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Tele/IHLI n onpeaecacHus
JInzocomHble 00JIe3HH HAKOIUIEHUS] — TpyINa HACJIEICTBEHHBIX MOHOTCHHBIX
3a00JIeBaHNH, CBSI3aHHBIX C HAPYIIEHUEM (DYHKITUH JTH30COM.
@depMeHTHAsI 3aMeCTHTeIbHAs Tepamusi — JCUCHUE, 3AKIIOYAIONIEecs BO BBEACHUH
(GepMeHTOB (B TOM 4HCIe M PEKOMOMHAHTHBIX) IMAllMEHTAM C HACJCICTBCHHBIM Je(pEeKTOM

MeTadoIn3Ma.



1. KpaTrkas nadopmanus no 3a00/1eBAaHUI0 WJIH COCTOSTHUIO (TpyIme

3a200J1eBaHUI UJIM COCTOSIHUM)

1.1 Omnpeaejaenne 3a00J1€eBaAHMS WM _COCTOAHUA _(Tpvnnbl _3a00JIeBAHUI__MJIN

COCTOSTHMI)

Hedunut mm3ocomuoi kucnon nunassl (JJIKJI) — mporpeccupyroriee HacieICTBEHHOE

3a0oneBaHne, B OCHOBE KOTOporo JnexuT nedexkr rena LIPA, xomupyromero ¢epment
TU30cOMHYI0 Kuciyto smmnazy (JIKJI), mpuBomsdmuii Kk HaKOIUICHUIO 3(PHUPOB XOJECTEPHHA U

TPUTJIHMIIEPUIOB B OpraHax u Tkausx [1-3].

1.2 ITHOJOrug M NaToreHes 3a00JJeBaAaHUA MM COCTOSHHUSA (rpyvnnbl 3200J1eBaHU

WJIU COCTOSTHMI)

JUIKJI wmaciemyeTcss MO ayTOCOMHO-PEIIECCHBHOMY THIY. 3a00JieBaHUE CBS3aHO C
mytanusimu resa LIPA, kotopsiit kaptupoBan Ha 10 xpomocome (10q23.31). B mexyHapoaHoi
0a3e JaHHBIX MO0 MyTAlUSIM YeJoBeka - onrcano okono 100 myranuii B rere LIPA, mpuBopsimx
Kk HapymeHuto ¢yHkuuu ¢epmenta. Ilpu JJIKJI HOHceHc-myTaluu, KpyIHBIE MEPECTPOUKHU
reHa, MyTalud CO CJBUIOM paMKHM CUWUTHIBaHHS, B TOMO3MIOTHOM WM KOMIIAyHJ-
reTepO3UTOTHOM COCTOSIHMM, KaK MPaBWIJIO, BBIABISIOT HPU TSOKENbIX (Gopmax 3aboseBaHUs
[1,3,4]. HaubGonee pacrnpocTpaHEHHbBI MATOTCHHBIH ajulellb — CHHOHMMHYHAs 3aMCHa,
Hapylamomas cait crutaiicura B sk30He 8 ¢.894G>A (E8SIM-1G> A), sBnsercss NpuunHON
3a0osieBaHus B OoJiee yeM IOJIOBUHE ONMyOIMKOBaHHBIX ciiy4yaeB. Hannuue naHHoro BapuaHTa B
TOMO3UTOTHOM MJIM KOMIIAyHJ-TETEPO3UTOTHOM COCTOSIHMM coxpaHseT 3 — 5% ocTtarouHoi
aktusHoctH JIKJI [1 — 3].

B Hopme mnomaBmme B JM30COMY IYTEM PELENTOP-ONOCPEIOBAHHOTO 3HJIOIMTO3a
HelTpajbHble JKUPBl (3(QUPBHl XOJIECTEPUHA M, B MEHBbUIEH CTENeHH, TPUTIULEPHUAbI) MOJ
Bo3zaerictBueM JIKJI pacmerustorcs 10 CBOOOJHOTO XOJECTEPHHA W KHUPHBIX KHUCIOT. OTH
JUMUABL U MX OKHCJICHHbIE IPOU3BOJAHbBIE BCTYNAlOT BO B3aUMOeEWCTBUE C (akTopaMu
TPAHCKPUILIUK (CTEPUHOBBIM DETYJISATOPHBIM 3JEMEHTOM CBs3biBaHUs OenkoB - CPOCBH),
KOTOPbIE HENOCPEACTBEHHO MOAYJIUPYIOT SKCIIPECCUIO T€HOB, BOBJICUEHHBIX B CUHTE3 M 3aXBaT
XOJIecTeprHa, a Takxke Junorenes. IIpu orcyrcTBuM mnu cHumkeHuu aktuBHocTH JIKJI adupsr
XOJIECTEpUHA, ¥ TPUINIMUEPUIBl HE paclajaloTcs M HaKalUIMBAlOTCS B JIM30COMaXx.
CoOOTBETCTBYIOIIUNA HEIOCTATOK CBOOOIHOTO XoJiecTepuHa B kieTke mpuBoautr k CPOCh-

OMOCPEIOBAaHHOW  CTUMYJSIIMU  DHJIOT€HHOTO CHHTE3a  XOJIECTEPHMHA  WHTHOWPOBAHMIO



TUAPOKCUMETHITIyTapuia-KodH3uM A (I'MI'-KoA) pemykra3oil ¥ 3HIOIMTO3a IMOCPEICTBOM
penentopoB JITTHII. ITapamiensHo ¢ 3TUM yBeTMYUBAeTCsS CUHTE3 anosmnonporernHa B (AmoB)
U 3HAYUTEJHHO TIOBBIIIAECTCS O0Opa30oBaHME XOJECTEPUHA JUIONPOTEHHOB OYEHb HU3KOH
mwiotHoctu (JIITOHII). VBenuuenue skcnpeccun I'MI'-KoA penykrasbl sSBis€TCS EPBUYHBIM
pesynbTatoM CPOCb-2-onocpejoBaHHOTO BHYTPHUKJICTOYHOTO YMEHBIICHHS XOJECTCPUHA,
HPUBOJIS K YBEJIMYCHHUIO YPOBHS CBOOOHOTO Xosiectepuna [1, 2].

Takum o00pa3om, HakoImieHHE 3(PUPOB XOJECTEPUHA U TPUTIIMLICPHIOB B OpPraHax u
TKaHSAX COIMPOBOXKJIACTCS AMCIUINUIEMHUEH. B CHIBOPOTKE KPOBH OIPENEISETCS MOBBIIMICHHBIN
ypoBeHb xoisecrepuna, JIIIHII, yposens JIIIBII cooTBeTcTByeT HOpME MM CHHXKEH. Y 4YacTU
MAIMEHTOB PETUCTPUPYETCS THIIEPTPUTITULIEPUACMUS.

[Ipun wambonee Ttskenou, muaaendeckoit dopme JIJIKJI — Gonesnn Bonsmana (bB)
aKTUBHOCTh (epMeHTa cocTaBisieT MeHee 1% OT HOPMBI, YTO MPHUBOIUT K OBICTPOMY
MAacCCHBHOMY HAaKOIUICHHIO 3(UPOB XOJIECTEpUHA M TPUTIIMLIEPHUIOB B JIM30COMAX MHOTHUX
OpraHax W TKaHSX, B MEPBYIO OdYepelb B IICUEHHU, CENe3eHKe, HAINOYeUHUKaX, BOPCHHAX
KHAIIEYHUKA, KOCTHOM MO3Te, TUM(}aTHIECKUX y371ax, B MaKpodarax peTUKyI0-3HI0TeIHaTLHON
CUCTEMBI, UTO 00YCIIaBJINBAET MOJUCUCTEMHBIE IPOSBICHUS O0JIE3HHU.

[Ipu OGoneznu Hakorienus 3¢upoB xonectepuna (BHOX) — Oonee OmarompusitHom
teuernn JIJIKJT — in vitro ompenensiercst ocratounas aktuHocTh JIKJI B auamasone 1-12% ot

HOpMBI [1-4].

1.3 DnuaeMuoJorug 3a00JeBaAHUA HWJIH COCTOSAHHMA (rpynnbl 3a00JeBaAHUNA  HJIM

COCTOSTHMI)

Pacnpoctpanennocts JIJIKJI BapuabenbHa B 3aBUCUMOCTH OT (PAKTOPOB 3THUYECKOMH

MPUHAJJISKHOCTH U reorpadudeckoro nonoxkenus. Cunraercs, yto yactota JJIKJI cocraBnser
B cpennem 1:40000 — 1:300000 »xwuBbix HOBopoxIeHHbIXx [3]. Yacrora BcTpedaeMocTH
MITafieHdeckor Gpopmel 3aboneBanus B 2-2,5 pasza Hmke u cocrasiser 1 ma 100 000-500 000
JKUBOPOXJICHHBIX HOBOPOXIEHHBIX [5 — 7]. HccnemoBaHusi 1O M3YYEHHIO YaCTOTHI
Bcrpeyaemoctu JIJIKJI B Poccun mpoBogunucs B r. MockBa. JlaHHBIM moOKa3aTeiab COCTABUII

npumepro 1:70 000 HoBOpoOXKAeHHBIX [8].

1.4 Oco0eHHOCTH KOAHPOBAHMS 3200JI€BAHUS MJIM  COCTOSAHHUSA (Tpynnbl

3200/ eBAHMI MM COCTOAHUI) 10 MeXkIYHAPOJAHOH CTATHCTHYECKOH KJaccupukannu

00J1e3HeH ¥ MPo0JaeM, CBA3AHHLIX CO 3I0POBbLEM




Cormacio MKB10, 3aboneBanue otHOocUTCS K Kiaccy IV, 0ojie3HSIM 3HIOKpPUHHOU
CHCTEMBI, PaCCTPOMCTBY IUTAHUS U HAPYIICHUIO oOMeHa BemecTB, E75.5 - JIpyrue HapyimeHus

HaAKOIJICHUA JTUIIUA0B.

1.5 Kaaccudukauusa 3a001eBaHUs WJIH _COCTOSIHUS (TPyNnbl 3a00JeBAHMIA WM

COCTOSTHMI)

Beigensror ase ocaoBubie hopmbl JJIKIT (mpunokenue I'1):

- nua(anTuapHas (Oone3nb Bonbmana) - ¢ MaHu(ecTaye B MiIaJIecHYECKOM BO3pacTe
- Oosie3np HakoruieHust 3¢upos xonecrepuna (bHIX), ¢ nedrotom B Bo3pacrte crapiie |

roga (Haubomee yacto B 2-5 ner) [3].

Crnenyer ormeruth, uto JJIKJI — 3TO chmekTp KIMHHYECKHX (DEHOTHUIIOB C pPa3HBIM

XapaKTepoM TeUeHHS U MPOrHo30M Oone3nu [3].

1.6 Kiimandeckass KapTHHA 3200J1eBaHUS WJIHM COCTOSIHUA (rpynnbl 3200J1eBaHU

HJIN COCTOSTHUM

JUIKJI mpexacraBnsier co0oil pa3nuuHble (EHOTUIIBI OT OBICTPO MporpeccHupyromei
JeTaNbHOM MianeHYecko (GOpMbl M TKENbIX JETCKMX BapUaHTOB C  CEPhE3HBIMHU
OCJIO)KHEHUSIMU, HaIllpUMep, LUPPO30M U TEYEHOYHOW HEIOCTATOYHOCTHIO B IOJPOCTKOBOM
BO3pacTe, 10 CYOKIMHUYECKHUX, MSTKUX (OpM, IPOSBIISIOIINXCS B Oojiee cTapiieM Bo3pacte [3].

1.6.1 Knunuueckaa kapmuna npu unpaumunvnoiu ¢popme JJIK/I (60ne3nu
Bonvmana)

Wudantunpaas  ¢opma JJIKJI (Oonesur Bombmana, bB) — pemkoe ObicTpo
nporpeccupytomiee 3aboeBaHue, MPOSBISIONIEECS ¢ MEPBBIX MECALEB JKU3HU, MPUBOJSAIIEE K
Pa3BHUTHUIO IEYEHOYHOH HEIOCTATOYHOCTH U JIETAILHOMY MCXOY B Bo3pacTe 10 1 rona [9].

HaubGonee xapaktepHbIMM mpu3HakamMu bB  sBISIOTCS  TracTpOMHTECTHHAJIBHBIE
MPOSIBIICHUS, BKIIIOYAIOINE PBOTY, TUAPEI0 W/WIM cTearopero. YacTo BBISBISETCS yBEIUYEHHE
00BbEMa KHUBOTA 32 CUET B3AYTHS KUIIEYHHMKA, FEaTOMErajluy W/WiIM IenaTrocljieHOMeralnu, a
TaKXe MOTepsl Beca ¢ Pa3BUTHEM THNOTPO(GUH U, B TSHKEIBIX ClIydasx, kaxekcuu. Kpome Ttoro,
JUIsL 3TUX TAIUEHTOB XapaKTEepHa HMHTEPMUTTUPYIOIIAs JIMXOpajaKa, BSUIOCTh, ACTEHHS U
runeppedexcus [2, 9,10]. V manueHTOB pa3BuBacTCsS aHEMHSI U TPOMOOIIUTOIICHHS.

Ocob6ennocteio BB sBugercs yBenuueHne W KaldbUU(UKALUS HAIMOYCUHUKOB,
BCTpeuaromasics npumepHo B 50% cnydaeB [2]. [lo maHHBIM BU3yalIM3HPYIOIIUX METOJOB,

YBEJIMYEHHBIE HAAMOYEUHUKH COXPAHSIOT CBOIO MOMYIYHHYIO MM MUPaMUIalbHYIO GopMy, IO



BCCH MApEHXMME HX ONPENENSIOTCS ToveuHble odvarn Kanpludukammu [11]. OrcyrcrBHe
KalbLU(UKATOB HAANOYEYHUKOB HE UCKIIIOYAET IUArHo3.

Jns mauuenToB ¢ BB XapakTtepHa HEBpOJIOTMYECKas CHUMIITOMAaTHUKA, OOYCIIOBJIEHHAs
MEYCHOYHOH HIIeaonaTrue.

IIpu BB Bo3HUKaeT CHUHAPOM MaibaOCOPOLMHU, CBA3aHHBIA C HEAOCTATKOM KMPHBIX
KHCIIOT, NOBPEXICHUEM CIIM3UCTON 000JIOUKY KUIIEYHHUKA U IPOSIBIIAIOLIMICA Pa3HON CTENEHbIO
BBIPQKEHHOCTH JHMApeH, CTEaToped, CHHIApOMa HU30BITOYHOTO OaKTepHallbHOTO pocTa |

meteopusma [3, 9].

MakpoCKOIIMYECKH II€YEHb 3HAUUTENIBHO YBEIWYEHA, MKEJITOTO IBETa C JKUPHOU
NOBEPXHOCTBIO cpe3a. I'ematouutsl u kietku Kyndepa Bo Bcex 30HAX JOIBKU COAEPIKAT
JUIIMJHBIE BAKyOJId, YTO MHUKPOCKOIIMYECKH COOTBETCTBYET MEJIKOKAIEIBHON KUPOBOU
muctpoduu. B 3aMopokeHHBIX O0paslax MpH OKpacke CYIaHOM YEepHBIM OOHApYKHWBAIOTCS
JMIIMJHBIE BaKyOJI, KOTOPHIE IIPY OLIEHKE B NOJIIPU30BAHHOM CBETE UMEIOT BUJ KPaCHOBATBIX
kpuctaiwioB. [lopTampHbli W mepunopTanbHBId  (GUOPO3  YACTO  MPOTPECCHpPYET B
MUKPOHOAYJISIPHBIA IUPPO3 IIEUYECHH.

HpI/I YIBTPACTPYKTYPHOM HCCIICAOBAHUHW B JIM30COMax BbIABJISAIOT HAKOIUJICHUSA
CY6CTpaTOB, HMCIOINX FJ'I06y.]'I$IpHBII71 u KpI/ICTaHHI/I‘{CCKI/Iﬁ BUA.

Jns TOYHOM MOpQOIOruyeckoi AMAarHOCTMKM B HacTosllee Bpems paszpaboTaHa
UMMYHOTHCTOXHWYECKas TmaHenb aHTuTen. OOHapyxkeHue KaTernicuHa D M skcmpeccus
MEMOpaHHBIX JIM30COMAJbHBIX MapKepoB, TaKUX Kak JHM30COMaJIbHO-aCCOLIMMPOBAHHBIE
memOpanHble 6enku 1 u 2 (LAMP 1 u 2) u nuzocoManbHbIl HHTErpalbHbIA MEMOpaHHBIN 00K
2 (LIMP 2) BOKpYr JUNUAHBIX BaKyoJied, MOATBEPKAAET BHYTPUIM30COMAIbHOE HAKOIJIEHUE
aunuoB. Kpome Toro, kK ricTOIOTHYeCKUM 0COOEHHOCTSIM OTHOCST TaK)Ke HaKOIUIEHHE LIepouia
B Makpocarax [3,10 ].

Ornucanpl crydan bB ¢ manudecranuelr BO BHyTpHyTpOOHOM TIEPHOJIE B BHJIE HEKPO3a
HAIMIOYCYHUKOB, TOJUTUAPOAMHHOHA, HAKOIUICHUs 3¢pupoB xojectepura (DX) B opraHax u
TKaHAX W MHKPOBE3UKYJISpHOro crtearo3a mnedeHun [12]. BB wmoxer ObITh NpHUMHON
BHYTpUYTpoOHOW rubenu moga. Ilpm ayromcum Ha 17-f Hexene OepeMEHHOCTH
MIPOJIEMOHCTPUPOBAHO HAKOIUIEHHE JIMITHUIOB B T€MATOLUTaX U CHHIMTHOTpOooOIacTax, a Takxke
HEKpO3 B HAIMOYCYHUKOBOH kerne3e mioaa [9].

VY nauuentoB ¢ BB ObIcTpo pa3BuBaeTcs Me4YeHOUYHAs] HEJOCTATOYHOCTH C MCXOJIOM B
LUpPpPO3 NEYEHU. Y TNAIMEHTOB OINPEACAETCS TelaTOMEraius WIM TIeNaTOCINIEHOMETalnus, B
OMOXMMHYECKOM aHAJIW3€ KpPOBU - BBIPAKEHHOE IIOBBIINIEHUE YPOBHS TpaHCAMMHA3,

3HAYUTENIbHOE YyBEJIIMYeHHEe OwnupyOuMHa, CHUHAPOM XojiecTaza. YacTo BCTpeyarOUIUMCS
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nabopaTopHbIM Ipu3HaKoM Hpu BB sBisercs moBbllieHne ypoBHEH JakTaTAETHAPOTeHa3bl U
CBIBOPOTOYHOTO (eppUTHHA HapsiAy CO CHIDKEHHEM TIeMOIVIOOMHA, a Takxke IpU3HAKU
runokoarysiiuu. [Ipu  HWcciaenoBaHUU JUMOUAHOTO TPOQGUIST BBISBISETCS TUCTHITAIEMUS:
MOBBIIIICHHE O0IIero xojecrepuHa, onucanHoe y 81-90% mamuentos, 3a cuer JIITHIT (B 95%
ciy4aeB); cumwkenue JIIBII - y 85-89% nanuentoB; nossiinerue TI - y 48% mnanuentos [2, 9].

1.6.2 Knunuueckan kapmuna npu 001e3HU HAKONAEHUA 3IPupos XxojlecmepuHa
(bHJX)
3abosieBaHre NEOIOTUPYET B Bo3pacTe crapmie omaHoro roma. bHOX xapakrtepusyercs Oolee
MEJUICHHBIM ~ IPOTPECCUPOBAHMEM M, KaK [MPaBUIIO, OTCYTCTBHEM  HEBPOJOTMYECKOU
cumnromatuku. JJJIKJI sBisieTrcs MyJabTUCHCTEMHBIM 3a00JIeBaHUEM, CUMIOTOMBI MOTYT OBIThH
00YCJIOBJICHBI MOPAKEHUEM PA3TUYHBIX OpraHoB. OCHOBHBIMU MHUILIECHSAMH SIBIISIFOTCS TICUYCHD,
cenesenka, JKKT, mouku, cocynsl. Menanana mosiBIEHUS NEPBBIX KIMHUYECKUX CHMIITOMOB
3a00JIeBaHUs COCTABIISET 5 JIET, HO BO3MOXHA MaHu(ecTalus U BO B3pociaoM Bospacte [13].

3a0oneBaHue MPOSBISIETCS TernaroMmeranuei (Oonblie 3a cyeT MPaBOil JONIM TEYEHH),
CBS3aHHOW ¢ HakormieHHeM DX B remaronuTax u kierkax Kymdepa, cuaapomom mmronmsa,
nucunuaemueit. [lo mepe mporpeccupoBanus 3a0oiieBanusi hopmupyercs GuOpo3 u UPpPoO3
MIEYEHU C pa3BUTHUEM MEUYEHOYHON HEOCTATOYHOCTH.

VYBenuueHue Cene3eHKH OOYCIOBIEHO oOTiokeHHeM OX B Makpodarax u
MPOrPECCUPOBAHUEM IMppo3a MeYeHH ¢ (HOPMHPOBAHUEM TMOPTAIBHOW THUMEPTEH3UU, YTO
COTIPOBOXIACTCS  HapacTaHWEM  TMPU3HAKOB THUMEPCIUICHW3Ma  (aHeMHUs, JICHKOIEHUS,
tpomborutonenus ). CruieHoMeranus onpezaessercs y 74% mnanuentos [2, 13].

JlucnunuaemMusi TPOSIBISETCS TOBBIINIEHHEM B CHIBOPOTKE KPOBHU YPOBHS OOILEro
XOJIECTEpUHA, XOJIECTEPUHA JUIONPOTEMHOB HU3KOM IIJIOTHOCTH W TPUIIIMIEPUIOB MpHU
HOPMAQJIbHOM WJIM HHM3KOM YPOBHE XOJIECTEPHHA JIMIOMPOTEHHOB BBICOKOW TIJIOTHOCTH
(runepmunonporenHemMus IIb Tuma), 4TO MOXKET NPUBOIUTH K YCKOPEHHOMY pPa3BUTHIO
atepockiiepo3a [1-4]. T'unepxonecrepunemus ompenensercs y 81% mnamuentoB ¢ BHDX,
yBelIMueHUe KoHLeHTpauuu xojnecrepuna JIIIHII - y Bcex maumenTtoB. Jlaxke mpu Tepanuu
CTaTUHAMH TUIEPXOJIECTEPUHEMHUSI COXPAHSETCS Y YETBEPTH, a BbICOKMU ypoBeHb JIITHII — y
MOJIOBUHBI OOJIBHBIX. [Ipw aHanM3e amoJMmoNnpOTEeHHOTPaMMbl y OOJIBIIMHCTBA TAIMEHTOB
BBIABJISIFOT MOBBILIEHUE YPOBHS OCHOBHOrO anonunonporensa JITTHIT — amoB.

Cunzapom muronusa - yBenudenue ypoBHa ACT u AJIT - mabmonaercs NpakTUYECKH y
BCEX MAllMEHTOB M YacCTO CIYXHUT OJHUM M3 MEPBBIX MPOSBICHUN 3a00yieBaHUA. AKTHUBHOCTh
3TUX (DEpPMEHTOB B KPOBH BaphbUPYET B IIUPOKOM JauarazoHe (0T 2-5 HOpPM, /0 MPEBbIIICHUS

NMaHHbIX Tokaszarene B 10-20 pas) [2].
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W3-3a BoOBjieueHuss B MATOJIOIMYECKUN MpoIlecC KUIICYHHWKA Y 4YacTH OOJIbHBIX
HabIo1aeTcs nuapesi, 00Ju B )KMBOTE, CT€aTOpess Pa3HOM CTENEHU BHIPAXKEHHOCTH.

IIpu nporpeccupoBanuu OoNe3HH pa3BuBaeTcs (GUOPO3 W  HUPPO3  TEYCHH,
IIPOSIBIISIOLIUICS TE€NaTOCINIEHOMETAINEN, KENTYX0H, ACLIUTOM, BAPUKO3HBIM PAaCUIMPEHUEM BEH
numeBoaa [2, 10]. Mmerotcst cBefieHus 0 2 ciydasx pa3BUTHS eNaTOICIUTIONISIPHON KapIIMHOMBI
Ha pone BHOX [14].

Kanpuudukanus HaAmoueyHUKOB, onucana juib y 5% manuentoB ¢ BHOX [2, 13].
Bcenenctue panHero pasBUTHsI arepockiieposa yacto Habmonatorcs MBC, aneBpu3Ma aopThl U
OHMK B Mo510/10M BO3pacTe.

[Ipy HamMuuu y manyeHTa MPU3HAKOB CTEATO3a MEYEHHU, OTPULIATEIbBHOM AJIKOTOJIBHOM
aHaMHe3€¢ U OTCYTCTBUM CTUTM XPOHUYECKON aJKOTrOJIbHOM MHTOKCUKALUU (yBEJIWYECHHE
OKOJIOYIIHBIX ~ JKeJe3, KOHTpakTypa JlromroutrpeHa u  Jp.) HEOOXOJUMO IPOBOJUTH
mubdepentmansuyo quarnoctuky HAXBIT u JIUUIKJT (BH3X). Coueranue creatosa me4eHu,
muciunuaemun tuna 11b, cruieHoMeranuu y aeteit ¥ MOJOABIX JIUI] ¢ HOPMAIBbHOW MAaccoit Tesa
MOJKET yKa3blBaTh Ha Hanuuue bHOX.

Takum o6pazom, BHOX cnegyer 3amomo3puTh y MOJIOABIX TAIMEHTOB C
renaroMeraigueil, KpUNTOoreHHbIM 1uppo3oMm neueHu, ysenudennem AJIT, ACT B cbiBopoTke
KpOBHU, THUIIEPXOJECTEPUHEMUEH, TUIEPTPUTITULEPUAEMHUEHN, MOBBIIIEHUEM JUIOIPOTEUIOB
HHU3KOU TJIOTHOCTH M HETIOJHBIM OTBETOM Ha Tepanuio cratuHamu ([Ipumoxenue '2) [2, 13].

1.6.3 3ab0onesanusn co cxoonoii c /I/IKJI knunuueckou KapmuHou

Huddepenunansuas auarHoctuka JJIKJI nmpoBoauTcss ¢ ApyruMu  JIM30COMHBIMU
Oone3HAMU HakomuleHus - Oone3Hpro Humanna-Iluka tnon A, B, C, Ooxesupio [omre,
TaHTJIMO3UI03aMHU, a TaKKe HApyIIEHUSMU OOMEHa TIUKOTEHA, >KUPHBIX KHUCIOT, >KETYHBIX
KHCT0T, Oone3Hbio Bunbcona-KonoBaioBa, cemeiiHoOM runepxosiecTepuHeMueii, HealKoroJIbHOM

’KHPOBOH OoJe3HbIo eueHu [1, 13].

2. JluarHocTuka 3a00/1eBaHMS WJIM COCTOSIHUS (rpynmbl 3a00/ieBaHUA MJIH
COCTOSIHUI), MEIMUMHCKHE NOKA3AHUA M NPOTHUBONOKA3aHUA K NPHUMEHEHHIO

METO/10B JMATHOCTHKH

Huarno3 JIJIKJI ycranaBiuBaeTcs Ha OCHOBAHMM COBOKYIIHOCTH AaHAMHECTHUECKUX H
KJIMHUYECKHX JaHHBIX, pPe3yJbTaTOB JIa0OpPaTOpPHOro HccienoBaHud (OMOXMMHUYECKOTO,

MOJICKYJIAPHO-TCHETUYCCKOT'O aHAJIN30B U 3H31/IMO,I[I/I3FHOCTI/IKI/I).

2.1 ’Kago0LI M1 aHAMHE3
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[Ipu cObope anamHe3a U Kajnod PEKOMEHJIOBAaHO OOpaTUTh BHUMAaHUE Ha CIIEAYIOILIUE

JKaJIOOBI M aHAMHECTHYECKHE COOBITHA:

OTATOIICHHBIA CEMEHHBIN aHaMHe3 (CXOIHBIC CUMIITOMBI Y POJHBIX OpaThbeB H
cecTep npobdana, OJIM3KOPOICTBEHHBIN OpaK);

CJIyuau BHE3AITHOH JIETCKOH CMEPTH B CEMBbE;

3ajiepKKa (PU3HMUECKOTO Pa3BUTHUS;

CJ1a00CTh, MOBBIIIEHHAS YTOMIISIEMOCTb;

reraToOMErajiis UiIH renaToCIICHOMET s,

nuapesi, 00U B JKMBOTE, creatopes (IPU BOBJICYCHHOCTH B ITATOJIOTHYCCKUHN
MIPOLIECC KUIIEUHUKA);

HOCOBBIE KPOBOTEUEHHUS,

KEINTYNTHOCTh KOXHBIX TOKPOBOB;

aCIIHT;

BapHKO3HOE pacIIMpeHe BeH MUIIeBo/a (MIPH pa3BUTHH LUPPO3a IIEUCHH ).

2Kano0bl 1 aHaMHE3 TaK)Ke OIMMCAHBI B Pasaciic «KKIIMHHUYCCKad KapTUuHa».

2.2 ®uzukajbHoe 00CaeT0BAHUE

2.2.1 @uzukanvhoe oocnedosanue npu ungpanmunvhoi gpopme [JVIKJI (6one3nu Bonvmana)

HpI/I OCMOTpPE HCO6XOJII/IMO 06paTI/ITL BHUMAHHC HA CICAYIOIINE OCHOBHLIC KIIMHUYCCKUC

MMPOSABJICHUA:

YBEJIMYEHUE pa3MEPOB MEUYECHH,

YBEJIMUYEHUE PA3MEPOB CENIE3E€HKH;

YBEJIMUEHUE PA3MEPOB JKUBOTA,

CUHAPOM MababcopOIuy,

rUnoTpodusi, BIJIOTh 0 Ipy0oi 3a7epkKKu (HHU3HUUECKOTO pa3BUTHS,
Iporpeccupyomnias 3aJepxKa ICUXOMOTOPHOTO Pa3BUTHS, runieppedIeKcus;
KENTYIIHOCTh KOXKHBIX IOKPOBOB,;

IMPU3HAKH CCp,[[G‘-IHOfI HEAOCTATOYHOCTH.

2.2.2 Qu3ukanvHnoe obcnedoeanue npu 6one3nu Hakonaenus Ihupos xonecmepuna (bHIX),

¢ 0eorwmom 6 eo3pacme cmapuie 1 2ooa

IIpu ocmoTpe HEOOXOOUMO OOPAaTUTh BHHMAHHE Ha CJICIYIOIIUE KINHUYECKUE

IMMPOSIBJICHUSA:

yBEJIMYEHUE Pa3MEPOB MEYCHH;

YBEIMYCHUE PAa3MEPOB CEIIC3CHKH.
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HOI[pO6HO JaHHBIC (I)I/IBI/IKaJIBHOFO O6CJ'I€,I[OBaHI/I$I OIMMCAaHbl B PascCii€ «KIMHHUYCCKasa

KapTUHa».

2.3 JIaGopaTopHble JUATHOCTHYECKHE UCCAETOBAHUS

2.3.1 Jlabopamopusie ouaznocmuueckue ucciedosanus npu unganmunvnou ¢opme JJIK/T
(ponesnu Borvmana)

. Bcem mammentam c¢ monmo3perueM Ha uHpaHTWIBHYIO (opmy JJIKJI (Gonesns
Bonbmana) ngns Bepudukanmuu  uarHo3a  peKOMEHJOBAHO — OMNpPENEICHHE aKTUBHOCTH
JM30COMHOM KHCJIOW JHUMa3bl B MSATHaX KPOBHU, BBICYIICHHBIX Ha (HIBTPOBaIbHOW Oymare,
[17,18].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuu B (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 3).
KommenTapuii: Onpeoenenue axmusnocmu JIKJI 6 cyxux namuax Kposu no3eoisem
noomeepoums unu onpogepenyms ouacrnoz JIKJI u sensiemcs «3010mMbiM CMAHOAPMOM»
ouazHocmuku 3mozo 3abonesanus. Ilpasuna 3a60pa Kposu Ha Kapmouky-@uibmp npuseoeHvl 6
Tpunooswcenuu I'3.

. [TarmenTam, y KOTOpBIX BBISIBICHO CHUKEeHHE akTuBHOcTH JIKJI B msATHE KpoBH
PEKOMEHIyEeTCsl POBEJICHNE MOJIEKYJISIPHO-TEHETHYECKOTO UCCeA0BaHus (BBISIBIICHUE MYTallUi
rere LIPA) [3,15].

YposeHb yoenureabHocTn pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D).
KommenTapuu: borvuwuncmeo nayuenmos ¢ [JJIKJI asnaiomes eomosueomamu uiu KOMAAYHO-
2emepo3ucomamu no mymayusam 8 kooupyioweil oonacmu cena LIPA. Bmecme ¢ mem, onucamnwi
UHMPOHHBLE MYMAYUU U NPOMSAINCEHHble NepecmpolKU 2eHd, He GblasisiemMble NpU NpogedeHul
CMAHOAPMHO20 2eHemu4eckKo2o ucciedosanus. IlamoeenHocms 6bis681€HHLIX PEOKUX U HOBLIX
mMymayuii mpebyem O0onoiHumenvHuvlx 0okazamenvbcme. [10ckonvky 6 Hacmosiujee 8pemsi 2eHo-
(enomunuyeckas Koppeniyus YCMAaHoB8IeHa MOIbKO HA YpoBHe Kiunuueckou gopmor JIJIKIT
(6B, nu6o BHJX), no ne npocnedxcusaemcsi Ol OMOENbHbIX (PEHOMUNUYECKUX HNPUIHAKOS,
MONEKYIAPHO-ceHemU4eckoe UCCLe0068anue NpumeHsemcs Ol  NOOMBEPHCOeHUs, a He
yemanosnenuss  ouaenosa  J[JIKJI.  Buwisenenue cemeunou mymayuu eena LIPA Oenaem
BO3MONCHBIM 00CI€008AHUE POOCMBEHHUKOS NPOOAHOA, A MAKICe NPo8edeHue NPEeHAMAIbHOU U
NPEUMNIAHMAYUOHHOU OUASHOCMUKU.

. PexomeHayeTcsl TpOBeIeHHE KIMHUYECKOTro aHaiam3a KpoBu (OOImmIero (KIXHHYECKOTO)
aHaJM3a KPOBH Pa3BEpHYTOTO) BCEM MAIMEHTaM C IMOJO03PEHUEM Ha WHQPAHTHIBHYIO (HOpMY
JUIKJI (Gone3np Bonbmana) 11 BBISIBJICHHUS AHEMUU, JICHKOMEHUH, TPOMOOIUTONICHUN
[9,13,15].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB— 5).
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KommenTapum:

Ilamozenemuueckue mexanusmvl GoOpMUpOBaAHUs AHEMUU U MPOMOOYUMONeHUU He 00 KOHYA
uzyuenvi. OOHUM U3 BO3MOINCHLIX MEXAHUZMOB SAGIAENC HAKONIEHUe IPUpo8 xolecmepuna u
MpuIuYyepudos 8 Kiemkax MaKpogazanbho-monoyumapHou cucmemvl. Kpome moeco, anemus
Modicem  HOCUMb ANUMEHMAPHBIU OepuUYUMHbLL Xapakmep, mMax U sA6IamvCsi Cle0Cmseuem
eunepcniienusmMa npu opmuposaruy nopmanvhol cunepmensuu. Cireocmsuem 2unepcnieHusma
Aensgemcs maxoce mpomooyumonenus. Onucamvl Cryuyau 6MOPUUHO20 2eMOPacoyUmMapHo2o
aumghocucmuoyumosa.

Yyumuieas kpaiinioro peokocmv BB, panuuii cmapm, no30HI010 OUASHOCMUKY U OObIYHO
msioiceoe meveHue 00CMOBEPHbIX OAHHBIX 0 He0OXO00UMOU Yacmome NposedeHuUsl UCCIe00B8AHUS.
Hem. Yacmoma ucciredosanus o06we2o0 (KIUHUYECKO20) AHAIU3A KPOBU PA36EPHYMO20
OUKmMyemcsi COCmosiHueM nayuenma.

. PekoMennoBaH OMOXMMHYECKHMH aHalM3 KpoOBM BceM MNauveHtaM c¢ bB kak mnpu
JUATHOCTHKE, TaK W B TPOILECCe JUHAMUYCCKOTO HAOMIONCHUS IS ONpEICIICHUs
(GYHKIIMOHAJIBHOTO COCTOSIHUS MEYEHH, KOTOPAs SIBJISETCS OAHUM M3 OpraHOB-MulleHel npu bB,
U BBIBICHHUS JUCIUNUAEeMHH B KpoBu. Ompexaenstor ananuHamuHoTpancdepazy (AJIT),
acnaptatamuHoTpancdepasy (ACT), oOmuit u mpsiMoil OWIMPYOWH, XOJECTEpUH, YPOBEHBb
XOJIeCTEpUHA  JIMIONPOTEMHOB  Hu3kod  tioTtHoctu  (JITTHII), ypoBeHb XoJjecTeprHa
JIMTONPOTEHHOB  BBICOKOH moTHOcTH B KpoBu (JITIBII), Ttpurmumepunasl, anbOyMuH,
rammariayTaMmuinTpancdepasy, akTHBHOCTh LIEIOYHO# (ocdarassl B kpou [15,16].

YpoBenb yoenuTeabHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB— D)
Kommenrapum: oz nayuenmos ¢ BB xapaxkmepno 3nauumenvHoe NoGvlueHUEe AKMUBHOCTU
mpancamunaz (AJIT, ACT), eunepxonecmepunemusi, 2unepoOUnUpPyOUHeMUs, BO3MOI’CHA
eunepmpuenuyepudemus, yseauvenue konyenmpayuu JIITHII, y MHO2uUX nayuenmos CHUNCEHO
konuvyecmeo JIIIBII 6 «posu. Ilpu ananuze anoaunonpomeuHocpammvl y OOIbUUHCINGA
NAYUeHmos8  GulAGIAIOM  NOGblULEHUE YPOBHS OCHO8HO20  anonunonpomeuna JIITHIT -
anoaunonpomeuta B.

Yyumuieas kpatintorw peokocms ecmpeuaemocmu BB, paunuii 0ebrom, no30H00 OUAZHOCMUKY U
msdicenoe meuenue 00Ne3HU OOCMOBEPHLIX OAHHBIX O HEOOXOOUMOU Yacmome NpPOBeOeHUs:
uccneooganusi Hem. Yacmoma uccnedosanus OUOXUMUHLECKO20 AHAIU3A KPOBU OUKMYemcs
cocmosinuem nayuenma. Ilpu ouacnocmuke oyenugeaemcs ananunamurnompancgepasza (AJIT),
acnapmamamunompancpepasa (ACT), obwuii u npamou OurupyouH, 00WUI Xo1ecmepuH,
JITTHII, JIIBII, mpuziuyepuovl . B ouHamuxe OYEHUBAIOM nokazamenu

ananunamurnompancgepasvr (AJT), acnapmamamunompancghepaszovr (ACT), obwuii u npsamoi
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ounupyoun, obwul xonecmepur (ne menee 1 pasa 6 neoenro), JIIIHII, JIIIBII, mpueiuyepuowt
(ne menee 1 paza 6 mecsy).

o Jletsim mepBoro roja >KM3HM C mojo3peHueM Ha BB pexomenmoBano omnpeneneHue
ypoBus ngaktataeruaporeressl (JIIAT), deppuruna u C-peaktuBHoro 6enka [9].

YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB— 5).
KommenTapuu: y nayuenmos ¢ ungpanmunvrou gopmou [JJIKJI onpedensemcs nosviuienue
ypoeus JIIT', heppumuna.

Yuumuisas kpatinioro peokocmov ecmpeuaemocmu BB, paunuti 0ebom, no30HI010 OUACHOCIUKY U
msdiceoe mevenue 001e3HU OOCMOBEPHLIX OAHHBIX O HEO0OX0OUMOU uacmome Npo8edeHUs.
uccnedosanusi nem. Yacmoma uccned0o8anus OAHHLIX UCCIEO08AHUL OUKMYEMCsl COCMOSAHUEM
nayuenma.

. PexomennoBano Bcem mnanueHtam ¢ bB mpu amarHoctuke W janee B JUHAMHUKE
HCCJIEIOBAHUE KOAryJorpaMMbl C IEIbI0 KOHTPOJS CHUHTETHYECKOW (YHKIUU TEYCHH WU
CBOEBPEMEHHOTO TNPEIyNPEKIACHUS OCIOKHEHUH, CBS3aHHBIX C HapylIeHHeM TeMocTasa:
aKTUBUPOBAHHOE YacTH4HOE TpoMbomnacTuHoBoe BpeMmsi (AUTB), TpomOuHOBOE Bpems B
KpoBH, (puOpHHOIreH, MPOTPOMOMHOBOE (TPOMOOIUIACTUHOBOE) BpEMs B KPOBU WM B IIJIa3Me,
MEXIyHapoaHOe HopManu3oBanHoe otHomenue (MHO) [10, 37].

YposeHb yoenureabHocTi pekoMenaanuu C (YpoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB— D)
e PexomennoBaHo nanueHTam ¢ bB nabopaTtopHas orneHka GyHKINN HAATIOYEYHUKOB C IIENBIO
CBOCBPEMEHHOH  TUArHOCTHKM  HAJMOYEYHHUKOBOW  HENOCTATOYHOCTH U  Ha3HAYCHHUS
3aMEeCTHTEIbHOMN Teparuu, MPH BBISBICHUH MPU3HAKOB KaabIIM(PHUKAIINN HaAMOYeuHHKOB [15].
YposeHnb yoenurenbHocTn pekoMmenaanuu C (YypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB— 5)
KoMMeHTapuu: npu BbIIBJ€HHH TMPU3HAKOB HAANMOYEYHUKOBOIl HEI0CTATOYHOCTH
pexomenoBaHo (VccnenoBanue ypoBHsI oOIero KOpTu3oia B KpoBH, VccrnemnoBaHue ypoBHS
aJPEHOKOPTUKOTPOITHOTO TOpPMOHA B KpoBW, lccienoBaHWe YpOBHS TIIIOKO3BI B KpPOBH,
OmnpeneneHre PeHHHOBOW aKTHBHOCTH TUIa3MbI KpoBH, VcciieoBaHne ypoBHS HATPHUsS B KPOBH,
HccnenoBanue ypoBHs Kalus B KPOBH)

2.3.2 Jlabopamopusle ouazHocmuueckue uccie0o06anus npu 0071e€3HU HAKONJeHUs IPupos
xonecmepuna (bHJX)

. Bcem maunmentam ¢ momo3penuem Ha BHOX ans  Bepudukaumm  amarsosa
PEKOMEHIOBAHO ONpEJEIeHUEe AaKTUBHOCTH JIM30COMHOIM KHCJION JHMa3bl B MSATHAaX KpPOBH,
BBICYIIICHHBIX Ha (HIBTpOBaIbHOM Oymare [17, 18].

YpoBeHb yoeIuTeJIbHOCTH peKoMeHanun B (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— 5).
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KommenTapmii: Onpeodenenue axkmusnocmu JIKJI 6 cyxux namuax Kposu no3eojsem
noomeepoums uau onposepeHyms ouacnos JJIKJI u sensemcs «3010mulm CMAHOApmom»
ouazHocmuku 3mozo 3abonesanus. Ilpasuna 3a6opa Kpoeu Ha Kapmouky-@uibmp npuseoeHvl 6
Tpunoowcenuu I'3.

. [TannenTtam, y KOTOpBIX BBIABIEHO CHUkeHue akTuBHOCTH JIKJI, pexkoMeHnoBaHO
NPOBE/ICHUE MOJICKYJISIPHO-TCHETHYECKOT0 HCCiIeoBanus (BoissBicHHe MyTtanuid rene LIPA)
[3,15].

YpoBenb yoeauTeabHocTH pekomMeHaanun C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB— 5).
KommenTapuu: borvwuncmeo nayuenmos ¢ [JIKJI asnaiomes comosueomamu uiu KOMAAYHO-
eemepo3ucomamu no mymayuam 6 kooupylowei oonacmu 2ena LIPA, onucanvl unmponnvie
Mymayuu U NpOMANCEHHble NepecmpouKu 2eHd, He ebvlasiieMvble Npu  NpogedeHuU
CMAHOAPMHO20 2eHeMmUu4eckK020 Ucciedosanus. Takoce namo2enHoCms B8blA6IeHHbIX PEOKUX U
HOBbIX Mymayui mpedyem 0onoIHumenvuvix ooxazamenbcms. 11ockonvKy 6 nacmosujee 8pems
2eHo-(henomunuyeckas Koppeusiyusi YCMAaHoeleHd MONbKO HA YPOBHe KIUHUYECKOU @hopmbl
JUIKJI (BB, aubo BHJ2X), no me npocnexcusaemcsi ONsi OMOENbHbIX (HEeHOMUNu4ecKux
NPU3HAKO8, MOJEKYIAPHO-2eHemUyecKoe Uccied08anue npumensemcs OJisi NOOMEePI’COeHUs,, a
He ycmanognenusi ouachosa J[JIKJI. Buissnenue cemetinoti mymayuu cena LIPA oOenaem
BO3MONCHBIM 00CIE008AHUE POOCMBEHHUKOS NPOOAHOA, 4 MAKICe NPo8edeHue NPEeHAMAlbHOU U
NPeUMNIAHMAYUOHHOU OUACHOCTNUK.

. Pexomenayercs mpoBeleHHE KIMHUYECKOTO aHaim3a KpoBu (OOMmero (KIMHUYECKOTO)
aHaJM3a KPOBH Pa3BEpHYTOr0) BCeM MalMeHTaM ¢ nmojo3penueM Ha BHOX u nanee B nuHamuke,
B CpelHeM, He pexe | pa3a B 6 MecCsleB C LEIbI0 BBIABICHHS AaHEMHH, JICHKOIECHUH,
Tpombonuronenuu [9,13,15].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— D).
Kommenrapum: /lamozenemuueckue Mexanuszmvl (popMupo8anus anemuu u mpomooyumoneHuu
He 00 KoHya uzyuenvli. OOHUM U3 B03MONCHBIX MEXAHUIMOS AGNAEMCs HaKonjienue 3¢upos
XonecmepuHa u mpueIuyepuoos8 8 KiemKax MaxKpogpazanbHo-monoyumapHou cucmemvl. Kpome
MO20, aHeMUs MOX}Cem UMems KaK aluMeHmapHblll 0eqpuyumHblil Xapaxkmep, max u s6J1sAmvCsl
cnedcmeuem eunepchienusma. Tpomoboyumonenus a61semcs ciedcmeuem cUnepcnieHusma npu
Gopmuposanuy nOPMANLHOU UNEPMEH3UU, HAPAOY C IMUM ONUCAHBL CIYYAU BMOPUYHO2O
eemoghazoyumapHo2o 1umgocucmuoyumosd.

. PexomeHnoBaH OMOXMMHYECKHMI aHanmM3 KpoBHM BceM mnamueHtam ¢ BHOX npu
JUArHOCTHKE M B Tpoliecce TUHAMHYECKOro HaOINIo/IeHus, B CpelHeM, Kaxable 3-6 mec. ans

OIMpCACIICHUA q)YHKHI/IOHaJ'IBHOFO COCTOSAHUA IICYCHH, KOTOpasAa SABIACTCIA OAHUM H3 OPraHOB-
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vmumenedn npu  JUIKJL, wu onpenenenuss auciunuaeMud B KpoBu.  Hccnenyror
ananuHamuHoTpancdepasy (AJIT), acmapraramunorpancdepasy (ACT), oOmmit u npsMoi
OMIMpyONH, XOJECTepUH, YPOBEHb XOJECTepUHA JTUIONPOTEHHOB HHU3KOH IMJIOTHOCTH B KPOBHU
(JITTHIT), ypoBeHb XoJjecTepuHa JMIIONMPOTEHHOB BBICOKON IuIoTHOCTH B KpoBu (JITIBII),
TPUTIHULEPUIbI, ATbOYMHUH, TaMMariIyTaMIITpaHcepasy, akTUBHOCTD IIeN0UHOM (ocdarasbl B
kposu [15, 16, 38].

YpoBeHb yoenuTelbHOCTH pekoMeHanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeILCTB— D)
KommenTapuu: y 6orvwuncmea nayuenmos ¢ BHOX evissnsiiom nogvluienue akxmueHOCMU
mpancamunaz (AJIT, ACT), eunepxonecmepunemuro, Unepmpueiuyepuoemuro, yeeiuueHue
Konyenmpayuu JIIIHII, y mnocux nayuenmos cuudceno xoauvecmeo JIIBII ¢ kpoeu. Ilpu
amanuze  anOIUNONPOMEUHOSPAMMbL  GbIAGIAIONM — NOBbIULEHUE  YDOBHA ~ OCHOBHO20
anoaunonpomeuna JIIIHII - anonunonpomeuna B.

. PexomenaoBaHo ucciaeaoBaHUE YPOBHS MOUYEBHHBI, KPEaTHHUHA B CHIBOPOTKE KPOBH C
ONpENIETICHUEM CKOPOCTH KIYOOUKOBOM (uibTpanuu BceMm mnamueHtaMm ¢ BHO3X npu
JTUArHOCTHKE 3a00JeBaHUS M NpU JAMHAMUYECKOM HAONIOJCHUM, B CpeIHEM Kaxable 6-12
MECSIIEB C LIETbI0 KOHTPOJS (PYHKIMU MOYEK M CBOCBPEMEHHOW TUATHOCTUKHU €€ HapyIICHUS
[38].

YposBeHnb yoenurenbHocTn pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5)
° PexomennoBano Bcem marenTam ¢ BHOX nipu nuarnocTtuke u ganiee, ¢ 1eabl0 KOHTPOJIS
CHHTETUYECKOW (PYHKIIMUM TI€YEHH U CBOEBPEMEHHOTO TPEAYNPEKICHUSI OCI0XHEHUH,
CBSI3aHHBIX C HApyLIEHHEM TIEeMOCTa3a  €XEroJHO HCCIEJOBAaHHWE  KOaryJorpaMMBbI:
AKTUBUPOBAHHOE YacTHYHOE TpoMOoracTuHoBoe Bpemsi (AUTB), TpomOuHOBOE Bpemsi B
KpoBH, (puOpHHOTreH, MPOTPOMOMHOBOE (TPOMOOIUIACTUHOBOE) BpeMs B KPOBU WJIM B IIIa3Me,
MEXIyHapoaHOe HopMann3oBanHoe otHomeHue (MHO) [10, 38].

YpoBeHb yoenuteabHOCTH pekoMeHaanun C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeJIbLCTB— D)
2.4 UncTpyMeHTAIbHbIE TUATHOCTHYECKHE HCCIeI0BAHUS

2.4.1 Hucmpymenmanvhovle OUazZHOCMUYeCKUe UCCI€008aHUA NPU UHPAHMUNLHOU popme
JIKJI (6oneznu Boavmana)

. PexomennoBaHo mpoBeneHue yibTpa3BykoBoro wuccienoBanus (Y3UW) OpromHoi
nosioctd (YIbTpa3ByKOBOE HCCJIEIOBAaHUE OPraHOB OpPIOIIHOW MOJOCTH (KOMIUIEKCHOE)) U
3a0pIOMIUHHOTIO TMPOCTPAaHCTBA (B T.4., YJIBTPa3BYKOBOE HCCIICAOBAHUE HAAMOYCYHHUKOB), a
takke JlymiaekcHoe CKaHMpOBaHUE COCYNOB meueHd ([lymiiekcHoe CKaHMpOBaHHE COCYAOB

renatoOMIIMapHOM 30HBI), [lyniekcHoe CKaHUPOBaHHE COCYAOB CEJIE3EHKH BCEM MallMeHTaM C
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IMOoJO3pC€HUEM Ha BB u mocie na6opaTopHor0 IMOATBECPKACHUA OUarHo3a C LCJIbKO KOHTPOJIA

COCTOSIHHS BHYTPEHHHUX opranos [2, 9, 13, 15].

YpoBenb yoenuTeabHOCTH pekoMeHaanun C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB— 5).
KommenTapuu: V3U oOprowroti nonocmu no3eonsitom 6ulasgums  Veeiudenue neyeHu u
cene3eHKuU, onpedeums ouamemp 60POMHOU U Cee3eHOYHOU 8eH, Haluyue cmeamosa, puoposa
UIU YUppo3a neyeHu, Kartbyuhukamos HaonoyeyHUKos.

Yacmoma npoeedeHusi yibmpazeyKko8020 UCCIe008AHUSL OP2AHO8 OPIOWHOL NOA0CU
(KOMNIIEKCHO20) U 3AOPIOUUHHO20 NPOCMPAHCMBA (8 M.Y., VIbMPA38YKOBO20 UCCAEO08AHUE
HAONOYEUHUKOB) OUKIMYEMC sl COCMOSHUEM NAyueHma, Ho yacmoma ne menee 1 pasza 6 mecsy)

° PexomennoBano mposenenue 33odaroractpoayoaenockonuu (OI'JIC) nmanuentam ¢ bB
nociie JadopaTOPHOTO TOATBEPXKIACHUS JUarHo3a NPH HAJIWYUU TPU3HAKOB IOPTAIBHON
TUIIEPTEH3UH, YJIbTPA3BYKOBBIX IPU3HAKAX HApAaCTaHUsA Pa3MEpPOB CEJE3E€HKU U PaCUIMPEHUs

BOPOTHO¥ U cesie3eH0uHO#t BeH [15].

YposeHnb yoenurenabHocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— 5).
KommenTapuu: npogedenue OIJ[C y nayuenmos ¢ @uoposom neueuu, nNpusHaKamu
NOPMANbHOU 2Unepmensuu Heobxoo0umo Ol OYeHKU CMeneHu 6apuKo3H020 PACWUPEHUsT 8eH
nUWUe800a U y2po3vl KpOBOmMeyeHuUs

. He pexoMenoBana 6uoricus ne4eHy B KaueCTBE PyTHHHOTO METO/Ia TSl TIOITBEPKIACHUS
nuarnosa bB [15, 19].

YpoBenb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— 4).
KomMeHnTapuu: mooicem npogooumvcs ¢ yeivio OYeHKU COCMOSHUA MKAHU NedeHu,
onpeoeneHUs Hanuyus U blpadCenHHoCmu cmeamo3sa, cmaouu Guoposa.

Maxkpockonuuecku neueHv umeem APKULL IHCENMO-OPAHIHCEBBI YBEMm, 2UCMONIO0SUYECKAS]
KapmuHa Xapaxkmepuszyemcs Haauvyuem MUKpOBe3UKyIsAPHOSO0 Cmeamo3sd, «NeHUCMbIXy KlemKu
Kynghepa, npusnaxos ¢pubposza u yupposa neuenu [13, 19].

IIpeonoumumenvHo UCnonb306anUe HEUHBAZUBHBIX MEMOOUK, HANPUMeD, 1acmocpaguu
neuenu (Onacmomempuu neyeHu), MAcHUMHO-PE3OHAHCHOU MoMozpaguu 0p2anos OPIOUIHOU
nonocmu [39].

24.2 HucmpymenmanvHuvle OUaZHOCMUUeCKUe UCCAe008AHUA NpU  00J1e3HU
Hakonnenus 3gupoe xonecmepuna (bHIX), ¢ 0edromom 6 éo3pacme cmapuie 1 2ooa
. PekoMeHnnoBaHO TpoBeleHHE YIbTpa3BykoBoro wucciuenoBanus (Y3U) OpromrHoi
nosioctd  (YIbTpa3ByKOBOE HCCIICIOBAHWE OPraHOB OpPIOMIHON TMMOJOCTH (KOMIUIEKCHOE)) |

3a6pIOLHI/IHHOFO OpOCTPAHCTBA, a TaAKXKC I[yHJIeKCHOQ CKaHHUPOBAHUC COCYJOB IICHCHU
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(dymnexcHoe ckaHMpPOBAaHME COCYJIOB TeMaTOOMIUTMAPHON 30HBI), JyIiieKCHOE CKaHHpPOBAaHHE
COCYZIOB CEJIE3eHKM BCeM ManueHtam c mnoao3peHueM Ha BHOX u mocne maGoparopHoro
MOJTBEPKICHUS AUArHO3a C LENbI0 JUHAMUYECKOTO KOHTPOJISI COCTOSIHUS BHYTPEHHHX OPraHOB
[2,9, 13, 15].

YpoBenb yoeauTeabHocTH pekomMeHaanun C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB— 5).

Kommenrtapuu: V3U neuenu u cenezenku noseonsiom 6bis6umbs y@eludeHue neueHu u peice
cenezenKu, Haiuyue cmeamosa, ¢uopoza unu yupposza nevenu. Y3U 3abprowunnoco
npocmpancmea, 6 m.4., ¥Y3M naonoueunuxos modicem 8ulagums Kaibyupukamol HAONOYEYHUKOS
(v nayuenmos ¢ BHOX — kpatine peoro, He 6onee 5%).

. PexomenaoBaHo mpoBeaeHME MarHUTHO-pe3oHaHcHOW Tomorpadpuu (MPT) opranos
OpIOIIHOM MOJOCTH W/HUiHU NacTorpaduu neyeHu (31acToMEeTpuu mnedeHu) nanventam ¢ bBHOX
nocie J1abopaTOPHOTO MOATBEPKACHUS TUATHO3a C IIEJIbI0 KOHTPOJIS COCTOSHUS MEYEHU MpU
nposenennu O3T [21 — 26, 38].

YpoBeHb yoenUTEeILHOCTH peKoMeH1aluu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB— 2).

KoMmMmeHnTapuu: nposedenue KoauuecmeenHol oyeHKu icuposotl oucmpoguu neveru (no MPT)
Heobxo00uMo 0.1a nociedyroweco kKoumpoasa sgppekmuenocmu P3T. Yacmoma uccreoosanuii 6
cpeonem: MPT opeanos bprownot nonocmu — 1p/200, snacmoepaghuu neuenu — 1p/6 mec.

J PexomennoBano mnposeneHue 33odaroractpoayoneHockonun (OI'IC) mamuentam c
BHOX mnocne nabopaTopHOro NOATBEPKACHUS JUarHo3a Mpu HaJIMYUU NMPU3HAKOB MOPTAIBHON
THIEPTEH3MUH, YJIBTPAa3BYKOBBIX IPH3HAKaX HApACTaHUS pPa3MEPOB CEJIE3CHKH W PACIIMPEHUS
BOPOTHO# U cesie3eHouHo#t BeH [15].

YposeHb yoenureabHocTn pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D).

KommenTapuu: npogedenue OIJ[C y nayuenmos ¢ @uopozom neuenu, NPUSHAKAMU
NOPMANbHOU 2unepmensuu Heobxoo0umo OJisl OYEeHKU CMeneHu 6apuKO3HO020 PACUWUPEHUS 6eH
nUWEes00a U y2po3vl KpOGOmMeyeHus

. PexomennoBano mnamuentram ¢ BHOX mnposenenme snexrpokapauorpapuu (OKI),
sxokapauorpapun (OXOKI') 11 OLEHKHM COCTOSIHHUS CEplIeYHO-COCYAMCTOW CHUCTEMBI, B
cpenHeM, Kaxaple 1-2 rofa mpu HATUYUHU aTepOCKIIepo3a M Kaxkple 2-5 JeT — Y CTaOMIbHBIX
nanueHTos [38, 2].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— D).

KommenTapwmii:

Ilpu nanuuuu apummuu HeoOXOO0UMO npogedeHue CcymoyHo2o monumopuposanus IOKI'

(Xonmepoeckoe moHumopupogatue), no NoKa3aHuam - cmpecc-mecma (Snekmpoxapouozpaghust
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¢ usuueckou HA2py3Koll) 8 cOOmMEemcmseuu ¢ peKOMeHOAUUAMU NO Be0eHUI0 NAYUeHmMOos8 C
amepocKiepo3oM U apummuetl.
. Bcem mamuentam c¢ ycraHoBiieHHBIM auarHo3oM bHOX pekomeHnoBaHO mpoBeneHue
yIbTPa3ByKOBOrO  JOMIIeporpaduyeckoro aHajliM3a COCylOB ToOJIoOBbI U 1meu: Y3U
OpaxmonedanbHbIX CTPYKTYp (OpaxuonedanbHblii CTBOJ, OOINas, BHYTPCHHSSI U HapyKHAS
COHHAsl apTEPHH, MMO3BOHOYHAS WM TOJIKIIOYMYHBIC ApTEPHH: OIECHKA MX JUaMEeTpPa, CTEHOK,
CKOPOCTH KPOBOTOKA, HAIMYHS/OTCYTCTBHSI UX CTEHO3UPOBAHMSI, TONIIUHBI KOMIUIEKCa UHTUM-
menna (KMM) uist fMarHOCTHKH aTepOCKIIepO3a M OLEHKH CTEIEHHU ero BeipaxkenHoctH [13, 15,
20, 38, 40, 41].
YpoBeHnb yoenurenbHocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5)
KommenTapmii: coenacrno npuxazy om 13.10.2017 Ne 8041 «O6 ymeepaoicOeHuu HOMEHKIAmypul
Meouyunckux ycuyey: [yniexcHoe ckanuposanue oOpaxuoyepanvHuvix apmepuil ¢ Y8emHbIM
O0ONNIEePOBCKUM KAPMUPOBAHUEM KPOBOMOKA, /[yNieKCHoe CKAHUpo8aHue 3KCMpaKpaHudaibHblX
omaoenos opaxuoyeghanvrvix apmepuil, [ynieKcHoe cKaHupoganue dpaxuoyeanvhsvix apmepui,
JIYYesblX apmepull ¢ npogeoeHueM pomayuoHHbIX NPoo.
Honoanumenvro modxcem Ovims nPo6edeHo onpedeiehue I00bIHCeUHO-NIe4e8020 (100bldceuHo-
OpaxuanbHo20) uHOeKca, UCCe008ana Kanbyugpukayus koponapHelx apmepuu [38].
. PexomennoBano B3pocnbsiM narnueHtam ¢ bBHOX npoBenenue nmpu HeoOXOIUMOCTH, MO
3aKJTFOYCHUI0 KapJIHUO0JIoTa B COOTBETCTBHHM C OOIIMMH MPUHIMIIAMHU TMOJIXO0Ja K JUAarHOCTHUKE
aTepOCKIIepo3a, KOMITBIOTEPHO-TOMOTpahUyecKoit auruorpaduu  COCYIOB  TOJIOBBHI
(KommbrotepHo-TOMOTpaduueckasi aHruorpadusi COCyJOB TOJOBHOIO MO3ra) U €U
(KommbroTepHo-TOMOTpaduueckas aHruorpadus OpaxuoredaabHbIX apTepuil) s OICHKH
COCTOSIHHSI Cep/ICYHO-COCYAUCTOM cuctemsl [38].
YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 0KA3aTeILCTB—5)
. He pexoMeH10BaHa OMOIICHS TTIEYCHH B KQ4eCTBE PYTHHHOTO METOJ1a IS TTOITBEPIKICHUS
nuaraosa BHOX [15, 19].
YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB— D).
KommeHnTapum: moocem nposooumvcsi ¢ yYeabld OYEHKU COCMOSAHUS MKAHU NedeHu,
onpeoeneHUs Hanuyus U blpadCeHHOCmu cmeamo3sa, cmaouu Guoposa.

Makpockonuuecku neueHb uMeem  HCENMO-OPAHIHCEBBIN  YBEM,  2UCHONOSUYECKASL
KapmuHa Xapakmepuszyemcs Haauyuem MUKpOBe3UKYIAPHOSO0 Cmeamo3sd, «NeHUCMbIXy KlemKu

Kynghepa, npusnaxos ¢pubposza u yupposa neuenu [13, 19].
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IIpeonoumumenvHo Ucnonb308aHUe HEUHBAUBHBIX MEMOOUK, Hanpumep, d1acmozpagpuu
neuveHu (dnacmomempuu nedenu), MASHUMHO-PE3OHAHCHOL MOMO2paguu opeaHos8 OprOUIHOU

nonocmu [39].

2.5 Nnan AUATHOCTHKA

2.5.1 Hnaa ouaznocmuxa npu ungpanmunvnoii popme /IJIKJI (60nre3nu Boromana)

. Pexomennyercss B BeaeHuu ImanueHToB ¢ bB  Ha Bcex 3ramax HMCHOJIb30BATH
MYJIbTUAUCIUILTUHAPHBIN TOAX0/1 B BUY TOT0, YTO 3a00JIeBaHNE XapaKTEPU3yeTCs MOPaKEHUEM
MHOTHUX OpPraHOB U CHUCTEM, TpeOyeT KOMIUIEKCHOW Tepanuu, 4YTO IUKTYeT HEeO0OXOIMMOCTb
COBMECTHOT'O BEJICHHUS MMAIMCHTA CIICIIMAIMCTaMK pa3HbIX npodueit [39, 42, 15].

YpoBeHb yoenuTebHOCTH pekoMeHanun C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeJILCTB— D)
KommenTapuii: nayuenmos ¢ bB nabniodaem eépau-eacmposnmeponoe (u/unu 8pay-neouamp),
a makdce 8pay-ceHemux, HeobXo0umMa KOHCYIbMAyus 8paya-ouemono2a ¢ yeivio Ha3HayeHus
HU3KOJMCUPOBOUL Ouemsl, Koppekyuu marbabcopoyuu (noobop cneyuanrusuposanHou ouenmolt ¢
OCPaHUYEHUEeM JCUBOMHBIX JICUPO8, a 6 pside cumyayutl u napenmepanvhoeo numanust.) [2,15],
KOHCYTbmMayusi 8paia - Kapouoioea O0emcKo20 C UYelblo OYEHKU HAPYULeHUNl CepOeyHO-
cocyoucmoui cucmemvt u mepanuu [2,13,15,20,26], epaua - wueeponoea ¢ yeavio oyenxu
HapyweHul HepeHou cucmemvl [14], KoHcynrbmayus 6pava-mpancniaaHmono2a npu HAIuyuu
NOKA3aHUL O NPOGeOeHUs MPAancniaHmayuu nedenu. B owcusneyepoorcarowux cocmosnusax
HeobX00UMO yyacmue 8paya-aHecme3uo102a-peanumamonosa.

. [TarmenTam ¢ yCTaHOBJIEHHBIM TUArHO30M bB M Hanmn4ureMm U3MeHEeHU B HaITOYeYHUKaX
PEKOMEHJIOBaHA KOHCYNbTAIlMsl  Bpada-dHAOKPUHOIOTa C 1ETbl0  OIeHKHM  (PyHKUIUU
HAIIOYEYHUKOB U CBOEBPEMEHHOT'O Ha3HAYEHHsI TOPMOHO3aMECTUTENbHOM Teparnuu [15].
YpoBenb yoeauTeabHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB— D)
2.5.2 Huasa ouaznocmuka npu 60.1e3uu Hakonaenus 3gpupos xonecmepuna (bHIX)

. Pexomennyercs mpu Benenum mnanueHToB ¢ BHOX Ha Bcex 3Tamax HMCHOJIB30BaTh
MYJIbTHIUCIIUTUIMHAPHBIN TIOJIX0/T B BHIY TOTO, YTO 3a00JIEBaHUE XapaKTEPU3yeTCsl MOPAKECHUEM
MHOTHUX OpPTaHOB U CHCTEM, TpeOyeT KOMIUIEKCHOW Tepanuu, 4TO JUKTYyeT HEe0OXOIMMOCThH
COBMECTHOT'O BEJICHUS MAllMEHTa CICIUAINCTaMH Pa3HbIX ipoduieii [15, 38, 39, 42].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB— D)
KommenTapwmii: nayuenmos ¢ BHOX nabnwooaem epau-eacmposwmeponoe, epay-mepanesm (8
0emcKolU npakmuke 6pay-neouamp), a makice 8pay-eeHemuK, HeoOXO00UMAa KOHCYIbmayus
8PAYa-0Uemonoea ¢ Yeiblo HA3HAYeHUs HUZKONCUPOBOU Ouemvl (H0060p cneyuanruzupo8aHHou
ouemvl C O2paHuUyeHuem HCUBOMHBIX dncupos) [2, 15], xowcyrbmayus epaua - Kapouoioea

(kapouonoeca 0emcKkoeo) ¢ Yeivlo OYEeHKU HAPYUEeHUNl CepOeyHO-COCYOUCMOU cucmemvl U
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mepanuu (OYeHKa CcOoCyOUCmo20 PUCKA, HA3HAYeHUe JleYeHus, NEePeUYHO U 8 Nociedyioujem
kadicovle 6 mecayes) [2, 13, 15, 20, 26/, koncyromayust 6pava-mpaHcnianmono2a npu Haaiuduu
noKazanull O0nsi mpaumcniawmayuu nevenu. Ilpu Hanuyuu HeBPOIOSUYECKUX HAPYUWEHUI:
KOHCYIbMayusi 8paua-Hesposioza (nepsuuHo u oanee edxce2o0Ho). B dcusneyepodcarouyux
COCMOSHUAX He0DOX00UMO yyacmue 8paya-aHecme3uoi02a-peanumamosnoaa.

. KoHcynpTanuu Apyrux coeuManucToB HalMeHTaM c¢ nojpo3peHueM Ha BHOX wm ¢
YCTaHOBJICHHBIM JIMarHO30M PEKOMEHIYIOTCS 10 Moka3anusm [15].

YpoBenb yoeauTeabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB— D)

3. Jleuenue, BKIItOUass MEAUKAMEHTO3HYIO M HEMEIMKAMEHTO3HYIO TE€paIiu,
JMeTOTepanuo, 00e300JMBaHNE, MEIUIIMHCKHE MOKa3aHUs U TPOTUBONIOKA3aHUS K

IMPUMCHCHHNIO MCTOIOB JICUCHUA
Jleuenue J[JIKJI exnrouaem kak namozenemuyeckylo mepanuio - Hasnavenue @37, mak u
nposedeHue cumnmomamuyeckor mepanuu. Bedenue nayuenmos c JJIKJI npeononacaem
MYTbMUOUCYURTIUHADHBINL NOOX00 C 0053aMeNbHbIM  YUacmuem 2eHemuKkos, KapouoJio2os,
2aCMpPOIHMEPONI0208 U 8pavell Opyeux CneyudaibHOCmel, UMEerWux ONvlm 8 Je4eHUU 3MmMo2o
PeoKo2o 3a001e8aHUS.

3.1 ITaToreHeTnyecKoe JeuyeHue

3.1.1 Ilamozenemuueckoe neuenue npu unganmunvroi popme JJIKJI (6one3nu Borvmana)
. PekomennoBano mnpoBeneHune QepMeHTHOM 3amectutenbHOol Tepanuu (P3T) Bcem
NalMeHTaM C YCTAaHOBIICHHBIM JHarHo3oM BB ¢ 1enpro 3amMemsieHHus MpOrpecCUpOBaHUS
3a00JICBaHUs, YMEHBIICHUS Pa3MEpPOB IEUYCHU W CEJIe3CHKH, perpecca Wi CTaOWIM3anun
¢Gubpo3a 1meueHu, yCTpaHSHUs TUCITHITHICMUY, YMEHBIIEHUSI HAKOIICHHS 2(DUPOB XOJIECTEPHHA
B OpraHax u Tkausx [21-25].
YpoBeHb yoeauTeIbHOCTH peKoMeHaanuu B (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB— 3).
Kommenrapuu: Illpenapamom onra @D3T saensemcsa Cebenunaza anvgpa™*. B 1 mn
pacmeopa cooepoicumcs  ceberunasvl  arb@pa** 2 me. Omo pexombunanmuas Gopma
Ye108eYeCKoll TUBOCOMHOU KUCLOU JUNA3bI, NPOU3BOOUMAS C UCHONb30BAHUEM MEXHONI0UU
pexomounanmuou J[HK 6 xnemounoti xynemype kypunoeo suya. DP3T npeoumasnauena 07
B0CCMAHOBNIEHUs  YPOBHA IHIUMAMUYECKOU AKMUBHOCMU, O00CMAMOYHO20 Ol 2UOPOIU3A
HAKONJIEHHbIX 2()upo8 Xxorecmepuna u 01 Npeoomepaujenus ux OdalbHelule20 HAKONJIEeHUs.
Ilocne ssedenus ceberunasa anbha™>* ObiIcmMpo 6bIBOOUMCA U3 CUCMEMHO20 KPOBOMOKA U

nozcnowaemcs KiemKamu, nocmynas 6 ux 1u30Combsl 4epes MCIHHO30-6'¢0CQbanHbl€ peuenmopeol.

23



Bseoenue npenapama ocywecmensiemcs napeHmepanibHo 8 6uoe  GHYMPUBEHHbIX
un@ysutl. Beedenue ocywecmensemes uepes nepughepuueckuti 86eHO3HbIN Kamemep (Kamemep
nepugepuyeckuti) um  uepez  nopm-cucmemy  (nopm — UH@Y3UOHHLLU/UHDEKYUOHHDBLI,
umnianmupyemviti ***), komopwie ycmanagiu8aOmMcs co2nacHo Memoouieckum pyKosoocmeam
«Benosmnwiii 0ocmyn, 2019 (https://msestra.ru/download/file.php?id=4763) c¢ ucnonvzoearuem
HeoOX00UMbIX — IeKAPCMBEeHHbIX  cpedcms. Tlopm-cucmemvbl  YCMAHABIUBAIOMCS  CONACHO
Pacnopsicenuro  Ilpasumenvcmea Poccutickoii @edepayuu om 31.12.2018 Ne 3053-p «O6
YmMEepoHcOeHUuy nepeuns MeOUYUHCKUX U30eUll, UMNIAHMUPYEMbIX 68 OP2AHU3M UYelo8eKd npu
OKA3aHUU MEOUYUHCKOU NOMOWU 8 PAMKAX NPOSPAMMbL  20CYOAPCMEEHHbIX — 2aPAHMUILL
Oecniamno20 OKA3aHUsl 2padcoOaHam MeOUYUHCKOU NOMOWU, A MAKdiCe NnepedHs MeOUYUHCKUX
uzoenutl, OMNYCKAemvlx N0 peyenmam Ha MeOUyuHcKue uzoenus npu npedocmaeieHuu Habopa
COYUATILHBIX YCIYRN.

Pexomenoosannwiii pesicum do3uposanus 3asucum om eospacma. [Jemsm 0o 6 mecayeg
peKomeHoyemas HauanbHas 003a cocmaesisem Ime/ke, 6 nocnedyrouwem - 3 me/ke 6HympueeHHo 1
paz 6 nedemio [Hucmpykyus no meouyunckomy npumenenuio npenapama Kanyma.
(Onexmponnwiii pecypc). URL:
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=728812e8-af8a-4553-b8al—
13ba49df718candt= (0ama o6pawenus. 05.06.2020)].

B 3asucumocmu om KiuHuueckoco omeema ciedyem paccMOmpemb 803MONCHOCHIb
NOCMENeHHOo20 YBeauyeHus 003uposku 0o #5 me/ke 1 paz 6 Hedemo. Hmenno smu 003wl
nO360J1510M ObICMPO KYNUPOBAMb Madceible 0CLoNCHeHus: 3abonesanus [21, 43].

Heobxooumviii  obvem npenapama MeOneHHO pa3800am 68 HYJHCHOM  obveme
@usuonocuneckoeo pacmeopa coznacho eecy (npunodicenue I4). Becv nHeobxooumwili 06vem
pacmeopa 0ondiceH Oblmb 66€0eH He MeHee Yem 8 meyerue 2 4acos.

Cnedyem obpawame 6HUMaHUe HA COONIOOEHUEe UHMEPBANO8 MeNCOY UHDY3uIMU U
He0onyCmumMocms nepepuvleos 8 mepanuu, m.K. HapyueHue pexicuma ie4yeHus Conpo8OHCOAencsl
HOMEHYUANLHBIM PUCKOM YXYOUleHUS COCIOSAHUSA NAYUEHMA U NPOSPECCUPOBAHUA CUMNINOMO8
bB.

Heobxo0um monumopune 0CHOBHbIX napamempos meyeHust 3a001e8aHUs.

o PekoMeH10BaHO TIpOBEJICHUE MEIMKAMEHTO3HOH MpeMeIuKanuy (aHTUTHCTaMUHHBIMA
npenaparaMu IS CUCTEMHOTO TPUMEHEHHUs (XJIOpOmUpaMuH**)  W/WIUM HECTEepPOHMIHBIMU
MIPOTUBOBOCTIATTUTEIIEHBIMH u MIPOTUBOPEBMATUIECCKUMU npernapaTamu

(ubynpoden™*)/mpenaparamu Tpynmsl APyrue aHaIbIeTHKU U aHTUITUPETHKY (T1apaneramon™*))
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IPU TOSBICHHH TMOOOYHBIX UICPIrHYECKUX PEaKIui ¢ mocienyroomeil napy3uei cedenumasbl
anbda**[21-25].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auun B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB— 3)
Kommenrtapum: y nayuenmos ¢ BB, nonyuarowux @37, kak u npu 6/6 6sedenuu 1106020 Opy202o
benKo8oeo mpenapama, Mocym pazeumvcs NnoOOuHble peakyuu (Iuxopaoka, 03HOO, peoma,
KpanusHuya,  mscenvle  peaxkyuti — unepuy8CmeUumenbHOCmuy — AIepeUdecKoeo  muna),
npoucxooawue 60 6pemMs UHQDY3UU uiu 8 meueHue OHA nocie nposedeHus un@ysuu. Ilpu
NOAGNIEeHUU NODOUHBIX PeaKyuti 60 8pemMsa/nocie UH@Y3UU PeKoMeHOYemcs coomeemcmeayouee

Jiedernue, npu Komopom HeobxX00UMo cl1edosamo COBPDEMEHHBIM peKOMeHdauuﬂM

3.1.2 ITamozenemuueckoe neuenue npu 601e3HU HAKONIeHUA IPpupos xonecmepuna (bHIX),
¢ 0ebromom
. PexomennoBano nposeneHue dhepmentHol 3amectutenbHon Tepanuu (O3T) manuentam
¢ ycraHOBJIEHHbIM quarHo3zoM BHOX c¢ nenbio 3amemsieHus: nmporpeccupoBaHusi 3a0o0JieBaHus,
YMEHbILIEHUSI Pa3MEPOB TMEUYEHU U CEIIe3eHKH, perpecca wiu cradbunuzanuu (Gudposa nedyeHu,
yCTpaHEHUS] TUCIUIMHIEMUHU, YMEHbBIIEHUS HAKOIJICHUS 3(UPOB XOJEeCTepHUHa B OpraHax u
TKaHsx [21-25].
YpoBeHb yoeauTeJIbHOCTH peKoMeHaanun B (YpoBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB— 3).
Kommenrapun: Ilpenapamom ona @3T saensemca Cebenunaza anegpa™**. B 1 mn
pacmeopa codepocumcs  ceberunaszvl  are@a** 2 me. Omo pexombunammmuas ¢hopma
Yen06e4ecKoll IU30COMHOU KUCTOU UNA3bl, APOU3BOOUMAs C UCNONb308AHUEM MEXHOI02UU
pexomounanmuou J[HK 6 xnemounoti xynemype kypunoeo siuya. DP3T npeoumasnauena 0ns
B0CCMAHOGNIEHUSL YPOBHS OH3UMAMUYECKOU AKMUBHOCY, OO0CMAMOYH020 Ol 2UOPONU3A
HAKONJIEHHbIX 2(uUpo6 xorecmepuna u 01 Npeoomepaujenus ux OdalbHelule20 HAKONJIEeHUs.
Ilocne ssedenus cebenunasa anbha™>* ObicmMpo 6bIBOOUMCA U3 CUCMEMHO20 KPOBOMOKA U
no210Waemcsi K1emkamu, NOCMynas 8 ux 1u30CoMvl yepes MaHHo30-6-gocghamuuvle peyenmopoi.
Bseoenue npenapama ocywecmensiemca napenmepanivHo 6 6uoe GHYMPUBEHHbIX
ungysuil. Beedenue ocywecmensemcs uepez nepugepudeckuti eHO3Hblll Kamemep (Kamemep
nepugpepuveckuil) Ui uyepez  nopm-cucmemy  (nopm  UHQY3UOHHBIU/ UHDEKYUOHHDII,
umnianmupyemvlii ***), xomopwvie ycmanagiusaromces co2nacHo Memoouvyeckum pyKo8ooCcmeam
«Benosnwiii oocmyn, 2019 (https://msestra.ru/download/file.php?id=4763) ¢ ucnonvzosanuem
HeoOX00UMbIX — 1eKApCMEeHHbIX cpedcme. [lopm-cucmemsvl  yCmManasiu8aomes  CO21ACHO
Pacnopsiocenuro Ilpasumenvcmea Poccutickoii @edepayuu om 31.12.2018 Ne 3053-p «0O6
VMeep#cOeHUuy nepedHs MeOUYUHCKUX U30enull, UMNIAHMUPYEeMbIX 8 OP2aHU3M 4YeloeKka npu

OKA3aHUU MEOUYUHCKOU NOMOWU 8 PAMKAX NPOSPAMMbL  20CYOAPCMBEEHHBIX — 2APAHMUL
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becniamuo2o OKAa3aHus 2panicoaHam MeOUYUHCKOL NOMOWY, d MaKdice NepeyHs MeOUYUHCKUX
uz0enutl, OMnycKaemvix no peyenmam Ha MeOUYyUHcKue uzoeius npu npedocmasieHuu Habopa
COYUANBHBIX YCTLY2H.

Hemsam cmapuie 6 mecayes u 63pocivim npenapam 6800am u3 pacvema 1 me/ke kaxcovie
2 Heodenu. Heobxooumsiii o0b6vem npenapama MeONeHHO pPa3800am 6 HYHCHOM o0bveme
Gusuonocuneckoco pacmeopa coeiacHo eecy (npunodicenue 14). Becb Heobxooumvlil 06vem
pacmeopa 0ondiceH Oblmb 66e0eH He MeHee YeM 8 meyeHue 2 4acos.

Credyem obpawjams eHUMAaHue Ha COOMOOEHUe UHMEPBALO8 MedNCOy UHDY3UAMU U
HeOoNnyCmuMoCms nepepovleos 8 mepanuu, m.K. HapyuleHue pexicuma leyeHus conpogoHCOaencsl
HOMEHYUANbHBIM PUCKOM VXYOULeHUS COCMOAHUSL NAYUEHMA U NPOSPeCCUpPOBanuss CUMNINOMO8
bB.

Heobxo0um monumopune 0CHOBHbIX napamempos meyeHust 3a001e8aHUSL.

Ilpu ob6cnedosanuu cubaunzos (6pamves u cecmep npob6anda) mo2ym Ovims GblAGIEHbL
oemu c¢ JJJIKJI, He umerowue KiuHuueckux nposeireHuu. Taxue nayuenmsl HYHCOAOMCA 8
Haob00eHuU, Ha4UHams Ux jleyeHue Heobxoo0uMo npu NOSGIEHUU NEPEbIX CUMNMOMO8 OOJIE3HU.

. PekoMen0BaHO TpoOBenEeHHE MEIUKAMEHTO3HON MpeMeauKaluu (aHTUTUCTAMHUHHBIMU
mperapaTaMu JiJIsi CHCTEMHOTO TIPUMEHEHUS W/WITH HeCTEPOUHBIMHU MTPOTHBOBOCIIATUTEIIEHBIMHU
U TNPOTUBOPEBMATHUECKMMM IIpenapatamu (MOympoden™**)/mpenaparaMu Tpymimbsl  JIpyrue
AQHAJIBIETUKN W aHTUIUPETUKH (maparieramon**)) mpu MosBIEHUH MOOOYHBIX aJIEPrHUECKUX
peaxiuii ¢ mocnenyromiei nHdy3uei cedbenumnassl anbha** [21-25].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auun B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB— 3)
KommenTapuu: y nayuenmos ¢ bB, nonyuarowux @3T, kak u npu 6/6 6eedenuu 1106020 0py2020
benKoso2o mpenapama, Mo2ym pazeumscsi NOOOYHvle peakyuu (1UXopaoxa, 03HoO, psoma,
KpanusHuya,  msaxcenvle  peakyuu — 2unepyy8CmeUumenbHOCmy  ailepeudeckoeo  muna),
npoucxoosawue 80 8pems UH@Y3UU UIU 8 meyeHue OHs nposedeHus ungysuu. Ilpu nosenenuu
HOOOYHBIX peaKyull 80 8peMs/nocie uHgy3uu pekomenoyemcs coomeemcmayrouee ieverue, npu

KOMOpoM HeobX00UMO C1e008amb COBPEMEHHBIM PEKOMEHOAYUSIM.

3. 2 CuMnroMaruyeckoe Je4eHue

Brarouaem nasnauenue ouemomepanuu, jeuenue conymcmsyrouen namoiocuu.

3.2.1 Cumnmomamuueckoe nedyenue npu unpanmuavnoi gopme /JIKJ/I (6one3nu
Bonavmana)
. [Ipu 3aboneBaHusAX TEYEHH MPU HATUYUK CHUHApPOMA IIMTOJIM3a M  XOJecTrasa
PEKOMEHJIOBAaHO HAa3HAYEHUE IIPenaparoB C TIENaTONPOTEKTUBHBIM JICUCTBUEM: IIpernapaTsl

ypcoae3okcuxoieBoi kucinoTe** (Y IXK) [27].

26



YpoBenb yoeauteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB— D)
KomMmeHnTapuu: cenamonpomexkmopvl -  JeKapcmeeHHvle — cpeocmed, — Vayuularujue
Memabonuueckue Npoyeccbl 6 NeueHu, Nosvbluaruwue ee YCmouuusocms K HNaAMOSeHHbIM
6030€UCMBUSIM. IIpenapamui VIXK** obnaoarom 2enamonpomeKmueHbIM u
anmuxonecmamuyeckum oeticmeuem [27].
o PexomeH10BaHO Ha3HAYCHME MOJMBUTAMUHHBIX MPENApaToB B CBS3M C HEIOCTATOYHBIM
UX YCBOGHHEM W3 MHIIM, OOYCIOBJICHHBIM HAPYIIEHHWEM KHUIIEYHOTO BCACHIBAHUS Y YacTH
naruenToB ¢ bB [15].
YpoBeHnb yoenurenbHocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5)
Kommentapum: nowmumo 6ocnoinenus Oepuyuma eumamunos, Bumamunm E, saenasace
CMPYKMYPHLIM KOMNOHEHMOM JTUNUOHO20 OUCIOA MeMOpaH, oKaszviéaem cmabuiusupyoujee
delicmeue Ha NpPoOMoONnIAIMamuyecKue u CcyoxKiemounvie Mmemopanvl 2enamoyumos. Kax
AHMUOKCUOAHM U MEMOPAHOCMAOUIUZAMOP NPEOYNPeHcOaem HAPYULeHUsl CO CMOPOHblL COCMA8A
JHCUPHBIX KUCIOM 6 JUNUOHOU (DpaKyuu MUKPOCOMALbHLIX MeMOpaH U, cOOmMEemcmeeHHo,
obnadaem cenamonpomexmuHuiM Oeticmeuem. #Pemunon™* (eumamun A) mopmozum cunmes
xXonecmepuna, nooasisiem nepekucroe oxucienue aunuooe (I10JI) e newenu. Ilpu couemanuu
ACKOPOUHOBOU KUCTIOMbL C HCUPOPACMBOPUMBIMU BUMAMUHAMU OMMEYaAemcs. NOMeHYuposanue
AHMUOKCUOAHMHO20 d¢hhekma.
. PexoMennoBano namuentaMm ¢ bB u HalMmo4eYHNKOBOW HEOCTATOUHOCTHIO MPOBEACHHE
3aMECTUTENbHON Tepamuu TpenaparaMd TPYONbl  KOPTUKOCTEPOUABI NI  CHUCTEMHOTO
IPUMEHEHUs (MHHEPAIOKOPTUKOUIBl W/WIN KOPTUKOCTEPOUbI) COTJIAaCHO COOTBETCTBYIOLIUM
pekomenpanusm [15].
YpoBenb yoenuteabHocTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbLCTB— D)
3.2.2 Cumnmomamuuyeckoe neyenue npu 601e3HU HAKONJIEHUA IPUupos xonecmepuna
(FHJX)
o PexoMeHIOBaH palMOH TMUTAHHUS CO CHW)KCHHBIM COJEP)KAaHHEM KHMpa TalueHTaM C
BH3X [2,15].
YpoBeHb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB— D)
Kommentapun: B P® npunamer memoouueckue pexomenoayuu MP 2.3.1.2432-08 Hopmwi
@uszuonocuueckux nompebHocmeu 6 3HepauU U NUWEBbIX Beuwjecmseax Olisl pa3IUdHbIX 2PYNAN
Hacenenusi Poccutickou @edepayuu.
Honyckaemcs ocpanuuenue 6 payuone odwcupos 0o 30% om dHepeemuyecKkol YeHHoCmu
CYMOUHO020 payuoHa. J{oau HACLIWEHHbIX, MOHO- U NOJUHACLIUWEHHBIX HCUPOS OOJIHCHLL OblMb

pasHuimu. Maxkcumanvno oonycmumoe Koauvecmeo xoaecmepuna - 300 me/cym, 603MOHMCHO €20
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cHudicenue 0o 200 me/cym. Ypoeewv Oenxka 0oadxicen coomeemcmeosamsv @U3UOI02UHECKOT
HopMme nompe0JieHUst 8 3a8UCUMOCIU OM 803PACA C Y8eaudeHuem 001U pACmMUmenbHulx 0enKos.
Pexomenoyemoe coomnowenue pacmumenvubvix u Jdcueommuvix 6eikoe coomeemcemeyem 1:1. H3
HCUBOMHBIX DenKog cledyem omoasams npeonoumenue puibe. Heobxooumo oepanuuenue
J1e2K0YC8OSAEMBIX Y21e80008 U Y8elUYeHUe CILONACHLIX V2lle80008 U pacmumenvHol Kiemyamku. B
yenom, 00115 yeneeo008 001xicHa cocmasnsams 50-60% om snepeemuueckoli yeHHOCmMu payuoHa.
U3 nux 7-10% - Ha donro neckoyceosiemvix.

o [Ipu 3aboneBaHMsIX TI€UEHHM TNPU HAIUYUU CHHIpPOMA IMTOJNHM3a M XOJecTasza
PEKOMEH/JIOBAaHO  HA3HAYCHHWE  TPernaparoB ¢  TCMaTONMPOTCKTHUBHBIM  JICHCTBUEM:
renaTonpoOTEKTOPHOE CPEJICTBO PACTHUTEIBLHOTO IMPOUCXOXKICHHS (PacTOPOIIIN IMATHUCTOU
9KCTPAKT ), pa3iMyHbIe MPOYKe Hpernaparsl 1 jgedenus 3adoneBanuii JXKT u oOMeHa BelecTs
(THOKTOBast KUCIIOTA ), MPENapaThl )KEITIHBIX KUCIOT (ypcoae3okcuxoienas kuciora*™ (Y JIXK))
[27].

YposBeHnb yoenurenbHocTn pekoMenanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5)
KommenTapuu: cenamonpomexkmopvl -  JleKapcmeeHHvle — cpeocmed, — Viyuularujue
Memabonudeckue Npoyecchl 6 NeyeHu, Nogvluarnuue ee YCMmouuusocms K HAMOSEHHbIM
so30eticmeusam. Ilpenapamvl pacmoponwiu nAMHUCMOU 001A0AIOM  2enamonpomeKmueHbiM
Oevicmeuem, a YJXK** - cenamonpomexmuHblM U AHMUXOJECMAMUYECKUM OeUCmBUEM.
Tuoxmosgas xucioma yuyacmeyem 8 Npoyeccax OKUCIEHUS HCUPHBIX KUCIOM 68 MUMOXOHOPUSIX,
YUMo NOMUMO IHEpP20obecnedenuss KiemKu, YMeHbUlaenm cooepicanue 8 Heli cyocmpamos 0
cumnmesa mpuiuyepuoos.

o PekoMeH10BaHO Ha3Ha4YeHHE MOJMBUTAMHHHBIX MPEMapaToB B CBSA3H C HEJAOCTATOYHBIM
WX YCBOCHHEM, OOYCIIOBJICHHBIM HapYIICHHEM KHIIECYHOTO BCACHIBAHHS YACTH TAIMCHTOB C
JUIKJT [15].

YpoBeHnb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB— D)
KommenTapum: nowmumo 6ocnonnenus Oeguyuma eumamunos, Bumamun E, s6naace
CMPYKMYPHLIM KOMNOHEHMOM JTUNUOHO20 OUCTOA MeMOpaH, oKaszvieaem cmabunusupyoujee
Oelicmeue Ha NpPoOMONIAIMamMuyecKue u Ccyoxkiemounvie Mmembpanvl 2enamoyumos. Kax
AHMUOKCUOAHM U MEMOPAHOCMAOUIUIAMOP NPEOYRpedHcOaem HapyueHus co CIopoHbl COCMAsa
JHCUPHBIX KUCIOM 6 JUNUOHOU (GPaKyuu MUKPOCOMAIbHbIX MeMOPAaH U, COOMEemcmeeHHo,
obnadaem 2enamonpomekmuenviM oelicmeuem. Pemunon™* (sumamun A) mopmozum cunmes
xXonecmepuna, nooasisiem nepekucroe oxucienue aunuoos (I10J1) 6 newenu. Ilpu couemanuu
ACKOPOUHOBOTL KUCIOMbL C HCUPOPACMBOPUMBIMU BUMAMUHAMU OMMeYaemcs NOMeHYuposaHue

AHMUOKCUOAHMHO20 d¢hchekma.

28



3.3 Xupypruyeckoe JedeHue

3.3.1 Xupypezuueckoe neuenue npu unpanmunvhoi Gopme JIKJI (60re3nu
Bonavmana)
. [Tanmentam ¢ bB Ha cragum JEKOMIICHCUPOBAHHOIO LUPpPO3a IIEYECHH, IIPH
HEBO3MOXKHOCTH  WJIM  HeI((EKTHUBHOCTH  MNPOBEACHHUS  MATOTCHETUYECKOM  Tepamuu
PEKOMEHI0BAHO PACCMOTPETh BOTIPOC O MPOBEACHUH TPaHCIUTAHTAIUK MeueHH [15].
YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)
KommenrTapun: Tpaucnianmayus nevyeHu makdice accoyuuposana ¢ 6blCOKUM PUCKOM
OCNOJICHeHUU U He OoKasvleaem GIUAHUS HA CUCMEMHble NpPOA6NeHUs  3a001e8aHUs.
Tpancnnanmayus nevenu He ocmanasnusaem npozpeccuto bB u nopasicenue opyaux opeanos-
muweneti. Kpome mozco, Henv3s UCKIIOYUMb PUCK NOBPENCOEHUs MPAHCNIAHMUPOBAHHOU
neuenu, mak kax ypogens JIKJI no-npesicnemy ocmaemcs HU3KUM.
° [Tarmentam ¢ bB He pexkomenpoBano mpoBegeHue TI'CK B kadecTBe NepBOW JUHUU
tepanuu [44].
YpoBeHns yoeauTeabHOCTH pekoMeHaannu C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB— 5
KommenTapuii: Hebonvuioe uucio KiuHUYeCKux cayiaes, OOCMYNHbIX O aHAAU3d, He
no3eossem coeiams 0OHO3ZHAYHO20 6bl800d 00 3pGhexmusHocmu u 0e30nacHOCmu OAHHOU
mepanuu. Kpome moeo, npoyedypa TI'CK accoyuupoéana c¢ 6blCOKUM PUCKOM pPaA38UmMus
OCNIOJICHeHUU, — MAaKux,  Hanpumep, KAK  OMMOpXCeHue  MpAHCNIAHmama,  peaxkyus
«MPAHCHIAHMAM NPOMUSE XO03AUHA» U Opyeue NOCMONEpayuoHHble OCN0JXCHeHUs. B ceaszu c
amum TI'CK ne pexomenoosana Kax pymuHHAs mepanesmuieckas onyus 0is nayueimosg ¢ bB
[33 - 36].

3.2.2 Xupypeuueckoe neuenue npu 001€3HU HAKONIEHUA IPUPOE Xoaecmepuna
(BHJX), c oedbromom 6 eo3pacme cmapuie 1 200a
. [MTanmentam ¢ BHOX Ha cragum [eKOMIEHCUPOBAHHOTO LUPpO3a TMEYEHH, MpU
HEBO3MOXKHOCTH  WJIW  HEdP(PEKTUBHOCTH  TPOBEACHUS  IMATOTCHETHYECKOM  Tepamuu
PEKOMEH/IYETCSI PACCMOTPETh BOMPOC O MPOBEACHUH TPaHCIUTaHTaMK reueHu [29, 38].
YpoBenb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)
Kommenrtapun: Tpancnianmayus nevyeHu makdce accoyuuposana ¢ 6blCOKUM PUCKOM
OCNIOJICHeHUU U He OoKasvleaem GIUAHUS HA CUCMEMHble NposAeleHUs  3a001e8aHUA.
Tpancnaanmayusi neuenu He ocmawnasiusaem npoepeccuro BHOX u nopasicenue Opyeux
Op2aHo8-MuUeHel. Kpowme mozo, Heb3s UCKTIOUUMb ~ PUCK nospescoenus
MPAHCRAAHMUPOBAHHOU NeyeHu, mak Kaxk yposenv JIKJI no-npexcuemy ocmaemcs nuskum. [ns

nayuenmos ¢ BHOX, ocnosnou npuuunol cmepmuHoOCmuU KOMOPBIX AGNAEMCA YUPpoO3 U
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NeYeHouHas HeOOCMAmoOyYHOCMb, MPAHCHIAHMAYUS NeYeHu Oblld NPU3HAHA  YCHeWHOU
maxkmuxou nedenusi. Hexomopule aemopvl n0OmMeepiHcoOarom MHOLOIEMHION PEMUCCUIO NOCTe
onepayuu ¢ 60CCMAHOBIEHUEM HOPMAIbHO20 pocma, pazeumus u gyukyuu nevernu [30 — 32].

3.4 MMajuiMaTUBHAS TIOMOIIb

Hannnmuamusnass  nomown  nayueumam ¢ JJIKJI  oxaszvieaemcs HAa — OCHOBAHUU

COOMBEMCMBYIOWUX HOPMAMUBHBIX O0KYMenmos (cm. [Ipunoscenue A3).

4, MeauuuHcKAasi peaduaMTaNUs1, MeIUIMHCKHAE TIOKA3aAHNS U
NMPOTUBONOKA3AHNS K IPUMEHEHNI0 METOI0B PeadMJInTaAlMU

° [Maruentam ¢ JJJIKJI (BB, BHOX) u unenam ux cemeil peKOMEHI0BaHbI KOHCYJIbTALUN
MICUXO0JIOTa/METUIIMHCKOTO TICUXO0JIOra, ITOCKOJIBKY 3a00JIeBaHHE HOCUT TIPOTPECCHPYIOIIHIA
XapakTep, HeoOXOIUMO TIOMOYh MAIUCHTY «IPUHATH» JUArHO3, aJalTHPOBATh €r0 K JKU3HU C
TeM, 4YTOOBI MOKHO OBLIO MaKCHMalbHO pEajJn30BaTh €ro CIHOCOOHOCTHM K OOYYEHHIO U
CaMOCTOSTEIILHOM KM3HH B AajibHelmeM [15].

YpoBenb yoeaureabHocTH pekoMeHaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 5).

5. [IpopuiaakTuka u AUcNaHcepHOe HADJIIOeHHE, MeTUIIUHCKHIE TOKA3AHUS H
NMPOTUBONOKA3aHUS K MIPUMEHEHUI0 MEeTOI0B MPOPUIaAKTHKH

. Pexomenayercs KOHCynbTalMs Bpada-reHETHKA IOCie ycTaHoBiueHus auarHosa JIJIKJI
(bB, BHOX) nmaumenty w/miu ero opuuuanbHBIM NPEICTaBUTENSAM, C LEIbIO0 Pa3bsCHEHUM
TEHETUYECKOTO PHCKa, OOCYKIEHHS BO3MOXKHOCTEH MpeHaTalbHOW M MPEUMIUIAHTAIMOHHON
nuarHoctuku [15].

YposeHnb yoenurenbHocTn pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5).
KommenTtapmuii: Cemwvsim ¢ odemvmu ¢ JJIKJI (BB u BH3X) pexomendyemcs meouxo-
2eHemuyecKoe KOHCYIbMUposanue ¢ yeivio onpeoeieHuss 2enemuyeckoeo pucka. Kak u npu
opyeux aymocomHo-peyeccueuvix 3abonesanusax, npu JJIKJI (BB, BHDX) ona kascooii
bepemeHHoCmMU pUCK podicOeHust pebenka cocmaesniem 25%. B cemwsx, e0e ecmv pebeHOK ¢
JIKJI, 603M021cHO nposedeHue NpeHamanbHolu U NPeuUMnIaHMAyUOHHOU OUASHOCMUKY. [{ns
9Mmoeo pooumenei HeoOX00UMO HANPABUMb 6 CHeYyuaIu3upo8aHuvie OUASHOCMUYECKUe

ﬂa6opam0puu u Me()UZ/}UHCKue uenmpul.

5.1 llpenaraianbHasg nuarnocruka JUIKJI

) Pexomenayercs mpoBeleHHE TNPEHATATBHONW TUArHOCTHKHU IS JIFOOOM TOCIeTyroIIeH

OEpPEeMEHHOCTH B CEeMbsiX, OTATOLIEHHBIX X0Ts Obl ogHuM ciydaem JIJIKJI (BB, BHDX), Ho B
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ciIydac JICTKHUX (bOpM 6OJ'Ie3HI/I, pe€mi€HUE O €€ IMPOBEACHHU OOJIKHO OBITE IIPHUHATO IIOCJIC

0 APOOHOT0 00CYKAEHHUS C ceMbeil Bcex puckos [15 ].

YpoBeHb yoenuTeabHOCTH pekoMenaanun C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB— 5).

KommenTapuii: npenamanvnas ouazcHocmuka npogooumcs MONEKYIAPHO-2eHeMUYECKUMU UTU

ouoxumuyeckumu memooamu, nymem ucciedosanus J{HK, evidenennou uz buonmama 60pcuH

xopuona nHa 9-11 nedene bepemeHnoCmU U/UMU KIEMOK AMHUOMUYECKOU HCUOKOCMU, NIOOHOU

kposu Ha 20-22 nedene bepemenHocmu.

6. Opranu3anus MeIMUMHCKOI MOMOIIU

Ilokazanus onsa naanoeoit ocnumanuzayuu.

NPOBEJCHNE IUArHOCTHKUA M JICUCHHS, TPEOYIOUIMX KPYIJIOCYTOYHOTO MEIHIIMHCKOTO
HaOIIOCHUS;

COCTOsIHME, TpeOyrolee aKTHBHOTO JICUCHHS U KPYIVIOCYTOYHOTO MEAMIIMHCKOTO
HaOIIOCHUS;

COCTOSIHHE, TpeOyIoIlee MPOBEICHNUS BBICOKOTEXHOJIIOTHYHBIX METO/IOB JICUCHUS;
OTCYTCTBHE BO3MOKHOCTH o0ecrieueHus O3T B amMOyJIaTOPHBIX u
CTallMOHAPO3aMEIIAIONINX YCIOBUSAX;

HEOOXO/AMMOCTh TPOBEJECHUS PA3JIMUYHBIX BUIOB SKCIEPTU3 WM 00CIEIOBaHUS B
MEIUIIUHCKONW OpTaHW3aldy TMPH HEBO3MOXKHOCTH MPOBEACHUS WX B aMOYIaTOPHBIX
YCIIOBUSIX, TPEOYIOUMX JHWHAMUYECKOro HaOmoJeHus (B TOM uyucie odopmieHue

3aKJIIOYCHUA Cl)e)lepaJIBHOl"O KOHCI/IJ'II/IYMa).

Hokazanus ona 3Kcmpeunoﬁ cocnumanusauuu.

OCTpbIe 3a00JIEBaHUS;

000CTpEeHHST XPOHUYECKUX O0JIe3HEeH;

OTpaBJICHUsI U TPaBMbl, COCTOSHUS, TpeOyrolue MHTEHCUBHOM Tepaluu U MepeBoja B
pEaHMMAllMOHHBIE OTAENIECHUS WM OTAEJICHHS WHTEHCUBHOW Tepanuu (B TOM 4YHUCIE
NOOOYHBIE PEAKLMH, MPOUCXOMAAIIMEe B mpolecce HMHPY3MH WIM B TEYEHHE CYTOK
nposeneHus uHpy3un O3T, u npyrue yrpoxkaromye *U3HW OCTPhIE COCTOSHUSA ), a TaAKXKe
KPYTJIOCYTOYHOTO MEIUIIMHCKOTO HaOJMIOEHUM M MPOBEACHUS CIEUHaIbHBIX BHUIOB

o0cIIeI0OBaHMS U JICUCHUS.

Iloka3zanusn K evinucke nayuenma us3 Meduuuuacoﬁ opzanuzauuu.:

OTCYTCTBHE YI'PO3bl )KU3HHU MAlIECHTA,
OTCYTCTBHE YTPO3bI Pa3BUTHUS OCIOKHEHUH, TPEOYIOIINX HEOTIOKHOTO JICUCHHUS,
cTaOuim3anusi COCTOSHHMSI W OCHOBHBIX  KJIMHHUKO-Ta0OpaTOPHBIX  IOKa3aTenei

MaTOJOIrMYCCKOro mpouccca rno OCHOBHOMY 3a60neBaHmo;

31



- OTCYTCTBHE HEOOXOJUMOCTH B IIOCTOSHHOM BpauyeOHOM U  KPYIJIOCYTOYHOM
MEIUITMHCKOM HaOJII0ICHUH 110 OCHOBHOMY 3a00JICBaHUIO;
-  HEOoOXOJUMOCTH TepeBoJa TAaIMeHTa B JAPYryl0 OOJNBHUIY WM YYPEKICHUE

COIIMATILHOTO 00ECTICUCHHUS.
Hpunyunwt opeanuzayuu meouyunckoi nomowyu nayuenmam c JJJIKJI1

[TocranoBka pauarnoza JIJIKJI craBuT MHOro BONPOCOB TiEepel POJCTBEHHUKAMHU
MaUeHTa W 1epe]] CelUalIucTaMu, padOTaAMUMU ¢ TAKUMH MMallMeHTaMU. MHOTOYUCIICHHBIC
po0JIeMbl, BO3HUKAIOIIUE TTPH O0OHAPYKCHUH M Pa3BUTHH 3a00JEBAHUS, JJIsl PEIICHUS KOTOPBIX
TpeOyeTcs rpaMOTHasi OpraHU3alus Mpolecca MOMOIIM MPU YYaCTUU MYJIbTUIUCIHUILTHHAPHON
KOMaH/IbI CTICITUAIIMCTOB U COOJIFOICHIE OCHOBHBIX IMPUHIIAIIOB U MTOJAXO00B K €€ OKa3aHHUIo.
JlaHHBIC TIPUHITUIIBI JOJDKHBI COOJIFOIAThCS Ha JIFOOOM 3Tare OKa3aHUs MEIUIMHCKON MTOMOIIH,
KaK B MOMEHT IIOCTAHOBKH JHArHo3a, Tak ¥ Ha JII000M 3Tare HaOJII0ICHHSI ITallueHTa.
1) [larueHT W ero mpeaCcTaBUTENM JOJDKHBI TONy4YaTh IMOJIHYIO HH(pOpManuio o
3a00/IeBaHUN, €r0 TEYCHWH, IMATOreHEe3e, MPOTHO3aX, OCIOKHEHHSAX W METOJaX BO3MOXKHOMU
Tepanuu.
2) Jnaruos JUIKJT MIOAPa3yMeBaeT BO3MOKHOCTb OKa3aHus MIEPBUYHOM,
CHeMaIn3UpOBaHHON U MAJUIMATUBHOM MOMOIIIM Ha BCEX ATamnax 3a00JieBaHusl.
3) [Ipu mocranoBke nuarHoza JIJIKJI cembs nomkHa ObITH HampaBieHa K CIELHUATHUCTY,
UMEIOIIEMY OMBIT pabOTHI C MAIlMEHTaMH C 3TUM 3a00JeBaHHEM, 00JaJaroIeMy COBPEMEHHOMN
uH(popmalmen 0 TeuyeHUH 3a00JEBaHUS M BO3MOXKHOCTH Y4acTUsI B KIMHUYECKUX HCIBITAaHUSX
(HOBBIX JIEKAPCTBEHHBIX MPENAPATOB M/UJIM TEXHUYECKUX YCTPOMCTB). Takke BaKHBIM SIBIISACTCS
WH(OPMUPOBAHHE CEMEH O CYIIECTBYIOINUX OOMIECTBEHHBIX OpPTraHU3aIUsAX, pa0OTAIOIIMX C ITOM

IPYMIION MalMeHTOB.

Ocobennocmu opzanuzayuu MeOUYUHCKOU nomowiu nayuenmam ¢ bB

YuuteiBas ObICTPBINA XapakTep mporpeccupoBanusi bB, Bce 1eTH ¢ JaHHBIM JUArHO30M
HY)KJAIOTCS B CTallMOHApDHOM HAOJIOJCHWH, TPU HEOOXOJUMOCTH - C TIEPEeBOJIOM B
peaHUMAaIMOHHOE OTJEJICHHE, B KOTOPOM IPOBOJUTCS JICUCHUE TSDHKEIION MPOrpecCUpYOIIeH
MIEYCHOYHOH HEIOCTATOYHOCTH COTJIACHO COOTBETCTBYIOIIMM KIIMHHYECKAM PEKOMEHIAITHSIM.
- IIpu BB nmanueHToB HaOMIOAAaET BPau-TaCTPOIHTEPOIIOT (M/WIIM Bpad-TieANATP), a TAKKe
Bpau-TCHETUK, HEOOXOJMMa KOHCYNbTAIlUsl Bpada-IUETONIora C  IENbI0  Ha3HAYCHUS
HU3KOKUPOBOW JHETHI, KOPPEKIMH MasibabcopOumu (1moadop CrenuaaTu3upOBaHHONW AHETHI C
OTPAaHWYEHUEM XUBOTHBIX JKHPOB, a B Psjie CHUTyallud W MapeHTepajbHOro mutaHus.) [2,15].

IToxazaHbl KOHCyJbTAallMsl Bpada- KapauoJsiora (KapAuojora JETCKOr0) C ILEJIbI0 OLIEHKH
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HapylIEHUNA CEepJIEYHO-COCYAUCTON CHUCTEeMbl MW Ha3HaueHus JjedeHus [2,13,15,20,26],
KOHCYJIbTAllMsl Bpaua-dHAOKPUHOJIOTAa C LEJIbl0 ONEHKM (YHKUMM HAJAINOYEHYHUKOB H
CBOEBPEMEHHOI'0 Ha3HAYEHUS TOPMOHO3aMECTUTEIBLHON Tepanuu, Bpadya-HEeBpoJora C IENblo
OIICHKM HApYIIEHUH CO CTOPOHBI HEPBHOM CHCTEMBI, Bpaya-TPAHCIUIAHTOJOTa MPU HAIUYUU
MOKAa3aHUW N7 TpaHCIUIAHTAIlMM MEYeHH. B IKU3HEYrpOKaloIIUX COCTOSHUAX HEOOXOIUMO
ydacTue Bpaya-aHeCTe3HO0JI0ra-peaHuMaroiora.
Ocobennocmu opzanuzayuu MeOUYUHCKoU nomouwiu nayuenmam ¢ BH3X

IIpn BHOX nanueHToB HaOMIOIAeT Bpauy-racTPOIHTEPOIIOr, Bpau-TepaneBT (W/Wid, B AETCKOM
MPaKTHUKE, Bpad-TeIMaTp) WIK Bpad 0O0IIeH MpakTUKU (CeMEHHBIN Bpad) B cpeaHem, 1 pas B 6-12
Mec. (B COOTBETCTBUU C TSHKECTbIO COCTOSIHMSI) IOKa3aHO KOMILIEKCHOE O00CieqoBaHue
amMOyJIaTOPHO, B YCJIOBUSX JTHEBHOTO CTAIIMOHAPA U B MHOTONPO(HIBLHBIX CTAIIHOHAPAX.

A Takke Bpay-TEHETHK, HEOOXOaMMa KOHCYJbTAIlMs Bpada-AMETOJora ¢ IEeNbl0 Ha3HAUYCHHS
HU3KOXKUPOBOM AHeEThl (MOAOOp CIEeNHaTu3upPOBAHHON AMETHI C OTPaHMYEHUEM >KMBOTHBIX
KHUpoB) [2,15], KOHCynbTalUSg Bpada- Kapauosiora (Kapauoyiora AETCKOro) C LEeJbI0 OLIEHKH
HapyLICHUH CEPJIEYHO-COCYAUCTOM CHUCTEMBI W Tepanmuu (OIEHKa COCYIUCTOTO PHUCKa,
Ha3HaveHue Jyeuenus) [2,13,15,20,26], koHCyabTalusl Bpada-TPAHCIUIAHTOJIOTA MPU HATUIUH
MOKa3aHUW A TpPaHCIUTAHTAIlMU TIEYeHH. B JKU3HEYrpoKaloIMX COCTOSHHSIX HEOOXOIUMO
y4acTHe Bpaya-aHeCTE3M0JI0ra-peaHuMaToIora.

Jlpyrue crenuanucTbl JOJDKHBI TMPHUBJIEKAThCS MO MEpe BO3HUKHOBEHHS CHEIU(PUIECKIX

pooJieM.

7. lonoinuTeabHast HHpopManus (B TOM 4uciie (paKTOPbI, BIAUSIOINE HA

HUCXO0/1 3200/1eBaHUSI UJIM COCTOSIHUA)

[Tporuno3 mpu BHOX 3aBucut oT Bo3pacta MaHudecTanuu 3a00ieBaHHs U BEIPAKEHHOCTH
KIIMHUYECKUX MposiBieHni. CBOeBpeMEHHasl AMArHOCTHKA M HA3HAYEHHME MaTOr€HETUYECKOU
Tepanuyu Ha paHHUX CTaAUsIX 3a00JeBaHUS OmpenesseT OJaronpUsTHBIM MPOrHO3 U YJIydIIaeT
KaudecTBO ku3HM nererd ¢ BHOX, npenoTepamas passutre nupposa Ne4eHH.

[Tpu Gone3nu Bonbmana 6e3 mpoBenenuss @3T mporHo3 HEOIArOMpPUATHBINA (JIETATbHBIN

ucxoj Ha 1 rony *Ku3Hn).

33



KpMTepnn OIICHKH KadYecCTBa MeIII/IHI/IHCKOﬁ nmoMomu

IIPU OKA3aHHUHU CIIEIUAIIM3UPOBAHHON MEIULIIMHCKON TIOMOIIHU

Kputepuu kauectBa npu bB

Kpurtepuu xkauecrBa

Onenka
BBINOJTHECHHSA

BrinonHeHo onpeeseHne akTHBHOCTH JIM30COMHOM KUCIIOH JIMIIa3bl B
JEUKOIUTAX MeprU(epUIeCcKOi KPOBH WM MSATHAX BBICYIIEHHOW KPOBU
U/WIIN MOJIEKYJISIPHO-T€HETHUECKOE UCCIIeI0BaHNE (BBIsBICHHUE
mytauuii B rede LIPA,) (mpu nocraHoBKe AMarHosa)

Jla/ Her

BrimonneHo Ha3HaueHne pepMEHTHON 3aMECTUTENBHOMN Tepanuu
npemnapatoM cebenumasa anbha Ipu OTCYTCTBHH MPOTHBOIIOKA3aHUN

Jla/ Her

BBINIOJIHEHO OIpejieNieHne Pa3MePOB TIEYEHH U CEIIC3EHKH, HaMeTpa
BOPOTHOM M CEJIE3€HOYHOM BEH 10 JAHHBIM YIIbTPa3BYKOBOTO
WCCIIEIOBaHKsI OPraHoB OPIOLIHOM MOJOCTH (KOMILUIEKCHOTO) U
JYIJIEKCHOTO CKAaHUPOBAHKE COCY/IOB Te4eHH (J4acToTa He MeHee |
pasa B MeCsIII)

Jla/ Her

BrinmonHeHo YJIBTPA3BYKOBOC UCCICAOBAHNUC HAAIIOYCUYHHUKOB IIpU
JUarHoCTHUKE

Jla/ Het

Brimonnena KOHCYJIbTallud BPA4YOM-TCHECTUKOM IIPpU YCTAHOBJICHUH
Jrardos3a v Mpu rnjiaHupOBaHUN 6€p€M€HHOCTI/I B CEMbEC

Jla/ Het

BeImonHeHa KOHCYNIbTalUs Bpa4OM-TIEIHATPOM W/UIIA BPauOM-
racTPOIHTEPOIIOTOM IIPU TMArHOCTHKE U Jaiee He pexe 1 pa3a B
MecsIIl

Jla/ Het

BrinonHeHn OMOXUMHUYECKHUI aHAIIA3 KPOBHU
(amannnamuHOTpaHcdepasza (AJIT), acnapraraMmuHoTpanchepasa
(ACT), oOmuit u npsimoii 6uMpyOouH, oomuit xonecrepu, JINTHII,
JIIBII, Tpurnuuepuasl) (mpu JUarHocTuke). BeimomHeH
OMOXMMHYECKUH aHaNnu3 KpoBHU (alaHnHamMuHoTpaHcdepasa (AJIT),
acriapraramuHoTpancdepaza (ACT), oOumii u npsimoit OuIMpPyOuH,
o6t xoectepud (He Menee 1 pasza B Hemeno) , JITTHIT, JITIBII,
TpuriMiepuab (He MeHee 1 pasza B mecs)

Jla/ Het

Kpurepun kauecrsa npu bHOX

No

Kpurepun kayecrsa

Onenka
BbBIINNOJIHECHUSA

BrinonHeHo onpenenenrne akTMBHOCTH JIM30COMHOM KUCIIOH JINIA3bl
B JIeliKonMTax nepudepruuecKoil KpOBU WM MATHAX BBICYILIEHHOM
KPOBH W/WJIM MOJIEKYJISIPHO-TE€HETHUECKOE UCCIIET0BAaHHE
(BeisiBeHue mytanuii B rene LIPA,) (mpu moctaHoBke nuarxHosa)

Jla/ Het

BrimonHneno Ha3HaueHue PepMEHTHOM 3aMEeCTUTEIHHON Teparun
npenaparoM cedenumnasza anbha

Jla/ Het

Brimonnena OKI' (mpu 1uarHoCTUKE U €CIU HE MPOBOAMIIACH B
npeamecTByomue 12 MecsIen)

Jla/ Het

Beimonaena 9XOKI (ipu AMarHoCTUKE U €U HE TIPOBOIMIIACH B
npeamecTyromue 12 Mecsen)

Jla/ Her

BrInosHeHO cyTOYHOE MOHUTOPHUPOBAHKE aPTEPUATBHOTO AABJICHUS

Jla/ Her
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110 ITIOKa3aHUusIM

BrinosiHeHO onpeneseHrue pa3MepoB NIEYEHU U CEJIE3CHKH, TUaMeTpa
BOPOTHOM U CEJI€3€HOYHON BEH IO JIaHHBIM YJIbTPA3BYKOBOTO
MCCIIeI0BaHMS (€CIIM HE TPOBOJIMIIOCH MOCIeaAHNE 12 Mecs1eB)

Jla/ Her

Brimonnena KOHCYJIbTallHs BPAaYOM-TCHECTUKOM IIPU YCTAHOBJICHUU
JUardHo3a v Ipu mJIaHupOBaHUHN 6epCM€HHOCTI/I B CEMbBC

Jla/ Het

BrinonHeHa KoHCyNIbTalMsl BpauoM-KapIn0JIOrOM/BpauoM- T€TCKUM
KapAMOJIOrOM IIPU HAJIMYMU NATOJIOTUHU CEPAECUHO-COCYUCTON
CUCTEMBI (ecIii He MPOBOWIICS MoclieJHIe 6 Mec.)

Jla/ Her

BrinonHena KOHCyJIbTalMs Bpa4OM-HEBPOJIOTOM IIPU HAIIMYUH
HaTOJIOTUH CO CTOPOHBI LIGHTPAJIbHON HEPBHOM CHCTEMBI (€CITH He
npoBoamiIacek 1 pa3 B roj.)

Jla/ Het

BhimosiHeH OMOXUMHYECKUI aHAIN3 KPOBH
(amanmHamuHOTpancdepasa (AJIT), acnapraramuHoTpanchepasa
(ACT), oOmuit u ipsimoii 6unupyouH, oot xonecrepun, JITTHII,
JIIBII, Tpurnuuepuas! ) (ecau He MPOBOJWIICS B MIPEAIIECTBYOIINE
6 MecCsIIIeB)

Jla/ Her

BoinonHeH o0muii (KIMHUYECKU) aHAJIU3 KPOBU Pa3BEPHYTHIN
(ecnu HEe MPOBOAMIICS B IPEIIECTBYIOLINE 6 MECALEB)

Jla/ Het
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IIpunoxenne Al. Cocras padoueii rpynnbl mo paspadoTke U NepecMoOTpy

KJIMHUYECKUX PeKOMEeH Al

1. AnbGeroBa Mapuna beuepOueBHa, K.M.H., 3aBeaylIlas KOHCYJIbTAaTHBHO-

neguarpudyeckuM  oraeneHuem orgena Ilemmarpunm OI'BY «HMMUMIL akymepcrsa,

TUHEKOoJIOTUHU U nepuHaTtonoruu uMm. Ak. B.M. Kymnakosa»

2. baraeBa MajjieHa DHBepPOBHA, K.M.H., CTapIIMil HAyYHBIH COTPYAHHUK OTICICHHS

MEeIMATPUYECKON TaCTPOIHTEPOJIOTHH, TenaTosiorun u auerorepanuu Knuanku ®T'BYH

"®UIL] nuTtanus 1 OMOTEXHOJIOTHHN"

3. BaiinakoBa I'anuna BukropoBHa, K.0.H., BeayIIHii HAYIHBIH COTPYIHUK J1aOOPAaTOPHH

HacJeCTBeHHBIX Oone3Heil oomena GI'BHY "Menuko-reneTnyeckuil HayqHBIA LEHTP

M. akagemuka H.IT.boukosa", unen Poccuiickoro o0IiecTsa MEAUIIMHCKAX T€HETUKOB.

4. BapanoB Ajekcanap AJjiekcanapoBu4, akagemuk PAH, nmpodeccop, a.M.H., [ToueTHbIH

[Tpesunent Coro3a neauatpoB Poccuu, coBetHuk pykoogutenss HUW neauarpum u

oxpanbl 310poBbs jereil 1IKb PAH, rnaBHbI BHEIITATHBIA CHEHUATUCT MEaUATP

Munzapasa Poccum.

5. Bamakmanze Harto I:kymOepoBHa, 1.M.H., 3aBeAyrOIIas OTACIOM pPEAKuX OoJie3Hel

HUMW neauarpum u oxpansl 310poBbs Aereid LIKb PAH, unen Coro3za nenunatpoB Poccun

6. BummneBa Ejnena AnexkcanapoBHa, I.M.H., 3aMECTHTEIb pyKoBoAHTEsI o Hayke HUU

nenuaTpuu U oxpasbl 310poBbs jaereil LIKb PAH, nouent kadenps! ¢akynbTeTcKoi

nenuaTpuu neauarpuueckoro ¢gakyiabrera PI'bOY BO «PHUMY um. H.U. ITuporosay»

Munsznpasa Poccun

7. T'ynpodmna Oabra CtanmciaBoBHa, K.M.H., Bpau- ractposureposor HUW neauarpun

u oxpansl 310poBbs nereil PI'bY3 LIKb PAH, unen Coro3a nennarpos Poccun

8. JertsipeBa AHHa BaagumumpoBHa, 1.M.H., mpodeccop, 3aBeAylolias OTICIOM

nequatpun, PI'BY «HMMUIL akymepcTBa, TMHEKOIOTHUN U ITepuHaTOIorMK uM. Ak. B.M.

KynakoBay», mpodeccop kabenpsl HeoHaTosmornn MHCTHTYTA 3M0p0Bhs nereii IAOY

BO "llepBblii MOCKOBCKHMI TrOCyIapCTBEHHBIH MEAMIMHCKHI yHUBepcuteT um. M.M.

CeuenoBa" Mun3zapasa Poccun (CeueHOBCKUI YHUBEPCUTET).

9. E:xoB Mapar BaaauciaBoBu4, A.M.H., mpodeccop, TIaBHBINA HAy4YHBIH COTPYIHHK

otnena npobiem arepockiepo3a HUM knuanueckoi kapauonoruu uMm. A.JI. MsicHukoBa

OI'bY «HMULIK» M3 PO

10. ’KapkoBa Mapusi CepreeBHa, K. M. H., 3aBeylomias OTACICHHEM TeNaTOJIOTHU

KJIMHUKU TPOTENEBTUKA BHYTPEHHHUX OOJIe3HEW, racCTPO3HTEPOJIOTHH, T€aTOIOTUN UM.

B.X. Bacunenko, VYHuBepcuterckas Kiunudeckas bonpHuna Ne2, P®I'AOY BO
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«lepprit MI'MY wum. HWN.M. CeuenoBa» MunzapaBa Poccun (CeueHoBCKHi
YHUBEPCUTET)

11. Kypxkosa Haranus BsiuecsaBoBHa, K.M.H., BEAYIIMH HayuyHbId coTpyaHUK OTtnen
ophaHHBIX Oo0Je3HEH © NPOPUIAKTUKH WHBATHIMZHPYIOIIUX 3a00JCBaHUM, Bpad-
renetuk HUW mnenuarpum u oxpanbl 310poBba jereir ®I'BY3 IIKb PAH, unen
Acconyanuu MeTMIMHCKUX reHeTukoB (AMI).

12. 3axapoBa Exarepuna IOpbeBHa, 1.M.H., 3aBeyromas JabopaTopueil HacaeICTBEHHbBIX
6one3neir oOmMena PI'BHY "Meauko-reHeTHUECKUT HAaydyHBIH HEHTP HM. aKaJeMUKa
H.IT1.boukoBa", wunen Poccuiickoro o0IiecTBa MEIMIMHCKUX TIE€HETHKOB, WWIEH
€BpOIEHCKOro oO0IIecTBa MO HM3YYEHHIO HACIEACTBEHHBIX OoJie3Hel oOMeHa BEIleCTB
(SSIEM).

13. Upamkun Baagumup Tpodumony, akagemuk PAH, npodeccop, 1.M.H., 3aBeAyrOmuit
Kadenpoll MpoIeAeBTUKNM BHYTPEHHUX Oone3Hed, Aupekrop KiMHUKM MporeneBTUKU
BHYTpEHHUX OOJe3Hel, TracTposHTeposioru u rematojoruu um. B.X.Bacuienko
OI'AOY BO «Ilepsriit MI'MY um. U.M. CeuenoBa» Munszapasa Poccuu (CedeHOBCKHi
YHUBEPCUTET)

14. Kamenen EsieHa AHaTo/IbeBHA, COTPYJIHUK J1a00paTOpUN HACIEACTBEHHBIX OOJE3HEH
oomMena @®I'BHY "Meauko-reHeTMYECKM  HayyHBIH ILIEHTP HMM. aKaJeMHuKa
H.I1.boukoBa", unen Poccuiickoro o0miecTBa MEIUIMHCKHX T€HETHKOB.

15. Kyues Cepreii UBanoBuu, wi-kopp PAMH, a.m.H., aupexkrop ®I'BHY "Menuxko-
reHEeTUYECKUN HayuyHbIN 1leHTp uM. akanemuka H.I1.boukosa ", IIpe3uaeHt Accomuanuu

MEAUIMHCKUX TeHeTUKOB (AMI).

16. JlappoBa Asa EBrenbeBHa, 1.M.H., TJIABHBI HAYYHBIH COTPYIHUK, Bpad BBICIIEH
KBTM(DUKAIIMOHHOW KaTeropuu mo crenuanbHocTu “Ileguarpus”, 3aBeayrommii 2-M M
NeANaTPUYECKUM  OTACNIEHHEM C MeIUWIUHCKON peabwmuranuedi, OI'BOY BO
« I IpUBOIKCKHI HCCIIE0BATENBCKUA METUIIMHCKUI YyHUBEpcUTET» M3 PO

17. Marunssn MWpuna AnexkcaHJApPOBHA, K.M.H., HAay4YHBI COTPYJAHHUK OTIEICHUS
MEeIMATPUYECKON TaCTPOIHTEPOIIOTHH, TenaToyiorun u auerorepanuu Knuanku ®T'BYH
"®UILI nutanus ¥ OMOTEXHOIOTUN"

18. MuxaiisioBa CBer;iana BurtaabeBHa, 1.M.H., 3aBeAyromas otaeneauem DOIBY
«Poccutickas Jlerckas Knuanueckas bonpauna» M3 PO.

19. Hama3oBa-bapanoBa Jleiina CeiimypoBHa, akamemuk PAH, mnpodeccop, a.m.H.,
[Tpesunent Coro3a neguarpoB Poccun; mact-npesunent EPA/UNEPSA; pykoBoauTens

HUWN nenmatpum u oxpansl 370poBbs neteit LIKb PAH, 3aBemyromas kadenpoii
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dakyapTeTCKOW TeauaTpun neauarpudeckoro gakynprera PI'BOY BO «PHUMY um.
H.U. IIuporosa» Mun3zapaBa Poccuu, riaBHbIM BHEIITATHBIA JETCKUNA CIEIUMATUCT IO

npodmiakTuieckoil Meauuune Munsapasa Poccun

20. ITamkoBa Hpuna EBrenbeBHa, K.M.H., 3aBEAyIOIIas MEIUATPHUECKUM OTJCICHUEM

OI'bY "HMUIL TUO um. ak. B.U. lllymakosa" M3 P®

21. llerpsiiikuna Enena E¢pumoBna, n.m.H., nupexkrop PIKb ®I'AOY BO PHUMY wuwm.

22.

H.U. ITuporosa Munsapasa Poccuu, npodeccop kadenpsl (akynbTeTCKoN MeaTuaTpuu
nenuatpudeckoro ¢axynbrera PHUMY umenn H.U. [uporosa, nmpodeccop kadeaps
JI0OKa3aTeIbHOM MeIuUMHbI MeaunuHcKoro mHertutyra PYJIH, ['maBHBI BHemITaTHBIN
CHELHUAJINCT AETCKUM SHIOKPUHOJIOT JlenmapTaMeHTa 31paBOOXpaHeHus ropoga MocCKBbI

Ilepsynnna Tarbsina MuxaitiioBHa, K.M.H., lupektop MHCTUTYTAa nepuHATONOrNU U

nequatpun, ®I'BY HMUIL] um B.A. Anmazosa M3 PO

23. leuatnukoBa Hartanabs JleoHHJA0BHA, Bpau-HEBPOJOT, 3aBEIYIOIIMNA OTIEICHHUEM,

24,

25.

26.

27.

28.

Mopo3zosckas JI'Kb JI3M

CenumzsinoBa Jluimsa PoOeproBHa, K.M.H., Beayliuid HayuyHbli coTpyaHuk HUU
neauatpuu U oxpansl 370poBbs Aereid LIKb PAH MuHnucrepctBa Hayku M BBICILIETO
oOpazoBanus Poccuiickoii @enepanuu, JIOLEHT Kadeapsl MNeauaTpud U JAETCKOU
pesmaronorun PI'AOY «llepseiii MI'MVY um. U.M. CeuenoBa» Munsnpasa Poccun
(CeueHOBCKU YHHUBEPCUTET)

CkBopuoBa Tamapa AnjapeeBHa, K.M.H., [ TaBHBIN BHEIITATHBINA JETCKUM CTHEITHATHCT
racTposHTeposior /[lemapramenTta 3xpaBooxpaHeHus r. Mocksa, pykoBoaurens LleHTpa
nercko  ractposHTeposornn u  llentpa  B3K, 3aBenyroomas  oTaeneHuEM
ractposHTeposiiornn I'bY3 «Mopo3oBckast neTckas ropoackast KIMHUYEcKas: 0OJbHHIA
J3M»

CrpoxoBa Tarbsina BukrTopoBHa, 1.M.H., podeccop PAH, 3aBenyromas otaeneHuem
NeANAaTPUUECKON TacTPOIHTEPOJIOTHH, renarosiornu u auerorepanuu Knnanku ®I'BYH
"®UILI nutanus ¥ OMOTEXHOIOTUN"

CypkxoB Amnapeii HukonaeBu4, J.M.H.,, 3aBEIyIOUMH TaCTPOIHTEPOIOTHYECKUM
oTnenenueM ¢ remarojoruueckor rpymmod DI'AY «HMUIL] 3x0poBes nmereii»
Munsnpasa Poccun

TymanoBa Eaena JleonmaoBHa, ja.M.H., npodeccop, 3aBemyiomas Kadeapoi
naronorndyeckod anaromuu ['bOY BIIO «PHUMY wum. H.U. [luporoBa Mun3npasa

Poccun»
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29. HumbanoBa Exatrepuna I'eoprueBHa, K.M.H., BHEIITaTHbIH crenuamuct M3 MO-
rJ1aBHBIA 1eTCKUil ractposnTeposor MO, unen Coro3a nenuarpoB Poccuu, 4ineH 1eTCKOn

rpymnmsl Poccuiickoro obmectsa no uzyuenuio B3K.

IIpencraBuTeib NAMEHTCKUX COOOIIECTB!
30. ITorocsin Hessim CepreeBHa — mpeacTtaBuTeNb Beepoccuiickoro obmectBa ophaHHbIX

3a0osieBaHUil

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (PMHAHCOBOM MOAECPKKU/KOH(PIUKTAa HUHTEPECOB,

KOTOPBI HEOOXOAMMO 0OHAPOIOBATH.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KJIMHAYECKHX PeKOMEH Al

Hacrodmme pexomeHaauuu NOpeaHA3HAYEHbl JUISI [PUMEHEHHMS MEAULMHCKUMU
OpraHu3alUsIMM U YUYPEXKIEHUAMH (elepalibHbIX, TEPPUTOPUAIBHBIX M MYHMLUIAIBHBIX
OpPraHOB YNPAaBJIEHUS 3/PABOOXPAHEHHEM, CHCTEM O053aTeIbHOTO U JOOpPOBOJIBHOIO
MEAMLIMHCKOTO  CTPaxOBaHUS, JAPYTMMU  MEIUIMHCKUMH  OpPraHU3alUsMU  Pa3IUYHBIX
OpraHu3alMOHHO-TIPABOBBIX (HOPM IESATEIHHOCTH, HAINPABICHHON HA OKa3aHHE MEIUIIMHCKON
IIOMOUIHU.

Hacrosimue pexkoMeHJallMM yCTaHABIMBAIOT BHUbI, 00BEM W HMHJIMKATOPbl KadyecTBa
MeauimHcko nomoinu naruentaM npu JJIKJI u Obun pacemorpenst 1-2 utonst 2018 rona B
pamkax Hayuno-npaktuueckoro koHrpecca «Opdannbie 0ose3un» B MockBe.

KnuHuueckne pekoMeHJaluu CcO37aHbl Ha OCHOBAHUHM CHUCTEMAaTHYECKOTro 0030pa
autepatypsl 1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases COBPEMEHHBIX MEXKIYHAPOJHBIX KIMHUYCCKAX PEKOMEHMAIMA 110
JUArHOCTHKE, JICYEHUIO U BEJICHUIO MAIIUEHTOB ¢ META00INYECKUMU OOJIE3HAMMU.

Hepuuut nM30COMHON KHCIOW JMma3bl OTHOCATCS K PEAKHM HacleICTBEHHBIM
3a00J€BaHUAM, UTO HCKJIIOYAaeT BO3MOXKHOCTh IPOBEACHHsSI OOJBIIMX KOTOPTHBIX U
PaHAOMU3HPOBAHHBIX KOHTPOJUPOBAHHBIX HCCIEIOBAaHUM M [ CO3JaHUS TPOTOKOJIOB
JUArHOCTUKU W TEpamuu HCIHOJB3YIOTCS JIMIIb TEMaTHUYECKUE MCCIeA0BaHUs 3KCIEpPTOB,
OINyOJIMKOBaHHBIE B MOCIIEIHNE ABA JECATUIIECTHUS.

Onenka KadecTBa JOKa3aTEJIbCTB M CHJIBI PEKOMEHJALUN MPUMEHEHUS MEIULUHCKHX
TEXHOJIOTHIl MPOBOJWIACH B COOTBETCTBUM C YHU(UIMPOBAHHOHN MLIKalOW, NMPUBEIEHHOW B

Tabmunax 1-3.

IleeBast ayauToOpus JAHHLIX KINHUYECKHX PEKOMEH AN :

Bpauu o0mieit BpaueOHON NPaKTUKHU (CeMEeNHHbIe BpauH);
Bpauu- neguarpsr;

Bpauu- racrposnTeposory;

Bpauu-tepaneBTsl;

Bpauu-renetuku;

Bpauu-naboparopHbie TeHETHKH;

Bpauu-kapauosnoru;

© N o o B~ w DN PE

Bpauu- nerckue kapanosiory,;
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9. Bpauu- HeBpoJIOTH;

10. Bpauu- peHTreHoJIoTH;

11. Bpauu ¢pyHKIMOHATBHOW AUArHOCTHUKH;
12. Bpaun-0TOpHHOIAPUHTOJIOTH;

13. MenuiMHCKHE ICUXO0JIOTH;

14. Ctynentsl MenunuHCKUX BY308B;

15. OGyuaromuecs: B OpJuHATYype.

Ta6auma 1. Illkana oreHKH ypoBHEH TOCTOBepHOCTH qokazatrenbctB (Y1) s

MCTOA0OB AMAarHOCTHUKHU (,Z[I/IarHOCTI/IquKI/IX BMeH.IaTCJ'ILCTB)

YA Pacumdposka

1 CucremaTudeckre 0030pbI UCCIEAOBAHUNA ¢ KOHTPOJEM pedepeHCHBIM METOJIOM WIIH
CUCTEMATUYECKUN 0030p paHJAOMHU3UPOBAHHBIX KIMHUYECKHX HCCIEJOBAHUM C
NMPUMCHECHUEM MeTa-aHaan3a

2 OtaenpHbIe HCCIEAOBAHUSA C KOHTPOJEM pePEepeHCHBIM METOAOM WM OTAETIbHbIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHUE MHCCIEOBAaHUA U CHCTEMaTH4ecKue 0030pbl
HCCJIEIOBAaHMM JTH000T0 AM3aiiHa, 32 UCKIIOYCHUEM PaHIOMH3UPOBAHHBIX KIMHHUYECKUX
UCCJIEIOBaHMM, C IPUMEHEHUEM MeTa-aHaIn3a

3 HccnenoBanust 0e€3 TOCIEIOBATENILHOTO KOHTPOJS pedepeHCHBIM METOJOM WM
HCCIICAOBAaHUA C pe(i)epeHCHI)IM METOAOM, HE€ MABJIAOIINUMCA HE3aBHCHUMBIM OT
UCCIIETyeMOT0 METOjla WM HEepaHIOMU3HPOBAHHBIC CPABHUTEIBHBIC WCCICIOBAHUS, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHHUA

4 HecpaBHuTenbHBIE UCCIIETIOBAHMS, OMUCAHUE KIMHUYECKOTO CITydast

5 Hmeetcs nmunib 000CHOBaHHE MEXaHU3Ma JICWCTBUS UM MHEHUE KCIIEPTOB

Tab6auma 2. Illkama OIeHKM ypOBHEH m0CTOBepHOCTH gokazartenabctB (Y1) s

METOJIOB MPO(UIAKTUKH, JIedeHHs] W peabunurtanuu (IpoPUIAKTHUECKUX, JIeYeOHBIX,

pea6I/IJ'II/ITaLII/IOHHBIX BMCIJ_IaTeJ'ILCTB)

YA Pacuugposka

1 | Cucremaruueckuii 0630p PKU ¢ npumenennem mMera-aHanmnsa

2 | Ornensubie PKUM u cucrematnueckue 0030pbl HCClEAOBaHHMM Jro00oro au3aiiHa, 3a
nckirouennem PKH, ¢ npuMeHeHnem mera-aHanusa

3 | Hepangomu3upoBaHHbIE CPABHUTENIbHBIE UCCIIEIOBAHUS, B T.4. KOTOPTHBIE HCCIIETOBAHUS

4 | HecpaBHUTENbHBIE UCCIIEOBAHMS, ONMMCAHNE KIMHUYECKOIO CIydasl WM CEpUH CIIy4aes,
UCCIIEIOBAHMS «CIIY4aii-KOHTPOJIb)

5 | Umeercs nuinb 0OOCHOBaHHME MEXaHHM3Ma JIEHCTBUS BMeEIIATEIbCTBA (JIOKIMHUYECKHE

I/ICCJ'IC,Z[OBaHI/Iﬂ) HJIM MHCHUC SKCIICPTOB

Ta6auma 3. Illkana omeHku ypoBHel yOemutTenbHOCTH pexkomeHmanmii (YVYP) mas

METOMOB NPOGWIAKTUKU, AWATHOCTUKM, JIEYCHHS U peaduauTauuu (MpoQuiIaKTHUECKUX,

JUAarHOCTU4YCCKUX, HG‘-IGGHBIX, pea6I/IHI/ITaL[I/IOHHBIX BMeIHaTeJIBCTB)
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YYyp

Pacuugposka

CunpHas pexkoMeHAanus (Bce paccMaTpuBaeMmble KpUTEpuu IPGHEKTUBHOCTH
(ucxonpl) ABIAIOTCA BaXXHBIMHM, BCE UCCIECJOBaHMS MMEIOT BBICOKOE WM
YAOBIIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KayecTBO, WX  BBIBOABI 10
HMHTEPECYIOIIMM UCXO0JIaM SIBJISIFOTCS] COTIVIACOBAaHHBIMU )

VYcnoBHas pekoMmeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3¢G(HEeKTUBHOCTH
(MCXOJpI) SBJISIIOTCSI BaXKHBIMH, HE BCE HCCIEIOBAHUS HUMEIOT BBICOKOE WU
YIOBJIETBOPUTEIILHOE METOAO0JOTHYECKOe KayeCTBO W/WIM HMX BBIBOJBI 10
MHTEPECYIONINM MCX0JIaM HE SIBJISIFOTCS] COTIACOBAHHBIMM )

Cnabas pekomeHJanus (OTCYTCTBUE J0KA3aTENIbCTB HAJIEKAIEro KayecTna (Bce
paccMmaTpuBaemMble KpuTepud P(GEKTUBHOCTH (MCXOMBI) SBISIOTCS HEBAXKHBIMH,
BCE UCCIIEAOBAHUSA UMEIOT HU3KOE METOMOJIOrMYECKOE KAYECTBO U UX BBIBOJBI 110
MHTEPECYIOIIMM UCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

IMopsiniok 00HOBJIEHUS KIMHUYECKUX PEKOMEH AN,

MexaHu3m OOHOBJIEHHUS KIIMHUYCCKHX peKOMeH,Z[aI_[I/Iﬁ npeaycmMaTrpuBacT Hux

CUCTCMATUUYCCKYIO aKTyaJIn3allui0 — HC PCKE 4YC€M OJIMH pa3 B TPHU roja, a TaKXC IpU MOABJICHUN

HOBBIX JAaHHBIX C IIO3UIIUH HOKaSaTeHBHOﬁ MCIUIHUHBI 110 BONpPOCaM JHArHOCTHUKH, JICUCHUA,

HpO(l)I/IJ'IaKTI/IKI/I n pea6I/IJ'II/ITaI_[I/II/I KOHKPCTHBIX 38.60J'I€B8.HPII>1, HAIMYUA 0O0OCHOBAHHBIX

JIOTIOJTHEHMH/3aMeuannil Kk paHee yTBepkAEHHBIM KP, HO He yaie 1 pa3a B 6 Mecs1ieB.
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Ipunoxkenue A3. ChnpaBouHble MaTepPHUAJIbl, BKJIOYasg COOTBETCTBHUE
NMOKA3aHUH K NMPUMEHEHHUI0 W NMPOTUBONOKA3AHUIA, CIIOCO00OB NMPUMEHEHUsI U
103 JIEKAPCTBEHHLIX MPeNapaToB, WHCTPYKUMH 10 MPHUMEHEHUIO

JIEKApCTBEHHOT0 Mpenapara

1. [Tpuka3 Munuctepcta 3apaBooxpanenusi PO "O06 yrBepxnaenun Ilopsinka okazaHus
MEIUIUHCKON MOMOIIX OOJIBLHBIM C BPOXKICHHBIMH U (MJIM) HACIEICTBEHHBIMU 3a00JeBaHUAMU"

ot 15 Hos16pst 2012 r. N 917H).

2. [Ipuka3 MuHHuCTEpCTBa 3ApAaBOOXPAHEHUS U COLMAIbHOTO pa3Butus P® ot 16 ampens

2012 r. N 366H "OO0 yrBepxkaenuu [lopsiaka okazaHus neauaTpUIeCKol moMoru"

3. IIpuka3z MunHCcTepcTBa 31paBooxpaneHus Poccuiickoit @eneparuu ot 12 Hos16ps 2012 r.
No 906H "OO6 yrBepxknenun llopsnka okazaHuWs MEIUIIMHCKOW MOMOIIM HACEJICHHUIO IO

npoduito "racTposHTEpOSIOTHS "

HNudopmanusi o JekapcTBEHHBIX cpeacTBax: hitps://grls.rosminzdrav.ru/

OCHOBHBIC HOPMATHBHO-TIPABOBBIE AKTHI, PEryJIMPYOIIHe 0KA3aHHe NATHATHBHOMN
MeJIMUHMHCKON MOMOILIH

1. ®denepanbHblii 3aK0oH "O BHeCeHHH U3MeHeHUi B DenepanbHblii 3akoH "OO0 ocHOBaxX
OXpaHbI 37J0poBbs rpaknan B Poccuiickoit deneparuu mo Bompocam oka3aHus MauTHaTHBHOMN
meaunuHckor nomouu" ot 06.03.2019 Ne 18-@3.

2. ITpuka3 Munzapasa Poccun Ne 3451, Muntpyzaa Poccun ot 31.05.2019 Ne 3721 «O06
YTBEP)KJICHUH MOJIOKEHHS 00 OpraHU3alMy OKa3aHHs MaNTHaTUBHOM MEIUIIMHCKONW TOMOIIH,
BKJIIOUasi OPSOK B3aUMOJICHCTBUS MEAUIIMHCKUX OpraHU3alvi, OpraHu3aliil cCoruaibHOTo
00cyXKMBaHUS M 00IIECTBEHHBIX 00BEANHEHNH, HHBIX HEKOMMEPUECKHUX OpTaHU3alU,
OCYILECTBIISIOUINX CBOIO JCSITEIBHOCTD B C(epe OXPaHbI 37I0POBBS».

3. ITpuka3 Munzapasa Poccun Ne 3481 ot 31 mast 2019 roga «O06 yTBepkKI€HUH MTEPEUHS
MEAMIMHCKUX U3JIeIUHA, TIpeHa3HaYeHHBIX [T MO/JIepKaHusl OpTraHOB U CUCTEM OpraHu3Ma
YyeJioBeKa, MPe0CTaBIAEMBbIX JJI UCIIOJIB30BaHUS Ha IOMY».

4. [Tpuka3 Munzapasa Poccun Ne 5051 ot 10 utons 2019 rona «O6 yrepxnenun [lopsiaka
nepesay OT MEIUIMHCKOM OpraHu3alyy NalueHTy (€ro 3aKOHHOMY IIPEICTaBUTEINIO)

METUIIMHCKUX U3CIIUN, TPeTHA3HAYCHHBIX TSl MOAepKaHus (PYHKITUN OpraHOB M CHCTEM
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OpraHM3Ma YeJIOBEKa, U CTIOJIb30BAHUS Ha IOMY IIPU OKa3aHHM NaJUIMATUBHON METUIIMHCKON
HIOMOLIIM».
S. [Tpukaz M3 P® Ne 831 ot 3 oxTs16pst 2019 rona «OO6 yTBepkKI€HUN BEJOMCTBEHHON

LeJIeBOM nmporpaMMbl «Pa3BUTHE CUCTEMBI OKa3aHUS MAJTIMATUBHON MEIULUMHCKONW MOMOLLID.

IIpoune HOPMATHBHO-IPABOBBbIC [OKYMEHTbl, € Y4Y€TOM KOTOPBIX pa3padoTaHbl
KJIMHMYeCKHe PeKOMEHIAlUM:

1. ®enepanbblil 3ak0H 0T 30.03.1999 N 52-03 "O caHuTapHO-3IUAEMHUOIOTMUECKOM
onarononyuuu Hacenenus" (Cobpanue 3akonoaarenbcTBa Poccuiickoit denepanuu, N 14, cr.
1650; 2002, N 1 (4. I), ct. 2; 2003, N 2, cT. 167; N 27 (4. I), ct. 2700; 2004, N 35, ct. 3607;
2005, N 19, ct. 1752; 2006, N 1, ct. 10; 2007, N 1 (u. I), cT. 21, 29; N 27, ct. 3213; N 46, cT.
5554; N 49, ct. 6070; 2008, N 24, ct. 2801; N 29 (u. I), cT. 3418);

2. ®enepanbHblil 3aK0H OT 21 HOsA6pst 2011 1. No 323-D3 «O6 ocHOBax OXpaHbI 37J0POBbS
rpaxkaan B Poccuiickoit deneparun» (CoOpanue 3akoHoaTenbcTBa Poccuiickoii deneparumy,
2011 r., Ne 48, cT. 6724);

3. Mexaynapoanas kiaccudukaius 00JIe3HeH, TpaBM U COCTOSIHUH, BIHUSIONIUX HA
3nopoBbe (MKB — 10);

4. [Tpuka3 M3 P® ot 20 nexadps 2012r. Ne 11831 OO0 yTBepKIeHUN HOMEHKIATYPHI
JOJIKHOCTEN MEIMIIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX paOOTHUKOB.

S. [Tpuka3z M3 P® ot 23 utons 2010 r. Ne 5411. Enunblii kBanuuKalMOHHBIA CIIPABOYHUK
JOJKHOCTEN pyKOBOJIUTENEH, CIIEIMAINCTOB U CIyXKallux, pazaen Kpanudukanuonssie
XapaKTEePUCTHKH TOJDKHOCTEH paOOTHUKOB B cepe 3paBOOXpPaHEHUSI.

6. ®enepanbHblil 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeCEHUHM U3MEHEHUN B CTAThIO
40 denepanpHOTO 3aK0HA "O6 00513aTETFHOM MEIUITMHCKOM CTpaxoBaHUM B Poccuiickoii
Oenepannn" u GenepanpHblii 3akoH "OO 0CHOBaX OXpaHbl 310pOBbs IpaxaaH B Poccuiickoii
®enepanun’ 1o BOIpocaM KIMHUYECKUX PEKOMEHIAINI.

7. ITpuka3 Munzapasa Poccun Ne 1031 ot 28.02.2019 1. «O06 yTBEp>KA€HUU MOPAIKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHAALNN, X TEPECMOTpPa, TUIIOBOK (HOPMBI
KIIMHUYECKUX PEKOMEH A U TpeOOBaHUM K X CTPYKTYpPE, COCTaBy U HAyIHOU
000CHOBaHHOCTH BKJIIOYaeMOW B KJIMHUYECKHE PEKOMEH AN HH(POpMAIIUNY.

8. ITpuka3 Munzapasa Poccun ot 13.10.2017 N 804n "O06 yTBEep:KIeHUM HOMEHKJIATYPHI
MEJIUIIUHCKUX yCIyr".

9. [Ipuka3 MuHucrepcTBa Tpyaa u couranbHoi 3ammThl PO ot 27 aBrycta 2019 r. n 5851

"O KyaccupUKAIMIX U KPUTEPHUSX, HCIIOIB3YEMbIX IIPU OCYLIECTBICHUN MEINKO-COIIHATIbHON
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9KCHEPTU3bI Ipax/JiaH (peaepanbHbIMU FOCYAAPCTBEHHBIMU YUPEXKACHUSIMH MEAUKO-COLIUAIbHOM
AKCIEpPTHU3HI";

10.  Ilpumka3 MunucrepctBa 3apaBooxpanenusi PO ot 14 suBaps 2019 r. Ne 4n

«O0 yTBepk/ICHUH MOPSAIKA HA3HAYCHHUS JICKAPCTBEHHBIX MPEMapaToB, (GopM peenTypHbIX
0JIaHKOB Ha JIEKApCTBEHHBIE Mpenaparhl, MopsAaKa 0opOpMIIEHUS YKa3aHHBIX OJaHKOB, UX y4eTa U
XpaHEHUsD»

11.  Ilpuka3 MuHuCTEpCTBO 34paBOOXPaHEHMS] U COLIMATILHOIO pa3BuTusa Poccuiickoii
Oeneparun «O nopsaKe MPUMEHEHUS JIEKaPCTBEHHBIX CPEJCTB Y OOJIBHBIX MO KU3HEHHBIM
nokazaHusiM» ot 9 asrycra 2005 r. Ne 494

12. HudopmanmonHoe nucbMo MuHn3apaBa Poccun 1o BO3MOKHOCTH 3aKyTIKH
JIEKapCTBEHHOI'0 IIperapara 1o TOproBOMy HauMEHOBAHHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);
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Ipuioxkenne b. AJlropuTmMsl AeMCTBUH Bpaya

puznaku JIKJI y nanuenTa
(XpOHMYECKUH TenaTuT, HapyIIeHNs
JIUTTUAHOTO 0OMEHa)

A\ 4

JlabopaTopHas AMarHOCTHKA
(ompeneneHne aKTHBHOCTH
JIM30COMHOM KHCJIOH JIMIIA3kbl B
MSITHAX KPOBH)

Juddepennnanbuas
JTIUarHOCTHKA C APYTUMH
3a00/I€BaHUSIMU

Juaruos
MOATBEPKIACH

Nmerorcs
IIOKa3aHusl K
d3T

o3T
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> COCTOSAHHA MAITMCHTA

HET

MonuTopHUHT

Tepanus
addexrrBHa?

PaccMmoTpenre Bo3MOXKHOCTEH
JIPYTUX METOJOB JIeUeHHUs (B TOM
YHUCJIe TPAHCIIJIAHTAIINS OPTAaHOB)




Ipuioxenune B. Undopmanus 1 manueHTa

ITouemy Bo3HMKaeT 3a00J1eBaHue?

JUIKJI- nHacneactBeHHOE 3a00J€BaHHME M CBS3aHO C IOJIOMKaMH (MyTallMsMH) B T'eHE
LIPA.

I'ensr mpencraBnsioT coboit nocnepoBarenbHocTh JJHK 1 B HUX 3amucanbl HHCTPYKIUU
no «mpurotoBieHno» OenkoB wim PHK (pubonyknemnoBas kuciota). ['eHbl HaxomsTcs B
XpoMmocomax. Y 4enoBeka 23 mapbl XpOMOCOM, OJHY M3 XPOMOCOM C COOTBETCTBYHOLIUM
HAaOOpPOM TE€HOB OH HaclieqyeT OT MaTepu, BTOpPYyro oT orua. Cpenu XpoMocoM elie ecTh ABE
0CcOo0BIE XpOMOCOMBI, KOTOpPBIE ONPENEISIIOT 0] peOeHKa — y JIeBOYEK JBE X-XPOMOCOMBI, a Y
MaJb4MKOB OfHa X U OJHA Y -XPOMOCOMBI.

I'en LIPA Haxoautcs Ha 10 xpomocome.

JUIKJI Hacnemyercs MO ayTOCOMHO-PELECCHBHOMY THIy, 4YTO O3Ha4aeT, 4To o00a
POIUTENS SIBIISIIOTCS HOCHTEISIMA MYTAallMM, HO HE OOJICIOT, T.K. Y HHUX €CTh BTOpas KOIUS
3popoBoro reHa. Pedenok ¢ JIJIKJI nacnenyer ogHy Konuio “00JbHOTO” T€Ha OT OTIAa U OJIHYy—
0T Marepu. 3abosieBaHNE MPOSBISAETCS TOJBKO B Clyyae HaJM4MA JBYX KOMHNA MOBPEXKAEHHOTO
reHa. Puck poxaenus pebenka ¢ JIJIKJI B manHom cmyudae cocrtaBisieT 25%. Manbuuku u
JIEBOYKH OOJICIOT C OJMHAKOBOM yactoToil. Hocurens Oose3HN HaciaenyeT TOJNBKO OJHY KOIUIO

1160 ot otua 1100 oT Marepu. OHHU He 0O0JICIOT U HUKAKUX MPU3HAKOB OOJIE3HU y HUX HET.

[ ] ¢
Oreu-HocuTenb ﬂ ’ MaTtb-HocuTenbHMUa

l

|
00 00 O

@ © @
AN A AR
4 L 94 L 9 4
3poposble 25% Hocutenu (retepo3unrotbl) 50% bonbHble 25%

Yro napymaercs B Mmetadoausme npu JJIKII?
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ITpu JIJIKJI depment nuzocomuas kucnas naunasa (JIKJI) ne pabortaer, 4To NpUBOIUT K
HAKOIUICHHIO B OCOOBIX KJIETOYHBIX OpraHelljiaX, Ha3bIBAEMbIX JIM30COMAaMHU, TAKUX KPYMHBIX
MOJIEKYJ KakK TPUTIUIEpUAbl U 3(QUpbl XojecTepuHa. B HopMe Tpuriuuepuasl U 3(upbI
XOJIECTEpPHUHA Pa3pyIIAIOTCS B JU30COMax, a 00pa3yIOIIMecs KUPHbIE KHUCIOTHl M XOJECTEPHH
YCBaMBAIOTCS OPraHU3MOM JIJIsi CTPOUTEIBCTBA HOBBIX KJIETOK M JJIsl TOMOJIHEHUS dHEpPruu. Y
nauuentoB ¢ JIJIKJI u3-3a Hepnocrarka aktuBHOCTH JIKJI KI€TKHM HACTONBKO NEPENOJIHSAIOTCS
HEepaCIIEIUIEHHBIMU MOJIEKYJIaMH, YTO OHH IE€PECTAIOT BBIMOIHATH CBOM (YHKUMHU. Boibmie
BCEr0 TakuWX HE(QYHKIMOHMPYIOUIMX KJIETOK HAaXOAMTCS B II€YCHHU, CEJIE3CHKE, CTEHKax
KPOBEHOCHBIX COCYJIOB, HAJMOYEUHUKAX, HO MOPAXKAIOTCS TakKKe U Apyrue opransl u Tkanu. Co
BpEMEHEM, HalpuMmep, T[eueHb, 3HAYUTEIHHO YBEIMYMBACTCS B pa3Mepax, I[epecTaer
(YHKIIMOHUPOBATh, IOCJIE YEr0 OpraH 3apacTaeT COECIUHUTENIbHOM TKaHBIO C IEPEXOJO0M B
IUppo3. A TOBBIIIEHUE YPOBHS XOJIECTEPHUHA B KPOBU COIPSDKEHO C IOBBIILIEHHBIM PHCKOM
3a0oneBaHU cepana, a Takke psJIoM JApyrux 3a0oJeBaHHM, BBI3BAHHBIX HapYIICHHEM
MPOXOUMOCTHU apTEPHil.

Kaxk nposBasierca JJIKJI?

BrniepBbie onncannsie M. BonbmaHoM kak oTaenbHbIE 3a0o0yeBaHus, Oone3Hb BoibMana
(B 1956 rony) u 60ne3Hp HakoIIeHUs Y3GUPoB XonectepunHa (B 1963 roay), B HacTosIIIee BpeMs
paccMaTpuBalOTCs Kak kKinuHudeckue gpopmsl JJJIKIL.

Bospact Hauana 3a007eBaHMs U TEMIIBI €T0 MPOTPECCUPOBAHNUS B 3HAUYUTEIHHOMN CTENIEHH
BapHraOeIbHBI U MOTYT OBITH CBSI3aHBI C IPUPOAOH, JIeXKAIIUX B OCHOBE MyTallUi.

IIpu panneit popme JJIKJI (Oonesnn BonpmaHa) y MiazieHIEB BO3HMKAIOT INIyOOKHE
HapyleHUs. pocTa U pa3BUTHs, (UOPO3 MEYeHH, LUPPO3; AETH MOTMOA0T OT NEeUeHOYHOH
HEZ0CTaTOYHOCTU B PAHHEM BO3pacTe.

[Tpu noznueit popme JJIKII (BHOX) y nereit u B3pociabix HabI0aeTCsl cOUeTaHUE
aucaunuaeMun (HapylieHue OanaHca JIMMHJAOB B OpPraHWU3ME), rernaroMeraini (yBeTudeHUe
IICUEHH), MOBBILIICHUs] YPOBHS TpaHcaMHMHa3 ((pepMEHTOB, YPOBEHb KOTOPBIX MOBBIIACTCS MPHU
3a00J7IeBaHUAX TEYEHH) U MHUKPOBE3UKYISIPHOTO CTeaTo3a (HAKOIJICHHWS JXKUPOBBIX Kalellb B
KJIETKaX MEYEeHH).

VYV nereit u B3pocaeix ¢ JJIKJI Ha mpoTskeHnn 3 JeT mocie Hadajga CHMITOMOB
npubimsutensHo B 50 % cinyuaeB Habmromaercss mporpeccupoBaHue B (GpuOpo3, muppo3 WU
BO3HMKAeT HEOOXOIMMOCTh B MPOBEIEHUHM TPAHCIUIAHTALMU IeyeHu. HaumHas ¢ aeTckoro
BO3pacTa, MOTYT MpPOSBIATHCS HAPYLIEHUS CO CTOPOHBI CEpPJEHYHO-COCYAMCTON CHCTEMBI,

00yCJIOBJICHHBIC PAHHUM aTePOCKIEPO30M.
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Juaraos JIJIKJI MoxeT ObITh 3a1mo103peH MPU HAJTUYUH U3MEHEHUH CO CTOPOHBI MICUCHU
(remaToMeraiuu, MOBBIIICHHUS] aKTUBHOCTU TpaHCAMHMHA3, MPU3HAKOB CTE€AT03a) U HAPYIICHUS
munuaHoro  mpoduns.  CHOXKHOCTh  UAHOCTHKU — 3aKJIOYAeTCs B OTCYTCTBUH — HIIU
HEMHOTOYHCIIEHHOCTH KajJo0 MalueHTa, HeCMOTPS Ha IMPOrPECCHPOBAHUE MATOJIOTUYECKOTO
npoiecca B Ne4yeHu M Apyrux opranax. Bo muorux cinydasx JIKJI Haxonsar ciydailHO mipu
OOHapyXeHHUH HW3MEHEHUH B OHOXMMHUYECKOM aHaJM3€ KpPOBU WJIM  YIBTPa3BYKOBOM
WCCJICIOBAaHNHY TTeYeHH. TeM He MeHee, pa3InyHble OPTaHbl, B OOJIbIIEH CTETICHN NIEYCeHb, TEPSIOT
CBOIO (DYHKIMOHAIBHOCTh. B CBSI3U ¢ TeM, YTO OPTraHU3M MOXET HEKOTOpPOE BpeMs
(GYHKIIMOHHUPOBATH JaXKe ¢ HEOOJBIION YacThiO MeYeHu, HeKkoTopble nanueHTsl ¢ JJJIKJI y3naroT
0 CBOEM JMarHo3e, uMesl MOCIeTHUE CTaJUU LHUPPO3a, KOrja JH0OOH CTPEecCOBOE COCTOSIHHE
MOJKET 3aKOHYHUTHCSI ITOJIHOHM moTepel (\YHKIIMOHUPOBAHMSI IEYCHHU U JJAKE€ CMEPTHIO MMAIMCHTA.

Co CTOPOHBI TIEYECHH:

*  dudpos

* Huppos

e IlopranpHas runepTeH3us

* IleyenouyHas HEJOCTATOYHOCTH

Co CTOPOHEI CEPACYHO-COCYIUCTOM CUCTEMBI:

*  VYckopeHHOE (OpPMHUPOBAHUE ATEPOCKIEPO3a
*  Hmemuueckast 60J€3Hb cepilia

*  Hncynsr

* UMudapkr Muokapaa

Co CTOpPOHEI CEJIE3EHKH:

* Anemus
*  TpombomuTonenus
*  Puck TpaBMaTu4eckoro pa3pbiBa CeIe3eHKU U/UIH CIITICHIKTOMUU

Co CTOPOHBI KCITYAOYHO-KHUINICYHOT'O TPAKTa

* bosb B )xuBOTE
* Hapymenue nuieBapeHus
* OrcraBaHue B pocTe
Kakue y 3Toro 3a6o/1eBaHusi 0bIBAIOT OCJI0KHEHUS?
[To mepe mporpeccupoBanust JJIKJI MmoxxeT pa3BuBaThCs MEYEHOUHAS HEJOCTATOYHOCTD.
B cBsi3u ¢ HapymieHneM oOMeHa KMpPOB M XOJEeCTepHMHA MOXKET Pa3BUTHCS aTEPOCKIIEPO3, UTO

OPUBOIUT K HMH(AapKTaM U UHCYJIbTaM. AHEMHs U CHIDKEHHE KOJIMYecTBa TPOMOOLIMTOB, a
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3HAYUT U 4acTble KpoBOoTeueHUs — 3T0 ocioxHenue JJJIKJI B cBs3u ¢ HapylieHueM (QpyHKLUU
CEJIC3CHKHU.

Kak ycranasauBaror B 1aboparopun guaruo3 JJIKJI?

Bpaun Ha OCHOBaHMM KIMHHYECKHX CHMITOMOB MOTYT 3al0JI03pUTh 0OJe3Hb. 3aTeMm
MIPOBOJATCS JIAOOPATOPHBIE TECThl W HMHCTpyMEHTaldbHOE wuccienoBanue. Jlumarnos JIJIKJI
HNOATBEPXKIACTCS HAa OCHOBAaHUM OOHApY)KEHUs 3HAUUTENIBHOro JAe(uuuTa aKTUBHOCTH
depmenta. AxktuBHocTh JIKJI onieHnBaeTcs myreM onpeeeHrs akTUBHOCTH (PepMEHTa B CYXHUX
ISTHAX KpoBH Ha GuiibTpax. Takoit cnocod onpeaeneHus NPakTUIeCKH OJHO3HAYHO yKa3bIBACT
Ha JIJIKJI, Tak kak y nmauueHToB akTUBHOCTh JIKJI cHM)KE€Ha B JECATKH U COTHM pa3, a MHOTJA,
IpU TSOKEIbIX (opMax, BoBce OTCyTcTBYeT. HensBecTHO Oouiblile HUKAKMX APYIHMX COCTOSIHUH,
korna axktuBHOCTh JIKJI Hactonpko Huskas. Ananmu3 kpoBu Ha JIKJI MoxeT BbICTymaTh B
KayeCTBE MHCTPYMEHTA B NPOrpaMMax CKPUHUHIA U KPYIHbBIX HOIMYJISLMOHHBIX UCCIIEI0OBAHUIX
JUIKJI, a Taxoke MOXKeT ObITh afjanTUPOBaH JJIi CKPUHUHIAa HOBOPOXKJIEHHBIX. Eciu akTMBHOCTD
depmenta cHmwxkeHa, To nposoautcs JIHK-nuarHoctuka. B pesynbrare KOTOpOH BBISBISIOT
mytauuu B ree LIPA. TIpu 3ToM 3a005€eBaHuy y NalMEHTa BBIABIAIOT ABE MyTaluu B reHe. OHu
MOTYT OBbITh B TOMO3UI'OTHOM COCTOSIHUU (TO €CTh JIB€ OJJMHAKOBBIE MYTal[M1) WIH B KOMIAyH/I-
TeTepO3UTOTHOM COCTOSIHUU (JIBE€ pa3Hble MyTalllN).

Tonbko Ha OCHOBaHUM J1a0OPATOPHOTO TECTUPOBAHUS AUATHO3 MOXKET ObITh YCTAHOBJIEH.

Kaxkoii nporno3 y nanuenros ¢ JIJIKJI?

be3 nedenus nmporHo3 HeOmaronpusTHeIA. MiageHs! ¢ 6one3Hpio BoabMana norubaror
B TE€UEHHE NIEPBOIO IoJia KU3HHU.

VY noioBUHBI AeTel U B3pOCIbIX ¢ 0oJiee MATKOH hopMoii 6ose3HH (601€3Hb HAaKOTICHHS
3pUpOB XoJjecTepuHa) B TeueHHe 3x JeT nocie mnosiBieHus cumnTomoB JIJIKJI mopaxenue
MEYEHU CTAHOBHUTCS HACTOJIBKO TSDKEIBIM, YTO pa3BuUBaeTcs (GpuOpos, muppo3 wiam Tpedyercs
repecasika ne4eHHu.

Kaxk neuar manmuentos ¢ JJIKJI?

Jlnist ileyeHust HeJaBHO CYIIECTBYET IpenapaT, KOTOPBIH sBiseTcs: pepMEeHTOM JIMIa30H,
HO TOJIKO MOJYYEHHON TNeHHO-WHXKEHEPHBIM IMyTeM. JTo mpenapaT HasbiBaeTcsi «Cebenumnasa
anb@a» u OH yxe 3apeructpupoBat B Poccun. CyTb 1e4eHus o4eHb MpocTasi — MalueHTy BBOJAT
HEJIOCTAIOUIN B opranu3Me (hepMeHT, B pe3ynbTare cebenumnasa anb(a HauMHACT paclIeIIsATh
HaKaIUIMBacMbI€ BELIECTBA U OCTAHABIMBAET IPOTrPECCUPOBAHHE OOJIE3HH.

Tepanusi fABJfAETCA IMOXKU3HEHHOW WJIH MOKHO MPOWTH HECKOJbKO KYPCOB H

BBLJICYHUTE 00J1€3HEL?
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3amectutenbHas GepMeHTHas Tepanus cebenumnazoil anbda sBISETCS MOXXKU3HEHHONW U
3HAUUTEILHO YJIy4IllaeT MPOTHO3 3a00JeBaHus, yiydiiaeT kadectBo xu3Hu gered ¢ JJJIKJI u
MpEeIOTBpallacT pa3BUTHE IUppo3a medeHn. K coxaneHwro, (epMEHT, KOTOPBIA BBOJIST
BHYTPUBEHHO <CKHUBET» TOJBKO OTPAaHUYEHHOE BpPEMSI M €ro HEJAOCTATOK HYXHO BCE BpeMs
BOCIOJHATh. DTO TaK € Kak NpuUeM HMHCYJIMHA MpH Juabere — WHCYJIMH HY)XHO MOJIy4aTb
MOCTOSTHHO, YTOOBI KOMIIEHCUPOBATh (PYHKIIMIO MOKETYJOUYHOM JKee3bl.

Cebenumnasa anb(a Ha3HaYaeTcs 1pa3 B JABE HENEIH JIETSAM U B3pOCIbIM U | pa3 B HEJIEITIO
mianeHnam. Jlosza cocraBiser IMI/Kr, TO €CTh pacCUMTHIBAeTCS MO Becy peOenka. [Ipemapar
BBOAWTCS BHYTpuBeHHO. Koppekuus [03bl Npenapara MNPOBOJUTCS TMPH CHUXKCHUH WIH
YBEJIMUEHUH Beca peOeHKa.

Yero crout onacarbCcs NpH HA3HAYEHUH ceOesnnasbl ajabga?

3% manmueHTOB BO BpeMsl KIMHUYECKHX HWCCICAOBAHMI YKa3blBaJIM Ha MPU3HAKU U
CUMIOTOMBI aHapUIAKCHH, TO €CTh TSKeNoi amnepruueckod peakiuued. [loatomy undy3un
cebenunaspl anb(a AOKHBI TPOBOAUTHCA TMOATOTOBICHHBIM MEIUIIMHCKUM DPAOOTHUKOM,
YMEIOIIUM OOPOTHCS C TSKEIBIMU AJUIEPIHUYECKUMU PEeakuaMu. B ciiydae pa3BuTHs m0I00HBIX
peakiuii, HeOOXOAUMO He3aMEJIUTEeNbHO TMPEKpaTUTh BBEJCHHE TIpernapara W HaudaTh
COOTBETCTBYIOIIIEE JICUCHHUE.

Mo:xHO M JiedyuTh 3a00/1eBaHMe [PYIMMH MpenaparaMu- KOTOPbIe CHHKAKOT
YPOBEHb X0J1eCTEPUHA UM MOMOTAKT padoTe mevyeHu?

Ota Tepamnusi, KOTOpass MPHUMEHsUIach IO TIOSBIICHUS TMIpemapara, CIOCOOHOTO
BO3JICHICTBOBAaTh Ha TeueHue Oone3Hu. K coxkaneHuro, MpuMEHEHHE TenaTONMpPOTEKTOPOB M
MpEenaparoB, CHIKAIOIIMX YPOBEHb XOJIECTEPUHA SABIISIETCS CHUMIITOMAaTUYECKUM, HMEET
HECTOWKHI U HEeMpOJOHKUTENbHBIN 3((eKT, He BIuseT Ha ucxojbl 3aboneBanus. Kpome toro,
WCCJIEI0BAHMH, MOKa3bIBAIOMNX YPHEKTHBHOCTH 3TOW TE€panmuu HEe MPOBOAMWIOCh. OaHAKO HAIO
OTMETHUTH, YTO OJIUH U3 TMOJXO0JIOB K TEPAIUHA COXPAHSIET aKTyaJIbHOCTh JI0 CHX MOP U yAydIlaeT
cocrossaue manueHtoB ¢ JJIKJI. Dto HuskoxupoBas mueta. OngHako 0e3 TpPOBEICHUS
3aMecTUTENbHON (hepMEeHTHOH Tepanuu ee 23G(HEeKTUBHOCTh OYAET HEJOCTATOYHOM.

Ta6muma 1. O6cnenoBanue nmamuentos ¢ JIJIKJI
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Poct, cm

Bec, Kr

Pasmepbl neyeHu (NanbnaTopHo), cm

Pa3mepbl ceneseHku (nanbnaTtopHo), cMm

Pasmepbl neyeHm 1 ceneseHkM (NaabnaTopHo), cm

06wuii aHanu3 Kposu (neikouuTbl), x10*9

06wuii aHanu3 Kposw (3puTpoumTbl), x10*12

061wmi1 aHanu3 Kposu (remornobuH), r/n

HeckonbKo pas B rog,

061wwmi1 aHanu3 Kposm (Tpombouutbl), x10*9

Buoxumuueckuii aHanus kposu (ANT), ea/n

Buoxummnueckuit aHanus kposu (ACT), ea/n

XonecrepuH obwmii, Mmonb/n

Tpuranuepuabl, Mmonb/n

Xonecrepun-/MHM, mmonb/n

XonecrepuH-/INBIM, mmonb/n

Koarynorpamma (napamertp )

Y3U 6plolLHO N0N0CTU (NeYeHb), cm

HeckonbKo pas B rog,

Y3U 6plolHo nonocTu (ceneseHKa), cm

Y3U 6ptoliHO NoNoCTU (HaANOYEUYHUKK), CM

KpOMe TOr'0, HYXHO IPOXOAUTH KOHTPOJIBHOC O6CJ'IGI[OB8.HI/IG B KPYIVIOCYTOYHOM HJIN

JTHEBHOM CTallMOHape 2 pa3a B ToJl JUIsl OIEHKU 3((HEKTUBHOCTH COCTOSHUS.
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IIpunoxenune I'l-I'N. IlIkaabl oneHKH, BONPOCHUKHM M JPyrue OLEHOYHbIE
HHCTPYMEHTbI COCTOSIHUSI NAlMeHTAa, IMpPHUBEJACHHbIe B KJIMHUYECKHX

PEKOMEHIAIUAX

IIpuioxkenue I'l CpaBHenue mnposiBjieHuii 0oJie3HH BosbMana um 0ose3HM

HakomJieHus 3¢upos xosecrepuna (bHIX)

IIposiBiienune BoJje3ns Boabmana BHJX
HeTckuii — B3pOCIbIil
BospacT Havana / TMarHOCTHKH 0-3 mecsma
BO3pacT

Bo3pacT Ha MOMEHT JIETaTbHOTO UCXO0/1a o 1 rona .

p A A ¢ BapuabenbHblit
(6e3 euenmsn) (B cpenaem 3-4 mec)
PBora, auapes + +/-
I'ematomeranus + +
®ubpo3 / nuppo3 neveHu +/- ++
CuneHomeranus + +
Kanprmdukanms HamouYeqHIKOB + -
Cunapom mManmbabcopOorum + +
'unotpodus/Kaxexcus + -
Hesponoruveckue mposiBjIeHNs Ha + -
[MO3/IHUX CTAIUAX OOJIE3HU
Pannuit arepockiepos +/- +
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Hpuiaoxkenue I'2. Iudppepenunanbuas nuarnocruka HAKBIL u JTJIKJI

[Tpuznak

HAXBII BHOX

BOSp&CT IIOABJICHHUA IEPBBIX

CHUMIITOMOB

OO0bI1uHO cTapie 25 jaeT

OOBIYHO MOJIOXKE 25 ner

CaxapHblit tuader 2 tuma

OOBIYHO €CTh

OOBIYHO HET

Oxupenue

OOBIYHO €CTh

OOBIYHO HET

DddexT ot moxynaHus

OOBIYHO €CTh

OOBIYHO HET

aTCpOCKIICpO3a U €TI0 OCJIOKHEHUM

(MUBC, aneBpusma aoptsl, OHMK)

CrreHoMeranus 0e3 aciuTa Her V 3, nanueHToB
CHUMIOTOMEI MaabadbcopOruu | OOBIYHO HET MoryT 6bITH
(crearopesi, nuapes, OTCTaBaHHUE B

pa3BUTUHN)

[IpexneBpeMeHHOE pazsutue | Her Yacro

Ipuioxkenne I'3. 3a6op OuomaTepuasia 1yt JMATHOCTHKH B MATHAX KPOBH

KpoBb coOmupaercss Ha CTaHAAPTHYIO KapTOUKY-
¢bunpTp (Ne903), koTopass mpuUMEHSETCS IS
CKpMHMHIAa HOBOpPOXIEHHBIX B Poccuiickon
denepanvivi WM AHATOTUIHYIO JUISI TIOJTYUICHUS
CyXoro mstHa KpoBu. KpoBb MokeT OBITh, Kak
MATKH), TaK U

KalnnJUIApHas (I/I3 najibna,

BeHO3Has1. BeHo3Has KpoBb coOupaercsi B
MpPOOUPKY, aKKypaTHO MEPEMEIINBAETCSA U 3aTEM
OBICTPO C MOMOIIBI0 TMHUIETKH HAHOCUTCS Ha
¢unbTp 1o 25-50 MKI KpPOBH Ha KaXIYyIo
BbIJIEIEHHYI0 00nacte. Heobxomumo xoporio
MPONUTATh BBIJCNIEHHYIO 001acTh Ha (uiIbTpe

[IpeanouturensHo  coOupaTh

(pucynox 1).
obOpasmpbl mocie el uepe3 40 muHyT - 1 wac.
Bo3MOXHO Takke OCyIIecTBUTH 3a00p KPOBH U

HaTOIIakK.

XXX N

He mosirmecs. afinacmy tnorurmand e Ha winmanast,. 60 AOBNERNME]
*  Kanam AonxHel NONHOCTLIO MPONUTATL KPYXKKU € 06paTHOI CTOPOHBI
*  He kacaitTecb 061acTit, NPONUTaHHOI KPOBbIO

Pucynok 1. O6pa3en npaBUIbHOIO HaHECEHHUs
KpOBH Ha KapTOUKY-(UIbTP

S7




Ha xaprouke-guinbtpe 00s3aTeNbHO JOJKHBI - -

TN TN TN TN TN

! \ ! \ 1/ \ 7/ \ ! \
ObIThb 4eTko Yykazanel DOHO, kem u OTKyaa \ I\ I\ I\ I\ I
HAaIlpaBJICH MAIUEHT, 1aTa POXKICHUS U TesleOH 903 & 2023-10 000002Q/W001

Xpasums npu +2 - 425 C*
Jevaiiero Bpaya (pUCYHOK 2).

OObpazenr cyxoro naTHa KpOBH BKJIAJIbIBACTCS B
YUCTBIA KOHBEPT, JHOO B YHUCTBIH (haii. 6 0010608
®HO Nauymnenrta

Kaprouka-(hunbTp HE JOKHA CONMPUKACATHCS C
FpSI3HOI>'I IMMOBCPXHOCTBIO U C 06pa3uaMH APpyrux [Dara powaeHus [lara B3IATUA KPOBK Non

IIaInMCHTOB. H606X0)II/IMO IMPHUIIOKUTDb K U0 Bpava

obpasmam WH()OPMUPOBAHHBIC coryiacus | | /fopon/Apec
MAlMEHTa WJIH €r0 3aKOHHBIX MPEICTaBUTEIECH

E-mail spaua
Ha TIPOBEACHHE JTa00PaTOPHBIX UCCIICIOBAHHIA TR

Tecr
C]Oaﬁpu D Nomne D lowe D MNc1 D Lyso-GL-1 D Lyso-GL-3

l:] CemenHbli CKpUHMHT, MyTauun:

Pucynox 2. O6pazen kapTOuKu-QuiIbTpa

AJITOPUTM JeCTBHH MeIMIMHCKOIO0 IMePCOHAJIA IIPH B3THH 00pa3l0B KPOBH

®  BBIMBITh pyKH (TUTUEHUYECKUI YPOBEHbB), HAJIETh NIEpUYaTKU;

e  BBIMBITH PYKH MallMeHTa (MATKY peOeHKa, B Cilydae, €Clii KpOoBb OepeTcs U3 MSTKH);

e  MpoTepeTh 00JIaCTh MPOKAJIBIBAHUS CTEPUIILHOM candeTkoi, cMoueHHoi 70% criupTom,
MIPOMOKHYTb CYXO0#l CTepHIIbHOM cani(heTKOM; - MPOKOJIOTh CTEPUIILHBIM OJHOPA30BbIM
cKkapu(dUKaTopoMm;

®  CHSTH NEPBYIO KAIUIIO KPOBU CTEPUIILHBIM CYXUM TaMIIOHOM,;

®  MSTKO HaJaBUTb JUIS MOTYYE€HUS BTOPOM KaIlIk KPOBU;

®  MPUIOKHUTH NMEPHIEHAUKYISPHO TeCT-0JIaHK K Karie KPOBH U MPOIUTATh €r0 KPOBbIO HACKBO3b;

®  AHAJIOTMYHBIM 00pa30M HaHECTH Ha TecT-OJaHK 6-8 Kamelb, BUJI IATEH KPOBU JI0JKEH OBITh
OJIMHAKOBBIM C 00EUX CTOPOH.

®  BBHICYIIUTH TECT-OJaHK B TOPU30HTAILHOM MOJOXKEHUU Ha YUCTOW 00€3KUPEHHOMN MTOBEPXHOCTH
He MeHee 4 u 0e3 MpUMEHEeHHsI TEeIUI0OBOI 00pabOTKHU U MONaJaHus MPSIMbIX COJTHEYHbIX JIy4deH;

e  YNaKOBaTh TECT-OJIAHKU B YUCTBIN KOHBEPT TAKUM 00pa3oM, 4TOOBI IISITHA KPOBH HE

COIIpHUKaCaJIuCh.
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Oco0enHocTH NPU MHPY3UOHHON Tepanuu
HekoTopsie marueHThl MOTYT MOJIY4aTh HH()Y3UMOHHYIO TEPAIUIO, TEPEIMBaHNE KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIMUSHHUE HA pe3yiIbTaThl TeCTOB. Hanmpumep, npu nepesiuBaHuu 11a3Mbl KPOBU
MOTYT OBIThH MOJIYYEHBI JIO)KHO-OTPUIIATEIbHBIC PE3YIbTAThI, TAK KaK onpezaessieMblie (pepMeHTHI
HAXOJATCS B IJIa3Me U B KJIeTKaX KpoBU. PexoMeHyeTcs: ocyIecTBUTh 3a00p KpOBU AJis (hepMEHTHOM
u JIHK-nuaraoctuku He 9 paHee uem yepe3 6-7 JHEH mocie nepeauBaHus mia3Mbl KpoBH 1 depes 7-10
JTHEH TOCIIe MepeuBaHusd KOMIIOHEHTOB KPOBU
He nonyckaercs 3a00p KpoBu

e cpa3y Ioclie IPOBEACHUS MAMCHTY NH()Y3NOHHOU TepaInu;

® Cpasy MocCJIC 3aMCHHOI'O IICPCIIMBAHUS KPOBH.

XpaHeHUe U TPAHCIOPTUPOBKA GMoMaTepuajia
OO0pa3ibl BBICYIICHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHON KaMepe xonoauiabHuKa mpu +40C
110 oTipaBku. CpoK XpaHEHUS 10 MOMEHTA OTIIPABKU HE JIOJIKEH MpeBbIaTh 7 qHel. Ecnu XxpaHuTh
JI0JIbIIIE U TIpH OoJiee BBICOKOM TeMIiepaType, TO aKTUBHOCTh ()epMEHTa JaKe B HOPME MOXKET

CHUIKATBHCA, YTO NPUBCACT K JIOKHO-IIOJIOKUTCIIbHBIM PE3YyJIbTATaM.

Ipuioxkenue I'4. PekoMeH10BaHHBbIE 00beMbI BBEJICHUA CedeTnIa3bl

anbpa**
Beauuuna maccol Tesa (Kr) OO0umii 00bem uH@py3nu (M)
1-10 10
11-24 25
25-49 50
50-99 100
100-120 250

* O0beM uH(pY3UU JODKEH 0a3upoBaThCs Ha HA3HAYCHHOW /03¢ U JOJDKEH OBITh
IIPUTOTOBJIEH /IO OKOHYATENbHOM KOHIIeHTpanuu cedenunasel anbda 0,1-1,5 mr/mo.

(mo3a 1 mr/kr) (https://grls.rosminzdrav.ru/)

IIpunoxkenue I'S. PacmmdpoBka npumevanui

...** — IMpernapar BXOAUT B ICPCUCHDb KU3HCHHO HGOGXOI{I/IMBIX 1 BOKHEHUIITNX JICKApCTBCHHBIX
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npenaparoB (Pacnopsokenne IlpaBurensctBa PO ot 12.10.2019 Ne 2406-p «O0 yTBepKaeHUU
MepPEeYHsl KU3HEHHO HEOOXOJIMMBIX M BOKHEWIIMX JIEKapCTBEHHBIX mpemnaparoB Ha 2020 rox, a
TaKkKe TMepeyHed JICKApCTBEHHBIX IMpenaparoB Uil MEOUIMHCKOrO TNPUMEHEHUs U
MUHUMAJIBHOTO aCCOPTUMEHTA JIEKAPCTBEHHBIX IIPENapaTroB, HEOOXOMUMBIX IS OKa3aHHS
MEAUIIMHCKON MTOMOLIH

# - mpumenenue off-label — BHe 3aperucTprpoBaHHBIX B HHCTPYKIIUH JICKAPCTBEHHOTO CPEICTBA
MOKA3aHWUH OCYIIECTBISETCS MO PEIICHUI0 BpaueOHOW KOMHUCCUH, ¢ paspemieHus JIokampHOTo
ATUYECKOTO KOMUTETAa MEIULIMHCKON Opranu3anuu (Ipy HAJIUYUHU), C YCIOBUEM MOANMMCAHHOTO
MH(OPMUPOBAHHOTO COTJIACUS POJUTENEH (3aKOHHOTO MPEJCTaBUTENS1) U MAllMEHTa B BO3pacTe
crapuie 15 ner;

FXE - MEIMIIMHCKOE U3JIeJue, HMIUIAaHTHPYEMOE B OpraHU3M YeJOBEKa IpU OKa3aHUH
MEIUIIMHCKOM TIOMOIIM B paMKaxX MPOrpaMMbl TOCYJApPCTBEHHBIX TapaHTUH OECIIaTHOTO

OKa3aHuA I'paKjaHaM MeHHHHHCKOﬁ IIOMOIIH.
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