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TepMuHBI U onIpeaeICHUS

qDepMeHTHaH 3aMCCTUTCIIbHAA TCpalnsaA — JICHCHUC, 3aKIIIOYaromiecCsa BO BBCIACHUU IIpCIlapaTa

(pexoMOMHAHTHOTO (PepMEHTA) MALMEHTAM C HACJIEACTBEHHBIM HApYLIEHUEM METa00Iu3Ma.

JImzocomHble OO0NE3HW HAKOIJIEHUS — TPYINa HACICIACTBEHHBIX MOHOTEHHBIX 3a00JIeBaHMUIA,

CBA3AaHHBIX C HAPYIICHUCM (1)YHKI_II/II/I JIN30COM



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/1eBAHUUA UJIHA COCTOSTHUM)
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1.1 Onpenenenue 3a00/1eBaHUsA HJIH COCTOSHUS
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

bonezup ®abpu (bD), wnu Oone3nr Anaepcona-Oabpu — HacCIEACTBEHHOE 3abosieBaHUeE,
OTHOCHIIEECT K Tpynne TU30COMHBIX Oone3Helt Hakoruienus (JIBH), oOycnoBneHHOEe CHMKEHUEM WU
MOJTHBIM OTCYTCTBHEM aKTUBHOCTH (epMEHTa o-TayiakTo3unaasbl. Jledunut depMeHTa MPUBOAUT K
HAKOIUICHUIO IIMKO(POCHOIUIUIOB B JIM30COMAaX KIETOK Pa3IMYHBIX OpPraHOB, BKJIIOUas CepAle,
MOYKH, HEPBHYIO CHCTEMY U OJHAOTEIMH cocynoB. 3al0oyieBaHHE HOCHT MPOTPECCUPYIOIIHIA
MYJIBTUCUCTEMHBIN XapaKTep, XapaKTePU3yETCs CHUKEHUEM Ka4eCTBA U IPOJOIKUTEIIBHOCTH KU3HU.
be3 COOTBETCTBYIOLIErO JIEUEHHs] CMEPTEIbHBIM MCXOH, Kak IIPpaBWIO, HacTymaer Ha 4-5-Mm
NECATUIICTUN KU3HU OT CEPACUHO-COCYIUCTHIX, LEPEOPOBACKYISAPHBIX OCIOKHEHUN WM TOYEYHOU

HenocrtarouHoctu [1,4,73].
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1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml WM
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSAHUMN)

[TprurHO# BO3HUKHOBEHUs b® SBIAIOTCS NMaTOreHHbIE BapuaHThl B TeHe (GGLA, KOTOpPbBIM KOJIUPYET
dbepment a-ramakro3uaazy (GLA; EC 3.2.1.22). I'en GLA xapTupoBaH Ha JIIMHHOM IUIEYE XPOMOCOMBI

Xq22.1, nmeet pazmep OkoJio 12 ThIcAY nap HyKJIECOTHIOB U COCTOUT U3 7 3K30HOB.

K nacrosimemy Bpemenu uaentuguuuponano 1110 BapuantoB B reHe GLA, B Tom yucie 6omee 1000
MaTOTeHHBIX BAapUAHTOB, W3MEHSAIONIMX CBOWCTBA M CTA0WJIBHOCTHh O-rajakTto3ugasbl [1,4].
BONBIIMHCTBO MyTanMil SIBJISIIOTCS YHHUKaJIbHBIMU Ui Kaxaou cemMbu. bd nHacmenyercs mo X-

CLCIUICHHOMY THILY.

[TepBuunbiM  OmoxumudeckuMm gAedekrom mpu bd sBiasercs HemocTaToyHOCTH (epMeHTa o-
rajgakToO3U1a3bl, KOTOPBIM OTILEIUIAET TEPMUHAIBHBIA OCTAaTOK O-TajaKkTO3bl OJUIOCAXapuIHOM LETH
HEUTpaNbHBIX TIHUKOCPUHTrONUNUI0oB. HemocratoyHOCTh (epMEeHTa NPUBOAUT K HAKOIUICHUIO B
JU30COMAax  pa3IMYHBIX KIETOK (PHAOTEIMAJIbHbIE U  DIAJKOMBIIIEYHbIE KJIETKH COCYIIOB,
SNUTENHUAJIBHBIE KJIETKM OOJBIIMHCTBA OPraHoB, LEHTPAJIbHOM HEPBHOM CHUCTEMBI, CepAla)

[IMKOC(UHTOJIUITHIOB.
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1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

B® ortHocuTcs k penkum 3aboneBaHusiM. Yactora OONE3HM B PA3IMUHBIX CTPAaHAX BapbUPYET B
mupokux npeaenax (ot 1 va 117 000 go 1 va 476 000 xuBbIX HOBOPOXKAECHHBIX) [1]. HacToTa HOBBIX
cinyuyaeB b®, orieHeHHas Ha BRIOOpPKAaX HOBOPOXKICHHBIX MAJIBYMKOB, cocTaBuia B Utamuu 1:3100 [2],
a Ha TaiiBane 1:2400 [3]. BeposiTHO, OoJiee pacipOCTpaHEHHBIM SIBJISIETCS JIETKOE, aTUITUYHOE TEUEHUE

b® ¢ npuzHakamu nopakxeHus1 OAHOIO OpraHa.

[Tpu npoBeeHNN CKPUHUHTA TPYIINT BBICOKOTO PUCKA Y MY>KYMH U JKCHIIIUH C PAHHUM UHCYJIBTOM JIOJIS
b® cocraBuna 4,2% u 2,15%, COOTBETCTBEHHO, C TUMEPTPOGUEH JIEBOTO KEIyIO4YKa HESICHOTO
npoucxoxaeauss — 0,9-3,9% u 1,1-11,8%, ¢ TepmuHanbHOI moueyHOM HenocTatouyHOCThI0O — 0,33%
n0,10% [1,18,36,72,74,75,82].
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1.4 Oco0eHHOCTH KOAUPOBAHHUS 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUII HIH COCTOSIHHIA) 110
MexayHapoOAHOH CTATHCTHYECKON KJIaCCH(PUKAIMU
0oJ1e3Hed U NPodJIeM, CBA3AHHBIX CO 310POBbEM

E75.2 — llpyrue cunronunuao3sl (6one3ap Gadpn)
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1.5 Knaccudukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

Bb® otnocurcs k JIBH, noarpynne cpunronunuio3oB. C KIMHUYECKOM TOYKU 3PEHUS BBIACISIOT JIBE
dbopmer b® — xmaccuueckyro (me0r0T B J000M BO3pacTe, MYJIBTHCHCTEMHOE IOPAKCHHE) H
HEKJIACCUYECKYI0 (TO3HEE HAYaJI0, U30JIMPOBAHHOE MOPAKEHUE OJHON CUCTEMBbI OPTraHOB: TOJIOBHOTO

MO3ra, cepAua uim nouex) [1,4].
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1.6 Kiinmanyeckass KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPynnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

Knunnueckue nposisinenus npu b® MoryT ObITh Upe3BbIYaIHO pa3HOOOPA3HBIMU KaK Y JIMI] MYXCKOTO,
TaK M KEHCKOTO MO0JIa JAXe Y WIEHOB OJHOW CEMbU. BBIpa)KE€HHOCTh KIMHUYECKUX ITposiBiieHUN bOD B

pazHoM Bo3zpacte npuseaeHa B [Ipunoxennn A3.1 [1,4].

Buemnue oco0eHHOCTH MyXUMHBI C T€MH3WTOTHBIMH BapuaHTaMu B reHe GLA 4YacTo HMEIOT
XapaKTepHBIM BHENTHUN BHJl, HANOMHHAIONIMK OOJBHBIX C aKpoMerajiuei -— BBICTYMAIOIINE
HaJ0pOBHBIE AYTH U JIOOHBIE OYrpbl, BHICTYNAIOIIAS] HUKHSS YEIIOCTh, YBEJIUUYECHHbIE I'yObl, 3araBiias

MEePEeHOCHUIIA.

Ko:xkHble nposiBiieHrsi AHTHMOKEPATOMbI MTPEACTABIEHbBI YETKO OTPAaHUYEHHBIMU MAITYJIAMH KPACHOTO,
TEMHO-KPAacHOro, OOpJOBOro, JIMJIOBOTO WJIM CHHE-uepHOoro 1msera pasmepom 0,2-1,0 cwm,
00pa3yoUIMMUCs U3 CKOIUIEHHM OTAENIbHBIX KPOBEHOCHBIX COCYIOB B BEPXHUX CJOAX JEPMbI, U
YTOJUIEHUEM JIUJIEPMUCA B BUAE MOBEPXHOCTHOrO rumepkeparo3a. Oyarn Ha HavyalabHOU CTaauu
IUIOCKUE, 0oJiee CBETJIOrO IBETa M Jierde nojajarorcs cxkaruto. C TeyeHueM BpPEMEHHM OHM TEMHEIOT,
CTAHOBSITCS TBEPKE M CJIETKA MPUIOIHATHI HaJ MOBEPXHOCTHIO KOXKU. OOBIUHO OHM PACIIONIOKEHbI
CUMMETPHUYHO B IMaXOBOW 00JACTH, HA STOIMIIAX, Oepax U B 00JACTH MyTMKa, Ha JTaoHIX. EquHnyHbie
AHTMOKEpaToOMbl MOTYT BHEIIHE HaloOMHHaTh capkoMy Kamomm, mHOTeHHYI TpaHylieMy,
NUTMEHTHUPOBAaHHBIM 0a3aJIbHOKJIETOYHBIM M IJIOCKOKJIETOUHBIH paKk M B HEKOTOPBIX CIydasx
MEJIaHOMY. AHTHMOKEPATOMBI MPOSIBIAIOTCA B JETCTBE U IOCTENEHHO C TOJAMH YBEIMYMBAIOTCS B
KOJIMYECTBE U B pa3Mmepax. MoOryT BO3HMKHYTh TAKK€ AHTMOAKTa3UM B CIM3UCTOM MOJIOCTH pTa U

KOHBIOHKTHBE. MI3BECTHBI cilydan b® Oe3 AHTHUOKCPATOM.

Ilepudepuueckass HepBHasi cucrema [lopaxenue mnepudepudeckoid HepBHOU cuctembl npu bd
OTHOCUTCS K TOHKO-BOJOKOHHOW monuHedponaruu. Y mnauueHtoB ¢ b® B 60-80% ciyuaes
HaAOJI0AeTCsl XPOHUUYECKasl BbIpaXKEHHAs!, U3HYpsIOllas Helpornaruyeckas 0ojb B BUAE TPEX TUIIOB
XpPOHUYECKUX OOJIEBBIX CHUHAPOMOB: OOJIE3HEHHAs Krydas IOJMHEHponarusi, akpolmapecTe3uu u

6oneBbie kpu3sl Dadpu.

Jlist ©ONE3HEHHOM JKrydeld MOJMHEHpPONaTUU TUIHWYHBI TaKUe >KaloObl, Kak JJIUTEIbHAs >Krydas
CUMMETpUYHAsi 0ONib B JUCTAIbHBIX OTHENAaX KOHEYHOCTEW (KUCTH, CTOMBI) C HUppaguanuen B
MIPOKCUMAJIbHBIE OTAEIBI, CTPEIsIoIas MpoH3atolas 60ib, 00Jb, TOA0OHAS IIAEKTPUUECKOMY paspsdy,
a TaKKe aJTOAUHUS — OOJIb B OTBET HAa HEOOJIEBOW CTUMYII, OHA MOXET OBITh KaK TAaKTUIHHOM, TO €CTh
00Jb Ha MPUKOCHOBEHUE KHUCTOUKOM, BATKOM, Tak M TEMMEpaTypHON — TpU TEPMUUYECKOM
BO3JICMCTBUU, MPU IOBBIILIEHUH TEMIIEPATYpbl OKPYKAIOUIEH CpeAbl, U THIEPHaTHs — 4Ype3MepHas

OoseBast peakiys Ha OOJIEBON CTUMYIL.

I[J'IH AKpPOImapeCTe3nn THUIIMYHbI CIIOHTAHHBIC HCIPHUATHBIC OIONYIICHUSA I10 THUITY ITOKaJIbIBAHWA
HUIOJIKaMM, II0JI3aHHUA MYypall€K B KHUCTAX MW CTOIIax. HGKOTOpLIe NanmUuEHThI TaKXE OTMEUAKOT

JeACHSITYI0 00JIb B 00JIACTH JIaJIOHEH Ha MOPO3€.

Bonessie kpu3bl @adpu 4acTo BO3HUKAIOT MIPH MEPEMEHE MOTO/IbI, JTUXOPaJKe, PU3NIECKON HArpy3Ke,

cTpecce U mocie IE’pI/IeMa AJIKOTOJIsl. DTH 3MU30/1bI MOTYT BO3HUKHYTH %/JII/IH 000€ero 1moya U HavaTbCs
€KOMEHI0BaHO K M3y4YeHuto pegakTopamm canta MedYHusep - https://meduniver.com/



yxke ¢ aByx jeT. Ilpu kpuze Pabpu O6onbp mpuoOpeTaeT Oojee MYYHTEIbHBIH XapaKTep, MOXKET
UPPAIUUPOBATh U3 JUCTAJIBHBIX OTNIEIOB KOHEYHOCTEW B MPOKCHUMAJbHBIC, JUIUTCA OT HECKOJIBKUX
CEeKYHII 10 HECKOJIIbKMX HEIedhb M HE CHUMAEeTCS ONMHOWJIHBIMH aHalbretukamu. Yacto O01b

COMPOBOXKIACTCS TOBBIIIEHUEM TeMIeparypbl 10 heOpubHbIX udp [35].

Tounplii MexaHu3M Heilponatuueckod Oonu npu bBbd ocraercs 10 KOHIIA HE HW3YYEHHBIM.
[Ipenmnonaraercs, 4To0 OONb SBISETCA PE3YABTATOM CTPYKTYPHBIX TMOBPEKACHUM TOHKUX HEPBHBIX
BOJIOKOH B DPE3yJbTaTe HAKOIUICHHUS TIIOOOTPHUAO3WIICpaMU/la B aKCOHAX HEPBOB, TAHIIIUAX 3aJHHUX
KOPEULIKOB U B vasa nervorum (Jar. coCyzibl HEpBOB). DTO 00JIE€BOW BapUaHT MMOJIMHEUPONATUU TOHKUX
BOJIOKOH, mepudepuueckas Helpornarudyeckas Oonb. Takke M3BECTHO O KalbIU(pUKALUU TalaMmyca

npu b® (neHTpanpHas HelponaTuiyeckas 00Ib IPU MOBPEKACHUH TalaMyca).

Hapymienue mnorooraesenuss Y mnanueHToB ¢ b®d 4yacTo BCTpedaeTcss CHMKEHUE WIIM TOJHOE
OTCYTCTBHE MOTOOTAENCHUSA. DT HU3MEHEHHUS CBsI3aHbl C HAKOIUICHHMEM I[0OOTpHao3uilepaMuia B
MOTOBBIX JKE€le3aXx M B CTEHKaX KPOBOCHAOKAIOMIMX WX COCYIOB, a TaKXke C TMOpakeHHEM
BEreTaTUBHBIX HEPBHBIX BOJIOKOH (BEre€TaTUBHBIM BAPUAHT MOJMHEHPONATUU TOHKUX BOJOKOH). B

pPEeAKUX clydasx HaOII0AaeTCsl TUIIEPTUIPO3.

LenTpasbHasi HepBHas cucreMa bd MoxHO OTHECTH K O0JIE3HH MaJIbIX COCYIOB (MaJIbIX apTepuil u
aprepuon). Y mnanueHToB ¢ b® BBICOK PHUCK pa3BUTUS TPAH3UTOPHBIX HIIEMHUYECKHUX aTak U
UIIEMUYECKUX/TeMOPPAruyeCcKuX UHCYIBTOB YK€ B MOJIOJIOM Bo3pacTe. HacToTa MHCYIbTa COCTABIISET
6,9% y myxuuH u 4,3% y xeHIUH. Y OONBIINHCTBA OOJBHBIX MHCYJBT pa3BUBaeTCs B Bo3pacte oT 20
a0 50 ner, B TOM 4HMClIE Yy KaXIOro ISTOr0 M3 3TUX OOJbHBIX — B Bo3pacte a0 30 et
I'emopparuueckuii UHCYIBT Yy MY>KYUH BCTPEUAETCS Yallle, YeM Yy KCHIIUH. Y 2/3 OOJbHBIX WHCYJIBT
SABIIACTCS CJEACTBHEM AaTUMUYHOTO TEUeHHs OOJE3HU C H3O0JUPOBAHHBIM TIOPAKEHHEM COCYIOB
rosioBHOro mo3ra. B 50% b® nebrotupyer ¢ mo3roBoro uHcynsTa. BenencrBue storo b® crnemyer
OJ03peBaTh y BCEX OOJIbHBIX C PAaHHUM Pa3BUTHUEM MHCYJbTa Ja)Xe MPU OTCYTCTBUM OYEBUIHBIX
npu4rH U paxtopoB pucka. Kpome toro, BciaencTeie XpoOHUYECKONW UIIIEMHUH TOJIOBHOTO MO3Ta MOXKET
Pa3BUBATHCS COCYIMCTAsl IEMEHIMS, I KOTOPOM XapaKTepHO CHIXKEHHE MaMSTH U MOBEICHYECKHE

Hapyuenus [1,4,7,35].

Ilopa:xxkenue mouexk IlepBeiM mnpusHakom Hedpomatuu npu bdD sBasercs npoTeuHypus,
BBISBIIAIOIIASACA Yallle B IIOAPOCTKOBOM U B3POCIIOM BO3pACTE, PEXKE — B IIEPBOM JIECATUIIETUN KU3HU.
C BO3pacToM MpPOTEUHYPHS MOCTENIEHHO HApacTaeT U MOXKET JOCTUTaTh HE(YPPOTUUECKOTO YPOBHS, XOTS
pa3BepHYTHI HEPPOTUUECKUN CUHJIPOM OOBIYHO HE pa3BuBaeTca. Hepeako oTMeuaroTcs KaHaIbIEBbIE
HapyweHus. [IporemHypuss HE CONPOBOXKAAETCS MW3MEHEHMSIMM MoueBoro ocazaka. [losgnee
HaYMHAeTCs MOCTENEeHHOE CHIDKEHNE (DYHKIIMU TOYEK, KOTOPOEe MPUBOAUT K PA3BUTHIO TEPMHUHAIBHOM
ctaauu xpoHudeckoit 6one3nu nouek (XbII 5 cragun). Ilocnenusiss MoxeT ObITb OJHOW W3 MPUYMH
cMeptd nanueHToB ¢ b®d, XOTs 3amecTuTeNbHas IMOYeYHas Tepanvs WIM TPAHCIUIAHTALMUS MOYEK
MO3BOJIAIOT TPOJUIMTh KXU3Hb TakKUM OONBHBIM. Y TAIMEeHTOB C Hekiacchuueckod bd Bo3MOkKHO

IMMOPAKCHHUC ITOUCK, IIPOABJIAIOMICCCS IMapallCJIbBUKAJIbHBIMU KUCTAMHA [1,4]

Ilopa:kenue cepaua IlopaxxeHnue cepaia OTHOCAT K YHCIY PACIpPOCTPAHEHHBIX U MPOTHOCTHUYECKU

HeOnmaronpusaTHeIX mposiBiieHnit b®. MmenHo 3aboneBaHusi cep/ila CTOSAT Ha MEPBOM MECTE Cpeau
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npudurH cMeptu y nauueHToB ¢ b® (34% cpenu myxund u 57% cpeau KeHIIMH). XapaKTepHbIM
NpU3HAKOM TopaskeHus: cepaua npu bd sBusercs runeprpodus 1eBOro KeIyI0uKa, KOTOpask MOXKET

ObITh BhIsIBIIEHA ¢ ToMolbio JKI, axokapauorpaduu u MarHUTHO-PE30HAHCHOM TOMOrpaduu.

VYTomnmieHne CTEHOK cepiaua Henb3s OOBSICHUTh TOJNBKO OTIOKEHHEM INIMKOC(QUHIOIUINIOB B
MHUOIIMTAX U TPOBOSIIEH TKaHHU, TaK KaK UX JIOJIS COCTaBIsIET MeHee 3% OT 00111ei Macchl MHOKap/ia.
CooTBeTCTBEHHO, OoJiee BaXKHOE 3HAYEHUE UMEIOT TunepTpodus MmuonutoB u ¢uodpos. ['uneprpodus
1 (Hpudpo3 MUOKap/Ia YaCTO COMPOBOKAAIOTCS TUACTOTUICCKON NUCPYHKIMEH JIEBOTO Kemymouka. J{ms
OLICHKM (YHKIIMHM CcepAlla MPUMEHSIOT TKaHEBYIO Jomruiepaxokapauorpaduto (aomrmiep-2xoKT).
Hapymenusi nuacronuyeckoil ()yHKIIMH MOTYT MPUBECTH K Pa3BUTHUIO CEPICUHON HEIOCTATOYHOCTH.
[Ipu3Haku 3aCTONHON CEpACUHON HEAOCTATOYHOCTHU BBIABISIIOTCS Y 11% myxuuH 1 6% xenmun ¢ bO.
[lo nanHbpIM poccuiickoro uccienoBanus Ha BeiOOpke 200 manueHToB ¢ 60ne3Hbl0 Pabpu NpU3HAKH
3aCTOMHOM ceplieuHOl HenocTatoyHOCTH Habmtonanuck y 1,5% Ha doHe GuOpUIIsuu npeacepani.
Yacto pa3BUBAIOTCS MPECEPAHBIE U KEITyJOYKOBbIE apUTMHUU U HapylieHus npoBoaumoctu. Uudapkr
MHUOKap/a ObUT JMArHOCTUPOBAH TOJIBKO Y 2% ManueHToB. TemM He MeHee, CTEHOKap/usl HaOmroanach
y 13-20% nauuentoB ¢ b® u yame npu HaIMYUM TUOEPTPOPUU JIEBOTO XKelyaouka. V3meHeHus
KJIanaHoB cepaua npu b®d BcTpeyaroTcss 4acTo, HO OOBIYHO HE MMEIOT KIMHUYECKOTO 3HAYEHUS.
MoxeT OBITh MOHOCHMIITOMHOE TEUEHHE 3a00JIeBaHUS C TIOPAXEHHUEM TOJNBKO  Cepara

(meknaccuueckas b®d) [1,4,13].

Ilopa:xkenue naumdaruveckoii cucrembl Pa3putue nuMmdenemsl CBSI3aHO C HAKOIUICHUEM
[JIMKOJIUIHUAOB B CTEHKaX TUM(ATHYECKUX COCymoB. Y OonbHBIX bD mumdenema mposBiseTcs B
HOAPOCTKOBOM HJIM B3POCJIOM BO3pACTe M MPU OTCYTCTBUU HEOOXOAMMOTO JICYCHHUSI MOXKET MPUBOIUTD
K BBIPXEHHBIM TPOQUUECKUM HU3MEHEHHMSIM C U3BA3BICHUSMHU KOXKHOTO TIOKPOBA HIKHHUX

KOHEUHOCTEH M OCIO0XKHATHCS POXHCTBIM BOCHAJICHUECM U CCIICHUCOM.

Od¢ranabsmoisiornueckue Hapymenuss TunuaasiM cuMntomoM b® sgBsieTcsl TOMYyTHEHUE POTOBHIIBI B
Buse 3aBUTKOB (70-90% Oonbubix) [1,14,15]. Ilpumepno B 5% ciayuaeB BCTpeyaroTCs 3aJIHSAS

cyOKarcyssipHas KarapakTa 1 MOpakeHrue COCYI0B CETYaTKH.

N3meHeHnst O CTOPOHBI OPraHOB CJIYyXa M BeCTHOYJAPHOro anmmapara Y nanueHToB ¢ b® moxer

OTMEYATHCA CHMXKCHHC CIIyXa, IITYM B YIIaX, 'OJIOBOKPYKCHHUC.

Oco0ennocTn KiInHHYecKoil kKapTuHbl B® y nereit [lepsrle kinHMYeckue npossieHUss bP yame
BCETO0 BO3HUKAIOT B MOAPOCTKOBOM U IOHOIIECKOM BO3pAacTe, XOTs MHOTAA MPHU3HAKH 3a00JIeBaHUS
MoryT neOrotmpoBath W B 2-4 rToma [1,4,5,83]. CHauanma cHUMNOTOMBI 3a00JICBaHUS HMEIOT
Hecneu(pUUecKrii XapakTep, YTO 3HAUUTEIbHO 3aTPyIHIET U 3aMeUIIeT MOCTAHOBKY JAMarHo3a. JTo
MOXET OBbIThb 00Jb, TUCKOM(OPT B KUBOTE, HEO(DOPMIIEHHBIM CTYN, CYXOCThb KOXXHBIX IOKPOBOB,
y10Xasi MePEHOCUMOCTh JKapbl, UHOTJA MPUBOASIIAS K PA3BUTHIO JIMIIOTUMUYECKUX, OOMOPOUYHBIX
COCTOSIHUH, SMU30ANYecKre 00 B cTonax win KucTax. Eciau 6omu B pykax neGI0THPYIOT B BO3pacTe
MeHee 3 JIeT, TO Bepu(pUIMpoBaTh UX ObIBAET KpailHE CII0KHO, T.K. BHEIIHE AIU30/1 00U BBIIVISIAUT KaK
UCTEpHKa, TCUXOMOTOpHOE BO30YykJIeHHE. KOCBEHHBIM MPU3HAKOM SIBISETCS TO, 4YTO PEOCHOK
yCIIOKaWBaeTCsA B TMPOXJagHOW Bojae (OacceliH), HMCHOBITBIBACT OOJCTYCHHME, KOT/Ia JIOKHUTCS Ha

XOJIONIHYI0 TIOBEPXHOCTh (Hampumep, kadenpHbIM ToN). B ganpHeimeM jkamoObl Ha 00U B
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KOHEYHOCTSAX CTaHOBATCS Oo0jiee 4YacThIMH W ITOCTEIIEHHO HpI/IO6peTaIOT TUIIUYHBIC HJIA bd

ITPOSABJICHUSI.

['actposHTEponOrMuecKkue MPOsBICHUS OOJNIE3HM MOTYT OBITh OJHUM W3 TIEPBBIX CHUMIITOMOB
3a00sIeBaHMsI B JIE€TCKOM M IOHOIIECKOM BO3pacTe€ M BO3HMKAaThb HA IEPBOM JECSATWIETUU >KU3HM,
OJTHAKO, B CUJTy CBOEH MaJioil crieln(PUUHOCTH SIBISIFOTCS KOCBEHHBIMU MapkepaMu b® B coueTanuu ¢
apyrumu Oosiee TUMUYHBIMU cuMmnitomamu. Hanbonee yacto HabmOAa0TCSl CXBaTKOOOpa3Hbie 00U B
KUBOTE, B3yTHE JKUBOTA, HEYCTOMYMBBIM CTYJ], TOIIHOTA, PBOTA, CHWIKCHHE ammeTuTa W AedUImT

BE€Ca.

Cnemududeckoe «MyTOBUATOE» TIOMYTHEHHE PpOTOBHIBI (TaK Has3blBaeMas «BUXPEBUIHAS
Keparonarusi wind cornea verticillata) — 9acTelif CHMIITOM B JETCKOH M TIOJPOCTKOBOM MOIMYJISIIAN
nanueHToB ¢ b®. Ero mMoxHO 0OHapyxuth B Bo3pacte 4-5 ner. Takasg cnenupuyHOCTb JAejiaeT
BO3MOXKHBIM NOPEANONokuTh Haimnuue b®D Ha paHHen cragnu. Takne W3MEHEHUs, KaK MOMYTHEHUE
XpyCTalvKa B BHUJAC pPaauaIbHON 3aqHEl CyOKamcymspHOW KaTapakThl — «KarapakTel Pabpu» u
JIBYCTOPOHHEW MEPEAHEN KAIICYJIIPHON U MOAKANCYISIPHOM KaTapaKThl Yallle BCTPEYAOTCS Y B3POCIBIX

OOJIbHBIX.

TunuyHbie KOXKHBIE MPOsiBIICHUS] b — aHTMOKepaTOMbl, TaKKe MOTYT HAOJIIOIaThCS Y MAIIMEHTOB YXKe
B JIETCKOM Bo3pacte. [lepBbie 351eMEeHTHI 4acTO MOSABISIOTCSA B MOAPOCTKOBOM BO3pacTe, KaK MPaBUIIO,
OBIBAIOT EAWHUYHBIMA W MOTYT MMETh HETHNUYHYIO JOKajdu3amuio (yIm, TpydHas KIEeTKa), Ha

CIM3UCTLIX IMOJOCTH PTa, IO3TOMY HUX O6H3.py>K€HI/IC BO3MOXKHO ITOCJIC TIIATCIILEHOI'O0 OCMOTpPAaA.

[TopaxkeHue mouek Takke 4acTo NEOIOTUPYET B JIETCKOM Bo3pacTe (B 3-5 jeT), 0lHaKo, KIMHUYECKU
OHO HHUKAaK HE MPOSBISIETCS. BBIIBUTH €ro BO3MOXHO TOJBKO J1aO0OpPaTOPHBIMU METOAaMH (CyTOYHas
SKCKpelus Oenka/anbOyMuHa ¢ mMouoi). IlepBbIM MpH3HAKOM MOpaXeHHsI MOYEK, 4acTO MMEIOLIeM
MECTO Yy JIeTel U MOAPOCTKOB, cTpanaomux bd, spnsercs anu3oaudeckas aibOyMUHYpHsl (IKCKPELHs
anbOymuHa ¢ Mouoit oT 30 10 300 mr/24 4). B nanpHeliniem anbO0yMUHYpUsI CTAHOBUTCS MIOCTOSTHHOM,
ee ypoBeHb yBennunBaercs. Kak npaBuio, 6osee Tsokenoe nmopaxeHue moyek i JeTe U MoJpOoCTKOB

HC XapaKTCPHO, OHO MOABJIACTCA YalllC HAa TPCTHEM ACCATUIICTUHN KHU3HU.

CUMITOMBI TOPAKEHHS CEPIACYHO-COCYAUCTON cucTeMbl npu b B moIpOCTKOBOM BO3pacTe BeChbMa
CIOXHBI i1 AuarHocTuku. Yetko auddepeHmpoBaTs paHHue TposiBIeHUs bdD 0T BoO3pacTHBIX

BCTCTAaTHUBHBIX HapymeHI/Iﬁ B OOJIBIIIMHCTBE CJIy4dacB HCBO3MOXXHO.

Jpyrumu KpalilHE pPENKHMHU HEBPOJIIOTMUYECKMMHU MposBieHusAMU b y nereu, SABISIIOTCA
epeOpoBacKyIsIpHbIE HAPYIICHUSI, COMPOBOXKIAIOIIMECS MOBBIIIEHHBIM PUCKOM PAa3BUTHS UHCYIBTA.
HNmerorcs sareparypHble [OaHHBIE O NALMEHTAX C [OPEXOAAIMMM HApyLICHUSAMU MO3TOBOTO

KpoBooOpamenus ¢ 12 net [5].

Hapymenusi ciyxa OTHOCATCA K TUNHYHBIM IposBieHusM b®. K Oonee paHHMM cuMnromawm,
BO3ZHUKAIOUIUM B JIETCKOM M TOJPOCTKOBOM BO3PACTE, OTHOCSTCS IIyM (3BOH) B yIIax (OAHO- WIH
JIBYXCTOPOHHHI) W TOJOBOKPYKEHHE, K KOTOPBIM C BO3PAcTOM MPHUCOCIUHSAETCS HEUPOCEHCOpHAs

TYTOyXOCTb.

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



2. JIlmarnocruka 3a001eBaHUsI UJIM COCTOSTHUS
(rpynnbl 320071€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHEHHUIO
METOA0B JMATHOCTHUKM

Kpumepusimu ycmanosnenusi ouacnoza b@ y nui My>KCKOTO TM0Jia SIBISIOTCS CHUKEHHE aKTHUBHOCTHU
aKTUBHOCTU JIM30COMHOTO (hepMeHTa aib(a-rajakro3uiasbl B KpPOBH, IIOBBIIIEHHE B KPOBU
ro0otpuaosunchunrosuna (Jin3o-1'63) B KpoBH, BHISIBICHUE MATOTCHHBIX BAPUAHTOB B TEMU3UTOTHOM

coctossHuu B reHe GLA.

Kpurepusimu ycranoBnenuss auarHoza b® y Ui JKEHCKOTO TMoja SBISAIOTCS MOBBIIICHUE
KOHIICHTPALUK TI000TpHao3miIcuHro3nna (1u30-1'063) B KpoBU, CHUKEHUE aKTUBHOCTH JIN30COMHOTO
depmenTa anbda-ragakTo3uaazbl B KPOBH (BBIABIACTCS Y YacTH MAIMEHTOB JKEHCKOTO I10JIa),

BBIABJICHUC ITAaTOT'CHHBIX BAPHUAHTOB B I'CTCPO3UTOTHOM COCTOSHHU B I'CHC GLA.

3anono3puth b® mpormie nmpu HaTMUYMM KIACCUYECKOTO BapuaHTa — CHCTEMHOrO 3a00JIeBaHUS C
NOPAaXEHUEM IIOYEK, CepAla, KOXH, HEPBHOW CHUCTEMBI, KEIyJOYHO-KHUIIEYHOTO TPAKTa, OpraHa
3penus [71]. OgHako, mopaxeHue cepAla Uiu MOYeK MOXKET ObITh €UHCTBEHHBIM IposBieHueM bd.
VY TakMxX NAlMEHTOB OTCYTCTBYIOT Kakue-TMOO CHUMIOTOMBI 3a00JeBaHUsS B JIETCKOM BO3pacTe.
JluarHocTUpoBaTh aTUNUYHbie BapuaHThl b® MOXHO TOJBKO IMyTEM CKpPUHUHIA TPYIIl PHUCKA.
[Ipennonarate b® cnexmyer y Bcex MAalMEHTOB ¢ rumneprpodueil MHOKapAa JIEBOTO IKEIyJo4yKa

HESCHOTO MPOUCXOXKJIEHUS U MHCYJIBTOM, Pa3BUBIIEMCs B MOJI0J10M Bo3pacte (10 40 ser).

Hugpepenyuanvuas ouacnocmuka aumeuoxepamom. BBISBICHHE aHTHOKEPATOM SBIISIETCS Ba)KHBIM
JUAarHOCTUYECKUM «KiIrouom» npu b®d. Bo Bpems Kpu30B, CONPOBOXKIAIOIIMXCA JIMXOPAIKOH M
00JsIMH, AHTMOKEPAaTOMBbl MOTYT OBITh TOPHUHATHL 3a TMETEXUAJbHYIO ChIllb, YTO MPUBOAUT K
YCTaHOBIICHUIO OIIMOOYHOrO auarHo3a MeHuHrurta. luddepeHnmanbHblii 1UarHo3 CleIyeT TaKkKe
IPOBOJUTH C HACIEACTBEHHOW TreMopparuyeckoil Teneanrnoskrasueit Penmro-Ocnepa-Bebepa, ¢
anrnokeparomoit  doppaiica, aHruokeparomo Mubennmu W OrpaHUYEHHOW HEBUGPOPMHOMN

aHFHOKepaTOMOﬁ TyJI0BHIIIA.

AHTHOKEepaTOMbI TaK)K€ BCTPEUAIOTCS M HPU JIPYTUX JIM30COMHBIX OOJIE3HSIX HAKOIUIEHMS: OOJe3HU

Hlunanepa, pyko3ua03e, raHINIMO3U103€, ACAPTATIIIOKO3aMUHYPHH U CHAJIUJIO3€.

bonesoii cunopom. bonepoii cunapom nipu b® vacto conpoBoxkaaercs cyoheOpuapHON TeMneparypon
Y TOBBIIIEHHBIM noKa3zareseM COD, 4TO 4acTO MPHUBOAUT K YCTAHOBJICHHIO <JIOKHBIX» JHATHO30B:

PEBMATOUJAHOTO apTPUTA, PEBMATUYECKON JINXOPAJKH, APTPUTOB, SIPUTPOMENANTHH, CUHIpOoMa PeiiHo.

lloueunas namonozcus. Ilpu U30JUPOBAHHOM MOPAKEHUH MTOUYEK MOYEBOW CUHAPOM MOXKET OIIMOOYHO
MHTEPIPETUPOBATHCS KaK HM30JUPOBAHHAS MPOTEHHYPHUS, MAJTOCUMITOMHBIN TIIOMEPYIOHEDPUT HIIU

WHTEPCTUIHATBHBIN HEDpHUT [76].
Cepoeuno-cocyoucmas cucmema. Habmogarorcst runeptpodust JIeBOro KenyaodKka, apuTMHUs

OQbma]ZbMOJZOZI/lHGCKue HAPYUWIEHUA. C ITOMOIIBIO HIGHCBOﬁ JIaMIIbl BBIABJIAIOT IIOMYTHCHUC POTrOBUIIbLI

B BUJIC 3aBUTKOB. PekxomeHA0BaHO K U3y4YeHuto pegaktopamu canta MeaYHusep - https://meduniver.com/



Kenyoouno-kuweunvii mpaxm. YKeaygoyHO-KUIIEYHbIE CUMITOMBI Tpu b®d uMEIT CcXO0ACTBO C

CUHAPOMOM pa3pakEHHOTO KUIIEUHUKa, Oone3Hbto0 Kpona.

Huddepentmansabiii quarao3 b® npeacrasnen B [Ipunoxenuu A3.2.
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2.1 /Kaa100bI 1 aHAMHE3

CriekTp BO3MOXKHBIX kasio0 y manueHToB ¢ b® MoxeT ObITh BeCbMa HIMPOKUM H 3aBUCHUT OT (DOPMBI

3a00s1eBaHMsl (KJIACCUUECKON WM HEKJIACCUUECKOM ), 1moJa nanueHTa (y >KeHIIUH 3a00JIeBaHue OOBIYHO

MpOTEeKaeT B 0oJiee JIETKOM U cTepToi (hopme), Bo3pacTa MaHH(peCTauu 00JIC3HU U WHIUBUIYTBHBIX

0COOEHHOCTEN TeueHus 3a00JIEBAHUS.

JKam00b1 1 aHAMHECTHUYECKUE COOBITHS:

OTATOIICHHBLIA CEMEHHBIM aHaMHE3 (6OJ'II/I B KOHCYHOCTAX, PpAaHHUC HWHCYIIbTHI, I/IH(i)apKTBI,

XpOHHUYECKas rnovyeyHas HenocrarouHocth (XITH) B cembe);
YTOMJISIEMOCTH;
Jenpeccus;

AHTHUOKCPATOMa <«HHIKEC TIIOACa»:. Ha Arogulax, IOjACHHULC, IIOJIOBBIX OpraHax, Ha HUKHUX

KOHEYHOCTSIX;
CHID)KEHHE CITyXa, IIIyM B yIlIax;
TOJIOBOKPYIKEHUS;

CUMMCTPHYHBIC 0O B KHUCTIX M CTOIAX (MyLII/ITCJ'ILHOG YYBCTBO IIOKaJIbIBAHUWA WJIM I1OJI3aHUSA

MypalleK B KOHEUHOCTSX, OOJIbIIIE B KUCTAX U CTOMNAX (aKponapacTe3un);
MOBBINICHNE YYBCTBUTEIBHOCTH C JIOKAJIM3AIMEH B 00IaCTH CTOM U KUCTEH;
0071 B CycTaBax KOHEUHOCTEH, Oepax U rojeHsX;

OoJieBbIe KPU3bI (3TO XapaKTepHOE OTIMYME OT APYTUX OOJEBBIX MOJTMHEUPONATHI TOHKUX BOJIOKOH

B 110J1b3y b®);

00JIM B JKMBOTE;

JUXOpaJIKa HEICHOTO TeHEe3a;

J10Xast MIEPEHOCUMOCTD XOJIO/Ia U JKaphl;

THITO- WU aHTUIPO3;

XpOHHMYECKas Auapes;

MEePEHECEHHBII UHCYIIBT/UHCYIBTHI;

MPU3HAKY TOPaKEHUS TOUEK (IPOTEUHYPHSI, MOBBIILIEHNE YPOBHS CHIBOPOTOYHOTO KPEATHHUHA);
MPU3HAKH TOPAXKEHUS CEPACYHO-COCYANCTON CUCTeMbl (00nH B cephie, rnepedor, N3MEHEHUs Ha

OKI);
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e KaTapakTa;
e TIOMYTHEHHUE POTOBHUIIBI.

Kanobwr u anammnes maxaice onucambvl 6]?61306]16 (KJIUHUYECKAS KapmuHay.
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2.2 Pu3uKaJbHOE 00CTeI0BAHUE

Buvipasicennocmv  kaunuueckux nposenrenuu b® 6 paznom eo3pacme moodxcem eapvuposamv, npu

@u3suKanbHoM ocmMompe MO2ym NposAeIAmsCs ciedyrouue npusHaku bd:

epybvie uepmol 1uya,

* aHCUOKEPAMOMbL (BHYMPEHHAS NOBEPXHOCMb bedep, KUCMU, JHCUBOM, CAUZUCHIbIE POMOBON

noiocmu);
o NPUBHAKU YBEIUYEHUS. CePOYd,
o NPUBHAKU NEPEHECeHHO20 UHCYIbMA (Nape3bl, HapyUeHUs pedi).

Ilo0pobHO Oannble Pu3UKATILHO20 00CIE008AHUS ONUCAHBL 8 PA30ee «KIUHUYECKAsT KADMUHAY.
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2.3 JIabopaTopHbIe JMATHOCTHYECKHE MCCIeI0OBAHUS

JIMarHoCTHKA y JINI MY?KCKOI'O 110J1a

o PexoMeHayercsi oIpelelieHUE AKTUBHOCTU JIM30COMHOIO (pepMeHTa anb(a-rajakTo3ujassl B
ISTHAX BBICYIIEHHON KPOBU METOJIOM TAHJIEMHOM MacC-CIIEKTPOMETPUM (KOMILIEKC UCCIIEI0OBAaHUMN
Ul nuarHoctukd Oose3Hn Pabpu) BceM MalMEeHTaM MYKCKOIO Iojla € KIMHUYECKUMU

npuszHakamu 0osie3an @adpu ¢ 1eapio MoATBEPKACHUS quarnosa [ 16, 26, 28, 29, 37].
YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 3)

KoMMeHTapuu: y MydICuuH CHUIICEHHAsT AKMUBHOCHMb 0-2AJAKMO3UOA3bl AGHAEMCS OOCHAMOYHO
ungopmamusnvim  npuswakom b® [17]. Ilpasuna 3abopa O6Guomamepuana 01 NpPoGedeHuUs

UCCe0068aHUlL 8 NAMHAX BLICYUIEHHOU Kpo8u npusedensl 8 Ilpunodcenuu A3.6.

e Pexomenayercsi M3MEpeHHE KOHIICHTPAIMU JIM30COMATBHOTO TIIOOOTPHAO3MICPUHTO3UHA (JTU30-
['63) MerogoM TaHAEMHOM Macc-CIEKTPOMETPUU C  BBICOKOA((EKTUBHON  JKHUIKOCTHOM
xpomarorpadueit (BOXX/MC) (koMmIieke HCClIeqoBaHUM [JIsi AUArHOCTUKH Oonesnun dabdbpu)
JUIIAM  MYXKCKOTO TMOJia ¢ KIMHUYECKUMHU TnpusHakamu Oone3nn @Dabpu B KauecTBe
JOTIOJTHUTENIBHOTO dTana OMOXMMHYECKOW JTUArHOCTUKH, JIMIIAM MYXXCKOTO TIojia ¢ OO0JIe3HBIO
®abpu, HaxonAmUMcs Ha GpepMmenTozamectutenbHoil Tepanuu (P3T) ps ouenku 3¢ HEeKTUBHOCTH,

a TaKXe JMIaM My>XcKoro nosa, He nosydatouum O3T [10, 30, 38].
YpoBeHb yoeauTeJbHOCTH peKoMeHAanuu — B (YypoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB 3)

KomMeHnTapuu: xonuuecmseennoe onpedenenue auzoenobompuaosuic@uneosuna (muzo-163) seisemcs
NOOMBEPHCOAIOWUM UCCIe008aHUeM 0 JuasHocmuku donesnu Dabpu, makoice UCnoab3yemcs 0is
paspeutenust mpyoHvlx OUASHOCMUYECKUX caydaes. Bmopoe easicnoe npumenenue auzo-163 — smo
MOHUMOPUHE COCMOSHUA U P GexmusHocmu mepanuu nayueHmos ¢ oonesuvio Dadpu. Iloxazano,
ymo npu aoexeamnou DP3T konuuecmeo cybcmpama 6 niazme Kposu ymenvuiaemcs. Ilosmomy
YenecooopasHo coenamsv KoauvecmeenHoe onpeoeierue au3o-103 uacmvio MOHUMOPUHed COCMOSIHUSA
nayuenmos ¢ 6onesnvio Pabpu, KAk HAXOOAWUXCS HA NAMOEHEMUYECKOU MePanuu, MmakK U HCUSYUUX
bez @3T. Oonako, credyem yuumul@ams, 4mo oadxce y nayuenmos, noayyaowux 3T, yposenv 3mozo
memabonuma NpaKmuyecku Huko20a He Oocmueaem HOPMAnbHuIX 3Havenull. I[lpasuna 3abopa
buomamepuana Ons NPOBEOCHUs. UCCIEO08AHULL 6 NAMHAX BbICYULEHHOU KPOBU NPUBCOEHbL 8

IIpunoscenuu A3.6.

o Pexomenayercsi ompezaenenue myrtanuid B reHe GLA B KpPOBHM METOJIOM CEKBEHHUPOBAHUA 10
Cenrepy (KOMILJIEKC UCCIEIOBAHUMN JUIsl AMATHOCTUKU Oosie3HU Pabpu) BCeM MaleHTaM MYKCKOTro
nojia ¢ KJIMHUYECKUMU mpu3Hakamu Oone3nn dadpu ¢ 1enbl0 MOATBEPKICHHUS AMarHo3a Ha

MOJIEKYJISIpHO-TeHeTHYecKoM ypoBHe [1,17,26,28,29,84].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB S).

KommenTapuu: onpeoenenue mymayuti 6 cene GLA memooom cexsenuposarnus no Ceneepy nokazamo

8CemM MYAHCUUHAM Igo CHUMCEHHOU AKMUBHOCMbIO gbe{wenma q,—eamkwgy3uaa3bz u/umf nogbzmennbm
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yposnem auzo-163. I[llupoxoe pacnpocmpanenue anneneii ncesdooepuyuma npPUBOOSUUX K
CHUDICEHHOU aKMUBHOCMU 0-2ANIAKMO3UOA3bl 8 CYXOM NAMHEe KPO8U U UHO20A HNOHUNCEHHOU 8
NetuKoYumax u niazme Kpogu, oobyciasnusaem oos3amenbHoe 6KI04eHue MONEK)IAPHO-2eHEMUYecKo20
ananuza 6 nabopamopmuyto ouacnocmuxy b®. Onpedenenue nocumenbcmea cemelino2o0 6apuanma 8
eene GLA memooom cexeenuposanus no Ceneepy oenaem 803MONCHbIM 00C1e008aHUe POOCHMBEHHUKO8
npodanoa, a makdyice nposeoeHue 8 cembe NPEeHaAMAalbHOU U NPeuMniaHmMayuoOHHOU 2eHemudecKoll
ouazHocmuku. bonvwuncmeo nykneomuonvix zamen y nayuenmog ¢ b® mocym bwvimo evisenenvi ¢
nomowvio cexkseHuposanus no Cenzepy 6cex 3K30HO8 U NPULE2AIOWUX K HUM YYACMKO8 UHMPOHOS,
O0OHAKO 8 PpeoKUux Ccaydasx paspeuiarowjeti CnocooHOCmu 3mMo20 Memooa Modxcem Oblmb
Hedocmamouno. B makom cayuae Ona noucka Opyeux cenemuueckux eapuanmos 6 cene GLA
peKomeHoyemcs npumeHenue OONOTHUMENbHbIX MONEKYIAPHO-2eHeMUYecKUx Memooo8 Uccile008aHusl,
MaKux Kaxk MYIbMuniekchas Jaueazosaeucumas amnauguxayus npoo (MLPA) oaa  noucka
NPOMANCEHHBIX Oeneyuti/OynauKkayul, auoo evicokonpoussooumenvhoe cexgenuposanue (NGS) ona

noucKka namoceHHblX 6dPUAHRMO6 6 HEMPAHCIUPYEMbLX oonacmsx eena GLA.
IlI/IaFHOCTI/IKa Y JHIl KEHCKOI'0 I10J1a

o PexoMeHayeTcsi M3MEpEeHHE KOHICHTPAIMH JU30COMAJIBHOTO TIO00TpHao3uiIchuHTO3MHA (ITH30-
['63) wmeTOomOM TaHIEMHOW MAacC-CIEKTPOMETPUHM €  BBICOKOI(P(PEKTUBHOW  KUIKOCTHOU
xpomatorpadueit (BOXX/MC) (komIuiekec HCCIeIOBaHUM JUIsl TUAarHOCTUKU Oosiesnu dabpu) B
Ka4eCTBE TEPBUYHOTO dTara OMOXWMHUYECKOW IWAarHOCTUKH Yy JIMIl JKEHCKOTO Ioja B KadeCTBE
MTOATBEPIKIAFOIICH MTUAarHOCTUKH Y JKCHINHMH, a TAKXKe JJIT MOHHUTOPHWHTA COCTOSIHHS ITaIllACHTOB
KeHckoro mosia ¢ b®, momywaromux ¢epmenrozamecturenbuyto Tepanuio (P3T), a Takke He
nonydaromux ®3T [10, 30, 38].

YpoBeHb yOoequTeJIbHOCTH peKOMeHAaluu — B (YpOBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 3).

KommenTapuu: koruuecmeennoe onpeoenenue au3021000mpuao3uic@huueo3una no36osaen eolsa6iams
B® y orcenwgun, umo nonesno 011 ymouHeHUs: Ux KIUHUYECKO20 cmamyca, a makxaice OJisl pa3peuletusl
MPYOHBIX OUASHOCMUYECKUX cayyaes. Bmopoe eadicnoe npumenenue auzo-103— smo MoHumopume
cocmoanus u s¢hgexmuenocmu mepanuu nayuenmog c¢ oonesuvio Pabpu. Illoxazano, umo npu
aoexkeamnou P3T konuuecmeo cybocmpama 6 niazme Kposu ymenvuiaemcs. Iloomomy yenecooopaszmno
coenamo KonudecmeenHoe onpeoenenue au30-103 4acmvio MOHUMOPUH2A COCMOSIHUS NAYUEHMO8 C
oonesnvo Pabpu, KaK HAXOOAWUXCS HA namozenemuyeckor mepanuu, maxk u scusyuux oesz O3T.
Oonako, cnedyem yuumwvigamv, umo Oadxce y nayuenmosg, noayuarowux D3T, yposenv smoco
memabonuma npakmuyecku Huko20a He Oocmueaem HOPMANbHuIX 3HaveHuu. Ilpasuna 3abopa
ouomamepuana 0715 NPOBEOEHUs UCCIEO008AHUL 8 NAMHAX BbICYUEHHOU KPOB8U NPUBEOEHbl 8

lIpunoscenuu A3.6.

o PexkomeHnayercsi ompeneneHre AaKTUBHOCTH JIM30COMHOTO (epMeHTa anbda-raJakTo3uaa3bl B
MATHAX BBHICYIICHHOW KPOBU METOJIOM TaHAEMHON MacC-CIEKTPOMETPUU (KOMIUIEKC MCCIIeIOBAHMI
JUISL TUArHOCTUKH O00se3Hr Dadbpu) BCeM MarMeHTaM >KeHCKOTO IMoJj1a ¢ KIMHUYECKUMH TTPU3HAKAMU

6one3an @abpw ¢ 1eTbIo MOATBEPKASHU Truarno3a [16, 26, 28, 29, 37].
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Kommentapuu: V mpemu owcenwun ¢ b® axmuenocmo anbda-eanakmoszudaszvl modxcem Ovlmb 6
nopme [17], nosmomy npu onpeoenenuu aKmusHOCMU (HePMEeHMA HCEHWUHAM MO  HYHCHO
yuumsoieams. Ilpasuna 3a6opa buomamepuana 0is nposedenus UCCie008anull 8 NAMHAX GbLCYUEHHOU

Kposu npugedenvt 8 Ilpunoocernuu A3.6.

e Pexomenayercss onpezneneHue myrauuii B reHe GLA B KpPOBH METOJIOM CEKBEHUPOBAHUS IO
Cenrepy (KOMIUIEKC UCCIEAOBAHUIN I TMATHOCTHKU 00s1e3Hr Dadpu) BCeM MaIllieHTaM >KEHCKOTO
MoJIa ¢ KIIMHUYECKUMH TpU3HaKaMu 0ojie3HH Pabpu B KadyecTBE MEPBUYHOTO dTana CKPUHUHTA
Hapsily ¢ U3MEPEHUEM KOHIICHTpAIlUU JIM30COMAJIBHOTO T000TpHrao3uiachurrosuna (Jim3o-163) u
OTpeNieICHNEeM  aKTUBHOCTH  JIM30COMHOTO  ¢epMeHTa  anb(a-raJakro3uyiasbl ¢  IENbIO

MOATBEPIKICHUS TMarHO3a Ha MOJIEKYJISIpHO-TeHeTu4eCcKoM ypoBHe [1,17,26,28,29,84].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)

KommenTapuu: onpeoenenue mymayuti 6 cene GLA memooom cexsenuposarnus no Ceneepy nokazamo
8CeM TUYAM HCEHCKO20 NOAA C KIUHUYeCKUMU npusHakamu donesnu Dadbpu, umerowumu HOpMaibHyO
aKmueHocms hepmenma u/unu HOpmaibHulll yposeHv au3o-163. [llupoxoe pacnpocmpanenue annenei
ncegdodepuyuma npUBOOAUUX K CHUNCEHHOU AKIMUBHOCMU 0-2A/IAKMO3UOA3bl 8 CYXOM NiamHe KpOo8U U
UHO020A NOHUMNCEHHOU 6 JIeUKOYUmax u niame Kpoeu, o0yciasiusaem o00513ameibHoe BKIIOYeHUE
MONLEKVIAPHO-2EHEMUYECK020 — aHaIu3a 6 Jaabopamopuyro  ouachocmuky b®D.  Onpeoenenue
Hocumenvcmea cemetino2o eapuanma 68 2ene GLA memodom cexsenuposanusi no Ceneepy Oenaem
B03MOJNCHLIM 00CTe008aHUe POOCMBEHHUKO8 NpoOAaHOd, a makxdce NpoedeHue NpeHamaibHou u
NPEeUMNIAHMAYUOHHOU —2eHeMUYeCKOU OUAeHOCMUKU. bonvuuncmeo HyK1eomuouvix 3ameH Y
nayuenmos ¢ b® mocym 6vimb 6viA61eHbl ¢ nomowbio cekgenuposanusi no Ceneepy 6cex 9K30HO8 U
npune2arwux K HUM y4acmko8 UHMPOHO8, 0OHAKO 8 PeOKUX CIy4asx paspeuiaroujell cnocooHocmu
9MO20 Memooa modxicem Obimb HeOOCMaAmouHo. B maxom ciayuae 015 NOUCKA OPYeUX 2eHemuyecKux
sapuanmos cena GLA pexomenoyemcs npumeneHue OONOTHUMENIbHbIX MOLEKVIAPHO-2eHeMULeCKUX
Memo008 UCCNe008aHUs, MAKUX KAK MYIbMUNIEeKCHAs au2azozasucumas amniuguxayus npoo (MLPA)
0J151 NOUCKA NPOMSINCEHHBIX Oeleyull/Oynaukayuil, 1ubo 6blCOKONPOU3B00UMENbHOE CEKBEHUPOBAHUE

(NGS), ons noucka namozenHuvlx 6apuanmos 8 Hempauncaupyemuix oonacmsx cena GLA.

o Pexomenayercst  HccleOBaHME ~ ypOBHA  JIM30CHUHTONHMIHAOB  (JIM30CPUHTOMHEIINHA,
mu3ocuaromuenuua-509, nu3orno0oTpuasmwiIcPUHTO3MHa W TeKcawIc(UHro3mHa) B ISITHAX
BBICYIIICHHON KPOBU METOIOM BBICOKOA((PEKTUBHOM KHUAKOCTHOW XpomaTorpaduu TaHIEMHOM
MacCC-CIIEKTPOMETPHH BCEM IMallMEHTaM C YCTAaHOBIEHHBIM JauarHo3oMm Ooneznu Dabpu mepen
HayajoM Tepanuu 1 Ha GoHe pepmenTozamecturenbHoi Tepanuu (O3T) ¢ menpro OMOXUMHUYECKOTO

koHTpoJst Jeuenus [10, 30, 31, 38].
YpoBeHb yOeaUTEJIbHOCTH peKoMeHaaluu — B (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB 3)

KOMMeHTapI’II/I: KonudyecmeeHHoe onpedeﬂeHue Jzu302ﬂ060mpua03wzcqbuH203uHa no3e0Jisiem B6blA6JIAMb
He NMOJTbKO MYJHCHYUH, HO U IHCEHWUH C bone3nvto cDa6pu, umo nonesHo O0s YMOYHEHUA KIUHUYECKO2O
cmamyca JHCeHuUH-cenieposucom, a makKace ons paspeuierus mpy()Hbzx OUACHOCMUYECKUX ciyuaes.

Bmopoe sadxcnoe npumenenue auzo-163 — >3mo MOHUMOpUHE COCMOSHUA U d¢hhekmuenocmu
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cybcmpama 6 naasme Kposu ymenvuiaemcs. lloomomy yenecoobpazno coenams KoauueCmeeHHoe
onpedenenue au30-163 uacmvio MOHUMOPUHEA COCMOSAHUA NAyueHmog c¢ 6onesnuvio Dabpu, Kax
HAX00AWUXCA HA namozeHemuyeckou mepanuu, max u ocugywux 6e3 D3T. Oonaxo, cnedyem
yuumsieams, umo oadxce y nayuenmos, nonyuarowux @37 yposens, smoeo memaboruma npaxmuieckKu
HUKO20A He 00cmueaem HOPMAIbHLIX 3HAYEHUl, 8 MOM YUCAe V HCEHWUH MOodcem He Habno0amuvcs
cyuwjecmeenno2o crhudicerus auzo-103 na goone O3T. Ilpasuna 3abopa buomamepuana ons nposedeHust

UCc1e008aHUll 8 NAMHAX BLICYULEHHOU KpoBu npusedersvl 6 lIpunodcenuu A3.6.

o PexoMeHnayercsi mnpoBefeHue 001ero (KJIMHUYECKOTO) aHaliu3a KpOBM BCEM IMalMEHTaM C
KIIMHUYECKUMU TIpu3HakaMu Oosie3nn dabpu B mpoliecce MOCTaHOBKU JMAarHo3a C IEJIbI0 OIEHKH
OCHOBHBIX TIapaMETPOB KPOBETBOPCHHS, OICHKH TOPAKEHUS CEPACUYHO-COCYIAMCTOU CHCTEMBI M

BBISIBJICHUST BO3MOXKHBIX HH(PEKIIMOHHBIX TIporieccoB [9, 11, 13, 26-29, 58-60, 64].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KoMMeHTapum: nposedenie 0oujeco (KIuHU4ecko20) anaiuza Kposu 6KI04Uaen uccied08anue yposHs
0bwe2o 2eMo2nodUHa, IPUMPOYUMO8, 1eUKOYUMos, MmpomMoOOYumos 8 Kposi, OyeHKa 2eMamoxpumad,
uccnedosaHue CKOpoCmu 0CeOaHuss 3PUmpoyumos, ou@@epeHyuposanHvlli noocuem J1etuKoyumos

(netikoyumapuas gopmyna).

o PexomeHayercsi TMpoOBEIECHHUE aHANW3a KPOBH OHMOXMMHUYECKOTO OOIIETEParieBTUYECKOro (BCEM
ManyeHTaM ¢ KIMHUYEeCKUMHU Tpu3Hakamu Oone3Hu dabpu B mporiecce MOCTaHOBKU JHArHo3a C

LETIBIO0 OLICHKU COCTOSIHUS BHYTpeHHUX opraHos [9, 11, 13, 26-29, 58-60, 64].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KommenTapuu: npogedenue amanusza Kpou OUOXUMUHECKO2O 00ujemepanesmuiecko2o 6KIodaen
onpeoenenue aKmusHocmu acnapmamamuHompancgepasul, anaHUHaMUHOmpancgepassl,
aKkmamoe2uopoceHasvl, WenouHol  Qochamasvl, camma-eIrOmMmamMuimpancepazvl 68  Kposu,
uccneoosanue YypoeHs obweeo  Ourupyouma, OUIUPYOUHA  CBA3AHH020  (KOHBIOSUPOBAHHOZ20),
X0lecmepuna, Xoiecmepuna JIUNnonpomeuHos8 6blCOKOU NIOMHOCMU, XO1eCMepUHa IUNnOnpoOmeuUHos
HU3KOU NJIOMHOCMU, MPULTUYEPUOOS, AlbOYMUHA, 2NIOKO3bl, KPeamuHuHa, odwe2o Oeika, Hampus,

KaniuA, 061/1/;620 Kallbyusl 6 Kpoeu.

o PexomeHnayercst nccienoBaHue ypoBHs TPONOHWMHOB I, T B KpoBM manveHTaM C KIMHAYECKOU

KapTUHOM OoJie3Hr Dadpwu ¢ MENbIo BBIABICHUS opakeHus cepama [9, 11, 13, 26-29, 58-60].
Yposennb yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KAa3aTEJbCTB S).

KommenTapuu: y nayuenmos ¢ 8vipasxcenHotl sunepmpodghuetl 1e6020 Hceny0ouKka 0OHAPYHCUBAEMCS

noevluteHue mponoruros.

o PexoMeHnayercsi wucciaenoBaHusi ypoBHS N-TepMUHAIBLHOTO (parMeHTa HATPUUYPETHICCKOTO
npornentuga Mo3roBoro (NT-proBNP) B kpoBu mamueHTaM C KIMHHYECKOW KapTHHOW OO0JIe3HU
®abpu C 11e1bI0 OLIEHKH CeplIeuHOM HepocTarouHocTH [9, 11, 13, 26-29, 58-60].
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YpoBennb yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 5)

o PexoMeHnayercsi mpoBeneHHe 00mero (KIMHUYECKOTO) aHalM3a MOYH BCEM IMAIlUEHTaM C
KIIMHNYECKUMH TIpu3HaKaMu Oone3nn ®abpu ¢ Menpio BBISBICHUS MOpakeHUs Mmodek [26, 28, 29,
39, 58, 61, 64].

YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)

« Pexomenayercsi omnpeneneHrue KojauuecTBa Oelka B CyTOYHOW Mode/HCClieIoBaHUE allbOyMHUHA B
CYTOYHOH MOuYe, HCCIelOBaHHWE YPOBHS anbOymMHHa, OOIIero Oeilka W KpeaTMHUHA B KPOBU C
OTIPE/ICIICHUEM CKOPOCTH KIYOOUYKOBOHW (DMIIBTPALIMU IO YPOBHIO KPEaTWHHWHA KPOBU PaCUETHBIM
metonoM (pCK®D), wuccnemoBanue anbOyMUH-KPEATHHMHOBOTO COOTHOIICHHS B Mode (W/WiH
COOTHOILIEHUS O€JOK/KpeaTUHUH MOYHU: OIpe/eJeHUE KOJIMYecTBa Oelika B CYyTOYHOM Moue,
HCCJIeIOBAaHUE YPOBHSI KpeaTMHMHA B MOYE) BCEM IMAlMEHTaM C KJIMHUYECKOM KapTHHOU O0je3HU

®dabpw ¢ 1eNbI0 BBISIBICHHS TATOJIOTHH MOYeK [26, 28, 29, 39, 58, 61, 64].
YpoBeHb yOeAUTEILHOCTH PeKoMeHAaunil — B (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB 2)

KommenTapuii: onpedenenue ckopocmu Kiyb6ouko6ou guibmpayuu no yposHio KpeamuHuHa Kpoeu
pacuemuvim memooom (pCK®D) crnedyem nposooumv no ¢popmyne CKD-EPI na ocnose ypogus
KpeamuHuHna 6 Kposu u, 8 0omoenvuvlx caydasax, Ha ocnoge yucmamuna C (Mccrnedosanue yucmamuna
C 6 xkposu) [91,92,93]. V oemeii pacuem modxcem nposooumuvcs no gopmyne Lllsapya [63] u Op.
(noopobnee — cM. KIUHUYECKUE DPEeKOMEHOAyuu «XpoHuuyeckas 001e3Hb Nouexky» O 803PACMHOU
Kamezopuu «oemuy). Ilpu nanuuuu nokazanuti mo2ym OblmMb NPOGEOEHbL: UCCAE008AHUE VPOBH:S

MOUeBUHbL 8 KPOBU U UCCTe008AHUe YPOBHS MOUeBOol Kuciomol 8 kposu [91].
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2.4 UucTpyMeHTA/IbHbIC TUATHOCTHYCCKUE
UCcJIe0OBAHUSA

e PexomeHayercsi TMpOBENCHHUE YIBTPA3ByKOBOIO HCCIEAOBAHUS OPraHOB OpIOIIHON MOJOCTH
(KOMIUIEKCHOTO) BCEM MallMeHTaM C KIWHUYECKUMMH MpusHakamu Oone3nu dabpu B mporiecce

MIOCTAHOBKH JIMArHo3a C LIEJIbI0 OLEHKHU COCTOSIHUS BHYTPEHHUX OpraHoB [64].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB 4)

° PEKOMCHHyeTCﬂ YIIBTPA3BYKOBOC HCCJICJOBAHUC IMOYCK M BCPXHUX MOYCBBLIBOIAIINX HYTeﬁ BCEM
nanueHTaM C KIIMHUYCCKUMMU IMPpHU3HAKaMH1 0oJIe3HU CDa6p1/1 C OCJIBIO BBIABJIICHUA

rapaneyibBUKaJIbHBIX KUCT [62-64,68].
Yposenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 5)

o Pexomenayercsi TpOBEACHHE AJEKTpoHEHpoMuorpaduu CTUMYISIMOHHOM OIHOTO HEpBa
nanyeHTaM ¢ KIMHUYECKUMHU Tpu3Hakamu Oosne3nu dabpu B mpoliecce MOCTAHOBKHU JTMArHO3a C

LEeJbI0 JUArHOCTUKY NOoJduHeponaTuu npu 6oneznu ®adpu [61, 63, 65].
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB 4)

KommenTapuu: /1o pezynemamam cmumynayuonnoti SJHMI y oemeti u noOpocmkoé omkioHeHUl, KaK

npaeujo, He Ovlsaem.

o Pexomenayercst mnpoBeneHHE dieKTposHUEdanorpaduu ¢ BUACOMOHUTOPUHIOM MALUEHTaM C
KIMHAYECKUMH Tpu3HakaMu OosiesHn Pabpu B mporecce MOCTAHOBKU JMAarHo3a C IeJbio

JIMarHOCTUKU Ariijienicuu 65, 66].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB 4)
Kommentapuu: Snunencus y nayuenmos ¢ b® 6o3nuxaem uawe 8ce2o Kak 0Cl10M4CHEHUE UHCYTbMA.

o PexomeHnayercs mpoBeAeHUE MPULIETLHON PEHTIEHOrPa(QUU OPraHOB IPYAHON KIETKH MalMEeHTaM
C KIIMHUYECKUMH Tpu3HaKaMu 0osiesHu Padpu B Ipoliecce MOCTAHOBKHU JTUATHO3A C IIEJIbI0 OIICHKU

COCTOSIHUSI OpTaHOB IpyIHOU KiIeTKH [61, 67, 95]
YpoBenb yoeaurteabHocTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB 5)

e PexomMeHI0BaHO TpOBENEHUE HCCIIEIOBAHUS HECIPOBOIMPOBAHHBIX bIXaTEIbHBIX OOBEMOB U
MOTOKOB (CIIUPOMETPHSI) MAlMEHTaM C KIMHUYECKMMHU Mpu3Hakamu Oone3Hu dabpu B mponecce

MTOCTAaHOBKH JIMAarH03a ¢ MEJbI0 OIICHKH COCTOSHUSI OpOHXOJIETOUYHOM cucTeMsl [61,67,94].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB S)

KomMeHnTapuu:  nposoodsim, uwawe  6ceco,  cnupomempuio, npu  HeoOXOOUMOCcmu — —
OPOHXONPOBOKAYUOHHBILL Mecm ¢ JIeKAPCMBEHHbIM Npenapamom Ol OYeHKU o0pamumocmu
OPOHXUANLHOU 0OCMPYKYUU.
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Hakonnenue  enuxoc@uueonunuoo8 OnUCAHO 6 NHeBGMOyumax, OOKAIOBUOHBIX —KIemKax, 8
OPOHXUATLHOM PECHUMYAMOM INUMENUU, 8 2NAOKOMbILUEYHBIX KIeMKAX OPOHX08 U 8 1e20UHbIX COCYOaxX
npu buoncuu ne2ko2o. Taxoce ommeuero, 4mo 0OCMpYKmMueHble HapyUeHUus eHMUIAYUUL Y NAYUCHINOE
¢ boneznvio Pabpu scmpeuaromes yauje, yem 6 ooweti nonyiayuu [94]. Tem ne menee, ooviuixa, cyxoi
Kawenb U OpoHxocnasm, Habrooaemvie y nayueHmos ¢ 6onesuvro Pabpu, wacmo HecneyupuuHsl,
HOCKOIbKY OHU MAaKH#ce Mo2ym Oblmb 8b136aHbl NOpadceHuem cepoya u mpebyrom ouggepenyuanvroi

ouacnocmuxu [95].

Hccneoosanue moocem npoeodumbc;z 6 npoyecce OUHAMUYECKO20 HAONI00EHUsI 8 COOMBEMCMEUL C

KJIUHUYECKOU CUmMyayueu.

e PexomMeHI0BaHO paccMOTpeTh NPOBEACHHE KOMIIBIOTEPHOW ToMOrpaduu OpraHoB TIPYIHOM
MOJIOCTHU (KOMITBIOTEPHOU TOMOTrpaduu rpyIHOM KIETKH) NalMeHTaM ¢ KIIMHUYECKUMHU MpU3HaKaMu
0one3nu Pabpu nMpu NOJO3PEHUHN HA UHTEPCTUIIMATIBLHOE MTOPAKEHHE JIETKUX C LIEJIbI0 TUarHOCTUKU

M3MEHEHUW CO CTOPOHBI JIETKUX M TAJIbHEHIIIEr0 KOHTPOJISl COCTOSIHUS JIETOYHOM TKaHU [94].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB 5)

KommenTapuu: unmepcmuyuanvruvle nopasxicenus aieekux npu 6oneznu @abpu ecmpeuaromes peoko,

KYNUpYIOmcs Ha ¢hone namoz2eHemuyecKol mepanuu.

e PexomeHaoBaHO MMPOBCACHUC MaFHHTHO—pe3OHaHCHOﬁ TOMOFpa(i)I/II/I TOJIOBHOI'O MO3Tra BCEM
MmagueHTaM C KIIMHUYCCKUMHU IIPHU3HAKAMHU 0o0e3H" q336pI/I B MpoHIeCCC IMOCTAHOBKU JHArHo3a C

I[ETBI0 BBISIBJICHUS MOPAXEHUsI OEJI0Oro BEIIeCTBA TOJIOBHOTO MO3ra, UIIEMHUYECKUX 04aroB [26-29,
40, 61].

YpoBeHb yOeAuTEeIbHOCTH PeKOMeHAanni — B (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB 3)

KommenTapmuii: 6o3vodicHo nposedeHue MacHUMHO-pe30HAHCHOU MomMozpaguu 20J108HO20 M032a C
koumpacmupoeanuem. Ilpu nposedenuu MPT 20106H020 MO32a  803MOJNCHO — NpUMEHEHUe
KOMOUHUPOBAHHO20 ~ SHOOMPAXEAlbHO20  HAPKO3d,  MOMAIbHOU  6HYMPUBEHHOU  aHecme3ul,
nposoodHukoeou aunecmesuu. Ilpu MPT 2onosnoco mo3zea y nayueHmos mo2ym OOHAPYHCUBAMBCS
umeMuyeckull UHCYIbm, MUKPOKPOBOUSIUAHUSL U GHYMPUMO3208ble 2eMaAmoMbl, USMeHeHUs: 0enoco
seujecmea (neilkoapeos) u cepoco eewjecmea (Karvyugurayus 3a0He20 MALAMyca), a makaice
cocyoucmvle  Matvpopmayuu, npeuUMyUjeCmeeHHo npeocmaeiieHuble OONUXOIKMASUAMU
8epmebpodA3UNAPHON apmepuu. Dmu USMEHeHUs. He AGAIOMCA BblCOKOCHeYUPDUUHBIMU O DONle3HU
Dabpu, mocym ecmpeyamvpcsi y NAYUeHmos ¢ Opyeol namonocueu. B psode cayuaes 603modcHo

I/lp06€0€H1/l€ KOMI’lbiOI’}’lepHOZZ mOMozpa¢uu 20J106HO20 MO032A.

o Pexomenayercsi  peructpanus — JJEKTPOKApAMOTPAMMBI,  TMPOBEACHHE  HXOKapauorpaduw,
XOJITEPOBCKOTO  MOHHUTOPUPOBAHUS CEPAEYHOIO PUTMA U CYTOYHOIO MOHUTOPHUPOBAHMS
apTepualbHOTO JABIIEHHUS BCEM NAaIllMEHTaM C KIMHUYECKUMH Mpu3Hakamu Oone3nu Pabpu B

IIPOLECCe MOCTAHOBKM JHMArHO3a C LEJIbI0 OLEHKU COCTOSHUS CEPIEYHO-COCYIAUCTOW CHCTEMBI [9,
11, 13, 26-29, 59].
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YpoBenn yoenureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 5)

KommenTapuu: xapaxkmepnvim npusnakom nopasiceHus cepoya npu oOonesnu Pabpu saensemcs
eunepmpo@usl 16020 AHceryOouKd, Komopas modxcem ovimbe evisgieHa ¢ nomowwto IKI, Oxo-KI' u

MPT. J[na oyenxu @yukyuu cepoya NpuMeHsiom MKAHe8yio 0O0nniepIxokapouocpaguio (oonniep-
IxoKT).

o PexoMeHI0BaHO TIPOBEICHHUE MArHUTHO-PE30HAHCHOW TOMOTpaduu cepiala W MarucTpajbHBIX
COCYZIOB BCEM MAallMEHTaM ¢ KJIMHUYECKUMHU Ipu3HakaMu Oone3znn ®aldpu B mpoliecce MoCcTaHOBKU

JIMarHo3a ¢ LEeJIbI0 OLIEHKH KapAuoJiornueckux uaMenenui [9, 11, 13, 26-29, 41, 59, 70].
YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)

KomMeHnTapuu: npu neobxooumocmu nposoosm MacHUMHO-PE30HAHCHAS Momocpaguro cepoya ¢
KOHmMpacmupogaruem.  BO3MOJXCHO — npumeHeHue  MOMANbHOU  BHYMPUBEHHOU  aHecme3ul,
KOMOUHUPOBAHHO20 UHRANAYUOHHO2O HAPKO3A. XapaxkmepHviM NPU3HAKOM NOPAdCeHUs cepoya npu
boneznu Dabpu sensemcs sunepmpopus 1e6020 HCeny0ouKd, KOmopdas Moxcem Obimb BblA61eHA C
nomowwto OKI, Oxo-KI' u MPT. Jlna oyenku Gyukyuu cepoya npumeHsiom mKAHesyo
oonniepaxoxkapouoepaguio (Oonniep-IxoKI').

e PexoMeHI0BaHO MPOBEACHUE TOHAIBHON aylHOMETpHUH (TIOPOTOBOI) /TOHATIBLHOW ayIMOMETPUU B
CBOOOJTHOM  3BYKOBOM  IIOJIC/PEUEBOM  ayIMOMETPHUH/UTPOBOM  ayIMOMETPHUHU/PETUCTPAIIUN
CTAallUOHAPHBIX CIIYXOBBIX BBI3BAHHBIX MOTEeHHHAIOB (ASSR TecT) BceM mMamMeHTaM C
KIIMHUYECKUMU TpU3Hakamu Oosie3nn Padbpu crapiie 5 JieT B Mpoliecce MOCTAaHOBKHU JIMarHo3a ¢

LEJBI0 PAHHETO BBISIBIICHUS HapylIeHul ciayxa [26-29, 61].
YpoBeHb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)

KommenTapuu: nposodumcs koucynomayus 8paya-cypoonoca-omopuHoiapuneonozd. Iyeoyxocmo
PA3HOU CMeneHUu GblPAdMdCeHHOCMU XapakmepHa O O0aHHo2o 3abonesanusi. Oua moodicem Ovimb
KOHOYKMUBHOU, CEHCOHEe8PANIbHOU UMY HOCUMb CMeulanHuli xapakmep. Pannee evisignenue
My20yXo0Cmu  NO360Jsem VIyYuums Kauecmeo OJHCUSHU NAYUeHmos, 00ecnedums G03MONCHOCHIb
oowenusi u oOyueHusi 3a cuem JeyeHus KOHOYKMUBHO20 KOMNOHEHmA my20yXoCmu Uiy

CIYXONPOME3UPOBAHUS NPU CEHCOHEEPANbHOM CHudcenuu cayxa [96].

o PexoMeHI0BAaHO pPAcCMOTPETh NAIMCHTaAM C KIMHUYCCKHUMHU TpuU3HaKaMu Oosnesan dDadpwu
mpoBeeHne 330(aroracTpoayoACHOCKONIMA W/WIM  KOJOHOCKONMHM ¢ OHWONCHEeW MHIeBoIa
SHJOCKOMUYECKUM JIOCTYIIOM W/WJIM OHWOTICUU J>KETydKa SHAOCKOIMMYECKUM JTOCTYIOM W/WU
Oworncuu JBEHAAIATUIECPCTHON KHUIIKA JHIAOCKOMMYECKHM JTOCTYIIOMH/WIN OWOIICHM TOHKOM
KHUIIKA YHJOCKOMMMYECKUM JOCTYNIOM W/WIW OHONCHUM OOOAOYHOW KHIIKH DHJIOCKOTTHYECKUM
JIOCTYTIOM, PKU3HEHHOE MIaTOJIOT0-aHATOMUYECKOE HCCIIeIOBAaHUE OMOTICHITHOTO
(oTepaliMOHHOTO) MaTepuaia ISITOM KaTerOPUM CIOKHOCTH O€3 MPUMEHEHUS JCKaJIbIIMHAIIUUA C
nenpto  auddepeHnuanbHo  AuarHocTuku (mpu Oomesnnm ®abpu B psije ciiydaeB MOXKHO
OOHApYXUTh HAKOIUJICHUE JUIMHUIOB B IMTOIJIa3ME€ HEWPOHOB KHIIIEYHHWKA) W/UIU aHTHOTpaduro

OpIOIIHOTO OT/ENIa a0PThl U €€ BETBEU C LIEIbI0 OOHAPYKEHUS XapaKTepHbIX 11 0oie3nu dabpu
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U3MEHEHUI COCYJOB H/WJIM MaHOMETPHIO MUIIECBO/A ISl BBISBICHUS MATOJIOTUU MHUIICBOAA H/WIN
BOJIOPOJIHBIN JIBIXaTCJIbHBIA TECT C JIAKTYJIO30M WM TIIIOKO30M JUIS OLIGHKH HW30BITOYHOTO
OaKTEpHAIbHOTO POCTa B KHINCYHHKE HW/WIM KOIPOJIOTHYECKOE HCCJICIOBAaHWE IMPU CHUMITTOMAX
Manpabcopomuu. [97, 100,101,102].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB 5)

KommeHnTapuu: B nacmosiwee 8pemsi Hem 4emKux pPeKoOMEeHOAyull no UCCIe008aAHUIM COCMOSHUSL
JAHCeTYOOUHO-KUUEe HO20 mpakma npu 6onesnu Dabpu. Bvibop ucciedosanuss u ux KoIUYECmeo
onpeoensaiomes — KIUHUYEeCKOU  cumyayuell, — 8O3MOJNCHO  NpoBedeHue  UHbIX  UCCIe008aAHUU
Hugpepenyuanvuyro  OuacHOCmMuKy npooosim ¢  CUHOPOMOM  PA30PANCEHHO20  KUUEUHUKA,
OUBEPMUKYIAMHOU OONE3HbI0, PAKOM MOACMOU KUWKU, ANNEHOUYUMOM, YenuaxKuetl, 2acmpumon,
2acmpoazoghazeanvHolm  peghrokcom, — bonesuvio  Yunnia, MumoxoOHOPUAIbHOU  namoiocuetl,

MPAHCMUPEMUHOBOU CEMELUHOU AMUTOUOHOU NOTUHEUPOnamuetl.

bonvuwuncmeo I’lpO}ZGJleHl/luv CO CmMOpOHbL afceﬂydquo—Kumequeo mpakma Hueeaupyemcs Hda d)OHe

namozeHemu4eckoul mepanuu.
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2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

o Pexomenayercsi mpuemM (OCMOTp, KOHCYJIBTAIMs) Bpaya-TeHETHKA MEPBUYHBIA BCEM IMAIIMEHTAM C
KIMHUYECKUMHU Tpu3HakamMu Oosne3nu @Dabpu ¢ 1enpio  mnpoBefeHus aud@epeHImaibHo-
JTUarHOCTUYECKOTO TIOMCKAa CpPead JIPYTUX HACICACTBEHHBIX OOJE3HEW W OmlpeacieHUus

ONTUMAJILHOTO 00beMa TeHETUIECKUX UCCIeoBaHui [26-29, 62, 63].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB 5)

o Pexomenayercss 1npuem (OCMOTp, KOHCYJAbTalusl) Bpada-lieauarpa WM Bpada-TepaneBTa
NEPBUYHBIA BCEM TMAalMEHTaM C KIMHUYECKUMH Mpu3HakamMu Oone3nn Pabpu ¢ 1enbio
JTUATHOCTUKYU COMYTCTBYIOIIEH TePareBTUUECKON MATOIOTUU, OIEHKH OOIIET0 COCTOSHUS 370POBBS

Y OMpeJieJIeHUs] TAKTUKU JdajibHeuen Tepanuu [26-29, 63].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB 5)

KommenTapuii: mak owce 803modcno nposedenue npuema (ocmompa, KOHCYIbmayuu) epada ooujei

NPAKMUKU (Cemetino2o 8pava,).

o Pexomenayercst mpuemM (OCMOTp, KOHCYAbTaIMs) Bpada-o(TaTbMOJOra TEPBUYHBIM BCEM
NayeHTaM ¢ KIMHUYeCKUMU Npu3Hakamu 0onie3Hn Padpu ¢ 1eNIbl0 TMarHOCTUKU COMTYTCTBYIOIIEH
MIaTOJIOTHEN OPraHOB 3pPEHUS U ONPENCIICHHS TAKTUKH JajibHenen tepanuu [1, 15, 26-29, 42, 61-
63].

YpoBeHb yOeAUTEILHOCTH PeKOMeHAannil — B (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB 3)

KommenTapuu: nposoosam buomuxpockonuro nepedneco omoena 2na3a u 21a3Ho2o OHa, onpeoenexue
oeghexmos nosepxnocmu pocosuysl (npoba c kpacumenem). C nomowwbio wjenesoul 1amnvl 8bisGIAI0M
noMymHeHue po2osuyvbl 6 6uode 3a8umros. CXO0OHble USMEHEHUs PO208uybl HAOIIOAOMCcsa npu
ynompeOiieHuu 1eKkapcme u3 epynnvl AMUHOXUHOIUHOB Wil AHMUAPUMMUYECKUX NPenapamos, Kiacc
Il (amuooapona™*). Ilpu obcredosanuu 21asHo2co0 OHA  3a4ACYI0  HAONOO0AemCcs  3A0HAA
CYOKanCynapHas Kamapaxkma u nopaxjcenue cocyoos cemuamru, Ymo MoNcem Npusecmu K maxiceiou

nomepe 3peHusl.

o Pexomenayercs npueM (0CMOTp, KOHCYJBTALIMS) Bpada-raCTPO3HTEPOJIOra MEPBUYHBIN NallueHTaM
C KJIMHUYECKUMHU Tmpu3Hakamu OoniesHu DaOpu ¢ 1enpl0 JUArHOCTUKU COIYTCTBYIOIIEH

racCTPO’HTEPOJIOTUYECKOM MATOJIOTUM U ONIPEACIICHUS TAKTUKU JaJibHEWIIe Tepanuu [26-29, 63].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB S)

e Pexomenayercsi npuem (0CMOTp, KOHCYJbTAllMsl) Bpada-KapAnoJiora/Bpaya-1eTCKOro Kapauoiora
NEPBUYHBIA BCEM TMAalMeHTaM C KIMHUYECKUMHU TMpu3HakamMu Oone3Hun @Pabpu ¢ 1enbio
JUarHOCTUKU  COIYyTCTBYIOIIEW KApAWMOJOTMYECKOM MAaTOJIOTMM M ONPEACIICHUS TaKTUKHU

JnanbHeumen tepanuu [9, 11, 13, 26-29, 61-63].

Yposenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 4)

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



o PexoMenayercst ipueM (OCMOTp, KOHCYJIBTALIMS) Bpadya-HEBPOJIOra MEPBUYHBIA BCEM MAIIUEHTAM C
KIIMHAUYECKUMHM npu3HakamMu Oone3nn @Dabpu ¢  1enpl0  JAMAarHOCTUKU  CONMYTCTBYIOILEH

HEBPOJIOTUYECKOM MTAaTOJIOTHH U ONIPEAECIEHUS TAKTUKH JallbHEHIIel Tepanuu [26-29, 61-63].
YpoBennb yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB 5)

o Pexomenayercs rpuem (0CMOTp, KOHCYJIBTAIUs1) Bpada-Hedpoiora MepBUYHBIN BCEM MAIIMEHTaM C
KIMHUYCCKUMHU TIpu3HakamMu Oojie3Hn Dadpu ¢ TIeNbl0 JMArHOCTHKH TAaTOJOTHH OPTraHOB
MOYEBBIJICIIUTEIILHON CHUCTEMBI, OTHOcCsuIeHcs K b®, W omnpeneneHuss TAKTUKA JaJlbHEWUIIEH
tepanuu [26,28,29, 39, 62,103,104].

YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)

e Pexomenayercs npueM (OCMOTp, KOHCY/IbTAIIMS) Bpada-IICUXUaTpa NEPBUYHBINA BCEM MAlMEHTaM C
KIIMHAYECKUMH TIpU3HakamMu Oosnie3Hu Dabpu C 1ENbl0 OMPEeTICHHs] MCUXUYECKOTO 370POBBS

MalKeHTa 1 onpeeyeHrs He0OX0IMMOCTH Ha3HaueHus Tepanuu [78,105].
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB S)

o PexoMeHnayercsi mpuemM (T€CTUPOBAHHUE, KOHCYJbTAIlMS) MEIUIIMHCKOTO TICHUXOJOra MEepPBUYHBIN
MalueHTaM ¢ KIMHUYECKUMH Mpu3Hakamu 0ose3nn ®abpu B mporiecce MOCTAaHOBKHU JHArHO3a C

1IEJIbI0 OKAa3aHUs KIIMHUKO-TICUX0JIornyeckoit momontu [1, 27, 55, 63].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)
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3. Jleyenue, BKJIKOYAST METUKAMEHTO3HYIO 1
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

Jlns matorenetnueckoro jeueHus b® paspaborana ¢epMeHTHAs] 3aMECTUTENIbHASI TEpanusi, HO BCEM
HaueHTaM [apajyieIbHO TPOBOJUTCS CHUMIITOMATUYECKOE JIEYEHHME OCHOBHBIX OCJIOKHEHUU
3a0oneBanusi. Benenue mnanueHtoB ¢ Oome3nbio Dalbpu mpenmnoniaraeT MYJIbTHIWCUUAILTMHAPHBINA
MOJXOJ] C O0s3aTeNbHBIM YyYacTHEM Bpada-HEBpOJIOra, Bpada-TeHEeTHKa, Bpada-KapauoJiora/Bpaya-
JETCKOTO KapauoJjora, Bpaya-aHeCTe3n0JIora-peaHuMaToora, Bpaya-TeparneBra/Bpada-neinaTpa/Bpada
oOmelt  mpakTUKA  (ceMeWHoro Bpaua), Bpada-Hedposora, Bpaya-MyJIbMOHOJIOra,  Bpaya-
racTpOd’HTEPOJIOra, Bpada-(pusuorepaneBTa M Bpadel APYTHX CHEIUATbHOCTEH, UMEIOIIUX OMBIT B
JIEYEHUH TOTO PEIKOTo 3a00IeBaAHMUS.

3.1 I1aToreHeTn4YecKoOe JJCUCHHE

e Pexomenayercst mpuemM (OCMOTp, KOHCYJIbTallMs) Bpada-TeHETUKA (WM JAPYroro CHeruaIncTa,
MMEIOIIETO ONBIT JICUCHUS TMAIMEHTOB ¢ Oone3Hblo PDabpu) MEepBUYHBIM W TMOBTOPHBIN (Tpu
HEO0OXO/IMMOCTH) BCEM MalMEeHTaM ¢ Oose3Hbt0 Padpu C LIEIbI0 HA3HAYEHUS MMaTOT€HETUYECKOTO

JIeYeHUS U KOHTPOJIs ero A pekTuBHOCTH U Oe3omacHocTH [44, 46, 48, 62, 63].
YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB ).
KomMmeHnTapuu: naznauenue u KoppekmuposKky namo2eHemu4ecko2o 1e4eHus oCyuecmeiiem epay.

e Pexomenayercs Ha3HaUCHHE/KOPPEKTUPOBKA (DEPMEHTHOI 3aMECTUTENLHOM Tepanuu mpernaparamMmu
A16AB04 arancunazoit 6era** (c 8 mer) unu A16ABO3 arancupazoit ampda*™* (¢ 7 ner)
MaIlMeHTaM C yCTAaHOBJIEHHBIM AMAarHo30M Oosie3Hs Pabpu (BceM ManueHTaM MYKCKOTO Tojia TIociie
BepU(UKAIIMK JMarHo3a JIaDOpaTOpPHBIMM METOJaMU C LEJbI0 JIOCTIKEHUS HaumOOoNIblIei
3¢ (PEeKTUBHOCTH TEpamnuu; JUllaM >KEHCKOro rmojia ¢ Ooje3Hbio dabpu, MMEONUM MpU3HAKH
MPOrPECCUPYIOIIETO MOPAKEHUS OPTaHOB-MUIIECHEH, MPUBOIAIINX K CHIKEHUIO KauecTBa >KU3HU:
Kkpu3bl Pabpu W/UIU PE3UCTEHTHAS K CTaHJAPTHOW TEpanuy PerUINBUPYIONIAs WU XPOHUYECKas
Heliponiarnyeckast 60Jb B KUCTAX M CTOMAX W/WIK MEPCUCTUPYIONIAs IPOTEUHYPUS /WK CHI)KEHUE
CKOpOCTH KIyOoukoBoil ¢uibrpauun <80 mi/muu/1,73 M2 w/unam mnopaxeHue cepiaua W/uiu
HapyIIEHUSI MO3TOBOTO KPOBOOOpPAIICHUS W/WIA WINEMUYECKHE H3MEHEHHUs TOJOBHOTO MO3Ta,
BBISIBJICHHBIE MPH MAarHUTHO-PE30HAHCHOW TOMOTpa(uH TOJOBHOTO MO3ra) C LENbI0 3aMEIJICHHUS
MIPOrpeCcCUPOBaHUs 3a001€BaHMs], CHIXKEHUS MAacChl CEp/Illa U YMEHbIIIEHUS HaKOIUICHUsI 1u30-1 63 B

MOYKax , U yAy4dllleHUs KauecTBa xu3Hu [44, 46, 48, 69, 77].
YpoBeHb yOeAUTEIbHOCTH PEKOMEHAANNN — A (YPOBEHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 1)

KommenTtapuu: naznauenue u rxoppexmuposky P33T ocywecmensiem epau. Bo epems nepeoco

88edenUss npenapama GepmeHmHoU 3amMecmumenbHol mepanuu yenecooopaser npuem (ocmomp,

KOHCYIbIMayUs)  6PEKEMELIEBEHE RSy REMS WEHASGaMEREH T B n Y EBEN LI tdeTHEEIIFerRamh/



npusedenvl 8 npunodcenuu A3.3. B Poccuiickou @edepayuu 3apecucmpuposano 2 npenapama Ojis
D3T BD: a-eanakmosudasza: Aeancuoaza anvha™* u Aeancuoaza b6ema™*. Jlannvie nexapcmeennvle
cpeocmea Obliu 3apecucmpuposanbl 6 Mupe HA OCHOBAHUU Pe3YIbMamos paHOOMUIUPOBAHHBIX,
n1ayeo0-KOHMpPONUPYeMbIX UCCLe008AHUL, 6 KOMOPbIX 3aAMeCmUumenbHas mepanus YMeHbulald
BbIPANCEHHOCMb HelPOnamu4eckol 00U, Bbl3bleald pespecc UNepmpoduu 1eso2o AHcenyoouKka u
cmaounusayuro  QYHKYUU NoYeK, 3a0epocusana passumue NOYeyHoOU U CepoeyHO-coCYOUCmOU
HedocmamouyHocmu no cpasHenuio ¢ niaayedo. Illo Oannblm cucmemMamusupo8anno2o 00630pa
aumepamypul, 3PGekmusHoCmyb  3aMeCmumenbHol mepanuy U3yuaiacb no Kpatuei mepe 6 48
NPOCNEKMUBHBIX UCCIe008AHUAX (KOHMPOAUPYeMblX Uiy Habaooamenvusix). B 22 uz nux npumensiu
Aeancuoazy anvgha**, 6 22 — Aeancuoazy bema** a 6 4 uccredosanusx Ovliu 0000ujeHbI
pe3yibmamsl npumenenuss oboux npenapamos [19-22]. B yenom, pezyrvmamsl 5mux ucciedo8anuil
noomeepounu onazonpuamusiii d¢pghexm DP3T na ynkyuio cepoya u novex, Heuponamuyeckyro 60ib u

KAuecmeo HCU3HU NAYUueHmos, yayuuienue ciyxa u 6eCmubyiapHot QyHKyuu.

B Hacmoswee 6pems uccinedo8anuii, 8 KOMOPbLIX 8 X00e NPAMbIX CPABHEeHUll ObLiu Obl NOTYYeHbl
ybeoumenvHvle 00KA3AmMeNbCmaea npeumyuecmea (Uiu Omcymcmeusi makoevlx) npuMeHeHusi 00H020 U3
Gpepmenmos, nem [50]. Aeancuoazy anvgha™*(pazpewena coenacno Mncmpyxyuu ¢ 7 nem) 66800am
sHympueenno 6 003e 0,2 me/ke 00un pasz 6 0ee Hedenu, Aeancuoazy bema™** (paspeuiena coenacHo
Huempyrkyuu ¢ 8 nem) — enympusenno 6 0ose 1,0 me/ke oOun paz 6 06e Hedenu (Npu HAIUYUU
kaunuueckou cumnmomamuxu D3T npenapamamu #Aeancuoasza anvgha™* u #Aeancuoaza dGema™*
nposooumcs demsm 10bo2o eospacma (c 2,5 nem ona #Aeancuoazvl anvgha™* [106] u ¢ 2 nem ona
#Aeancuoaszvr 6ema** [107,108] - pacuemmuvie oOosupoexu me ouce. Iloopodono npucomosnerue
pacmeopos 0k 86e0eHUsl ONUCAHO 8 UHCMPYKyuu K npenapamam. Ilepsvie 6sedenus npenapamos
O0IHCHBL NPOBOOUMbCA 8 ycaosusx cmayuonapa. Oba npenapama He cooepicam KOHCEPBAHMO8 U

noosexicam HemeoleHHOMY 86€0eHUI0 NOCe NPUOMOBIEHUs pAcmeopa OJisl UHQDY3Ul.

Hem ocnosanuil 015 cmenvl mepanuu 6 ciyuae, eciyu nayuenm OJIumenbHoe 8pems Cmabulu3upo8an Ha
npenapame, OMMeUAEMCs NONOACUMENbHBLI dPpeKkm om npoeooumol mepanuu, a npopuib
bezonacnocmu ocmaémcs kompopmuvim. Cmena mepanuu y cmabUIU3UpOBAHHO20 NAYUEHMA C
XPOHUYECKUM NPOSPECCUPYIOUUM 3a00Te6aHUuemM MOdHcem npeocmasisams pucku O0isi €20 300posvs. B
cyuae HenepeHoCUMOCmu (Pasumul CepbesHbIX HeNCeNamenbHbIX NOOOUHBIX Pearkyuil), 803MONCeH

nepexoo ¢ 00HO20 npenapama Ha 0py2oll.

[lepexnouenue ¢ 00Ho20 npenapama Ha OpPYeoOl 603MONCHO MONLKO 6 CAYy4de 603HUKHOBECHUS.
HEKOHMPOIUPYEMbIX CePbe3HbIX Hedceramenvhvlx senenutl (HA), nosmopsiowuxcs necmomps Ha
aoekeammuyro npemeoukayuio neped ungysueil. Peuienue o nepesooe O0INCHO NPUHUMAMBC MOJILKO
no 3akaoueHuro epawebnoco roncunuyma Dedepanvrnoco yeumpa. Ilayuenwm uiu e2o 3aKoHHble
npedcmagumeintt OONNHCHbL ObIMb NPOUHDOPMUPOBAHBL O NPUUUHE 3AMEHbl Npenapama u OdibHeuuel
maxkmuxe eedeHus. Heobxooumo nabnrodenue 3a nayueHmom 6 ciyuyae cmeHvl mepanuu OJisi OYeHKU

sgppexmusHocmu u Oe30naAcHOCmU 1eUeHUs.

Bseoenue @3T moocem nposooumsvcs 6 yCio8UaxX Kpy2loCymouH020 CIMayuoHapa (8 ciyuae Haaudus
UHQDY3UOHHBIX peaKyull, OCIIONCHEHH020 medeHus 60Ne3HU), 8 CmayuoHape OHe8HO20 Npebbl8aHUs UIU

amodynamopro 1 paz 6 2 nedenu. Cnedyem oopawame HUMAHUE HQ COQIIO0EHUe uHme,peaﬂoe MeHCoy
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UHQY3UAMU U  HEOONYCMUMOCMb Nepepvieod 6 mepanuu, Mm.K. HApyuleHue pexlcuma JieueHus
CONPOBONHCOAEMCsL NOMEHYUATIbHBIM DUCKOM VXYOULEHUSL COCMOSIHUA NAYUEHMAa U NpocpecCcupo8anus
cumnmomos bB®D. Bce nayuenmvr ¢ BD Oonoichbl npoxooumv KOHMPOIbHblIE 00CNe008AHUI

(MOHUMOPUH2) C Yelblo OYEHKU dhPexmuUsHOCmuU 1edeHusl.

llob6ounvie a¢hghexmul. I[lepenocumocmv DP3T o06biuHO Xxopouias. OCHOBHBIMU HedHCeNAMeNbHbIMU
agphexmamu mozym Ovimb peakyuu Ha 66edeHue npenapama (03HOO, AUXOPAOKA, MOWHOMA,
maxuxapous, 3y0, muaneus, 001U 8 KOHeUHOCMAX, 20/108HAsL 001b, O0Ib 8 2pyouU), 8 OCHOBHOM JlecKue

UlU YMEPEHHO 8bIPAINCEHHDbLE.

B cnyuae pazsumus masgicenvix peakyuil nOGbIUEHHOU YYECMEUMENbHOCIU UTU AHAPDUIAKMULECKUX
peakyuti HeoOX00UMO HeMeONleHHO HNpeKpamums UH@Y3Ul0 U HAYams mepanuro ¢ coonooeHuem

COBPEMEHHbLX cmandapmoe OKA3AHUSL HEOMLOHCHOU MeauLﬂ/lHCKOZZ nomouwu.

Haubonee uacmovimu nobounvimu sppexmamu, ceazannvimu ¢ D31, Oviiu nocmur@ysuonHvie
peakyuu. bonbuuncmeo uz nux ObLIU T1E2KUMU UTU YMEPEHHBIMU, HE AGTSIUCD NPUYUHOU NPEKPAUCHUSL
mepanuu U UCHe3anu Npu NOCiedyiouux 68edenusx. 4moodvl ceéecmu K MUHUMYMY UX MAAICECHb,
MOJCHO YMeHbuUums ckopocms esedenus DP3T u nposecmu npemeouxayuio aHmMuSUCMaAMUHHbLIMU
cpeocmeamu  CUCMEMHO20 — Oelicmeust ,  HeCmepoOUuOHbIMU — NPOMUBOSOCNANUMENbHLIMU U
NPOMUBOPEBMANULECKUMU NPENnapamamu u/uiu Kopmuxocmepouoamu cucmemuozo oevicmeus. P31
HeNb3sl UCHONb308AMb  OOHOBPEMEHHO C  XJIOPOXUHOM, aAMUOOAPOHOM ™™,  OeH30XUHOHOM  UNU
2eHMamuyunom**,  nockonbky —omu - eewjecmea  NOMEHUUAIbHO — UHSUOUPYIOM — AKMUBHOCHb

eHympuxiemoynoti a-GAL A.

o He pexomenayercs mamueHnTam ¢ 6omnesnpio ®adbpu mposenenne O3T B creayronmx ciaydasx:
MPUCYTCTBHUE APYTOTO OMACHOTO IS KU3HMU 3a00JIeBaHUS, TIPH KOTOPOM MPOTHO3 Bpsa U Oymer
yay4dmied ¢ nomoibio @3T; Hanuyue cephe3HBIX OCIOKHEHUN O00Jie3HU (HampuMmep, TSKEIbINA
WHCYJIBT, pPCaHUMAIllMOHHBIE TAIMECHTH) C eI TPEAYNPEKIACHUS Pa3BUTHUSI  TIKEITBIX

HEXKeJaTeJIbHbIX PEaKIMi U IPEeI0TBPALCHUS YXYILLIEHHUSI COCTOSHHS TAallMEeHTOB [48].
YpoBeHb yoenuTeabHOCTH pekoMeHaannu — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)

KommenTapuu: kpumepuu ommensvt @3T npusedenvt 6 npunodicerue A3.4. dxcnepmul cuumaiom, ymo
OMMEHAMb JleueHue Y NayueHmos ¢ maxcenou noveynou neoocmamounocmoio (CK® <45 mn/mun/1,73
M2 ¢ Koppekyueti no gozpacmy (> 40 nem: —I1 ma/mun/1,73 m2/200)) ne credyem. Aunanocuuno, He
cnedyem OMMEHAMb JledeHue y HNayueHmos Ha ouanuze, 0axce eciu OHU He NOo0X00sim O/
MPAHCNAAHMAYUYU NOYKU, U Y NAYUEHIMOB CO CHUMNCEHUEeM KOSHUMUBHLIX QYHKYULL T10001U IMUOIO0SUU.
Hauano u npooonscenue @3T y maxkux nayuenmos OOIHCHO PACCMAMPUBAMbC 8 UHOUBUOYATLHOM

nopsioxe.

IIpu 6epemennocmu — umeromest coobujeHus 06 OMCYMCmMeEUU HeXCeramelbHbIX SA61eHUll 8 OMHOUEHUU
HCEHWUHBL U BHYMPUYMPOOHO20 pebeHKa, O0OHAKO OO0NbUI020 ONbIMa K HACMOoAWeMy 8PeMeHU He
Haxkonnerno [109,110].
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3.2 CuMnroMaTu4ecKasi Tepanus

Ilo cumnmomamuueckoii mepanuu b® nem panoomMu3upo8aHHbIX KOHMPOIUPYEMBIX UCCTe008aHull. B
NYOTUKAYUSX NPUBEOEHbl PEeKOMEHOAYUU, KOMopble OMpaxcaiom 3KCHepmHOoe MHeHUe CHeyuaiucmos

U3 pA3HbIX CNIPAH U Onsblim J1€4€HUsl PA3HbIX KO2OpmM NayueHnios 6 pasHsvlX KJIUHUKAX.

o Pexomenoosano paccmompemsv npumeneHue npenapamos OJis mepanuu Heuponamuyeckol Oonu
(nanpumep, epynnvt NO3AF npouszgooHnvie kapookcamuoa: #xapoamazenun™**, epynnor NO3AX
opyaue npomugosnuienmuyeckue npenapamol. #npecabarun™* (ko0 ATX NO2BF02) #eabanenmumn
(ko0 ATX NO2BF01) «sne uncmpyxkyuuy. Ilpenapamer mocym Ovlmb HA3HAYEHbl NAYUEHMAM NO
peuwenuro 8pavedHou komuccuu (#rapbamazenun™* y espocavix 200-400-600 me/cym, y demeti — ¢ 6
aem 10-35 wme/ke/cym unu 200-1200 me/cym, #npeeabanun™* c 15 nem 75-300 me/cym,
teabanenmun oemsam ¢ 3 nem 10-50 me/xe/cym, é3pocavim 6 cpeodneti 0oze 970 me/cym (om 100 oo
1200 me\cym)) [35, 51, 107, 111].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB 5)

KommenTtapun: V nayuenmos ¢ xponuueckou Hetiponamuueckou OONbI0 U aAKpOnapecmesusmu
crnedyem noO GO3MOICHOCMU YCMPAHUMb (aKmopsl, npogoyupyiowue nossieHue 0oau, Hanpumep,

bonvuue gusuneckue Hacpy3Ku, SIMOYUOHAILHBIL CIPecc, U3MeHeHUe MmeMnepamypol.

HpuMeprle HA4daJjlbHblEe 003bl, mumposaHue u noddep:)fcueaiomue 003bl npenapanmoes, Koniopbsle

Mmocym Ovbimb HA3HAYeHbl NAyUeHmam ¢ Heliponamuieckou 6oavto npu boneznu @abpu [107].

MakcumanbHass gosa (npm
npenapar HayanbHas go3a TUTPOBaHue HOpMaJIbHOM pyHKkYynn
noyek)
#KapbamaszenuH**, >12 net 200 mr/aH (B 2- >12 net npnbasnsts rno 200 mMr/aH 4 pasa >12 netr 1200 mr/aH
4 npnema) B Heq 6-12 netr 1000 Mr/aH < 6 neT
6-12 net 200 mr/aH (B 2- 6-12 net npmbasaste no 100 mr/aH 4 pasa 35 mMr/kr/aH
4 npnema) B HEeAes
< 6 ner 10-20 Mr/Kr/aH < 6 s1eT npnbasnsATb No 5 mMr/kr/aH 4 pasa B
Hegento (40 LAOCTMXEHUS  [PEAESIbHOIO
YPOBHS)
#rabarneHTuH =12 ner 100 mr nepen >12 net npnbaaste no 100 -300 mr >12 net 4800 mr/aH
cHom - 100 mr/3p/aH 1 pas B 7 gHew 3-11 net =50 mMr/kr/aH
3-11 net - 10-15 mr/kr/ 3-11 net -5 mr/kr/aH, 1 pa3 B 3 AHs
AH, pasjgeneHHble Ha 3
npmnema
#nperabaavH B3pocnbim 50 mr 3 paza/ TnTpoBaTh COrIacHo MIHCTpyKunu 200 mr 3 p/aH
AH

o Pexomenayercsi mnpuwem (OCMOTp, KOHCYJbTAaIlMs) Bpada-TieAuarpa WIA Bpada-TepareBTa
MIEPBUYHBIA W TOBTOPHBIN (TIPH HEOOXOIWMOCTH) IMamueHTaM ¢ Ooye3Hpto dabpu, mpu HaTUIUH
MOKa3aHWM, C 1EIbI0 HA3HAYCHUS CUMIITOMATHYECKOTO JICUCHUS U KOHTPOJIS ero d3(HEeKTUBHOCTH U

Oe3ormacHoctH [26-29, 63].
YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 5)

KommenTapmuii: mak dwce 603modcHo npogedeHue npuema (ocmompa, KOHCYIbmayuu) epada oouje

Npakmuxu (cemelino2o 8paya).
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e Pexomenayercsi mpuemM (OCMOTp, KOHCYJIbTAllMs) Bpada-KapaudoJiora MEPBUYHBIA M TOBTOPHBIN
(npu HEOOXOAMMOCTH) BCEM NanueHTaM ¢ 0osie3Hbto Pabpu, NpHu HAIMYUK TOKAa3aHUM, C LENbIO

HA3HAYEHUS] CUMIITOMATUYECKOTO JICUEHHs] M KOHTPOJIA ero 3pPexkTuBHOCTU U Oe3onacHocTH [9, 11,
26-29, 61-63].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB 5)

o PexoMenayercsi mnpuem (OCMOTpP, KOHCYJbTallMs) Bpadya-raCTpOIHTEpOJIora TNEPBUYHBIA U
MOBTOPHBIN (ITpH HEOOXOIMMOCTH) BCEM MaleHTaM ¢ 0oae3Hbro Padpu, Npu HaJTUUMK TTOKa3aHUM,

C IEJbI0 HA3HAYCHUS CHMITOMATHYECKOTO JICYCHHMs] W KOHTPOJsA €ro dS(M(PEeKTUBHOCTH W
Oe3omacHoctH [26-29, 63].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)

e PexoMeHnayercsi mpueM (OCMOTp, KOHCYJbTallMs) Bpadya-HEBPOJIOra NEPBUYHBIN U MOBTOPHBIN (TIpH
HEOOXOAMMOCTH) BCeM ManueHtam c Oone3npto Dalbpu, mpu HaTUYUK TMOKAa3aHUM, C LENbIO

HA3HAYEHUS] CUMIITOMATUYECKOTO JICYEHUSI U KOHTPOJs ero 3(p(exkTuBHOCTH U Oe30macHocTu [26-
29, 61-63].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)

o Pexomenayercs mpuem (0CMOTp, KOHCYABTAIMS) Bpada-Hedposiora NEpBUIYHBIA U TIOBTOPHBIN (TpH
HEOOXOAMMOCTH) BCeM ManueHtam c Oone3npto Dalbpu, mpu HaIUYUK TOKAa3aHUM, C LENbIO

Ha3HAYeHUs] HE(PPONMPOTEKTUBHOM Tepanmuu M CUMIITOMATHYECKOTO JIEUCHHs, KOHTPOJS €ro
sapdexTuBHOCTH U Oe3omacHocTH [26,28,29, 39, 62,103,104].

Yposenn yoenureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB S)

° PeKOMeH)]yeTCH MIpOBCACHUC 3aMECTUTEIILHON ITOYEYHOM Tepaliuy METOJAOM IreMoaualini3a HJIn
NEPUTOHCATIBHOTO OUaJIn3a IMAalUCHTaM C 00JIE3HBIO CDa6pH B CJIydac pa3BUTHUA Y HHUX

TEPMHUHAJILHOW MOYE€YHOM HEJIOCTATOYHOCTH C LEJIbIO JICUEHUS IAHHOTO COCTOSHUSA [26-29, 52].
YpoBennb yoenureabHOCcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB 4).

e Pexomenayercs mpuem (0OCMOTp, KOHCYAbTAIMs) Bpaya-o(pTaibMoiora NEPBUUYHBIA U TOBTOPHBIM
(mpu HEOOXOAMMOCTH) BCeM TarueHTaM ¢ 0ose3npro Pabpu, mpu HAMWMYUU TIOKa3aHUHU, C IENBI0
HA3HAUEHUS] CUMIITOMATUYECKOTO JICYSHHsI U KOHTPoJIs ero 3¢ dekTuBHOCTH U Oe3onacHocTH [1, 15,
26-29,42, 61-63].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB 3)

e Pexomenayercss mpuem (OCMOTp, KOHCYNbTallMs) Bpaya-TiCUXHUATpa IMEPBUYHBIN MEPBUYHBIA U
MMOBTOPHBIN TMManueHTaM ¢ Oose3Hpt0 Padpu TpW HAJWYUU ITOKAa3aHWW C IEJbI0 Ha3HAUYCHHS

CUMIITOMAaTHYECKOT0 JIeUeHUsI U KOHTpoJiA ero 3dpdexruBHocTr U Oe3onacHoctu [78,105].

YpoBeHnb yoenureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJILCTB 5)
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KommenTapuii: Xponuueckas wnetiponamuueckas 060iab, xapakmepuas 0ns bonesnu Dabpu, modwcem
npueoouUms K OIUMENbHOMY CHUNCEHUIO (POHA HACMPOEHUS, 0enpeccuu, OMmcymcmeulo MOmueayuu K
NIe4eHUIo, HAPYUEeHUSM CHA, NOIMOMY AHMUOENPeCcCanmpl U AHKCUOIUMUKU MO2YM Oblmb NOLe3HblL 8

Kauecmee CUMNMOoMAmu4eckou mepanuu.

o PexoMeHZ0BAaHO TpY HAJIMYMM NPOSBICHUN TMOPAKEHHUs KEIYyJOYHO-KHUIIEYHOTO TpaKTa, HE
KyNUPYIOIIUXCST Ha (OHE NaTOreHeTUYeCKOM Tepamuu, pacCMOTPETh Ha3HaY€HUE JAUETH C
MOHMKEHHBIM CONIep)KaHHEeM (EPMEHTHPYEMBIX OJUTO-AU-MOHOCAXapUIOB M TIOJUOJIOB C IEJIBIO
YMEHBIICHUS] TPOSBICHUN OTPULATEIBHOIO BIMSHUS JHM30-1'03 Ha KUIIEYHUK M MHUKPOOUOTY

KHILIEYHHUKA U YIIyUIIEHUs Ka4yeCTBa )KU3HU MalMeHTOB ¢ Oosie3Hbio ®adbpu [98].
YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 4)

HpI/I H606XO,[[I/IMOCTI/I ONPOBOAATCA KOHCYJIbTAlMKM APYIrUX CIHCOUATIMCTOB 110 IIOKa3aHWAM OJIA

Ha3HaA4YCHUA CUMIITOMATHUYCCKOIO JICUCHMUA.

3.3 Xupypruueckoe Je4eHue

e Pexomenayercsi mpoBeneHue (IpU OTCYTCTBUU TPOTHBOIMOKA3aHWI) TPAHCILIAHTAIMHA ITOYKH
naipeHTaM ¢ Oone3npto dabpu B choydae pa3BUTHUS y HUX TEPMUHAIBHON TOYEUHOU

HEJIOCTATOYHOCTH C IEJIbIO JICUCHUS JAaHHOTO COCTOsHUSA [26-29, 52].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 4)

KommenTapuu: mpancnianmayus nouex nayuenmam ¢ b® npu pazeumuu mepmuHaibHOU NOYe4HOU
He0oCmamo4HOCmy — NPOBOOUMCS 6  COOMBEMCMBUU € MEMOOUUEeCKUMU — PEKOMEHOAYUAMU

«Tpancnianmayus nouxuy ID: MP34 (http://cr.rosminzdrav.ru/).

e Pexomenayercsi UMIUTaHTAIIUSI OJTHOKAMEPHOTO/IByXKaMEPHOTO AJIEKTPOKAPIUOCTUMYISATOPA WIH
UMIUTAHTAIUSl  OJTHOKAMEPHOTO/IByXKaMEpPHOTO  KapAuoBepTepa AeGuOpHUILIATOPa B3POCITBIM
nanpeHTaM ¢ Oone3Hpto Dabpu (mpu HEOOXOIMMOCTH) C HaAPYUICHUSMU TPOBOAMMOCTH,
OpanuapuTMHEH, KETyITOUYKOBOW TaXUKapAUEH B COOTBETCTBHUU C pa3padOTaHHBIMK KIMHUYECKHMHU

PEKOMEHIAIMSMU C LIEJIbIO JICUEHUS] JaHHOU marojoruu [S3].
YpoBennb yoeaureabHOCcTH pekomenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB 4)

KommenTapuu: /Jlannoe neuenue nayuenmam ¢ b® nposooumcs 6 coomeemcmseuu ¢ KiuHU4eCKUMU
pekomenoayuamu «bpaouapummuu u Hapywenus nposooumocmuy, «Kenyoouxosvie Hapyuienus

pumma. Kenyooukogvie maxuxapouu u 6He3anHas cepoedtds CMepmb).

° PCKOMCH)IyeTCH YAQAJIICHUC aHTHOKEPATOM C ITOMOIINBIO aproHOBOTIO JIa3€pa MmanucHTam C 00JIC3HBIO

®abpu, mpu KEITAHUH MMAIUECHTA, C KOCMETHIECKOU T1eTIbIo [54].

YpoBenb yoenuTeabHOCTH pekoMeHaannu — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB 4)
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4. MequuMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM MPUPOIHBIX
Je4eOHbIX (PaAKTOPOB

o PexoMeHnayercsi mpueM (TECTUpPOBAHWE, KOHCYJIBTAIMS) MEAUIIMHCKOTO TCUXO0JIOTa MEPBUYHBIN U
MMOBTOPHBINA (TIpH HEOOXOAMMOCTH) TaIeHTamM C Oosie3Hpio Padpu, MMEIIMMM BBIPAKCHHBIA
00JIEBOM CHUHJIPOM M CKJIOHHOCTh K ICHXO3MOIIMOHAJIBHBIM PACCTPOMCTBAM C IEJIbIO OKa3aHUs

KJIMHUKO-TICUXOJ0Tu4Yeckoi nmomortu [1, 27, 55, 63].

YpoBenb yoeauTebHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB 5)
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S. IIpoduiaakTuKa ¥ AUCIAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

JlucnancepHoe HaOMOeHNE MAIMEHTOB ¢ Oone3Hpt0 Dadpu npeanonaaraeT MyabTHINCIUATLTHHAPHBIN
MOJXO/l C OOsI3aTeNIbHBIM y4YacTHEeM Bpada-HEBPOJIOTa, Bpada-TeHETHKA, Bpayda-Kapauosora/Bpada-
JETCKOTO KapJuoJIora, Bpaya-aHEeCTE3nO0JI0Ora-peaHuMaTosora, Bpada-TeparneBTa/Bpaya-rneguarpa/Bpaya
oOmielt mpakTuku (ceMeWHOro Bpaua), Bpauda-Hedposiora, Bpaya-myJIbMOHOJIOTA, Bpaya-cypaoJiora-
OTOPUHOJIAPUHIOJIOTa,  Bpaya-raCTPOIHTEPOJSIOTa,  Bpada-pu3moTepameBTa W Bpaded  JIpyrux
CIEUHUAIBHOCTEH, HMEIOUIUMX ONBIT B JIYEHUU OTOrO pEaKoro 3abosieBaHus. J{ucnamcepHomy
HabnodeHulo nooiedxcam nayueHmsl ¢ oOonesnvio Dabpu Kak nomydarowue namo2eHemuiecKoe
neuenue @3T, maxk u nayuenmol, Komopwvle no pasHvim npudurnam e noaydarom D3T (ne docmuenu
kpumepueg 013 nayanra P3T, ne noomeepounu c8oé coanacue Ha iedenue), ¢ Yyeibio C80e8PEeMeHH020
KOHMPOJIS COCMOAHUSL 300P08bsl U Koppekyuu mepanesmuueckou maxkmuxu [99]. [IpumepHwiii nian
obcnedosanus nayuenmos ¢ b®@ npuseden 6 Ilpunoscenuu A3.5, HO 6 cpoku u 00vLEM UCCIe008aHUL
Neyauum 8pavom Mo2ym Ovlmb 6HeCeHbl KOPPEKMUBbL C Y4emom 0COOeHHoCmell meuerus 3a001e8aHus

Y KOHKpemHo20o nayuerma.

o Pexomenayercs namnueHtam c¢ 601e3up0 Pabpu peKOMEHI0BAaHO MPOBEJCHUE BaKIIMHAIIMN TPOTUB
TPUIINA, MHEBMOKOKKOBOW HWH(EKIMH C 1eIbl0 MPOPUIAKTUKA HHQPEKIIMOHHBIX OCIOKHEHUMN/

CHUIKEHUS TSHKECTH MX MPOsiBIeHUH [85].
YpoBenn yoenurebHOCTH pekoMeHAanuu — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 5)

Kommvenrapuu: b® He sABIsIeTCs NPOTUBONOKA3aHMEM K IIPOBEACHUIO BaKIMHALMU C
MCIIOJIb30BAaHMEM BaKIIMH J1t00oro tuma [86,87], a Takxke JUIsl BaKIIMHAIIMU MPOTUB KOPOHABUPYCHOM
nHpeknun HOBOro tuma (COVID-19), B COOTBETCTBHMM C MHCTPYKIMAMH K Tpemaparam [88,89].
lInanosyio ummynusayuro nayuenmy ¢ oonesuvto Pabpu npoeodsim B COOTBETCTBUU C HALlMOHAIbHBIM
KaJleHJapeM MpOo(PMIAKTUUYECKUX TPUBUBOK 6 HEpuod CmabuibHO20 COCMOSHUAL OCHOBHO20

3abonesanusn Ha hone noodoepaicusarouseco neverus [90].

I/IMMyHI/ISaI_[I/I}I MaguCHTOB TIIEpCa MW IIOCJIC TpaHCINIaHTAOWUKW IMOYKHW IIPOBOAUTCA  COITIACHO

O6]J_I€HpI/IH${TBIM IMPpUHIOUIIAM.

e Pexomenayercs npuemM (0OCMOTp, KOHCYJIbTAllMsl) Bpada-reHETUKA MMEPBUYHBIN M MOBTOPHBIN (TpU
HE00XO/IMMOCTH )/AUCTIaHCEPHBIN MTPUEM (OCMOTp, KOHCY/IbTAIIN) Bpaua-reHeTHKa BCEM MallueHTaM
c 6omne3npt0 @abpu ¢ MOATBEPKACHHBIM TUATHO30M W/WIW UX OPUIIUATBHBIM MPEACTABUTENSM, C
LENbI0 PAa3bICHEHUN TE€HETUYECKOTO pHCKa, OOCYXKIEHUS BO3MOXKHOCTEH NpeHaTalbHON U
MPEUMIUIAHTALIMOHHON JMAarHOCTUKM B CE€MbE, KOHTPOIS A(P(GEKTUBHOCTH M OE30MaCHOCTU

naroreHeTuYeckoi tepanuu [28, 56, 62, 63].
YpoBennb yoeaureabHOCcTH pekoMeHaanuu — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)

KommenTapuu: cemusucomuvle Myxncuunsvl umerom eOUHCMEEHHYI0 NOPANCEHHYIO X-XPOMOCOMY, Umo

onpedensiem Kaaccuueckuil enomun oOonesnu. OHu nepeoarom 3my XpPOMOCOMY MONIbKO CEOUM
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0ouepsam, HO He CbIHOBbAM. Taxum obpazom douepu 6onbHbIX BD omyos umerom oOHy HOPMATLHYIO U
O0HY OeheKmHYI0 XpOMOCOMY, m.e. ABNAIOMCA 2emeposucomamu. B omauvuu om Opyeux X-
CYenieHHbIX 3a001e6aHUll ObLIO NOKA3AHO, YMO ) YACMU 2emePO3UOMHbIX HCEHWUH ¢ Mymayueti 2eHa
GLA paszsusaromcs msadcenvle nposgienus bBD, mpebyrowue meouyurckor nomowu U
emewiamenvcmea. Mexanuzm, nocpeocmeom KoOmopozo y 2emepo3ucomublX HCEHWUH PA36UBAIOMCS
JHCUBHEY2POodICaroujue CUMNMOMbI, U38eCHeH He 00 KOHYd. Y OONbUUHCMBA U3 HUX uMmeemcs noumu
HOPMANbHBIU  YPOBEHb YUPKYIUPYIOUe20 (epmenma 3a cyem mo20, 4mo CAYYauHbll npoyecc
unakmugayuu X-xpomocomsl (1AUOHU3AYUsL) NPUBOOUM K 00PA308AHUID KAK Oe@UYUMHBIX, MAaK U

HOPMAJIbHBIX KIIEeMmOK.

Yuumuieass mun umacnedosanuss 0annoz2o 3abonesanusi (X-cyenienwnviii) 015 KaxiCOOU nociedyioujel

bepemenHocmu:

— Y OJfCeHUWUHbI-HOCUMENbHUYbL PUCK poofcdenuﬂ 00IbHO20 MANILYUKA COCMABISLEm 50%, PUCK

pooicoerus 0esouxu-HocumenvHuysvl — 50%;
— Y MYAHCUUHBI-HOCUMENS MYMAYUU PUCK POACOEHUsL 0e80UKU-HOcumenvHuyvl mymayuu — 100%.

B cemvsx, e2oe ecmb nayuewmuvl ¢ YCMAHOBIEHHOU Mymayuel, Cyuwecmsayem G03MONCHOCHIb
nposeodeHUs: NPeuUMNiIaHmMAayuoOHHOU U NPeHamanvHou ouasHocmuku. llpenamanvuas ouacHocmuxa
B03MOJICHA NymeM UMepeHUs. AKMUBHOCMU 0-2AlAKMO3UOA3bl 8 KIEMmKaX 60PCUH XOPUOHA, a4 MAKH#Ce
memooamu npamotl unu koceennou JJHK-ouaenocmuxu 015 cemetl ¢ U36eCMHbIM 2eHOMUNOM.

o Pexomenayercst mpoBeseHHE 001Iero (KIMHUYECKOrO) aHalld3a KPOBHU MAlMEHTaM C OOJIE3HbIO
®albpu B mpouecce AMCIAHCEPHOrO HAONIOACHUSA C IEJbI0 OLIEHKHM OCHOBHBIX IapaMeTpOB

KPOBETBOPEHHUS U BBISIBIICHUSI BO3MOXKHBIX HH(EKIIMOHHBIX mporeccos [9, 11, 13, 26-29, 58-60, 64].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB 4)

KommenTapwuii: vacmoma — no nokazanusam. Ilposedenue obweeo (Kiunuuecko2o) amaiu3a Kpoeu
BKIIOUAEMN UCCTIE008AHUE YPOBHS 00Ue20 2eMOo2I00UHA, IPUMPOYUMO8, NetUKOYUMOo8, MmpomMoOOYumos 6
Kposu, oyeHka - 2emamoxpuma, uccneoosanue  CKOpOCmMu  0CeOaHus.  IPUmMpOYUmos,

oughghepenyuposanHwvlli noocuem neukoyumos (1etukoyumapras Gopmyna,).

o PexomMeHnayercsi IpoBe/IcHNE aHAIM3a KPOBU OMOXMMHYECKOTO OOIIETEPAIIeBTHYECKOTO MAlleHTaM
c Oome3npto ®abpu B mpolecce MUCTAHCEPHOTO HAOMIOACHUS C IEIBI0 OICHKH COCTOSHHS

BHYTpPEHHMX opraHos [9, 11, 13, 26-29,].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB S)

KomMmeHnTapmii: uacmoma — no nokasanusm. Ilposedenue ananusza Kpoeu OUOXUMUHECKO2O0
00w emepanegmu4eckoeo 6KIUAen onpeoeienue aKmugHOCMU ACNAPMAMAMUHOMpancghepasul,
anlaHuUHAMUHOmMpancghepasol, J1AKMamaoe2uopo2eHasol, WenouHoll gochamaswi, eamma-
2NOMAMUIMPAnchepazvl 6 Kposu, UCCIe008anue YPO8Hs 00we2o Oumupyouna, Ces3aHHo20

ounupyouna, c80600H020 OUNUPYOUHA, XOJleCMepUHa, XoaecmepuHda JUNONPOMeUuHo8 BblCOKOU

RAOMIHOCIIL, XOTCGUERING, TURONDQIICHOE HLSKOIL ITOMHOCHIG IRKSTICRU0S, MoUGRIEA, NOYeaol



KUCI0Mbl, albOYMUHA, 2IH0KO3bl, KpeamuHuHa, obwe2o Oenxa, Hampus, Kauius, oouie2o Kaibyus,

UOHU3UPOBAHHOCO KAJIbYUsl 6 KPOBU.

o PexoMeHayeTcsi onpesercHne KOJIMYECTBA OCKa B CYTOYHOM MOYE/MCCIICIOBaHHE adhOyMHUHA B
CYTOYHOM MoOYe, WCCJEeIOBaHWE YPOBHsS aiabOymMHuHa, OOIIEro Oelka M KpeaTHHWHA B KPOBH C
OIIpE/ICIICHUEM CKOPOCTH KIIYOOYKOBOM (DMIBTPALMU IO YPOBHIO KpEaTHWHHWHA KPOBU PacueTHBIM
MeronoM (pCK®D), wuccrnemoBanue aipbOyMUH-KPEATUHHHOBOTO COOTHOIICHHWSI B Moue (W/Wiau
COOTHOIIIEHUs O€JOK/KpeaTHHUH MOYHU: OMNpelnesicHHE KOMWYecTBa Oelka B CyTOYHOW Moue,
HCCIIeIOBaHNE YPOBHS KpEeaTWHWHAa B MOdYe) BceM maiueHTaM ¢ Oone3npto ®abpu B mporecce

JIMCITAaHCEPHOTO HaOIIOCHUST He peke 1 pa3a B 6 MECSIIEB C LEIbIO OLICHKU JUHAMHUKN COCTOSTHUS
nouek [26, 28, 29, 39, 58, 61, 64, 91, 92, 93].

YpoBeHb YOeAUTEILHOCTH PeKoMeHAannil — B (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB 3)

KommenTapuii: onpedenenue ckopocmu xkiyooukosou ¢hunvbmpayuu no ypoeH KpPeamuHUuHa Kpoeu
pacuemuvim memooom (pCK®D) cnedyem nposooumv no ¢hopmyne CKD-EPI na ocumose yposms
KpeamuHuHa 8 Kposu, U, 8 0moenbHblx cayuasx, Ha ocnoge yucmamuna C (Mccredosanue yucmamuna
C 6 kposu) [91,92,93].Ilpu nanuuuu noxazanuti mo2ym Oblmb NPOGeOeHbl. UCCAE008AHUE YPOBHSI
MOYeBUHbl 6 KpOBU U UCCIe008aHUe YPOBHS Mouegou Kuciomvl 6 Kposu [91].Hccredosanus
HeobX00UMO Npo8OOUMb NAYUEHMAM C NOOMBEPHCOEHHBIM MONEKYIAPHO-2eHeMULeCKUMU Memooamu
ouaznozom 6oneznu Dabpu, 6 mom uucie, HECCUMNMOMHBIM HOCUMENAM, BbLAGNIEHHLIM NPU CeMEUHOM

CKpUHUHCZE.

e Pexomenayercsi npoBeneHHe 00mIero (KJIMHMYECKOrO) aHaliM3a MOYM MMallMeHTaM C OOJIE3HbIO
®abpu B mpoliecce AUCIAHCEPHOTO HAOMIOACHHS C IENIbI0 OLIEHKU MOpa)xeHus moyek [26, 28, 29,
39, 58, 61, 64].

YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)
Kommenrapuii: vacmoma — no nokazauusm.

o PexoMeHnayercs nccienoBanve ypoBHs TponoHUHOB I, T B kpoBu marnuentam ¢ 6ose3npro dadpw,
MpyU HAJWYMUM TIOKa3aHUM, B MPOIECCE JUCHAHCEPHOTO HAOMIOMCHUS, C 1EJIbIO BBISABICHUS

nopaxenus cepaua [9, 11, 26-29, 58-60].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB S)

KommenTapuu: y nayuenmos c evipascennotl sunepmpodghuetl 16020 H#eny0ouka 0OHaApy’HCUBAEMCs

noevluieHue mponoHUHOSE. HYacmoma ne peoaitce 1 pasa e 200

e Pexomenayercss  uccienoBaHusi  ypoBHsS ~ N-T€pMUHAJIBHOTO  (parMeHTa  MO3TOBOTO
Hatpuitypetndeckoro nponentuaa (NT-proBNP) B kpoBu maumentram c¢ Oosesnpio ®abpu, mnpu
HAJIMYMK TOKA3aHHM, B MPOIIECCE NUCIAHCEPHOTO HAOMIONEHUs, C LIENbIO BBIABICHUS CEPACYHOU
HenocrarouHoctH [9, 11, 26-29, 58-60].

YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB S)
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KommenTapuu: vacmoma ne pexce 1 paza 6 200

o PexoMeHZOBaHO  peructpanus  dANEKTPOKAPAUOTPAMMBI,  IMPOBEJIEHUE  AXOKapauorpaduwu,
XOJITEPOBCKOTO  MOHHUTOPUPOBAHUS CEPACYHOIO PUTMA H  CYTOYHOTO MOHUTOPHPOBAHHMS
apTepUaJbHOTO JaBJICHUS BCEM ManueHTaM ¢ Ooje3Hpio Pabpu B mpoliecce TUCHTAHCEPHOTO
HaOmofeHus: He pexke | pasa B 12 MecsileB € LIENbI0 OLEHKU AMHAMHUKUA COCTOSIHHUSI CEpIEUHO-
cocyaucToi cuctemsl [9, 11, 26-29, 59].

YpoBeHnsb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb JOCTOBEPHOCTH 10KA3ATEJIbCTB 4)

KommenTapuu: xapaxkmepnvim npusnakom nopadiceHus cepoya npu oOonesnu Pabpu saensemcs
eunepmpo@us 1e8020 xHceyoouKa, Komopas modacem 6vimv evissnena ¢ nomowvto IKI, Oxo-KI' u

Ma2HUMHO-PE30HAHCHOU MoMOo2paguu.

o PexoMeHI0BaHO TIPOBEJIECHHUE MArHUTHO-PE30HAHCHOW TOMOTpaduu cepiala W MarucTpajbHBIX
COCYZIOB BCeM marueHTam ¢ 6ose3npio @abpu B mpouecce qucnaHcepHoro HaOmoaeHus He pexe |

pasza B 12 Mecs1eB C LIEJIbI0 OLIEHKH KapAUOJIOTHYECKUX u3MeHenui [9, 11, 26-29, 41, 59].
YpoBeHb yOeuTeJIbHOCTH peKOMeHAaluil — A (YPOBEHb I0CTOBEPHOCTH /10KA3aTeJIbCTB 3)

KomMenTapuu: npu Heobxooumocmu npoeoosm MacHUMHO-PE30HAHCHAS MoMocpaguro cepoya c
KOHmMpacmupogaruem.  Bo3MoOjiCHO — npumeneHue  MOMANbHOU  BHYMPUBEHHOU  aHecme3ul,
KOMOUHUPOBAHHO20 UHRANAYUOHHO2O HAPKO3A. XapaxkmepHviM NPUHAKOM NOpAdCeHUs cepoya npu
boneznu Dabpu aensemcs 2unepmpous 1e6020 HCeny0ouKd, KOmopdas Moxcem Obimb Bbl61eHA C
nomowwto OKI, Oxo-KI' u MPT. Jlna oyenku Gyukyuu cepoya npumeHsiom mKAHesYH
donnnepaxoxkapouozpaguio (0onniep-IxoKIT).

o PexoMeHI0BaHO TMPOBEJICHHEC MAarHUTHO-PE30HAHCHOW TOMOTIpa(uH TOJIOBHOTO MO3ra BCEM
nanueHTamM ¢ 6one3npto @abpu B mpolecce AUCIaHCEpHOro HaOmoaeHus He pexe 1 paza B 12
MECSIIEB B CiIy4ae, €Clii M3MCHECHUs ObUIM BbIsABICHBI 10 Havanma ®3T wnm 1 pas B 36 mecsies,
€CIM M3MEHEHHUs ObUIH BBISABIICHBI Tociie Hadasa D3T ¢ 1enbio BBISBICHUS MOPAKEHUS OEIOro

BEII[ECTBA 'OJIOBHOTO MO3ra, UIIIEMHUYECKUX ouaroB [26-29, 40, 61].
Yposenn yoeaureabHocTH pekomeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)

KommenTapmuii: 603mo0icHo nposedenue MacHUmMHo-pe30HaAHCHOU MOMOZPApuu 20108HO20 MO32d C
KOHMPACMUPOBAHUEM, a MaKxice NpUMeHeHue KOMOUHUPOBAHHO20 IHOOMPAXedAlbHO20 HAPKO3d,
MOMANbHOU BHYMPUBEHHOU aHecme3uu, nposoonuxosou anecmesuu. llpu MPT 2onoenozco mozea y
nayuenmos  MoO2ym — OOHAPYHCUBAMBCA — UWEMUYECKUN  UHCYIbM,  MUKDOKPOBOUSIUAHUA U
BHYMPUMO3208ble 2eMAMOMbl, UIMEHeHUs 0elo2o eewjecmea (netikoapeo3) U cepozo eeujecmsd
(kanvyugurayus 3a0He20 MAIaAMyca), a makadce cocyoucmole MAaib@opmayul, npeumMyuecmserHo
npeocmasnennvie O0NUXOIKMAZUAMU 8epmedpoOasUNIAPHOL apmepuu. Imu USMEHEHUs. He ABIAIONCS
gblcokocneyuuunvimy 011 6onesnu Dabpu, mo2ym 6cmpeuamvcsi Yy NAYUEHMO8 ¢ Opyeolu

namonozuet. B psoe ciyuaes 603modcHo nposedenue KOMnbIoOmepHoU momozpaguu 20108H020 MO32d.
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o PexoMeHI0BaHO TPOBENCHHE TOHAIBLHON aylHMOMETPHHM BCEM MalMeHTaM c Ooine3Hbpio dabpu
cTapiie 5 JeT B Mpolecce TUCIIaHCEPHOTo HAaOMIOIeHHs He pexke 1 paza B 3 roja ¢ 1eNbl0 paHHETO

BBISIBIICHUS HApYILIEHUM cityxa [26-29, 61].
YpoBennb yoenureabHocTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB 5)

o PexomeHayercsi TIpOBEIEHWE YIBTPA3BYKOBOTO WCCIICOBAHUS OpPraHOB OpPIONIHON TOJOCTH
(KOMILTEKCHOT0) maIueHTaM ¢ 6ose3upr0 @adpu B mpoliecce IUCITaHCEPHOTO HAOIIOISHUS C HIEITBIO

MOHUTOPHUHTA COCTOSIHUSI BHYTPEHHUX OpraHoB [64].
YpoBeHnb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 4)
Kommenrapuii: vacmoma — no nokazavusm.

e Pexomenayercsl ynbTpa3ByKoBOE HCCIIEOBaHUE MTOYEK ManueHTam ¢ Oone3nbro @adpu B mporuecce
JUCIIAHCEPHOTO HAOMIOEHUS C LIETIBI0 CBOEBPEMEHHOIO BBISIBJICHUS [1aTOJIOTUU MTOYEK, B TOM YHUCIIE

napaneiabBUKaJIbHbIX KUCT [62-64,68].
YpoBenn yoenureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB 5)
KommenTapuii: uvacmoma — no noxkazanusim.

o Pexomenayercsi mpoBefeHNE MPUIIETBLHON PeHTTeHOrpaduu OPraHoB TPYAHOM KIETKH MalueHTam
¢ 6one3npto Pabpu B mpoliecce JUCHAHCEPHOTO HAOMIOEHHUS C 1I€JIbI0 OIIEHKU COCTOSIHUSI OPTaHOB

rpyaHOM KiIeTku [61, 67].
Yposenn yoenureabHocTH pekomeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
KommenTapwuii: vacmoma — no noxazanusim.

o Pexomenayercssi mprieM (OCMOTp, KOHCYJbTaIlUsl) Bpada-lieaqdaTpa WM Bpada-TepareBTa
MICPBUYHBIA M ITOBTOPHBIN W/WJIM JHCITAHCEPHBIN IpHeM (OCMOTp, KOHCY/IBTAIMS) Bpada-Ieauarpa
WU Bpadya-TepareBTa malueHTam ¢ 0ojae3Hpi0 @adpu B Mmporecce TUCITaHCEPHOTO HAOMIONCHHS HE
peke 1 pasa B 6 MecsAlleB C LEIbI0 CBOGBPEMEHHOW JIMATHOCTUKH  COITYTCTBYIOIICH
TEparieBTHYCCKON ITaTOJIOTUH, OIEHKH OOIIEro COCTOSHHS 3/I0POBbS, OIPEACICHUS TaKTHKH

JAaTbHEHIIICH Tepalluy U OIeHKH ee 2 (PeKTUBHOCTH U Oe3omacHoCTH [26-29, 63].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB 5)

KommenTapuii: maxowce mooicem Ovimv nposeden npuem (ocmomp, KOHCYIvmayus) epava ooduyell
NpaKmuKy (cemeuno2o 6paya) nepeudnvlii. U NOBMOPHBIU U/UTU OUCNAHCEPHBIU npuem (0cmMomp,

KOHCYIbmayus) epaia ooweli npakmuxu (cemelHo2o epaua,).

e Pexomenayercsi npuem (0CMOTp, KOHCYJIbTAlMs) Bpada-KapAHoJIora/Bpaya-IeTCKOro Kapauoora
NEPBUYHBIA W TOBTOPHBIN/IUCTIAHCEPHBI TpueM (OCMOTp, KOHCYNbTallMs) Bpada-Kapauosiora/
Bpaya-JIeTCKOro KapAuoJIora BCeM ManueHTam ¢ Oose3Hpto Pabpu B mpouecce JUCHaHCEPHOro

HaOmroneHus He pexxe 1 pasa B 6 MeCALEB ¢ LEIbI0 CBOEBPEMEHHOM JIMarHOCTUKM COITYTCTBYIOMIEH
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K&p)lHOJIOFH‘-IGCKOﬁ MNaToJIOruv, OIpPCACICHUA TaKTHKH )IaJ'II)HeI\/'IHICI\/JI TCpalilii MW OLCHKH €€

s dexTuBHOCTH U O6e30nacHocTH [9, 11, 26-29, 61-63].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJIbLCTB 5)

e Pexomenayercs npuem (OCMOTp, KOHCY/IbTAIIMS) Bpauya-0PpTaibMoJI0ora NEPBUYHbIA U MOBTOPHBIN/
JTUCTIAHCEPHBIM TIpueM (OCMOTp, KOHCYJbTalusl) Bpada-o(TambMOJIOra BCEM MallMeHTaM C
oonesznpto ®abpu B mporecce MUCIIAHCEPHOTO HAOMIOAEHUS HE peke 1 paza B 3 roma ¢ IEibIO
CBOEBPEMEHHOW JAMArHOCTUKH COMYTCTBYIONIEH O(TaIbMOJIOIHYECKON MaTONIOTUU, OIpeIeIeHus

TaKTUKH JaJIbHEHIICH Tepanuu 1 olieHKH ee 3¢HEKTUBHOCTH U 6e3omacHocTH [1, 15, 26-29, 42, 61-
63].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)

o Pexomenayercsi mpuem (0CMOTp, KOHCYAbTaIMs) Bpada-Hedposjora MEpPBUYHBIA U TOBTOPHBIN/
JUCTIAaHCEPHBIA TIpreM (OCMOTp, KOHCYJbTaIUs) Bpada-Hedposiora BceM MalueHTaM ¢ 00JIe3HBIO
®abpu B mpoliecce IUCIAHCEPHOro HaOMoAeHUs He pexe 1 pasa B 6 MecdleB C ILEIbIo
CBOEBPEMEHHOM JUArHOCTHKU COIYTCTBYIOIIEH TMATOJOTUM TIOYEK, OMPEICICHUS] TaKTHKU

TanabHEHIIe Tepanuu u olleHKH ee dddexTuBHOCTH U O6e3omacHocTH [26, 28, 29, 39, 62, 103, 104].
YpoBeHnb yoenutreabHoCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJILCTB 5)

e Pexomenayercs mpuem (OCMOTp, KOHCYJIbTAIMsl) Bpaya-racTpPO’HTEpOJOra IEPBUYHBIN U
MNOBTOPHBIA (NP HEOOXOJUMOCTH)/AUCIAHCEPHBIM TpHeM (OCMOTp, KOHCYJbTalMsI) Bpava-
racTPO’HTEPOIIOra nauueHTam ¢ 0osne3Hpro Pabpu, NpU HATUYUU MOKA3aHUM, C LEJIbI0 KOHTPOJI
COCTOSIHUSI, CBOEBPEMEHHOW JMarHOCTUKMA U JICUYEHUS TaCTPOIHTEPOIOTHYECKONW TMAaTOJIOTHH,

KOHTPOJIA 3P PEKTUBHOCTU U O€30MACHOCTH CUMIITOMATUYECKOTO JieueHus [26-29, 63].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB S)

e Pexomenayercs npueM (0OCMOTp, KOHCYJIBTAIIMS) Bpadya-HEBPOJIOra MEPBUYHBIM ¥ TOBTOPHBIN (TIpU
HE0OXOIMMOCTH )/IUCTIAHCEPHBIA TIPHUEM (OCMOTp, KOHCYNIbTAllUs) Bpadya-HEBPOJIOTa MalMeHTaM C
Oone3npto Pabpu, MpuU HANMYMK TIOKA3aHUM, C IIEJbI0 KOHTPOJS COCTOSIHHSI, CBOEBPEMEHHOM
JTUArHOCTHKY U JICYCHHSI HEBPOJIIOTUYECKON MATONIOTHU, KOHTPOJISt (P (HEKTUBHOCTH M 6€30MacHOCTH

CUMIITOMATHUYECKOTO JieueHus [26-29, 61-63].

YpoBennb yoeaureabHOCTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 5)
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6. Opranm3zanus oKa3aHusi MeTUIUHCKON MOMOIIN

[Marmentam ¢ OGone3npto Pabpu, B 3aBUCUMOCTH OT HEOOXOAMMOCTH, MOXET OBbITh OKa3aHa
MEAMIIMHCKAsE TOMOILb JII00Oro BHJA, YCIOBUS, (POPMBI, MPETYCMOTPEHHBIX 3aKOHOJATEIbCTBOM

Poccuiickon @enepanun.

IMoxa3aHus A5 NJIAHOBOW rOCNUTAIM3ANMNN B MeIUIIUHCKYIO OPraHU3aIHIO:

 [IpoBenenue AMArHOCTUKH U JICUCHHUS, TPEOYIOITHE KPYTTIOCYTOUHOTO METUIIMHCKOTO HAOIIOICHNUS;
e CocrosiHue, Tpedytolee akTUBHOTO JICYEHUS! U KPYIVIOCYTOYHOTO MEIMLMHCKOTO HAOII0/1eHN S,

o CocrosiHue, TpeOyroliee MPOBEACHUS BBHICOKOTEXHOJIOTHYHBIX METOJOB JIeUeHHUs (B TOM YHUCIE

TpaHCIIAaHTAIMS OPTaHOB, UMIUIAHTAIIUSI BOJUTEISI PUTMA, KapAuoBepTepa-nehuopumuisaropa);

e OtcyrctBue Bo3MokHOcTH oOecriedeHuss O3T B amOynaTOpHBIX W CTAIMOHAP 3aMEIIArOIINX

YCIIOBHAX,

o HeoOxomuMocTh MpOBEACHUS PA3TUYHBIX BUJIOB IKCIIEPTU3 WM OOCICAOBAHUS B MEIUITUHCKOMN
OpraHW3aIlid TPHU HEBO3MOKHOCTH TMPOBEJACHUS HMX B aMOyJaTOPHBIX YCIOBHSX, TPEOYONTUX

JUHaAMHUYCCKOI'O Ha6J'IIOI[eHI/I}I (B TOM YHUCIIC O(l)OpMJIeHI/Ie 3aKJIIOYCHUA (bez{epanbﬂoro KOHCI/IJ'II/IYMa).
Iloka3zanusa K 3KCTpeHHOI71 rocummrajgau3dangum B MEAUIUHCKYIO OPraHu3anuio:

e Octpsle 3a00eBaHMs, OOOCTPEHUS] XPOHUYECKUX OOJE€3HEW, OTPaBIE€HUS U TPaBMbI, COCTOSHUS,
TpeOyIolue MHTEHCUBHOM Tepaluy W MepeBoJa B peaHUMAIMOHHBIC OTICICHUS WIM OTACICHUs
WHTEHCUBHOM Teparnuu (B TOM 4YHclie TOOOYHbBIE PEaKIUH, MPOUCXOAIIEE WK BO BpeMsl HHPY3UU
WM B TeYeHUe JIHA nposeaeHus nHQy3uu @3T u n1pyrue yrpoxarouue K1U3HU OCTPhIE COCTOSTHUSA),
a TaKXkKe KPYIIOCYTOUHOTO MEIUIIMHCKOTO HAOMIOACHUM U TPOBEACHMS CIEUUATIbHBIX BHUIOB

00cJIeOBaHUS U JIEUCHHUS.
IMoka3aHusi K BINMCKE MANMEHTA U3 MeAUIIMHCKOW OPraHu3annu:
e OTCcyTCTBHE YIPO3bI )KU3HU MAIUCHTA;
e OTCyTCTBHE YIPO3bl Pa3BUTHS OCIOKHEHUH, TPEOYIOIMNUX HEOTIOKHOTO JICUCHUS;

o Crabunm3aius COCTOSHUS W OCHOBHBIX KIMHUKO-TA0OPATOPHBIX IMOKa3aTesieil MaToJOrH4ecKoro

nmponecca 1mo OCHOBHOMY 3360H€B3HI/IIO;

e OtcyTrcTBHE HEOOXOMUMOCTH B TOCTOSSHHOM BpadyeOHOM U KPYIIIOCYTOYHOM MEIUITMHCKOM

Ha6J'IIOI[eHI/II/I 10 OCHOBHOMY 3860H€B3HI/IIO;

o HeoOxomuMocTn miepeBoia TMamWeHTa B JPYTyl0 OOJBHHIYY WM YUYPEKICHHE COIUAIBHOTO

obecrneueHus
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7. JlonmoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA UJIH
COCTOSIHMA)

o PexomeHayercss IpOBENCHUE CEMEMHOTO CKPUHMHIA Il POACTBEHHUMKOB ITAlMEHTOB C¢ b
(mpoBeAeHNE TEHETUYECKUX UCCIIEIOBAaHNN) ¢ 1IebIo quarHocTuku b® Ha panHel ctaguu 0one3HH
[28].

YpoBeHb yOeIUTEILHOCTH PeKOMeHAaunu — B (YpoBeHb 10CTOBEPHOCTH J10KA3aTeJIbCTB 4)

o Pexomenayercsl mMpoBEACHUS CKPUHUHTA T'PYII BBICOKOTO pHUCKa (paHHUE HHCYJIBTBHI, MOYEUHAs
HEJ0CTaTOYHOCTh, TUIIEPTPOPUUECKas KapIMOMHUOIIATHUS) C IIEJIbIO BBISIBICHUS MallMeHTOB ¢ bO [7,
12, 18,76].

YpoBeHb yoenuTeabHOCTH pekoMeHaannu — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB 4)
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Kpurepun onieHKH Ka4yecTBa MEIUIIUHCKOU MTOMOILIH

N2 Kputepun kauecrBa

OueHka
BbIMNOJIHEHUSA

1. BbInosiHeH npuemM (0CMOTpP, KOHCY/IbTalmMs) Bpaya-neavaTpa Wiy Bpada-TepanesTa nepBUYHbIR

HNa/HeT

2. BbinonHeH npueM (0CMOTP, KOHCY/bTauus) Bpada-reHeTnka nepBuUYHbIN

Na/HeTt

3. BbINONIHEHO oOnpeAeneHne akKTUBHOCTU JIN30COMHOro depMeHTa anbda-ranakro3maasbl B MSTHax
BbICYLLEHHOMA KpPOBM METOAOM TaHAEMHOM Macc-cnekTpoMeTpun (KOMMNNeKC WccnefoBaHun Ans
ONArHocTukn 6onesHn @®abpu) BCEM MNaAUMEHTaM MYXCKOFO M XKEHCKOro nosla C KIAMHUYECKUMMU
npusHakamm 6onesHn ®abpu Npu AnarHocTuke

[Na/HeT

4, BbinonHeHO wuccnenoBaHne YpoOBHS nnM30rnob6oTpuasunchduHrosMHa B MNATHAX BbICYLIEHHOW KpOBU
METOAOM  BbICOKOI(®HEKTUBHON >XWMAKOCTHOW XpomaTorpadumu TaHAEMHOM MacC-CNeKTpOMeTpuu
(nauneHTaM >XXeHCKOro nosna ¢ KANHMYeCKMMn npusHakamm 6onesHn ®abpu) npu AnarHocTuke u ganee
1p/6 mec

ONa/HeT

5. BbinonHeHo onpeaeneHve MyTauuin B reHe GLA B KpoBM (KOMMIEKC UCCNefoBaHWN ANS AWArHOCTUKMU
6onesHn ®abpu) meTtoaoM cekBeHnpoBaHus no CeHrepy

[Na/HeT

6. BbinonHeHo npoBeaeHmne obuwero (KAMHWYECKOro) aHasm3a Mouu npu yCTaHOBAEHMN AnarHosa v ganee
He pexe 1 pa3a B 6 MecsiueB

[Na/HeTt

7. BbinonHeHO onpeaeneHne konuyectsa 6enka B CYTOYHOM Mo4ye, U UCCreoBaHMe YPOBHS anbbyMuHa,
obuiero 6enka M KpeaTMHMHA B KPOBM C onpeAesieHneM CKOpoCTM KNyH6ouykoBOW dunbTpaumm no
YPOBHIO KpeaTUHWHA KpOBM pacyeTHbIM MeToAoM(pCK®), uccnepoBaHwe anbbyMWH-KpeaTUHWHOBOIO
COOTHOLEHMS B Moye (M/UNn COOTHOLWIEHNA 6enoK/KpeaTUHUH Mo4YK: onpeaeneHne Konm4yectsa benka
B CYTOYHOI MOYe, UCCnefoBaHUE YPOBHS KpeaTMHWHA B MOYe) Mpu YCTaHOB/IEHUW AMarHosa u ganee
He pexe 1p/6 mMec

Na/HeT

8. BbinoNHEHO Ha3HayeHue/KoppeKkTMpoBKa dEepMEeHTHOM 3aMecTUTeNbHOW Tepanuu npenapaTaMu
A16AB04 arancumpason 6eta** wnm A16ABO03 arancmpason anbda** naumeHTaMm C yCTaHOBAEHHbIM
avarHosom 6onesHb ®abpu (BCceM naumeHTaM My>XCKOro nojsa nocne Bepudwukauum aAvarHosa
nabopaTtopHbIMM MeToAaMM C Uenbl AOCTMXKEHUs Haumbonbler 3ddeKTUBHOCTM Tepanuu; nuuam
XeHckoro nona ¢ 6onesHbio ®abpu, MMEOLWMM NPU3HAKKM MPOrPeCcCUMpYIOLLErO0 MOPAXEHUsSI OpraHoB-
MULLEHEN, NPUBOASALUMX K CHUMKEHUIO KadecTBa XWU3HW: Kpudbl Pabpu u/mnm pesncTeHTHas K
CTaHAAPTHOW Tepanuu peunanBupyoLias UM XpoHn4eckas HerponaTnyeckas 60/b B KUCTSX U CTONax
W/WNNn NepcucTupytowas npoTeMHypus n/mamnm CHMXeHne ckopoctn knyboukoson dunbtpaunm <80 ma/
MUH/1,73 M2 wn/vuan nopaxeHue cepaua U/WAM HapyLleHWss MO3roBOoro KpoBoobpalieHus wu/vnm
vieMnuyeckme U3MeHeHWs FOJIOBHOIMO MO3ra, BbISIBJIEHHbIE MPW MarHUTHO-PE30HAHCHONM ToMorpadum
rosIoOBHOrO Mo3ra)

ONa/HeT

Kputepuu onieHKHM KayecTBa CreliMaIn3upOBAaHHON MEIUIIMHCKON TTOMOIITU

Kputepuun kauyecrBa

OueHka
BbIMNOJIHEHUSA

1. BbInosiHeH npuem (0CMOTpP, KOHCY/ibTalMsa) Bpaya-neamMaTpa Wiy Bpadva-TepanesTa nepBUYHbIn

Na/HeT

2. BbinosiHEHO NpoBeaeHne obwero (KIMHMYECKOro) aHannsa Mo4YM npu yCTaHOBEHMN AMarHo3a 1 aanee
He pexe 1 pa3a B 6 MecsiueB

[Na/HeTt

3. BbinonHeHO onpeaeneHne konuyectsa 6enika B CYTOYHOM Mo4ye, U UCCleoBaHMe YPOBHS anbbyMuHa,
oblero 6enKka U KpeaTUHWMHA B KPOBW C ornpeaefieHMeM CKOpPOCTM KJy604YKOBOW GuAbTpauum Mo
YPOBHIO KpeaTUHWHA KpPoBWM pacyeTHbIM MeToaoM(pCK®), uccnepoBaHue anbbyMUH-KpeaTUHUHOBOMO
COOTHOLLEHUNSA B MoYe (M/MNK COOTHOLEHUs 6enok/KpeaTUHUH MO4YKn: onpeaeneHne konuyectea benka
B CYTOYHOI MoOuYe, UcCCnefoBaHMe YPOBHS KpeaTMHUHA B MOYE) Mpu YCTAaHOBJIEHUW AMArHosa u ganee
He pexe 1p/6 mMec

HNa/HeT

4, BbINnONHEHO perncrpaums snekTpoKapAnorpaMmbl, MNpoBeAeHne 3xokapamorpadum, XonTepoBCKOro
MOHUTOPMPOBAHUS CEPAEYHOrO pPUTMa U CYTOYHOrO MOHUTOPUPOBAHUS apTepuasibHOro AAB/IEHUS BCEM
naumMeHTam C KNMHUYECKUMU Npu3Hakamu 6onesHn ®abpu B npouecce NoCTaHOBKM AMarHosa W ganee
B Npouecce AgucrnaHcepHoro HabnoaeHusa He pexe 1 p/12 mec

HNa/HeT

5. BbINnONHEHO Ha3HauyeHue/KoppeKTMpoBKa (EPMEHTHOM 3aMeCcTUTeNbHOW Tepanuu npenapaTaMu
A16AB04 arancupaszon 6eta** wnm A16ABO03 arancmpason anbda** naumeHTaMm C yCTaHOBNEHHbIM
anarHosom 6onesHb ®abpu (BCceM naumeHTaM My>XXCKOro mnosa nocne Bepudwukauum aAvarHosa
nabopaTtopHbIMK MeTOoAaMW C Lenblo AOCTMXKEHUs Haubonblel 3P@PeKTUBHOCTM Tepanuu; nuvuam
XKEHCKOoro nona ¢ 6onesHbto ®abpu, MMeOWMM NPU3HAKKM MPOrpecCUpyoLLero NopaxXeHns OpraHoB-
MULLEHEN, NPUBOASALMX K CHMXKEHUIO KayecTBa >XW3HWU: Kpusbl Pabpu wn/vnm pesuncteHTHas K
CTaHAAPTHOW Tepanuu peunanBupyoLlas UM XpoHndeckast HelponaTuyeckas 60/b B KUCTSX U CTONax
W/WUNN NepcucTupytowas npoTemHypus n/mamnm CHMXeHne ckopoctn knyboukoson dunbtpaunm <80 mn/
MWH/1,73 M2 wn/vnu nopaxeHwe cepaua W/WNW HapyLleHWss MO3roBOro KpoBoobpalieHus wu/vnu
vweMmnyeckne U3MeHeHUs rosIOBHOMO MO3ra, BbISIBJIEHHblE MPW MarHUTHO-pE30HaHCHOM ToMorpadumn
rofIoOBHOrO MO3ra)
Pm(nl\nm.qun =r=

HNa/HeT
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Ipuaoxkenue Al. CocraB padoued rpymnnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

. AHucumoBa MHra BagumMoBHa — K.M.H., 3aBEAyIOLIAsl OTAEIIOM OPraHMU3alMM MEJULUHCKOU
nomow PI'bHY «Menuko-reneTndeckuil Hay4Hbslid [eHTp M. akageMmuka H. I1. boukosay, iien

ACCOHI/IaHI/II/I MCINTIHMHCKHUX I'CHCTHUKOB

. bapanoB AJiekcanap AJiekcanapoBuu — akagemuk PAH, mpodeccop, a.M.H., TOYETHBIN
npe3ugeHT Coro3a nenuarpoB Poccum, coBetHuk pykoBonutenss HUM nenmarpum m oxpaHsl
snopoBbsi nereit HKI[ Ne 2 (IIKb PAH) ®I'bBHY «PHIIX wum. akan. b.B. IlerpoBckoro»,
npodeccop kadeapsl neauarpuu U aerckor peemaronoruu GIAOY «Ilepeeiit MIMY um. .M.
CeuenoBa» Munszapasa Poccun (CeueHOBCKUN YHUBEPCUTET), IIaBHBIMA BHEIITATHBIM CIIEUATIACT

nenuarp Munsapasa Poccun

. Bamakmanze Haro JI:xym0epoBHa — 1.M.H., 3aBeayroImias OTAeIOoM peakmx Oomnesneit HUU
neauaTpuu U oxpansl 340poBbs aereit HUW nenuarpuu u oxpansl 310poBbst geteir HKI] Neo 2
OI'BHY «PHIX um. akan. B.B. IlerpoBckoro», wien Coro3a neaumarpoB Poccum, mpodeccop
Kadeaps! GakylmpTeTCKOW meauaTpuu neauarpudeckoro daxkyinsreta GTAOY BO «PHUMY um.
H.H. ITuporosa» Munsapasa Poccuun

. BumineBa Enena AnekcanapoBHa - 1.M.H., npopeccop PAH, 3amecturens pykoBogutenss HUU
nequatpun u oxpanbl 3mopoBbs Aetedr HKII Ne 2 (IIKb PAH) ®I'BHY «PHIX wum. axan.
b.B.IletpoBckoro», MunoOpHayku 1o Hay4HOW padore, mpodeccop kadenpsl ¢akyabTeTCKON
neauarpun neguarpuyeckoro (¢pakynsrera ®I'bOY BO «PHUMY wum. H.U. Iluporosa»

Munsapasa Poccun, wien Coro3a neauarpos Poccun

. Boaruna Cpetiiana SlkoBineBHa — a.M.H., npodeccop kKadeapsr ®I'BOY BO «Kazauckuit

roCyAapCTBEHHbIN MEIUIIMHCKUN YHUBepcuTeT» Munsapasa Poccun

. /KupoB Urops BurajbeBH4 — J.M.H., BeAyIIH HAy4YHBI COTPYOHUK OTAena 3a00JieBaHUMN
MHOKapaa u cepaeuHod HenocratouHoctu PI'BY «HMUILL kapauonornn WMEHH akajemMuKa
E.N.Yazosa» Munsapaa Poccun, npodeccop kadenpsr kapauonoruun ®I'bOY JIIIO PMAHIIO
Munszapasa Poccun

. AKypxoBa Haraqusa BsiueciiaBoBHA - K.M.H., Benymui HayuHblid corpyanuk HUUW nenmnarpun n
oxpanbl 310poBbs jaeteit HKI[ Ne2 ®T'BHY «PHIIX um. akaa. b.B.IlerpoBckoroy», uinen Coro3a

neauatpoB Poccun, wien Accounanuy MEIUIMHCKUX T€HETUKOB

. 3axapoBa Exarepuna IOpbeBHa — 1.M.H., 3aBenyromias jgaboparopueil HacIEICTBEHHBIX
6onesneir oomena DI'BHY "Menuko-reHeTuyeckuili HaydyHbIM MEeHTp WM. akagemuka H.IL.
bouxoBa", wiien Poccuiickoro odmecTBa MEAUIMHCKUX T€HETUKOB, WIEH €BPOIEHCKOro o0IecTBa

10 U3YYCHUIO HACJIEICTBEHHBIX OoJie3Hel oOmMeHa BemiecTB (SSIEM)

. 3axapoBa Enena BukropoBHa — K.M.H., 3aBenytomias otaeneHueM Hedpoioruu Ne 24, Bpad-
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10.

11

12.

13.

14.

15.

16.

17.

18.

19.

Konunmmunckasa Cperiiana BacwibeBHa — K.M.H., JOLEHT lcciaenoBaTenbeKoro UeHTpa
VYuuepcutera JlaBans (r. KBeOek, Kanana), uien EBpornelickoil akajeMuu HEBPOJIOTHH, YJIEH
PaGoueit rpynmnel o Oonu EBpornelickoil akagemuun HeBposioruu, uieH EBpomeiickoit Cetu 1o
6onesnu ['entunrrona, unen llpesmamyma HanmonansHoro CoBeTa 3KCHEPTOB MO OpQaHHBIM

3360HCB3.HI/IHM, yjieH Poccuiickoro O6HleCTBa IO HCPBHO-MBIIICYHbBIM 3a00JICBaHUSIM

. Koctuk Muxann MwuxaiisioBud — J.M.H., npodeccop Kadeapbl TOCHUTATIBLHON Meauarpuu

OI'bOY BO Cankr-lIletepOyprckuii  TOoCyqapCTBEHHBI — MEAUATPUYCCKUA  METUIIMHCKHMA

yausepcuter M3 Poccun, Cankrt-IletepOypr

Ky3senkoBa Jlionmuia MuxaiijioBHa — 1.M.H., mnpodeccop, HadaldbHUK IIEHTpPA JETCKOU
TICUXOHEBPOJIOTHH, 3aBEAyIOllas OTACJIICHHEM TICUXOHEBPOJIOTMH U  ICUXOCOMATUYECKOU
naronorun  @GI'AY  "HayuHblli MEAMUMHCKHI HCCIENOBATENbCKUN LIEHTP 340pOBbs JaeTen"

Mun3sapasa Poccun

Kyues Cepreii UBanoBu4 — akagemuk PAH, n.m.H., mupexkrop ®T'BHY "Menuko-reneTnyeckuit

"

Hay4yHbId LeHTp uM. akaaemuka H.I1.boukosa
reHetukos (AMI)

, lIpe3mneHt Acconuanuu MEIUIMHCKUX

JlapuonoBa Bajgentnna HWabumamyHa — 1nM.H., OI'BHY "HHCTUTYT 3KCnepuMeEHTaIbHOU

MeauiuHel", wieH Poccuiickoro oOmecTBa MEAUIIMHCKUX T€HETHKOB

HMOB ausi BaaguMupoBHa — J.M.H., mpodeccop, 3aB. Kadeapol MeIUIMHCKOU
Maxkcumona 1O Baa OBHA , ,

renetuku u Ouomorun DI'BOY BO «HoBocubupckuii rocynapCTBEHHBIM MEIULIUMHCKUI
yHuBepcuteT» Munszapasa Poccun, 3aB. meauko-reHetudeckum otaenom ['b6Y3 HCO "I'Kb Ne 1",

yieH Accolranuy MEIUIUHCKUX TeHEeTUKOB (AMI)

MuxaiisioBa CBeriiana BuranbeBHa — 1.M.H., 3aBenytomasn ortaenenueM OI'BY «Poccuiickas

Jerckas Knuanueckas bonpauia» M3 PO

Moucee Cepreii BajenTnHOBHY — JA.M.H., 3aBeayrowmuid kadeapod BHYTPEHHUX,
npodeccuonanbubix Oonesneit u pesmaronoruu PIrAOY BO Ilepseiit MI'MY um. .M. CeuenoBa
(CeuenoBckuit ynusepcurer) M3 PO

MscaukoB Poman IlerpoBu4 — KM.H., B.H.C. OTIEJIIA KIWUHUYECKOM KapAUOJIOTHH,
PYKOBOJIUTENb KIMHUKHA CEPACYHOM HEIOCTATOYHOCTH OI'bY "HMMUMIL] Tepanuu wu

npoduiakTrueckoi MmeauuHb" MuH3ApaBa Poccun

HamazoBa-bapanoga Jleiisa CeiimypoBHa — axan. PAH, nmpodeccop, a.m.1H., npe3unent Corosa
neauatpoB Poccun; mact-npesuaent EPA/UNEPSA; pykoBoautens HUW nmenuatpun u oxpaHsl
3nopoBbs nereir HKI] Ne2 ®I'BHY «PHIIX um. akan. b.B.IlerpoBckoroy, 3aBeayronias kapeapou
dakynpTeTcKOM mnenuarpun neguarpuydeckoro ¢akynsreta ®I'BOY BO «PHUMY wum. H.U.
[Iuporoa» MunzapaBa Poccum, T7aBHBIM  BHEIUTATHBIM  JETCKAM  CHELMATUCT IO

npodunakrruueckoit meaunuae Munsapasa Poccuun
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20.

21.

22.

23.

24.

25.

26.

27.

28.

MamkoB Anekcanap BiaaguMupoBu4 — K.M.H., 3aB. OTJAEJIOM OTOPUHOJAPUHIOJIIOTUUA U
cypaonorun HUUM neauarpum u oxpansl 310poBbs aeteit HKL[ Ne2 (Kb PAH) ®I'BHY «PHIX

uMm. akajg. b.B.IlerpoBckoro»

IMoaksernoBa Tarbsina BaagumMupoBHA — K.M.H., C.H.C. 1aOOpaTopuu HEPBHBIX OONE3HEH Y
nered ®I'AY "HayuyHblil MEIUIMHCKUANA MCCIIEIOBATEIbCKUI LEHTP 310pOBbA Jereil”" Mun3apasa

Poccun

IlymkoB Anekcanap AJiekceeBHY — K.0.H., BEQyIIMH HAy4dHBIM COTPYIHHK jgaboparopuu
MeauuuHcko TeHoMukn @OI'AY "HMUIL[ 3pnopoBbs nerei" MwunzgpaBa Poccuum, — uneH

acCOIMaINK MEIUIIMHCKIX TeHeTHKOB (AMI')

CaBocTbsinoB Kupuian BukropoBuu — 1.0.H., HaYalbHUK MeEIUKO-TEHETUUECKOTO IIEHTpAa,
3aBeAyroui  jJaboparopueit wmeauruHckon TeHomuku DOIAY "HMMUIL 3mopoBest  mereid”
MunsapaBa Poccun, mpodeccop kadeapbl meauaTpud W OOMIECTBEHHOTO 310poBbi DIAY
"HMMUL] 3mopoBbsi aeteit”" MunznpaBa Poccun, uieH accolMaliid MEIUIMHCKUX T€HETHUKOB
(AMI)

Canoryé TI'aamna HwuxonaeBHa — K.M.H., JOIEHT, 3aBeAyromas Kadenpoid BHYTPEHHHX
oone3neit ®I'BY «C3OMMUILL umenu B. A. Anmazosay M3 PD

Ceaum3ssinoBa JIniusi PodepTroBHa — K.M.H., 3aB. OTI€JIOM CTaHAAPTU3AIMU U U3YUYEHHUS OCHOB
nokasarenbHo meauiuabl HUM nemuatpum u oxpansl 3a0poBbs getedt HKI[ Ne 2 ®I'BHY
«PHIX wum. akan. b.B.IletpoBckoro», noreHT kadenpsl neauaTpud M JETCKONM pPEBMATOJIOTUU
OIAOY  «leppiii MI'MY wum. HU.M. CeuenoBa» MunszapaBa Poccun (CeueHoBCcKuit
VYHuBepcuteT), AOUEHT Kadeapbl (axyIbTeTCKON MeauaTpud TeAuaTpUIecKoro ¢akyabTeTa

OI'bOY BO «PHUMY um. H.M. [Iuporosa» Munsapasa Poccun, wiien Coro3a neauarpos Poccun

CemaukuHa Aujaa HukojaeBHa — J.M.H., ILH.C. OTJCIICHHUS KIMHHYCCKOU TeHeTukn PI'BY
«MockoBckuit HUW neauarpun u nerckord xupypruu Munsnpasa Poccuny», wien Accouuaruu

MEAUIMHCKUX TeHEeTUKOB (AMI)

CvmupnoBa Oubra SIkoBjeBHA — BpayY-TEHETHK, CTapIIMil HAy4YHBIM COTPYIHHUK OTAENa
CTAHJApPTU3AalMM U W3Y4YEHUs OCHOB JoKazareiabHOM Mmeauuuubl HUW neguarpum n oxpaHsl
3nopoBbs gereid HKI Ne2 ®I'BHY «PHIIX nm. akan. b.B.Iletposckoroy, wien Coro3a neauarpos

Poccun, aiien Acconuanuy MEIUIIMHCKUX T€HETHKOB

CoxkoisioB AJiekceil AubOepToBHY — J.M.H., nipodeccop Kadenpsl BHYTPEHHUX OOIe€3HEU U
Hedponoruu 'bOY BIIO «CeBepo-3anaanbiii TOCYyIapCTBEHHbBIN MEIUIIMHCKUN YHUBEPCUTET UM.
N.1. MeunukoBa», C.H.C., HaYaJIbHUK otaeneHus Knmundeckoro LleHTpa skcTpakopnopaibHON
JNETOKCUKAIIMM BOEHHO-MEIUIIMHCKON aKaJeMHM, BEIyIIUA HAayYHBIM COTPYIHUK, PYKOBOJIUTEIND
rpynmnbsl 1O  HU3Y4YeHHIO  peAkux  Oone3Hedl  HayuHo-mccieqoBareiabCKOro  MHCTUTYTA
skcriepuMmeHTanpHol  Memunuabl  C30 PAMH, umen Cankrt-IletepOyprckoro  obrmiecTBa

MEJIMIIMHCKOMN T'CHCTHKU, HpeIICCI[aTCJ'IL Cosera OKCIICPTOB HamuonansHOM accouuanuu
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opraHu3anuii OONBHBIX peakuMu 3aboneBanusiMu «leHetuka», uimeH Menununckoro CoBera

OkceneproB CEE GN (LentpansHoil u Boctouno-EBporneiickoii [ enernueckoit Cern)

29. Cy6oorun Amutpuiit Muxaiisinosuu — Bpau-reHeTuk PI'BHY «Menuko-reHeTH4ecKuil HayYHbIi

LHCHTP UM. aKaJICMHUKa H. IL. BO‘—IKOB&)), YJICH ACCOHI/IaHI/II/I MCIUITMHCKUX I'€CHCTUKOB

30. CypkoB Anpapeii HukosaeBM4 — J.M.H., 3aBEAYIOIIMI OTAEIICHHEM TaCTPOIHTEPOJOTHH ISl
JIeTed  crauuoHapa Ui JeTeW, 3aBEAYIOIIMM  OTAEJIIOM  HAy4YHbBIX OCHOB  JE€TCKOU
racTPO’IHTEPOJIOTHH, TENaToNOru U MeTabonnueckux Hapymenuit HUU nenuarpum u oxpasl
3nopoBbs nereit HKI No2 (LIKb PAH) ®T'BHY «PHIIX um. akaa. b.B.IlerpoBckoro», npodeccop
Kadeapsl (pakyabTeTCKON menuarpuu neauarpudeckoro ¢akymsrera PIAOY BO PHUMY um.

H.. ITuporosa Mun3apasa Poccun

31. Tomuanna Haraabsa ApkaabeBHa — J.M.H., podeccop, 3aBeayromas kadeapoi nedponoruu B
dI'bY BO MI'MCY um. A.U. Esnokumosa

32. Ynanosa Oubra BacuabeBHa — k.M.H., OOO «Menuko-reHeTH4eCcKud LEHTP «leHoM»»,
npeaceaarens Hwuxkeropoackoro otaenenus POMI, pykoBomurtens lLleHTpa MeauuuHCKON
reaetuku ®I'bOY BO «I[TMMVY» Munzapasa Poccun, . Huxnuit Hosropoa

33. ®enoceenko Mapuna BaaauciiaBoBHa — K.M.H., 3aBeyIOIIasl OTIEJIOM pa3paOOTKU HAyYHBIX
MOAXOJ0B K UMMYHHU3AallMU MAllMEHTOB C OTKJIOHEHUSIMU B COCTOSIHUM 3JI0POBbS U XPOHUYECKUMU
Oosie3HsIMU, BEIYIIUH HAay4dHBI COTPYAHUK, Bpau-nienuarp HUW nennatpun m oXxpaHbl 310pOBBS
nereit HKL[ Ne 2 ®I'BHY «PHIX wum.b.B.IlerpoBckoro», noueHT kadenpsl (HhaKyIbTETCKOM
neauaTpun  neauarpudeckoro ¢akymprera ®I'bOY BO «PHUMY wum. H.M. Iluporosa»

Mumnszapasa Poccun, unen Coroza neauarpos Poccun

34. ®omun Bukrop BukropoBnu — un.-xkopp PAH, n.m.H., nmpopekTop no KIMHUYECKON padboTe u
JIOTIOTHUTENILHOMY TIpo(eccCOoHanbHOMY 00pa30BaHUIO, 3aBEAYIONINI Kadenpoil (haKyInbTeTCKOM
tepanuu Nel ®I'AOY BO Ilepsoiit MI'MY um. U.M. Ceuenona (CeueHoBCkMI yHUBEpcUTeT) M3
PO

35. Xapaan Mapus CepreeBHa — K.M.H., B.H.C. OTJ€Ja HAapyIIEHUH CEpJAECYHOrO0 pUTMA U

nposoaumoctu ®I'bBY "HMMUI] Tepanuu u npoduiiakruueckoi Mmeaunuubl" MuH3Apasa Poccum.

ABTOpBI TIOATBEPKAAIOT OTCYTCTBUE (UHAHCOBOM MONACPKKH/KOH(PIUKTa HHTEPECOB, KOTOPBIM

HE00X0IMMO 00HAPO0BATh.
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IIpunoxxenne A2. MeronoJiorusi paspadoTku
KJINHUYECKHUX PeKOMEHIAIMHT

Hacrosime pekoMeHOanuu mpeqHa3HAaueHbl JJIsi MPUMEHEHHUS MEIUIMHCKUMU OpTaHU3alUsIMU |
VUPSKICHUSIMU  (peepabHBIX, TEPPUTOPUATHHBIX W MYHHIIMIIATBHBIX OPraHOB  YIPABICHUS
37IpaBOOXPAHEHUEM, CUCTEM 0053aTEIbHOTO U JOOPOBOJIBLHOTO MEIUIIMHCKOTO CTPAXOBAHHUS, JIPYTUMHU
MEIUIWHCKAMU OpTaHU3allMsIMU Pa3IUYHBIX OPraHU3AIMOHHO-TIPABOBBIX (OPM  JIEATEIBHOCTH,
HANpaBJICHHON Ha OKa3aHWE METUIIMHCKON momomu. KiuHWYeckne peKoMEHIAlluu CO3/IaHbl Ha
OCHOBAaHHMH cHUCTeMaTu4eckoro o63opa nureparypsl 1992-2022 r. Medline (Pubmed version), Embase
(Dialog version) u Cochrane Library databases, ¢ ucmoib30BaHME€M CO3MaHHBIX MPOTOKOJIOB IIO

neueunto bd:

Biegstraaten M. et al. Recommendations for initiation and cessation of enzyme replacement therapy in
patients with Fabry disease: the European Fabry Working Group consensus document// Orphanet J
Rare Dis. 2015. Nel10. P.36;

Ramaswami U., Whybra C., Parini R. et al. FOS European Investigators. Clinical manifestations of
Fabry disease in children: data from the Fabry Outcome Survey// Acta Paediatr. 2006.V. 95. Nel. P.
86-92;

El Dib R., Gomaa H., Ortiz A., Politei J., Kapoor A., Barreto F. Enzyme replacement therapy for
Anderson-Fabry disease: A complementary overview of a Cochrane publication through a linear
regression and a pooled analysis of proportions from cohort studies// PLoS ONE. 2017. V.12. Ne3. P.
e0173358;

Alegra T., Vairo F., de Souza M.V., Krug B.C., Schwartz [.V. Enzyme replacement therapy for Fabry
disease: A systematic review and meta-analysis// Genet Mol Biol. 2012. V. 35. P. 947-54;

Spada M., Baron R., Elliott P.M. et al. The effect of enzyme replacement therapy on clinical outcomes
in paediatric patients with Fabry disease - A systematic literature review by a European panel of
experts. Mol Genet Metab. 2019. V.126. Ne3. P.212-23;

Germain D.P., Elliott P.M., Falissard B. et al. The effect of enzyme replacement therapy on clinical
outcomes in male patients with Fabry disease: A systematic literature review by a European panel of
experts// Mol Genet Metab Rep. 2019.V.19. P.100454;

Germain D.P., Arad M., Burlina A. et al. The effect of enzyme replacement therapy on clinical
outcomes in female patients with Fabry disease - A systematic literature review by a European panel of
experts// Mol Genet Metab. 2018. V.126. Ne3. P.224-35 .

[IIkansl OIEHKH YPOBHEH JOCTOBEpHOCTH nokazarenbcTB (Y/I/]) m onmeHkn ypoBHEH yOeauTeIbHOCTH

pexomennanuii (YYP) npuBenens! B Tabnunax 1-3.
LeneBasi aynuTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

1. Bpauu o01iieit BpaueOHOM MPaKTUKH (CEMEHHbIE BpauH ),
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2. Bpauu-nienuarpsi;
3. Bpauu-TepanesTsl;
4. Bpauu-reHeTUKH;
5. Bpauun-nabopaTopHbie TCHETHKH,
6. Bpauu-nedponoru;
7. Bpaun-kapinoJioruy;
8. Bpaun netckue-kapInoaory;
9. Bpauu-neBposnoruy;
10. Bpauu-racTposHTeponory;
11. Bpauu-sH10 CKOTTUCTHI;
12. Bpauu-peHTreHomnory;
13. Bpauu-nepMaToBEeHEPOJIOTH;
14. Bpauu-odTanbmMomnoru;
15. Bpauu pyHKIIMOHATHHONU TUATHOCTHUKHY;
16. Bpauu-ncuxuarpsi;
17. MeauIuHCKUE TICUXO0JIOTH;
18. Ctyaentsl MenuimHckux BY308B;
19. OGyuaroniuecs B OpAuHAType U HHTEPHATYPE

Hpuioxenne 1. Illkana OIEHKH YypOBHEH JOCTOBEPHOCTH JokaszarenbcTB (YIJ) mis meronoB

JUAarHoCTHUKH (III/IaI‘HOCTI/I'-IGCKI/IX BMCIH&TGJ'IBCTB)

yaa PacwundpoBka

1 CucrtemaTnyeckme 0630pbl  UCCNeAOBaHWI C  KOHTponeM pedepeHCHbIM MeTOAOM WU  CUCTeEMaTUYeckuii  0630p
paHAOMMU3MPOBAHHbIX KIMHUYECKMX UCCNEef0BaHUi C MPUMEHEHMEM MeTa-aHanmsa

2 OTpenbHble MccneaoBaHus C KOHTpOJ1EM pECDEDEHCHbIM METOA0OM WUNWN OTAENIbHbIE PAaHAOMU3UNPOBAHHbLIE KIIMHUYECKNE
nccnenoBaHunda M cucrteMmatTunyeckune 0630pb| nccnegoBaHmin noboro An3anHa, 3a WUCKKYEHUEM pPaHAOMU3UPOBAHHDbIX
KIMHUYEeCKNUX nccnegoBsaHnn, ¢ npuMeHeHnMeM MeTa-aHalimisa

3 WccnenoBaHuns 6e3 nNocnenoBaTenbHOr0 KOHTPOs pedepeHCHbIM METOAOM WM UCCNefoBaHUS C pedepeHCHbIM METOAO0M,
He SIBASOLWMMCA HE3aBUCUMbIM OT MUCCNEeAyeMOro MeToAa WM HEPAHAOMU3UPOBAHHbIE CPAaBHUTE/IbHbIE UCC/IEA0BAHNUS, B
TOM UYMCIIe KOrOPTHbIE UCC/IeA0BaHUS

4 HecpaBHUTENbHbIE NCCNEAOBAHWSA, ONMCAHUE KJIMHUYECKOro Cly4vas

5 MmeeTcsa nuwb 060CHOBaHME MeXaHU3Ma ﬂ,eVICTBMﬂ NN MHEHME 3KCNepToB
PEROMERIOBAHO K M3YYERN0 PEAARTOPAaMI CanTa MenYAnBep - tttps//meduniver.co




Ipunoxenne 2. Illkana OIEHKH YypOBHEH IJOCTOBEPHOCTH JoKaszarenbcTB (YIJ) mnsg meronoB

npodUIaKTUKK, JieueHusT W peabunuranuu (MpoUIaKTHUECKHX, JIe4eOHBbIX, PeaOUIMTAlMOHHBIX

BMEIIIATENIbCTB)

yan Pacwundposka

1 CuctemaTtnyeckuit 063op PKU ¢ npumeHeHnem meta-aHanmsa

2 OTpenbHble PKU 1 cuctematmdeckme 0630pbl nccnenosaHuii noboro aAmsarniHa, 3a uckntoveHveMm PKU, ¢ npuMeHeHnem
MeTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UCCNEA0BAHNS, B T.4. KOFOPTHbIE UCCIeA0BaHUS

4 HecpaBHUTeNbHble UCCNefOBaHUSA, OMUCaHWE KIWMHUYECKOro c/lyydas WauM cepuu Ccy4vyaeB, WCCNeAOBaHWUs <«Ciydan-
KOHTpO/b>»

5 NmeeTca nuwb o60CHOBaHWE MexaHu3Ma [eWCTBUSA BMellaTenbCTBa (AOKIMHUYECKUE WCCNeAOoBaHus) WAW MHeHue

3KCMnepToB

IIpunoxkenune 3. Illkana oueHku ypoBHeW yOenutenbHOCTH pekoMeHpanuit (YVYP) mns meronoB

MpOoUIIaKTUKY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIaKTUYECKHX, AUArHOCTUYECKHUX,

HG‘IC6HI)IX, pea6I/IHI/ITaHI/IOHHBIX BMeHIaTCHBCTB)

YYP PacwudpoBka

A CunbHas pekoMmeHzaumsa (Bce paccMaTpuBaemble Kputepun 3PHEKTUBHOCTU (MCXOAbI) SABASAKOTCA BaXKHbIMU, BCe
WCCrefoBaHMs MMEKT BbICOKOE WU YAOBSIETBOPUTENbHOE MEeTOA0JIOrMYeckoe KayecTBO, UX BbIBOAbl MO WHTEPECYHLNM
ncxoaam SBASKOTCS COracoBaHHbIMM)

B YcnoBHasa pekoMeHaauus (He BCe paccMaTpuBaemble Kputepuun 3DPeKTUBHOCTM (MCXOAbl) ABASKOTCS BaXKHbIMW, He BCe
WNCCNefoBaHMs MMEKT BbICOKOE WM YAOBJIETBOPUTENIbHOE METOAO0JIOrMYyeckoe KayecTBo W/uan ux BbIBOAbI MO
MHTEpEeCYoLWmMM NCX04aM He ABASIOTCA COrlacoBaHHbIMK)

C Cnabaa pekomeHgauma (OTCYTCTBME [OKasaTesNbCTB Hagnexallero KayectBa (BCe paccMaTpuBaeMble KpuUTepuu
3 DEKTUBHOCTUN (MCXOAbl) ABASIOTCS HEBAXHbIMW, BCE UCCNEAO0BaHWUSA MMEIOT HU3KOE METOAO0/I0rMYyeckoe KayecTBO U UX
BbIBOAbI MO MHTEPECYIOLWMM UCXOAAM He SABJISIOTCA COrlacoBaHHbIMM)

IHopsinox 00HOBICHUS KIMHUYECKUX PEKOMEHIALUIA.

Mexanu3M OOHOBJICHHS KIMHUYCCKUX PEKOMEHIAIMA TMpeaycMaTpUBaeT WX CHCTEMaTHYSCKYHO

AKTyaJIn3aluio — HC PCKE 4YCM OAWH pa3 B TPHU I'OJdd, a4 TAKIKC IIPU ITOSBJIICHUHU HOBBIX JAdHHBIX C

IIO3UIIUHN ,[[OKEI?»&TGJ'IBHOﬁ MCIWIIMHBI IIO0 BOIIpOCaM JWAIrHOCTHKH, JICUCHM, HpO(I)I/IJ'IaKTI/IKI/I u

peaduIuTay KOHKPETHBIX 3a00JIeBaHWM, HAJTUIMH 00OCHOBAHHBIX JIOMIOTHEHUI/3aMeUaHNl K paHee

yTBep)kaAEHHBIM KP, HO He vame | pasa B 6 mecsies.
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Ipuaoxkenue A3. CripaBouyHble MaTepPHAJIbI,

BKJII0YAsl COOTBETCTBHE NMOKA3AHNN K NPUMEHEHUIO U

10.

MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHUIO JIEKAPCTBEHHOIO Npenapara

. [Ipukaz Munszapasa Poccun ot 21 anpenst 2022 1. Ne 2741 «O0 yTBEp:KI€HUU MOPsIAKA OKa3aHUS

MEIUIIMHCKOW ITOMOIIM TAIMeHTaM C BPOXKJIECHHBIMU U (MJIM) HACJICICTBEHHBIMU 3a00I€BAaHUSIMI)

. Knuanueckne  pexomenmamuu  «luneprpoduueckas  kapauommonatus»  ID:  KP283,

(http://cr.rosminzdrav.ru/)

. Meronunueckoe pykoBoacTBO « Tpancrnantanus nouku» ID: MP34 (http://cr.rosminzdrav.ru/)

. [Ipukaz MunznpaBa Poccun (MunucrepctBo 3apaBooxpanenuss P®D) or 24 wnos6ps 2021 r

Ne 1094 «OO6 ytBepxkaeHun Ilopsiaka Ha3HaueHHsI JIEKAPCTBEHHBIX TMIpemapartoB, (opm
peuenTypHbeIX OJaHKOB Ha JIEKapCTBEHHbIE mpenaparsl, llopsanka odopmieHHs yKa3aHHBIX
OnaHKOB, HMX Yydera M XpaHeHus, (opMm OJaHKOB pELENTOB, COAEpKAUIMX Ha3HAUCHUE
HApKOTHYECKUX CPEJICTB WM TICUXOTPONHBIX BemiecTB, Ilopsiaka ©X  W3TOTOBJICHHS,
pacmpeniesieHusl, pPEerucTpalui, ydeTa W XpaHeHus, a Takke [IpaBunm odopmieHus OIaHKOB

peucnuToB, B TOM YUCJIC B (bopMe QJICKTPOHHBIX JTOKYMCHTOB

. MexxnyHapoaHas kiaccudukamus 00JIe3HEH, TpaBM U COCTOSHHUM, BIUSIOMIX Ha 370poBbe (MKbB

—10);

. [Ipukaz M3 P® ot 20 nexabpst 2012r. Ne 1183u «OO0 yTBep>KI€HUU HOMEHKIIATYPhI JOIKHOCTEH

MEIUITUHCKUX PAaOOTHUKOB U (hapMaIieBTUIECKUX PAOOTHHKOBY.

.Ipukaz M3 P® ot 23 wutons 2010 . Ne 541n. Enusbiil kBanu(pUKaIUOHHBIM CIPABOYHUK

JOHKHOCTEM  PYKOBOIWTENEH, CIENMATIMCTOB M CIyXKamux, pasaen KsammdukannoHHbIe

XapaKTEPUCTUKU JODKHOCTEH pabOTHUKOB B cdepe 3apaBOOXpaHEHUSI.

. ®enepanbHbiii 3akoH OT 25.12.2018 No 489 489-®3 «O BHeceHMM H3MEHEHHU B cTarbio 40

®enepanpHoro 3akoHa "OO o00s3aTenbHOM MEIUIIMHCKOM CTpaxoBaHMM B Poccuiickoi
Oenepanun” 1 PeaepanbHbiii 3akoH "OO OCHOBaxX OXpaHbI 370POBbs IpaxkaaH B Poccuiickoit

Oenepaunn” MO0 BONPOCAM KIMHUYECKUX PEKOMEH AN,

. [Ipukaz Mwunzapasa Poccun Ne 103w ot 28.02.2019 r. «O6 yTBepkaAeHHH TIOPSIKAa U CPOKOB

pa3pabOTKM KIMHMYECKUX PEKOMEHJALUN, UX MEepPecMOTpa, TUIMOBOM (OPMBI KIMHUYECKUX
peKOMeHJauMii M TpeOOBaHMM K WX CTPYKType, COCTaBy H HAy4HOW OOOCHOBAaHHOCTH,

BKJTIOYAEMOM B KIIMHMYECKHE PEKOMEH AN HH(POPMAIIII).

[Ipuka3 MunzgpaBa Poccun ot 13.10.2017 Ne  804n "OO yTBepKIEHUM HOMEHKIIATYpPHI

MEIUIIUHCKUX yCayT".
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Hpunoxenue A3.1. BoIpamkeHHOCTb KINHUYECKUX NMPosiBiaeHUu b® B pazHom

BO3pacTe

Aetn

Moapoctkun

B3pocnbie

AkponapecTesuu

AkponapecTe3nn

AkponapecTte3umu

Bosib B KOHEYHOCTAX

Bosib B KOHEYHOCTAX

Bonb B KOHEYHOCTAX

MopaxeHnsa porosuubl

[MopaxeHns xpycTanuka n porosuubl

[MopaxeHns xpycranmka n porosuubl

Jlnxopapnka Nnxopaaka Jlnxopaaka
Tennosas " xononosas Tennosas 7 xononosas Tennosas " xononosas
HenepeHoCMMoCTb HEenepeHoCMMoCTb HEenepeHoCcnMoCTb

[McnxocoumanbHble U3MEHEHNS

[McuxocounanbHble USMEHEHUS

[McnxocounanbHble U3SMEHEHUS

CHuXXeHune cnyxa

[MpoTenHypus

[poTenHypus

XKenyaoyHo-KuLeYyHble CUMNTOMBI

XKenyaoyHo-KULEeYHble CUMNTOMBI

AHrnokepaTomMmsbl

AHrnokepaToMmbl

YToMnsaemMocTb

YToMnsieMocTb

CHuxeHune cnyxa

[MoyeyHas HefOCTaTOYHOCTb

Cepneq Haa HEAOCTATOYHOCTb

WHcynbT

CHMXeHne cnyxa v WyM B yuwax

Numdenema

Hpumeuanue: Y JHCeHUUR C b®D cumnmomuoi NPOABGIAIOMCA NO3JHCE U BbIPAINCEHHOCNTb UX PA3TIUYHA.

Hpunoxenue A3.2. IuddepeHuunanbHass TMarHocTuka 0oJie3nu @adpu

Tvin HapyweHus AwvarHos

AHIMokepaTMoMbl

[MeTexmanbHasa Cblinb,

HacneacTBeHHas

reMopparmvyeckasa TenaHrmaktasua PeHato-Ocnepa-Bebepa,
aHrmokepatoma ®opgalica, aHrmokepatoma Mwubennu, orpaHumyeHHass HeBU@OpPMHas aHrMokepaToma
Tynosuwa, 6onesHb LUnHanepa, dyko3naos, raHrMMo3na03, acnapTaTrlloKO3aMUHYPUS U CManmaos.

BoneBoii cuHapom

OnabeTtnyeckas

M ankoronbHas 6onesas

nonvHenponaTus,
peBMaTOWAHbIN apTpUT, peBMaTuJyeckas Mxopasaka, SpuTpoMenanrus, cuHapoma PeliHo

nopdupuiiHaa noanHenponaTus.

MoyeyHasa natonorus

M3onmpoBaHHas NpoOTENHYPUS, MAaNIOCUMMTOMHbIN FNOMEpPYNOHEedPUT, MHTEPCTULUMANBbHbIN HedpUT

CepaeyHo-
cocyamncras cucrema

Kapavomeranus, apuTMna HEACHOro reHesa

KULIEYHbIN TPakKT.

OdTanbmonornyeckne JNlekapcTBeHHble odpTanbmMonaTnn (NpyM NpUMEHEHUM XN0POXMHOB, aMmogapoHa**)
HapyLueHus
XKenynouHo- CMHAPOM pa3fpaXeHHOro KuweyHuka, 6onesHb KpoHa
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Hpunoxenue A3.3. Kpurepun naznauenuss @3T

bes
:pusuakoa MoueuHble* CepaeuHble* LIHC* Bonb* HKKT*
CUMMNTOMOB
Knaccunyeckas [ebtoT B -MUKpoasb - rMnepTpo - 6B -Herpona - KK
B®, MyXUuHbI Bo3pacTe 16 6yMUHYpus dna mmokapaa (Knacc 2B) THnyeckas 6onb CUMMTOMbI
ner n (Knacc 1) (MTC >12 mm) - TWHA / (Knacc 2A) (Knacc
crtapue -NpoTEenNH 6es (mm c VHCYNbT - Herpona 2A, ecnm
(Knacc 2B) ypusa (Knacc 1) MUHUMaNbHbIMU (Knacc 2A) Tu4yeckass  605b, pa3BUIUCH
- CHUXEHne NposIB/IEHUAMN) - noteps | naxe npu B
YHKUMW  NOYeK dunbpo3a cnyxa C yCNoBMW MOJTHOIO Bo3pacTte
(CK® 60-90) (Knacc 1) Koppekumen KOHTpONSA ee Jilo) 16
(Knacc I) - NpU3HaKu no BO3pacTy 6oneyTonsaownMmn ner;
- rnoyeyHas HapyLlLueHus (Knacc 2B) (He BnMsieT Ha Knacc 2B,
HeJOoCTaTOYHOCTb cepaeyvHoro eXeHEBHYO0 ecnu
(CKo 45-60) putMa (Knacc I) AKTUBHOCTb) pa3BUInCH
(Knacc 2B) (Knacc 2B) B
BO3pacTe
CTapwe 16
ner)
Heknaccunueckas - MUKpoasb - rMnepTpo - 6B - Henpona -KK
B®, MyXUuHBbI 6yMUHYpus dna mmokapaa (Knacc 2B) THnyeckas 60nb CUMMTOMbI
(Knacc 1) (MTC >12 Mm) - TWA / (Knacc 2A) (Knacc
-NpoTenH 6es (wm c VHCYNbT - Herpona 2A, ecnun
ypus (Knacc 1) MUHUManb (Knacc 2A) Tuyeckass  6onb, pa3BuInCh
- CHUXEHne HbIMU - noteps | Aaxe npu B
GYHKUMM  noyek NpOsIBNEHNSMN) cnyxa C YCNOBUWU MOSTHOIO BO3pacTe
(CKo® 60-90) dunbpo3za Koppekumen KOHTpONSA ee o 16
(Knacc 2A) (Knacc 1) rno BO3pacTy 6oneyTonsaWwnMmM nerT;
- rnoyeyHas - MpU3HaKu (Knacc 2B) (He BnMsieT Ha Knacc 2B,
HeJOoCTaTOYHOCTb HapyLeHus eXeZHEBHYI0 ecnu
(CKo 45-60) cepaeYyHoro AKTUBHOCTb) pa3BUInCH
(Knacc 2B) putma (Knacc (Knacc 2B) B
1 BO3pacTe
CTapwe 16
ner)
Knaccunyeckas - MUKpoasb - rMnepTpo - 6B - Henpona - KK
B®, XeHLWnHbI 6yMUHYpus dna mmokapaa (Knacc 2B) THnyeckas 60nb CUMMTOMbI
(Knacc 2B) (MTC >12 MMm) - THA / (Knacc 2A) (Knacc
-NpoTenH 6es (nm c VHCYNbT - Henpona 2A, ecnm
ypus (Knacc 2B) MUHUMasbHbIMU (Knacc 2A) Tuyeckass  6onb, pa3BuInCh
- CHUXEHne NpOSIB/IEHVAMN) - noteps | naxe npu B
GYHKUMM  noyek dunbpo3a cnyxa C YyCNOBUW MOSTHOIO BO3pacTe
(CKo 60-90) (Knacc I) Koppekuuemn KOHTpons ee 0o 16
(Knacc 2A - npu3HaKkm no Bo3pacTty 6oneyTonsoWmMmMm neT;
- rnoyeyHas HapyLlweHus (Knacc 2B) (He BnnMseT Ha Knacc 2B,
HeJOoCTaTOYHOCTb cepAeyYHoro eXeHEBHYO0 ecnu
(CKo 45-60) putma (Knacc I) AKTUBHOCTD) pasBuanChb
(Knacc 2B) (Knacc 2B) B
BO3pacTe
cTapuwe 16
ner)
Heknaccunyeckas - MUKpoasib - rMnepTpo - 6B - Herpona - KK
B®, XeHLWnHbI 6yMUHYpus dna Mumokapaa (Knacc 2B) THnyeckas 6o0nb CUMMTOMbI
(Knacc 2B) (MTC >12 mm) - TWA / (Knacc 2A) (Knacc
-NpoTenH 6es (mm c VHCYNbT - Henpona 2A, ecnm
ypus (Knacc 2B) MUHUMasbHbIMU (Knacc 2A) Tuyeckass  6onb, pa3BuInCh
- CHUXEHNe NPOSIB/IEHNAMN) - noteps | naxe npu B
PyHKUMM  noyek ¢punbpo3za cnyxa C YCNOBUM TOSTHOIO BO3pacTe
(CKo 60-90) (Knacc 1) Koppekuuemn KOHTpONns ee 0o 16
(Knacc 2B) - MpU3HaKu rno BO3pacTy 6oneyTonsaWMUMM ner;
- rnoyeyHas HapyLleHns (Knacc 2B) (He BnnsieT Ha Knacc 2B,
HeJOoCTaTOYHOCTb cepAeyYHoro eXeHEBHY0 ecnu
(CKo 45-60) putma  (Knacc AKTUBHOCTD) pa3BuInCH
(Knacc 2B) 1 (Knacc 2B) B
BO3pacTe
ctapuwe 16
ner)

MokasaHusa k ®3T [26,79,80]:

MoueuHble (TpebyeTcs 1 60/1bLUOK KPUTEPUI NN 2 BTOPOCTENEHHbIX)

OCHOBHble KpuUTEpUun:
e Hedponatms ®abpu co cHuxeHHo CK® 2@
e CTOlMKaa npotenHypus =500 mMr/cyT/1,73 M 2 nocne NCKIOYEHUS APYIUX NPUYMH
e [laTonornsa BbICOKOro pucka npu 6moncmm novykm (rnomMepynsipHbii CKepo3, KaHasbleBas atpodus,

CcoCyanCTbI HUBPO3 UM CKNEPO3) — TONbKO MYXXUYMHbI
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bes3
npu3HakoB
n
cMMnToMoB

MoueuyHbie* CeppeuHblie* LLHC* Bonp* KKT*

BTopocTeneHHble KpUuTepum:

e MMnepdunbTpaums

e /30nMpoBaHHas npotenmHypust 300 mMr/cyT/1,73 M 2 1 Bbllue HOPMbI AN18 BO3pacTa U nona u
coxpaHsitoLlasics He MeHee 1 roga nocne UCKIYEHUS APYTUX NPUYKH

o INChYHKUMA NOYEeYHbIX KaHanbLeB

e [MNEepTOHMS NPOAOC/IKUTENBHOCTBIO HEe MeHee 1 roga

e [laToNnorMs BbICOKOro pucka npu 6moncumn noyku (rnoMepynockiepos, kaHaabuesas aTpodus,
COCYANUCTbIN HMOPO3 UM CKIEPO3) NPU HaNNYMM MOKA3aHMN — TOJIbKO KEHLLMHbI

CepaeuHbiii (Tpebyercsa 2 kputepus)

o LVWT >12 MM y MY>X4YMH 1 >11 MM Yy XKEHLMH

e IMMJIXX Ha 2-MepHolt axokapaunorpadum Ha 20% Bbllle BO3pacTHOM HOPMbI

e YBennyeHne MMX He MeHee yeM Ha 5 /M 2 B roz npu 3 n3MepeHnsx B TeYeHne Kak MUHUMYM 1 roaa
e Inactonmyeckas anchyHkumnsa JIXK npu AByXMEPHOW + AOMNIEpPOBCKON 3XoKapanorpadum

(cTeneHb 2 nn 3 B COOTBETCTBMM C peKoMeHAaunaMm AMepukaHcKoro obiectsa axokapanorpadunm
W/VNN HanuyMe aHoManuii B OTCIIEXMBAHUMN aKYCTUYECKMX MapKepoB)

e [oTeps OKPYXHOro rpagneHTa AecdopMaunm oT OCHOBaHWUSA A0 BepxyLkn JIXK

e YBenn4yeHne pasMepa NeBoro npeacepamst Ha 2-MepHoi axokapaunorpadum;

napacrepHasibHas nNpoekuns no AsMHHOM ocn JIXK >40 MM; nHaekc obbemMa nesoro

npeacepansa >34 Ma/m

e HapylueHus puTMa 1 NPOBOAMMOCTU: aTPUOBEHTPUKYNspHas 6nokaaa, ykopoyeHue nHtepsana PR,
6nokaga neBov HOXKM ny4dka 'nca, xenyao4ykosas Wan npeacepaHas TaxmaputMmns, CMHycoBas
6paankapansa (6e3 npuMeHeHUs npenapaToB C OTPULLATENIbHOM XPOHOTPOMHOM aKTUBHOCTbLIO) UK
Apyrue npu4mnHbl

e YMepeHHas Uau Taxenas peryprutauns raBHOro UaM MMTpasbHOro KnanaHa

e J1M mMunokapaa JIXK Ha MPT cepaua

e [MoBbiweHne ypoBHs NT-proBNP Bbille BepxHel rpaHunLbl HOPMbI AN BO3pacTa v nona

WY NOBbIWEHNE YPOBHS BbICOKOYYBCTBUTENIbLHOINO TPOMNOHMHA (3aMeCcTUTeNbHbIM nokasaTens pubposa)
6onee yem B ABa pa3a MpeBbIAET BEPXHIO MPaHMLy HOPMbI

HeBponorunueckuii (Tpebyerca 1 kputepuin)

e MpeablAyLWmMIA MHCYNbT UK TpaH3UMTOPHas UleMUYeckas ataka

e CunbHas HellponaTuyeckas 60/b, yCTOMUYMBAs K JIEYEHUIO

¢ BHe3anHasi 04HOCTOPOHHSAS NOTepsl C/lyxa, KOraa UCK/OYEHbl ApyrMe BO3MOXHbIE MPUYMHbI.

e OCTpas vweMmyeckas HelponaTus 3puTesIbHOro HepBa, KOraa UCK/oUYEHbl ApyrMe BO3MOXHbIE MPUYMHbI.

XenyaouyHo-kKuleYyHbleé CUMMNTOMbI

e 3HauUTeNbHbIE XeNyAOYHO-KMLWEeYHble CUMATOMbI, HE pearupyloLlmne Ha Apyrme BUAbl Ie4eHNs B TeyeHue

KaKk MMHMMYM 6 MecsaLeB UKW CBSA3aHHbIE C 3a4EPXXKON poCTa UM 3HAaYUTENbHbIM CHUXXEHMEM KayecTBa

XWU3HM [81].

a na CK® <60 mn/mMuH/1,73 M 2, XBIM 3-5 cTeneHn: He MeHee 2 COrnacoBaHHbIX OLEHOK WAn uaMepeHuit CK® B TeyeHne Kak

MWUHUMYM 3 MecsaueB; npu

CK® 60-90 Mn/MuH/1,73 M 2, XBI 2 cTeneHu: He MeHee 3 KOHKOPAAHTHbIX OLEHOK wunan mamepeHuii CK® He mMeHee 6 MecC C

HakNoHOM kKpuBo CK® 6onbLue

BO3PaCTHOW HOpMbl; Anst pCK® >135 ma/mMuH/1,73 M 2 : cHuwxeHne CK® Ha 15% unu HaknoH kpusolk CK® Bbille BO3pacTHOM

HOPMbI, U3MEPEHHOM

MeToAaMu SAepHOM MeanuMHbl. PacyeTHas CK® B 3TOM OTHOLIEHMW HE ABASIETCA TOYHOM M MO3TOMY HE MOXET 6bITb MCMOb30BaHa.

$0Kpau.leHm'-|: XBIM — xpoHuyeckas 6onesHb nodek; ®3T — depMeHTO3aMecTuTeNbHaa Tepanus; CKO® — ckopocTb kNybo4yKoBOW
WNbTpaLmnmn;

LGE — nosgHee ycuneHue ragonnHuem; MPT — MarHuTHo-pesoHaHcHass Tomorpadwusi; NT-proBNP — N-koHueBoW dparmMeHT

NpoOropMoHa

HaTpUIypeTnyecKoro nenTuaa ronoBHoro mosra; pCK® — pacuyeTHasi CKopocTb knyboukoBon dunbTpaumn; GL-3 —

rnoboTpunaosunnuepamma; nn3o-GL-3, rnoboTprnao3nncduHrosnH; JIXX — nesbii xenygoyvek; LVM — mMacca neBoro xenyaouka;

MMMJTXK — nHaekc Maccbl NeBoro xenyaoyka; LVWT— TonwmnHa CTEHKU NIEBOIr0 Xenyao4yka

Hpunoxenue A3.4. Kpurepun ormenbl 3T

YpoBeHb Yy6eAuTenbHOCTU U

Kputepumn oTtMmeHbI AOCTOBEPHOCTH
pekoMeHAauumu
Mponyck naumeHToM> 50% WHDY3Mn 1

MOCTOAHHbIE >KM3HEYrpoXalolWme WM TSXKeNble CBA3aHHble C MHdy3uel peakumu, He | 1
pearvpytoLwme Ha NpodurnakTnKy, HanpuMep aHadbunakcms

XXenaHve nauneHTa 1

TepMuHanbHasa ctagus 60ne3Hn noyek, 6€3 BO3IMOXHOCTU NMepecajku MOYKu, B COYETaHUU C 2A
TSHKENOU cepaeyHon HegoctaTouHOCThiO (IV knacc no NYHA)
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YpoBeHb Yy6eAuTenbHOCTU U

Kputepun oTMeHbl AOCTOBEPHOCTH
pekoMeHaaumm

TepMuHanbHas B® wnm  uHble  conyTcTBytowme  3aboneBaHnss  npu OXuaaemon 2B

NPOAOC/IKUTENBHOCTU XU3HU MeHee 1 roga

TAXenblh KOTHUTUBHbBIN AedpuumT ntobon aTnonornm 2B

OTcyTCcTBME OTBETa B TeyeHue 1 roga, ecnm eAuMHCTBEHHbIM MokasaHneMm kK ®3T aBnsaetcs 2B

HelponaTnyeckas 605b, Npy YCI0BUM MaKCUMasbHOro obbemMa noaaepXxunBatowlen tepanmmn™*

KpuTepun nporuBonokasaHuii k Hayany ®3T

YpoBeHb yb6eauTenbHOCTU WU

AOCTOBEPHOCTU
pekoMeHpaauun
Tsaxxenoe 3aboneBaHue cepaua C pacnpocTpaHeHHbiM ¢Gubpo3oM, ecnm nopa)eHue cepaua 1
ABNAETCA €ANHCTBEHHbIM NoKa3aHnem K ®3T
TepMuHanbHasa ctagus 6onesHn noyek, 6e3 BO3MOXHOCTU Mepecajku MOYKM, B COYETaHuu C 2A
TSXKENOW cepaeyHon HegoctaTodHOCTbiO (IV knacc no NYHA)
TepMuHanbHass B® wnuM  uHble  conyTcTBylowMe 3aboneBaHus nNpu  OXUAAEMOK 2B
NPOAO/IKMUTENIbHOCTU XU3HWN MeHee 1 roga
Taxenblh KOTHATUBHbBIN AeduumT ntobon 3Tnonornu 2B

IHpuioxkenune A3.5. MoHMTOpUPOBaHME MALMEHTOB ¢ 00J1e3HbI0 Padpu

UcxoaHo
Uccnepyembiii nokasaTenb S:;'-Iana Ao gaw)l'égb'e 'fg’:%'é'e Ka)kgble
gggri;eneﬂuﬂ 36 mec
Xanobbl, aHamMHe3, npoBeaeHue dursnkanbHoro obcnesoBaHus + +1
O6wune paHHbIe
MpoBeaeHne reHeTUYecKoro TeCTUPOBaHNSA U CEMENHOIO CKPUHMHIA +
OnpeneneHve akTUBHOCTU (bepMeHTa, OHK-gnarHoctunka +
MOHWTOPWUHI /1M30-[63 y NnauneHToB, nony4aowmx 3T + +
Moukwn
MouyeBMHa B CbIBOPOTKE KPOBMU + +
KpeaTuHWH B CbIBOPOTKE KPOBU + +
MoueBas KMC/0Ta B CbIBOPOTKE KPOBU + +
PacuetHas CKO + +
Lnctatun C B KpoBMZ + +
AnbbyMUHYpus/npotenHypus (nokasaTenb A0MXKeH 6biTb BblpaXeH Kak + +
OTHOLUEHME K KpeaTUHWHY B MOYEe WM NPOBOAMTCS MCCNef0BaHME MOYH,
cobpaHHOM 3a 24 vaca)
Y3W noyek + +
Cepaue
JKI + +2
Oxokapauorpadus + +2
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UcxopnHo
(n Ao

UccnepyeMbiii nokasaTesib Hauvana an’l'éﬂb'e ll(g’:g'::'e Kaxxpabie
npoBeAeHus 36 mec
D3T)

XonTepoBCcKOe MOHUTOPUPOBAHUE + +2

MPT cepaua ¢ T1-kapTupoBaHWeM + +

NT-proBNP2, ypoBeHb TponoHuHOB I, T (BbICOKOYYBCTBUTEMbHbI

TPOMOHWH)

HepBHas cucrtema (uepebpoBacky/siaspHas cucrtemMa)

MP-ToMorpacdunsa ronoBHoOro Mosra + +2

OueHka 6onun (BM3yasnbHO-aHanoroBas wkana oueHkn 6onm) + +

FracrpouMHTecTUHasbHafa cucrema

330daroracTpoayoAeHOCKONUs U/ UM KoONoHOCKonusa (Ana onpeaeneHus +

NOBpeXAEeHWUs WM BOCMANEeHUs CAUM3NCTOM o06onouku) U buoncus

KMLWEYHMKaZ (AN8 BbISBAEHWS HanMuus OTIOXeHMit Gb3 B HelpoHax

BOPCUHOK)

Mnasa

WccnenosaHme LWenesol namMmnoit? +

Koxxa

OueHKa aHrMokepaToM, CTaHAapTU3MpoBaHHble hoTorpadumn + +

Apyrvue nccnenoBaHus

ToHanbHas ayauomeTpus (noporosasi) /TOHanbHas ayAMOMETpUs B + +2

cBob6o4HOM 3BYKOBOM rnone/pevesas ayanomeTpusi/urposas

ayavoMeTpus/perncrpaums  CTauMOHapHbIX — CAYXOBbIX — Bbl3BaHHbIX

noteHumanos (ASSR TecT) (cTapwe 5 ner)

[Ipumeuanue:

I Ka)KIbIl BU3UT

2 qamie 110 ImoKa3aHuAM

Ipusoxkenue A3.6. 3a00p OMomarepuasa aJisi IPOBEJCHUSA JUATHOCTUKH B
NMATHAX BBICYLHICHHOW KPOBU
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Kpoer coOHpaeTcd Ha CTAHTAPTHRIH TecT-

5 . =,
OI2HEK, KOTODEHIH IIpHMEHASTcd 011 CEPHHHHTA I. . . . .'
HOBOPOEICHHEEIX B Poccuiicko® $epepansn
ba Fi ' & v Ha

HIH AHATOTHIHEE 18 OOOYHICHHA CYXEOIo

Eannw goasHs moasoCcTs D NPonHTaTk EpYEEW C EEPI_HE a LT
He kacaitecs obAacTi, nponMTaHHOf KpoDs0

TMATHA KpOBH. KpoER MOEeT OHITh, Kak

KalHIIApHad (H3 Nanbla, [ATKH), TaKk H . .
EeHO3Ha1 DeHo3Has EpPOEb co0OHpaeIcA B
npobEPEY, AEEYPATHO [EpeMEITHEASTCE H

3ATEM EHE’I‘[JIL‘I C MOMOIOBED IMHMNETEH HAHOCHTCA PHC}':HOK 1 Oﬁpazeu NPaEHILHOTO

Ha TecT-Onmamk — mo 25-30 MEJ KpoBH Ha HaHeceHHA KPORH Ha TecT-0MaHK

ELEIVE BEIZeNeHHVED 00macts. Heobxogmmo

""—‘\‘ j .-ll-.\‘ "(.— -..\ f'-h'\ ’u-n-u-\
XOpOoIlo OPONHIATEH EBEIAEICHHYED 0071acIk Ha i I\ I I Y | }
Nl N N__S N N__J
i
tpameTpe (pHc. 1). IlpegnoararensHo cobHpars w03 o 22310 DOOOCRCAWEOT
Xpasname mpe +2 - 425 C*
o0pazuu mocae egul wepes 40 mmHYT — 1 Hac.
Bo3MoHO Tak#e OCYINECTEHTE 3300p KPOBH H
HATOIIAK. I
4] 6 0010608
Ha tecr-Gnaske o0g33TeMsHO IOMLEHE OHITE e
9eTEO VEazaeel PHO, KeM H 0TEYIa HanpaeneH P —— L
TIANMHEHT, JATA POEICHEE H TencdoH IeTamero PHD Beava
BEpada (pHCYHOK 2). ity | Topon / Aapec
O@pazen cyxoro IATHA KPOBH BKIATHEAETCA
E-rrpll mpdeia
E 9HCTHEIH KOHESPT, THOO B 9HCTREA dafn. Tect-
Tanedon A

OnaHK He OOTAEH COOPHEACATECT C I“pHEHGﬁ =
ECT
[Jeates []nosne [ Jrowe [ Janc: [ Jues-cra []ume-GLs

TMOEEpXHOCTER) H ¢ 00pasmaMe VIHX
P P AR ] commdimnsit copusmnr. Wyragms

NanHeHToE. Heodxogmmo  OpHIOEKHIE K

obpazmaM HEQOPMHPOBAHHELE COTIIACHA Prcyror 2. Obpazen TecT-0mIaHEa

MAMHEHTA HIH Er'0 3aK0HHEIX HpE,E[CTE.EHTE‘JIEfI

Ha IIPOEEAEHHE JEEDPETDPHI:IX HCC.]IE‘.',I[DBE.E]'If:I

AJITOPUTM JIeliCTBUIT MeIUIMHCKOI0 NEPCOHAJIA P B3ITHU 00pa310B KPOBH

BBIMBITh PYKH (TUTUEHUYECKUN YPOBEHB), HA/IETh MEPYATKH,

BBIMBITh PYKH NAIlMEHTA (MSITKY peOeHKa, B CIIy4ae €clid KpOBb OepeTcs U3 MATKH);

MpOTEepeTh O0NacCTh TMPOKAJIBIBAaHUS CTEpUIbHONW candeTkoi, cmoueHHor 70% crmuprom,

IPOMOKHYTh ~ CYXOH  CTEpHJIbHOM  Cal(eTKOW; MPOKOJOTh  CTEPUIIBHBIM  OZHOPA30BbIM

CKapu(pUKaTOpoOM;
CHSITh TIEPBYIO KAIUTIO KPOBU CTEPHIIBHBIM CyXHUM TaMIIOHOM;
MSTKO HaJIaBUTh JIsl MOTYUYEHUSI BTOPOM Karliid KpOBU;

MNPUIIOKUTD ICPIICHAUKYIIIPHO TeCT-OJIaHK K KaIlie KpOBH U IIPOIMUTATH €I'0 KPOBBIO HACKBO3b,
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e AQHAJOTHUYHBIM O0pa30M HAaHECTH Ha TeCT-OMaHK 6-8 Kamenb, BUJ TATEH KPOBU JODKEH OBITh

OJMHAKOBBIM C 00enx CTOPOH.

e BLICYIIWNTH TecT-0JIaHK B TOPU30HTAJIbHOM ITOJOXXCHHHU Ha YUCTOM O6C3)I(I’Ip€HHOI>i IMOBCPXHOCTHU HE

MeHee 4 1 0e3 MNPpUMCHCHUA TEILUIOBOM 06pa6OTKI/I " nonaaaHus IpAMBIX COJTHCHHBIX nyqeﬁ;

e YMaKOBaTh TECT-OJIAHKM B UHUCTBI KOHBEPT TakuM oOOpa3oM, YTOObI TMSITHA KPOBU HE

COIPHUKACAJIHCH.
Oco0ennocTu npu HH(QY3UOHHOM Tepanun

Hexoropeie manueHTsl MOTYT HOJIy4yarh WH(QY3HOHHYIO TE€paruio, epeuBaHue KOMIIOHEHTOB KpPOBH,
YTO MOXKET OKa3aTh BIIMSHUE Ha Pe3yJbTaThl TeCTOB. Hampumep, npu nepenvBaHuM IUIa3Mbl KPOBU
MOTYT OBITh MOJYYEHBI JIOXKHOOTPUIIATEIbHBIC PE3YyIbTaThl, TaK Kak ompenensemMbie (epMeHTHI
HaxOMATCs B IJIa3Me U B KJIETKaX KPOBU. PEKOMEHIyeTCsl OCYIIECTBUTH 3a00p KpOBU sl hepMEHTHOU
u JIHK-auarnoctuku He 9 panee yeM uepes 6-7 nHEN NOcCie NEeperMBaHus IUIa3Mbl KPOBU U uepe3 /-

10 nHel nocie nepenuBaHusi KOMIIOHEHTOB KPOBU

He nonyckaercs 3a00p KpoBH

e Cpazy MocJje NPoBEeACHUS MAMEHTY UH(PY3UOHHOU TEparuy;
e Cpasy IOCJE 3aMEHHOTO MEepPEINBaHUSI KPOBHU.

XpaHeHUe M TPAHCIIOPTHPOBKA OMoMaTepuaJia

OOpa31pl BHICYIICHHBIX MSITEH KPOBU MOYXKHO XpaHUTh B OOBIYHON Kamepe xonoawibHuka npu +4 C 1o
ornpaBku. CpoK XpaHEHHUs 10 MOMEHTA OTIpPaBKU HE JIOJDKEH MpeBbImaTh 7 aHei. Ecnu xpaHuTh
JoNbIe W Tpu OoJiee BBICOKOW TeMIeparype, TO aKTUBHOCTh (EpMEHTa Jake B HOPME MOXKET

CHWIKATHCA, UYTO IPUBCACT K JIOKHOIIOJIOKHUTCIIbHBIM PE3YJIbTATaAM.
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Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya

Mpu3aHaku 6@ y naumenTa mam 6O y
POACTBEHHWKOB

Na6opatopHas AnarHoCcTMKa

Oudd.AMarHOCTHMKE C

APYTHMKA
3abonesaHMAamm

HOwarnos
NoaTBEpHAEH?

MmeroTca
NoKasaHWA K
@©3T?

HET MOHUTOPKMHT
COCTOAHMWA MaLWEHTA

Tepanua

3T dpberTUEHA?

PaccmoTpe HUA BO3MOMHOCTER
APYrvx MeTo[,08 edeHKA (B
TOM YMC/IE TPAHCTUTAHTALLMA

OopraHos)
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Ipuwioxenue B. Unpopmanus 1Jis manmeHTa

bone3ns ®abpu (bD) wnm Gonesnr Annmepcona-dabpu — penkoe HaclIeACTBEHHOE 3aboiieBaHUE,

KOTOPOC OTHOCHUTCA K JIN30COMHBIM 00JIe3HsIM HAKOILJICHHUS.
Kaunudeckne MposAIBJICHUA.

IIpu Oonesnu dabpu cTpajgaroT MPAKTHUECKH BCE CHCTEMBI OpPraHOB. Y MHOTHX HAOMIONAIOTCS
Helponarudeckas 00b (Kryuue OONM B KHCTSAX M CTOIAX, YCHJIMBAIOIIHUECS B JKapKylO MOTOMY, MpU
(du3nyeckoil HarpysKe), KO>KHbIE MPOSBICHUS (AaHTHOKEPATOMBbl), HApYyILIEHHE MOTOOTAeNeHUs (TUIIOo-,
aHTUZIPO3), TOpaXKeHHe NepuPepruuecKkod U LEHTPAIbHONM HEPBHOM CUCTEMBbI (MHCYIBT), MOYEK,

cep/ilia, opraHa 3peHus (BUXpEBUIHAS KePaTONaTHsl ), KeIyJOUYHO-KUIIIEYHOTO TPAKTA.

[Tpu xnaccuyeckoit popme 3aboseBanue HaunHaeTcs B 4-12 €T u XxapakTepusyeTcsi HepuoIuIeCKUMU
00JISIMU MPEUMYIIECTBEHHO B KHUCTAX M CTOIMAX, UHOTAA OOJb JIOKAJTU3YETCs B KUBOTE U MPUCTYTbI
HAallOMHUHAIOT alMeHIUIUT. bomu ycHamBaroTCS MpH TMOBBIMICHUH TEMIIEpaTypbl Tena, (PU3NYeCKUX
Harpy3kax, B JKapKylo M XOJOAHYIO noroay. boam moryt mporekars nmo Tumy kpusoB. C Bo3zpacToM

00s1eBbIe KPU3bl OOBIYHO YMEHBILIAIOTCS.

OpaHuM W3 SPKUX CHUMITOMOB SBIISIOTCS AHTHOKEPATOMBI, KOTOPbIE €CTh MPAKTUYECKH y BCEX
nanueHToB. [lo pasmepy 310 HeGomplne, ¢ OyJaBOUHYIO TOJOBKY, OOpa3oBaHUs — KPACHOIO WJIU
0arpoBoro 1BeTa, MJIOCKUWE WM MPUIIOIHATHIE HaJ MOBEPXHOCTHIO KOKH. Yallle BCEro MOSBISIOTCA
aHTMOKEpPaTOMbl B HIDKHEW YacTH >KMBOTA, PACHpPOCTpaHSsACh Ha Apyrue ydactku tena. OHM He

IMPUYUHAOT 0c000ro 0eCrnoKoicTBa — TOJILKO €CJIH HE 3aTparuBarOT BCIO ITOBEPXHOCTD TCJIA.

[Topaxxenue nouek npu b® Haba0Ma€TCS MPAKTUYECKH Y BCEX MY>KUMH U Y MHOTUX >KEHITUH nociie 40

JICT, 9TO IPUBOJIMT K TTOUYCIHON HETOCTATOYHOCTH M TPeOyeT MPOBEICHUE TeMOIHATH3A.

VY MHOruX ManMeHTOB C BO3PACTOM pa3BUBAETCS TUNEPTpOodUs MHOKapAa, KaTapakTa M HapylleHHE

ciyxa.
IpuunHbl 00/1e3HM Padpw.

bonesnp obycnonena mytanusmu B reHe GLA, KOTOpBIA KOaupyeT (EpPMEHT o-Tanakro3unasy (A-
['AJT). DTOT pepMEHT yHacTBYeT B peaklUAX PACUIETNIEHUSI OCOOBIX )KMPOB — TIIUKOC(HUHTOIUIUIOB.
B pesynbrare HEIOCTaTOYHOCTH (PEPMEHTA MPOUCXOJUT HAKOIJICHUWE TIIMKOC(UHTOIUINUIOB B

Pa3JIMYHBIX OpraHax v TKaHAX.

I'en GLA pacnionoxkeH Ha X-XpoMocoMe U 3a00s1eBaHne UMeeT X-CIEeTUICHHBIM TUM HaciaeaoBaHus. Ho
B OTIMYUU OT MHOTHX Jpyrux X-CLEMJIEHHBIX PEIECCUBHBIX 3a0oneBaHuid, 60-70% >KeHIIUH —
TETEPO3UTOTHBIX HOCUTEJIbHUI] UMEIOT KIIMHUYECKUE TIPOSIBIICHUSI, TPUYEM MHOTAA TaKUE K€ TSHKEIIbIE,

KaK U y OOJIbHBIX MYXXYHH.

Jlonroe Bpemsi cuMTanoch, uto b® oueHb peakoe 3abojieBaHME, HO CKPHHUHTOBOE HCCIICIOBAHUEC B

Nrtanuu noka3ano yIuBUTEIHHO BBICOKYIO YacTOTY 3Toi 6one3Hu: 1:3100 HOBOPOKIACHHBIX MATBYMKOB
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UMeNd HU3Kyo akTUBHOCTh A-I'AJI A u myrtauuu B reHe GLA. 11o3TOMy BO3MOXHO, YTO MHOTHE

clydan 3a00JIeBaHUs TaK U OCTAIOTCS HE AUArHoCTUPOBaHHBIMMU.

UtoOb1 BeIiBUTH b®, Bo MHOTMX cTpaHaxXx, B TOM uucie B Poccum, 00CIemyroT MalMeHTOB W3

OTJICICHUMN reMoaunainia, HEBPOJIOTHYCCKHUX U KapANOJIOTHUYCCKUX CTAlIMOHAPOB.
Kak YCTaHaBJIUBAIOT JHArHO3.

Bpaqn Ha OCHOBAHHNH KIMHHUYCCKHUX CHUMIITOMOB MOTYT 3allOAO0O3PUTH 0one3Hb. 3areM IMPOBOIATCA

nabopaTopHbIe TECThl U UHCTPYMEHTAJIBHOE UCCIIeIOBAaHUE.

Tounblii gUarHo3 MOXXKHO YCTaHOBUTH, HW3MEPUB AaKTUBHOCTh (epMeHTa, WM ONpPEIesIvB
KOHILIEHTPALMIO JIN30C(UHTONMUNUIA -1u30-1 63 B KpoBU. JlJig 3TOro 10CTaTOYHO cOOpaTh KPOBb Ha
KapTOUKYy-(pHIBTp M3 Majblla WIM U3 BEHbL. Takue KapTOUKU €CTh B JIIOOOW MEIUKO-T€HETHYECKOU

KOHCYJIbTAallM U B ITIOJIMKIIMHHUKE.

TouHbIlN JAUArao3 BaXCH OJIS1 MCIHUKO-I'CHCTUYCCKOI'O KOHCYJIIbTUPOBAHUS, HpeHaTaHBHOfI JUarHoCTHUKH

3a00J1€BaHMsI, YCTAHOBIICHHS HOCUTEILCTBA.
Jleuenme.

s B® paszpaboran >3hpexTuBHBII MeTOA JeueHus — GpepMeHTHO-3aMecTuTenbHas tepanus (D3T),
MO9TOMY PaHHSAS AMAarHOCTHKA 3a00JIeBaHUs UMeeT OOJbIIOe MpaKkTHUeckoe 3HaueHne. K coxanenuto,
YacTh CIy4YaeB JMATHOCTUPYETCS HA MO3JAHUX CTaAUSIX OOJIE3HU, YTO HE JAaeT BOZMOXKHOCTH MOJTYUUTh
3HaunTenbHbIN 3 dexT O3T. Omnako, Ha M000# cTaauu Oone3nn Hadao O3T mo3BoIseT 3aMeITUTh

MPOrPECCUPOBAHUE U CMATYNUTH KIIMHUYECKHUE CUMIITOMBI.
Poab ceMbHu U manueHTa.

Ha IMpUMEpe b® MoXHO TmOKa3aTh BaXXHOCTb COCTaBJICHUS pOI[OCJ'IOBHOﬁ )41 O6CJ'ICI[OBaHI/IH
POACTBCHHHUKOB. C‘-II/ITaeTCH, 4TO, YCTAHOBHB OHWArfo3 y OAHOIO IIAlMCHTA, IIpU O6CJICI[OBaHI/II/I
POACTBCHHHUKOB MOXXHO HAWUTU caIc 5 OOJBHBIX Ha Pa3HbIX CTAAUAX 00JIE3BHU — OT MMPaKTHYCCKHU

0ECCUMIITOMHOM 10 TSXKEJIOM.

[Tatmentsl ¢ B® Moryr moMoub CBOMM POAHBIM, MPOCTO COOOILIMB MM O HEOOXOJUMOCTH MPOWUTHU
nuarHoctuky. Ecim nuarHo3 OydeT yCTaHOBJIEH paHO — JO Hadalla HEeOOpaTUMBIX W3MEHEHHM
BHYTPEHHUX OpraHoB, JieueHue Oyzner ropasno s¢dextuBHee. Jleyamuil Bpad UM Bpau-T€HETHK He
UMEET IpaBa pas3riaiiaTh MEJUIUHCKYI0 HHPOPMAIUIO, TI0ATOMY Cy/b0a POJHBIX — LIEJIMKOM B pyKax

CaMuX IIalTMCHTOB.

Ponnbie Oparbs U cecTphl, BCE POJCTBEHHHUKH 10 MAaTEPUHCKOW JIMHUU — S, TETH U JIBOIOPOJHBIC
OpaThsi U CECTPhbl JIOJKHBI ObITh MPOMH(DOPMHUPOBAHBI O HEOOXOIMMOCTH TECTUpOBaHUS. B cembsx
00JI€3Hb MOXKET MPOSBISTHCS MO-PA3HOMY. Y MYXYMH YacThIM OCJIOKHEHHeM mocie 40 et sBiseTcs
noyeyHasi HeJOCTaTo4yHOCTb. Ho B paHHEM Bo3pacTe OCHOBHAs kajloba — 3TO aKpoIlapacTe3uw,
aHrMokepaToMbl. JKeHIMH MOryT OeCIOKOUTh O0JH, a MoYeyHasi HEJOCTaTOYHOCTh BCTPEUAETCS PEXKeE

A MOXET Pa3BHUBAThbCSA B MO3IAHEM Bo3pacte. [IpoBeneHne MONEKYISPHO-TEHETUYECKOTO aHAIn3a,
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HaIIPaBJICHHOTO Ha BBIABICHUE CeMEHHON MyTaluu reHa GLA moka3aHo CIEAYIOIINM POJICTBEHHUKAM

nmanucHrTa:

JI1sl IpoGaHaa MY>KCKOTO MoJIa:

10.

11

12.

13.

14.

15

. MaTh
. Jodepu

. Opaths U cecTpsl

. CBOJIHBIE OpaThsi M CECTPHI IO MaTEePH

. IeJ TI0 MaTepUHCKOM JIMHUU

. 6aly1ika 1Mo MaTepruHCKOMN JTMHUN

. IETU To4Yepen

. OpaThs U CECTPBI MaTEPH

. Touepu OpaTbeB

JETH CECTEP

. I0YepH TIEMSHHUKOB

JIETH TIIEMSHHUI]

JIBOIOPOHBIC OPaThs U CECTPHI 0 MATEPUHCKOHN JIMHUN
JI0YepHu BHYKOB (TIPaBHYYKH) 110 JIMHUU JOUYEPEit

. IETH BHYY€K (IIpaBHYKU U IPaBHYYKH) 110 JIMHUU JJOUEPEM

Jl1s1 mpo0aH/ia sKeHCKOoro 1moJja:

1

2

3

4

5

6

7

. MaThb
. oTer|

. Aetu

. 6aly1ka Mo MaTepUHCKOMN JTMHUN
. Iely1IKa 110 MaTe€pUHCKON JIMHUU
. 6a0ynIka Mo OTIOBCKOM JINHUU

. IEYIIKA M0 OTI{OBCKOM JTMHUU
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10.

1.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21

. OpaThs U cecTphI

. CBOJIHBIE OpaThsi U CECTPHI [0 MATEPUHCKOU JTUHUU

CBOJIHBIE CECTPBI IO OTIIOBCKOM JIMHUU

BHYKH U BHYUKHU

Oparbst U CeCTpbl MaTepu

OpaThs ¥ CECTPHI OTIIA

no4yepu OpaTbeB

JIETU CECTEP

J0YepU BHYKOB (MIPaBHYYKH)

JIETH BHYYEK (MMPAaBHYKHU U MIPABHYYKH )
JBOIOPOAHBIEC OPaThsl U CECTPHI 110 JIMHUKU MaTEPH
JBOIOPOJIHBIEC OpaThsi U CECTPHI MO JTUHUH OTLIA

A04YCpHU IJIICMSAHHUKOB

. AC€TH TNNICMAHHUIL
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Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMEeHIalusAX

He npumenumo.
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