeHue 2oneHu (genu valgum), eanveycHoe
OMKIOHeHUe  NOObINCKU,  KUNeBUOHylo  2pyob  (pectus carinatum),  8ecio000pasHyio
Ooehopmayuio pebep, YKOpoueHue u YMONWEHUE KIOYUY, XOMSA HA MOMEHM OUACHOCMUKU
MO2Ym UMembCsl MOAbKO HeKomopble u3z smux nposenenul [2,51].
IIpu penmeenonocuueckom 06c1e008aHUU MA300EOPEHHBIX CYCMABO8 U HUNCHUX KOHeYHOCmel
credyem — cocpedomoyums — GHUMAHUE — HA — HAIUYMUU — Hpocpeccupyioujell.  OUCHAA3UU
mazobedpenHo2o cycmasa (YynioweHue 8epmiyICHOU 8NAOUHbL C NOOBbIBUXOM), genu valgum
(mubduo-ghemopanvHulil yeoi), 8anbeyCHO20 OMKIOHEHUS T00bINHCKUL.
IIpu obcnedosanuy NO360HOUHUKA HYIHCHO OYEHUMb HAIUYUe CMEeHO3d U HeCcmadulbHOCmu
NO360HOYHUKA U KOMApeccuu CnuHHo2o mo3ea. Kaowcovie 1—3 200a, 6 3asucumocmu om
KIUHUYeCK020 meyeHus 3abonesanuss, ciedyem npogooums 0030pHYI0 DeHmeeHo2papuro
wetino2o (6 nepeonezaonemM, OOKOBOM  HEUMPANbHOM, C2UOAMENbHO-pa3eubamenbHoM
NOJIOMCEHUAX) U 2PYOONOACHUYHO20 (8 nepeoHe3adHel U 00KOBOU NPOeKyusx) O0moenos
noseonounuxa [2,4].
PexomennoBana BceM namuentam ¢ MIIC |V koHcynbTamus Bpada-OTOPUHOIAPHHTONIOTA C
MIPOBEJICHUEM OCMOTpPA BEPXHUX JIBIXaTEIbHBIX MyTeH (HOCOTTIOTKH U TOPTaHH), B TOM YHUCIIE C
MOMOIIIBIO YHTIOCKOHH [2, 25]
YpoBeHb yoenureabHocTH pekoMenaanun C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeILCTB —
5).

KomMmeHTapum: npu Hanuyuu cumnmomos oOCMpyKyuu u nepeo onepayuei MoHICHO
paccmompems NposedeHue 60J10KOHHO-ONMUYECKOU IAPUHSOCKONUU.
Y RAYUEHMO8 C PAHHEe20 B03PACMA OMMEeUAOMcs cunepmpodus adeHoudos u munoarun. Ipu
HAnIu4uy NoKA3aHuti NPoBoOUMCcs IHOOCKONUYECKAs IHOOHA3ANbHASL PedUu3usi NOJOCMU HOCA,
HOCO2NIOMKU,  dNUDAPUHSONAPUHLOCKONUSA, INUPAPUHSOCKONUS  BUOEOIHOOCKOnUYecKas (8
cpeonem, 2 paza 8 200).
o PexoMeH10BaHAa KOHCYNIBTAIMsI Bpadya-Cyp/10J10ra-OTOPUHOJIAPUHTOJIOTA U IPOBEACHUE

aynuomerpuu Bcem narmentam ¢ MIIC 1V ¢ nienpio BeisiBieHUS TyroyxocTtu. [Ipu mogo3pennn
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Ha CHIDKEHHE CiIyXa HeOOXOJMMO TIpoBeleHHe oToakycthdeckod osmuccuu (TonambHas
aynuomerpusi, PeueBas aymmomerpus, WrpoBas aymuomerpusi, Peructpanmsi BBI3BaHHBIX
aKyCTHMUYECKHUX OTBETOB MO3ra Ha IOCTOSIHHbIE MOJYyJaupoBaHHble TOHbI (ASSR Tect) (mpu
OTCYTCTBHH KCCYIaTHBHOTO 0THTa) [1,2,25].

YpoBenb yoenuteJbHOCTH pekoMeHnaauuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB —
5).

Kommenrapun: napywenus cayxa npu MIIC IV yacmo Hnedooyenusarom. I[losmomy npu
VCMAaHOBNeHUuy OUacHo3a U 6NOCIeOCMBUU  eHCe200HO — HeoOXO00UMO  NpOBOOUMb
ayouonoeuyeckoe 00C1e008aHue ¢ Koppekyuel no 603pacmy (Hanpumep, usiyyeHue 36yKd y
HOBOPOIICOCHHDBIX, AYOUOMEMPUIO C 8U3VATILHBIM NOOKpenienuem y demeu om 8 mecayes 00 3
siem, 0OvluHoe 0bciedosanue yutell y b6onvhvix 3 1em u cmapuie) [2,45].

Tyeoyxocms paszHoil cmenenu 8blpANCEHHOCMU XapakmepHa 01 0aHHo2o 3abonesanus. OHa
Modxcem 6vbimb KOHOYKMUGHOU UNU HEUPOCEHCOPHOU UNU HOCUMb CMEUAHHbII XapaKmep.
Pannee esvisisnenue myzoyxocmu no3eousiem  VIAyUULUMb KA4eCmeo JHCUSHU NAYUEHMOB,
obecneyums 803MOHCHOCHb 00UeHUs U 0OYYeHUsL.

. PexoMennoBaHo ompejieicHue  (QOPCHUPOBAHHOW  JKU3HEHHOW  EMKOCTH JIETKUX
(®XEJI) m MakcMManbHOH MPOW3BOJILHOW BEHTWIAIMHU (maximum voluntary ventilation —
MVV) mnarmuentam ¢ MIIC IV exerogano, moka peOCHOK He TmepecTaHeT pactu (mocie
npekpatieHust pocra 1 pa3 B 2-3 roja, ecinu pecnupaTopHble CHMITOMBI HE MPOTPECCHPYIOT)
s OUEHKHM A(PQPEKTUBHOCTH TPOBOJMUMON  Tepamuu, KOHTPOJS 33  COCTOSHUEM
Oponxosnerounoit cucremsl [2]. TIpoBeneHue uccienoBanuss QYHKIUN BHEIIHETO JbIXaHHS
(®BJ) meromom cnupomerpun BceMm mnauumeHtam ¢ MIIC |V, cnocoOGHBIM BBIIOIHUTH
TpeOyeMblii AbIXaTEIbHbI MAaHEBP

YpoBenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
5).

Kommenrapum: [lpu usmenenuu  Gulpajd@CeHHOCMU  PeCRUPAMOPHbIX — CUMNMOMOE UL
passumuyu  UHMepPKYPPEeHMHUbIX  3a00/1e6aHUll  He0OX00UMO NPOBOOUMb  OONOJHUMENLHOE
obcnedosanue. Kpome moeo, pexomenoyemcs npogecmu 00ciedosanue 00 U NOCie
nHauana D3T. HU3-3a 3amednenus pocma npedcmasierue noxkazamenei OXKEJI u MVV 6 % om
Hopmot npu MIIC N umeem oepanuuennyro yewnocmo. Tem He MeHee, Oiisi MOHUMOPUHEA
UMeHeHUll ObIXamenbHoU QYHKYuu y OONbHbIX ¢ MeyeHUueM BPeMeHU MONCHO UCNONb308aAMb
abconommuvie 3navenus smux noxazameneti. OyeHumsv GYHKYUIO GHEUIHE20 ObIXAHUS MAKICE
pekomenoyemcsa — nepeod  NOOLIMU  NIAHOBLIMU  Aguanepelemamu, ymoodvl obecneyums

bezonacnocms nayuenma 6o spems nonema [2,75,80].

20



B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu om 13 oxmsaops 2017 2 Ne 804u «O6
VMBEPHCOeHUU HOMEHKIAMYpbl MeOUYUHCKUx ycayey: HMccnedosanue Hecnposoyupo8anHvix
ovIXxamenvbHblX 00vemMo08 u nomoxos, Droymempus ovixanus, Hccredosanue OblXAmMenbHbIX
00veM08 ¢ NpuMeHeHuem J1eKapcmeeHHwvIX npenapamos. Hcciedosanue npogooumcs, 6
cpeonem, 1 paz 6 6 mecsyes.

. PexoMeH10BaHO MTPOBEACHUE MPHUIIEIBHON PEHTIeHOrpa(uu OpraHoB IPyAHON KIETKH
BceM maruerTam ¢ MIIC IV ¢ nensio onenku aedopmaryu rpyaHoi kietku [26].

YpoBeHb yoenuteabHocTH pekoMenaanun C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB —
5).

Kommenrapuu: Takowce npu ucciedosanuu mocym 0bimeb 0OHAPYHCEHbl USMEHEHUS 1e20YHOU
mkanu. Crnedyem paccmompems nposedeHue OaHHO20 UCCIe008aHUSL U NPU  HATUYUU
AYCKYIbMAMUBHbIX USMEHEHUL 8 JIe2KUX 8 C8A3U C BO3MOICHOCbIO PA38UMUSL NHEGMOHUU Y
nayuenmos ¢ MIIC \N. Kpamnocme ucciredosanus onpeoensiemcs uHOUBUOYAIbHO, 8 CPEOHEM,
1 pa3z 6 2 2o0a.

J PexoMenaoBano MIpOBE/ICHUE MIOJIMCOMHOTpaprH/KapIHOPECTUPATOPHOTO
MOHHUTOPHUHTA 0ONBIIMHCTBY manueHToB ¢ MIIC IV mis auarHOCTHKH OOCTPYKTHBHOTO artHO?
cua [2].

YpoBennb yoenureabHocTH pexoMenaanuu C (ypoBeHb 0CTOBEPHOCTH 0KA3aTEIbCTB —
5).

KommenTapuu: ona ouacnocmuxku u oyeHku cmeneHu OOCMPYKMUBHO20 ANHOI CHA
DEKOMEHOYemcsl  edlHce200HO0 NPO8OOUMb CKPUHUH2080€ UCCIe008AHUe CHA HA O0MY, C
KOHMPOJleM HACbIeHUs KPOBU KUCIOpOOOoM. Hlccredosanue cha ¢ NOIHOU NOAUCOMHOZpAuetl

6 CcneyuaiusupoBanHom uyernmpe pekomendyemc;l npoeodumb npu ycmarnoejleHuu ouazsnosza u

3amem Kadxcovle 3 200a, U OONOJHUMENbHO — NO KIUHUYECKUM HOKA3AHUAM UIU nepeo
cepbesHoll onepayueil. Ilpu  nonoocumenvhom pesyromame — MeCMUPOBAHUS u
nompebHocmu 8 UBJI HeobxXo0umo  obcredoganue y  COMHOJNO2A.

Tonucomnoepagusa/kapouopecnupamopHuiti. MOHUMOPUHS NO3B0AAEM ONPEOeIUums XapaKmep
ObIXAMENbHBIX HAPYWEHUU  (UCKTIOYUMb YEHMPATbHbIL 2eHe3, C85A3b ¢ eunepmpoduel
A0eHoU008, cepoedHoll HeOOCMAMOYHOCMbIO UTU KOMIIEKCOM NPUYUH), NAMON02UI0 CEPOEUHO-
€oCcyoucmotl cucmemsl, 8 CpeOHeM.

B coomeemcmeuu c¢ Ilpuxkazom Munzopasa Poccuu 13 oxmsabps 2017 e Ne 804n om «O6
VMBEPHCOeHUU HOMEHKIAMYPbl MEOUYUHCKUX Ycayey Hem yeayeu «llonucomnozpagusy, 6 céasu
C ueM BO3MOJCHO UCNONb308aHUEe Habopa  ycuye: Onexmposnyeganoepagua ¢

sudeomonumopureom, Cymournoe MOHUMOPUPOBAHUE apmMepuanbHo20 oasnenus, Pecucmpayus
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anexmpoxapouoepammel,  Monumopuposanue  31eKmpoxkapouocpaduueckux  OAHHbIX,
Xonmepoeckoe monumopuposauue cepoeunoco pumma, Pacwugposka, onucanue u
unmepnpemayus 21eKmpoKapouocpaPuiecKux OaHHvlx, INeKmpomuocpagus HaKo#CHAas (00HA
anamomuveckas 30Ha), Inexkmpookyroepagus, Onpeodenenue nAPYUAILHOLO OABNEHUSA
KUCIOPOOA 8 MACKUX MKAHAX (OKCUMEMPUsL)).

e PexomengoBano nposenenue JKI', Oxo-KI', xonrepockoro monutopupoBanus KT
U CyTOYHOTO MOHUTOPHPOBAHUS apTEpPHAIBLHOIO JaBieHusi BceM namueHtam ¢ MIIC IV s
OLIEHKH COCTOsIHUSA cepaua [2,16,17].
YpoBenb yoenuteabHocTu pekomenganun C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB —
5).
Kommenrapuu: nockonvky nopascenue cepoya npu MIIC 1IN 6 yerom  neekoe, 6
omcymcmeue — NpusHaKo8 nopaxceuwus — cepoya  nekmpoxapouoepaguro  (OKI) u
axoKapouozpaguro 00CmMamo4yHo nposooums Kadxcovle 3 2o00a. [lo u nocie excec00H020
Mecmupo8anusi HA BbIHOCIUBOCMb Clledyem USMEPAMb 4aCmom)y CepoeuHblX COKPAUeHUll
u apmepuanivHoe OasieHue. Apmepuanvhoe 0asieHue U Yacmoma cepoeunblx COKPAujeHUll 6
nokoe (neped mecmuposaHueM Ha GbIHOCAUBOCHIb) MOZYN CEUOCMENbCMBO8ANb O HAIUYUU
apmepuanbHoOU SUNEPMOHUY ULU MAXuKapouu noxos. 4moobwvl oyenums pesepevl cepoeyHo-
coCcyoucmotl cucmemsvl U GblAGUMb CEPOEYHO-COCYOUCYIO  HEOOCMAMOYHOCb, MONCHO
NOBMOPHO — UBMEPUMb UX HENOCPeOCMEEHHO NOCLe MeCMUPOSanus HAd  BbIHOCIUBOCHID.
Juamemp nesoco sicenydouxa nocie NPeKpawjeruss pocma, Kak npasuio, He Y8eauyueaencs,
eciu MONbKO Hem BblPANCEHHO20 KIANAHHO20 nopadxceHus. Illpu Hamuuuu KIUHUYECKUX
nposenienull  (Hanpumep, npu nooozpumenvhvlx oawHvlx OKI) umu y nayuenmos 8
nOCMNnyoOepmamHomM 603pacme HA MOMEHM YCMAHOGIeHUsi OuazHo3a u kaxcovie 1—3 2o0a
8nOCIEOCMBUU  HEOOX00UMO npogooums oaumenvHyio pecucmpayuto IKI (xonmeposckoe
MOHUMOpUposanue 6 meyenue 35—7 OHell, 6KIIOYAL HOPMATbHbIE YVPOBHU (HUIULECKUX
HAa2cpy30K), uYmooOvl O0OHAPYHCUMb APUMMUU  CEPOYA, BOZMONCHOCHb KOMOPBIX MOINCHO
nooospesams no onvimy HaowoeHus opyaux munos MIIC.

B coomseemcmeuu ¢ Ilpukazom Munsopasa Poccuu 13 oxmsaopa 2017 2 Ne 804u om

«06 ymeepoicoenuu HomeHKaamypvl meouyuHckux ycayey: Cymounoe MOHUMOpUpOBaHue
apmepuanbHo2o  Oasnenus, Pesucmpayus  snekmpokapouozpammsl, Monumopuposanue
aneKkmpoxapouozpagpuieckux 0anuvix, Xoameposckoe MOHUMOPUPOBAHUE CePOEYHO20 pPUmMA,
Pacwughposxa, onucanue u unmepnpemayus 2.1eKmpokapouocpapuiecKux OaHHbsIX.
. PexomennoBano Bcem marmentam ¢ MIIC IV mpoBeneHne MarHUTHO-PE30HAHCHOM

tomorpapuu (MPT) w/mnmu KT mo3BOHOUHMKA C IIENBIO OINpENEeNIeHUs] HaJIM4YUs CTEHO3a,

22



HecTabunpHOCTH Ha ypoBHe KBII, BbIsiBiIeHMS amuia3uu, TUIIOIUIa3UH 3yOOBHUIHOTO OTPOCTKA
win Hannare «osodontoideumy [2,4].

YpoBenb yoenuteabHocTu pekomenganun C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB —
5).

KommenTapuu: Edcecoono cnedyem nposooums KT kpaunuosepmebpanivhoco nepexooa,
uetino2o, 2pyOH020, NOACHUYHO20 OMOEI08 NO360HOYHUKA,

O @yukyuonanvnan KT welinozo omoena no360HOYHUKA ¢ MAKCUMALbHbIM CeUbaHuem u
MAKCUMATbHBIM PA32UOAHUEM C YeNblO 8blAGNEHUSI HeCMAOUTLHOCIU U 3Y008UOHOL KOCIMU,

O MPT kpanuosepmebpanvHo2o nepexooaq, wieliHo2o, 2pyOH020, NOACHUYHO20 OMOeN08
NO360HOYHUKA C Yelblo onpedesieHusl 04azo8 mueionamuu u cmenosa.[2,4].

B coomeemcmeuu ¢ Ilpuxazom Munzopasea Poccuu 13 oxkmsops 2017 e Ne 804u om «O6
VMBEPIHCOCHUU HOMEHKIAMYPbl MeOUYUHCKUX Ycayey. Maenumuo-pe3oHancHas momozpagus
weu, CnupanbHas KOMNbIOMeEPHAs momozpaghus wieu.

. PexomengoBano mamuentam ¢ MIIC |V koHcymbranus Bpada-odraapbmoiora u
MIPOBEJICHUE KCCIEAOBaHUS TMEPEeHEero CErMeHTa TIJlaza METOJIOM OOKOBOTO OCBEIICHHS,
M3MepeHue BHYTpUTiIa3Horo AasneHus (OPTaibMOTOHOMETPHUS) U OLIEHKA COCTOSIHUSI TJIa3HOTO
nHa  (Odramemockonusi, OcMoTp mnepudepuu TIa3HOTO JHA C  HCIOJIB30BAaHUEM
Tpex3epkaibHOU MuH3bI ['onbamana, buomukpodoTorpadus ria3Horo AHa ¢ UCMOIb30BaHUEM
(byHIyC-KaMephl) C LENbI0 BBISBICHUS TNIAYKOMBI, H3MEHEHHS MPO3PAuHOCTH TJIa3HBIX CpPel U
COCTOSIHHS ceT4aTku [2,45].

YpoBenb yoenureabHocTu pekomenaanun C (ypoBeHb H0CTOBEPHOCTH J0KA3aTebCTB —
5).

Kommentapum: kpamnocms uccieoosanus, 6 cpeounem, 1 pas 6 200. ¥V nayuenmog ¢ MIIC |V
yacmo  ecmpeyaemcs Ou@@ysHoe NOMYMHeHUe po208UYbl U HapyuwieHus peppaxyuu
(acmuemamusm, OAU3OPYKOCMb U OAIbHO30PKOCHIb), UMO MOXNCem NPUBOOUMb K CHUNCEHUIO
OCMpOmyl 3PEHUsl U HAPYUWEHUIO C8eMOBOLl YY8CMEUMENbHOCMU, CHOPAOUYECKU ONUCHIBAIOM
Kamapakmy, 21ayKomy, pemuHOnamulo, omeK OUCKa 3pumeibHO20 Hepéd, ampoghuio
3pumenbHo20 Hepea.

° PexomennoBano Bcem mamueHntam ¢ MIIC IV tuna mpoBeneHuss 6 MUHYTHOTO TecTa
x016061 (6MTX) ¢ m3MepeHrneM HACHIIMEHUST apTepUatbHOW KPOBU KHCIOPOJAOM C MOMOIIBIO
MyJIbCOKCUMETPA, YaCTOTHI CEPJICYHBIX COKPAIICHWA M YaCTOTHI JIBIXaHWS MPH JHUATHOCTHKE
WIA C MOMEHTa BO3MOXXHOCTH TMAIleHTa K BBIOJHEHHUIO TECTA C IENBI0 OLEHKN (PU3UICCKOM

BBIHOCJIIMBOCTH IIallTUCHTOB, B TOM 4YHUCIJIC, Ha (I)OHC (I)epMCHTHOf/'I 3aMECTUTEILHOMI TCparnun

[2,18].
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Yposenb yoeauteabHocTH pekoMenganuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEJIbLCTB —
5).
Kommenrapuu: Tecm 6-munymnoi Xo0b0vl s61semcsi OOHUM U3 HAubojiee NPOCMblX U
00CMYNHBIX CNOCOO08 OYEHKU BLIHOCTUBOCIU U (DYHKYUOHATLHBIX B03MONCHOCEN NAYUEHINO8
¢ MIIC ¢ kapouonoeuneckoil u necouroti namoaozusimu, cm. Ipunoscenue A3.5.
Ilpu gviasneHuu CHUJICEHUSI HACLIWEHU KPOBU KUCIOPOOOM 80 6pemMs  (hu3uuecKol
HAa2py3Kku ciedyem npogecmu OONOJHUMENbHOe 00C1ed08anue (Hanpumep, UCCied08anue
Qyukyuu HewiHe2o Ovixamus U penmeenocpaguio). Modxcno Hauambs  IMUOMPONHOE
JleYeHue  HApYuwleHus.  HACblujeHus Kpo8U  KUCIOPOOOM U OONOJHUMENbHO HA3HAYUMDb
UHAIAYUU KUCTOPOOd, 0COOeHHO ecu Hacvlujenue Kuciopooom Hudce 88—90 %. Kpome
moeo, 00c1ed08anue coCmoanUs cepoya (Hanpumep, OYyeHKa COCMOSHUSL KIANAHO8 U (OYHKYUU
Muoxkapoa u obcredosanue OJisl 8bIAGNIEHUS APUMMULL) NOKA3AHO, eClAU 60 8peMsi HAaAzpy3Ku
8bIAGIEHA MAXUKAPOUS, He UMEIOWAsl 8HOU NPUYUHB.
Hccnedosanue nposooumces oovluno ¢ 5 iemuezo o3pacma (me pedice 1 pasa 6 6 mecsyes).
PexomengoBan nanuentam ¢ MIIC IV KOHTpoib MUHEpaNbHOM IUIOTHOCTH KOCTEH
(PEHTIeHOICHCUTOMETPHS) TNPH IEPBUYHON JIMATHOCTHUKE W B TPOIECCE IMHAMHYECKOTO
Habmonenus [28,29].
YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb T0CTOBEPHOCTH A0KA3aTeNbCTB —
4).
KommenTapuu: ooxazamenvhvlx  OaHHbIX NO  ONMUMANLHOU — YACMOMmME  NPOBEOeHUs.
uccne0o8anusi Hem, npogooumcs, 6 cpeonem,l paz 6 1-2 2ooa.

2.5 UHble tMarHocTuyecKre UCCjaeI10BAHN

Hnvie oOuacnocmuueckue uccne0o8amus npoGOOAMCs NO peuleHuio  8pavebHo2o
KOHCUTUYMA.

/upppepenyuanvnan ouacnocmura
. PexomengoBano mnpoBoguTh auddepenuuanbayto guarHoctuky MIIC IV co
CIOHAMIIOANU(PHU3APHON TUCIUIA3KEH, TICEBI0aXOHIPOIIa3ueii, MHOXKECTBEHHON 31U (pU3apHOit
nucruiazueit, Oonesnbto Jlerr-KameBe-Ilepreca ¢ aBycroponHuM mnopaxenuem [2,48,49].
YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH [10KA3aTeJbCTB —

).
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3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEpPanuIo, 00e300/J1MBaHNe, MeAMINHCKHE OKA3AHUS U

NMPOTUBONOKA3aHUA K IPUMECHCHUIO METO0B JICHCHUS

Hna neuenus MIIC IN A muna 6 kavecmge namozenemuyecko2o jeyeHus 0000peHo
npumenerue memooa Gepmenmuou 3amecmumnenvror mepanuu (DP3T) npenapamom
pexombunanmnoeo uenoseveckoeo GALNS (anocynvgpaza anvgha), nozeonsoweco nposooums
JleyeHue  cucmemHo. JInocyrvhaza  anvgha  okazanace  dpgexmusna, u - obradaem
onazonpusmuvim  npoghunem 6ezonachocmu. Jleuwenue MIIC mun N  npeononazaem u
cumnmomamuyeckylo mepanuio. Bedenue nayuenmose c¢  MIIC mun N mpebyem
MYTbMUOUCYUNTUHAPHO20 N00X00A € 00S3aMelbHbIM yuacmuem 6paia-neouampd, epaid-
Heeponoea, 6paya-ceHemuKd, 8pava-Kapouoaoed, 6pava-omopuHOLApUHeon0ed, — 6paya-
ogpmanemonoza,  8paua-nyIbMOHONO2A,  6pAYA-XUpyped, — 6payd-Heupoxupyped, — 8pava-
opmoneoa-mpasmMomonoea, 8Pava-Cmomamonoed, 8paia-yeaioCmHO-1uyes020 Xupyped, paia-
AHeCme3Uuo102a-peanumamonoed, 8paia iewebHol Qu3KyIbmypsl, epaia-puzuomepanesma u
gpauell Opy2ux CneyuaibHoCmell, UMEIoWUx Onvlm 8 JiedeHul 2Mmo20 peoKkoz2o 3a001e8aHus, d
Maxce MeOUYUHCKUX NCUXOTI0208.

3.1 IlaToreHeTu4ecKoe JeyeHue

. PexomengoBano nposenenue @3T nmanuenTam ¢ ycraHoBiIeHHbIM auarHozom MIIC IV
THOD A C UeNbl0 3aMeAJIeHHs NpOrpecCUpoBaHMsl 3a00JeBaHMS, CHUXKEHUS YPOBHS
akckpetupyembix AT [2,51,52].
YpoBeHb yOeauTeJbHOCTH pekoMeHaanun B (ypoBeHb J0CTOBEPHOCTH A0Ka3aTeJNbCTB —
2).
Kommenrapun: @37 nposooumcs npenapamom snocynvgasa anvgha™*, npenapam 6600umcs
8 003e 2,00 me/ke/Hedento HYymMpuseHHo 8 meueHue NpumMepHo 4 4 ambyIamopHo,  YCI08UAX
KpY2ioCcymouHo20/0neenoco cmayuonapa. Paccuumanuyto 003y ciedyem npu KOMHAMHOU
memnepamype paséecmu  QU3UOI02ULECKUM pacmeopom 00 odbwezo odowvema 100 mn (y
nayuenmog gecom < 25 k) unu 250 ma (y nayuenmos eecom > 25 ke). [loopobrnas
uHgopmayus o paseedenuu npenapama NpPeoCmasienda 6 JIUcmke-gKiadviue. Inocynvpazy
anvgha He cnedyem cmewusamv ¢ Opyeumu, HOMUMO PUIUONIO2UYECKO20 pacmeopd,
pacmeopamiu 015 6IUBAHULL, NOCKOJLKY ee COBMEeCMUMOCMb C Opyeumu npenapamamu He
usyyena. /lo u nocie nauana @3T cnedyem nposecmu ucxoonoe u nociedyruee 00cied08anue
. @3T 6 sude sHympuseHHbIX UHQDY3UL NPOBOOSM eIHCEHEDeNbHO NONCUSHEHHO.

Hugpysus nposooumcs uepez nepugpepuueckuil uiu YeHmMpaibHbili 6eHO3HbLU

00CMyn U KOHMPOIUPYemcs MeOUYUHCKUM NepCOHANoM. Beedenue ocywecmensiemcs uepes
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nepugepuyeckuii 6eHO3HbIN Kamemep (kamemep nepughepudeckuil) Uiy uepes nopm-cucmemy
(nopm uUHGY3UOHHBII/ UHDEKYUOHHBLU, UMNAAHMUPYeMbll***), Komopvle ycmauasnusaromes
C021aCHO MemoouyecKum PYKOBOOCHBAM «Benosuwiii docmyn, 2019
(https.//msestra.ru/download/file.php?id=4763) c UCNONIb308AHUEM HeoOX00UMbIX
Jexapcmeennvlx cpeocms. Ilopm-cucmemovl ycmanasnusaromes coznacho Pacnopsscenuio
IIpasumenvcmea Poccuiickoii @edepayuu om 31.12.2018 Ne 3053-p «0O6 ymeepowcoenuu
nepeyHs MeOUYUHCKUX U30enutl, UMNIAHMUPYEMbIX 8 Op2AHU3M Yelo8eKa Npu OKA3AHUU
MEOUYUHCKOU NOMOWU 8 PAMKAX NPOSPAMMbL 20CYOAPCMEEHHbIX 2apanmull 0ecniamHozo
OKA3aHUS 2pancoOaHam MeOUYUHCKOU NOMOWU, a MAaKdice NepeuHs: MeOUYUHCKUX Uu30eutl,
omnyckaemvlx NnO peyenmam Ha MeOUyuHcKue uzlenus npu npedocmasieHuu Habopa
COYUANBHBIX YCTIY2).

U3-3a pucka 603HUKHOBEHUS ANIePSULECKUX peaKyull 8 omeem Ha UHEY3Uio, NPUMEPHO
3a 30-60 mumn 00 Heé nayueHmam HA3HAYAIOMCA AHMUSUCIMAMUHHblE NPEenapamsl 8 COYemaHuu
c napayemamonom™* unu ubynpogenom™* nenocpeocmeenno neped umngysueii. Ilpu
BO3HUKHOBEHULl HedCelamenbHOl peakyuu UHGY3UI0 HYHCHO OCMAHOBUMb 00 paA3PeuleHsl
CUMNMOMO8 U 3amem NPOOOINCUMb CO CKOPOCMbIO HA NONOSUHY MeHbuie MOll, ¢ KOMOPOU OHA
npPOBOOUNACH.

Ilpu pazeumuu anaguiakmouoHou/anapuiakmuiueckou peakyuu uH@ysuro ciredyem
HeMeONeHHO NpeKpamums, Hauyams coomeemcmeayioujee jeyeHue u HabdrnwodeHue. Credyem
NPUOEPIHCUBAMBCSL  COBPEMEHHBIX — CMAaHOapmos  HeomaodxcHou  mepanuu  [29,30] u
COOMBEeMCMBYIOWUX KIUHUYeCKUX pekomenoayutl, cm. Ipunoscenue A3.6 u Ipunosxcenue A3.7

Pesxoe npexpawenue 3T, nepepvigvr 6 P31 He dicenamenvhvl U MO2Ym npusecmu K
VXYOUleHUrO COCMOAHUS  nayueHmos. Tadgxcenvle unu oOnacHvle OISl JHCUSHU — pearKyuu
2UNep4y8cmeumenbHOCmMuU 8 Cy4asx, Ko20d coCmosiHue nayueHmos He noooaemcs KOHmMpoio,
ABNAIOMCA  NPOMUBONOKA3AHUEM OJIsl NO8MOPHO20 NPUMEHEHUs npenapama (OaHHble U3

UHCMPYKYUU NO MEOUYUHCKOMY NPUMEHEHUIO NPenapama 310cyivpasa anvga™*).

3. 2 CuMnoroMaruyeckoe JeyeHue

. PexoMeHg0BaHO TMpOBEAEHUE MEAMKAMEHTO3HOM NpEeMeIUKAlMd MpU MOSBICHUU
MOOOYHBIX AJUICPTUIESCKUX PeaKIuid pu uHPy3uu. [2].

Yposenb yoeaurteabHocTH pekoMenganuu C (ypoBeHb J0CTOBEPHOCTH [10KA3aTEJIbLCTB —
5).

Kommenrapuu: V nayuenmoe ¢ MIIC, noayuarowux @31, kax u npu 6/é 8gedeHuu 1106020

Opyeoco 0enKo8oeo npenapama, Mo2ym pa3eumuvcs noOOUHble peaxkyuu (Tuxopaoka, 03HOO,
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peoma, KpanueHuyd, msdiceivle peakyull 2UnepuyscmeumenbHOCmu alepeuiecko2o mund),
npoucxooswue uiu 60 6pems UH@y3uu, uiu 6 medenue OHA npogedenuss uun@yzuu. Ilpu
nossnenul noOOUHbIX peakyuil 80 8pems/nocie uHGy3uu peKomeHoyemcs coomeemcmeyouee
Jleyenue, Npu KOMOPOM He0OX00UMO Cled08amb COBPEMEHHbIM CMAHOAPMAM OKA3AHUSL
MEOUYUHCKOU NOMOWYU (AHMUSUCIAMUHHBIMU NPEnapamamu 01s CUCMEMHO20 NPUMEHeHUs.
wunu napayemamon®* unu ubynpogen** u/unu xopmuxocmepouovi 0N CUCMEMHO20
npumenenuss npenapamol (npeonu3onon™** unu oexcamemaszon**)) Ilpunosycenue A3.6 u
Ilpunoscenue A3.7.

J PexoMeH10BaHO TIPOBOJIUTH JICUCHHE TOBEACHYECKUX HAPYIICHHH Yy IMAalHUEHTOB C
MIIC IV ¢ yueroM AEHCTBYIOIIMX KIMHUYECKUX PEKOMEHJAIUM, NMPUHUMAas BO BHUMAaHHE
pe3yabTaThl  KOMIUIEKCHOW OLEHKH CO CTOPOHBI BCEX OpPraHOB W CHCTEM U
NepCOHATM3UPOBaHHbIC e marpenTa. [30].

YpoBens yoeautebHOcTH pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB —
5).

Kommenrapmii: Jleuenue nogsedenueckux Hapyulenuti npoGOOUMCs 6pa4oM-HEBPOIOZOM,
00bIYHO UCNONL3YIOMCSL Ce0amuUBHble CPeOCmad, aHKCUOTUmMuKU u opyeue. Boibop npenapama,
003UpPOBKA, ONUMENbHOCHb KYPCa ONpeoesitomces uHousuoyanvio. Hauunarom npuem oanmvix
npenapamos noo MuamenbHbLM 8PaAYeOHbIM KOHmMpoiem 8 VCIOBUAX
KPY2oCymouH020/OHe8HO20 CIAYUOHAPA.

o PexoMeHnnoBano npu O(TaTBMOJOTHYECKUX HAPYIICHUSX TPOBOAMTH JICUCHHE I10
MOKa3aHUsAM, MOJ0Op TEparuu OCYIIECTBISETCS HAa OCHOBAHWU PEKOMEHJAIUN MO JICYCHUIO
COOTBETCTBYIOIIMX HO30JI0THH [2].

YpoBens yoeauteabHocTH pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH N0KA3aTEJbCTB —
5).

J PexoMennoBana opronenuyeckas KOPPEKIUS HAPYIICHUS OCAaHKH, KOHTPAKTYP
CYCTaBOB C HCIOJb30BAHHEM HEXHPYPTHUECKHX METOMOB BKIIOYACT (U3HUOMPOIEAYPHl H
neyeOHy0  (QU3KYIbTYpY, HCIOJIB3YIOT OpTOoneandeckue ycrpoictBa. [lo mokazaHusMm
OCYIIECTBISIOT XUPYPTHMUECKOE JICUeHHWE CHHIPOMAa KaprajbHOTO KaHajla, MPOBOIUTCS
SHJIOTPOTE3NPOBAHUE Ta300€JPEHHOT0 WIIH KOJIEHHOTO CyCTaBa, KOPPUTHPYIOIIHE OCTEOTOMHH
JUIS1 ICTIPABJICHHSI OCH KOHeuHoCTel [2,6].

YpoBenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
5).

Kommenrapuii:  neoOxooumo  cmumyruposamv — nayueHmos 8bINOIHAMbL  0DbIUHBIE

VIPAdCHEHUsl, NO360JAI0WUe IyUule COXPAHUmMb (QYHKYUIO CYCmMaso8 U MENKYI0 MOMOPUKY,
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yuacmeoeamv 6 MAaKux 6uoax OesmelbHOCmu, KAk — NId8aHue  Wiu — URnomepanus
(npogheccuonanvhas u  Quuomepanusi ¢ - UCNOIL30BAHUEM  OBUIICEHUL  JI0WLAOU,).
Dusuomepanus modxicem OblMb NEPCOHUDUYUPOBANA O KAHCO020 NAYUEHMA U HANPAGIeHd

Ha Haubonee nopaxjicenHvle 8 OAHHOE BPEeMs CYCmMasbl U/ Ul QYHKYUU.

J PexomengoBaHo 1pu  pEeUUAMBHUPYIOIIMX  OTUTAX, YacTbIX PECIHUPATOPHBIX
3a00J€BaHUAX  BEPXHMX  JAbIXaTEJIbHBIX  MyTeH  MPOBEINECHHUA  CUMITOMAaTUYECKOH,
aHTUOAKTEpUAILHOW Tepanuu, NMpU OTUTaX HE NPUMEHATh TAKTUKY «HAOJIOJaTh U KAATh»
[2,31].

YpoBennb yoenutenbHocTH pekoMenaauuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB —
5).

. PexomengoBano y nanuento ¢ MIIC IV npu Hanuuuum snujieNTHYECKUX MPUCTYIIOB
HCIIOJIb30BAaHNE IIPENapaToB U CXEM JICUYEHUS, HAa OCHOBAHMM PEKOMEHIALUN IO JICUECHUIO
snwencui. [2,27].

YpoBensb yoenutenbHocTH pexkoMeHaaumuii C (YpoBeHb J0CTOBEPHOCTH 10KA3ATEJbCTB —
5).

. PexoMeH10BaHO ydacTHe MYJIbTUIMCLHHUILNIMHAPDHOW KOMaHIbl B BEACHUM CEPICYHOMN
HemoctarouHocTH y marmentos ¢ MIIC 1V. [2,16,17].

YpoBenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
5).

KommenTapuu: npu neuenuu cepoeunoii HeOOCMAmMoOYHOCMU, NAMONO2UU  KIANAHOS,
KapOuOMUoOnamuu, HapyweHuu pumma u npoeoouMOCmu cepoya HA3HAYeHue mepanuu 6
€cOOMEemcmeul ¢ KIUHU4eCKUMU PEKOMEHOAYUAMU.

. PexomenaoBaHo mnpu JiedeHUH apTepHalbHOM runepreHsuu y namuentos ¢ MIIC IV
Ha3HAYEHUE  AHTUTMIEPTEH3MBHOM  TEpalluu B COOTBETCTBUUM €  KIMHUYECKHMHU
PEKOMEHIANMSAMH 10 apTepHaIbHOM runepTen3uu [2,16,17].

YpoBenb yoenureJbHOCTH pekoMeHaauuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB —
5).

KommenTapum: npumenenue nexapcmeennvix npenapamoe y Oemeu off-label — eue
3ape2ucmpupo8aHHblX 8 UHCMPYKYUU TeKAPCMEEHHO20 CPeoCcmed NOKA3AHUL OCYWeCmesaemcs
no peuileHuro 8paiyebHol Komuccuu, ¢ paspewieHusi JIokanibHO20 smuyecko2o Komumema
MEOUYUHCKOU Op2aHusayuu (npu HAIu4uu), ¢ yciosuem NOONUCAHHO20 UHDOPMUPOBAHHO20
co2nacus.

. PexomennoBano mamuertam ¢ MIIC IV ¢ HapymeHUsSMA MOTOPUKH IKEITYTOYHO-
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KHUILIEYHOTO TpakTa (3alopaMu) HCIOJIb30BAHUE JUETUYECKUX MEpPONpUATUH, aJeKBAaTHOU
THPATAIUK U CJIa0MTENbHBIX ITpenaparos [2].

YpoBenb yoeaureabHocTH pekoMeHaanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)
. PexoMeH10BaHO TIpH XpOHUYECKON HelpomnaTuueckoi 6omum y nmaruentoB ¢ MIIC IV
Ha3HAYeHUE MPEnaparoB, BO3JCUCTBYIONIMX Ha IICHTPATbHBIE MEXaHU3MBI (OPMHUPOBAHUS
XpPOHUYECKOH  OONM:  MPOTHBOAMHICHTHYECCKMX  MpenaparoB  (mo3a  mojgoupaeTcs
WHIUBUAYAIbHO), AHTUICIPECCAHTOB (MPUMEHSIOTCS BHE MHCTPYKIMH IO PEHICHUIO
BpaucOHOM komuccun) [2,32].

YpoBenb yoenurteabHocTH pekoMengannu C (YpoBeHb JOCTOBEPHOCTH A0KA3aTENbCTB -
5).

KommenTapuu: 6onv 6vizvisaem 2naguvim 00pazom nopasiceHue OnopHo-08ULAMENbHO20
annapama  (Hanpumep, 0Oonu 6 cycmasax U MbluleyHvle 00aU), U OHA  MOdCem
PAa3eusamuvcsl

80 MHO2UX obnacmsax menda, 6 MOM uucie 8 001acmu HNO360HOYHUKA, BEPXHUX U HUIMCHUX
KOHeuHocmel, a makdce 20108bl U uieu. bonv  mooicem — 3HauumenvHo  Hapywamo
NOBCEOHEBHYI0  0esAMeNbHOCb, U MOdcem nobyxicoams nayuewmos  Noib308amMbCs
UHBANUOHOU KOJIACKOLL.

THonosxcumenvrnozo s¢hghexma papmaxomepanuu xponuueckou 6oau y nayuenmos c¢ MIIC
MOJCHO 000UmMbCA NpuU  yuéme NPUHUMAEMBIX NAYUEHMOM Npenapamos u pecyisipHoM
MoHumopunee bezonacnocmu nevenus. Ilpu neyenuu 6one6oco cunopoma y nayuenma ciedyem
UCNOIb3068aMb HAUMEHee UHBAZUBHBIU CHOCOO.

o PexomengoBanbl namuentam ¢ MIIC IV koHcynbTaluu CaeayrOMMX CIEIUATNCTOB HE
pexe 1 paza B 6 MecsleB WIM Yalle NMPU HATWYUU TIOKAa3aHUM: Bpauda-mieuaTpa, Bpada-
OTOPMHOJIAPUHTOJIOTa,  Bpaya-oTanbMoiora, Bpada-KapAuoJiora, Bpaya-TpaBMOTOJOra-
opToliena, Bpada-MyJbMOHOJIOTA, Bpaya-HEBPOJIOTa, Bpauda-XHpypra, Bpayda-KapAHOXHPYpra,
Bpava-HEUPOXHUPYpra, Bpada-cTOMATOJIOra, Bpaya-ueITIOCTHO-JIMIIEBOTO XHUpypra, Bpaya-
(dusmoTeparneBTa, Bpaua JiedeOHOM (U3KYIBTYPHI, Bpaua-aHECTE3HOJI0Ta-peaHuMarosiora (pu
HAJIMYMH TATOJIOTHH, TPEOYIOMICH XHPYyPrudeckoro BMemareabcTaa) [2].

YpoBensb yoeaurteabHocTH pexoMmenaanuu C (ypoBeHb JIOCTOBEPHOCTH 10KA3aTeJIbLCTB —
5). KomMeHTapuM: uyacmoma KOHCYTbMayuil YCMAHABIUGAEMCS UHOUBUOVATILHO, 8

3A68UCUMOCIU OM KIUHUYECKOLL cumyayuu.

3. 3 Xupypruueckoe JeyeHue
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Xupypeuueckoe neuenue nayuenmos ¢ MIIC WV ciedyem nposooums npu yuacmuu
MYTbMUOUCYUNTUHAPHOU KOMAHObL 68 COOMBEMCMEUU ¢  OelUCMmBYIOWUMU  KIUHUYECKUMU
DPEKOMEHOayUAMU.

° PexomennoBano manuentam ¢ MIIC IV tuma npu cooOmaromeiicss ruaporedarii ¢
MIPOrPECCUPYIONTUM YBETUYCHHUEM Kelly104koB 1o JaHHbiM MPT u/unu KT, moarBep)1EHHBIM
MOBBIIIICHUEM JIaBIICHUS EepPeOpO-CIUHAIBHON JKUIKOCTH BEHTPUKYJIO-TICPUTOHEATHLHOE
mryatupoBanue [33].

YpoBenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEJbCTB -
5)

. PexoMeHI0BaHO TMPOBEACHUE XHPYPTUYECKOTO BMENIATENBCTBA VIS TAIUEHTOB C
JTUArHOCTHPOBAHHBIM CTCHO30M INEHHOrO OTHeNa - JSKOMIPECCHU CIIMHHOTO MO3ra
(Jlekommpeccrss TIO3BOHOYHOTO KaHalla MHKPOXHPYPIHUYECKas), 4YTO HMEET pelIaroIiee
3HAa4YCHUE B YCTPAHCHUHU CTEHO3a, HECTAOMIbLHOCTH aTJIaHTO-aKCUAIBHOTO cowieHeHus [2,3,4].
YpoBeHb yoenuteabHocTH pekoMenaanun C (ypoBeHb J0CTOBEPHOCTH T0KA3aTEJILCTB —
4).

Kommentapun: KpanuosepmebpanbHulii  CMeHO3  MONMCHO — YCMPAHUMb ¢ NOMOWBIO
OeKomMnpeccuu Ha OAHHOM YpO8He (Hanpumep, JAMUHIKIMOMUSL, De3eKyul 30d0He20 Kpast
OONBLUWO2O  3aMBLIOYHO20  Oomeepcmusi) 0N PACUWUPEHUsT  NO360HOYHO20 — KAHAAA U
0Cc800021C0eHUsL OYPATLHO20 MewKa CO CHoHOun00esa. HMncmpymenmanvhas cmaodouiuzayus
pexomenoyemcs 051 NPOQPUIAKMUKY  paA3eumusi HecmaduibHocmu u pyoyosoco CmeHo3a
[Jurecka A. et al. Mucopolysaccharidosis type Il in females and response to enzyme
replacement therapy. // American journal of medical genetics. Part A. 2012. Ne 2 (1584). C.
450-454.

Kachur E., Maestro R. Del Mucopolysaccharidoses and spinal cord compression: case report
and review of the literature with implications of bone marrow transplantation. //
Neurosurgery. 2000. Ne 1 (47). C. 223-229.]. B oOonvuwuncmee ciyuaed 6blNOJHAEMCS
00pCanbHas 0eKOMNPECCUsl, NOCKOJILKY NepeoHsiss OeKOMNPeccus Ooaee CI0HCHA U3-3a OIUZKO20
PACNON0MNCEHUS Mpaxeu, NUueso0d, A3bIKA U UWUMOBUOHOU JHCele3bl.

B cnyyae mmnozoypoeneeoco cmenosa cuauana HeoOXOOUMO BbINOJHUMb OEKOMNPECCUio
obnracmu HauborbWe2o pucka (dauje 8ce2o0 YpOBeHb KPAHUOBEPMEOPAIbHO20 O0moena).
Xupypeuueckux pexomeHoayuu no 0eKOMnpeccuu CnunHo2o mozea oas écex munos MIIC na
Ce2OOHAWHUL OeHb He CyWecmeyem U3-3a WUPOKO20 apCeHald Memooos U MeXHUK,
UCNONb3YEMbIX 8 PA3HBIX KAUHUKAX U OCHOBAHHBIX HA COOCMBEHHOM KIUHUYECKOM Onbvlme, Yymo

06yCJZ06JZ€HO pedxocmbio 3abonesanusl. Onepamueﬂbze eMeuamenbcmed 6ce20d OO0NNCHbL
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BbINOIHAMBCA 10O Helipopuzuonocuueckum konmponem [Saifutdinov M.S., Ryabykh S.0O., Savin
D.M., Tretyakova A.N. Formalizing the results of intraoperative neurophysiological monitoring
of the motor pathways into the spinal cord during the surgical correction of spinal deformities
Vestnik khirurgii imeni I.1. Grekova. 2018;177(1):49-53. DOI:10.24884/0042-4625-2018-177-
1-49-53.

D.B. Mac Donald, Z.Z. Al, 1. Khoudeir, B. Stigs by Monitoring scoliosis surgery with combined
multiple pulse transcranial electric motor and cortical somatosensory-evoked potentials from
the lower and upper extremities. Spine (PhilaPa 1976), 28 (2003), pp. 194-203;

T. Vieira, I. Schwartz, V. Munoz, L. Pinto, C. Steiner, M. Ribeiro, R. Boy, V. Ferraz, P.A. de, C.
Kim, A. Acosta, R. Giugliani Mucopolysaccharidoses in Brazil: what happens from birth to
biochemical diagnosis? Am. J. Med. Genet. A, 146A (2008), pp. 1741-1747].

Coasnenue CNUHHOZ2O mosea npueodum K H€05pamu]l/lbl]l/l HeespoJlocudecKum
HapyweHUusaM, onepayuro ciedyem paccmampueams oaxce y NayueHmos 6e3 Hegpoo2uieckou
cumnmomamurxku, eciu CazummaibHblil duamemp NO360HOYHO2CO KAaHALA CYIHCEH bonee uem na
50%. Xupypeuuweckoe emewamenbcmeo  OONNCHO — GLINOJHAMbBCSA — PAHbUE — PA3CUMUSL
Hegponocuyeckux nposasieHul. B myOnukanusx OObIYHO NPUIEPKUBAIOTCA TOYKH 3PEHUS
paHHEro JICYCHHsS KpaHUOBepTeOpaibHOro creHo3a y mnanueHtoB ¢ MIIC, mpexne dem
Pa30BBETCA H606paTI/IMa$I I[I/ICCI)YHKI_II/IH CIIMHHOI'O MO3ra.

pr,Z[HO OIIPEACIINTDb Haubojiee OITHUMAILHBIE CpOKHN A BMCHIATCIILCTBA, IIOCKOJIBKY
MOTCHIUUAJIBHBIC MNPEHMYyHICCTBA ACKOMIIPECCUH OOJIKHBI OBITH COOTHECEHBI C BBICOKMMH
pUCKaMH, CBs3aHHBIMU C aHectesued u xupypruedt npu MIIC. bonee Ttoro, creneHn
KOMIIpECCHUU TIpU BHU3YyaJIM3allUd HE 00s3aTENBLHO KOppCIIMPYET C€ HEBPOJIOTHYCCKUMU
MPpOABJICHUSAMU. Hannuue MNPU3HAKOB MW CHMIITOMOB MMHCIIOIIATUU ABJIACTCA a0COJIIOTHBIM
IIOKa3zaHueM IJid OIllCpalru. OTHOCUTEILHEIMH ITOKA3aHUSIMH  SIBJIISIOTCS BbIPAXKCHHAsA
HECTaOUIBHOCTh (> 8§ MM) M M3MEHEHUE B CHMHHOM Mo3re (ouaru muenomnartuu) Ha MPT
[Leone A, Rigante D, Amato DZ, Casale R, Pedone L et al (2015) Spinal involvement in
mucopolysaccharidoses: a review. Child NervSyst 31:203-212

White A.A., Punjabi M.M. (1984) The role of stabilization in the treatment of cervical spine
injuries. Spine 9:512-522].

MuHuManabpHOE OPOCTPAHCTBO TIO3BOHOYHOI'O KaHaja, HCO6XOIII/IM06 IJI1  HOpMAJIbHOT'O
(I)YHKI_II/IOHI/IPOBaHI/IH CIIMHHOI'O MO3ra HC YCTAaHOBJICHO. HOBTOMy HCO6XOI[I/IMO HUCIIOJIB30BAaTh
peKOMeHToBaHHbIe Kbl oneHku creHo3a npu MIIC IVA u MIIC VI mnsa onpenenenus
HEOOXOIMMOCTH KpaHHOBepTeOpansHOi nekommpeccuu [Leone A. et al. Spinal involvement in
mucopolysaccharidoses: a review // Child’s Nervous System. 2015. Ne 2 (31). C. 203-212.].
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Ilpu Hanuuuu noxazaumuil K ONepamMuéHOM) JIeYEeHUI) WEeUHOU Mueronamuu u oepopmayuti
KOHeuHocmel, nepeoti peKOMeHO08AHO NPOU3BOOUMb ONEPAMUBHYIO 0eKOMNPECCUI) CHUHHO20
mozea. Tonbko npu OIG2ONPUAMHOM UCX00€ OAHHO20 BMeuamenbCmea pPeKoMeHO08aAHA
onepamueHasl Koppexyus oeghopmayuil KOHeYHOCmel.

. PexoMeH10BaHO  TPOBEJCHHME  XHUPYPTrHYECKOM  KOppeKuuu  aedopmanuuit
MMO3BOHOYHUKA, CKENETHBIX Jaedopmanmii Mpu BEIPAXCHHOM HapylmIeHUH (QYHKIUH U
orcyrcTBHH 3 (deKTa OT KOHCepBaTuBHOU Tepanuu [2, 10,11].

Yposenb yoeaurteabHocTH pekoMenganuu C (ypoBeHb JA0CTOBEPHOCTH 0KA3aTEIbLCTB —
5).

Kommentapuu: Ilokazanusi K omepanud 1O TOBOAY TOPAKOIIOMOaNbHOrO Kudo3a:

nedopmarusi MO3BOHOYHHMKA Oosiee 45-50°, mporpeccupoBanHue nedopmanuu, CTEHO3
MO3BOHOYHOT'O KaHalla C HEBPOJIIOTUYECKOM CUMIITTOMATUKON U 6e3 HegE.
KopcerupoBanue npu MIIC He o0ocHoBano. Ilpm wncnonp3oBaHMM KOpceTa pebEeHOK
WCTIBITBIBAET AUCKOM(OPT, OCOOCHHO TIOXO €T0 MEPEHOCST JIETH MJIAINIET0 BO3pPAcTa, B CBI3H
C OCOOCHHOCTSIMU TEJIOCIOXKEHUS U BHYTPHUOpPIOMIHOTO NaBieHus. Mcnoiap3oBaHue kopcera y
MaJeHbKUX JIeTell BO3MOXKHO TOJIBKO TpU  ObIcTpomporpeccupyromemM kudoze u
HEBO3MOXHOCTH XUPYPTUYECKON KOPPEKIUH MO0 KaKUM-TH00 mpudrnHaM. OOBIYHO JTOKAJTbHBIN
kudo3 Oonee 10° u ckommo3 Oonee 40° SBIAIOTCS TMOKAa3aHUEM JJsl  ONEPATUBHOTO
BMeIIaTeNbCTBa, Takke kak W Hammuwe muenonatuu [White K.K. Orthopaedic aspects of
mucopolysaccharidoses // Rheumatology. 2011. Ne SUPPL. 5 (50). C. 26-33.].

MeTtoaukoii BeIOOpa sBISETCS 3aAHss MHCTpYMEHTalbHas Qukcanus obnactu kudosa u
CMEXHBIX CETMEHTOB C ITOCIIEONEPAIMOHHBIM KOPCETHPOBAHWEM B TeUeHHE 3 — 6 MecCsIeB.
Tepanus ckonnosa He UMeeT Kakux-nmubo crnenuduueckux ains MIIC ocobeHHoCTel, MOITOMY
HCIOJIE3YIOTCS TPATUIINOHHBIE METOUKH.

N0 NOKA3AHUAM DEKOMEHOO0B8AHO OCYWeCMEIAmsb XUPYPSUUEeCcKyl0 KOppeKyuto oegopmayutl
KOHeuHOocmel, Uucnpagienue OcU HUdCHel KOHeuHocmu. B 3asucumocmu om eo3pacma u
msxcecmu deghopmayuil, NOOBbIBUX MA300e0PEeHHO20 CYCMABA MONCHO JNedumb Memooamu
ocmeomomuu Kocmeni maza u 0OeOpeHHOU KOCmu, ayemabyIoniacmuku ¢ onepayuetl
co30anus Haseca, UIU MOMANLHO20 IHOONPOMEIUPOBAHUSI MA300€0PEHHO20 CYCmasa.
Banveycnyio oegopmayuro KonemHoz2o cycmasa KOppucupyrom ¢ HOMOWbI0 HaANpasisioue20
pocma (8-nracmunuamviii  eemusnuguzuooes), s¢pexmusnozo y pacmyweco pebeHKa u
no3601410We20  NPedomepamums — paseumue  NopafceHull  maszobeopeHHbIX CyCmasos u
8anbeyCcHOU Oeghopmayuu 100bldceK 8 Oolee no30Hem @ospacme. Y — nayuenmog 6ofee

cmapuieco eozpacma  mozcym ObImb 9qbqbel<muenbz ocmeomomus  KOJNEeHHo2co cycmasa uiu

32



aApmMpoOnIACMuUKa KOIeHHO20 cycmaed. Banveycnyro — Oeopmayuio  100bIHCKU — MOJCHO 6
yeiom Jeyums OpmoneoudecKu, HO UHO020Ad MOdcem Nnompebo8amvCsi XupypeudecKkdst
KOppeKyus (Hanpumep, HANPASIAIOWUL pOCM Ul ocmeomomus). Banveycnaa odegopmayus
KOJIEHHO20 CYCmasa u/uiu 100bl#CKU Hepeoko peyuousupyem. Ileped  xupypeuveckumu
eMeuamenbCmeamy, mpeoylowumu anecmesuu, HeoOXo0UMO Npoeecmu NPeodOnePayUOHHYIO
OYEHKY (hakmopos pucka 6 OMHOWEHUU aHecme3uu, U NpPoBoOUmsb ee OOJJICHbL 2PYNNbl
CReyuanucmos, umerouue onvlm JedyeHus SIMux 3a001e6anuil.

. PexomennoBano manueatam ¢ MIIC IV Tuma paccMoTpeTs, IpH HaJIUYHH MTOKa3aHUH,
ONEPAaTUBHOE JICYCHHE TYTOyXOCTH, TPOBEACHHE AJTCHOUIPKTOMUN (AJZCHOUIPKTOMUU C
WCTIOJIb30BaHUEM BUICOOHJOCKOIIMUECKUX  TEXHOJIOTHH) u/unu ToH3WIIKTOMIH
(TOH3WISKTOMHHM € HCIIOJIb30BAaHHEM BHUJICO3HIOCKOIMYECKUX TEXHOJOTHI) C IENbIO
yIAYYIIEHUS IIPOXOUMOCTH JIbIXaTeNIbHbIX myTei [2,34,35].

YpoBens yoeauTebHOCTH pekoMeHaanuu C (YpoBeHb /I0CTOBEPHOCTH 0KAa3aTeJbLCTB —
5).

KomMeHTapum: KOHOYKMUBHYIO my20yxXocmbv, 00VCIO06IEHHYI0 CKONIEHUEM JHCUOKOCMU 8
CcpedHeM yXxe, MOJICHO Jleuumsb ¢ NoMOwblo ywHoz2o wynma [2,45]. Tumnanocmomuyeckue
mpyoKu 01 OIUMENbHO20 NPUMEHEHUs NPeOnoYmumenbHee 6 Nepeblil pd3 UCNONb308AMb
C Y4emoMm pPUCKO8 NpoGeOeHUs. aHeCme3ul U PUCKO8 NOGMOPHO20 CKONIEHUSL HCUOKOCMU 6
cpeonem yxe [2,45]. Hapyoichvie ciyxosvie annapamsl HPUMEHAMb YelecooOpazHo, eciu
nomepsi CIyxXa YacmuyHo 00yCl08NeHA NPOSPeCCUPYrOUWUM HEUPOCEHCOPHLIM daemenmom. Tlpu
00CmpyKYuU BepXHUX ObIXAMENbHLIX Nymel Yacmo mpeodylomcs MOHULIIKMOMUS  U/Ulu
yoanenue aodenouoos. Illpu  nedghghekmusnocmu GeHMUIAMOPHOU NOOOEPIHCKU ULU NPU
0b6CcmpyKyuu ObIXamelbHblX nymeti 60 6pems 000pCME0BAHUS MOdicem Nompedo8amvcsl
mpaxeocmomusi.  QOHAKO,  NOCKOALKY — YCMAHOBKA — MPAXeOCMOMUYECKOU mMpyoKu  u
nocieoyrowui  yxo0  3a  Hell  MO2Ym  CONPOBOHCOAMbCs OONbUUM — KOJIUYECBOM
OCNOJNCHEHULl, DMO  BMEUAMeNbCMEo cledyenm NpPosoOUmMb MOAbKO 8 YEHMPAX, UMeuUx
onwim neuwenus MIIC 1V [2,58].

Hannvie emewamenvcmea npumensaiomca y nayuenmos ¢ MIIC \N muna, kax u 6 obwei
NONyAAYUuU, ¢ CUHOPOMOM OOCMPYKMUBHO2O0 HOYHO20 ANHOE, IKCCYOAMUBHBIM OMUMOM,
3ampyoHeHuemM HOC08020 ObIXAHUS U PEYUOUBUPVIOWUMU UHDEKYUAMU BEPXHUX ObIXAMETbHBIX
nymeu. Ilpu smom neobxooumo yuumwvieams, umo npu MIIC W muna xupypeuueckoe
emewamenbcmeo mpebyemcs yawe, yem cpedu ooviunwix demeu. llayuenmam ¢ MIIC IV muna
credyem @ulOUpamMb MAKCUMANbHO walsuue u d¢gdekmusHvle Memoouxu, omoasamo

npeonoumenue 3HO0CKonudeckum emewamenvcmeam [36,37,38].
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4, MeauuuHcKas peaﬁnﬂnTaunﬂ H CAHATOPHO-KYPOPTHOC€ JICICHUC,
MEINIMNHCKHUE ITIOKA3AHUA U IIPOTUBONIOKA3AHUA K IPUMECHCHUIO METO/10B
MeIUIMHCKOH peaﬁnﬂnTaunn, B TOM YHCJI€ OCHOBAHHBIX HA UCIIOJIB30BaAaHUH

NPUPOIHBIX Je4eOHbIX (PAKTOPOB

Cneyuguueckou peadbunumayuu nayuenmam c¢ MIIC N ne mpebyemcs. B kpye
peabunumayuonusix meponpuamuii nayuenmam ¢ MIIC IN mozym Ovimo 6xitoueHvl 3auamus ¢
MEOUYUHCKUM ~ NCUXOJI020M, OMObIX 6 CHeYUAIUUPOBAHHBIX —CAHAMOPUSX, A MAKHCe
COYUANbHAL a0anmayus ¢ Y4acmuem CHeyuaiucmos U COYUAIbHbIX PAOOMHUKOS, KVpPCbl
maccaxca. Cneyuguyeckue memoosl peaburumayuyu npu HATUYUU OCIONCHEHUU VKA3AHbl 8
€cOOmM8emcmayIouux pazoenax.

Peabunumayuonnvie meponpusmus ducenamenbHo NpoBoOUmMsb 6 YCI0BUIX OHEBHO2O
cmayuonapa ¢ wacmomou 3-4 paza 8 200, OAUMENIbHOCHb ONPeOensemcs: MAANCeCmbO
COCMOAHUSL U OMBEMOM HA NPOBOOUMbBLE MEPONPULNUSL.

Ilcuxonozo-nedazozuyeckas nomouyb

Ilposooumcss 6 Komniekce peabunumayuonusvlx Mmeponpusmuil. Koppexyuonno-
nedazoeuyeckoe 8030elicmeue onpeoesiemcs 8 3a6UCUMOCIU OM MANCECMU U ONUMETbHOCIU
meueHusi OO0Ne3HU, CMENneHUu Heoopa3eUmMuss NO3HABAMENbHOU  OessmelbHOCMU,  Muna
IMOYUOHATILHO2O — pPeasupo8anusi, — 0cobeHHocmell  nogedeHus  pebenka.  Bruouenue
KOPPEKYUOHHO-Ne0ac02Uyecko20  CONPOBONCOCHUS 68  KOMNIEKC — 8OCCMAHOBUMENbHBIX
Meponpusimutl 0becneuugaenm OONOJHUMENIbHYIO OYEHKY OUHAMUKU HCUXUYECKO20 PA36Umusl
KaK 00HO20 U3 BAJNCHIX NOKA3amesell COCMOSHUS 300P08bsl, NoGbluiaem 3phekmuenocms
mepanesmu4eckux eMeulamenbCms, CHUXCaem SKOHOMU4eckoe Opems OAHHOU Namoaocuu 3d
cuem  coyuamuzayuu  NAYUeHmo8 U  COXPAHEHUs  NCUXOIO0SUHEeCKO20 — NOMEeHYUdnd

Mpyo0OCnOCOOHBIX YIEHO8 CEMbU.

5. IlpopuiakTuka U JUCHIaHCePHOE HADII0eHHe, MeAMIMHCKHE IOKA3AHUS
U MPOTUBONOKA3AHUSA K NPUMEHEHUI0 METO10B NMPOPUIAKTUKHA

. PexoMeH10BaH TOCJIE€ YCTAaHOBJIGHUS IUarHo3a MalMEHTY WIM €ro O(HIUAIbHBIM
NPEACTABUTENISIM TPHEM (OCMOTp, KOHCYJIBTAIlMs) Bpada-TeHETHKA C LENbI0 Pa3bsCHEHHS
TFeHETUYECKOTO PHUCKa, OOCYXKIACHHS BO3MOXKHOCTEM MpeHaTalbHON M MpEeUMILTIaHTAIlMOHHOM
JMAarHOCTUKH dMOpHoHa [2,12].

YpoBenb yoenuteapHocTu pekomenganun C (ypoBeHb A0CTOBEPHOCTH J0KA3aTeJILCTB —
5).

KommenTapuu: yuumsisas aymocomuo-peyeccusnuiii mun Hacieoosarus MIIC IN muna, puck
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nosmopHo2o podicoenus 8 cemve pebenxa ¢ MIIC IV, nesasucumo om nona, pagen 25% -

8bICOKUIL.

5.1 Hpenaraabuasg qnuarnoctuka MIIC VI

J PekoMeHI0BaHO B CEMbSX, TI€ ©CTh NAICHT C YCTAHOBJICHHBIMH MYTAIlHSIMH,
BBI3BAaBIIMMHU  0OJIE3Hb, OOCYIUTh BO3MOXXHOCTH TPOBEACHUS IPEHUMILIAHTAIIMOHHOM
TFeHETUYECKOM JTUArHOCTHKU SMOpHOHA M TIPEHATalIbHON HArHOCTUKU IYTEM OIpeleeHHs
aKTUBHOCTH (PepMEHTa TrajakTo3aMUH-6-cyibdar-cynbdartazel (B ciaydae MIIC IVA), B-
ranakTosuaasel (B ciyuae MIIC IVB) B kileTkax BOpCHH XOpHOHA, a Takxke meromamu JIHK-
JAMarHoctuku. [2,12].

YpoBeHb yoenuteabHocTH pekoMenaanun C (ypoBeHb J0CTOBEPHOCTH JT0KA3aTEeJILCTB —
5).

Kommenrapuii: npenamanvuas ouacHocmuxka 803mMO*CHA MEMOOAMU NPAMOU UIU KOCEEHHOU

JIHK-0uaenocmuxu 0ns cemeti ¢ U38eCMHbIM 2EHOMUNOM.

5.2 lucnancepuoe Hadooaenue namuenros ¢ MIIC 1V

3abonesanue umeem myrbmucUCmeMHy0 RPUpPooy U Heobpamumble, npocpeccupyroujue
KIUHUYECKUEe NpPOsAGIeHUs, UYmo 00yclosiusaem HeoOX00UMOCmb HAONI0O0eHUsT He MOIbKO
V3KUMU — CReYUuanucmamu  (6pavom-omopuHOIapPUHEON020M,  BPAYOM-XUPYPSOM,  BPAYOM-
MpPaABMOMON02OM-0PMONEOOM,  BPAYOM-0PMATLMONI02OM,  8PAYOM-KAPOUOTI020M,  8PAYOM-
NYTbMOHONI020M, 6PAYOM-HEBPONOZOM U M.O.), HO U JIO2ONEOOM, MEOUYUHCKUM NCUXOTI020M U
padbomuuKamu NALTUAMUBHBIX CILYHCO.

Hayuenmor ¢ MIIC IN 0oascHbl nOCmMOosAHHO HAX00UMbCs oo Habarodenuem, 1 paz 6 6-
12 mec. (8 coomeememauu ¢ msxicecmvio COCMOSIHUSL) NOKA3AHO KOMNIEKCHOe 00C1e008aHUe 8
MHO20NPODUILHLIX CIMAYUOHAPAX. J{IUmenbHOCMb HAXO0HCOEHUSI 8 KPY2l0CYMOUYHOM/OHE8HOM
cmayuonape 21-28 oHeii.

Habnwoenue nayuenmos no mecmy sscumenvcmea (8 amoOyiamopHo-nOIUKIUHUYECKUX
VCIOBUAX) OONHCHO OCYWECMBIAMbCA NOCMOAHHO. JlabopamopHvle U uHCmMpyMeHmanibHble

006Ccned08anus U pekoMeHoyemMdas dacmoma ux npogedeHusi npedcmaenena 6 Ilpunoxcenuu

A3.3.

6. Opranu3anusi MeTUIMHCKONH MOMOIIIH

6.1 Iloxa3zanus Qs FOCIUTAJIN3ANMT B MEAUIIMHCKYIO OPraHu3alnmIo:
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1)
2)
3)

4)

5)

6.1.1 Iloxazauus QJIs NJIAHOBOW TOCIIUTAJIN3AIANA

MPOBE/ICHUE TMATHOCTUKU U JICYEHUS, TPEOYIOIUX KPYIJIOCYTOYHOTO MEIUIIMHCKOTO
HaOJIIOIEHNS;

COCTOsIHME, TpeOyromee aKTUBHOTO JICUEHHUS M KPYIJIOCYTOUYHOTO METUIIMHCKOTO
HaOmofeHuss  (IpbDKECEYeHHe, OIEepaTHUBHOE JIEUEHHE IOPAXKEHHsl CYCTaBOB,
IIO3BOHOYHUKA, CKOJINO3, aJCHOA3KTOMHS, TOH3MIUIIKTOMUS, HEHpOXUpypruyecKas
JIEKOMIIPECCUS] CHHIpPOMA 3allsICTHOIO KaHajla, YCTAaHOBKA TPAHCTUMIIAHUYECKOI'O
JpeHaXa Ipu CPEHEM OTUTE, XUpypruueckas koppekuus naroiorun CCC u apyrue);
OTCYTCTBME  BO3MOXHOCTM  obOecrnedenuss  ®3T B amOymartopHblX U
CTallMOHAPO3aMELIAIOIINX YCIOBUSIX;

HEOO0XOAUMOCTh TPOBEJECHUS PA3IMYHBIX BHUJOB 3KCIEPTU3 WM O0CIelOBaHUSA B
MEIULUHCKOW OpraHu3allid TPU HEBO3MOXKHOCTH TMPOBEACHUS HX B aMOyJaTOPHBIX
YCIIOBHSIX, TPEOYIOIIMX JWHAMHYECKOTO HaOMOJeHHs (B TOM 4YHCIe OQOpMIICHHE

3aKIII0OUeHHS (eIepabHOr0 KOHCHIINYMA);

6.1.2 Iloxaszauus JJIsi DKCTPEHHOM FOCIIUTAJIN3ANMHT

OCTpBIC 3a00JICBAHUS;

000CTpEeHHST XpPOHUYECKUX OOJIE3HEH;

OTpaBJICHUSI M TPAaBMBI, COCTOSIHUS, TpeOyrolue WHTEHCUBHOW Tepamnuu U MepeBoaa B
PCaHUMALIMOHHBIC OTACICHHUA WM OTACICHUA HHTEHCUBHON TCpaIrnn (B TOM YHUCIIC
MOOOYHEIE p€akuru, IMPOUCXOAAIIHUE B MPOLCCCC I/IH(l)YBI/II/I UM B TCUYUCHHUC JOHA
npoBeneHuss nHPy3uu O3T, HepBUKATBHBIA CTEHO3 ¢ KOMIIPECCHEH CIMHHOTO MO3ra U
JIpyTUe YrpoXKarollhue >KU3HM OCTpPble COCTOSHUSA), a TaKkKe KpPYriIoCyTOYHOIO
MEIUIIMHCKOTO HAOMIOJICHUN U TPOBEACHUS CHEIHAIbHBIX BUAOB OOCIEIOBaHHS W
JICUCHUSL.

6.2 Iloxka3zanus K BLINHCKE NAIMEHTA U3 CTAIIHOHAPA

OTCYTCTBUE YI'PO3bI )KM3HU MALUCHTA,

OTCYTCTBHE YTPO3bI Pa3BUTHS OCIOKHEHUH, TPEOYIOIINX HEOTIOKHOTO JICYCHHUS,
CcTaOWiIM3anus COCTOSHUS W OCHOBHBIX  KIMHHUKO-JTAOOPATOPHBIX — IOKa3aTeseH
MaTOJIOTHYECKOTO TPoIiecca Mo OCHOBHOMY 3a00JIEBaHUIO;

OTCYTCTBHE€ HEOOXOAMMOCTH B TOCTOSSHHOM BpadeOHOM H  KPYIVIOCYTOYHOM
MEIUIIMHCKOM Ha0JII0ICHUU TI0 OCHOBHOMY 3a00JI€BaHUIO;

HEOOXOIMMOCTH TIEpeBOJa TMAalMeHTa B JAPYryl0 OONBHUIY WU YYpEeXKIACHUE

COIIMAJIBHOTO O0ECIIEUECHHUS.
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7. lonostaMTEeIbHAA HHPOpMALKS (B TOM 4HucJie (PAKTOPHI, BJUSIOIINE HA

HCXO0)

HpI/I HpOBeI[eHI/II/I HapKo3a " I/IHTY6aI_[I/II/I HeO6XOI[I/IMO IIOMHUTb O BBICOKOM PHUCKEC
KOMHpeCCI/II/I CIIMHHOI'O MO3ra BCJICIACTBUEC HeCTa6I/IHBHOCTI/I ATJIIAHTOAKCHUAJIBHOT' O CYCTaBa.
KOpOTKaH ies, OFpaHI/I‘-IeHPIe IIOABHUXHOCTHU HH)KHCI71 YCIIOCTU, YBGJII/I‘IeHI/Ie A3BbIKA,
Bpra)KeHHaH FHHCprO(bI/IH AICHOUI0OB WU MHUHIOAJIIMH CO31ar0T HpO6J'IeMBI IIpu HpOBe,Z[eHI/II/I
AHCCTC3UOJIOTHUYCCKOT O HOCO6I/I$I, IIO2TOMY HpeI[HO‘ITeHI/IC cJIeayeTr OoTaaBaTb MeCTHOMy NIJIn
pernoHanbHOMY 00e300omuBanuio. IlanmeHT mpeaBapuTeNbHO KOHCYJIBTUPYETCS BpadyoM-
KapauoJioroM, Bpa4yoOM-OTOPHUHOJJIAPUHIOJIOTOM, BpPa4YOM-aHCCTC3UOJIOIrOM-pCaHnMAaTOJIOrOM,
BpadyOM-HEBPOJIOIOM. O6H33T€HBHO MMPOBCACHUC ITOJIHOI'O KaApAHOJIOIHYCCKOIro O6CJ'I€,Z[OBaHI/I$I,
nonucoMHorpadguu (1T BBISIBICHHUS ~ CTETIEHM  JBIXAaTeJIbHBIX  HAPYIICHUM), MpH
HEOOXOJMMOCTH - DHJOCKONUHM HOCOTJIOTKM H KOMITBIOTEPHOW TOMOTrpaduu JIETKHX.
OmnepaTuBHOE BMEIIATEIBCTBO C AaHECTE3WEH HEOOXOAWMO TMPOBOIUTH B  KPYITHBIX
MEIUIIMHCKUX IIEHTPaX, MMEIONIUX OT/ACIICHUE peaHnMaIlii U MHTeHCuBHOM Tepanuu (OPUT),
TaK KakK I/IHTY6aHI/I$I nu HOCJ'IG,I[YIOH_[aﬂ 3KCTY68.I_[I/I$I y TaKUX IIAIUCHTOB MOKCT BbI3BATH

3aTpyaHeHus [2].
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KpnTeplm OIICHKHU KaYecTBa MeIlI/I]_[I/IHCKOﬁ nomMoIm

Kpurtepuu xayecrpa

YpoBeHb
JAOCTOBEPHOCTH
A0KAa3aTeJbCTB

Boinonneno onpenenenue ypoBHs u criektpa AT
MOuYHM (IIpY NOCTAHOBKE JMAarHO3a U €CJIH He
IPOBOJMJIOCH B NIPEMIECTBYIONIHE 6 MECSIICB)

Ja/Her

BrimonHeHo onpe/ieieHne akTHBHOCTH
rajakTo3aMHUH-6-cynbdar-cynbdaTasbl (B Crydae
MIIC IVA), B-ranakro3umassl (B ciiydae MIIC
IVB) B m1a3mMe KpoBH WIIH ISATHAX BBICYIIIEHHOM
KPOBH H/HITA MOJIEKYJIIPHO-TEHETHYECKOE
ucclieloBaHue (BBISBICHHE MYTAIlMid B T€HAX
GALNS (st MIIC IVA) u GLB1 (mnst MIIC IVB)
(TIpu TOCTAaHOBKE JTMArHo3a)

Ja/Her

BrimonHeHo Ha3HaueHUe PepMEHTHOM
3aMEeCTUTENILHON Tepanuu 310cybdazoif aabpa**
B BUJIC B/B HH(Y3UHU SKEHEICTHHO

Ja/Her

Bremonnenst OKI', 9xo0-KI" (ecau He mpoBOAMIOCH
MoCJIeTHUE 6 MECSIIEB), XOITEPOBCKOE
MoHuTopupoBanue IKI' u cyrounoe
MOHUTOPUPOBAHUE aPTEPUATILHOTO JaBJICHUs (eciu
HE MPOBOJIUIIOCH MpeiecTBytomue 12 MecsieB)

Ja/Her

BeInoHeHO onpeiecHre pa3MepoB MCUSHH U
CEJIE3EHKH TI0 JIAaHHBIM YJIbTPa3BYKOBOTO
uccieoBaHus (€CIIM He IPOBOIUIOCH MTOCIEIHNE
12 mecsiieB)

Ha/Her

Boinonnena pentrenorpagus rpyiHOM KIETKH,
LICHHOTr0, TPYAHOTO U MOSICHUYHOT'O OTAENA
MO3BOHOYHHKA, a TAK)KE PEHTreHOrpahuu BEpXHUX
U HIKHUX KOHEYHOCTEH (eciIy He MPOBOANIACH
nocyenHue 12 mMecsen)

Ja/Het

BoinonHeHa MarHuTHO-pe30HaHCHAs ToMorpadust
W/WJIN KOMITBIOTEPHAsE TOMOTpadusi TOJIOBHI,
MO3BOHOYHHKA (€CITH HE MPOBOIUIIOCH ITOCIIETHNE
24 MecsIIeB)

Ja/Het

BrimonaeHo onpenenenre GyHKIIMN BHEITHETO
neixanus (MccnenoBanue HECTIPOBOLIMPOBAHHBIX
JIBIXaTeIbHBIX 00BEMOB M IIOTOKOB) (€C/IU HE
MIPOBOJIUIIOCH MocheaHue 6 MecAleB) (Mpu
OTCYTCTBHH MPOTHUBOITOKA3AHUH)

Ja/Het

Beinonnena
MOJIMCOMHOTpadus/KapIuOopeCIUPaTOPHBIit
MOHUTOPHHT (€CJIM He MPOBOAMWINCH Nocie e 12
Mecsia)*

Ja/Her

10.

BrinonHeHa KOHCYNbTaLMS BPpauOM-Cyp10JIOTOM-
OTOPUHOJIAPUHTOJIOTOM U TIPOBE/ICHA ayAMOMETPHUS
(ecsii He MPOBOIUIIACK TTOCIeHUE 12 MecA1eB)

Ja/Her

11.

BrimonHeHa KoHCyIbTalus BpauoM-

Ja/Het
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YpoBeHb
Kpurepun xauecrBa JAOCTOBEPHOCTH
JA0KA3aTeJIbCTB

o(pTabMOJIOroM, (ECIIU He IMPOBOIUIIACH
nocieaaue 6 Mecsien)

12.| Breimosinena KOHCYJIbTalls1 BPA4OM-TCHETUKOM IIPHU I[a/HeT
YCTAHOBJICHMU AWArHo3a U Mnpu rmjiaHupOBaHHUN
6epeMeHHOCTI/I B CEMBEC

13.| BeimosiHeHa KOHCYIBTAIUS BPa4OM-KapAHOJIOTOM Ja/Her
[P HAJTMYUU TIATOJIOTUH CEPACYHO-COCYTUCTON
CHUCTEMBI (€CITM He TTPOBOJIUJICS TIOCIIeHUE 6 Mec.)

14.| BoinonHeHa KOHCYJIbTallUsl BpauoM- Ta/Her

OTOPUHOJIAPUHT0JIOTOM (IIPY HAJIMYUU M1aTOJIOTUH
co cropons! JIOP-opranoB u/nim BepxXHUX
JIbIXaTeNbHbIX MyTel) (e He MPOBOAMUIIAC
nocseHue 6 MecsIen)

15.| BeInosiHeHa KOHCY/IbTAIMS BPAa4OM-HEBPOJIOTOM
IIpU HAJIMYHHU IIATOJIOTUH CO CTOPOHLBL HeHTpaﬂBHOﬁ
HEPBHOMW CHUCTEMBI (€CIIU HE TPOBOIMIICS
nocseHue 6 MecsIen)

Ja/Het

16.| BeimosiHeHa KOHCYJIBTAIMS BPA4OM-
TPaBMOTOJIOTOM-OPTOIEIOM TP HATMYUN
MATOJIOTUU CO CTOPOHBI OMOPHO-ABUTATEILHOTO
anmnapara (eciu He TPOBOIUIICS TOCIeTHUE 6
MECSIIIEB)

Ja/Her

17.| BeimonHeHa KOHCYJIbTAIMS BpauOM-XUPYproM (Tipu Ta/Her
HAIMYUU TATOJIOTHH, TPEOYyIoIIeld XUpypruaeckoro
BMEIIIATEIHCTBA)

18.| BeimosHeHa KOHCYIIBTAIINS BPA4OM- Tla/Her
MyJbMOHOJIOTOM (TIPU HATHYWHU TATOJIOTHH CO
CTOPOHBI JIBIXaTeIbHOW CUCTEMBI)

19.| Brimmosnena KOHCYJIbTallld BPpa4OM-CTOMATOJIOI'OM

Ja/Het
(ecs HE TPOBOJIUIIACH TIOCIIETHUE 6 MECSIIEB)

20.| BeinosiHeHa KOHCY/IbTALUs BPayOM-
¢u3noTepaneBToM, BpauoM 1o JeueOHon
Gu3KyIBTYpe (€CIu He MPOBOIUIACKH MOCIEIHHE 6
MECSIIEB)

Ja/Het

*-IIpoBeneHre MoIMCOMHOTpadUU PEKOMEHIyeTCs MalieHTaM ¢ TI0JI03PEHUEM Ha HAIWYHe CHHIPOMA

obctpykTuBHOTO anHO? cHa (COAC) nnu npu quHaMudeckoM oocienoBannu nampeaTam ¢ COAC.
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Nnuzaposay M3 PO

Cemsaukuna A.H., n.m.H., ®I'BY «Mockosckuit HUM nexpnarpuu u 1eTckoil Xupypruu
Munzpasa Poccun»

Kypkoa H.B., k.M.H., Benymuii HayuHblii coTpynuuk HUW nmeamaTpuu u oxpaHbl
3nopoBbs Aeted IIKb PAH, unmen Coro3a nemmatpoB Poccuu, uineH Accoumanuu
MEIUIMHCKUX reHeTUKoB (AMI)

CmupHoBa O.f. — Bpay-reHeTHK, CTApUIMi HAy4YHbI COTPYJHUK OTAENa
CTaHJApTU3alMU M HM3YYEHHUs] OCHOB JokazarenbHoM Menuuumubl HUW neamatpum u

oxpanbl 310poBbs Aetedt [IKb PAH

ABTOpPBI  TIOATBEPKIAIOT  OTCYTCTBHE ()MHAHCOBOW  MOJICPIKKH/KOH(IMKTA

MHTEPECOB, KOTOPBIA HEOOX0IMMO 0OHAPOI0BATH.
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IIpunoxenue A2. MeromoJiorusi pa3padoTKi KJIMHUYECKHX PEKOMEH Al

Hacrosimiue pexomeHpauuy nOpeaHa3sHAuY€Hbl Ui MPUMEHEHUS MEIULUHCKUMU
OpraHu3alMsIMM U YUYPEXKICHUSIMU (eAepalibHbIX, TEPPUTOPUAIBHBIX M MYHUIUNAIbHBIX
OpPraHOB YINPABJIECHUS 3][PABOOXPAHEHHEM, CHCTEM O053aTeNbHOrO0 U JA0OpPOBOJIBHOIO
MEIUIMHCKOTO  CTpaxoBaHWUs, JPYrMMH MEIULUHCKUMU OpraHM3alUsIMH  Pa3IM4HbIX
OpTraHU3aIMOHHO-TIPAaBOBBIX (DOPM JESTEIHHOCTH, HANPABICHHON Ha OKa3aHHWE MEIUIIMHCKOM
IIOMOIILH.

Hacrosimue pekoMeHJallMM yCTaHAaBJIMBAIOT BUJAbIL, 00bEM M HHAMKATOPHl KayecTBa
MeAUIMHCKON oMoy naurentam npu MIIC IV

MIIC oTHOcATCS K pEAKUM HacleACTBEHHBIM 3a00JEBaHUSM, UYTO MCKIIIOYAET
BO3MOKHOCTb MPOBEJICHHs OOJIBIINX KOTMOPTHBIX M PaHJIOMHM3MPOBAHHBIX KOHTPOJIMPOBAHHBIX
UCCIIEIOBAaHUM M Ul CO3JAaHUs MPOTOKOJIOB AMArHOCTHKM M TEpaluu HCIOJb3YIOTCS JIMUIb
TEMaTUYECKHUE UCCIIEI0BAHUS IKCIIEPTOB, ONYOJIMKOBAaHHBIE B IOCIEAHUE J1BA IECATUIETHSL.

OuneHka ypoBHS YyOEOUTENBHOCTH PEKOMEHJALMH M  YpPOBHS JOCTOBEPHOCTHU
JI0Ka3aTelbCTB NPUMEHEHUS MEAMLMHCKUX TEXHOJIOTUH IPOBOAMIACE B COOTBETCTBHM C

YHU(UIIUPOBAHHOM LIKaNOH, MpUBeIeHHOHN B Tabnumax 1-3.

IleaeBasi ayIUTOPHSA JAHHBIX KJIHHNYECKHX PEKOMEHIAITMM

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

Bpauu-tepanesTs;

Bpaun-reneruku;

Bpauu-nabopaTtopHble reéHETUKH;

Bpauun-pesmaroiory;

Bpauun-nerckue kapauoiiory;

Bpauu-neBposoru;

S S A R

Bpauu-opronensi;

[EN
o

. Bpaun-oropuHosapuHronaoru

[EEY
[EEY

. Bpauun-cypaoiaoru-oTopuHOIapUHTOJIOTH;

[EEN
N

. Bpaun-pentrenonoru;

[EEN
w

. Bpaun pyHKIIMOHAIBHOW AMAarHOCTHKH;

[EEN
IS

. MeauuuHCKHe IICHXOJIOTH;
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15. Crynentsl Mmeguiuackux BY30B;

16. Obyyvaronuecs: B OpIMHATYPE.

Ta6auma 1. Illkana omeHKM ypoBHEH AOCTOBEpHOCTH AokazarenbetB (Y1) s

METOJ0B JUAarHOCTHUKH (I[I/IaFHOCTI/I‘ICCKI/IX BMCI_HaTeJ'IBCTB)

YA Pacun¢pposka

1 CucremaTdeckne 0030pbI UCCIICIOBAHUNA ¢ KOHTPOJIEM pPeepeHCHBIM METOIAOM WU
CUCTEeMAaTUYECKUH 0030p pPaHIOMH3UPOBAHHBIX KIMHUYECKUX HCCICIOBAaHUN C
MPUMEHCHHEM MeTa-aHaln3a

2 OTnenbHbIE MCCIEIOBAHUSA C KOHTPOJIEM pe(epeHCHbIM METOJOM WU OTICNIbHBIE
PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCIENI0BaHUs M CHUCTeMaTHYecKue 0030phl
UCCIIEIOBaHUM  1000ro  nu3aifHa, 3a  HCKIIOYEHUEM  PaHJIOMH3UPOBAHHBIX
KIIMHUYCECKHUX I/ICCJICIIOBaHI/II\/JI, C IPUMCHCHUECM MCTa-aHAJIM3a

3 HccnenoBanust 0e3 IOCIEIOBATEIBHOTO KOHTPOJIS pPe(pEpeHCHBIM METOAOM HIIH
WCCIIEIOBAaHMUsI C pe(EepeHCHBIM METOJOM, HE SIBISIOMIMMCS HE3aBUCHUMBIM OT
HCCIIelyeMOIo METO0J1a WJIM HEepaHIOMU3UPOBAaHHbIE CPABHUTEIbHbBIE UCCIICAOBAHMS, B
TOM YHCJIE€ KOTOPTHBIE UCCIIEOBAHMS

4 HeCpaBHI/ITCHLHHe HCCJICAO0BAaHNs, OIIMCAHNUEC KIIMHUYCCKOTO CIy4das

5 Nwmeercs i 000CHOBaHHE MEXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB

Taomuma 2. Illkana oueHku ypoBHe#l noctoBepHOcTH aokaszarenbctB (YJM) s
METOJIOB MPO(HUIAKTUKH, JIEYeHHS U peadunuTtanuu (IpodUIaKTHUECKUX, Je4eOHBIX,

pEeadHUIMTAIIMOHHBIX BMEIIIATEIIHCTB)

YA Pacuugposka
1 | Cucremarnueckuit 0630p PKU ¢ npumeHneHnem mMera-aHanmsa

2 | Ormenpable PKM m cuctematmyeckue 0030pbI WCCIICIOBAaHMIA JTIOOOTO JM3aiiHa, 3a
uckmouennem PKU, c npumenennem Meta-aHanmsa

3 HepaHHOMI/I3I/IpOBaHHI>I€ CPaBHHUTCIIBbHBIC HCCIICA0BaHUsI, B T.4. KOTOPTHBIC
HUCCICIOBAaHUA

4 HeCpaBHI/ITeHBHBIe HCCIICOO0BAaHNA, OIMMCAHUC KIIMHUYCCKOI'O Ciiydasa UJIn CEpHUH CIIy4acs,
HUCCICIOBAaHUA ((CJ'IyIIaI\/'I-KOHTpOJ'IB»

5 Nwmeercst munie 000CHOBaHHME MEXaHWU3Ma JCHCTBUS BMEMIATEIHCTBA (IJOKIMHUYECKHE
VICCJICTOBAHMS) MM MHEHHE YKCIIEPTOB

Taoauna 3. Illkana omeHku ypoBHel yoOeaurenbHocTH pekomenmanuii (YVYP) mns
METOJIOB TNPO(UIAKTUKU, ITUArHOCTHKH, JIeYeHHs] M peadmintanuu (IpoduiIakTHUYECKHX,

JAUAarHoCTUYCCKHUX, J'IC‘{C6HLIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMCH.IH.TCJ'H:CTB)

YYP ‘ Pacuugposka
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A CunbHas pexkoMeHOanus (Bce paccMaTpuBaeMble KpUTEPUH SP(PEKTUBHOCTH
(ucxompl) SIBISIOTCS BaKHBIMH, BCE HCCICJOBAaHHS HMEIOT BBICOKOE WU
yIOBIICTBOPUTEIBHOE  METOAOJIOTMYECKOE  KayecTBO, MX  BBIBOABI  II0
MHTEPECYIOIINM HCXO0/1aM SBIISIFOTCSL COTIIACOBAHHBIMH)

B YcnoBHas pekoMeHaanus (He Bce paccMarpuBaeMble KpuTepuu 3()(HEeKTHBHOCTH
(ucxompl) SIBISIFOTCS Ba)KHBIMH, HE BCE HCCICIOBAHUS MMEIOT BBICOKOE WIIH
yIOBJICTBOPUTEIBHOE METOJIOJIOTHYECKOE KayeCTBO W/MIM HMX BBIBOJABI 110
MHTEPECYIOIIMM HCXO0/1aM HE SIBIISIOTCS COTJIACOBAHHBIMH )

C Cnabast pekoMeH1anus (OTCYTCTBUE JI0KA3aTEILCTB HAIJIEKAIIETO KauecTna (Bce
paccMaTpuBaeMble KpUTEpUU dPPEKTUBHOCTH (MCXOJIBI) SBJISIOTCS HEBAKHBIMU,
BCE HCCIICIOBAHUS UMEIOT HU3KOE METOA0JIOTHYEeCKOe KAUYeCTBO M UX BBIBOJBI IO
WHTEPECYIONIMM UCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

IKOHOMHUYECKUH aHAU3:

AHaIM3 CTOMMOCTH HE TPOBOAWJICS M TYONUKamuu TO (PapMaKOIKOHOMHKE He
aHAJIN3UPOBAIUCH.

Metoa BauaAn3aniy PpeKOMeH/AalUIi:

. BremHss skcnepTHas OLCHKA;
. BHyTpeHHss dKCniepTHAs OLICHKA.

Onncanue MeToaa BAJINMAU3ANMUMN PEKOMEHIAMINA:

Hacrosimue pexkoMeHIanuu B IpeIBAapUTENbHOM BepCHMM ObUIM  PELieH3UPOBaHbI
HE3aBHCUMBIMHU 3KCIEpTaMH, KOTOPHIX MOMNPOCHIM MPOKOMMEHTHUPOBATh MPEXAE BCETO TO,
HACKOJIbKO MHTEPIIpEeTalys J0Ka3aTeIbCTB, JEXKAIIUX B OCHOBE PEKOMEHIALUN, TOCTYIIHA IS
MTOHUMAaHHS.

ITosryueHbBl KOMMEHTapUM CO CTOpPOHBI Bpay€il MEPBUYHOIO 3BEHA B OTHOLIECHUU
JOXOJYUBOCTU H3JI0KEHUS M OLIEHKH BAa)KHOCTU PEKOMEHJAlMi Kak pabouero MHCTpyMEHTa
ITOBCETHEBHOMW MTPAKTHKHU.

[IpenBaputenbHas Bepcusi ObUIa TaK)K€ HANpPaBlIEHA PELIEH3EHTY, HE HMEIOLIEMY
MEIULMHCKOTO0 00pa30BaHMs, AJS MOJYYEHUS KOMMEHTApHEB C TOYKHM 3pPEHMS NEPCHEKTHB
MAIMEHTOB.

KomMmeHnTapuu, mMoiyd4eHHbIE OT JKCHEPTOB, THIATEIBHO CHUCTEMATU3HPOBAINCH U
oOcyXKIanuch mpejceaareneM U wieHamu padoueit rpymmbl. Kaxaslit myHKT obcyxnaaics, u
BHOCHMBIE B pPE€3yJbTaTe€ ITOr0 HM3MEHEHHS B PEKOMEHJAIMU pErucTpupoBanuch. Ecim xe
M3MEHEHHUS HE BHOCUIIUCH, TO PETMCTPUPOBAINCH IPUUMHBI OTKa3a OT BHECEHUS N3MEHEHUN.

KoHcyabTanus u 3KCnepTHasi OLEHKA:

[TpoexkT pexomeHIanui ObUT PEIEH3UPOBAH HE3aBHUCUMBIMHU DJKCIEPTaMHU, KOTOPBIX
MONPOCWJIM NIPOKOMMEHTUPOBATH, MPEXE BCETO, AJOXOIYMBOCTE U TOYHOCTh MHTEPIPETALU
JI0Ka3aTeIbHOM 0a3bl, Jiexkallei B OCHOBE peKOMEH AN,

PaGouyas rpynna:
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Jlns okoHYATEIbHOW peJaKIMK U KOHTPOJIS KauyecTBa PEKOMEHJAINK OBLIN IMOBTOPHO
MPOAHAIM3UPOBAHBI YICHAMU paboyel T'PYIIbI, KOTOPhIE MPHUIUIA K 3aKIIOYEHHIO0, YTO BCE
3aMEYaHus U KOMMEHTApUU DSKCIEPTOB IMPHUHATHI BO BHUMAHHME, PHUCK CHCTEMATHUYECKHUX
OIMOOK MPH pa3pabOTKe PEKOMEHIAINI CBEIEH K MUHUMYMY.

IHopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIAlMId.

MexaHu3M  OOHOBJICHHS  KIMHHYECKMX PEKOMEHJAIMKA  TMpEeAyCMaTpuBaeT  HX
CHUCTEMATHUYECKYIO aKTyallM3alliil0 — HE pexe 4YeM OAMH pa3 B TpU roja, a Takxke MNpHu
MOSIBJICHUU HOBBIX JIAHHBIX C MO3UIIMHU JJOKA3aTeIbHOW MEIMIIMHBI IO BOIIPOCAM JHArHOCTUKH,
JnedeHus, NpoQHIAKTHKA W  peaOdWiuTallid  KOHKPETHBIX  3a00JIeBaHHMK, HAJIMYUHU
000OCHOBaHHBIX JIOMIOJIHEHUH/3aMeuanunii K panee yrBepka¢HHbIM KP, HO He yamie 1 pa3a B 6

MCCAILICB.
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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 P® "OO0 yrepxxkaenun Ilopsaka oxazaHuUs

MEIULIUHCKOW TOMOLIM  OOJBHBIM C  BPOXKICHHBIMH W (WJIM)  HAcJeICTBEHHBIMH

3aboneBanusamMu” ot 15 HosiOpst 2012 . N 9171).

2. Wudpopmanuss 0  JEeKapcTBEHHBIX  Ipemaparax: [ocygapcTBeHHBIM — peectp
JIEKapCTBEHHBIX CpeAcTB: https://grls.rosminzdrav.ru

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

rpaxaan B Poccutickoii @enepanun» (Cobpanue 3akoHomarenscTBa Poccuiickoit denepanmm,

2011 ., Ne 48, ct. 6724);

4. MexnyHaponHas kiaccuukanus Ooye3Heill, TpaBM M COCTOSHUM, BIIMSAIOIIMX Ha

3moposbe (MKB — 10);

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

JOJDKHOCTEH MEMIIMHCKUX paOOTHUKOB M (hapMaleBTUUECKUX PAOOTHUKOB.

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

CIPAaBOYHMK  JIOJDKHOCTEH  PYKOBOJAMTENEHM, CHENUAINCTOB M CIYyXallluX, pasfeln

KBanuduxaonHble XapakTepUCTHKH T0JKHOCTENH paOOTHUKOB B c(pepe 3ApaBOOXpaHEHHUS.

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

40 ®enepanbHoro 3akoHa "OO0 00s3aTeNbHOM MEIUIIMHCKOM CTpaxoBaHMM B Poccuiickoit

Oenepaunn" u PenepanbHblil 3akoH "OO6 OCHOBaxX OXpaHbI 340pOBbs rpakaaH B Poccuiickoit

®enepannn" Mo BoIpocaM KIMHUUECKUX PEKOMEHAAIIHI.

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

CPOKOB pPa3pabOTKM KIMHUYECKMX PpEKOMEHJAalUi, HX TIepecMoTpa, THIOBOH (HOpMBI

KIMHAYECKUX PEeKOMEHIAaMi © TpeOOBaHWW K UX CTPYKType, COCTaBy W HAayYHOU

000CHOBAaHHOCTH BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHAAIMHU HHDOPMALIUN».

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

MEIULUHCKUX YCIyr".

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

Ne 5851 "O wiaccupukanmsx M KpUTEPHUSX, UCHOIB3YEMBIX IMPU OCYILIECTBICHUH MEIUKO-

COLMAJIBHOW JKCNEPTHU3bl TpaxaaH (eaepalbHbIMU TOCYAAPCTBEHHBIMU  YUPEXKIACHUSIMU

MEIUKO-COIMAIbHOM 3KcrepTu3bl” (BeTymnaer B cuiy ¢ 1 ssaBaps 2020 roga);
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11. IIpuka3z MunuctepctBa 3apaBooxpaHeHus P® ot 14 suBaps 2019 r. Ne4n
«O0 yTBep)KIEHUU MOpsAIKAa Ha3HAYECHUsS JICKAPCTBEHHBIX IMpenaparoB, (OpM peLenTypHBIX
OJTaHKOB Ha JIEKApPCTBEHHBIE MPENapaThl, MopsaKa 0(hOpMIICHHUS yKa3aHHBIX OJIAHKOB, UX ydeTa
Y XpaHCHUS

12. [Ipuka3 MUHHCTEPCTBO 3APABOOXPAHEHUS M COLMAIBLHOrO pa3BuTusa Poccuiickoit
Oenepannu «O TOpsAAKEe TPUMEHEHHUS JIEKAPCTBEHHBIX CPEACTB Y OOJBHBIX MO KHU3HEHHBIM
nokazanusiMm» ot 9 asrycra 2005 r. Ne 494

13. NudopmannonHnoe mnucbMo MunzapaBa Poccur 1m0 BO3MOMKHOCTH — 3aKyIKH
JIEKAPCTBEHHOIO npenapara o TOPrOBOMY HaVMEHOBAHUIO

(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, PeryJMpyoIHe OKa3aHue
NAJJIHATUBHOH MeINIUHCKON MOMOIIH
1. ®denepanbubiii 3akoH "O BHeceHnHn m3MeHeHmit B DenepanbHblii 3akoH "OO ocHOBax
OXpaHbl 310pOBbs Tpaxaad B Poccuiickoit denepanuu" 1mo BompocaM OKa3zaHUs MaJUTMATUBHON
MeaunuHckon momouu" ot 06.03.2019 Ne 18-@3.
2. [Tpuxa3z Munznapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEP)KICHUU TOJIOKEHHU 00 OpraHM3aluy OKa3aHUs NaJJIMATUBHOW MEIMLMHCKOW MOMOIIH,
BKJIIOYAsl TOPSAAOK B3aMMOJIECHCTBHS MEIULMHCKUX OpraHW3alvil, OpraHu3alyil COLMAIBLHOTO
oOCTyXMBaHUSI M OOILIECTBEHHBIX OOBEIUHEHHI, HHBIX HEKOMMEpPYECKHX OpraHHu3aluil,
OCYILECTBIISIOLIMX CBOIO JESTENLHOCTD B c(hepe OXpaHbl 310POBbHSI».
3. [Tpuka3 Munznpasa Poccun Ne 3481 ot 31 mas 2019 roga «O06 yTBep»A€HUU MEPEUHs
MEIUIMHCKUX HM3IENNM, NPpeIHAa3HAYEHHBIX I MOJAEPKAHUS OPraHOB U CHCTEM OpraHu3Ma
4esioBeKa, MPEeJ0CTaBISEMBIX ISl UCIIOJIb30BAaHUS HA TIOMY.
4. [Tpuxaz MunsapaBa Poccum Ne 5051 ot 10 wumrons 2019 rogma «OO6 yTBepKAeHHUH
Ilopsanka mepemaum OT MEIUMLMHCKOM  OpraHu3allid  NAIUEHTy (ero 3aKOHHOMY
MPEJCTABUTENI0) MEIUIUHCKUX U3JeNuil, NMpeJHasHaueHHbIX Ul MOJIep)KaHus (QYHKIMN
OpraHOB M CHCTEM OpraHu3Ma 4eJoBeKa, IS HUCIOJb30BaHUS Ha JOMY MpH OKa3aHUU
HAJUITHATUBHON MEIUIIMHCKON ITOMOIIII.
S. [Tpuka3z M3 P® Ne 831 ot 3 okta6psa 2019 rona «O0 yTBepxkIeHUH BEIOMCTBEHHON

LIeIeBOM porpamMmaI «Pa3BuUTHE CUCTEMBI OKa3aHUS NaJJIMATUBHON MEIUITMHCKOM ITOMOIIIH.
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Ipuaoxenue A3.1 Knaccubukanysa MyKOIIOJIHCAXAPWI030B.

[1] Knaccudukaims MyKomoIucaxapHui030B.

MIIC | [ToaTun 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 nagyponar-2-
I MIIC I XaHnrepa IDS b P X(g28 309900
cynbdartaszbl
MIIC
HedunuT remapan-N- 252900
IIIA SGSH 17925.3
cynb(aTtasbl
Hedunut N-anerui-o-
D-riroko3amMuHUIa3b1
MIIC I1IB NAGLU 17921.2 | 252920
Hedurut N-anerun-o-
I Candununmno TIIIOKO3aMUHU1A3bl
Jedpunut 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 Mopxkuo cynbdataszbl
MIIC Hedunur [3-
GLB1 b P 3p21.33| 253010
IVB rajJakTo3uaa3bl
Jedunut N-
VI | MIIC VI Maporo-Jlamu ARSB  |anetunranakro3amun-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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Ipuioxenne A3.2 Oco0eHHOCTH KJIMHUYECKUX NPOSIBJICHUH B

3aBHCMMOCTH OT Bo3pacTta aedorora MIIC IV

Cucrema CumMminrom HoBopoxna. | Mnanenn; | Jletu [TogpocTku
bl
Cepneuno- VYr1ommenue - - + +
COCYIUCTasl | CTBOPOK KJaraHOB
HHC lepBukaibHas - - + ++
MHUEJIONaTHUs
[MumeBapu- | duchyHKums - - + +
TeNbHas TeYEHU
cucremMa
Opran cnyxa | CHIKEHHE clryxa - - + +
Opran ITomyTtHEHME - - + ++
3peHUs POTOBHIIBI
CkenerHo- HecrabuiapHOCTH - +++ +++ +++
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 - + ++ ++
TPYAHOU KJIETKH
HeixarensHa | PectpuktuBHOE - - + +
o 3a0oJieBaHnE
JIETKUX
Cnennais- KepartancynsparB | n -1 n-1 n-1 n
HbIE MoOYe
nabopatop- | AkTuBHOCTH N- Ll Ll Ll Ll
HBIE TECTBI aleTUIraNaKkTo3a-
MUH-6-cynbaTaszsl
i f3-

rajlakTo3uaa3bsl B
JelKoIuTax (B
3aBUCHMOCTH OT
MOATHIIA
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| O6ume 'AI" B Moue ‘ n | n-1 | n-1 | n-t

Ipuaoxkenue A3.3 Taktuka Beaenusi nanueHToB ¢ MIIC IV tuna

HccenenoBanus [lepBonauanbHa | Kaxnaeie 6 | Kaxnabie Onun
sl OLICHKA Mec 12 mec pa3
B 2 roja
IoarBep:KaeHue TMarHo3a X
AHamHe3 00J1e3HH X
KiimHnyeckuii ocMoTp X X
Pocrt, BeC, OKpY>KHOCTB T'OJIOBBI X
BBIHOCITHBOCTD X X
Ounenka HHC
Kommnbrotepaas Tomorpadus mimm X X
MPT ronosHoro mosra
Korunutusnoe TECTUPOBAHUE X X
(DQNQ)*
Ounenka cayxa
Aynuomerpus X X
OueHka 3peHus
Octporta 3peHust X X
OcMOTp rnazHoro JHa X X
HccnenoBanue poroBUIlbI X X
JbIxaTeqabHasi cucrema
OBJ] X X
HccaenoBanue X X
cHa/noJMcoMHorpadgus
O0cenoBanue cepAeYHo-
COCYIUCTOM CUCTEMbI
DJIeKTpOKapAuorpaMmma X X
Oxokapauorpadus X X
OnopHo-ABUraTeILHBII
annmapar
Pentrenorpagusa, KT, MPT X X
CKeJlera
Kesryn04HO-KMIIEYHBIH TPAKT
Y3U OpraHoB OpIOIIHOI X X
MOJIOCTH;  O00BEM  CeJIC3EHKHU,
MEYEHU
JlabopaTopHble uccie10BaHUA
Onpenenenne A X | X | |

! Jlns nereii crapme 3 JeT; paccTOsHMe, MpOiGHHOE 3a 6 MHUHYT (IPEANIOUYTHTETbHBIM
SIBIISIETCS TOT YK€ MPOMEKYTOK BPEMEHH, UTO M B MPEABIIYIINX TECTaX 3TOTO MAI[UEHTA); YUCIIO
CTyHeHel, NmpoilieHHbIX BBepX 3a 3 MUHYTH. OIeHMBaIOTCs MoKazaTenu carypauuu SpO2,
YJIJ1, YCC o u mocie Harpy3KH.

2 DQ wm Kospdumuent ymcrsennoro passutus (KYP) - crmocob cpaBHEHHS
MHTEIUICKTYaJbHOTO  PA3BUTHS, CBOWCTBEHHOTO  JAaHHOMY  BO3pacTy  (YMCTBEHHBIX
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CIOCOOHOCTEH peOeHKa 10 OTHOIICHUIO K €r0 CBEPCTHUKAM), C XPOHOJIOTHYECKHUM BO3PAcTOM
(bakTHYECKUM BO3paCTOM peOeHKA).

KYP paccuursiBaeTcs AEIIEHHEM WHTEIUIEKTYaJIbHOTO BO3pacTa Ha XPOHOJIOTMYECKHU W
ymHoxkeHueM Ha 100 mis mosmydeHust nenoro yucia. CpenHuid K03(p(GUIIMEHT YMCTBEHHOTO
pa3BHUTHUSA JUIS TFOO0T0 Bo3pacta cuntaercs paBHbiM 100.

IIpuaoxenue A3.3 YacTora npoBeaeHus oocaenopanusa v nanuentos ¢ MIIC |V tuna

[16]

IlepBonavanbhas | Kaxnaeie | Kaxnpie 12 | Opnun pas
OIICHKA 6 Mec Mec B 2 roma
X

HUccnenosanusa

Ilpuem Bpaua-reHeTnka
IloaTBepKIeHne quarLosa
AHaMmHe3 0oJie3HU
Kinununuyeckuid ocMOTp
Bpava-negmarpa
Pocr, Bec, OkpykHOCTH
T'OJIOBBI
BrinociuBocts (6 MTX)l
OcmoTp HeBpoJiora
OcmoTtp Bpaua-
Heiipoxupypra
KomnberorepHnas
Tomorpadust uiau
MarHUTHO-PE30HAHCHAs
tomorpadust (MPT)
TOJIOBHOT'O MO3ra,
MI03BOHOYHUKA
Kornutusnoe
TECTUPOBAHUE (DQ/IQ)2

il

ol el o I R e e e

s nereit crapie 3 JeT; paccTOsHEE, IPOIIEHHOE 33 6 MHHYT (IPEIMOYTHTETBHBIM
SBIISICTCS TOT YK€ MPOMEXKYTOK BPEMEHHM, UTO M B MPEABIIYIIUX TeCTaX 3TOr0 MalueHTa); YUCII0
CTYyIIEHEW, MPOWUIECHHBIX BBEPX 3a 3 MHUHYTHl. OLEHMBAKOTCS IOKa3aTenu catypauuun SpO2,
Y1, UCC no u mocne Harpy3KH.
> DQ wm Koadpduuuent ymcrBennoro paszsutus (KYP) - cmocod cpaBHeHus
UHTEJUIEKTYaJbHOTO  pPa3BUTHUS, CBOMCTBEHHOTO  JJaHHOMY  BO3pacTy  (YMCTBEHHBIX
CIOCOOHOCTEN pebeHKa M0 OTHOIIEHUIO K €r0 CBEPCTHHKAM), C XPOHOJIOIMYECKUM BO3pPacToM
(bakTHYECKUM BO3pACTOM peOeHKa).

KVYP paccuntbiBaercs JeieHHEM MHTEIJIEKTYaIbHOTO BO3pacTa Ha XPOHOJIOTUYECKUNA U

ymHOkeHHeM Ha 100 s momydyenus uenoro uucia. CpenHuil Ko3dGHUIMEHT YMCTBEHHOTO

pa3BuTHsA TSl TI0OOTO Bo3pacTta cuuTaeTcs paBHbIM 100.
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DnekTposHIedarorpamMma

CKOpOCTh HEPBHOM
npoBoaumoctu/ OMIT

OcMoTp Bpaua-
OTOPHHOJIAPHHI0JIOTA

BHHOCKOHI/IH HOCOI'JIOTKH

=

OcMmoTp Bpaua-
cypaoJjora-
OTOPHHOJIAPHHI0JIOTA

Aynuomerpus

OcMmoTtp odranbmosiora

OcTtpoTa 3peHus

OcMoTp r1a3HoTo JHA

HccenenoBanue poroBuIsl

il dtalls

OcmoTp MyJIbMOHOJIOTA

®B/]

el el kel tal ol i T o] B B

i

HccaenoBanue
cHa/moimcoMHorpadus/x
apauopecnupaTopHbIi
MOHHMTOPHHT

i

OcmoTp KapauoJora

DneKTpoKaparuorpaMma

Dxokapauorpadus

Ocmotp Bpaua-
TPaBMOTO.J10ra-0pTONea

[

PentreHorpagun ckenera

VY3U oprano OpromrHoi
MOJIOCTH, 00BEM
CeJIe3E€HKH, eYEeHU

T e Bl Pl P e

OcMmoTp Bpaua-
(pusnorepanesra

i

IIpuem Bpaya JieyeOHOM
(pu3KyJILTYPBI

i

OcMmoTp Bpaua-
CTOMATOJIOra

JlaboparopHble
HCCJICAOBAHNUS

Onpenenenne 'Al’

buoxumuueckuii ananms
kpoBu (AJIT, ACT, oOumii
U TIpSIMO# OMITUpyOuH,
XOJIECTEpHH,
TPUTITUIICPUIBI)

60




1-JIns netedt crapiie S J€T; pacCTOSIHUE, MTPOMICHHOE 3a 6 MUHYT (ITPEAMOUYTUTEILHBIM
SIBJIIETCS TOT K€ MIPOMEKYTOK BPEMEHH, YTO U B MPEIbIYIIUX TECTAX 3TOTO MAIMEHTA); YUCIIO

CTyIlEHEl, NPONJAEHHBIX BBEpX 3a 3 MUHYThl. OLEHUBAIOTCA MOKa3arenau catypauuu SpO2,

Y/, YCC no u nocie Harpy3KH.

2-DQ wmun Koaddumuent ymcrBennoro pazsutus (KYP) - cmocod cpaBHeHHS

HUHTCIUICKTYAJIBbHOI'O pa3BUTHA, CBOMCTBEHHOTO JaHHOMY BO3pacTy (YMCTBGHHBIX

CIOCOOHOCTEH peOeHKa 10 OTHOIICHUIO K €r0 CBEPCTHUKAM), C XPOHOJIOTHYECKHUM BO3PacTOM

(pakTaeckM Bo3pacToM peOeHKA).

KVYP paCCUUTBIBACTCA ACICHUEM MHTCIIJICKTYaJIbHOI'O BO3pacTa Ha XpOHOHOFI/I‘ICCKI/Iﬁ nu

ymHoxenreMm Ha 100 mig momydenus unenoro uucia. CpenHuil K03QPHUIHEHT YyMCTBEHHOTO

pa3BHTHUS JUI TFOOOT0 Bo3pacta cuutaercs paBHbM 100.

ITpunoxenue A3.4 3a60p OnomMarepualia JuIsl JJMAarHOCTUKY B IATHAX KPOBU

KpoBb cobupaercss Ha CTaHIApTHYIO KapTOUKY-
¢mwietp  (Ne903), koTOpas mpuUMEHSeTCS IS
CKpUHHHIAa HOBOpPOXIEHHbIX B  Poccuiickoit
denepanuy WIM AHAJIOTMYHYIO U TOJIY4YEeHUs
CyXxoro mnsatHa KpoBH. KpoBb MOXkeT OBbITh, Kak
KanwuisipHas (M3 nanblia, MATKK), TaK 1 BEHO3HAs.
BeHnoszHas kpoBb coOupaercss B  NpPOOUPKY,
aKKypaTHO IepeMEelIMBAaeTCss U 3aTeM OBbICTpO ¢
MOMOIIBIO NMUIETKH HAHOCUTCS Ha QMIbTp 1o 25-
50 MKJ KpOBH Ha Ka)IyIO BBIJIEICHHYIO 00JacTh.
Heo0xomuMo XOpoImIo TpOMHTATh BBIIEICHHYIO
obnacte Ha ¢uibTpe (puc. 1). IlpeanourutensHo
cobupatb 00pa3ibl nociue ensl uepe3 40 Munyt - 1
yac. Bo3MOXHO Takke OCyHIECTBUTH 3a00p KPOBH
Y HATOIIAK.

Ha xaprouke-¢uibTpe 00s3aTeIbHO TOJHKHBI ObITH
yetko ykazansl ®HO, keM M OTKyJaa HampaBieH
MalyeHT, JaTa POKACHUS M Tene(doH Jedamero
Bpaya (PUCYHOK 2).

OOpaser; cyxoro msATHa KpPOBH BKJIAJIBIBACTCA B

YHUCTBIA KOHBEPT, T1MO0 B yUCTHIN (aiin. Kaprouka-

XXX N

He marsirmacs. afinacmy noorurmend moman He wnnfanast, 60 AOMEEANE]
*  Kanau aonxHel NONHOCTLIO MPONUTaTL KPYXKMU C 06paTHO CTOPOHBI
*  He kacaitTeck 0o61acTit, NponUTaHHoO KpoBbIO

Pucynox 1. O0Opa3zen npaBUJILHOTO HAHECEHUSI
KpPOBH Ha KapTOUKY-(PHIBTP
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(bI/IJ'IBTp HE JOOJDKHA COIIpUKacaTtbCa C FpHSHOfI - -

F g \\ '/"‘\‘ '/"\\ l/"‘\
\
IOBEPXHOCTBHIO U C O6p33].[aMI/I APYrux MnanuceHTOB. \ [ ] \ I \ I \ J
Heobxonumo [PUIIOKHUTD K obpasiam 903 & 2023-10 0000020Q/W001
XpaHuTs npu +2 - +25 C*
PIH(l)OpMI/IpOBaHHbIe corjjacuda IanueHTa HJIN €ro
3aKOHHBIX IIpCACTaBUT! enen Ha IIPOBCACHUEC
J'Ia60paT0pHBIX I/ICCJ'IGI[OBaHI/II\/'I 6 OO 1060 8
DO Naymenra
Dara powaeHus J[ara 83ATHUA KPOBW MNon

U0 Bpava

nny / ropopa / Aapec

E-mail spada
Tenedou spava

Tecr
[J@abpu [ Jnomne [ Jrowe [Jmnca [Jiyso-GL1 []iyso-6L-3

D CemewHbli CKPUHKHT. MyTauum:

Pucynok 2. OGpa3zer kapTouku-GuibTpa

AJITOPUTM JeHCTBUI MeIMIMHCKOI0 MePCOHAJIA NIPH B3ITHH 00pa31ll0B KPOBH

®  BBIMBITH PYKH (TUTHEHUYECKHUI YPOBEHbB), HAJIETh MEPUYATKH;

e  BBIMBITH PYKH MallMEHTA (MATKY peOeHKa, B Cilydae, €clii KpoBb OepeTcs U3 MATKH);

e MpoTepeTb 00JIaCTh MNPOKaNbIBaHUS CTepUiIbHON canderkoid, cmoueHHoM 70% crnuprom,
MPOMOKHYTh CYXOW CTEpWJIbHOW candeTKoi; - TPOKOJOTh CTEPHIbHBIM OJHOPA30BBIM
CKapu(UKaToOpoM;

®  CHATH NEPBYIO KAIIIO KPOBU CTEPUIIBLHBIM CYXUM TaMIIOHOM;

e  MSTKO Ha/IaBUTh JUISI [TOJIy4YEHHUSI BTOPOI KaIulu KPOBHU;

®  MPWIOKHUTH NEPIEHAUKYIISIPHO TECT-0JIaHK K Karie KPOBU U MPOIUTATh €r0 KPOBbIO HACKBO3b;

®  AHAJOTMYHBIM O00pa30M HAHECTH Ha TecT-OJaHK 6-8 Kamenb, BUJ MATEH KPOBH JOJDKEH OBITH
OJIMHAKOBBIM C 00EUX CTOPOH.

®  BBICYIIUTH TECT-OJIAHK B TOPU30HTAIHHOM MOJOXKEHUH HA YUCTOW 00€3)KUPEHHOMN MOBEPXHOCTH
He MeHee 4 4 6e3 MpUMEeHEeHUs TeII0OBOM 00pabOTKU U MOMaJaHusl MPSMBIX COTHEUHBIX JTy4ei;

® yHakoBaThb TeCcT-OJJAHKM B YHCTHI KOHBEPT TakUM o0Opa3oM, 4YTOObI MSTHA KpPOBU HE

COIMpHUKACaIUCh.

Oco6ennocTy npu MH(QY3NOHHOH Tepanuu
HexoTtopble mamueHTsl MOTYT MNOJNydYaTh HH(Y3HOHHYIO TEpanuio, NepelBaHue KOMIIOHEHTOB

KpPOBH, YTO MOXET OKa3aTb BIUSHHUE HA PE3YJIbTAThl TECTOB. Hampumep, Ipu nepeauBaHuy IIa3Mbl
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KPOBM MOTYT OBbIThb HOJYYEHbI JOXHO-OTpULATEIbHBIE pPE3YyIbTaThl, TaK KaK OIpeAessieMble
(bepMeHTbI HaXOAATCS B IJIa3Me U B KJIETKaX KpoBH. PekoMeHayercs: ocyliecTBUTh 3a00p KPOBU ISt
¢depmentroit u JIHK-nuarnoctuku He paHee yem yepes 6-7 AHEH 1ocie NepeIuBaHus I1a3Mbl KPOBH
u uepe3 7-10 qHei nocie nepeauBaHus KOMIOHEHTOB KPOBHU.
He nomyckaercs 3a60p KpoBH:

e Cpa3sy mocie NpoBEACHNS NAIMEHTY HHPY3UOHHOH Teparuu;

¢ (Cpaly mocCJjie 3aMCHHOI'0 ICPCIIMBAHUA KPOBH.

XpaHeHHe U TPAHCIOPTHPOBKA GMoMaTepuajia
OO0pa3ibl BHICYIIEHHBIX MATEH KPOBU MOKHO XPaHUTh B OOBIYHON Kamepe XOnoAmibHuKa mpu +4 C
1o otnpaBku. Cpok XpaHEHUs 0 MOMEHTa OTIPAaBKHU HE JOJDKEH MpeBbIaTh 7 qHel. Eciau XpaHuTh
JoJbIIe W Tpu Ooyiee BBICOKOM TeMmepaType, TO aKTHBHOCTh (pepMeHTa Jake B HOPME MOXKET

CHMIKATHCS, UTO IPUBCACT K JIOKHO-ITOJIOKUTCIIbHBIM PE3YyJIbTaTaM.
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Ipuaoxkenue A3.5. Tect 6 MmuHyTHOM X0aL06I (6MTX)

6MTX — TecT 6-MHUHYTHOI X0AbObI

Crnenyer NOMHHUTb, 4TO JUId JAHHOTO TECTa HMEIOTCA CIEAYIoUIe aOCOJIIOTHBIE
IIPOTUBOIIOKA3aHUA: ocTpas OO0JIb B IPYJHOW KIETKE, JE€KOMIIEHCUPOBAHHAs CepledHas U
JbIXaTeNbHas HEIOCTaTOYHOCTh, OCTphIE 3a00JeBaHMA, JIMXOpaJKa, 3a00JIeBaHUS OIOPHO-
JBUTATEIbHOTO allllapara, IpensaTCTBYIOIINE BHIIIOJHEHUIO IPOOBI.

K OTHOCHUTENBHBIM  INPOTHBOIIOKA3aHUSAM  MOXKHO  OTHECTH  BBIPAKCHHYIO
OpasuTaxXMKap/nIO, BBICOKYIO apTepHUajbHYI THMIEPTEH3HIO U BO3pacT peOeHka. Manbiam
TPYJIHO OCO3HATh U UCIOJIHUTH BCE IPaBUJIa TECTA, IO3TOMY OH PEKOMEHI0BaH JJIsl JETeH OT 5
JIET U CTaplue.

Eciin manpeHT HaxOQUTCsl Ha ITOCTOSSHHOM KUCIOPOJHON MOJAEPKKE, CKOPOCTh I101a4uu
KHCJIOpOZia NPU IPOBEJCHUM TeCTa JOJDKHA COXPAHATHCA B COOTBETCTBMM C NPEAIMCAHHEM
Bpaya, Ha3HAYMBILETO U KOHTPOJIHUPYIOLIEr0 TEPAIIUIO.

[TpoBenenue Tecta HEOOXOIUMO HEMENJIEHHO MPEKPAaTUTh B Cllydae BO3HUKHOBEHMS
0011 B TPy, CUIIBHOM OJBIIIKH, CYZAOPOT B HOraX, FOJIOBOKPYXKEHHUs, TOTEPH YCTOWYMBOCTH,
HapacTaromeil c1abocTu 1 SBHOM O1eTHOCTH.

6MTX mpoBoaWTCS B TIOMEIIEHHH, XOPOIIO 3HAKOMOM TAalMEHTY, HMEIOIIeM
JIOCTaTOYHO JJIMHHBIM KOPUIOP C TBEPJbIM MOKpbITHEM. JlJIMHA MPOXOAWMOTO MYTH AOHKHA
cocTaBisATh He MeHee 30 MeTpoB ¢ pa3MmeTkol Kaxkzasle 5-10 MeTpa, a Takke TOUYKaMHU
MIOBOPOTOB/pa3BopoToB. Ha 000MX KOHILIaX MyTH HYKHO Pa3METUTh Kpecisa JIsl MOATOTOBKH U
oTIbpIXa nanueHToB. Kpome Toro, HeoOXOAMMO IM03a00TUTHCS O HAJUYUU HCTOYHUKA
KHUCJIOpoJia U AehuOpuIsiTopa.

Taxke 1Ig Tecta BaM IOHAJOOMTCA TOHOMETP, Yachl C CEKYHIHOM CTpenKoii,
MyJIbCOKCUMETP U TenedoH. TecT pekoMeHaAyeTcs POBOAUTE B YTPEHHHE Yachl MIOCIIE JIETKOTO
3aBTpaka. Ha manuenrte gomkHa ObITh yoOHas ofeXkAa U MOAXOAAIIAs IJs MPOTYIKH O00YBb.
3anperieHbl UHTEHCHUBHbIE (DU3MYECKHe Harpy3KM MEHee 4eM 3a JBa yaca JI0 HCIbITaHMS.
Jleuenue manueHTa MPOXOIUT B OObIYHOM pexxume. Eciam B moBcenHEBHOM XKHM3HH peOEHOK
UCTOJIB3YyeT A XOAbObI TPOCTh, KOCTBUIM WJIM XOAYHKH, CIEAyeT OCTaBUTh UX M JJS TecTa.
Ilepen HauanoMm mpoObl MALMEHTY HEOOXOAMMO M3MEPUThH apTepHalbHOE JIAaBJIEHUE, YaCTOTY
CepJlIeYHBIX COKpAICHHUH, YaCTOTY JIbIXaHHs, IIPOBECTH MyJIbCOKCUMETpHio [18]

Tect 6-MMHYTHOH X0ABLOBI 3aK/II0YAETCS B TOM, YTO PeOEHOK J0JKeH 3a 6 MUHYT

NPOHTH MAKCHMMAJIBbHO BO3MOKHOE [JIs1 ce0sl pacCTOsIHHEe HA TpeKe B KOM(OPTHOM JJisi
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ce0s1 TeMIie. 3anpelaercs NepexoauTh HA 0er UM NPbIKKHA, HO MOKHO 3aMeVIUTHCH WU

OCTAHOBHUTBCH, €CJIM BOSHUKACT TaKad HOTpCﬁHOCTb.
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IIpuao:xenue A3.6 OcHOBHLIE MeEPONPHATHS NPH OKA3AHMHM NOMOINM NAIHEHTAM C

aJJIepruyeckoi peakmnuei Ha npenapar

[19].

Annepruueckas peaxuus (AP)

OcTaHoBUTH HH(DY3UIO

OUEeHUTH CTENEHb AJIEPTUYECKON PEAKIIUI

Jlerkas AP: nuxopaaka, MOKpacHEHUE, ChIIb,
JIerKasi KparnuBHUIIA.

Tsoxenas AP: BbIpakeHHasi KpanvMBHUIIA,
OTeK JIMIA, 3aTPYJHEHHOE [IbIXaHUE,

TIPOSIBJICHUS cepAcuHON
HEJI0CTATOYHOCTH U JIP.
ubymnpoden WIIH napateramon®*, | uéymnpoden WIu napaneramosr™**,
AHTUTHCTAMUHHBIC npermapaTsl JUTSL | aHTUTUCTAMHUHHBIE  TIperaparbl  JUIs
CHCTEMHOTO TIPUMEHEHHS B  BO3PACTHOH | CHCTEMHOTO JCHCTBUS,

JI03UPOBKE

KOPTUKOCTEPOUABI  JJIi  CUCTEMHOTO
npumenenus  (1-2  wr/kr/cyr  mo
NPEeAHU30I0OHY**),  ecnmd  BO3HUKHET
HEOOXOMMOCTb — SruHepuE** !

HaOmronenue 3a

A CHTOM

IIponoikaercs peakiusi Ha BBEJCHHE

Her peakuuu Ha BBeeHUE

OcCTaHOBUTH I/IH(b}/SI/IIO U He BO30OHOBIIATE B
9TOT ACHb

[Ipopomxute MHPY3UIO HA HEOONBIION
CKOpPOCTH

Crnenytonryto uH(Y3UIO TPOBOIUTH HAa HEOONBIIOW CKOPOCTH IOCHE MpeMeTuKaluu

(TOBTOPUTH MIPEABIAYIIYIO CXEMY).

OcHoBHbBIE MEpONpUATUA MPU OKA3aHUHW IMOMOIIU IMAOUCHTaM C aHa(l)I/IJ'IaKTI/I‘IeCKOI\/’I

peakuueit cm. [lpusioxkenue A3.7
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Ipunjaoxenue

A3.7 OcHOBHbIE MepONPHUSATHS NPH _OKA3AHHH IOMOIIM NAIHEHTAM ¢

aHabMIaAKTHYECKON peakIueii

[20,21].

HperaTHTe BHYTPUBCHHOC€ BBCIACHUC TCPAIICBTHYCCKOI'0 JICKAPCTBCHHOI'O
Cpe€acTtBa, KOTOPOEC BBI3LIBACT aHa(bI/IJ'IaKCI/IIO HiIv, €CJIM IMMaluCHT Haydall
OTMECYAaTh U3BMCHCHUS B O6H.[CM CaMO4YyYBCTBUH

Onenute KpoBooOpalieHue manueHTa (IyJabc), MPOXOAUMOCTh JbIXaTeIbHBIX
nyTed (4acToTy JbIXaHHs), IMCUXUYECKOE COCTOSHHE, YPOBEHb CO3HAHHUS,
apTepuabHOE JABJICHUE, HATMYNE KOXKHBIX TPOSBJICHHI, YTOUHUTE MacCy Teja

Beenute snuHedpuH** BHYTPUMBIIIEUHO B IEpeaHE-OOKOBYIO MOBEPXHOCTH
oenpa), 0,01 mr/kr (makcumym 0,3 mr gersm 6-12 met; 0,15 mr gersm mo 6
7eT). 3anuiuTe BpeMs, BBEICHHYIO J03Yy U, MPU HEOOXOJUMOCTH, TOBTOPHUTE
yepe3 5-15 wmwuH. bBoNbmIMHCTBY malMeHTOB HeoOXoaumo 1-2 103l
snuHeppuna™*,

He pexomenayercs BBeneHue B 0HO MecTo 1 Mi1 u Gosee snmHeppuHa™**, Tak
Kak, o0magas OONBLIMM COCYIOCYKMBAIOIIUM JEHCTBHEM, OH TOPMO3UT U
COOCTBEHHOC BCacChIBaHUE.

[TonoxwuTte nanyenTa Ha CIIUHY €CIM UMEETCsl peCIIMPATOPHBIM TUCTpece U/Uiu
pBOTa; MOJHUMHUTE HUKHUE KOHEUHOCTU (HAIIMEHT HE JOJDKEH CTOSIThb, CUIETh
WINA JIBUraTbCs, MOCKOJBbKY 3TO MOXKET IPUBECTH K BHE3aHOM CMepTH B
ClIydasix TsDKEJOH aHa(UIaKTOMIHON peakuuu). 3anpOKWHBTE W TOBEPHYTH B
CTOpPOHY T'OJIOBY, BBIBEJUTE BIIEPE] U BBEPX HIKHIOKO YENIOCTH, IPUOTKPOUTE
poT, 3apUKCUPYHTE S3BIK, YAAJIUTE CIIM3b U3 BEPXHHUX JBIXaTEJIbHBIX IyTEH,
€CJIM B 3TOM MOSIBUJIACh HEOOXOAUMOCTb.

[Ipu moxazaHusIX MalTe MOMOJHHUTEIBHO KHUCIOpon (6-8 1/MUH) Yepe3 MacKy
i opodaprHreanbHyto Tpyoky (BozmyxoBon opodapuHreanbHblil)

BAXHO

bera - angpeHOOMOKaTOpPHl  YMEHBILAIOT  TEpareBTUYECKUH  3PQeKT
snuHeppuHa**.  VYcunuator — noOouHble  3¢¢exTsl  3nuHegpuHa**
CHMITATOMUMETHKH, TUTOKCHH**,
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Ipuiaoxkenue A3.8 Pacmmgposka npumeyanui

** — mpenapar BXOAWUT B MEPEUCHb KU3HEHHO HEOOXOIUMBIX M BAKHEHIIMX JIEKAPCTBEHHBIX

npenapatoB (Pacnopsikenue IlpaButensctBa PD ot 12.10.2019 Ne 2406-p) «OO6 yTBepKIacHUU
MepeyHsl KU3HEHHO HEOOXOJMMBIX M BaXHEWINUX JIGKApCTBEHHBIX mperaparoB Ha 2020 ron, a
TaK)Ke MepeyHell JIEKapCTBEHHBIX MPEnaparoB i MEIUIIMHCKOTO MPUMEHEHUS U MUHHUMAJIbHOTO
aCCOPTHMEHTa JIEKapCTBEHHBIX MPENapaTroB, HEOOXOAMMBIX JUIsI OKa3aHUS MEIUIUHCKOM
oMOIIH») (C U3MEHEHUsIMU, BHeCeHHbIMH Pacriopsbxeruem [IpaButenscta PO ot 23 Hos0ps 2020
r. Ne 3073-p «O BHecennu nu3mMeHeHuit B pacnopsiokenue [lpasurenscrBa PO ot 12 oktsa0ps 2019 .
No 2406-p.)

# - npumenenue off-label — BHe 3aperMcTpUpOBaHHBIX B HHCTPYKIMH JICKAPCTBEHHOI'O
CpeICTBa MOKa3aHUI OCYIIECTBISETCS MO PELICHUI0 BpaueOHOM KOMUCCUU, C pa3pelleHus
JlokanpbHOTO 3TUYECKOT0 KOMUTETa MEAMIIMHCKOW OpraHu3aunud (Mpu HAIHYHUH), C YCIOBUEM
MOAMUCAaHHOTO HWH()OPMUPOBAHHOTO COTJACHsl POAUTENCH (3aKOHHOTO MPEACTABUTEINS) U
MalKeHTa B Bo3pacrte crapuie 15 ner;

X% - MEIUUMHCKOE WU3JeNie, UMIUIAHTHPYEMOE B OpPraHM3M 4YeJOBeKa IpPHU OKa3aHHUH

MEIUIIMHCKOW IOMOIIM B paMKax IPOrpaMMbl TOCYJApCTBEHHBIX TrapaHTUN OECIIaTHOrOo

OKa3zaHHud rpaxaaHam MCI[PIIII/IHCKOﬁ IIOMOIIH.
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Ipuioxkenue b. AiropuT™Mbl 1eCTBMH 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 114 nanueHra

Cunapom Mopkmuo

Cunapom Mopkuo uiam Mykomonucaxapuaos IV (MIIC 1IV) — ogna U3 caMbIX peaKHX
dbopm mykomnomucaxapuao3o (MIIC). Ilo omeHkam crenHUaINCTOB, OHO BCTpEYACTCS KpailHe
penxo, ¢ yactotoit ot 1 Ha 640 000 kUBOPOXKIACHHBIX AeTel B 3anaanon ABctpanuu Ao 1 Ha 76
000 xuBopoxaeHHbIX nereil B CeBepHoit Upnanauu.

3a mpomienmre ToAbl ObLT CO3JaH CHEIHUANbHBIM Mpernapar, KOTOPbHIA IO3BOJISET
3aMeIUTh MPOrpeccUupoBaHre OO0JIE3HU, CMITYUTH HEKOTOpBIE M3 €€ mposiBiieHuil. OaHaxo,
Hapsly ¢ TMPUMEHEHUEM 3TOTO Ipernapara, HeoOXoaIuMo He 3a0bIBaTh, O CHMIITOMATUYECKOM
Tepanuu, (QunoTepanuu, peabUIuTalllK, a TJIaBHOE — MO3UTHBHOM OTHOUICHHHM K H3HU
MalUeHTa U YICHOB €T0 CEMbHU.

IIaTorenes

I[Ipuy  Bcex  MyKomoJucaxapujo3ax  Hapymaercs  OOMeH  (pacuIeruieHHE)
rinKo3aMUHOTTIMKaHOB (I'AI') — 0COOBIX CTPYKTYpPHBIX KOMIIOHEHTOB COEAIMHUTEIBHON TKAaHU.

I'AT — 3TO nMHHBIE LEMIOYKH MOJIEKYN caxapa, KOTOPhIE COCIUHSIOTCA ¢ OelIKaMu U
CIIy’)KaT B@)XKHBIM CTPOUTENBbHBIM MaTEpHaioM MJI KOCTEH, XpsIed, KOXKH, CYXOXKWIHMA,
KJIAalIAaHOB cepana W MHorux napyrux TtkaHed. Al comepkarcs B BS3KOW CHHOBHAIBHOU
KUJKOCTH, KOTOpasi YBJIAKHSET CYCTaBbl, BXOJST B COCTaB CYCTaBOB M CYXOXKUJIUH, KJIalaHOB
cepana. B HopMe MTpPOMCXOOUT TMOCTOSHHBIN TMpoiecc oOpa3oBaHus «HOBBIX» [All u
pacierieHne «crapbix». s mporecca pacmieruienuss U nepepabotku AT HeoOxomuma
rpyrmma ocoOsix O6enkoB-pepmeHToB. st Toro, uro6sl pacmenuts ['Al, depmenTs paboTaroT
10 O4epean, APYT 3a JPYroM, U pacIleIvIsioT JIMHHY0 Monekyny ['Al Ha yacTu.

VY Bcex mamuenTtoB ¢ MIIC  orcyrctByer  depMeHT (0COOBIA ISl Ka)XXAOTO THUIIA
MIIC), xoTopslit HeoOXoAuM IS paciierieHus onpeneiaernnoro ['Al'. ¥V mamuentos ¢ MIIC IV
THIIA OTCYTCTBYET (DepMEHT, Ha3bIBa€MbIll rajakTo3aMuH-6-cynbdar-cynbdaraza (mpu MIIC
IVA) wmn B-ramakrosuaasza (mpu MIIC IVB), kotopsrit Heobxoaum st pacmierieHust [AIT —
KepaTaHcynbdaTa. HepacienieHHbIH KepaTaHCyIb(aT HaAKAIIMBAaeTCs B KIIETKAX, HAPYIIas UX
paboty. KepatancynbdaT HaX0AUTCS, TTITaBHBIM 00pa3oM, B KOCTSIX U COCTUHUTEILHON TKaHU U
€ro HaKOIUIEHHE, TTPEXK]IC BCETO, BRI3BIBAET MHOXKECTBO MTPOOJIEM CBA3AHHBIX CO CKEJIETOM.

HacaenoBanune cungpoma Mopkuo

CungpoM MoOpKHO — OTHOCUTCSI K HACJIECTBEHHBIM 3a00JIEBaHUSM U HACIEIyeTCs IO
ayTOCOMHO-PEIECCUBHOMY THITY. JTO 3HAYUT, YTO OOJIE3Hb MPOSBISETCS TOIHKO B TOM CIIydae,
eciii 00a poAUTENS SIBISIOTCS HOCUTENIIMU OOJIE3HU U, XOTS caMH OHU HE OOJIEIOT, MepenaoT

peOeHKY JBa MOPKEHHBIX TeHA (TI0 OJJHOMY OT KaXKI0TO U3 poAuTee). boapImMHCTBO cemel,
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rje ecTh peOCHOK C 3THM 3a00JIeBaHUEM, HE CTAJIKUBAIUCH PAaHbIIE C MOJOOHON MPOOIEMON.
Puck nmoBTopHoro poxaenus pederka ¢ MIIC IV B cembe, rae yke ecTh MalueHTHI JIETCKOTO
BO3pacTa, cocTaBisieT 25% Ha Kax1yro 0epeMeHHOCTb.

Bce cembu ¢ MIIC IV nomkHbl 00s3aTENBHO MTPOUTH MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHHE W TIOJYYHUTh IMONHYHO HWH(POpMAnUIO OT  Bpada-reHeTHKa O  PHUCKE
MMOBTOPHOTO TPOSBICHUS TAHHOTO 3a00JIEBaHHMS B CEMbE, OOCYAHMTHh CO CIEIUATUCTOM BCE
BOIIPOCHI, CBSI3aHHBIE C HacleAoBaHWEM 3a0oneBaHus. B Poccum Menuko-reHeThdecKue
KOHCYJbTAIlMN pa00TaIOT B KAXKIOM PETHOHE.

Kak ycranaBiuBawT Juar{os?

Bpauu Ha OCHOBaHMM KIMHUYECKHX CHMIITOMOB MOTYT 3aloA03pUTh 00JIe3Hb. 3aTeM
MIPOBOAATCS TaOOPATOPHBIC TECTHI U MHCTPYMEHTAIbHBIC HCCIeA0BaHUs. [10CKOIBKY pa3HbIC
tunbl MIIC oueHb MOX0KH IO CBOUM KIMHHUYECKUM MPOSIBICHUAM, HEOOXOIUMO MOITBEPAUTH
JTUArHO3 C TTOMOIIIBIO JJAOOPATOPHBIX METOJIOB.

[MontBepxknatomas auarnoctuka MIIC 3akmrodaercss B ONpPENENCHUHM  YPOBHS
skckperuu AT B Moue M HM3MEpEHUW AKTUBHOCTH ()EPMEHTOB B KJICTKaX KPOBH, IATHAX
BBICYIIEHHOW KPOBH WM KYJIbType KOXHBIX ¢uodpoodmactoB. ns MIIC IV mpoBoasr
OIpeJieieHue aKTUBHOCTH TaJaKkTo3aMUH-6-cynbdar-cynbdaraza (mpu MIIC IVA) wm (-
ranakrosugaza (mpu MIIC IVB). B nanbheiimmem pekomenayercs mnpoeaenue JHK
JMArHOCTHUKH (€CIH aKTUBHOCTH (hepMeHTa Oblla CHUKEHA).

[IpoBenenue mabopaTopHON AMATHOCTUKH I TOATBEPXKICHHS JHArHo3a KpaitHe
HEO0OXOJMMO, TaK KaK OT 3TOTO 3aBUCUT BBIOOp JICUCHHS, IPOTHO3 TEUCHUs 3a00JeBaHUSA U

OIIPCACIICHUC THUIIA HACJIICJOBAHUSA 0OJIe3HU.

Knunuueckue nposiBjieHust cunapoma Mopkuo

Cungpom MopkHo — porpeccupyroliee MyIbTHCUCTEMHOE 3a00JI€BaHUE U y MallUeHTa
OBIBAIOT TIOPAXKEHBI HE TOJBKO CKENET U CYCTaBhl, CTPAJAAIOT TAKXKE HEPBHAS CUCTEMa, OpraHbl
3peHus, Clyxa, CepACUHO-COCYIUCTast 1 OPOHXO-JIETOUHAsI CUCTEMBI.

CreneHb BBIPaKEHHOCTH KJIMHUYECKUX MPOSBJICHUHN MPU CUHAPOME MOPKHO pa3jinyHa.
N3BecTHbI U KpaiiHe TsoKeabie GopMbI 3a00JI€BaHUS, KOTOPHIC MPOSBISIOTCS YK€ B paHHEM
JETCTBE, W JOBOJIBHO JIETKHE, MSTKue (opMbl Oone3HH. B HEKOTOPBIX CiIydasX HaTU4He
cuHJpoMa MOpKHO HE BIMSIET HA MPOAOKUTENBHOCTD KU3HU MAIMEHTa, HO KAYECTBO KU3HH,

0€3yCIIOBHO, CTpajiaeT MpH BceX popMax OOJIC3HH.
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OcHoBHas 3aja4ya Bpauei, ONM3KUMX M CaMOro MalMeHTa ¢ CHUHIpOMOM Mopkuo —
ClIeNaTh JKU3Hb MAKCUMalIbHO KOM(pOPTHON, CHU3UTh PUCK TSDKENBIX OCIO0KHEHUH, 3aMeIIUTh
porpeccupoBaHe 00JIe3HH, CMATYUTH OCHOBHBIE CHMIITOMBI 3200JI€BaHUSI.

Jlanee mpuBeneHbl OCHOBHBIE MPOOJEMBI, C KOTOPBIMU CTAJKHUBAIOTCS MAIMEHTHI C
CHUHJIPOMOM MOpKHO, HO 3TO HE O3HAYAET, YTO OHU 0053aTeIbHO OYAYT y Ka)J0ro nalueHTa.
3aboneBaHKEe NPOTEKAET OYEHDb [I0-PA3HOMY, J1aXKe B OJTHON CEMbE.

Pannee pa3sBurtue, poct

IToctaBuTh quarHo3 cuHIpoMa MOPKHO HOBOPOXKJIEHHOMY MPAKTUYECKH HEBO3MOXHO,
TaKk Kak NAUEHTbl POXIAIOTCA B CPOK, C HOPMAaJIbHBIMH POCTO-BECOBBIMHU IIOKA3aTCIIAMH.
OpHMM K3 IEPBBIX CUMITOMOB SIBJISIETCS 3a/1€P>KKA POCTA C YKOPOUEHUEM TYJIOBMILA U LLIEU.

BHemnue ocodbeHHOCTH

Mnanenupt ¢ MIIC IV npu poxJIeHUM BBITISASAT OOBIUHO, HE UMEIOT IMPU3HAKOB
3aboneBaHus. TeM He MeHee, U3-3a HAKOIJICHMS B TKAHAX M OpraHax MaTOJIOTHYECKOTO
MaTepuaga HapymawmTcs (YHKIMHM KIETOK, M IIOCTENEHHO pPa3BHBAIOTCA BbIPa)KEHHbIC
aHOMaJIMM CKeJleTa U CYCTaBOB, a TaKXe psJ BHECKEJIETHBIX IpPOSIBICHUN, B TOM 4YHCIIE
MOPaXEHUE JIbIXaTEIbHOM W CEplIeYHO-COCYAMCTON CUCTEM, KOMIIPECCHSI CIMHHOIO MO3ra,
HapYyIICHHs 3pEHUs, TIOTEePs CIIyXa, MOpaKeHHe 3yO0OB, M B MECHBIICH CTENCHH —YBEIUYCHHE
nedenu. [Tanuents! ¢ MIIC IV oTnudaeTcst HU3KUM pOCTOM C KOPOTKHMH TYJIOBUIIEM U IIEEH.
CkeneTHble NPOSIBIEHUS, KaK MpPaBUJIO, Oojiee BBIPAKEHHBIE U TSDKENbIE, YeM IpH APYTUX
MIIC. ns MIIC IV oueHp xapakTepHa T'MIEpIIOJBHKHOCTh CYCTAaBOB, OTJIMYAIOLIAs 3TO
3a0oneBanue ot Apyrux tunos MIIC, u He xapakTepHbl KOTHUTUBHbIE HAPYILICHUS.

CkeJier, OOPHO-IBHUraTeIbHASA M KOCTHO-CYCTaBHAasl CHCTEMA

VY nanuentoB ¢ MIIC IV tuna, kak 1 pu Bcex ApYrux GopmMax MyKOIOJINCaXapHuI030B,
CYIIECTBYIOT TIPOOIeMBbI ¢ (POPMUPOBAHUEM U POCTOM KoOCTel. [lopakeHne MHOTHX KOCTEH C
M3MEHEHHEM UX (POPMBI Ha3bIBAIOT MHOXKECTBEHHBIM JIU30CTO30M. XapaKTEpHbI AepopMalun
MO3BOHOYHUKA U TPYIHON KJIETKH, X-00pa3Has JedopmMarius KOJIEHHBIX CYCTaBOB, MOJIBBIBUXU
Ta300€IPEHHBIX CYCTaBOB, HAPYIICHUE TOXOJIKHU, TUIIEPIOBIKHOCTS CYCTaBOB KUCTEH.

CamMble cepbe3Hble, OINAcHble W IKU3HEYrpOXKaroliue MpoOJeMbl CBA3aHBl C
nedopmareii 1 0COOCHHOCTAMH CTPOCHHS IIeWHOro otnaena. Eciam cnmHHONW MO3r Oymer
CZIaBJIEH WJIN NOBPEX/IEH (1IeHHas MHUEIONaTHs), HapyllaeTcsl HMHHEPBallUs BCEX YacTeH Tena,
YTO MPUBEJET K C1a0OCTH (BSUIBIM Mape3) MBIIIL, HApYIIEHUSM MpPU X0Jb0e, HHOTAA Jaxe K
3aTPYJHEHUSM C IbIXaHUEM.

Co BpemeHeMm pas3BuBaercsi X-00pa3HO€ WCKPHUBICHHE HIKHUX KOHEYHOCTEH

(BambrycHas aedopmartusi). bompIIMHCTBO Bpaueil cyuTaeT, 4To JaHHAs Jegopmanus HOCHT
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IIPUCIIOCOOUTENIBHBINA XapaKkTep, OMorasi MalMeHTy paclpeAessaTh BeC, IOITOMY ONEPaTUBHYIO
KOPPEKLMIO B PaHHEM BoO3pacTe Jydille He MpoBoAUTh. Kpome Toro, B CBA3M CO cIabOCTbhIO
CBSI30YHOI'O ammapara ¥ HAapyLIEHUEM CTPYKTYpbl KOCTEH, omepaius HE BCErAa MPUBOJIUT K
0KU/IaEMOMY pe3yJIbTaTy — eopMaIlysi BO3BPAIIACTCS CITYCTS KAaKOE-TO BPEMsl.

B pszge ciydaeB BO3HUKAaeT MOpPa)XC€HHE T'OJIOBOK O€APEHHBIX KOCTEH (acenTH4ecKuit
HEKPO3), 4YTO MPUBOAUT K OOJIEBOMY CHHAPOMY U U3MEHEHHUIO MOXOIKH 10 TUITY "yTHHOM".

Opransl AbIXaHus

Hapymenue papixarenpHOM cuctembl y mnanueHtoB ¢ MIIC  cBd3aHo Kak cC
0COOEHHOCTSIMM CTPOCHHUS CKelleTa, Xpslled Tpaxeu U pedep, Tak M ¢ HakorwieHuem ['Al" B
MATKUX TKaHAX (YBEJIMYHMBAIOTCA aJCHOUABI, CIU3UCTHIC, BBICTHIIAIOLIME JIbIXaTeIbHbIC MYTH,
CTaHOBATCSA PBIXJIBIMH, TUNEPTPOPUPOBAHHBIMH, B PE3YJIbTATE€ YEro MPOCBET JbIXaTEJIbHBIX
MyTel YMEHbILAETCS).

BaxHo moHMMaTh, 4TO HEIOCTATOYHOE CHAOXKEHME TKaHEH KHUCIOPOAOM (THUIOKCHS)
BIMSIET HA (YHKIMIO BCEX OPTraHOB, [MO3TOMY YJIyYIIEHHE JbIXaTeIbHOM (YHKLUU — OJIHA W3
IIEPBOOYEPEAHBIX 3a]1a4.

[IpoGnemsbl ¢ AbIxaHHEM yCYT'yOIsIEeT H3MEHEHHOE CTPOEHUE TPYJHON KIIETKU: IpyHas
KJIETKA (OKECTKasi» U HE MOKET JIBUraThCsl CBOOOAHO, HE MO3BOJISIET JIETKUM HAOpaTh OONbILION
00beM BO37yXa. OTH OCOOEHHOCTH NPUBOAAT K TOMY, YTO MAIMEHTHl XYyX€ IMEPEHOCST
MHQEKIUN BEPXHUX JbIXaTEJIbHBIX IyTeH U JIETKHX.

[lepBpIMH cuUMOTOMaMU HapylleHUS (QYHKIMM BEPXHUX JbIXaTENIbHBIX IMyTEH MOTYT
CIIy>)KMTb HOYHOMW Xpall, IIyMHOE JbIXaHhe, OOCTPYKTUBHOE HOYHOE arnHoe (KpaTKOBPEMEHHBIE,
JI0 HECKOJIBKMX CEKYHJ, 3aJ€pKKH JIbIXaHUs BO BpeMs HOYHOIO CHa). Takue NposiBICHHUS
JOJDKHBI HACTOPAKUBATh, TAK KaK B JAJBHEHUIIEM OHU MOTYT IIPOIPECCUPOBATH U MPUBECTU K
Pa3BUTHIO OCIIOKHEHUI CO CTOPOHBI APYTUX OPraHoOB (Cep.Lie, TOJIOBHOM MO3T).

[TarmenTtsl ¢ MIIC CKIOHHBI K pa3BUTHIO OTUTOB, PUHUTOB M BOCHAJIEHUIO JIETKHUX,
MOTOMY AHTHOAKTEPHAJBHYIO TEpalHuio CIeAyeT HadMHAaTh YK€ Ha pPaHHUX CTaaMuiX
3abosneBaHus. HecoMHEHHO, HY)KHO KOHCYJIbTHPOBATHCS CO CHELUATNCTAMH, & HE 3aHUMAThCA
CaMOJICUYEHUEM.

Hecmotps Ha peakocTb M TsXKecTb 3a00ieBaHMsI, ClEIyeT IOMHHUTb, YTO
BakMHUpoBaTh mnamueHToB ¢ MIIC oO0s3arenbHO, Tak Kak IPUBUBKH [TOMOTAOT
NPEJOTBPATUTh Pa3BUTUE 3a00JIEBaHUM, MOpaXaroIuX Jerkue. B ToM uucie BakHO He
MPOIMYCTUThH BaKIIMHALIMIO TPOTHUB MHEBMOKOKKOBOI MH(QEKIUH, TPHUIIIIA.

PoroBasi mosiocts 1 3y0bl
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VY manuenToB ¢ MIIC IV 3y0bI OKPBITH XPYIKOW AMaNIbIO, YTO PUBOJIUT K OBICTPOMY
Pa3BUTHIO KapHeca.

CepaedHo-cocyaucrasi cucremMa

[Taronorust cepaeuno-cocyauctoit cucremsl (CCC) y mauuentoB ¢ MIIC npossisiercs
B BHJE YTOJILEHHUS CTEHOK CepAua, HM3MEHEHHM CO CTOPOHBI KJIAlIAaHHOIO anmnapara
(YIUIOTHEHHE CTBOPOK M XOpJA KJIalaHoB), Pa3BUTUSA CEPJEYHON HEIOCTaTOYHOCTHU, KaK C
COXPaHEHHOM, TaK M CO CHM)KEHHON COKPATUTENIHOW CIIOCOOHOCTBHIO MUOKap/Ia.

@OyHKIMS KJIAllaHOB, HECMOTPsS Ha UX YTOJIIEHHE B pe3ynbrare orioxkeHus ['AT,
MOXET HEKOTOpPOE BpeMsl He Hapylatbes. B nmocinenayromem nosBisieTcs: LIyMbl, XapaKTepHbIe
JUIS MUTpPAIbHOW (CHUCTOJMMYECKHI) M aopTalbHOM (AMACTONMYECKHil) HEIOCTaTOYHOCTH,
pa3BUBalOIIMECS B pPE3yJbTaT€ HECOCTOSTEIBHOCTH KialaHOB. B nanbHeileM ykopodeHHe
Xopax ¥ ¢uOpo3 JEBOro aTPUOBEHTPUKYISIPHOTO KOJIbLIA TPUBOMAT K CTEHO3UPOBAHHIO
MUTPaAIBHOTO OTBepcTUs. HenocTtaTouHOCTh TPUKYCHUAAIBHOIO M MYJIbMOHAIBHOIO KiamaHa
OOBIUYHO KJIMHUYECKU HE TUAarHocTUupyroTcs. Kpome Toro, cepiednas HE1I0CTaTOYHOCTh MOXKET
pa3BUBaThCS C IMOPAKEHUEM IPABbIX OTAEIOB CEpAlld, MO THUILY XPOHMYECKOTO JIETOYHOTO
cepAna, B pe3ynbrare AedopMaliy TPYIHOW KIETKH, MOPAXKEHHUS JIETKUX H3-32 OTJIOKEHUS
I'AT" (>xecTKue snerkue).

bprommuas monocrs

WNHuorpa npu cuaapome MOpPKHO NMEYEHb U CEIE3€HKA YBEJIWYEHBl M3-32 HAKOIUICHHUS
I'AT (remarocnineHomeranus). YBEIUYEHHE MeYeHU OOBIYHO HE MPUBOJUT K HAPYIICHUIO €€
GyHKIUH.

ITpu MIIC, xak npaBuio, >KUBOT yBEJIHUYEH B 00bEME 3a CUET I'eNaTOCIUICHOMETINU U
cJ1a00CTH MPSAMBIX MBILIIL )KUBOTA. Tak’kKe 4acTO BO3HUKAIOT COUETAHHbIE WJIM U30JIMPOBAHHbIE
IpbDKU (ITyTIOYHAs, MaxoBasi, MaxXOBO-MOIIOHOYHOM M CpeAHeW JMHUM KUBOTa). PemieHue o
HEOOXOJIMMOCTH ONEPATUBHOIO JIEUEHHUS [JOJKHO IPUHUMATHCS COBMECTHO C JI€YaIIUM
BpayvoM, IMOKa3aHUEM K CPOYHOM ONEpALIMHU CIIY>KHUT YIIEMJIEHHE IPbIKEBOIO BHIIISTYMBAHMSL.

HepBHas cucrema

[Tpu MIIC 1V uHTENIeKT He CTpaaaeT — ACTH U MOJPOCTKH XOPOIIO U C YAOBOJIbCTBHEM
ydarcsi. MHOrHe ¢ OTJIMYMEM 3aKaH4YUBAKOT MIKoIy U BY3.

[Tpu TsoxenbIX GopMax MOTYT BO3HHMKATh HApYIICHHsS LUPKYJSALHUS CIIHHHOMO3TOBON
KHUIKOCTH. B 53TOM ciydyae mMamueHTbl >KalIylTcs Ha TrojioBHble Oomu. Heobxoanma
KOHCYJIbTaIlMsl Bpaua-HeHpoXupypra Juisi peuieHus: Bonpoca 0 HeoOXOIUMOCTH ONEepaTUBHOTO
WM METUKAMEHTO3HOTO JICUEHUsI JAHHOTO OCJIOKHEHUS.

OIIHI/IM W3 YaCTHIX OCIIOKHEHUM SBJISIETCS CTEHO3 II03BOHOYHOI'O KaHalla.
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OTO0 OMaCcHOE OCIOKHEHUE, KOTOPOE MOXKET NPUBECTH K 3HAYUTEIbHBIM ITOCIEICTBUAM,
B TOM YHCIE K JBUraTeIbHbIM HAPYIICHUSAM, I103TOMY OYEHb Ba)XHO YTOOBI NAIMEHT
HaOmromancst y Bpauda-HEBpoOJiora, Bpaya-opTonefa W Bpada-xupypra. PentreHorpadmus
menHoro oraena no3oHoyHuka, MPT u KT wmoryr momous B BH3yalM3aluud 3TOrO
OCJIO’KHEHUS.

Kapmanenpiii  cuHIpoM  (3alACTHBIA ~ CHHAPOM, TYHHEIBHBIH  CHHAPOM) —
pacnpoctpaneHHas npobiema y manueHToB ¢ MIIC. HepBbl mpoxoasT 4epes 3armsicTbe MEXIy
3aISICTHBIMM KOCTSIMM M CBSI3KaMH. Y TOJILLIEHUE CBA30K 3a cueT HakorieHus Al oka3piBaer
JaBiieHHe Ha HepBbl. [IposBIEHMEM 3TOr0 CHHIPOMA MOTYT OBITh 0OJb M OHEMEHHUE MAaJbLIEB
PYK M TPYAHOCTH C 3axXxBaTOM IPEAMETOB, YTO 3aTPyIHSAET KaKIOJHEBHYIO AKTHBHOCTH
MAIMEHTOB.

JUis MarHOCTUKU MU3MEPSAIOT CKOPOCTbh IPOBEIEHMS HEPBHOI'O HMMITyJibca B o0nacTu
KHCTH. OTO NpOCTas NPOLEAYpa, IO3BOJISIONIAs YCTAHOBUTH HAIWMYHME WU OTCYTCTBHE
IIOBPEXKICHNS HEPBOB.

HekoTopeie HapylieHUs HEPBHOW CUCTEMBI (IBUIaTEIbHBIE PACCTPONCTBA) SBISAIOTCA
BTOPUYHBIMU U B OOJIbILIEH CTETIEHU CBSA3aHbI C IOPAKEHUEM CKEJIETA.

Opran 3penus

Hakonnenne I'AI' mpoucxoaut BO MHOTMX TKaHSX, B TOM 4YHCIIE, B POTOBHIIE,
MIO3TOMY MOXeET Ha0oJaTbcsl ee nmoMyTHeHHe. OJHUM U3 NPU3HAKOB M3MEHEHMS POTOBMIIBI
SIBJIIETCS. HEMEPEHOCHUMOCTh SIPKOTO CBETa, TaK KaK IOMYTHEHHE BBI3BIBAET HENPABHIBLHOE
IpeioMJIeHne cBeTa. B 3ToM ciaydae MOTyT MOMOYb COJIHEUHbIE O4YKW. Ecium moMmyTHeHue
POTOBHIIBI TSKETIOE, YXYALIAETCS 3peHUe, 0COOCHHO MPH TYCKJIOM CBETE.

Otnoxenne I'Al' B ceTyaTke MOKET MPUBECTH K MOTepe nepudepruueckoro 3peHus u
HUKTaJONUU («KypUHOW ciernoTre»). PeOeHOK B 3TOM CUTyalluum MyraeTcsi U OTKa3blBaThC
XOJIUTh B TEMHOE BpeMsi CyTOK. JKenaTenpHO OCTaBIIATh HOYHUK BKJIIOUEHHBIM B CHAlIbHE U
Kopugope. MlHorma MOryT BO3HHMKATh NMPOOJIEMBI CO 3PEHUEM, BBI3BAaHHbIE U3MEHEHHUSMHU B
ceTyaTke TIJla3a MM TJayKOMOH (TOBBIIICHHBIM BHYTPHUIJIA3HBIM JaBJICHHEM), MOATOMY
perymsipHbIe OCMOTPHI Bpada-o(hTaabMOoIora HEOOXOTUMBI.

C mnomouIpl0 CHENUANbHBIX HCCIIEIOBAaHUI CIENHMATUCT OMpPENeIuT, H3-3a Yero
YXYALIAETCSl 3pEHNUS.

Opran cayxa

[Ipn mMykomonucaxapuao3ax TYTOyXOCTb MOXKET ObITh HeHpoceHCOpHas (CBsA3aHHAs C
HapyILIeHUEM YyBCTBUTEIBHBIX (BOJOCKOBBIX) KJIETOK B YJIMTKE), KOHAYKTUBHAs (CBSI3aHHAs C

HapylICHHEM 3BYKONPOBOIIIIMX IyTeH) WIM CcMelmaHHas (KOMOWHAIMS JIBYX THIIOB).
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Pa3znuyaroT 3 cTeneHu TYyroyxocTH: JIETKYIO, YMEPEHHYIO U TsDKEIyro. B 3aBUCHMOCTH OT THMa
U TSKECTU MOPAKEHUS CIIyXa MPUMEHSIOT Pa3IMyHble METOIbI KOppeKLnU. BaxHO, Kak MOKHO
paHbIIIe 3aMETUTh NMPU3HAKHA CHIDKCHUS CIIyXa, TaK KaK 0€3 KOPPEKIMU TYTOyXOCTh TOMEIIaeT
HOPMAaJbHOMY DPa3BUTHUIO M OOYUYEHUIO MAMEHTOB. DaKkTOpOM, yCYryOISIONIUM HapyIICHHE
CllyXa, SIBJISIIOTCS YacThle MHPEKIUN CPEAHETO yXa (OTUTHI).

Jleuenune, Ha0II0JIeHHE U IIJIAHOBLIE 00C/I€10BAHUS

Bpauamu-skcniepraMu M3 pasHbIX CTpaH ObUIM  CO3JaHbl PEKOMEHJAIMU  TI0
HaOIIOIEHNIO, JUAarHOCTHKE U JeueHuto nanuentos ¢ MIIC IV tuma.

Hao0mionenue, njianoBble 00CIeJOBAHNA U TECThI

Jlyis Toro, 4TOOBI OIIEHUBATH COCTOSTHUE MalMeHTa, 3P deKT mpoBoauMoi pepmMeHTHOH
Tepanuu, (pU3MOTEpanuy, CYIMECTBYIOT pa3IMYHbIe TECThl W IKaibl. (OdYeHb BaXKHO HE
OTKa3bIBAThCSl OT TMPOBEACHUS ATUX HCCIEIOBAHUN, MOTOMY YTO OHU IOMOTAIOT Bpadam
OOBEKTUBHO OIICHUTh COCTOSIHHE TMAalleHTa, OOOCHOBAaTh JIEYEHHE, BBECTH H3MEHEHUS B
MIPOrpaMMBbl peabUIUTAIIMN U a0MIIUTAIUH.

CaMbIM HM3BECTHBIM SIBJISIETCS 6 MUHYTHBIN TecT x0AbObl. CyTh €ro OY€Hb MPOCTas:
OIICHUTh BBIHOCIIUBOCTD ManreHTa. [laruenTy npenmararoT XOoAUTh MO JUTMHHOMY KOPUIOPY B
TeueHne 6 MuHYT. OIEHHMBAETCS KOJUYECTBO NPOWJEHHBIX MeTpoB. Korma mpoBonuiau
KJIIMHMYECKUE HCHbITaHus mnpenapata s JiedeHus MIIC pa3HbIX THNOB, HCCIEIOBATENH
MPOBOAMIIM TaKOe TECTUPOBAHHE N0 W TMOcie Hadana (EpMEHTHOM Tepanuu, CpaBHUBAIU
pe3yabTaThl TPYIIIBI MAIIMEHTOB, MOJMYYaBIIUX Ipenapar, ¢ pe3ysbTaTaMu TeX, KTO MOIydal
mnane6o. MIMeHHO TecT mokazan, 4Tto (epMEHTHAs 3aMECTUTENbHAas Teparus YIydlIaeT
BBIHOCTIMBOCTD MAIMEHTOB U UX JBUTATEIHHYIO aKTUBHOCTb.

Jns auarHocTUKM  3a00JeBaHUS JIETKUX M OpOHXOB HEOOXOAMMO MPOBECTH
oTpeJieJIeHUEe HACBHIIECHUS apTePUATBHOM KPOBH KHCJIOPOJOM C TMOMOIIBIO MYJIHCOKCUMETPA,
¢yukiuu BHewHero aeixaHus (®BJ]) ¢ nmomombio cnupomerpa. Ilpu nomomu OBJI
OTIPEIETISAIOT, KAKOM MaKCUMAIIbHBI 00BEM BO3AyXa MOXET BIAOXHYTH MAlUEHT, HACKOIBKO
OBICTPO TPOUCXOTUT Ta3000MeH. Bo Bpemsi uccieqoBaHHsl HYKHO TO KOMaHJE BJBIXATh,
3a/IepKUBATh BO31yX, BBIABIXaTh. MccimenoBanue (QYHKIMU JIETKUX HE TPEACTABISIET
OTMACHOCTH TSI 3J0POBBSI. OJTH TECTHl MOTYT BBISBUTH 3a00JICBaHHS JIETKHUX, OIPEIACIIUTH
CTETIeHb UX MOPAKEHUS U OLEHUTH dPPEKTUBHOCTD JICUCHUSI.

BricnymmBanue (aycKynbTaius) cep/ia J0HKHO OBITh 00sI3aTENBbHBIM U PETYISIPHBIM
WCCTIEIOBAHUEM ISl TIAIMEHTOB C MYKOIIOJIMCaxapuao3aMu. BaXHBIM METOIOM HW3y4YeHUS
cepana SBIAETCS yIbTPa3BYKOBOM — dsxokapauorpadus (Dxo-KI'), ona Oe3omacHa,

6e3005e3HeHHa M BbICOKOMH(popMaTuBHA. COBpeMEHHbIE MPUOOPHI TMO3BOJISIOT IMONYYUTh
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OJIHO-, JIByX- M TpEXMEpHOEe H300paKeHHe Ccep/la, OMNPEeAEIUTh CKOPOCTh KpPOBOTOKAa MU
JaBJIeHHME B PA3JIM4YHBIX OTJeNaX, ONPEAEIUTh HaIpaBlICHHE U TYpOYJIEHTHBIH XapakTep
KpoBoToKa. 9X0-KI' peKOMeHyI0T IPOBOAUTH IO MOKAa3aHUSIM, HO He pexe 1 pas3a B roa. 3to
UCCIIeIoBaHHE HEO00XO0IMMO, YTOOBI OOHAPYKHUTH JIIOOBIE IPOOIIEMBI C cepAleM (yBeTHUYECHUE
pa3MepoB, HHAEKC MACChI JIEBOT'O JKENyA0UKa, HAPYIIEHUE COKPATUTENIbHON (PyHKIMHU ((ppakuus
BbIOpOCa), a TakXke JMACTOIMYECKOM (DYHKIMM, OLIEHKAa CEepACYHbIX KJIAllaHOB, ABMKCHHE
MEAOKETYI0UKOBOM IIEPETOPOAKH)

Kpowme Toro, 11st BbISIBIEHHS HapyLIEHUSI PUTMa U IPOBOJAUMOCTH CEpLia HEOOXOMMO
MPOBOJUTH X0JITEpOBCKOEe MOoHUTOpUpoBaHue DKI', He pexe 1 pasa B roj.

Heo6xonumo peryssipHo MpOBOAUTH MPOBEPKY CIIyXa, JUIsl TOrO YTOOBI cpa3y e HayaThb
JIEYEHUE, €ClI NoTpeOyeTCsl, U MAaKCUMaIbHO COXPAaHUTh BO3MOXKHOCTh YUUTHCS U 0OILIAThCSI.

MarnuTHasi pe3oHaHCHasi TOMorpadus

MPT n03BOHOYHMKA [JOJKHA MPOBOJUTCS €XKEroJHO, ¢ OCOOEHHBIM (OKYCOM Ha
00J1aCTsX, B KOTOPBIX MOXET pa3BUBATBbCS KOMIIPECCUS] CIIMHHOTO MO3ra: IIEHHBIN, TPYAHOM,
TPYJIONOSICHUYHBIN OTnenbl. [lanmueHTsl ¢ CHHIpOMOM MOpPKHO OMKHBI HAOMIOAAThCS Y
Bpaya-HEBPOJIOra, Bpada-Xupypra, Bpava-TPaBMOTOJIOTA-OPTONENa, 4YTOOBI OHH MOTJIH
KOHTPOJIMPOBATh COCTOSIHUE IIEHHOTO OTJeNa MO3BOHOYHMKA. BakHO OLIEHHMBATh pe3yJIbTaThl
HCCIIEIOBaHUM B AMHAMMKE, [TI03TOMY BCE CHUMKH CIENYET XPAaHUTh U NPENOCTABIATH BpayaM
IIPU KaXKAOM CIIeAYIOIIEeM HcciieoBaHu. KoMbloTepHyo ToMorpaguio NO3BOHOYHHUKA JAETIM
4acTo MPOBOJAT MOJT HAPKO30M, B TOM YHCIIE, IEPE/] ITIAaHUPYEMbIM OIEPaTUBHBIM JI€UEHUEM.

Pentrenorpagus

PeHTren meidHOro M rpyao-NosSICHUYHOIO OTIEJIOB MO3BOHOYHMKA B IBYX MPOEKIMSIX
clIeyeT MPOBOAUTH KaXKJbIi roJl. ITO MCCIEN0BaHNE IPOBECTH TEXHUYECKH Tpole, yeM MPT,
KpOMe TOro peHTreHorpagus naer Oosplne MHPOPMAUU O CTPOCHUM IO3BOHKOB, HO HE
MTOKAa3bIBAET CTENEHb CAABJIEHUSI CHIUHHOIO MO3Ta.

IlaTroreneruyeckas Tepanus

Hns MIIC tun IV pa3paborana cnenuanbHas pepMeHTHAs 3aMECTUTEIbHAs Tepanus,
npenapatr — oanocynbdaza anbda**. TlanmeHTy eXeHenenbHO BHYTPHUBEHHO BBOJSAT
HemocTaronuii  GpepMeHT B craHmapTHoW pgo3upoBke (1 wmr/kr). B camoit mpouenype
BHYTPUBEHHOTO BBEIEHUS (EpMEHTAa HET HUYEro CIOKHOTO, U MPHU OMNPEAEICHHOM HAaBbIKE
MH(Y3HUI0 MOKHO MTPOBOJIUTH B JIF000H OONMbHHUIIE.

OddekT oT Tepanuu BO MHOTOM 3aBUCHUT OT TOTO, KOT/1a ObUTO HayaTo JiedeHue. Bmecre
C BpayoM HEOOXOJMMO Mepesa HayaloM (EepMEHTHOI 3aMEeCTUTEIbHOW Tepanuu 00CyAUTh BCe

BO3MOKHBIE PHCKH, TOO0OYHbIE S(P(GEKThl M TIaBHOE — OXHUIOAHMUA OT JieueHUs. BaxHo
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MMOHUMAaTh, YTO BBeJeHUE (epMEHTa HE MO3BOJIUT BbUICUUTH 3a00seBaHHE, LEdb Tepanuu —
3aMe[UIUTh MporpeccupoBanue Oone3nu. Te nedopmanuu, KOTOpbIE yKe CPOPMUPOBAIKCH,
Tepanusi HE WCIPABUT, MH(Y3MOHHAS Tepamnus HEe 3aMEHUT HEOOXOIUMBIE XUPYPTHUECKUE
BMEILIATEIIbCTBA.

CumnroMaTuyeckasi Tepanus

OcHOBHasg 1LEeNb CHUMITOMAaTUYECKOIO JICYEHHS] — CKOPPEKTUPOBATh BbI3BAHHBIC
3a00JIeBaHNEM H3MEHEHUSI.

Xupypruueckoe Jie4eHue

Cyl1ecTBYIOT pa3inuHble MHEHUS 0 HEOOXOUMOCTH XUPYPTUYECKOr0 BMEIIATeNIbCTBA.
Ho omepatuBHOEe BMeIIaTenbCTBO — BCET/Ia PUCK, W MpUOEraTh K HEMY CIEIyeT TOJbKO B
cilydae He0OXOJMMOCTH, PELIEHUE BCETAa TOJKHO IPUHUMATHCS C yYACTHEM JIOKTOPOB Pa3HbIX
CHELMAaJbHOCTEM, B TOM  4YHUCJIE€ Bpadel-HEUPOXUPYPIOB,  Bpadye-aHECTE3UOJIOTOB-
peanumaronoroB. Jlydiie mHpoBOAUTH JIOOBIE OINEpPaTUBHBIE BMENIATENHCTBA B IUIAHOBOM
MOpsiAKE, TOrZa Bpayd MOTYT JIy4dlll€ OLIEHUTh COCTOSIHUE NAlMEHTa M MOJATOTOBUTHCS K
oIepaly ¢ yueToM 0COOEHHOCTE!N NalleHTa.

Bonwmas cnoxuocts npu MIIC — npoBeaenue anecre3uu. HectaOminbHOCTD MIEHHOTO
oTHena TNO3BOHOYHMKA Yy mnanueHtoB ¢ MIIC yBenuuuBaeTr pHUCK TpaBMaTHYECKOIO
MOBPEXJCHHUsT MpPHU BEJICHUU AaHECTe3UHM, TaK KaK MHOTME aHEeCTe3UOJIOTHYECKUE I0COOMS
CBSI3aHBI C MAaKCHUMAaJIbHBIM pa3rubanueM meu. YacTo TyromoABUKHBI CYCTaBbl UETIOCTH U
IJI0XO OTKPBIBAETCS POT, A3BIK U JIECHBI MOTYT OBITh YBEITUYEHBI.

B o5TOoM cnaydae HYXHO TMpUHATH CIENHAIBHBIE MEPBl PEAOCTOPOKHOCTH.
Wutybuposats moneit ¢ MIIC nomkeH ONbITHBIA Bpay, UMEIOLINHM ONpe/iesIeHHbIE HAaBBIKH.
Ecnmu nanueHT moman B KPUTHYECKOM COCTOSHUM B OOJIBHUILY, HEOOXOIUMO COOOIIUTH
AQHECTE3MOJIOTY, YTO BO3MOXKHBI MPOOJIEMBI ¢ Ieell u mHTyOanueu. JlpixaTenpbHble MyTH, KaK
MIPaBWJIO, CYXEHBI, MO3TOMY MOXET NOTpPeOOBaThCs SHAOTpaxealbHass TpyOKa MEHBIIETO
nuaMeTpa. Cama ycTaHOBKA TaKOM TPYOKH - O4€Hb TPYIHBII MPOILIECC, BO3MOXKHO, TOTpeOyeTCs
WCIOJIb30BaHNE THOKOT0 OPOHXOCKOTA.

HectaOunbHOCTh 1IEHHOTO OTHEda MO3BOHOYHMKA KOPPEKTHPYETCS C IOMOIIBIO
onepaiuu (elHeli cnongmiones). OcBoOoXaeTcs CHUHHOMO3IOBOM KaHall, MOTOM C
MOMOIIIbI0 KOCTHBIX ()parMEHTOB MJIM MCKYCCTBEHHBIX MaTepuaioB (OpMHUpPYETCs oIopa,
00BbEeIUHSIONIAs 1Ba BEPXHUX MTO3BOHKA M OCHOBAHHE Yepera.

CkeJs1eT ¥ ONIOPHO-IBUTATE/bHBIN annapar

BaxxHo HaiiTh 6ajlaHC MEXITy BO3MOXKHOCTBIO KUTh MAKCHMAJIbHO TOJHOW JKU3HBIO U

MHHHMH3aHHefI OCJIO)I(HGHHP'I, CBSI3aHHBIX C OCOOCHHOCTSIMHU CTPOCHUS CKCJICTA MAaIUCHTOB. C
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OJIHOM CTOPOHBI, HE CIIelyeT YpE3MEPHO OIPAaHNYMBATh U ONIEKATh IE€TEH, HO HEKOTOPHIE BB
¢bu3nyecKkoil aKTUBHOCTH, TaKue, KaK KyBbIDKAHHE, CTOWKAa Ha IOJOBE U HBIPSHHUE JOJDKHBI
OBITH MOJHOCTBHIO MCKIIIOYCHBI W3-3a HECTAOMIILHOCTH IIEHHOTO OoTnena. Paspemiaiorcs jierkue
MOJICKOKH, HO TallMEHT HE JOJDKEH CAaMOCTOSTENBHO MphIraTh Ha 00€ HOTHM, MOTOMY 4TO
cucTeMa OIOpbl U KOOPJAMHALIMYU JBM)KEHUM y Hero ciabo pasBuTa. PoaurensM LIKOJIbHUKOB
HY>KHO 00513aT€JIbHO COOOIIUTh YUUTENIO (PU3KYIBTYPBI 00 OCOOCHHOCTAX yUCHHKA.

[TanenTel ¢ cMHAPOMOM MOpPKHO JOJDKHBI BECTH MOJBMXKHBIM 00pa3 >KU3HU IS
noJAep)kaHusl (PYHKIIMOHMPOBAHUSL CYCTAaBOB M YJIyYIIEHHUS OOIIETO COCTOSIHHUS 3I0POBBSI.
®dusnoTepaneBT MOKET TOCOBETOBATh Pa3IMYHble KOMOMHALIMY €KEIHEBHBIX YIPAKHEHUI.

WHTeHcuBHas Tepanus Uil yIydlIeHHs MOJBUKHOCTH CYCTaBOB M II03BOHOYHHUKA, a
TaKKe /Ul YKPEIJIEHUsI CIIMHHOM U OPIOIIHOM MYCKYJIaTypbl pEKOMEHI0BaHa BCEM MallMEHTaM.
Heo0xomuMo  yKperusaTe TPYAHYIO MYCKyJIaTypy, HpH 3TOM IpPOBOJUTH TEpPaIuIo,
HaIpaBICHHYI0O HAa pa3BUTUE IOSCHUYHO-KPECTLIOBOro OTAena. BaxHo cienuTh, 4TOOBI
MALUEHT HE NEPEHAIPTajics U He yCTaBaJl YpE3MEPHO, IIOITOMY PEKOMEHIYETCsl TLIATEIbHO
W3YYUTH €r0 (PU3NYECKOE COCTOSTHUE U BBIPA0OTaTh HHINBUIYAJIbHBIE PEKOMEHIAIIHH.

Pekomenayercss 3aHMMaTbCA JI0OMa, codyeTas AaKTHUBHbIE U I1aCCHBHbIE
ynpaxHeHus. KoMIUIeke 3aHATUHI JOJKEH BKIIIOYATh:

- yIIpa)KHEHHsI Ha BBIPAOOTKY OCAaHKH U YyBCTBAa PaBHOBECHS;

- YIPaXHEHHS Ha PaCTSKEHUE;

-BOJIHBIE TIPOLIEAYPHI U 3aHATHS CIIOPTOM B BOJI€, OCOOEHHO IS MOKUJIBIX MallUEHTOB.
PaccnaGasronuii Maccax v MoABOJHBINA Maccak OKa3bIBalOT BeCbMa OJIaroNpHUsITHOE AEHCTBHE.

OTnenbHOr0o BHUMaHUS TpeOYIOT JAehOpMUPOBAaHHBIE CTYMHM U KHCTH. YTOOBI
MOJIICP>)KUBAThH MOJIBUKHOCTh CTYNHEH, HEOOXOAUMO BBIOJIHATH CIELUAIbHBIE YIPAaXKHEHUS,
Jy4Ille BCEro JoMa Wi BO BpeMs Urp. s CHATHS Ype3MEpPHOIrO MBILIEYHOTO HANPSKEHUS
HeoOxonuMa opTonenuueckass oOyBb, CTEIbKM M BKJIQJBIIH, KOTOPbHIE BBINOJHSIOT
MOJIICP>KUBAIOIYIO (DYHKITHIO, B HEKOTOPBIX CIIydasiX — OpPTe3bl, BAHHOUKH, MAacCaX HOT TaKke
HEOOXO/IUMBI.

BaxxHO BBIMONHATH YHpa)KHEHUS HAa PACTSKKY MBILII] 3aJHEil MOBEpXHOCTH Oenpa u
rojgeHu. g yiydllleHHs MeNKOW MOTOPUKHM KHCTeH pPyK PpEeKOMEHJOBaHAa HHTEHCHUBHAS
rMMHAcTHKa JJIs NAJIbLIEB U JIAJOLIEK, €€ POAMTEIM MOTYT IIPOBOAMTH Joma. Jlyumie Bcero
BBECTH HEOOXOJIMMBbIE YNPAKHEHUS B IOBCETHEBHBIC JOMAIHUE DPUTYajbl, HalpuMep, BO
BpeMs efibl 3a CToJoM. Urphbl ¢ ydacTueM JaJloHel U manblieB OYeHb MO AyIle JeTSAM, HO BO

BpeMs YIPaXKHEHHH Ha PaCTsHKEHHE MOTYT TOSBUTHCS JKaloOBl HAa OOJIb U HENPHUATHBIE
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CUMITOMBI. B 3TOM ciydae mOMOIYT TEIUIbIE BAHHOYKM IS PYK, MOAYLIECYKH C MPOTPETHIMU
3epHAMU WJIK MXOM, TOP(OM, KOTOpBIE MALUEHT JEPAKUT B pyKax BO BPEMsI UID.

Ilocne MHTEHCHUBHBIX 3aHATUH DJIEKTPOTEpAIMsl, PYYHOM Macca)X, BOIHBIM MAaccCax,
Tepanus JIC4eOHON Tpsi3bl0, 3aHATUS HAa BOAHBIX TPEHAXKepax CHUMAIOT OOJNb W MPUHOCHT
olerueHue.

IIpu nmpoBeaeHNHU BCeX aKTUBHBIX BUJIOB TEPAIUU clieayeT oOpamarb 0co00e BHUMaHKE
Ha pUTM JbIXaHHWA U JlaBaThb JIOCTaTOYHOE KOJIMYECTBO IIEPEPBIBOB JJIs OTIbIXa H
BOCCTAHOBJICHUS JIbIXaHUS.

Opran cayxa

HeilpocencopHass M KOHAYKTHBHAs TYIOYyXOCTb B OOJIBLIIMHCTBE CJIy4aeB MOIYT
KOMIIEHCUPOBAThCS I10JI00POM CITYXOBBIX aIlllapaToB (CIyXOBbIE UMILJIAHTHI CPEIHETO YXa).

CepaedHo-cocyaucrasi cucremMa

W3-3a pa3BUTUs KJIANaHHBIX JUCQYHKIUN HEPEeIKO PEKOMEHJO0BaHa KOHCYJIbTaIUs
Bpauya-KapAMOXHUpypra JUisl pelieHuss BOIpoca O HEOOXOIMMOCTH MPOTE3UPOBAHMS KJIAllaHOB
cepaua.

M3-3a yacTo pa3BUBAIOMIMXCS HApYIIEHWH pUTMa CepJla CTaBHTCA BOIPOC 00
MMIUIAaHTAIUU KapauoBepTepa-aegpuodpuiuaropa.

Nudpexunu

BaxHo, 4T0OBI OCYIIECTBIISIICS XOPOIINH yX0J 3a 3y0aMu, Tak KaK pa3pylIeHHbIE 3yObl
MIPUYMHSIOT CHJIbHBIN TUCKOMQOPT U SABIAIOTCA oyaramMu nH@pekunu. Heobxonaumo perynspHo
YUCTUTDH 3yObl, UCMOJIb30BaTh PacTBOPHI [ MosiockaHus. Ho naxke mpu camoil TiiatenbHOM
3a0o0Te 0 3y0ax, MOTYT pa3BMBAThCS BOCHAIUTEIbHBIE IPOIECCHl. Pa3ipakuTeNbHOCTD, 1Ay U
0eCrOKONCTBO MHOTJ]a MOTYT OBITh €JMHCTBEHHBIMH CUMIITOMaMH npobieM ¢ 3ybamu. Ilepen
ONEepaTUBHBIM JIeYEHHEM 3yOOB MallME€HTaM, y KOTOPBIX YK€ JMarHOCTUPOBAHO MOpa)KEHHE
KJIalIaHOB ceplia, He0OX0IUM MPO(PUIAKTUIECKUI PUeM aHTUOMOTUKOB 10 U MOCIIE JICUYEHUS.
OTO BBI3BAHO TEM, YTO HEKOTOpbIE OAKTEPUM W3 POTOBOM IMOJIOCTH MOTYT NPOHUKHYTH B
KPOBOTOK M BBI3BaTh MH()EKIIMOHHBIN Mpolecc Ha MopakeHHOM KiamaHe. Eciu Heo6Xxoanmo
yaajieHne 3y0a T10J] aHEeCTe3We, 9TO JOHKHO OBITh CJAellaHO B OOJIbHHWIIE, a HE B
CTOMATOJIOTUYECKON MOJUKIMHUKE, M0 HaOII0JEeHHEM OINBITHOTO Bpaya-aHECTE3UOJIora-
peaHnMaToora u 3yOHOro Bpaya.

Jleuenne OGanampbHOoro OPBU y mamumentoB ¢ MIIC nyumie Takke MPOBOAWUTH MOJ
MpPUCTAIBPHBIM BHMMaHueM Bpauda. Crenyer NOMHUTH OO0 OCOOEHHOCTSIX MPUMEHEHUS
CTaHJIapPTHBIX IpenapaToB y 3TOH rpymnmnbl nanueHToB. Hampumep, Takue jekapcTBa, Kak

AHTUTUCTaAaMHUHHBIC npenaparsl, MOTYT CYHIUTH CJIM3UCTYIO, Aciiasa €C TOHBIIC,
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IIPOTUBOOTEYHBIE UM COCYAOCYKHMBAIOIIUE CPEJICTBA MOT'YT IOBBICUTh KPOBSIHOE JIaBJICHUE U
CY3UTbh KPOBEHOCHBIE COCY/IbI, UTO HexxenarenbHo npu MIIC.

W3-3a ocoOeHHOCTEH CTPOCHHs IO3BOHOYHHMKA M TPYAHOM KJIETKH, MAIEHTaM C
CHHJIPOMOM MOpPKHO CIIOKHEE CIPaBUTHCA C WMHGEKIUEH, ecliM OHa 3aTparuBaeT JIETKHE,
[I03TOMY Bpauu Jiaxke IPY He3HAYUTEJIbHOW MHPEKIUN MOT'YT Ha3HauaTh aHTUOUOTHKH.

YroObl HOpPManM30BaTh LUPKYJISALMUIO BO3AyXa B JIETKUX, PEKOMEHAyeTCs U
npopUIAKTUYECKH, U BO BpeMsi OOJIE3HH MPOBOJIUTH WUIPHl C MBUIBHBIMH ITy3BIPSIMH, BaTOMH,
COJIOMHMHKaMM JJ1d HAIIMTKOB, 6YM21)KHBIMI/I MNakeTaMu U APpYIruMu NpCciMeTaMu (BOSI[YLHHBIMI/I
nlapamMy, Msi4aMu), TpeOYIOUIMMM aKTUBHOW pabOThl JbIXaTelnbHOM cuctemsl. s nereit
rocrapuie, A IOAPOCTKOB MOXKHO pa3padoTaTh YHNPaKHEHWs Ui PACTSDKEHHMS] MBILII]
Fp}I[[HOf/'I KIJICTKH, YTOOBI POAUTECIN MOITIM CaMOCTOATCIIbHO 3aHNUMAThCA C ICTbMU.

ITaccuBHEBIC YIOPpAXKHCHUA IJId Fp}I[[HOf/'I KIICTKU NPHUMCHAIOTCA IJId IMMAlUCHTOB C
OCTPbIMM HH(EKUUSAMH JbIXaTeJIbHbIX IyT€H MM A [alUeHTOB, KOTOpble HE MOTYT
CaMOCTOSITEJIHO JIBUTaThCsl. YIpPaXHEHUs mnoMoraioT Oosiee 3((PEeKTUBHOMY OTAEICHHIO
cim3u. K HuM oTHOCSTCS MOTATUBaHUs, PACTSXKCHUA, IIOTPAXUBAHUA, MACCAXK U BI/I6paI_II/II/I.

BceM nmanmueHTaM J0JI2KHA MPOBOAUTLCA IIJIAHOBAsA BaKIIHHaIIHﬂ!

Juerorepanus

CrennanbHas 1ueTra HE CMOXET NpeNoTBpaTUTh HakoruieHue I'Al’, Tak kak oHuM
CHUHTC3UPYIOTCA B KJIICTKAax, a4 HE MNOCTYIAKT C HHHI@I\/II. HOBTOMy OTpaHUYCHUA B JUCTC
IIanmueHTaM C MIIC ne HYXXHBI, MIAMUCHTBI JOJKHBI ITUTATECA B COOTBETCTBUU C BO3PACTHBIMU
MOTPEOHOCTSAMHU.

B3spocnas scusne

[TaruenTam HEOOXOAUMO HAYUUTHCS ObITh HE3aBUCUMBIMU OT cBoUX ceMei. [lonpocTky
U B3pOCIOMY HeNb3sl 3amblkaTbcss B cebe. HyxkHbl 1py3psd, oOLIeHHME U HaBBIKU
CaMOCTOSITEIIHOM JKU3HH.

[TockonbKy ManueHTbl UMEIOT HOPMaJIbHbBIN MHTEIEKT, HE00X0AUMO MPUIIOKUTH BCE

YCHIIHSL, YTOOBI OHM MOJIyYWIIN XOpolllee 00pa3oBaHue.

I'ne B Poccun 3aHUMAIOTCHA JTHATHOCTUKOM M JieUeHHEM
B kaxoM U3 pernoHOB oOmpefeNieHbl JedeOHbIe YUPEXKIEHUsS, B KOTOPBIX MAIlMEHTHI
MOJTYy4alOT U MaTOTEHETUYECKOE JICUCHHE U MMPOXOAT BCE HEOOXOAMMBIEC UCCIIEIOBAHUSI.

¥Y3Harh 00Jb11IE
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B mMupe ectp MHOro opraHu3aunuid, KOTOpblE MOTYT IIOMOYb BaM HAWTH OTBETHI HA
T00bIe BOIPOCHI, CBA3aHHBIX C MYKOIIOJIMCAXapyu03aMHu:

MesxayHapoaHasi OpraHu3alis o MyKOIoJIucaxapua03aM: Www. mpssociety.org

MekyHapoAHBIN MOPTAJ 10 PEIKUM Oosie3HsIM WWW.orpha.net

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

[ToMHuUTE, 4TO aKTUBHAS MO3UIIMS CaMUX IMALMEHTOB — 3JIOT YCHEIIHOW U CYACTIMBOMN
KU3HU!

Oob0mecTrBeHHble opranuzanuu u Gouanl Poccuu

MIIC IV Tuna  BXOAWT B mepedeHb OpdaHHBIX 3a00JeBaHUM, JI€UeHHE KOTOPBIX
IIPOBOAMTCS 3a CUET CpelcTB rocyaapcrsa. [lomoub manyeHTaM MoxyduTh JIEYEHHUE, IOBBICUTD
WH(POPMHUPOBAHHOCTh OOIIECTBA O PEAKHX OOJE3HSIX, a TaKXKe JOOMBATHCS IPOIBIIKECHUS
3aKOHOAATENbHBIX HMHHUIIMATUB B 00JacTH opQaHHBIX 3a001€BaHHI MOTYT OOIECTBEHHBIE
opranuzani. B ceTH WHTEpHET BBl CMOXKET€ HaWTH HWHGOPMALKUIO O HECKOJIbKUX
OOIIECTBEHHBIX OPTaHU3AIMIX, KOTOPHIE TOMOTAIOT CEMBSIM C MYKOIIOJIMCaXapHI03aMH.

IHoMowb ceMbu

KoneuHo, MHoOroe 3aBUCHT OT Bpaua, CKOJbKO OH 3HaeT Ipo Baile 3aboseBaHUE,
MPaBWJIbHO JIM HA3HAYMJI JICYEHHE, XOPOIIO JIM OOBSICHUI BaM MPUHIUIBI Tepanuu. Ho He
3a0bIBaiiTe: OT CEeMbH YCIeX JICUeHHUs 3aBHCHT HE B MeHbIel creneHu. HyxHO coOmonath
pPEKOMEHIalluM, HU MPU KAKUX YCIOBHUSX HE TEPSITh HANIEKIBI U CAMOMY CTaTh HKCIIEPTOM B
cBoeM 3aboseBanuu. Uutaiite nuTeparypy, oOmalTeCh C CEMbAMH, HE CTECHSUTECh 3a7aBaTh
Bomnpockl. U nake ecnu Bel He mobeauTe 00JI€3Hb MOTHOCTHIO, U3MEHHUTD KU3Hb K JIyU4IIEMY,
CeNaTh POJHOIO BaM YEJIOBEKA CYACTIMBBIM B BalllUX CHJIax!

3a00TUTHCSI O MALMEHTE C TSHKEIBIM 3a00JIeBaHUEM — OUYEHb TpyIHas 3aj1a4a. Pogurenu
TOXKE HYXK/Ial0TCs B MOJIHOIIEHHOM OT/IbIXE, & 3TO HE Bcerja noiyyaercs. Eciu B cembe pacTyT
U JpyTue JeTH, OHU TaKke TpeOYIoT BHUMaHUS poauTeneil. MHOTHe poauTenn obpaiiaiTces 3a
MOMOIIIBIO0 K BOJIOHTEpaM HIIM COLIMAIbHBIM paboTHHKaM. Eciu B Baiem ropojie CymiecTByoT
TaKOTO pojia MOIEPIKKA, 00S3aTEIIBHO BOCIIOIB3YHTECH €il.

[Taiuentsr ¢ MIIC MoryT momMoub CBOMM POJCTBEHHHKAM, MPOCTO COOOIIUB UM O
HEO0OXOIMMOCTH TPOUTH MUArHOCTHKY. Eciu amarHo3 OyneT yCTaHOBJIEH paHO — O Hadvama
HeoOpaTHMBIX W3MEHEHUN BHYTPEHHUX OpraHoB, JiedeHue Oyaer ropazno dddexTuBHEe.
Jlevamuii Bpad WM Bpay-T€HETHK HE MMEET IpaBa pas3riiaiiarh MEIUIMHCKYI0 HHPOpMAIIHIO,

IMO3TOMY cy)11>6a POOHBIX — IEJIMKOM B PYKaX CaMUX IMAlUCHTOB.
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Ipunoxenue I'l LHkasna cy0beKTHBHOM OLIEHKHU IEPEHOCUMOCTH

¢usnueckoii Harpy3km (mkaJsa bopra) (Borg scale)

Hcrounnk: [39,40,41].

Tun: mkana oleHKU

Ha3nauyenue: cyObeKTHBHOM OIIEHKA IEPEHOCUMOCTH (PU3MUECKON HArpy3KH
OueHoYHbIH HHCTPYMEHT: IIKaJIa

Conep:kanue U KJI0OY:

[TarueHT Moxy4aeT MHCTPYKLMHU MO OIICHKE OJBIIIKK BO BpeMs (hru3nueckoi Harpy3ku: ot 0
0aJIOB - CIIOKOHHOE JbIXaHKE, HET OUTYIICHHS OBIIIKY U Jajee — a0 10 6amios, koraa

OJIbIIIIKa MaKCUMaJIbHaA. OIIGHI/ITG CBOM OIIYIICHUA B H&CTO?[HII/Iﬁ MOMCHT.

Banabl OurymeHust OXbIIIKH
0 OTtcyTcTBYeET
0,3
0,5 I
PaKTHYECKH HET (e[Ba 3aMeTHas)
0,7
! 0
YeHb crabas
15
2,5 Jlerkas onpIiika
3 JIOBOJIBHO TsDKEJIasi OJIBIIIKA
4
5 Tsxenast ofpIIKa
6
7 CHUJIBHO BBIPKCHHAS TSDKENAs OJIBIIIKA
8
9
10 OdeHb BhIpaKEHHAs TsDKeIasi OJIbIIIKA (Ha mpefiesie BO3MOKHOCTEH)
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