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TepMuHBI U onIpeaeICHUS

JInzocomHble 00J1e3HM HAKOIUIEHHUSI — TpyNla HACJIEICTBEHHbIX MOHOI€HHBIX 3a00JIEBAHM,
CBSI3aHHBIX C HAPYIICHUEM (PYHKIIMH JTU30COM.

(I)epMeHTHaﬂ 3aMECTUTC/IbHasA TEpanud — JICUCHUC, 3aKIII0OYAarONecCs BO BBCACHUN (bepMeHTOB (B

TOM 4YHUCJIC U peKOM6I/IHaHTHBIX) nmanueHTaMm ¢ HaCJICACTBCHHBIM ,Z[e(beKTOM MeTaboIm3Ma.



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Hedunut nuzocomuoi kucioi nunassl (JJIKJI) — nporpeccupyroiiee HacaeaCTBEHHOE 3a001eBaHue,
B OCHOBE KOTOpOTO JIeKUT nedekT rena LIPA, xogupytonero GepMeHT TU30COMHYI0 KUCIYIO JIUMa3y

(JIKJI), mpuBoasimuii K HAaKOIJIEHUIO 3(UPOB XOJIECTEpHUHA M TPUTIHIICPUIOB B OpraHax U TKaHsX [1-
3].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

JUIKJI nacnemyercs Mo ayTOCOMHO-PELIECCUBHOMY THUIY. 3a00JieBaHHE CBSI3aHO C MYTAllMsIMU T€Ha
LIPA, xotoperii kaptupoBad Ha 10 xpomocome (10g23.31). B mexmayHapomgHO¥W 0a3e MaHHBIX TIO
MYyTaIsIM 4esioBeka onrucano okono 100 myTtarnuii B rene LIPA, mpUBOASIIMX K HAPYIICHUIO (PyHKIIMH
¢depmenra. [Tpu JJIKJI HOHCEHC-MyTaluu, KPYIHbIE IEPECTPONKU IeHa, MyTalluK CO CABUIOM paMKu
CUMTBIBAHUS, B TOMO3UTOTHOM WJIM KOMMAyHI-T€T€PO3UTOTHOM COCTOSIHUM, KaK IPaBUJIO, BBIABIISIIOT
npu TsoKenbix Gopmax 3aboneBanus [1,3,4]. Haubomnee pacmpocTpaHEeHHBIN MAaTOTEHHBIN ajielnb —
CMHOHMMMYHAS 3aME€Ha, Hapyllarollas CalT crulaiicuara B sk30He 8 ¢.894G> A (E8SIM-1G> A),
ABIIAETCS NPUYMHOW 3a0osieBaHMsl B Oojiee 4YeM TMOJIOBMHE OMYyONMKOBaHHBIX ciy4yaeB. Hanuuwue
JAHHOTO BapUWaHTa B TOMO3MIOTHOM HJIM KOMIIAYH]I-T€TE€PO3UTOTHOM COCTOSHHM coxpaHsier 3—5%

ocrarouyHoit aktuBHocTH JIKJI [1 — 3].

B HOpME monaBmme B IM30COMY ITyTEM PELENTOP-OMOCPEAOBAHHOTO SHIOLIMTO3a HEUTPAIBHBIC )KUPBI
(apupel  XoJecTeprHAa W, B MCHBIICH CTENCHW, TPUDIHICPUABI) T1ox BosaehicTBueM JIKJI
pacIIeIUISIIOTCST 10 CBOOOJHOTO XOJIECTEPHHA U KUPHBIX KUCIOT. DTH JUMHUABI U UX OKUCJICHHBIC
MPOU3BOJIHBIE BCTYMAlOT BO B3aUMOJCHCTBUE C (HAKTOpaMH TPAHCKPUILUU (CTEPUHOBBIM
PEryISTOPHBIM 3JIEMEHTOM CBsI3bIBaHUS OeikoB — CPOCE), koTopbie HEMOCPEICTBEHHO MOIYIUPYIOT
AKCIIPECCUI0 TE€HOB, BOBJICUEHHBIX B CHHTE3 M 3axBaT XOJIECTEpHHA, a Takxke jaunorene3. Ilpu
OTCYTCTBUU WM CHM>KeHUH akTUBHOCTH JIKJI ahupel Xonecreprna, TpUriMIepy/ibl HE pacnagatoTcs u
HaKaruBalwTcs B Jn3ocomax. COOTBETCTBYIOIIUN HENOCTATOK CBOOOJHOTIO XOJECTEPUHA B KIIETKE
npuBoguT kK CPOCb-onocpenoBaHHONM — CTUMYJISIIMM — 3HAOTEHHOTO  CHHTE3a  XOJIECTEpPUHA
UHTUOMPOBAHUIO TUIPOKCUMETHITyTapui-kosH3uM A (I'MI'-KoA) penykrasoit u »HAOLMTO3a
nocpeactsom peuentopos JITTHII. ITapamiensHO ¢ 3TUM yBEIMYMBAETCS CUHTE3 alloMIonporenHa B
(AnoB) u 3HaYUTENBHO TMOBBIMIAETCS OOpPAa30BAHME XOJECTEPHUHA JUMOMPOTEHMHOB OYEHb HU3KOU
mwiotHocty  (JITTOHII). VYBenumuenue nskcnpeccun ['MI-KoA penykrasbl sIBASE€TCS NEPBUYHBIM
pesynbsrarom CPOCB-2-onocpe1oBaHHOTO BHYTPUKJIETOYHOTO YMEHBUIEHUS XOJECTEPHUHA, IPUBOASA K

YBEJIMUYEHHUIO YPOBHS CBOOOIHOTO Xonecrepuna [1, 2].

Takum o0pa3oM, HakoreHHE S(QUPOB XOJECTEPHHA W TPUIIUIEPHIOB B OpraHax M TKaHAX
CONPOBOXKAAETCS JAUCIUIIUAJIEMUEH: B CHIBOPOTKE KpPOBU OMNPEAEISETCS IOBBIIICHHBI YPOBEHB
xonecrepuna, JIITHII, yposens JIIIBII cooTBeTcTByeT HOpME WM CHHXKEH. Y YaCTH MAIMEHTOB

PETUCTPUPYETCSH TUIIEPTPUTNIIULIEPUIAEMHUSL.

[Ipu naubonee tswxenoit, muanenyeckoit popme AJIKJI — Oone3nun BonbMaHna akTUBHOCTH (pepMeHTa
cocTaBisieT MeHee 1% OT HOpPMBI, YTO MPUBOAUT K OBICTPOMY MACCHBHOMY HAKOIUICHHUIO 3(UPOB
XOJIECTEPUHA U TPUIIIULEPUIOB B JIN30COMAaX MHOTHX OpraHax U TKaHSX, B IEPBYIO Ouepe/lb B MIEUYECHH,
CeJe3€HKe, HAIIOYEUHMKAX, BOPCHHAX KHUIIEYHHWKA, KOCTHOM MO3re, JUM@(aThuyeckux ys3iax, B
Makpodarax peTuKyJI0-3HI0TeINATBLHON CUCTEMBI, YTO OOYCIaBIMBACT MOJUCUCTEMHBIE MTPOSBICHUS

OO0JIE3HHU.

[Ipu Gone3nu Haxoruienus 3¢pupon xonecrepuna (bHIX) — denorune JIKJI, xapakrepusytouemcs

0oJiee MEIICHHBIM TTPOTPECCHPOBAHNEM W BapHAOCITHHOCTHIO KIIMHUYCCKUX IMPOSBICHUN — In Vitro



onpexensercs ocraroudas aktuBHocTh JIKJI B nuanazone 1-12% ot Hopmel [1-4].



1.3 Dnuaemuosorus 3aﬁongBaHnﬂ WJIM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Pacnpoctpanennocts  JIJIKJI  BapuabenbHa B 3aBUCMMOCTH  OT  (DAKTOPOB  STHUYECKOU
MPUHAIICKHOCTH U Teorpaduueckoro monoxkeHusi. Cumraercs, yto yactora JJIKJI cocrtaBmser B
cpeaqneMm 1:40000-1:300000 xuBBIX HOBOPOXIEHHBIX [3]. YacToTa BCTpedaeMOCTH MJIaJIEHUYECKON
dbopmbl 3aboneBanust B 2-2,5 pasza Hmke u cocraBiaser 1 Ha 100 000-500 000 >KUBOPOXIECHHBIX
HOBOPOXIEHHBbIX [5-7]. UccinenoBanus no u3ydeHuro 4dactorel BeTpewaemoctu JIJIKJI B Poccum

npoBoAMIUCH B I. MockBa. JlanHbIl noka3aresib cocTaBui mpuMepHo 1:70 000 HoBopoxKIeHHBIX [8].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSIHHA) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

Comnacio MKB10, 3aboneBanue oTHocuTcs K kiaccy IV, Oone3HsSIM 3HAOKPUHHON CHUCTEMBI,
paccTpoONCTBY NUTAaHMUS W HapylleHHio oOmeHa BemiecTB, E75.5 [lpyrue HapyIlieHusi HaKOIJICHUS

JIMIIUJIOB.



1.5 Knaccudpukanust 3a001€BaHusI MM COCTOTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

Boinensitor nse ocHoBHble popmbl JJIKIT (mpunoxenue A3):
- nHaHTIIbHAS (0oNe3Hh BonbMana) — ¢ maHudecranueit B mepBbie 6 MeCSIEB KU3HU

- Oomne3Hp HakorieHusi ¢upoB xojecrepuna (bBHDX), ¢ nebrorom B Bo3pacTe crapiie 6 MecsieB
(mambomee yacto B 2-5 ner) [3,46].

Cnenyer ormerutb, yto JIKJI — 3T0 cHekTp KIMHUYECKUX (PEHOTUIIOB C Pa3HbIM XapaKTepoM
TEUYCHUS U TPOTHO30M Oosie3HH [3].



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

JUIKJI mpencraBisier coboi pasznuyHble (EHOTHUIIBI OT OBICTPO MPOTPECCUPYIONMICH JeTalbHOU
MJIaJIeHIeCKOM (POPMBI M TSHKETBIX JMETCKUX BAPHUAHTOB C CEPHE3HBIMHU OCJIOKHCHHSIMU, HAIPUMED,
IIUPPO30M U MIEYEHOYHOW HETOCTATOYHOCTHIO B TTOJPOCTKOBOM BO3PACTE, 10 CYOKITMHUYECKUX, MITKUX

dbopm, nposBIsIOMIMXCS B Oos1ee cTapiiem Bo3pacte [3].

1.6.1 Knunuveckas kapTuHa npu uHGantuiabHoi popme TJIKJI (60s1e3Hu Boabmana)

Nudantunsuas ¢opma JJIKJI (6onesnr Bomnbmana, bB) — penkoe ObicTpo mporpeccupytoiiee
3a00JI€BaHNE, TPOSIBIISAIONICECS] C TIEPBBIX MECSIEB JKW3HU, MPHUBOJAINICC K PA3BUTHIO TEUCHOYHOU

HEJ0CTATOYHOCTH U JIETAJIbHOMY MCXOy B Bo3pacte 110 1 roga [9].

Haunbonee xapakrtepHpiMu mnpusHakamMu bB  SBISIOTCS TracTpOMHTECTHHAIBHBIC IPOSIBICHUSA,
BKJIIOUAIOIIIME PBOTY, TUAPEIO W/ WK cTearopero. YacTo BBIABISICTCS yBEIMYEHHE 00bEMa KUBOTA 32
CUeT B3IyTHS KHUIIEYHUKA, TeMaTOMETallii W/WIM TenaToCIJICHOMETal I, a Takke MoTeps Beca ¢
pa3BUTHEM TUMOTPOGUU U, B TSHKEIBIX CIIydasx, KaxeKCHMu. Takke XapaKTepHBI 3aJepkKKa pocTa U
buzmdeckoro pazsutHsa. Kpome TOro, i 3THX IMMAlMEHTOB XapaKTepHA HHTECPMHUTTHUPYIOIIAS
JUXOpajaKa, BSJIOCTh, acTeHHS u runeppednekcus [2, 9,10]. Y mamueHTOB pa3BHBAcTCS aHEMHS U

TpOM6OL[I/ITOH€HI/ISI.

Ocobennocteio BB saBnsercss yBenuueHwe M KalbIM(PUKAIMS HAIMOYECUHUKOB, BCTPEUAIOIIASCS
npumepHo B 50% cayuaeB [2]. [lo [aHHBIM BU3yaqM3HPYIOUIMX METOJOB, YBEJIMYEHHBIE
HAAMOYEYHUKH COXPAHSIOT CBOIO MOJYIYHHYIO WM MUPAMHUAAIBHYIO (hOpMY, IO BCEH MapeHXUMe UX
OTIPENIETISIIOTCSl ToYeuHble ovdarn Kanmbiudukaruu [11]. OTcyTcTBUE Kaablu(pUKATOB HAATOYCIHUKOB

HE HUCKIIIOYACT JUAarHo3.

Jlns mauuentoB ¢ bB xapakTepHa HeBposiormueckas CUMOTOMAaTHKa, OOYCJIOBJIEHHAs MEYEHOYHOU

sHIIehaIonaTuei.

IIpu BB Bo3HHKaeT CcHUHAPOM MaibaOCOPOLMHU, CBSI3AHHBIA C HEJOCTAaTKOM JKHUPHBIX KHUCJIOT,
MOBPEXJACHUEM CIU3UCTOW OOOJOYKHM KHIIEUYHUKA W  TPOSBILIIONIANACSI PAa3HOM  CTEMCHBIO
BBIPOKEHHOCTH JIMAPEH, CTEATOPEH, CUHIPOMa N30BITOYHOTO OaKTEPHATIBHOTO POCTAa U METeopHu3Ma |3,
9].

MakpOCKONMYECKH MEYEHb 3HAYUTENBHO YBEINYEHA, KEITOr0 LBETA € )KUPHOW MOBEPXHOCTHIO Cpe3a.
lematouutel u knetku Kymdepa Bo Bcex 30HaX [OJIbKUA COAEpXKAaT JIUMHIHBIE BaKyOJIH, YTO
MUKPOCKOIIMYECKH COOTBETCTBYET MEJKOKANEIbHONM JKHUPOBOM nauctpopuu. B 3aMOpoxKeHHBIX
oOpasiax Mpu OKpacke CyIaHOM YEPHBIM OOHAPY>KUBAIOTCS JTUMUIHBIE BAKyOJIH, KOTOPBIE MPU OLIEHKE
B MOJISIPU30BAHHOM CBETE€ MMEIOT BHJI KPAaCHOBATHIX KpUCTAILIOB. [lopTanbHBI M mepUNOpTaTbHbINA

¢ubpo3 yacTo mporpeccupyeT B MUKPOHOAYIISIPHBIN IIUPPO3 MEUCHH.

[Ipu ynpTpacTpyKTYypHOM HCCIIEOBAHUH B JIM30COMaX BBISBISIOT HAKOIUICHHS CyOCTPaToOB, MMEIOIINX

I00YISPHBIN U KPUCTAIIIMYECKUN BU/I.



Jlns  TouHOW  MOpP(OJOTHYSCKOM  JUAarHOCTUKKM B HACTosAIIee  Bpems  pa3paboTaHa
UMMYHOTUCTOXHYECKasi MaHesib aHTuTesl. OOHapykeHue karerncuHa D M skcnpeccusi MeMOpaHHBIX
JTU30COMANIBHBIX MapKepOB, TaKUX KaK JU30COMAJIbHO-aCCOLIMMPOBAaHHbIE MeMOpaHHble Oenku 1 u 2
(LAMP 1 u 2) u nu3ocoMalibHBI HHTETpabHBIA MeMOpannbiit Oenok 2 (LIMP 2) Bokpyr nunumHbIx
BaKyoJiel, TONTBEP)KIAeT BHYTPUJIIM30COMANbHOE HakoruieHue JnunuaoB. Kpome Toro, k

TUCTOJIOTMYECKUM OCOOCHHOCTSIM OTHOCST Tak)Ke HaKoIJIeHHe 1iepoua B Makpodarax [3,10 ].

Onucanbl ciydan bB ¢ wmanumdecranueldi Bo BHYTpUYTPpOOHOM TiepHOAE€ B BHIE HEKpo3a
HAJIIIOYEYHUKOB, TIOJIMTUIPOAMHUOHA, HAKOTUIeHUs 3(pupoB xojectepuna (OX) B opraHax M TKaHAX U
MUKPOBE3HUKYIIPHOTO cTearo3a redeHu [12]. BB MoxeT ObITh MpUUMHOW BHYTPUYTPOOHOU rudenn
mwioga. [Ipu aytorncuu Ha 17-i1 Henmene OEpeMEHHOCTH MPOJEMOHCTPUPOBAHO HAKOTUICHHUE JTUMHUIOB B

I'CIIaTonuTax 1 CI/IHHI/ITI/IOTpO(b06J'IaCTaX, ad TAKIKC HCKPO3 B HaJIMOYSUHUKOBOM KeJjie3e mioaa [9]

VY nmauuentoB ¢ bB omnpezaensercs remaromeraniusi WM TeMaTOCIVIEHOMETanus, OBICTPO pa3BUBAETCA
MEYCHOYHAs] HEJJOCTATOYHOCTh C MCXOJOM B ITUPPO3 TEUeHU. B OMOXMMHYECKOM aHaiIM3€ KPOBH —
BBIPAKEHHOE MOBBIIIEHUE YPOBHS TpaHCAMHHA3, 3HAYUTEJIbHOE YBEJIMYEHUE OUIMpyOMHA, CUHIPOM
xonecra3a. Yacto BcTpewarouumcsi j1abOpaTopHbIM Tpu3HakoM Ipu BB sBisercs mnoBbllieHHE
YPOBHEM JIAaKTATAETUIPOTEHA3BI U CHIBOPOTOYHOTO (PeppUTHHA HAPSAY CO CHHKEHHUEM TeMOornoOuHa, a

TAKIKC IIPU3HAKHU T'HIIOKOAT YIS,

1.6.2 KiniuHuveckass KapTUHA NPy 00J1e3HN HaKomJIeHus 3(pupos xojecrepuna (bBHIX)

3aboneBanue ae0OTUPYET B Bo3pacte crapiie 6 mecsaieB. BHOX xapakrepusyercs 0osnee MeIeHHBIM
MPOrPECCUPOBAHMEM M, KaK IMPaBWIO, OTCYTCTBHEM HeBpojorudyeckor cummnromaruku. JIJIKJI
SIBISICTCS MYJBTHCHCTEMHBIM 3a00JIEBaHHUEM, CHUMIITOMBI MOTYT OBITh OOYCIIOBJIEHBI TOpaKEHHUEM
pa3IuuHbIX OpraHoB. OCHOBHBIMU OpraHaMU-MUILICHSIMU SIBIIIOTCS TI€UYEHb, cene3enka, KKT, mouku,
cocynbl. MenuaHa TOSIBJICHUS MEPBBIX KIMHUYECKUX CUMIITOMOB 3a00JI€BaHUSI COCTABISACT S JIET, HO

BO3MOYKHA MaHH(ecTaIus 1 BO B3pocioM Bo3pacte [13].

3a0osieBaHME TPOSBISETC renaromeranueid (OoJplIe 3a cUeT MPaBOM JOJM IEYEHH), CBSI3AHHOM C
HakoruieHueM OX B remarouurtax u kietkax Kymndepa, kotopas onpenensercs y 99% nanuenTos [2],
CUHAPOMOM LUTONM3a, muciunuaemueit. [lo mepe mporpeccupoBanusi 3aboneBanus (popmupyercs

¢ubpo3 1 UPPO3 MEYCHH C PA3BUTHEM MEYCHOYHOW HETOCTATOYHOCTH.

VYBenuueHue cene3eHKru 00yCIIOBICHO OTIoKeHHEM DX B Makpodarax v mporpecCupoBaHUEM IIUPPO3a
nevYeHu ¢ POpMUPOBAHUEM MOPTATHLHON THIEPTEH3UH, YTO COMPOBOXKIACTCS HApaCTaHUEM MPU3HAKOB
rUIepcIuieHn3Ma (anemusi, Jekonenus, Tpomoorurtonenus). CruieHomeranus onpexaensiercs y 74%

nanueHTos [2, 13].

JlucnunuaeMust TPOSBISETCS TIOBBIICHUEM B CHIBOPOTKE KPOBHM YPOBHS OOIEro XOJEeCTepHHa,
XOJIECTEpUHA JIMIONPOTEUMHOB HU3KOW IJIOTHOCTH M TPUINIMUEPHUAOB MPU HOPMAIBHOM WM HU3KOM
YpOBHE XOJIECTEpPUHA JHUMONPOTEUHOB BBICOKOM MIOTHOCTH (Tunepiunonporennemus IIb tuma), yto
MOXET TPUBOAUTH K YCKOPEHHOMY pa3BUTHUIO aTrepockiepos3a [1-4]. TunepxonectepuHemus
onpezensercs y 81% nanuentoB ¢ BHOX, yBennuenue konnentpaunn xonecrepuna JIINHIT — y Bcex

ITIalIMCHTOB. I[a>1<e npu TCpalluy THUIOJIUIIMACMUYICCKUMU CPCACTBAMU THUIICPXOJICCTCPUHCMUA



coXpaHsieTcsi y ueTBepTd, a Bbicokuil ypoBeHb JIIIHII — y momoBunbl GonbHbIX. [Ipu anammze
aroJIMIIONPOTEMHOTPAaMMBbl Yy OOJIBIIMHCTBA MALMEHTOB BBISABIISAIOT IOBBIIIEHUE YPOBHS OCHOBHOIO

anonunonporenHa JINMHIT — anoB [2].

Cunapom nurtonuza — yBenaudeHue ypoBHs ACT u AJIT — nabmiomaeTcss MpakTUYECKH Y BCEX
NAlMEHTOB M YacTO CIY>KUT OJHUM U3 NEPBBIX NPOSBICHUIN 3a00ieBaHUs. AKTUBHOCTb 3THX
(GepMEHTOB B KPOBHM BapbUpPYyeT B IIMPOKOM AHAra3zoHe (0T 2—5 HOPM [0 NPEBBILICHUS JaHHBIX
noka3zaresneit B 10-20 pa3) [2].

N3-3a BoBIeUEHMS] B MATOJIOTMUYECKUN MPOLECC KUILIEYHHKA Y YacTH OOJIbHBIX MOXKET HaOMIoAaThCs
CUHAPOM MalibaOcopOIuu (HEJOCTATOUHOCTh MUTAHUs, IUapesi, crearopes, HapyIIeHHE BCACHIBAHUS

AKUPOPACTBOPUMBIX HYTPUEHTOB).

[Ipu mporpeccupoBanuu Ooyie3HU pa3BuBaeTcs (UOPO3 U UUPPO3 TMEUEHHU, MPOSBISIOMIUNCS
renaroCIICHOMEraluen, *KEeATyX0l, aclUTOM, BAPUKO3HBIM pacCIIMPEHHEM BeH mnuieBoja [2, 10].

WmeroTcst cBeieHuns 0 2 ciydasix pa3BUTHUs TeNaTOLEIUTIONSIPHON KapiimHoMbl Ha ¢pone BHOX [14].

Kanprmdukanus HaamodedyHukoB, onmcaHa vk y 5% mamuentoB ¢ BHOX [2, 13]. Beaeactue
paHHETO pa3BHUTH aTepockiiepo3a yacto Habmonarorcess UBC, aneBpusma aoptet 1 OHMK B Momomom

BO3pacTe.

[Ipy HanuuuuM y mamueHTa MPU3HAKOB CTeaTo3a MEYEeHH, OTPULATEIbHOM aJIKOTOJIBHOM aHaMHE3e U
OTCYTCTBUU CTUTM XPOHHYECKOM AQJIKOTOJIbBHOM HMHTOKCHUKAMK (YBEJIMYEHUE OKOJIOYIIHBIX JKENEe3,
KOHTpakTypa JlomtoutpeHa u JAp.) HEoOXO0AuMO NPOBOAUTH JU(DPEepeHnanbHYI0 TUATHOCTUKY
HAXBIT u JJIKJI (BH3X). Coderanue cuHapomMa IUTONIN3A, CT€ATO3a MEYEHH, TUCITUIUACMHUH TUIIA
IIb, cnmeHoMeranuu y neTeid M MOJIOABIX JIMI[ ¢ HOPMAJIbHOM MAaccol Tela MOXKET yKa3blBaTh Ha
Hanmuue bHOX.

Takum oOpazom, BHOX crnemyer 3amomo3puTh y MOJOABIX TAIMEHTOB C TemaTOMETaiueH,
yBenudenueM AJIT, ACT B ChIBOPOTKE KPOBH, Y KOTOPBIX TaKKE€ MOXKET UMETh MECTO MOBBIIICHUE
ypOBHSI OOIIETO XOJECTepMHA M XOJECTePHUHA JIUIIOMPOTEHIOB HH3KOH IUJIOTHOCTH BMECTE C
HEOOJIBIIIMM WJIM YMEPECHHBIM CHIDKCHHEM YPOBHS XOJIECTEPUHA JIUTIOMPOTEHIOB BBICOKON TUIOTHOCTH

u runeprpurunepunemueii. (Ilpunoxenne A3) [2, 13].

1.6.3 3a6oseBanus co cxonnoi ¢ JIJIKJI kInHu4ecKoil KApTHHOM

Huddepennmanpaas auarnoctuka JJIKJI mpoBoautcss ¢ ApyrMMH JTHU30COMHBIMH  OOJIE3HSAMU
HakorieHuss — Ooje3npio Humanna-Ilnka tun A, B, C, 6ome3npio [olre, raHMNIMoO3u03aMH, a TaKKe
HapymICHUSIMA OOMEHA TJIMKOTEHA, J>KUPHBIX KHCIOT, JKETYHBIX KHCIOT, Oone3Hpio BuibcoHa-
KonoBasoBa, ceMeiHOM THIEpX0oJieCTepUHEMHUEH, HEAIKOTOJILHOM KHUPOBOM OoJie3HbI0 TieueHH [1, 13].
[Mammenter ¢ JJIKJI moryT miuTenbHO HaAOMIONATBCA C TAaKUMHM JUArHO3aMHU, KaK KPUITOTECHHBIN

LUPPO3 NIEYECHH, IEeMAaTUT HEACHOU 3THONOTUH. [ 1, 2,13]



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

OOGparmraeM BHUMaHHE, YTO, COIIaCHO TPEOOBAHUSAM K pa3pabOTKe KIMHHUYCCKUX PEKOMEHIAINH, K
KaXXJIOMY TE3UCY-PEKOMEHIAIIMKA HEOOXOAMMO yKa3bIBaTh CUJITy PEKOMEHAAIIMN U JOKa3aTelbHYI0 0azy
B COOTBETCTBMHU CO INKaJaMH OIICHKH YPOBHS JOCTOBEpHOCTH nokazarenbcTB (Y/IJI) um ypoBHsS
yoenutensHOCTH pekomeHaanuii (YYP). Jlng maorux tesucoB YYP u Y1 Oynet HU3KUM 1O MPUYHHE
OTCYTCTBUS NOCBAIICHHBIX UM KIMHUYECKHUX MCCIEAOBAaHUM BBICOKOrO nu3aiiHa. HeB3upas Ha 370,
OHH SIBJISIIOTCSI HEOOXOAMMBIMU 3JIEMEHTAaMU OOCJICIOBaHMS TAIlMEHTAa JIJIsl YCTAaHOBJICHUS JUarHo3a u

BBIOOpA TAKTUKH JICUCHHUS.
KpuTtepun yctaHoB/IeHUs AUATHO32 H COCTOSTHMS.

OHpCI[GJ'IeHI/IC aktuBHoctu JIKJI B CYXHUX IIATHAX KPOBHU MABIIKICTCA «3O0JOTBIM CTaHOAPTOM»
JUAargsoCTHUKH 3TOI'O 3a0oneBanus. BeigBienue cumkenHon akruBHocTH JIKJI mo3Bonsger IMOATBCPANUTD

JINarHO3.

Hunarno3 JJJIKJI ycranaBimBaeTcsi Ha OCHOBAHUU COBOKYIMHOCTH AHAMHECTHUYECKHX U KIMHUYECKUX
JTAHHBIX,  PE3yJbTaTOB  JaOOpPAaTOPHBIX, HHCTPYMEHTAJIbHBIX, MOP(OJIOTHYECKUX  METOJ/IOB

HCCIIeI0OBaHNM.



2.1 /Kaa100bI 1 aHAMHE3

[Ipu cOope anamne3a u kajgo0 HEOOXOAUMO OOpaTUTh BHUMAHHE HA CJEIYIOIIHE >KajJoObl U

AHAMHECTUYECKUE COOBITHS:

- OTATONICHHBIA CEMEWHBIH aHaMHe3 (CXOIHBIE CUMIITOMBI y POIHBIX OpaTheB M cecTep mpobaHna,

OJM3KOPOACTBEHHBIN OpaK);

- CJIy4Yad BHE3AIHOU JIETCKOW CMEPTHU B CEMbE;

- 3a/IepKKa (PU3UUECKOTO Pa3BUTHUS;

- c11aboCTh, MOBHIIIICHHAS YTOMJIIEMOCTb;

- TrenaToMeraliis Uiy TernaToCIIeHOMETalus;

- muapes, 601 B KHUBOTE, cTeaTopest (IPU BOBICYCHHOCTH B MATOJOTUUYECKUH MPOIIECC KUILIEUHUKA);
- HOCOBBIE KPOBOTEUEHHS,

- JKEITYUIHOCTb KOXKHBIX [IOKPOBOB;

- aCIIUT;

- BAPUKO3HOE PACIIMPEHUE BEH MUILIEBOAA (IIPU pa3BUTUU LUPPO3a [IEUCHH ).

2KanoOnl 1 aHaMHE3 TaKKe ONKMCAHLI B pasaciice «KKIMHUYCCKasa KapTUuHa».



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

2.2.1 ®usukaabHoe o0ciaenoBanue npu uHGanTuabHoi popme TJIKJI (0osae3HH

Boabmana)

[Tpu ocmoTpe HEOOX0UMO 0OPaTUThH BHUMAHHE Ha CIICIYIONNE OCHOBHBIC KIMHUYECKHUE MPOSIBIICHHMS:
- YBEJIIMUCHHE Pa3MEPOB TICUCHHU;

- YBEJIMUCHHUE Pa3MEPOB CEIIC3CHKU;

- YBEIIMUCHHE Pa3MEPOB KUBOTA;

- CHHAPOM MaJibaOCcopOIuu;

- TUTIOTPO (U, BIIOTH 10 TPyOOii 3a1epKKU (PU3NIECKOTO PA3BUTHS;

- POTPECCUPYIOIIAs 3aIepKKa IICUXOMOTOPHOTO Pa3BUTHSI, TUTIEpPEIEKCHS;

- JKETYITHOCTh KO)KHBIX TIOKPOBOB;

- MPU3HAKHU TIEYCHOYHON HETOCTAaTOYHOCTH.

2.2.2 ®duzukaabHoe 00cjae0BaHUe TP 00JIe3HU HAKOILIEHUS 3(hUPOB X0JIeCTePUHA

(BHIX), ¢ ned10TOM B BO3pacTe crapuie 6 MecsinieB

[Tpu ocmoTpe HEOOXOMMMO 0OpAaTUTh BHUMAHUE HA CIEIYIOIINe KIMHUUYECKHUE MTPOSBICHHUS:
- YBETTUUCHHE PA3MEPOB MIECUCHU;
- YBEJIMYEHHUE PA3MEPOB CEIE3EHKH.

[TonpoOHO nanHbIe HU3HKATHLHOTO 0OCIECIOBAHMS OMKMCAHBI B Pa3/ielie «KIMHUYECKas KapTHHAY.



2.3 JIabopaTopHbIie JMATHOCTHYECKHE MCCJIeI0BAHUS

2.3.1 JIabopaTopHble TUATHOCTHYECKHE UCCICAOBAHUSA IPH UHGPAHTUIBLHOI hopme
JJAKJI (00ae3uu BosbMaHna)

o PexoMeHayercsi BceM MalMeHTaMm ¢ Toja03peHHeM Ha uH(paHTUiIbHyI0 (Gopmy JJIKJI (6one3nb
Bonbmana) mist Bepudukaium quarHosa onpeieeHue akTUBHOCTH JIM30COMHOM KHUCIIOHN JIKMMa3bl B

MATHAX BBICYIIICHHON KPOBHU WJIW JICHKOIIMTaX nepudepudeckoit kposu. [17,18].
YpoBeHb yOeAUTEJIbHOCTH peKOMeHAalMU B (YpOBEeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 3).

Kommentapuii: Onpeoenenue axmusnocmu JIKJI 6 cyxux namuax kpoeu no3eonsem noomeepoums
unu onposepenymo ouacnos JJIKJI u sensemcs «3010mulm cmanoapmom» OUASHOCMUKU 3020

3abonesanus. Ilpasuna 3a6opa kposu na kapmouxy-gunremp npusedenvt 6 llpunoxcenuu A3.

o PexoMeHnayercsi manueHTaM, y KOTOPBIX BBIABICHO pe3koe cHMkeHue akTuBHOCTH JIKJI B kpoBu
MPOBEACHUE MOJICKYISIPHO-TEHETUUECKOTO HCCIe0BaHus (BbIABICHUE MyTanuid B reHe LIPA) c
LEJIbI0 TOATBEPKJACHUS JHarHo3a Ha MOJEKYISIPHO-TEHETUYECKOM YpPOBHE, BO3MOKHOCTH

MPOBEACHUS MTPEHATAIBbHON U MPEUMIUIAHTALIMIOHHON TMAarHOCTUKHU B cembe [3,15].
Yposennb yoeaureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— S).

Kommentapuu: borvuwuncmeo nayuenmos c [JIKJI senaromces ecomozueomamu Ui KOMAAYHO-
cemepo3ucomamy no mymayusam 8 kooupyroweu oonacmu cena LIPA. Bmecme c mem, onucawwi
UHMPOHHbIE MYMAayuu U NPOMSANCEHHble NePecmpolKU 2eHd, He 6blAglisemble Npu NpoeedeHuU
CMAHOAPMHO20 2eHemuuecko2o ucciedoganus. IllamozenHoCmb BbIAGIEHHLIX pPeOKUX U HOBbIX
mymayuti mpebyem OONOTHUMENbHLIX O00Kazamenbcms. llockonbKy 6 Hacmosuee epemsi  2eHo-
(enomunuuecxas Koppenayus yCmaHosiena moivko Ha yposne Kiunuyeckou gopmol JJIKJI (BB, nubo
BFHD2X), no mHe mnpocnedcusaemcs Ons OMOENbHbIX (QEHOMUNUYECKUX NPUSHAKOS, MOLEKYVIAPHO-
2eHemuyeckoe Ucciedo8anue NpumMeHsemcs O NOOMEepAHCOeHUs, d He YCMAHOBNeHUs OUdsHO3d
HJIKJI.  Buwisagnenue cemeunou mymayuu 2eena LIPA Oenaem  603mModcHbIM — 00C1e008aHue
POOCMBEHHUKO8 NpobaHda, a makxice npogedeHue NPeHamaibHolu U NpeuMniaHmayuoHHOU
OUACHOCMUKU.

o Pexomenayercst BceM MmameHTam ¢ mHofo3peHueM Ha uH@paHTwibHyo dopmy JJIKJI (Gone3nn
Bonbpmana) mpoBenenue oOiero (KIMHMYECKOTO) aHaln3a KPOBU PAa3BEPHYTOTO IS BBISBICHUS

aHEMUH, JISUKOTIEeHUH, TpomboruTonennn [9,13,15].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— ).

Kommentapuu: B pamkax obwezo (KiuHuueckoeo) amanuza Kposu pazeepHymoco HeoOX00UMO:
uccnedosanue YposHs odue20 2emMo2ioduHa, IPUMpoOyYUmos, 1eukoyumos, mpomooyumos 6 Kposlu,
ougpepenyuposanuvlii noocuem neuKoyumos (1eukoyumapHas Gopmyna), npocmomp Ma3Kka Kposu
0I5l AHAIU3A AHOMAIUL MOP@ON0SUU SPUMPOYUMOS, MPOMOOUUMO8 U JIeUKOYUMO8, OonpeoeieHue

yeemoeoco noxKkasameii, onpedeﬂeHue pasmepoes 3punmpoyuntoes,



uccnedosanue CKopocmu oceoanus spumpoyumos. llamozenemuueckue mexaHusmvl GopmMUpo8aHus
anemuu u mpomoboyumoneHuu He 00 KoHya uzyyenvl. OOHUM U3 BO3MONCHLIX MEXAHUIMOB SAGJISIeMC S
HaKonleHue 3Qupos Xorecmepuna U mMpuIuyepuoos 6 KIemKax MaxpoghazaibHO-MOHOYUMAPHOU
cucmemvl. Kpome moeo, anemusi moodicem HOCUMb ATUMEHMAPHBIU OeUYUMHBIL Xapakmep, max u
AGNAMBCA CIe0CMBUEeM 2UNePCReHUMAa npu popmuposanuu nopmanvrol eunepmenzuu. Cnedcmesuem
eunepcnienusmMa  Aeiaemcs  makoce — mpomooyumonenus.  Onucawvl  cayyau  8MOPUUHOSO

eemoghazoyumapHo20 TUMPO2UCmMuUOyUmo3a.

Yuumwieasn xpauniowo peokocmv BB, pannuti cmapm, no3oHio10 OuacHOCmMuKy u 0ObIYHO MANCENOE
meueHue 00CMOBEPHbIX OAHHBIX 0 He0OXOOUMOU yacmome NPoBedeHUs Ucciedosanus Hem. Yacmoma
uccnedosanus obweeo (KIUHUYeCK020) aHaiu3a Kposu pa38epHYymoc0 OUKMYemcs COCMOSHUEM

nayuernnma.

o PexoMeHI0BaHO TIpOBEACHHE aHaNIM3a KPOBU OHMOXMMHUYECKOTO  OOILIETEPareBTUYECKOTO
(uccnenoBaHMe YPOBHS XOJECTEpUHA, XOJECTepUHA JIMIONPOTEMHOB BBICOKOM IIOTHOCTH,
XOJIECTEPUHA JIUIIOMPOTEUHOB HHU3KOW IUIOTHOCTH, TPUINIMIEPHUIIOB, 00IIero Oeiika, anbOyMuHa,
oOuiero OunupyounHa, OwnnpyOHWHa CBA3aHHOTO (KOHBIOTHPOBAHHOTO), OUIMpyOMHA CBOOOIHOTO
(HEKOHBIOTUPOBAHHOTO), oTpesieNIeHNe aKTUBHOCTHU acrnapTaraMUHOTpaHcdepassbl,
aJlaHMHAMUHOTpaHc(epasbl, ramma-IIoTaMumITpaHcdepasbl) MNP TUATHOCTHUKE U B IpoIiecce
JUCIIAaHCEpHOTO HaOtoneHus BceM mnanueHtaM ¢ bB s onpenenenust (yHKUIMOHAIBHOTO
COCTOSIHUSI TI€YEHH, KOTOpas SBIAETCS OOHUM U3 OpraHoB-muiieHedl npu bB, u BwisiBieHHS

JUACIUIUIEMUH B KpoBH [15,16].
YpoBeHnb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeNbCTB— S)

KommenrTapuu: ons nayuenmoe c¢ bB Xxapakmepno 3HauumenvHoe No8blueHUe aAKMUBHOCTU
mpancamunaz  (AJIT,  ACT),  ecunepxonecmepumemus,  cunepoOuIUpyoOUHeMUsl,  BO3MONCHA
eunepmpuznuyepuoemus, yeenuuenue Kouyeumpayuu JIIIHII, y MmHO2ux nayuenmog CHUICEHO
konuuecmeo JIIIBII 6 kposu. Ilpu ananusze anonunonpomeunocpammosl y OOTbUWUHCIEA NAYUEHINOB

B6bIABJIAIOM NO6bIULEHUE YPOBHA OCHOBHO20 ANOJIUNONpomeurnda JITTHIT - anoaunonpomeurna B.

Yuumuieas kpatinioro peokocmv eécmpeuaemocmu BB, pannuti 0ebrom, no30H00 OUACHOCMUKY U
msiceioe  meyeHue 0one3HU O00CMOBEPHBIX OAHHLIX O HeoOXOOUMOU Hacmome NpoBedeHUs
UCcne008ams. Hem. Yacmoma UCCe008anUs. ananusa Kpo8u OUOXUMUYECKO20
obuemepanesmuuecko20 Oukmyemcs cocmoanuem nayuenma. Ilpu oOuacnocmuke npogooumcs
onpeoenenue aKmueHOCMU AIAHUHAMUHOMPAHCGePasvl, ACnapmamamuHoOmpancgepasvl, 2amma-
2MOMamMuImpancgepaszol 8 Kposu, UCCIe008aHue YpPoeHs o00we2o ourupyouna, Ourupyouna
CBA3AHHO20 (KOHBIO2UPOBAHHO20), XOeCMEPUHA, XOJLeCMEePUHa JTUNONPOMeEUH08 HU3KOU NIOMHOCMU,
XolecmepuHa 1UnonpomeuHo8 8blCOKOU NJIOMHOCMU, MPUIUYEPUOO8 8 KposuU. B ounamuke nposoosam
onpeoenenue aKmueHOCMU AIAHUHAMUHOMPAHCGePa3vl, ACnapmamamMuHoOmpancgepasvl, 2amma-
MOMAMUImpancgepasvl 6 KpoGu, UCCLed08aHUue YposHs o0buje2o oOunupyouna, ouiupyoura
CBA3AHHO020 (KOHBIO2UPOBAHHO20), XOJeCMEPUHA, XOJeCMEPUHA JTUNONPOMEUHO8 HUZKOL NIOMHOCMU,
XoliecmepuHa JTunoOnpomeuHo8 GblCOKOU NIOMHOCMU, Mpueiuyepudos 8 Kposu (He meHnee 1 paza &

mecsy).



o Pexomenayercs Bcem mnamnueHram ¢ bB mpu auarsoctuke u o janee B JMHAMHUKE HMCCIIEIOBAHUE
KOaryjaorpamMmbl  (OpUEHTHPOBOYHOTO  HMCCIIEJOBAaHUS CHUCTEMBbl T€MOCTa3a), OIpeleJeHUue
MPOTPOMOMHOBOTO (TPOMOOIUIACTUHOBOTO) BPEMEHM B KPOBH WIIM B IJIa3Me, MEXIYHapOIHOTO
HOpManu3oBaHHOTO oOTHomeHuss (MHO), akTHUBHPOBAHHOTO YACTUYHOTO TPOMOOITIACTHHOBOTO

BpeMmeHu (AYTB) c 11e/1610 CBOEBPEMEHHOTO BBISBICHUS HapyllleHuit reMmocrasa. [10, 37, 45].
YpoBenb yoenuTeabHOCTH pekoMeHaannu C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KomMenTapuii: npu Heobxooumocmu mak dice Onpeoensitom mpomMOUuHosoe 6pemMs 8 Kposu,
uccneoosanue yposHs ¢uopunocena 6 Kposu. [lanmvie nokasamenu no360A10M KOHMPOIUPOSAMb
CUHMEMU4ecKyI0 (PYHKYUIO neyeHu, GblA6IAmsb CUHOPOM NEeYEeHOYHO-KIEeMOUHOU HeOOCMAmoYHOCMU U

C80€8pPEeMEHHO NPedynpescoams OCI0MHCHEHUS, CEA3AHNbIE C Hapyulenuem cemocma3sa [49].

o PexomennoBano mnarmmeHtam ¢ bB mpoBoguTh uccnmemoBaHuWe ypOBHS OOIIETO KOPTH30Ia,
aJpCHOKOPTUKOTPOITHOTO TOPMOHAa B KPOBHM C ILEJIBIO CBOCBPEMEHHOW  JMAarHOCTUKHU

HAJIMOYEYHUKOBON HEJOCTATOYHOCTH M HA3HAYCHUSI 3aMECTUTEILHOM Tepanuu [15, 35].
YpoBenb yoenuTeabHOCTH pekoMeHaannu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KOMMeHTapI/II/IZ npu  6blsl61eHUU  NPUHAKO6 HAONOYEYHUKOBOU HeOOCMAmoO4YHOCMU  NOKA3AHO
ucciedosatie YPOBHA 05W€ZO Kopmu3soJa, adpenompmummponnozo 2OPMOHA, Z2J1HKO03bl 6 KpO6U,

onpe()eﬂeHue peHMHOGOZZ aKkmueHocmu njia3msl Kpoeu, uccneoosatue YPOGHA Hampus, Kaiusl 6 Kpo6Uu.

2.3.2 JlaGopaTopHble JUATHOCTHYECKUE UCCIAETOBAHNS NIPH 00J1€3HH HAKOILJICHHUS

3¢upos xouaecrepuna (BHIX)

o Pexomenayercss Bcem mnamueHTam ¢ nogo3peHueM Ha BHOX nns Bepudukanum auarHosa
ONpEJEICHNE AaKTUBHOCTH JIN30COMHOM KHCIIOW JIMMa3bl B IIATHaX BBICYIICHHOW KpPOBHU WU

neiikonuTax nepudepuueckoi kposu [17, 18].
YpoBeHnnb yoenureJbHOCTH pekoMeHAauuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— 3).

KommenTapuii: Onpedenenue axmuenocmu JIKJI 6 cyxux namuax xposu no3eonsem noomeepoums
unu onposepenymo ouacnos JJIKJI u sensemcs «3010mulm cmanoapmom» OUASHOCIUKU 3020

3abonesanus. Ilpasuna 3a6opa kposu na kapmouxy-gunemp npusedenvt 6 llpunoxcenuu A3.

o Pexomenayercsl manMeHTaM, Y KOTOPBIX BbIsIBIEHO cHMeHHe akTtuBHoctu JIKJI, mpoBenenue
MOJIEKYJIIPHO-TEHETUYECKOTO HCCeoBaHus (BbIsiBIeHHME MyTauuid reHe LIPA) ¢ uenbio
MOATBEPKJICHHUS] JTMArHO3a HAa MOJEKYJIAPHO-TEHETUYECKOM YPOBHE, BO3MOXXHOCTH MPOBEICHHS

MpEHaTaJIbHON U MPEUMIUIAHTAIIMOHHON TMarHOCTHKHU B cembe [3,15].
Yposennb yoenureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— S).

Kommentapuu: bonvuwuncmeo nayuenmos c JJIKJI sensaiomcs 2comozucomamu uiud KOMRAYHO-
2emepo3ucomamu no Mymayuam 6 kooupyroweti oonacmu 2ena LIPA, onucanvl unmponnvle Mymayuu
U  NpomsAdCeHHble NepecmpoOUKU 2eHd, He BblAGlaeMble Npu  NpoeedeHul  CMmaHoapmHo20

eeHemuyecko2o uccneoosanus. Taxodice namoceHHOCmb 6blsAEIEHHbIX pe()Kux U HOBbIX Mymab;uﬁ



mpebyem 0ononrHumenbHbix 0okasamenvcms. IlockonvKy 6 Hacmosauee epems 2eHO-(heHomunuyecKas
Koppenayus yCmaHo8ieHa moavko Ha yposne Kaunuueckou ¢gpopmul JJJIKJI (BB, nub6o BH3X), Ho ne
npocnexcusaemcst  Onsi  OMOENbHbIX — (QEHOMUNUYECKUX NPUSHAKOS, MONEKYIAPHO-CeHEMUYECKOe
uccnedosarue npumeHsemcs 0Jisi NoOmeepacoenuss, a He ycmanosnenus ouazsrosa JJJIKJI. Bvissnenue
cemeunon mymayuu cena LIPA Oenaem 603mModCHbIM 00C1e0068anHue poOCMBEHHUKO8 Npobamoa, a

makorce npoee@eﬂue npenamaﬂbﬂoﬁ u npeuMnﬂaHmaquHﬁozZ OUACHOCIMUKLUL.

o Pexomenayercsi mpoBereHHE 00MmIero (KIMHMYECKOTO) aHajinu3a KPOBH, Pa3BEPHYTOTO BCEM
nanuenTam ¢ nogo3penreM Ha bBHOX u nanee B quHamuke, B cpeaHeM, He pexe 1 pa3a B 6 mecsues

C IICJIBIO BBISIBJICHUSI aHEMUH, JICUKOTICHUH, TpomOoruTonenuu [9,13,15].
YpoBennb yoeaureabHOcTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB— ).

KomMmenTapuu: B paumkax obweeo (KIuHuvecko20) auaiu3a Kpoeu pa38epHYymo2o HeoOX00UMO:
uccneoosanue ypoeHs obujeco 2emMo2noouHd, 3pumpoyumos, J1etKoyumos, mpomooyumos 6 Kposu,
ougpepenyuposanublil NOOCYem NeuKoyumos (1eukoyumapHas Gopmyna), npocmMomp Ma3Ka Kposu
Ol aHANU3a AHOMAAUU MOPGHONO2UU SPUMPOYUMOE, MPOMOOYUMOE U NeUKOYUMOo8, OnpeoeleHue

yeemoeoco nokasameiii, onpedeﬂeﬂue pasmepos 3punipoyuntoes,

uccnedosanue ckopocmu ocedanus spumpoyumos. llamozenemuueckue mexaHuzmvl GopmMuposaHus
anemuu U mpomoOOYumoneHuu He 00 KOHya usyuenvl. OOHUM U3 B03MONCHLIX MEXAHUIMOB ABNAEMCS
Hakoniexue 3Qupos xoiecmepurHa u mMpueiuyepudos 6 KIemKax MaxpoghazaibHO-MOHOYUMAPHOU
cucmemvol. Kpome moeo, anemus modicem umems KaK aiuMeHmapHulil 0e@uyummuslil Xxapakmep, max u
AGNAMbCA cleocmeuem eunepcnienusma. Ipomboyumonenus A61semcs cieocmseuem Sunepcnienusma
npu  opmMuposanuu NOpMAibHOU 2UNepmeH3ul, Hapsaoy ¢ SMUM ONUCAHbL CAYYau BMOPUUHO2O

zeMoqbaeouumapHoeo ]ZI/IM¢02MCI’I’ZMOI4MWI036L

o PexoMeHayeTcsi TpoBeIeHHWE aHAIW3a KPOBH  OMOXMMHUYECKOTO  OOIIETEPareBTUYECKOTO
(uccnemoBaHUE YPOBHS XOJIECTEpUHA, XOJECTEpUHA JIMIONPOTEUHOB BBICOKOW TIIIOTHOCTH,
XOJIECTepHHA JIMIONPOTENHOB HU3KOW TUIOTHOCTH, TPHUIIHMIICPUIOB, OOIIero Oeika, aarOyMHUHa,
oOuiero OunupyounHa, OmnupyOHHa CBA3aHHOTO (KOHBIOTHPOBAHHOTO), OUIUpyOMHA CBOOOIHOTO
(HEKOHBIOTUPOBAHHOTO), omnpezeeHue aKTHBHOCTH acrapTaTaMUHOTpaHCc(epassbl,
allaHMHAMHUHOTpaHc(depasbl, raMMa-TIrOTaMUAITpaHcpepasbl) MPU TUATHOCTHKE M B IPOIECCE
JIMCIIAHCEPHOTO HAONIONICHUsI, B CpeaHeM, Kaxible 3-6 MecseB Bcem mnamueHTtaM ¢ BHOX s
ompeneneHnus (PyHKIIMOHATBLHOTO COCTOSHHS TICUCHHM, KOTOpas SBISETCS OJHUM U3 OPraHOB-

mutiener npu JJJIKJL, u onpenenenus aucinunujaemMuu B Kposu [15, 16, 38].
YpoBeHnnb yoenureJabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeNbCTB— S)

KommenTapuu: y o6onvwuncmea nayuenmos c¢ BHOX ewisagnaiom nosvlulenue axmusHoCmu
mpancamunaz  (AJIT, ACT), eunepxonecmepunemuro, unepmpueiuyepuoemuro;  yeeiuyeHue
konyeumpayuu JIIIHII, y mnocux nayuenmos crudxceno xonuvecmeo JIIIBII ¢ xposu. IIpu ananuze
AnonunoOnpPoOmMeuHoSpamMmol GbIAGIAIOM NOBbIUEHUE YPOBHA OCHO8HO020 anoaunonpomeuna JIITHII -

anoaunonpomeurna B.



o PexoMeHayercsi ucClieJOBAaHUE YpPOBHS MOYEBHHBI, KpEATUHHMHA B CBIBOPOTKE KpPOBU C
OTIPEEIICHUEM CKOPOCTH KiIyOoukoBoW (uibTpanuu Bcem nanueHtam ¢ bBHOX npu auarnoctuke
3a00JIeBaHMsI U TIPU JTUHAMUYECKOM HaONIOEHUU, B CPEAHEM KaxJble 6-12 MmecsleB ¢ LENbIo

KOHTPOJIS (PYyHKIIMM MOYEK ¥ CBOCBPEMEHHOMN JUArHOCTUKH €€ HapyiieHus [38].
YposeHns yoenureabHOCTH pekoMeHAanuu C (YPOBEHb J0CTOBEPHOCTH A0KA3aTeNbCTB— S)

o Pexomenayercss Bcem manueHtaM ¢ BHOX npu nuarHoctuke m janee B JUHAMHUKE, €XKETOJHO,
UCCIIEZIOBAHUE  KOArylorpaMmbl  (OpUEHTHMPOBOYHOIO HCCIEAOBAaHUS CHUCTEMBI TI'€MOCTa3a),
ornpezesieHne MPOTPOMOMHOBOTO (TPOMOOIUIACTUHOBOIO) BpPEMEHHM B KpPOBU WM B IJIa3Me,
MEXIyHapOJHOTO HopMaiu3oBaHHOro ortHoweHuss (MHO), akTUBUPOBAaHHOIO YacTHYHOTO
TpomOomnacTuHoBoro BpeMeHu (AUTB) c¢ 1menbio CBOEBPEMEHHOIO BBISBICHMS HapylIEHUi
remocrtasa [10, 38, 49].

YpoBens yoenureabHOCTH pekoMeHAanuu C (YpoOBeHb JO0CTOBEPHOCTH J0KA3aTENbCTB— 5)

KomMenTapuu: npu wneobxooumocmu max oice onpeoensaom mpomouHosoe 6pems 6 Kposu,
uccieoosauue yposHs uopurnocena 6 Kposu. Jlanuvie noxazamenu NoO360J0M KOHMPOIUPOSAND
CUHMEMUYECKVIO (DYHKYUIO NeYeHU, 8bISGISMb CUHOPOM NEYEHOYHO-KIEeMOUHOU HeOOCMAmMOYHOCMU U

C80€8peMEeHHO Npedynpedcoams OCI0HCHEHUS, CEA3AHNble C Hapyulenuem cemocma3sa [49].



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

2.4.1 UHcTpyMeHTAJbHbIE THATHOCTHYECKHE HCCIeI0BAHNS PH MH(AHTUIbHOM (hopme
JJKJI (60se301 BosibmaHna)

o PexoMeHayeTcsi BceM mamueHTaM ¢ nogo3peHueM Ha bB u mocie madoparopHOro mMoaATBEPKIACHUS
JIMarHo3a MpOBeJICHUE YIIBTPa3ByKoBOro rccienoBanus (Y3U) OprontHo# mosoctr (yabsTpa3ByKOBOE
HCCJIeIOBAaHNE OPTaHOB OPIOIIHON TMOJIOCTH (KOMILJIEKCHOE)) U 3a0pIOMIMHHOTO MPOCTpaHCTBa (B
T.4., YABTPA3ByKOBOE MCCIIECOBAHNE HAAMOYECUHUKOB), a TAK)Xe AYTUIEKCHOE CKAaHUPOBAHUE COCYI0B
MEYEHHU (JIyTUIEKCHOE CKaHUPOBAHHUE COCYIOB remaroOMINapHOM 30HbI), TyTIIEKCHOE CKaHUPOBAHUE

COCY/IOB CEJIE3€HKH C LETbI0 KOHTPOJISI COCTOSIHUSI BHYTPEHHUX OpraHos [2, 9, 13, 15].
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— S).

KommenTapuu: Y3/ o6prowmnoti nonocmu noszeonsaiom onpedeiums pasmepvl nedeHu U Cele3eHKu,
onpeoenums ouamemp 60POMHOU U CENe3eHOYHOU 6€eH, Haluuue cmeamosa, udposa uiu yupposa

nevyeru, Kaﬂbuuqbukamoe HAONOYEYHUKOB.

Yacmoma npoeedenus yibmpasgyKo8o20 UCCIe008aHUs 0P2AH08 OPIOUHOU noaocmu (KOMNIEKCHO20)
U 3a0pOUWUHHO20 NPOCMPAHCMEA (8 M.Y., VIbMPA38YKOBO2O  UCCLE008AHUE HAONOYEYHUKOB)

éukmyemC}z cocmosrRuem nayuerma, Ho Yacmoma He peoitce 1 pasa e Mecm;)

o Pexomenayercst nanuentam ¢ bB npu HanMuny npru3HaKoB MOPTAIBHOM THIIEPTEH3UH, ITPOBEACHUE
a30(aroracrpoayonenockomuu (DI/[C) ¢ 1menbio OIEHKH COCTOSHUS BEH MHUINEBOJAA M IKETYIKa
[15].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— ).

KommenTapuu: nposeoenue IIJ[C y nayuenmog ¢ @ubpozom neueuu, npusHakxamu nopmaibHoU
eunepmen3ul Heobxooumo Ol OYeHKU CMeneHu 8apUuKO3H020 PACUIUPEHUs] 8eH NUWe800d U Yepo3bl

Kposome4deHUs

o« He pexomeHnmoBaHa OWONICHS TICUEHW B KaueCTBE PYTHMHHOTO METOAA JUISl TOATBEPIKIACHUS
nuarnosa bB [15, 19].

YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB— 4).

KOMMeHTapl/II/IZ moorcem I’lp0600ul’l’lbc}l C Yenvbrw OUEHKU COCMOAHUA NMKAHU Nne4YeHU, onpe()eﬂenuﬂ

HAJIUYUA U 6bIpAINCEHHOCMU Cnleamosda, cmaouu gbu6po3a.

MCZKPOCKOI’IM'{eCKu neyeHsv umeem flpKulZ 9fC€ﬂMO—Ode9fC€6blﬁ yeem, cucmoijiocuveckas KapmuHa
xapakmepusyemcs Hajiuduem MUKPOBE3UKYIIAPHO2O cmeano3d, «NEeHUCmslx) KilemkKu Kyngbepa,

npusznakos ¢uobposza u yupposza newenu [13, 19].

HpednoqmumeﬂbHo UCnomb306aHUe HEUHBA3UBHbIX MeI’I’IO()MK, Hanpumep, aﬂacmoepaqbuu nevyeHu

(Onacmomempuu neueru), MaeHUMHO-PE30HAHCHOU momozpaguu opearos bprowHou norocmu [39].



2.4.2 UHcTpyMeHTAJbHbIE THATHOCTHYECKHE MCCJIe/I0BAHNS MPU 001€3HH HAKOIJICHUS

3¢upos xosuecrepuna (bBHIX), ¢ 1ed0ToM B Bo3pacre crapuie 6 mecsiles

o PexoMenayercsi BceM mnamueHTaM ¢ mnopo3peHueM Ha BHOX mpoBeaeHue yapTpa3ByKOBOTO
uccnengoBanus (Y3U) OpromHol monoctu (yJIbTpa3ByKOBOE HCCIEAOBAHUE OPraHOB OPHOUIHOMN
MOJIOCTH (KOMILJIEKCHOE)) M 3a0pIOIIMHHOTO MPOCTPAHCTBA, a TAKXKE TYIJIEKCHOE CKaHUpPOBaHUE
COCYIOB MEYEHH (IyIJIEKCHOE CKaHMPOBAHME COCYIOB TeNaToOMIMApHOW 30HBI), IYMJIEKCHOE
CKaHHPOBAHHUE COCYJOB CEJE3CHKHU C IEIbI0 JUHAMHYECKOTO KOHTPOJS COCTOSHHUS BHYTPEHHHX
opranos [2, 9, 13, 15].

YpoBenb yoeauteabHocTH pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB— 5).

Kommentapuu: V3M neuenu u cenesenku no36o0isa0m Bbla8UMb VEeIUUeHUe HNeYeHU U pedice
cele3eHKU, Hanuyue cmeamosa, puoposa unu yupposa nevenu. Y3HU 3abprowunno2o npocmpancmaa,
6 m.u., Y3U naonoueunurxos modxcem 8vis8ums Kaibyuguxamol Haonoueunurkos (v nayuenmos ¢ bBHOX

— Kpatine peoko, ne bonee 5%).

o PexoMeHayercsi mamueHTaMm ¢ KIMHMYECKMMHM mnpuzHakamu BHOX mnpoBeneHne MarHUTHO-
pezonancHoi Tomorpadum (MPT) opraHoB OpromIHOW TOJOCTH W d3JacTorpaguu  MEeYCHH

(371aCTOMETPUU MEUEHN) C LIETIBbI0 KOHTPOJIS COCTOSIHUS NeueHu rpu nposeaenuu O3T [21 — 26, 38].
YpoBenb yoenuTeabHOCTH pekoMeHaannu C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB— 5).

KomMmeHTapuu: nposedenue oyenku cmenenu GblpadMCeHHOCMU JHCUPOBOU Oucmpoguu newenu (no
MPT) Heobxooumo 03 nociedyroweco konmpons d¢pgexmusnocmu D31, Yacmoma uccredosanuti 8

cpeonem: MPT opeanos oprownot nonocmu — 1p/200, snacmoepaguu nevernu — Ip/6 mec.

o Pexomenayercst narmentam ¢ BHOX mposeaenue a3odaroractpoayonenockonuu (3IJIC) ¢ nenbro

OIICHKHU COCTOSIHMSI BEH MUILEBO/Ia U keyka [15].
YposeHnnb yoenureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— S).

Kommentapuu: nposeoenue I1J[C y nayuenmos ¢ ¢udbpozom newenu, npusHaxamu nopmaibHOU
2UnepmeH3uU HeooXo0UMo OJisl OYEHKU CMeneHu 8apUuKO3H020 PACUUPEHUS. eH NUWEB00d U VePO3bl

Kposome4deHUs

e Pexomenpyercs nanuenram ¢ bBHOX peructpamnus snekrpokapauorpammsl (OKI'), npoBenenue
axokapauorpaduu (OXOKI') nsis OleHKU COCTOSHMS CEPACUHO-COCYIUCTON CUCTEMBI, B CPEIHEM,
Kaxnapie 1-2 roma [2, 38].

YpoBensb yoeauteabHocTu pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeJIbCTB— ).
KommenTapmii:

IIpu Hanuyuu apummuu HeobXo0UMo npogederue cymoyrno2o monumopuposanus IKI" (Xonmeposckoe

MOHUMOPUPOBAHUE), NO NOKA3AHUAM — cmpecc-mecma (dnekmpokapouocpadus ¢ Quauieckou



HClZp)B’KOLU 6 coomeemcmeuu ¢ peKOMenéauuﬂMu no 6e0eHUro nayuermoe C amepockKiepo3om u

apummueu.

o PekomeHayeTcss BCeM TAlUMEHTaM C YCTaHOBJIEHHbIM JuarHo3zoM BHOX  mposeaeHue
yABTPA3ByKOBOTO  JIOMILIEpOrpaMueckoro  aHajau3a CcoOCydoB ToioBel u  1meun: Y3U
OpaxuonedanbHbIX CTPYKTYp (OpaxuonedanbHblil cTBOIM, OO1Ias, BHYTPEHHSSI U Hapy>KHAs COHHAs
apTepuu, TMO3BOHOYHAS M TMOAKIIOUYMYHBIC apTepUU: OICHKA HMX JUaMeTpa, CTEHOK, CKOPOCTH
KPOBOTOKA, HAIMYHUS/OTCYTCTBHS UX CTCHO3MPOBAHUS, TONIIUHBI KOMIUIeKca nHTUM-Meaua (KHM)

JUISl AMAarHOCTUKH aTepOCKIIEp03a U OLIEHKH CTENEeHH ero BeIpakeHHoCTH [13, 15, 20, 38, 40, 41].
YpoBenb yoeauTeabHOCTH pekoMeHaannu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB— 5)

KommenTapmii: coenacno npuxazy om 13.10.2017 Ne 804n «O6 ymeepoicoeHuu HOMEHKIAMYpPbl
meouyunckux ycayey: [ynnekcmoe ckanmupoganue OpaxuoyeganvHelx apmepuil ¢ YBEMHbLIM
OONNNIEPOBCKUM  KAPMUPOBAHUEM KpPOGOMOKA, JIynieKcHoe CKAHUpOo8anue OSKCMpaKpaHuaibHbIX
omoenos oOpaxuoyepanrvnvix apmeputi, [yniekcHoe cKanupoeanue OpaxuoyepaibHulx apmeputl,

JY4esulx apmeputi ¢ npogeodeHuem pomayuoHHbIX npoo.

[ononnumenvrno Modxxcem Ovlmb NPogedeHo onpeodeneHue JOObIHCEUHO-NIEeUe8020 (10ObIHCEYHO-

OpaxuanbHo20) uHoeKca, UCCcied08ana Kaibyupurkayus KopoHapuvix apmepuu [38].

o Pexomenayercsti B3pocibiM mamuweHTam ¢ bHDX mpoBegeHme mpu  HEOOXOAMMOCTH, TIO
3aKIJIIOYCHUIO Bpada-KapAUoJIoTa, B COOTBETCTBUHU € OOIIMMU MPUHIIUIIAMU MOIXO0Ja K IUAarHOCTUKE
aTepoCKIIepo3a, KOMIbIOTEPHO-TOMOIpapruecKoil aHTHOrpaguu COCYI0B TOJIOBBI (KOMIIBIOTEPHO-
ToMorpadudeckas aHruorpadus COCyJOB TOJIOBHOTO MO3rTa) U IMeu  (KOMIBIOTEPHO-
tomorpaduuaeckas anruorpadusi OpaxuoredanbHbIX apTepuil) I OLEHKH COCTOSHHS CepACYHO-

COCYJIUCTON cucTeMsl [38].
YpoBenb yoeauTeabHOCTH pekoMeHaauuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB—S)

e He pexomenmgoBana OuoricHs TMEUYEHM B KaueCTBE PYTUHHOTO METOAA Jis TOATBEPXKICHUS
nuarnoza BHOX [15, 19].

YpoBenb yoenurteabHOCTH pekoMeHAannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB— 5).

KOMMeHTapHI/I! moorcem npoeodumbaz C Yenvio OYEHKU COCMmOAHUA NMKAHU nedYeHu, onpedeﬂesz

HAJU4YUsA U 6blpaiceHHocnu cmeamosa, cmaouu qbu6p03a.

Maxpockonuuecku neuenvb  umeem  IHCENMO-OPAHIICEBIL  YBEM,  2UCONO2UYECKAs  KapmuHda
Xapakmepusyemcs Hamuyuem MUKPOBEe3UKVIAPHO20 cmeamosda, «neHucmoixy kiemxu Kyngepa,

npu3HaKos guobposza u yupposza newenu [13, 19].

[IpeonoumumenvHo UCnoIb308aHUE HEUHBAZUBHBIX MemOOuK, Hanpumep, Y3U, snacmoepaguu neuenu

(anacmomempuu newenu), MaeHUMHO-pe30HAHCHOU momozpaghuu opeanos oprowHol norocmu [39].



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

2.5.1 uple fUArHOCTHYECKHE UCCAeAOBAHNSA IPH HHGaHTUIbHOHI opme JTJIKJI

(00a€3HM Boabmana)

° PeKOMeHIIyeTCﬂ B BCACHHUHN IMHannucCHTOB C bB Ha BCEX oTalax HCIIOJIB30BAaTh
MYHBTI/II[PICHI/IHHI/IHaprlﬁ nmoaxoa B BHAY TOIO, 4YTO 3a00JIcBaHUe XapPaKTCPU3YCTCA IMOPAKCHUCM
MHOTUMX OpraHoB M CHCTCM, Tpe6yeT KOMILICKCHOM TCpaliiy, 4YTO JUKTYCT HeO6XOI[I/IMOCTB

COBMECTHOTO BEJICHHS MallMeHTa CIIeIMaIucTaMu pa3Hbix mpoduei [39, 42, 15].
YpoBenb yoenuTeabHOCTH pekoMeHaannu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB— 5)

KommenTapmii: nayuenmos ¢ bB nabniodaem 6pay-eacmposnmeponoe u/uiu epad-neouamp npu
ouazHocmuke u oanee He pedice 1 pasa 6 mecay, a makdice epau-2enemuk. Heobxoouma koncynomayus
8pavya-ouemono2a ¢ Yeublo HASHAYEHUs HUZKOJMCUPOBOU Ouemsl, KOppeKyuu Manbabcopoyuu
(npekpawjeHue 2pyoHO20 BCKAPMAUBAHUS, NOOOOp CHeYUualu3upoO8aHHou Ouemsvl ¢ 02paHuyeHuem
HCUBOMHDBIX IHCUPOB, NPUMEHEHUe OEeMCKOU cMecu ¢ Gopmynon mpueiuyepudos co cpeonell OJIUHOU
yenu noobop cneyuanu3upo8anHou OUemsl ¢ 0SPAHUYEHUEM HCUBOMHBIX HCUPOS, d 8 psoe CUMYayuli U
napenmepaibHo2o0 numanus.) [2,15], KoHcyremayus 8pava-kapouonoea 0emcKoeo ¢ Yenvld OYeHKU
HapyuleHuti cepoeuyno-cocyoucmou cucmemol u mepanuu [2,13,15,20,26], epaua - Hedponoza ¢ yenvio
OYeHKU HapyuleHuu HepeHou cucmemvl [14], koncynemayus 6paua-mpancnianmono2a npu Haiuvuu
nokasanuii Ol NPO6eOeHUs MPAHCHIAHMAayuy nedenu. B dwcusneyepoocalowux CcoCmosHUAX
HeoOXooumo  yuacmue — 8payd-aHecmesuonoca-peanumamonoea. Illepsuunvie 1  nogmopmvie
KOHCYIbMAayuyu 6pavell UHbIX CHeyuaibHOCmet, a MmMakdHce MeOUYUHCKO20 NCUXO0N02d NOKA3AMbl

nayuenmam ¢ BB, umerowum napywenus pynxyuti opyaux opearos u cucmenm.

° PEKOMCHIIyeTCﬂ nmamueHTaM C YCTAHOBJICHHBIM OHWArHO30M bB u HamuuuemM H3MCEHEHUM B
HaAIMOYCUHMUKAaX KOHCYIIbTAIlHA Bpada-OHIOKPHUHOJIOTAa C TCJIbIO OLICHKH (I)YHKI_II/II/I HaAIIOYCYHUKOB U

CBOEBPEMEHHOI0 Ha3HAYEHUS TOPMOHO3AMECTUTENbHOM Tepanuu [ 15].
Yposennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTENbCTB— S)

2.5.2 VHble THATHOCTHYECKHE UCCIETOBAHUSA TP 00JIe3HN HAKOIIeHus 3(hupos

xojecrepuna (BHIX)

o Pexomenayercsi npu Benennu nanueHToB ¢ BHOX Ha Bcex 3ramax  MCHONIBb30BaTh
MYJABTHIUCIUTIINHAPHBIA TOIX0A B BHJAY TOTO, YTO 3a00JIEBaHHUE XapaKTEPU3YETCS MOPaAKECHUEM
MHOTHX OpPraHOB M CHCTEM, TpPEOyeT KOMIUIEKCHOW TepamnuH, 4YTO JUKTYeT HEOOXOAUMOCTb

COBMECTHOTO BEJICHUS MallMEHTa CIeUaIucTaMu pa3Hbix mpoduneit [15, 38, 39, 42].
YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB— 5)

KommenTapuii: nayuenmos ¢ BHOX mnabarodaem epau-eacmposnmeponoe, 6pav-mepanesm (8
0emcKol npakmuke epay-neouamp), a maxdice 8pay-eeHemuK, HeoOXoouMa KOHCYIbmayus epavd-
ouemono2a ¢ yeivlo HA3ZHAYeHUs HUKOICUPOBOU Ouemvl (n0060p Cheyudaiusupo8aHHou Ouemvl C

O2paHuyeHuem JHCUBOMHbBIX Hcupos)[2, 15], koncyremayusa epaua-kapouono2a (8pava-kapouonoza



0emcKo20) ¢ yenvilo OYEeHKU HAPYUWEHUU CepOeyHO-COCYOUCMOU cucmemsl U mepanuu (oyeHKa
COCYOUCTNO20 PUCKA, HA3HAYEHUe NieYeHUs, NePeudHo U 6 nociedyrouem kaxcovle 6 mecsayes) [2, 13,
15, 20, 26], koncyrnemayus 8paia-mpaHcnianmono2a npu HAIUYUU NOKA3anull 0 MpaHCnaanmayuu
neyeHu, KOHCYIbMayusi 6pava-Hespono2a Npu HAIUYuu noxkazauut. B owcusneyepooscarouux

COCMOAHUAX HE00X00UMO yuacmiue epava-anecnesuonoca-peanumanoioca.

o PexoMeHayeTcs1 KOHCYJIBTALMK APYTUX COECHUAINCTOB MallMeHTaM ¢ noxo3pennemM Ha BHOX win ¢

YCTAHOBJIEHHBIM JIMarHO30M IO moka3zanusm [ 15].

YpoBeHnb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeNbCTB— 5)



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Jleuenue J[JIKJI exnrouaem kax namozenemuueckyro mepanuto - HazHayenue P3T, mak u nposedenue
CUMNIMOMAMUYECKOU mepanuu. Beoenue nayueHmos c JJIKJT npeononazaem
MYTbMUOUCYUNTUHAPHBLU NOOX00 C 00A3AMeNbHbIM YUacmuem 8padeli-2acmpoInmeponozos, 8payeli-
neouampoe6/8payeri-mepanesmos, 8payeli-eeHemuKo8, 8paiel-0uemonoco8, 6padel-Kapouoiocos u

epaqed dpyeux cneuuaﬂbHocmeﬁ, umernwux onbslm 6 jle4eHuu 3noco pedkoeo 3a00ne8aHUsl.

3.1 I1IaToreHeTnuyeckKoe JeUYeHHE

3.1.1 ITaTtoreneTnyeckoe Jeuyenne npu udganTuiabHoii gopme JTJIKJII (60ae301

Boabmana)

e PexomengoBano mposeneHue (epmeHTHOM 3amectutenbHou Tepanuu (P3T) Bcem manmeHtam c
YCTaHOBJEHHBIM JuarHo3oM bB ¢ 1enpio 3ameanieHus mporpeccupoBaHus 3abosieBaHusl,
YMEHBIIIEHUSI pPa3MepoB IEUYEHW M CENIe3eHKH, perpecca wiu crabunuzanuu (ubposa medeHw,

YCTpaHeHI/ISI AUCIIUITUACMHUN, YMGHB]_HCHI/IS{ HAKOIIJICHU L 3(1)I/IpOB XOJ'IeCTepI/IHa B opraHaX W TKAHIX
[21-25].

YpoBeHb yOeauTEeIbHOCTH PpeKoMeHAannu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB— 2).

Kommentapuu: Ilpenapamom onsn @3T sensemcs Ceberunaza anvgpa**. B 1 mn pacmeopa
coodeporcumcest cebenunasvl arvpa™* 2 me. Omo pexombunanmuas opma uenoseueckou AuU30COMHOU
KUCTIOU TUNA3bl, NPOU3BOOUMASL C UCNONb308AHUEM MeXHOoN02uu pekombunanmuou [JHK 6 knemounoti
Kynomype Kypunozo suya. @P3T npeonaznauena 015 B0CCMAHOBNEHUS YPOGHS IHIUMAMUYECKOU
AKMueHoOCmu, 00CMamo4Ho20 O 2UOPOIU3Ad  HAKONJIEHHbIX 3PUpo8 xorecmepuHa u 074
npedomepawenusi ux oanvbHeuueco Haxonneuus. Ilocne e6sedenus cebenunasza anvga™* ovicmpo
8bIBO0UMCSL U3 CUCTEMHO20 KPOBOMOKA U NO2IOWAEMCsl KNeMKAMU, NOCMYNAsl 8 UX TU30COMblL Yepe3

MauH030-6-hocchammvie peyenmopoi.

Bseoenue npenapama ocywecmensemcs napenmepanivHo 6 suoe sHYympuseHHvlx ungysutl. Beedenue
ocywecmenaemcs yepes nepugepuieckuti 6eHO3Hbll Kamemep (kamemep nepugepuieckuti) unu uepes
nopm-cucmemy  (nopm UHGDY3UOHHBLU/UHBEKYUOHHDBL, umniaHmupyemviii ***), Komopule
YCMAaHAagIuealomes. — Co2NacHo — Memoouyeckum  pykogsoocmeam  «Benmosnwiti  docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ ucnonvzosanuem HeOOXOOUMbBIX JEKAPCMBEEHHBIX
cpedocms.  Ilopm-cucmemvl  ycmanasnuearomes — coanacio  Pacnopsoicenuro  I[Ipasumenvcmea
Poccuiickou ®@eoepayuu om 31.12.2018 Ne 3053-p «O6 ymeepoicOenuu nepeuns MeOUYUHCKUX
uzoenuil, UMNIAHMUPYEMbIX 8 OP2AHU3M Yel08eKd NPU OKA3AHUU MeOUYUHCKOU NOMOWU 8 PAMKAX
npocpamMmbl  20CYOAPCMEEHHbIX 2apanmuii  OecniamHo20 OKA3aHUS epadCcOaHam MeOUYUHCKOU
nomMowu, a makice nepeyHs MeOUYUHCKUX U30enull, OMnYyCKaemvlx no peyenmam Ha MeOuyuHcKue

uzoenus npu npeodocmasieHuy Habopa CoYUaIbHBIX YCIY2H.



Pexomenoosannwiii  pesxicum  dozuposawnusi 3asucum om eospacma. Jlemam 00 6 mecaues
peKoMeHoyeMas HauanvbHas 003a cocmasiiem Ime/ke, 8 nociedyiowem, 8 ciyuae HedoCMamouyHo2o
aghghexma nocne npogedenus, Kak MUHUMYM, 4 uH@y3ut, ciedyem paccmompems ygeiuuerue 003bl 00
3 me/ke eHympueenno 1 paz 6 neodento [Hncmpykyus no meOuyuHCKomy npuMeHeHuio npenapama
ceoenunaza anvgha**]. Janvuetiwee ysenuuenue 003vl 00 5 me/ke 1 paz 6 Hedeno credyem
paccmompems 8 cayuae HeOOCMAMmMOYHO20 Omeema MNocie NpoGeOeHUs, KAK MUHUMYM, 4
oononnumenvuvlx ungysuil. Ilocnedyrowue xoppexyuu 003bl MONCHO NPOBOOUNMb UHOUBUOYAILHO 8
3a8UCUMOCTIU O OOCMUIICEHUS U NOOOEPIHCAHUS MEPANEBMUUECKUX Yellell, BOIMONCHO NPUMEHeHUe 00
7,5 me/ke (bonee 8blCOKUE 003b1 — He usyuanucy)[21, 43,
https://gris.rosminzdrav.ru/Grls View v2.aspx?routingGuid=1eaa9c5e-20c6-4a75-a48c-

441527 Ifcf4d].

Heobxooumbiii obvem npenapama MeONeHHO pa3600sim 6 HYIHCHOM obveMe pacmeopa Hampus
xaopuoa®* coenacuno eecy (npunoscenue A3). Becv nHeobxooumwviii 06vem pacmeopa Oondxcern Obimb

g6eoer He MeHee yem 6 meyerue 2 yacos.

Cnedyem obpawams @HUMAHUE HA COONIOOEHUE UHMEPBATIO8 MeHCOY UHPY3UAMU U HeOONYCIMUMOCTb
nepepuvleos 8 mepanuu, m.K. HapyueHue Pelcuma ie4eHus COnpo8oNcOAemcs NOMEHYUATbHLIM PUCKOM

yxydmeHuﬂ COCMOARUA nayuerma U npocpeccupoearnusl CUumMnniomos bB.

Heobxooum MmoHumopumne OCHOGHbIX NAPAMEMPO8 MmeyeHUus: 3a001e6aHus: OYeHKA OKPYICHOCU
cpeonell yacmu nieua, onpeoenenue aKmusHocmu ANaHUHAMUHOMPAHCPepasbl,
acnapmamamuHompancghepasvl 8 Kpogu, UCcie008anue ypoeHs Geppumuna 6 Kpogu, UCCle008aHue
yposHs C-peakmusnozo Oenka 6 cbleOpomKe KpoBuU, Koazynocpamma (OpueHmuposouHoe ucciedo8anue
cucmembl 2emMoCmasa), CMOUKas Ul YXyOulaoujdascs opeaHoMe2anus, Yacmole UHMepKyppeHmHble
ungexyuu u cmouxoe yxyouienue Opyeux CUMRMOMO8 (Hanpumep, cO CHOPOHbL IHCETYOOUHO-
Kuweuno2o  mpaxma)[https://grls.rosminzdrav.ru/Grils_View v2.aspx?routingGuid=1eaa9c5e-20c6-
4a75-a48c-44f527 1fcf4d]..

o PexomengoBano nanueHram ¢ bB  mpoBeneHne = MEOUMKaMEHTO3HOM — IIpEMEIUKALIMU
AHTUTMCTaMUHHBIMU cpencTBaMu CHCTEMHOTIO JEUCTBUS u/unm HECTEPOUIHBIMU
MPOTUBOBOCIIATIUTEIBHBIMA M TIPOTUBOPEBMATUYECKUMH  TIpenapaTraMu/TpenaparaMu  TPyMIbl
JIpyrue aHaJbIe€TUKU W AHTUIMPETUKU COIVIACHO MHCTPYKLIUHU IO IPUMEHEHMIO JIEKaPCTBEHHBIX

IpenapaToB MpH MOSIBICHUHU NOOOUYHBIX peakuil ¢ nociaeayoied nHpy3ueil cedennmnassl anbpa™*™
[21-25, 47, 48].

YpoBennb yoeaureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

Kommentapuu: y nayuenmos c¢ bB, nonyuarowux DP3T, xax u npu 6/é 8eedenuu 1006020 0py2020
berkosoco mpenapama, MO2ym pazeumvbcs NoOOuHble peakyuu  (MUXopaoka, 03Hob, peoma,
KPAnueHuya, msicevle peakyutl 2unepyy8cmeumenrsHOCmu ailepeuiecko20 muna), npoucxoosiyue 60
8pemsi UH@Y3uU ulu 8 meuenue OHs nocie npogedeHus ungyzuu. Ilpu nossenenuu nobOYHLIX peaKyuil
gospemMs/nocie uUH@Y3UU pPeKoOMeHOVemcs coomeemcmayioujee aedenue, npu KOmopom HeoOX0oumo

cnedosamob COBPEMEHHbIM peKOJl/leHaalxﬂ/l}ZM.



3.1.2 ITaToreHeTnyeckoe JedyeHue NP 00Je3HU HAKOIJIeHU Y(hUPOB X0JeCTEPUHA

(BHOX), B BO3pacTe crapuie 6 mecsnes

o PexomenmoBano mpoBenaeHue QepMeHTHON 3amectutenbHoU Tepanuu (P3T) mamumentam ¢
YCTaHOBJIEHHBIM JuarHo3oM BHOX c¢ menpio 3amennieHuss nporpeccupoBaHusi 3a0o0sieBaHMS,
YMEHBIICHUS] pa3MepoB IEUEHH U CEJIe3€HKHU, perpecca wiM cradbwimzanuu (ulpos3a mnedyeHw,
YCTPaHEHUS TUCTUMUACMUH, YMEHBIIICHUS! HAKOILJICHUSI 23(UPOB XOJIECTEpPUHA B OpraHax M TKaHIX
[21-25].

YpoBeHb yOeauTEeILHOCTH PpeKoMeHaannu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB— 2).

KommenTapuu: [lpenapamom ons D3T saensemcs ceberunaza anvgha™**. B 1 mn pacmeopa
codepacumcest ceberunasvl anvha™* 2 me. Imo pexombunanmuas gopma uyenogeueckou auU30COMHOU
KUCTIOU TUNA3bl, NPOU3BOOUMAsL C UCNONb308aAHUEM mexHono2uu pekomounanmuou /[HK 6 knemounoti
Kynemype Kypunozo sauya. @P3T npeonaznauena O 80CCMAHOGNEHUS YPOBHS IHIUMAMUYECKOL
aKmusHocmu, O00CMAMOYHO20 Ol 2UOPOIU3A  HAKONJIEHHbIX 2¢hupos xolrecmepuna u OJis
npedomepawienus ux oanvHetuieco Haxonnenus. Illocie e6sedenus cebenunasza anvga™* ovicmpo
8bIBOOUMCSL U3 CUCTEMHO20 KPOBOMOKA U NO2IOWAEMCsl KNeMKAMU, NOCMYNAsL 8 UX TU30COMblL Yepe3

MaHH030-6-pocghamuule peyenmopuol.

Bseoenue npenapama ocywecmensemcs napeHmepaibHo 6 euoe 6HYMpUBeHHbIX un@ysuil. Beedenue
ocywecmensemcs yepe3 nepugepuieckuti 6eHO3Hbll Kamemep (kamemep nepugepudeckuti) uiu iepes
nopm-cucmemy  (nopm UHDY3UOHHIL/UHEKYUOHHDLI, uUMnAGHMUpyemvlti ***), Komopbvle
VCMAHABIUBAIOMCSL  CO2NACHO — MemooudyecKum  pykogoocmeam  «Benosnviti  docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ ucnonvzosanuem HeOOXOOUMbBIX JEKAPCMBEEHHBIX
cpedocms.  Ilopm-cucmemvl  ycmanasnuearomes — coenacio  Pacnopsowcenuro  [Ipasumenscmea
Poccuiickoti @edepayuu om 31.12.2018 Ne 3053-p «O6 ymeepocoenuu nepeuHs MeOUYUHCKUX
uzoenul, UMNIAHMUPYEMbIX 8 OP2AHU3M 4Yelo8eKa NpU OKA3AHUU MeOUYUHCKOU NOMOWU 8 PAMKAX
npocpamMmbl  20CYOAPCMBEHHbIX 2apanmuii  OeCniamHo20 OKA3AHUS 2padCOaHam MeOUYUHCKOU
nomMowu, a makdice nepeuHs MeOUYUHCKUX U30enull, OMNYCKAemMvlx no peyenmam Ha MeOuyuHcKue

uzoenus npu npeodocmasiieHuu Habopa coyUanIbHbIX YCIY2).

emam cmapuie 6 mecaues u 63pocavim npenapam 6600sm u3 paciema 1 me/ke kaxcovie 2 neoenu.
Paspeweno yeenuuenue 003bt 0o 3 me/ke 1 paz 6 2 Hedenu ucxods u3 KIUHUYECKO20 Omeemd.
Heobxooumbiii 0b0vem npenapama MeONeHHO pa3eoo0sam 6 HYICHOM obveme pacmeopa HaAmpus
xaopuoa** coenacno secy (npunoscenue A3). Beco Heobxooumwiii 06vem pacmeopa ciedyen 6600Unb
npubauzumenvHo 8 meuenue 2 uacos. llpu xopoueii nepenocumocmu npenapama NAyueHmom, Moxcem
ObIMb paccmompeH nepexoo Ha nposedenue ungysuu ¢ mevenuu I yaca. B cnyuae noswviuienus 003wl

ONUMENbHOCIb UHQY3ULU MOdNCEm OblMb YEeTUudeHd.

Cnedyem obpawame 6HUMAHUE HA COONIOOEHUE UHMEPBANO8 MENHCOY UHQDY3UAMU U HEeOONYCIMUMOCHb
nepepuleos 6 mepanuu, m.K. HapyueHue pexrcuma ie4eHus ConposoHcOaemcs NOMeHYUaIbHbIM PUCKOM

VXYOUuleHusi COCMosHUs nayuenma u npoepeccuposanus cumnmomos bHIX.

Heobxo0um monumopuHe 0CHO8HbIX napamempos medenust 3a0071e8aHUs.



IIpu obcnedosanuu cubnuneos (bpamves u cecmep npobanoa) mocym ovims gvissnensvt oemu ¢ JJIKJI,
He umelowue KIUHUYECKUX nposeieHull. Takue nayuenmsl HYHcOaOmcs 6 00C1e008anHuu U
HAONIOOeHUU, HAYUHAMb UX JeYeHUe HeoOX00UMO NpuU NOAGIEHUU NEepPeblX KIUHUYEeCKUX Uuiu

1a60pamopHuIX CUMNMOMOG OONIe3HU.

o PexomengoBano mamuentaMm ¢ BHOX npoBeneHue MeIMKaMEHTO3HOW — IIpEMEIUKALIMHU
AHTUTUCTAMUHHBIMU cpeacTBaMu CHUCTEMHOTO JNEHUCTBUS u/unm HECTEPOUTHBIMU
MPOTUBOBOCIIATIUTEIBHBIMA M TIPOTUBOPEBMATUYECKUMH  TIpenapaTaMu/penaparaMu  TPYyTIbI
JpYyrue aHajJbl€TUKU W AHTUIHMPETUKH COMIACHO MHCTPYKUUHU MO NMPUMEHEHUIO JIEKAPCTBEHHBIX

[penapaTtoB IMpU MOSBICHUU MOOOYHBIX AJUIEPrUYECKUX pPEaKUui C mocheayromed uHdy3uen
cebenmumasbl anbda** [21-25, 47, 48]. .

YpoBenb yoenurTeabHOCTH pekoMeHaannu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

Kommentapuu: y nayuenmos ¢ bHOX, nonyuarowux @3T, kax u npu 6/6 esedenuu 1006020 0py2o2o
benkoso2o npenapama, MO2ym pAa3BUMbCs  NOOOYHble peakyuu (1uxopaoxa, o03H0O, peoma,
KpAnusHuya, msgiceivle peakyuu cunepyy8cmeumenbHoCmuy aulepeudecko2o muna), npoucxoosuue 60
epems UH@y3uu uiu 8 meuyerue OHA nposedenus uH@ysuu. Ilpu nosenenuu nOOOYHBLIX pearkyuill 80
epems/ nocie UH@Y3UU PEKOMEHOYemcs coomeemcmeayowee JeyeHue, npu KOmopom HeoOXxo0umo

crnedosamow COBPEMEHHbIM peKOMeH()Cll/}uﬂM.

3.2 CuMnToMaTH4YECKOE JICUCHH e

Bxirouaer Ha3HaueHHE AUCTBI C OTPAHUYCHHBIM COACPIKAHUCM KUPOB, JICHCHHC COHYTCTBYIOHICﬁ

IMaToJIOI'nu.

3.2.1 Cumnromarnyeckoe jJeyenne npu unganTuabHoii gopme JTJIKJII (60ae301

Boabmana)

e PexomMengoBaHo mamieHTaM ¢ bB HasHauenne BUTAMHHOB B CBSI3M C HEJOCTAaTOYHBIM HX
YCBOEHHUEM U3 MHINU, 00yCIOBICHHBIM HAPYIICHUEM KUIIIEYHOTO BCACHIBAHUS y YaCTH MAIIMEHTOB C

bB c uenwto BocnionineHus ux aedunura [15].
YpoBenb yoeanuTeabHOCTH pekoMeHaannu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB— 5)

KommeHnTapuu: 0rs ouacrocmuku cunogumamuno3a U paccmMompenus 80npoca 0 HeodX00UuMocmu
HA3HAYeHUs. mepanuu Heooxooum npuem (0CMOMp, KOHCYIbMAYUs) 6paia-3HOOKPUHON02A U/UIU

8PAUA-2ACMPOIHMEPOTIO2A U/UNU BPAUA-OUESMON02d.

o PexomengoBano nauveHraM ¢ bB ¥ HaANO4EUHUKOBOM HEAOCTATOYHOCTBIO IPOBEICHUE
3aMECTUTEIIBHOM TEpaluu MpenaparaMu TPYOIbl KOPTUKOCTEPOUIBI CUCTEMHOTO JE€UCTBUSA
(MUHEPATTOKOPTHUKOUIBI U/WITH TTIFOKOKOPTHUKOUIBI) COTJIACHO COOTBETCTBYIOIIUM PEKOMEHIAIUSM C

LEJIbK0 KOPPEKIIMU HAAMOYEYHUKOBOM HEAOCTATOUHOCTH [ 15].

YpoBenb yoeauTeabHOCTH pekoMeHgannu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB— 5)



3.2.2 CumnToMaTnyeckKoe jJeyeHyre npyu 60J1e3HM HAKONJIeHus: I(hUPOB X0J1eCTEPUHA
(BHIX)

e PexkoMeHI0BaH palMOH NMHUTAHUSA CO CHIXKEHHBIM COJEpKaHHEeM jkupa nanueHtam ¢ BHOX c

LEbI0 KOPPEKIMH auciunuaemuu [2,15].
YpoBenb yoenuTeabHOCTH pekoMeHaannu C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB— 5)

KomMmentapuu: B P® npuuamer memooduueckue pexkomenoayuu MP 2.3.1.2432-08 Hopmwl
@usuonocuyeckux nompeoHocmell 8 IHep2uL U NUULEBbIX euecmeax OJis pa3IUYHbIX ePYNN HaCeleHUs
Poccuiickoti @edepayuu. /lonyckaemcs oepanuuenue 8 payuone sxcupos 0o 30% om snepeemuueckotl
YEHHOCMU CYMOYH020 payuoHa. Jonu HACblUeHHbIX, MOHO- U NOAUHACHIWEHHBIX IHCUPOB OOJICHBL
ovimob pashvimu. Maxcumanvro donycmumoe Konuwecmeo xonecmepuna - 300 me/cym, 603MOACHO e20
cHudicenue 0o 200 me/cym. Yposenv 6enka 00adceH COOmMEEmMcme08ams GU3UON02ULECKOU HOpMe
nompebOneHuss 8 3aBUCUMOCMU OM B803paAcma C Y8eludeHnuem Ooau PACmMUumenbHbvlX 0OenKoas.
Pexomenodyemoe coomnowieHue pacmumenvhvix U HCUBOMHBIX Oenkoe coomeemcmeyem 1:1. U3
JHCUBOMHBIX  Denkos credyem omoaeamsv npeonoumenue pvibe. Heobxooumo oepanHuueHnue
N1e2KOYCBOAEMbIX V2lle80008 U YBelUdeHUe CLONCHbIX V2leB0008 U pACMUmMENbHOU Kiemuamxu. B
yenom, 007 y2neeo008 00axcHa cocmaenams 50-60% om snepeemuueckoil yennocmu payuouna. M3

Hux 7-10% - na 0onio ne2koyceosemulx.

e PexomenpoBano mnarmentaM ¢ BHDOX Ha3sHaueHne BUTAMUHOB B CBSI3U C HEIOCTATOYHBIM KX
YCBOEHHMEM, OOYCIIOBJICHHBIM HApPYIICHUEM KHUIIIEYHOIO BCACHIBAHUS, C IEJIbI0 KOPPEKIHUU HX
nedurura [15].

YpoBennb yoenureabHOCTH pekoMeHaanuu C (YPOBeHb JO0CTOBEPHOCTH J0KA3aTENbCTB— 5)

KomMmeHTapuu: ora ouacHocmuxu 2unosumamuHo3d U paccmMompeHuss 60npoca o0 HeobxooumMocmu
HA3HAYeHUss mepanuu Heooxooum npuem (0CMOMp, KOHCYIbMAUUs) 6pada-3HOOKPUHONL02A U/UIU

epada-eacmposHnepoiiocd u/unu 6patta-0uem0ﬂ02a.

3.3 Xupypruueckoe Je4eHue

3.3.1 Xupypruueckoe jgedyenne npu uHpanTuiabHoii gopme JIJKJI (60ae3un Boabmana)

o Pexomenayercsi nanueHram ¢ bB Ha cragum JQeKOMIEHCHPOBAHHOIO LMPPO3a IEYEHH, IPHU
HEBO3MOXKHOCTU WJIM HEI()(PEKTUBHOCTU MPOBEICHUS MATOTEHETUYECKON Teparuu paccMOTPETh

BOIIPOC O MPOBEJICHUH TPAHCIUIAHTAIMU neyeHu [ 15].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 5)

KOMMCHTapI/II/I: TpchngaHmab;uﬂ nevyenu makKoatce accoyuupoeana ¢ 6blCOKUM PpUCKOM OCJIOJCHEHUU U
He oKasvleaem 6HUAHUA HA CUCMEMHble NPOABTIEHUA 3a001e8anUsl. TpaHCI’ZJlCleaL;M}Z neyeHu He

ocmanasnusaem npoepeccuto BB u nopaosicenue opyaux opeanos-muuienel. Kpome moeo, nenvsa



UCKTIOYUMb  PUCK  NOBPENCOeHUs] MPAHCNIAHMUPOBAHHOU NneyeHu, max Kak ypoeeHv JIKJI no-

npedcHemy 0Cmaemcs HUKUM.
e He pexomennoBano anuenram ¢ bB nposenenue TI'CK B kauecTBe nepBoi auHuu Tepanuu [44].
YpoBeHb yoenuTeJbHOCTH pekoMeHAanuu C, ypOBeHb J0CTOBEPHOCTH A0KA3ATEeNbCTB— S

Kommenrtapmii: Hebonvuioe yucino kauHuyeckux ciyyaes, OOCMYNHbIX OJisl AHAAU3A, He NO380JsAem
coenamb 00HO3HAYHO20 8b1800ad 00 3¢hdhexkmuenocmu u 6ezonacHocmu dannou mepanuu. Kpowe moeo,
npoyedypa TI'CK accoyuuposana ¢ 8b1COKUM PUCKOM pA3BUMUS OCTONCHEHUU, MAKUX, HANPUMED, KAK
ommopdcenue  MPAHCHAAHMAMA, PeaKkyus «MPAaHCnIaHmam HpPOMue XO03AuHA» U  opyaue
nocmonepayuounvle ocnoxcuenus. B ceazu ¢ smum TICK me pexomenoosana Kax pymuHHAs

mepanesmuyeckas onyus oisa nayuenmos ¢ bB [33 - 36].

3.2.2 Xupypruveckoe jJeyeHue npu 60Je3HN HaKomieHus 3¢upos xonecrepuna (bHIX),

¢ 1e0I0TOM B BO3pacTe cTapiie 6 MecsieB

o Pexomenayercs: nmanventaM ¢ BHOX Ha cragum JEKOMIIEHCHPOBAHHOTO LUPPO3a MEYEHH, IPHU
HEBO3MOKHOCTU WM HEI()(EKTUBHOCTU NPOBEACHUS IMAaTOTCHETUYECKOM TEparuu pPaccMOTPETh

BOITPOC O MPOBEJIECHUH TPAaHCIUIAHTauuu reyenu [15, 29, 38].
YpoBenb yoenuTeabHOCTH pekoMeHaaunu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 5)

KommenTapuu: Tpancnianmayus nevenu maxoice acCoyuupo8ana C 6blCOKUM PUCKOM OCIONCHEHUU U
He OKa3vlaem 6IUAHUL HA CUCmEeMHble NposeNeHus 3abonesanus. Tpancnaiaumayusi nedenu He
ocmanaenusaem npozpeccuio bBHIX u nopaowcenue opyeux opeanog-muuieneu. Kpome mozo, nenvss
UCKTIIOYUMb  PUCK NOBPENCOEHUs MPAHCNAAHMUPOBAHHOU nedyeHu, mak Kak yposenv JIKJI no-

npeosicuemy ocmaemcsi Huskum. [30 — 32, 38].

3.4 ITajquaTuBHAs NOMOII b

ITannuaruBHas IIoMomp MnmanueHTamMm C ,Z[.HK.H OKa3bIBACTCA HaA OCHOBAHWH COOTBCTCTBYIOIIHX

HOPMAaTUBHBIX TOKYMEHTOB (cM. [Ipunoxenue A3).



4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

layuenmam ¢ JIJIKJI (FB, FH3X) u unenam ux cemeii HeoOXOOUMbl KOHCYIbMAYUU NCUXON02a/
MEOUYUHCKO20 NCUXO0N02d, NOCKOIbKY 3a001e6aHue HOCUM Npocpeccupyiowuil Xapakmep, HYNCHO
NOMOUYb NAYUEHMY «NPUHAMDbY OUACHO3, A0ANMUPOSANb €20 K HCU3HU OJisl MAKCUMATbHOU Peaiu3ayuu

€20 CnoCcoOHOCMU K 00YYEeHUI0 U CAMOCMOAMENbHOU HCU3HU 8 OdbHeliwem [15].



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 Ilpodpuiakruka

o PexoMeHayercsi KOHCyJbTallMsl Bpaya-reHeTHKa IMociie ycraHosieHnus nuarnoza JJIKJI (BB,
BHOX) mnauuwenty w/unu ero oQUUUAIBHBIM MPEICTaBUTENSAM, C LEJbI0 Pa3bsCHEHUN
TEeHETHUUYECKOTO pHUCKA, OOCYXKJIEHHS BO3MOXKHOCTEW MPEHATaTbHOM M MPEUMIUIAaHTAI[MOHHON

nuarHocTuku [15].
Yposennb yoenureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB— ).

Kommentapuii: Cemvam ¢ oemvmu ¢ JJJIKJI (BB u BHOX) pexomenoyemcs meouxo-eenemuieckoe
KOHCYIbMUPOBAHUE C Yelblo ONnpedenenus ceHemuuecko2o pucka. Kax u npu opyeux aymocomuo-
peyeccusnvix 3aoonesanusx, npu [JJIKJI (FB, BH3X) onsa kajxcoou 6epemeHHOCmU PUCK PONCOeHUs
pebenxa cocmasnsem 25%. B cemvsx, eoe ecmv pebenox c¢ JJIKJI, 603moocHo npoegedenue
NPEeHAmanbHoU U  NPeUMNIAHMAYUOHHOU OuacHocmuxu. i 3mo2o pooumenell HeodX0OUMo

Hanpasums 6 CReYUAIUIUPOBAHHbIE OUASHOCMUYECKUe 1a00pamopuu U MEOUYUHCKUE YeHMPb.
[MpenaransHas ruarnocruka JJIKJI

o PexomeHayercsi TMpOBEACHHE NPEHATAIBHON JAMArHOCTUKM IS JIIOOOW  Mmocieayromen
OepeMEHHOCTH B CEMbsIX, OTATOIMEHHBIX X0Ts Ob1 ogauM ciydaem JJIKJI (BB, BH2X), Ho B ciiydae
nerkux ¢GopM O0JIe3HH, PELIEHUE O €€ MPOBEICHUU JIOJKHO OBITh MPUHATO MOCIE MOAPOOHOIO

o0CyXIeHUs C CeMbell Bcex PUCKOB [15].
YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB— ).

Kommenrapwuii: npenamanvuas ouacnocmuxa npogoouUmcs: MONEKVIAPHO-2eHEMUYECKUMY U
ouoxumuueckumu memooamu, nymem uccieoosanus /[HK, evloenennoii us buonmama opcun xopuona
Ha 9-11 nedene bepemennocmu u/unu Kiemox AMHUOMUYECKOU HCUOKoCmu, ni0oHou kpoeu Ha 20-22

Heoelle bepeMeHHOCMU.

5.2 IlucniancepHoe HaOJIOAeHHE

5.2.1 IlucnancepHoe Hada0neHne Y nanueHToB ¢ bB

o PexomeHgoBaH aHanmu3 KpoBU OMoXxuMmHUecKkui oOuietepaneBruyeckuil (MccnenoBanue ypoBHs
XOJIECTepHHA JIUTONPOTEUHOB BHICOKOMW MJIOTHOCTH, albOyMHHA, 00111ero Onnnpyouna, ounnpyorHa
CBA3aHHOTO  (KOHBIOTMPOBAaHHOT0),  OwiMpyOMHa  CBOOOJHOrO  (HEKOHBIOTHPOBAHHOTIO),

TPUDIMLEPUIOB, XOJIECTEPHUHA, XOJECTEPUHA JIMIIONPOTEUHOB HU3KOM IUIOTHOCTU B KpOBH,



OTpesieNieHHe aKTUBHOCTH achapTaraMuHOTpaHc(depasbl, aJlaHMHaMHHOTpaHCchepa3bl B KPOBH,
ramMma-nioraMuwiTpaicdepassl B KpoBM) mnamueHtam ¢ BB B mpouecce aMHaMHUECKOTro
HaOMIOACHUS AJI onpeieneHus: GyHKIMOHATBLHOTO COCTOSIHUS NIEUEeHU, KOTOPAsl SIBISIETCS OJTHUM U3

opraHoB-MulilieHel npu BB, u BbIsIBIEHUST qucaunuaeMun B KpoBu. [15,16].
YposeHns yoenureabHOCTH pekoMeHAanuu C (YPOBEHb J0CTOBEPHOCTH A0KA3aTeNbCTB— S)

Kommenrapuu: ona nayuenmos c¢ bB xapakmepno 3uauumenvHoe nOSblUEHUE AKMUBHOCMU
mpancamunaz  (AJIT,  ACT),  ecunepxonecmepunemus,  cunepoOuIUpyoOUHeMUsl,  BO3MONCHA
eunepmpuznuyepuoemus, yeenuuenue Kouyeumpayuu JIIIHII, y MHO2ux nayuenmog CHUICEHO
konuuecmeo JIIIBII 6 kposu. Ilpu ananusze anonunonpomeunocpammol y OOTbUWUHCIEA NAYUEHINOE

6bIABJIAIOM NO6bIULIEHUE YPOBHA OCHOBHO2C0 ANOIUNONpomeurna JITTHIT - anoaunonpomeurna B.

Yuumuieas kpatinioro peokocmv eécmpeuaemocmu BB, pannuti 0ebrom, no30HI00 OUACHOCMUKY U
msidicenoe meyerue 0OO0Ne3HU OO0CMOBEPHLIX OAHHBLIX O HeoOX0OUMOU uacmome NPoBedeHUs
UCCe008aHUs. Hem. Yacmoma UCC1e008anusl ananuza Kposu OUOXUMUUECKO20

o6memepaneemuqecmeo ()ukmyemc;l cocmosArRuem nayuerma.

B OUHamuxe npoeoosam onpeoenenue aKmusHocmu ANaHUHAMUHOMPAHCPepasbl,
acnapmamamuHompancgepasvl 8 Kpoeu, UCCIe008aHue YposHs 0Owe2o ounupyoura, ouiupyouHa
CBA3AHH020 (KOHBIOCUPOBAHHO20), XONeCMEPUHA, XOIeCmeputa JUnonpomeuno8 HUu3Kou niomHoCcmu,
XonecmepuHa JUNONpoOmMeuUHo8 6blCOKOU NIOMHOCMU, MPUIUYepuoos 8 Kposu (He menee 1 pasa 8

mecsy).

o Pexomenayercs Bcem rmamueHtraM ¢ bB B auMHaMuKe TOPOBEACHHME  KOAryJOrpamMMBbI
(OPHEHTHPOBOYHOTO HCCIEJOBAHUSA CHUCTEMbl TE€MOCTa3a), OINpeAesieHue MPOTPOMOUHOBOTO
(TpoMOOIIIaCTUHOBOTO) BPEMEHHU B KPOBHU WM B IJIa3M€, MEXKIyHApOJHOI0 HOPMAJIM30BAHHOIO
orHomenust (MHO), akTUBHPOBAHHOTO YacTUYHOro TpoMOoruiacTuHoBOro Bpemenu (AUTB) c

11eJIbI0 CBOEBPEMEHHOIO BBISIBJICHUSI HapylieHuit remocrasa. [10, 37, 45].
YpoBenb yoenuTeabHOCTH pekoMeHAannu C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJbCTB — 4)

KommenTapuii: npu HneoOxooumocmu max oice onpeoensiom mpomMoOuHogoe 6pems 8 Kposu,
uccnedoganue ypoeus ¢uopunozena 6 Kpoeu. Jlanuvle noxazamenu NO3601AI0M KOHMPOIUPOBAMb
CUHMEMUYeCcKYI0 (QYHKYUIO neveHu, GblA6IAmMb CUHOPOM NEeYEeHOYHO-KIEeMOUHOU HeOOCMAmoyYHOCmU U

CB0€B8PEMEHHO NPedynpedcoams OCI0HCHEHUS, CEA3AHHble C HapyuleHuem cemocmasa [49].

e PexomeHg0BaHO mpoBeAeHUE YAbTpa3BykoBoro wuccienoBanus (Y3U) OpromHoii mnonoctu
(VrnbTpa3ByKOBOE HCCIICIOBAHWE OPraHOB OPIONTHOM IMOJIOCTH (KOMIUIEKCHOE)) W 3a0pIOMIMHHOTO
MpoCTpaHcTBa (B T.4., YJIBTPa3ByKOBOE HCCIICOBAaHME HAJMOYEYHHUKOB), a Takxke JlyriekcHoe
CKaHUpOBaHHE cocyqoB meueHu (JlyrieKkcHoe CKaHWPOBaHHE COCYAOB IenaroOUIMapHON 30HBI),
JlymiekcHOe CKaHMpPOBAaHUE COCYIOB CeJe3€HKH BceM manueHtam ¢ BB ¢ menpio KOHTposs
COCTOSIHMSI BHYTPEHHHX OpraHos [2, 9, 13, 15].

Yposennb yoeaureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB— S).



KommenTapuu: V3U oprownoti nonocmu noszsonsarom onpedeiums pazmepvl nedeHu U Cele3eHKu,
onpeodenums ouamemp 60POMHOU U CENe3eHOYHOU 6€eH, Haluuue cmeamosa, ubposa uiu yupposa

nevyeru, Kaﬂbuuqbukamoe HAONOYEYHUKOB.

Yacmoma npoeedenus yibmpasgyKo8o20 UCCIe0068aHUs OP2AHO8 OPIOUWHOU noaocmu (KOMNIEeKCHO20)
U 3a0pOWUHHO20 NPOCMPAHCMEA (8 M.Y., VIbMPA38YKOBO2O  UCCLE008AHUE HAONOYEYHUKOB)

6uKmyemC}z COCmosAHUuemM nayuernmada, Ho vacmonid He MeHee 1 pasa e MQC}ZI/[)

e PexomenaoBano namueHtam ¢ bB IIpHU HAJIMYIHUU IPU3HAKOB HOpTEUIBHOﬁ TUIICPTCH3HUU ITPOBCIACHHUC

a30(aroracrpoayonenockonuu (DIJ]C) ais O1eHKH COCTOSIHUS BEH MUIIEBO/IA U Kemyaka [15].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB— ).

Kommentapuu: nposeoenue I1J[C y nayuenmos ¢ ¢ubpozom neweHu, npusHaxamu nopmaibHOU
unepmeH3ul HeobXo00uMo Ol OYeHKU CMeneHU 8apUuKO3H020 PACULUPEHUST 8eH NUWeB00d U Yepo3bl

KposomedeHUA.

o Pexomenayercssi B BeaeHMM manMeHTOB ¢ BB Ha  Bcex Jramax = MCHOJB30BaTh
MYJABTHIAACIUTIINHAPHBIA TOIXO0A B BHAY TOTO, YTO 3a00JIEBaHHUE XapaKTEPU3YETCs MOPaAKECHUEM
MHOTHX OpraHOB W CHUCTEM, TpeOyeT KOMIUIEKCHOW Tepamnuu, 4YTO JUKTYET HEOOXOAUMOCTH

COBMECTHOTO BEJICHHS TAIMCHTA CIEIUAINCTaMu pa3HbIX npodwieit [39, 42, 15].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTENbCTB— 5)

KomMmenTapmuii: nayuenmos ¢ bB nabniooaem epau-eacmposumeponoe u/unu epav-neouamp (He pedice
1 pasza 6 mecay), a makdice 8pay-eeHemMux, HeoOX00UMA KOHCYIbMAYUs 8paia-ouemono2a ¢ yeivio
HA3HAYeHUsT HU3KONCUPOBOU Ouemvl, KOPPeKyuu Maibabcopoyuu (noooop cneyuaiusuposanHou
ouemvl ¢ 02pAHUYeHUeM IHCUBOMMHBIX JHCUPOS, a 6 psade cumyayuii U napeHmeparbHo20 NUMaHusl.)
[2,15], KoHcynbmayusi 6paua-kapouonoea 0emcko20 ¢ Uelvbl0 OUEHKU HAPYUEHULl CepOeyHO-
cocyoucmoui cucmemvl u mepanuu [2,13,15,20,26], epaua - He8ponoca ¢ yenvro oyeHKu HaApyuleHuil
HepeHoU cucmemvl [14], Koucynemayusi 8paya-mpamcniaHmono2a npu HAI4uu NOKA3aHutl O
nposedeHUss MpaHCniaHmayuu nevyeHu. B owcusneyepoocarouyux cocmosHuiax HeoOXooumo yuacmue

epava-anecmesuosoca-peanumanitonozda.

5.2.2 IlucnancepHoe Ha0aoneHue y nanuenToB ¢ BHIX

o PexoMeHnayercsi mnpoBeneHue oO0mIero (KJIMHMYECKOr0) aHalv3a KPOBHU, pa3BEPHYTOrO0 BCEM
nanuentam ¢ bHOX B aunamuke, B cpenHeM, He pexke | paza B 6 MeCAIEB C LIEJIbIO BBISBICHUSA
aHEeMWH, JISUKOTIeHUH, TpomoOonmTonernu [9,13,15].

YpoBensb yoeaureabHocTu pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB— 5).

KommenTapuu: B pamkax obwjeco (KIuHUYECKO20) aHANU3A KPOBU DA3BEPHYMO20 HE0OXOOUMO:
uccneoosanue ypoeHs obujeco 2emMo2oduHa, dpUmpoyumos, Jeukoyumos, mpomooyumos 6 Kposu,
oughghepenyuposannvlti noocuem 1eUKOYUmMo8 (1eukoyumaphas Gopmyna), npocmMomp Maska Kpoeu

O/l AHANU3A AHOMANUL MOPQDONOSUU IPUMPOYUMOS, MPOMOOYUMOE U JIEeLUKOYUMOs, OnpeoeneHue



U8emoeo2o noxkazameis, onpeoeieHue pasmepos 3pPUmpoyumos, UCCie008anue CKopocmu 0ceo0aHus
spumpoyumos. Ilamozenemuueckue mexanusmovl QOPMUPOSAHUS aHEMUU U MPOMOOYUMONeHuu He 00
Konya uzyuenvli. OOHUM U3 BOZMONICHBIX MEXAHUIMOSG SABJIAEMC s HAKONIeHUue 3pupos xorecmepuna u
MpUIUYepudos 8 Kiemrkax MakxpogazanrbHo-monoyumapnou cucmemol. Kpome moeo, anemus moorcem
UMemsb KaKk anumMeHmapusli 0epuyummblil Xxapakxmep, max u s61amvCs c1e0Cmseuem cunepCcnieHusmd.
Tpomboyumonenus a6nsaemcs cle0cmeuem 2Unepcnienusma npu @QopMuposaHuy nopmaibHol
2unepmeH3uly,  Hapsaody ¢ OMuM ~ ONUCAMbL  CAYYAU  BMOPUUHO20  2eMOpazoyumapHo2o

aumepocucmuoyumo3sa.

o PexoMeHa0BaH aHaau3 KPOBU OMOXMMUYECKUN OOIIeTeparieBTHUYeCKuii BceM nanueHTam ¢ bHOX
B TIpoIlecCe AMHAMHUYECKOTO HAOMIOMEHUS, B CPEIHEM, KaXiple 3-6 MecC. I OIpeAcIcHUs
(GYHKITMOHAIBHOTO COCTOSIHUS MEYEHH, KOTOpast ABISETCS OMHUM U3 opraHoB-muienei mpu JJJIKJI,
W ONpenelieHuss  JAUCIUINUIEMUA B KpoBHU. IIpoBoasT  ompeneneHUe  aKTUBHOCTH
aJaHWHAMHHOTpaHcdepaspl, acrmapraTaMHHOTpaHcdepaspl, TaMMa-IIIoTaMuiITpaHcdepassl B
KpOBH, IeIo4HOW (ocdara3sl B KpOBU, MCCIECIOBAHUE YPOBHS 00IIero OuinnpyOWHa B KpOBH,
OwinpyOnHa  CBSI3aHHOTO  (KOHBIOTMPOBAHHOIO), XOJIECTEpHMHA B  KPOBH, XOJE€CTEpHUHA
JIUMONPOTEUHOB  BBICOKOM TUIOTHOCTH, XOJIECTEpUHA JIMIONPOTEHMHOB HU3KOM IUIOTHOCTH,

TPUTIIHIIEPUIOB B KPOBH, aIbOYMHUHOB B KpoBHU. [15, 16, 38].
Yposennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeNbCTB— S)

KomMenTapuu: y oOonvwuncmea nayuenmos ¢ BHIX ewissnsaiom nosvluieHue axmueHOCHuU
mpancamunaz  (AJIT, ACT), eunepxonecmepunemuio, 2eunepmpueiuyepuoemuro, yeeiudeHue
konyeumpayuu JIIIHII, y mnocux nayuenmos chuxceno konuvecmeo JIIIBII ¢ xposu. Ilpu ananuze
anoIuUnoONpoOMeuHoZPAMMbl 8bIAGIAIOM NOBbIULIEHUE YPOBHS OCHOBHO20 anoaunonpomeuna JIITHII -

anoaunonpomeurna B.

o PexomMengoBano Bcem mnarnmentam ¢ BHOX B mporecce muHaMU4ecKOTo HAOIOMCHUSI, €XKETOTHO,
MPOBEJICHUE  KoaryjaorpaMmbl  (OPMEHTUPOBOYHOTO  MCCJIEAOBAHUS  CUCTEMbl IeMOCTasa):
onpeieIeHne MPOTPOMOMHOBOTO (TPOMOOIUIACTUHOBOTO) BPEMEHHM B KPOBU WM B IUla3Me H
MEXIyHApOJHOTO HOpMmaiu3zoBaHHoro oTHomeHuss (MHO), akTUBHPOBAHHOTO YAaCTHYHOTO

TpoMmOoruiacTuHoBoro Bpemenu (AUTB) c menpio CBOEBPEMEHHOTO BBISBICHUS HApPYIICHUN
remocrasa [10, 38, 49].

YpoBenb yoenuTeabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

KommenTapuii: npu neobxooumocmu max dce onpeoensiom MmMpoMOUHO80e 8pemMsi 8 Kpo8u,
uccneoosanue yposHs ¢uopunocena 6 Kposu. [lanmvie nokaszamenu no360A10M KOHMPOIUPOSAMb
CUHMEMUYeCcKYI0 QYHKYUIO neyeHu, GblA6IAmMb CUHOPOM NEeYEeHOYHO-KIEeMOUHOU HeOOCMAmoYHOCMU U

C80€8PEMEHHO NPEOYNPeNCOamsb OCI0HCHEHUS, C8A3AHHbLE C HapyuleHuem 2emocmasa [49].

o PexomMeHg0BaHO TMpoOBeACHUE YAbTPa3BykoBoro wuccienoBanus (Y3U) OpromHoit mnonoctu
(VnbTpa3ByKOBOE HCCIICIOBAHWE OPraHOB OPIONTHOM IMOJIOCTH (KOMIUICKCHOE)) M 3a0pIOMIMHHOTO
MPOCTPAHCTBA, a Takke JlyriekcHoe ckaHMpOoBaHWE COCyIoB IedeHu (/lymiekcHoe ckaHupoBaHHE

COCYIOB TemaroOuauapHoil 30HbI), JIyIUIEKCHOE CKaHUPOBAaHUE COCYIIOB CEJE3CHKU BCEM



nauueHTaM ¢ BHOX ¢ nenpio 1MHaMUYeCcKOro KOHTPOJISE COCTOSIHUSI BHYTPEHHHUX OpraHos [2, 9, 13,
15].

YpoBenb yoeauteabHocTH pekoMenaanuu C (ypoBeHb JT0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

Kommentapuu: V3U neuenu u cenesenku no360sa10m Bbla8UMb VEeIUUEHUE HNEeYeHU U pedice
celle3eHKU, Hanuyue cmeamosa, puoposa unu yupposa nevenu. Y3HU 3abprowunno2o npocmpauncmaa,
6 m.u., Y3U naonoueunurxos modxcem 8vis8ums Kaibyuguxamol Haonoueunuxos (v nayuenmos ¢ bBHOX

— Kpatine peoko, ne bonee 5%).

o PexomengoBano manuentam ¢ BHOX mpoBenenne MarHuTHO-pe3oHaHCHOUW Tomorpaduu (MPT)
OpPraHoB OpIOUTHOW MOJIOCTU U 3JacTorpaduu meyeHu (3IacTOMETPHUH MEUYEHHU) C LEIbI0 KOHTPOJIS

cocTostHUsA neueHu npu nposeneaun O3T [21 — 26, 38].
YpoBenb yoenuTeabHOCTH pekoMeHaaunu C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5)

KomMeHnTapuu: 0151 oyenxu cmenenu 8vipadxceHHocmu dcupogol oucmpoguu nedenu (no MPT)
Heobxo0umo 011 nocaedyruie2o Koumpons s3pgexkmusnocmu D3T. Yacmoma uccredosanuii 6

cpeonem: MPT opeanos oprownot nonocmu — 1p/200, snacmoepaguu nevernu — Ip/6 mec.

e PexomengoBano namuentam ¢ BH3OX mnposeaenue 33o¢aroractpoayonenockonuu (IIJC) mpu
HAJIMYUU TIPU3HAKOB TMOPTAIbHOW THICPTCH3WHU, Xalo0 Ha OOMM B JKUBOTC WM HAIHYUC

COMYTCTBYIOIIEH TacTPOIHTEPOJIOTHYECKON MAaTOJOTUU C IEJIbI0 OLICHKH COCTOSHUS BEPXHUX
otneinos JKKT [15].

YpoBennb yoenureabHocTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommentapuu: nposeoenue I1J[C y nayuenmos ¢ ¢ubpozom neweHu, npusHaxamu nopmaibHOU
eunepmen3ul HeobXo00uMo Ol OYeHKU CMeneHUu 8apUuKO3H020 PACUIUPEHUST 8eH NUWe800d U Yepo3bl

KposomedeHUA

o PexomenpoBano manuentam ¢ BHOX perucrpamms snexrpokapauorpadum (OKI'), mpoeneHue
sxokapauorpaduu (OXOKI') m1s OLEHKH COCTOSIHHSI CEPIEYHO-COCYAUCTON CUCTEMBI, B CPEIHEM,
Kaxnapie 1-2 roma [2, 38].

YpoBens yoenureabHOCTH pekoMeHAanuu C (YpOBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTtapmii:

IIpu Hanuyuu apummuu HeoOXOOUMO npoedeHue cymouyno2o monumopuposarus IKI" (Xonmeposckoe
MOHUMOPUPOBAHUE), NO NOKA3AHUAM - cmpecc-mecma (Drekmpoxapouozpaghus ¢ @uauieckor
HA2PY3KOU) 6 COOMBEMCMEUU C DPEKOMEHOAUUAMU NO BEOEHUI0 NAYUEHMO8 C aAmMepOCKIepO3oM U

apummuetl.

e Pexomenayercs mnpu BedgeHun nanueHtoB ¢ bHOX Ha Bcex 23Tamax  MCIONB30BaTh

MYJBTUIUCIATUIMHAPHBINA TTOAX0J] B BUAY TOTO, YTO 3a00JEBAaHUE XapaKTEPU3YeTCs MOpaKEHUEM



MHOTHUX OpraHoB M CHCTEM, Tpe6yeT KOMILICKCHOM TCparunu, 4YTO JUKTYCT HGO6XO)]I/IMOCTI>

COBMECTHOTO BEJICHUS MAIUEHTa CIIEUaIMCTaMu pa3HbIX npoduiei [15, 38, 39, 42].
YpoBeHsb yoeauteabHocTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTapwmii: nayuenmoe ¢ BHOX nabniooaem epau-eacmposnmeponos, epau-mepanesm (8
0emcKol Npakmuke 6pau-neouamp), a makxice 6pay-ceHemux, HeodXo0uMa KOHCYIbmayus epaia-
ouemono2a ¢ Yeivio HA3ZHAYEeHUs HUBKONCUPOBOL Ouemvl (No0O0p Cneyuanu3uposaHHou Ouemovl ¢
ocpanudenuem HcusomHuuix dcupos) [2, 15], koHcyrbmayus epava-kapouonoza (8pava-kapouonoa
0emcKo20) ¢ Yenvio OYeHKU HAPYUIeHUli CepOedyHO-COCYOUCMOli cucmemvl U mepanuu (OyeHKa
COCYOUCMO20 PUCKA, HA3HAYEHUE JleYeHUsl, NePeUdHO U 8 nociedyrouem Kaxcovle 6 mecsayes) [2, 13,
15, 20, 26/, koncynemayus 8paia-mpaHcnianmono2a npu HAIuduu nOKa3auuu 0 mpaHCnianmayuu
nevenu. Ilpu nanuuuu He8poOIOCUYECKUX HAPYUWIEHUL: KOHCYIbMAYUs 8paya-Hesponoca (nepeudHo u
oanee exnce200H0). B dicuzneyepodicarouyux cOCmosHUuiX HeooXo0umo yuacmue epaia-anecme3uonoa-
peanumamonoza. Ilepsuunvle u noemopHvie KOHCYTbMayuu 8payell UHbIX CHeYudaIbHOCmel, d maKdice
MeOUYUHCKO20 NCuxonoza noxazamwsl nayuenmam c bB, umerowum napywenus ¢ynxkyuu opyeux

Oop2aHoe6 U cucniem.



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

IToxa3anusi AJis IJIAHOBOM roCNUTAJIU3AIUN:

- MPOBEJICHUE TUATHOCTHUKHU U JICUCHUS, TPEOYIOMNX KPYTIIOCYTOYHOTO MEIUIIMHCKOTO HAOTIONCHUS;
- COCTOsIHME, TPEOYIOIIee aKTUBHOTO JICUEHUS U KPYTIIOCYTOYHOTO MEAUITMHCKOTO HAOIIOICHHUS;

- COCTOSIHHE, TPEOYFOIee TPOBEACHUS BRICOKOTEXHOJIOTHIHBIX METOIOB JICUCHUS,

- OTcyTcTBHE BO3MOXKHOCTH oOecrneyeHuss @3T B amOynaropHbIX M CTalMOHAP 3aMENIarOUIUX

YCIIOBUSIX;

- HEOOXOJUMOCTh MPOBEJEHHUS PA3JIMYHBIX BHUJIOB SKCIEPTU3 WM OOCIENOBaHUSA B MEAMIIMHCKON
OpraHu3allid TpH HEBO3MOXXHOCTH IMPOBENCHUS HX B aMOyJIaTOPHBIX YCIOBHSIX, TpeOyIOMMX

TUHAMHYECKOTO HaOMIoAeHUS (B TOM YHCiIe 0hopMIICHUE 3aKII0UeHUS (penepaqTbHOTO KOHCHINYMa).
I[Moka3anus 1 IKCTPEHHOM IOCMUTAIU3ANNN:

- OCTpBIC 3200JICBaHHUS;

- 000CTpeHUsI XPOHUYECKUX O0JIC3HEH;

- OTpaBl€HUS M TPaBMbl, COCTOSHUS, TpeOylOlllMe WHTEHCUBHOW Tepanmud W TepeBoja B
peaHMMallMOHHBIE OTAEJICHHUS WIM OTHCJICHHUS WHTEHCUBHON Tepanuu (B TOM 4YHCIE MNOOOYHBIE
peaKiMu, MPOUCXOAIINE B Mpolecce UHPY3UH WIM B TeUeHHE CYTOK npoBeaeHust unpysuu O3T, u
JIpYrue YrpOXKAIOUIME MKU3HU OCTPbIE COCTOSHUS), a TaKke KPYNIOCYTOYHOTO MEIUIMHCKOTO

HaAOJIIOICHUM U MIPOBEJICHUSI CTICIIMATIbHBIX BUJIOB 00CIIETIOBAHUS U JICUCHUS.
IToka3zaHus K BIMUCKE MALMEHTA U3 MEIULIMHCKOU OPraHu3alum:

- OTCYTCTBHE YTPO3bl )KU3HH NALUCHTA;

- OTCYTCTBHE YTPO3bI Pa3BUTHS OCIOKHEHUH, TPEOYIOMIMX HEOTIIOKHOTO JICUCHNS,

- CTa6I/IJII/ISaI_II/I${ COCTOsAHHUSI M OCHOBHBIX KJII/IHI/IKO-.Ha60paTOpHBIX MoKazareje IaToJI0ru4ecKoro

mnponecca 1o OCHOBHOMY 3a6OJ'IeBaHI/IIO;

- OTCYTCTBHC H€O6XOI[I/IMOCTI/I B IIOCTOSHHOM Bpa‘-I€6HOM U KpPYNNIOCYTOYHOM MCIUIMHCKOM

HaOJIIOICHUH TI0 OCHOBHOMY 3a00JI€BaHHIO;

- H606XOI[I/IMOCTI/I nepesoaa ImanuceHTa B JpPYIryro 6OJ'II>HI/IHy WK  YYpPCIKACHUEC COIHUAJIbHOT'O

obecrnieueHusl.
IIpuHIUNBI Oprauu3auvu MeIMIUHCKONH nmomouu naguenram ¢ JJJIKJI

ITocranoBka guarnoza [[JIKJI cTaBUT MHOTO BOIPOCOB MEPE] POJCTBEHHUKAMH MAlUEHTA U IEpPEN

crnenuajainucraMu, pa60TaIOH_[I/IMI/I C TAKMMH INalTUCHTaMMU. MHOTO4YHuCIICHHBIE HpO6HeMBI, BO3HHUKAIOIIMUEC



npu OOHApY)KEHUH W Pa3BUTUU 3a00JIeBaHUS, JUIsI PEHICHUS KOTOpPBIX TpeOyeTcss rpamMoTHas
OopraHu3anus Ipolecca NOMOIIU MPU Y4aCTHU MYJIBTUAUCUUILIIMHAPHON KOMaHIbl CIIEIIUATIUCTOB U

COOI0ZICHNE OCHOBHBIX IIPUHITUIIOB U MOAXOI0B K €€ OKa3aHHIO.

I[aHHI)Ie MMPUHIUIIBI JOJIZKHBI CO6J'HOI[3.TI>C}I Ha JII000M 3Tare OKa3aHus Me,Z[I/IHI/IHCKOﬁ IIOMOIIM, KaK B

MOMCHT IIOCTaHOBKH JHAIrHO3ad, TaK U Ha JIFOOOM dTare Ha6HIOIICHI/I${ nanucHTa.

1) IMamueHT W ero mMpeACcTaBUTEIN JOJKHBI MOJIy4YaTh MOJHYI0 HHGPOpPMAIMI0O O 3a00JIeBaHUU, €TO

TCUCHUU, ITIATOTCHEC3C, ITPOTHO3aX, OCIIOKHCHUAX U MCTOAaX BO3MOKHOM TCpalinu.

2) Huarno3 /JJIKJI mompa3zymeBaeT BO3MOXKHOCTb OKa3aHHS IEPBUYHOM, CHEUUATM3UPOBAHHON U

MaJJIMaTUBHOM IMOMOIIMA Ha BCEX ATamnax 3a00JICBaHus.

3) Ilpu nocranoBke auarnosa JJIKJI cembsi momkHa ObITh HampaBlieHA K CIECIHUAIUCTY, UMEIOIIEMY
OTBIT palOTHI C MAlMEHTaMH C 3TUM 3a00JIeBaHHEM, 00JaAaroIeMy COBpPEeMEHHONW WHGOpMAIHME o
TEUEHHUH 3a00JI€BaHUS U BOBMOXKHOCTU YYacCTHUs B KIIMHUYECKUX UCTIBITAHUSAX (HOBBIX JIEKAPCTBEHHBIX
MpenaparoB W/WIK TEXHUYECKUX YCTPOUCTB). Takxke Ba)KHBIM SIBJISIETCS MH(OPMHUpPOBAHUE CeMEN O

CYIIECTBYIOIIUX OOIIECTBEHHBIX OPTaHU3aAIMAX, pA0OTAIOIINX C ATOM TPYNION MAIMEHTOB.

Oco0eHHOCTH OpraHM3aluM MEAULHUHCKON IMOMOIIM NanueHTaM ¢ HHpaHTHIBbHON ¢opMoit
JJIKJI (boJsie3nbio Boiibmana)

VYuutsiBast ObICTPBII XapakTep nporpeccupoBanusa bB, Bce 1eTu ¢ JaHHBIM TUAarHO30M HYKJAIOTCS B
CTAllMOHAPHOM HaOJIIOCHUH, IPU HEOOXOJUMOCTH - C MEPEBOIOM B PEAHMMAIIMOHHOE OT/EJIEHUE, B
KOTOPOM IIPOBOJUTCS JIEUEHUE TSXKEJION MpOrpeccupyroeil NeYeHOUHONH HEeJJOCTAaTOYHOCTH COIVIACHO

COOTBCTCTBYIOIIHUM KIMHUYCCKHUM PECKOMCHAAIIUAM.

- Ilpu BB mamuweHToB HAOMIOMACT Bpav-racTPOIHTEPOJIOT (W/WIM Bpad-TIeANATp), a TAKXKe Bpad-
TCHETUK, HeOOX0[MMa KOHCYJIBTAIMS Bpada-IueToJIoTa ¢ IeIbI0 Ha3HAUCHHSI HU3KOXKHPOBOW JHETHI, a
B psJie CUTyalluid U MapeHTepajibHOro nutanus.) [2,15]. Tlokazanbl KOHCYAbTAllMS Bpaya-KapauoJora
(Bpaua-kapauoJyiora JETCKOT0) C IIEJbI0 OLIEHKHM HapYIICHHH CEepIeYHO-COCYIUCTON CHCTEMbl U
HazHadeHwus gedenus [2,13,15,20,26], koHCymbpTamus Bpada-3HI0KPHUHOJIOTA C TIEIbI0 OIICHKH (DYHKITIU
HAJIIIOYEYHUKOB Y CBOEBPEMEHHOTO Ha3HAYEHUSI TOPMOHO3aMECTUTEIIBHOW Teparuu, Bpaya-HEBPOJIOra
C IEJIBI0 OLIEHKU HApYIICHUH CO CTOPOHBI HEPBHOM CHUCTEMBbI, Bpaua-TPAHCIUIAHTOJIOTA TIPU HAJUYUU
MOKa3aHWUN JUIsl TPAHCIUTAHTAIIMN TIeYCHU. B KU3HEYrpOXKaIOMUX COCTOSHHUSX HEOOXOIUMO yJacTHE

Bpaya-aHEeCTE3N0JI0ra-peaHMaToIIOTa.
Oco0eHHOCTH OpPraHu3anuu MeIUuIMHCKON noMoin nanuearam ¢ BHIX

IIpn BHDX nanueHToB HaAOMIOMAET Bpady-raCTPOIHTEPOJION, Bpad-TEPareBT (W/WIH, B JIETCKOU
MpaKkTUKe, Bpad-MeIuarp) Uik Bpad oOIIel npakTuku (CeMeHblii Bpad) B cpeaHeM, 1 pa3 B 6-12 mec.
(B COOTBETCTBUHU C TSKECTHIO COCTOSIHHS) MOKA3aHO KOMILUIEKCHOE oOcienoBaHue amOyiaaTopHO, B

YCIOBHAX THCBHOT'O CTalKOHAapa 1 B MHOI‘OHpO(l)I/IJ'IBHLIX craguoHapax.

A Takxke Bpau-Irc¢HCTHUK, HGO6XOIII/IMa KOHCYJIbTAIlUA Bpada-AUCTOJIOTa C LCJIbIO HA3HAYCHUS

HU3KOXKHPOBOM uEThl (MOAOOp CHEeNUaTU3UPOBAHHON TUETHI C OTPAHUYCHUEM >KUBOTHBIX >KUPOB)



[2,15], KOHCyNbTaLMs Bpada-KapauoJiora (Bpada-KapauoJiora JI€TCKOro) ¢ LeJbi0 OLEHKH HapyUIeHUI
CEp/ICUHO-COCYAUCTOM CHUCTEMbl M Tepanmuu (OLIEHKAa COCYIMCTOrO pHUCKA, HA3HAUYCHHUE JICUCHUS)
[2,13,15,20,26], koHCyJabTalusi  Bpaya-TPAHCIUIAHTOJOTA MOpPU  HAJIWYUM  TIOKA3aHUU ISt
TPaHCIUIAHTAIIMK TICUCHH. B JKU3HEYTPOKAIOIIMX COCTOSHUAX HEOOXOAMMO YydacThe Bpada-

AHCCTC3MOJIOTa-p€annumarojiora.

I[pyrne CIICHUAJIMUCTBI JOJIKHBI IIPUBJICKATHCA IO MCPC BO3ZHUKHOBCHU S CHGHI/ICI)I/I‘IGCKI/IX HpO6J'IeM.



7. JlonosiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSIHMA)

[Iporro3 mpu BHOX 3aBucur oT BO3pacta MaHudecTanuu 3a007€BaHUS W BBIPAKCHHOCTH
KIIMHUYECKUX MposiBliecHUH. CBOEBpEMEHHAsl IMArHOCTHKA M Ha3HAYEHUE MaTOT€HETUYECKOW Teparnuu
HA PaHHUX CTaJUAX 3a00JIeBaHUs OMpeesieT OJaronpyusaTHBIM MPOTHO3 U YIYUIIaeT KaueCTBO JKU3HU

nereit ¢ BHOX, npenorBpaias pa3BuTre HUppO3a MEYEHU.

IIpu wunbpantuneHoit ¢Qopme JIJIKJI (Oonesnn Bonpmana) 0e3 mnposenenus O3T mnporHos

HEOJIaronmpUsTHBIN (JIETAJILHBIA UCXOJ] B BO3PACTE /10 6 MECSAIICB).



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

TP OKa3aHUU CHCHI/IaHHSI/IpOBaHHOﬁ MGHHHHHCKOﬁ IIOMOIIH

Kpurepuu kauyecrsa npu bB

Kputepuun kauectBa OueHKa BbINOJIHEHUS

BbinonHeHo onpeaenieHMe akTUBHOCTM JIM30COMHOM KUCOM Oa/ Het
nnna3bl B N4THax BbICYUJEHHOVI KpoBU WK J'Ief/'IKOU,I/ITaX
nepudgepunyeckon KpOBU n/vinn MOJIEKY/ISIPHO-
reHeTuyeckoe nccnenoBaHue (BbisiBNEHME MyTauui B reHe
LIPA) (Nnpu nocTaHOBKe AMarHosa)

HasHaueHa  depMeHTHas  3aMecTuTenbHas  Tepanus [a/ Het
npenapatoMm cebenunasa anbda** npum  OTCYTCTBMMU
npoTuUBOMNOKa3saHni

BbINONHEHO  yNbTpa3BYKOBOE  WUCCNeNO0BaHUs  OpPraHos Oa/ Het
6plowHON  nonoctu  (KOMMAEeKCHoe) UM AynieKCHoe
CKaHWpOBaHWE COCYA0B MeyeHu

BbinmonHeHo  ynbTpa3BykoBoe  uccnegosaHue  (Y3W) Oa/ Het
6ptowHoOM  nonoctn  (yNnbTpa3ByKOBOE  WUCCefoBaHue
opraHos 6proLHown nosiocTn (koMnneKkcHoe)) 7
3abplOWNHHONO npocTpaHcTBa (B T.4., Y/bTpasByKoBOE
nccrneaoBaHve HaaAnoYeyYHUKOB)

[MpoBeaeHa KOHCyNbTaUMsa Bpada-reHeTuka [a/ Het

BbinonHeH aHanms KpOBU buoxnmmnyeckmnin na/
obweTepaneBTUYECKN (nccnepoBaHme YPOBHS HeTt
XONEecTepuHa, XoJieCTEpUHA JIMMOMPOTENHOB  BbICOKOM
NMAOTHOCTH, X0onecTepuHa NIMNOMNPOTENHOB HU3KOM
NJOTHOCTW, Tpurnuuepmaos, obwero 6enka, anbbymuHa,

obuwero 6unupybuHa, 6unnpyburHa CBSI3@aHHOIO
(KOHBIOrMPOBAHHOTO), 6unnpybuHa csobonHoro
(HEKOHBIOTMPOBAHHOTO), onpeaeneHve AKTUBHOCTU

acnaptaTaMnHoTpaHcdepasbl, anaHMHaMMHOTPaHcdhepasbl,
ramMma-ralTamunTpaHcdepasbl Npu  AMArHOCTMKE W B
npouecce AncnaHcepHoro HabnoaeHns

Kpurepuu kayecrsa npu BHIX

o OueHka
N2 Kputepun kauecrBa BbINONHEHNS
1. BbinonHeHo onpeaeneHve akTUBHOCTU JIN30COMHOW KUCOM nvMnasbl B MATHaX BbICYLIEHHOW KPOBWU WK [Oa/ Het
neikoumtax nepueepuHeckon KpoBu W/WUIM MONEKY/ISAPHO-FEHETUYECKOE UCCefoBaHne (BbisBieHUE
MyTauun B reHe LIPA,) (Npn NocTaHOBKe AMarHo3a)

2. HasHaueHa depMeHTHas 3aMecTuTenbHas Tepanus npenapaToM cebenunasa anbda nNpu OTCYTCTBUMU Oa/ Het
NpoTUBOMOKa3aHui

3. BbinonHeHa peructpaumnsa anektpokapanorpammbl (OKIM) kaxable 1-2 roaa Oa/ Het

4. BbinonHeHO npoBeaeHne axokapanorpadum (3XO-KIM) kaxable 1-2 roaa Oa/ Het

5. BbinoNIHEHO npoBeAeHWEe ynbTpa3ByKoBOro uccrnegsosaHus (Y3W) 6prowHoi nonoctn (ynbTpa3ByKoBoe Oa/ Het
nccnenoBaHMe  OpraHoB  OplOWHOM  MOMOCTM  (KOMMIEKCHOE)) U 3abplWMHHOIO  MpOCTPaHCTBaA,
AYNNEKCHOro CKaHMpOBaHUSA COCYAOB neyeHu (AynneKCHoe CKaHMpOoBaHWe COCYyAOB renatobunnapHon
30Hbl), AYMJIEKCHOr0 CKAHMPOBaHWS COCYL0B CeNe3eHKU

6. [poBeaeHa KoOHCynbTaUMsa Bpada-reHeTuka Oa/ Het

8. BbINosIHEH aHanu3 KpoBu GMOXMMUYECKMIA obLleTepaneBTUYeckuini (MCCNeaoBaHne YpoBHSA XONIecTeprHa, Oa/ Het
XONecTepuHa MNONpoOTEMHOB BbICOKOW MMOTHOCTM, XONecTepuHa MMNONPOTEMHOB HU3KOW MIOTHOCTH,
Tpurnuuepmaos, obwero 6enka, anbbyMuHa, obwero 6unmpybuHa, 6GunmpybuHa CBA3aHHOrO
(KOHBIOrMPOBAHHOIO), 6VIJ'IMpy6MHa csBobogHoro (HeKOH'b}OFVIpOBaHHOFO), onpeaenieHne aKTUBHOCTU
acnaptatamMmHoTpaHcdepassbl, anaHMHaMUHOTpaHcdepassbl, ramMma-raTamMmuaTpaHchepasbl) npu
AMarHoCTUKe U B Npolecce ANCNaHCepPHOro HabnoaeHus, B cpeaHeM, Kaxable 3-6 Mecsales

9. BbinonHeH o6wmin (KIMHMYECKMn) aHanus3 KpoBWM pa3BEpPHYTHIN (€Cn He NpOBOAUCS B NMpeallecTBytowme Oa/ Het
6 MecsaueB)
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

1. AnucumoBa HMura BaammoBHa, K.M.H., 3aBeAyOllas OTIEIOM OpraHU3alMd MEIULIHHCKOU
nomotu-ppad-reieTuk @PI'bHY «Menuko-renernuecknii HaydHsld LIEeHTp HMM. akajgemuka H.IIL

EO‘-IKOBa», YJICH Accounam/m MCIUIMHCKUX I'CHCTHUKOB.

2. AuberoBa Mapuna beyepOueBHa, K.M.H., 3aBeAyloUlasi KOHCYJbTaTUBHO-IEAUATPUUECKUM
ornenenueM otaena [lemuarpum ®I'BY «HMMUL] akymiepcTBa, THHEKOJIOTUM W MEPUHATOJIOTUN HM.

Ak. B.M. KynakoBa»

3. baraesa MayieHa JHBepPOBHA, K.M.H., CTApIIMN HAYYHBINA COTPYIHUK OTIEICHUS MEeIUaTPUIECKON
racTpo3HTeposioruy, renaronorun u jauerorepanuu  Kinmankn @OI'BYH "OUIL[ nuranus un

ouorexHosorun"

4. baiinakoa T@'agumna BukTopoBHa, K.0.H., BEIyIIMi HAyYHBIH COTPYIHHUK JabOpaTopuu
HacJeACTBEeHHbIX Oosie3nerr ooMena ®I'BHY "Menuko-reHeTH4ecKuil HayuyHbIN [IEHTP WM. aKaJeMUKa

H.I1.bouxoBa", unen Poccuiickoro o01mecTBa MEIHUIIMHCKUX TCHETHKOB.

5. bapanoB AJjekcanap AJiekcanapoBuu, akaaemuk PAH, mnpodeccop, a.m.H., ITloueTHbrit
[Ipesunent Coroza neauarpoB Poccun, coBetHuk pykooautenss HUM neguarpuu u oXpaHbl 310pOBbS

nereit LIKb PAH, rmaBHbIi BHEIITATHBIN crieluanucT neguatp Munszapasa Poccuu.

6. Bamakmanze Haro JlxymOepoBHa, 1.M.H., 3aBeAymolias oOTAenoM peakux Oonesneit HUU
nenuarpuu U oxpansl 310poBbs gereit [IKb PAH, unen Coro3a nequarpoB Poccun

7. BumineBa EjieHa AsnlekcaHapoOBHA, /1.M.H., 3aMeCTUTENb pykoBoauteld no Hayke HUM nenuarpun
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dakynerera ®I'6OY BO «PHUMY um. H.U. ITuporosa» Munsnpasa Poccuun
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VYuusepcuterckas Knununueckas bonbauna Ne2, ®I'AOY BO «Ilepsbiit MI'MY um. .M. CeuenoBa»
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Hay4HbIl LeHTp uM. akaaemuka H.I1. boukosa ", IIpe3uneHT Acconuanuu MEIUIIMHCKUX T€HETHKOB
(AMI).

17. JlaBpoBa AJjuia EBrenbeBHa, [.M.H., IJIaBHbIM HAay4yHbId COTPYAHMK, Bpad BBICIIEH
KBATM(UKAIIMOHHON  Kareropun 1o cnenuainbHocty  “llemmarpusa”, 3aBeayrommi 2-M M
MEANATPUYECKUM OTAeNieHneM ¢ MeaunuHckon peadbunurauuend, PI'BOY BO  «llpuBomxckuii

HCCIEN0BATEeNIbCKU METUIIMHCKUI YHUBEpcUTET» M3 PD

18. Marunsan MpuHa AjekcaHJApOBHA, K.M.H., HAyYHbId COTPYJHUK OTIEJICHHUS IEIUAaTPUUECKON
racTposHrepojoruu, renaroysorud u auerorepanuu Kinuauku OI'BYH "OUIl[ nutanus wu

ouorexHoiaorun"

19. MuxaiioBa Ceeriiana BuraabeBHa, 1.M.H., 3aBenyromas otraeineHuem DPI'BY «Poccuiickas

Herckas Knuanyeckas bonbauna» M3 PO.

20. Hama3zoBa-bapanoBa Jleiinia CeiimypoBHa, akaaemuk PAH, mpodeccop, n.m.H., Ilpe3uaenr
Coroza meamarpoB Poccuu; mact-npesunent EPA/UNEPSA; pykoBomutens HUW nenuarpun u
oxpanbl 3mopoBbsi geteit IIKb PAH, 3aBemyromas kadeapoit daxynpreTckoil meauarpuu
neauarpudeckoro (axynsrera ®I'bOY BO «PHUMY um. H.U. IlTuporoBa» Munzapasa Poccun,

IJIaBHBIM BHEIITATHBIN IETCKUH CHEHANNCT 10 NpoduaakTuyeckoit menuurue Munsapasa Poccun

21. MamkoBa Hpuna EBrenbeBHa, K.M.H., 3aBeAyrouias nenuarpuyeckuMm otaeneHuem DOI'bBY
"HMUILL TUO num. ak. B.1. lllymakosa" M3 PO



22. Ilerpsiikuna Enena EdumoBna, n.m.H., aupexktop PAKb ®I'AOY BO PHUMY wum. H.U.
[TuporoBa Munznapasa Poccun, npodeccop kadenpsl GakyIbTeTCKOW MeIUaTPUN NEAUATPUUECKOTO
¢akynereta PHUMY wumenu H.U. Iluporosa, mpodeccop kadenpsl moka3zaTelbHOW MEIULIUHbI
MeauuuHckoro uHctutyta PYJIH, I[naBHBIM BHEWITATHBIM CHENUAIMCT JCTCKUK HSHJIOKPHUHOJIOT

I[enapTaMeHTa 3ApaBOOXpPaHCHUS Ir'Opoaa MoCKBBI

23. llepBynuna Tarbsina MuxaitjioBHa, K.M.H., Jlupexktop MHCTUTYTa NMEPUHATOIIOTMHU U NEIUATPUH,
OI'bY HMUI] um B.A. Anmazoa M3 PO

24. IleyvatnukoBa Haranbsa JleoHMA0BHA, Bpay-HEBPOJIOT, 3aBEAYIOIIMI OTAEIeHuEM, MOopo30BCKas
JAI'KB JI3M

25. Penmna Caeriiana AdganacbeBHa, K.M.H., Bpau-reHeTuk DI'BHY «Meauko-renernueckuii
HaydyHbId TIeHTp uM. akagemuka H.II. boukoBa», wmen Poccuiickoro ooOmecTBa MEIUITMHCKUAX

T'€HETHUKOB, YJICH ACCOHI/IaHI/II/I MEANIINMHCKUX I'CHETUKOB.

26. Ceaum3sinoBa JInimuss PoOepTroBHa, K.M.H., Beqymuil HayuHblii corpynauk HUW nenmarpun n
oxpanbl 3710poBbsa neteit [IKb PAH MunncrepctBa Hayku u BbIciero oOpasoBaHusi Poccuiickoi
®denepanuu, noneHT kKadenpsl nenuatpun U nerckoil pesmaronoruu GIAOY «IlepBeiit MIMY nwm.

.M. CeuenoBa» Munzapasa Poccun (CeueHOBCKHIT YHUBEPCUTET)

27. CkBopuoBa Tamapa AmnjapeeBHa, K.M.H., [JIaBHbI BHEIITATHBIA JETCKUM CHEHUAIUCT
ractposHreposnor JlemaprameHnta 3apaBooxpaHeHuss TI. MockBa, pykoBogutenb lleHTpa npeTckou
ractposHTepoiorun u lLlentpa B3K, 3aBenyromas otxaeneHuem ractpol3Hteponorun ['BY3

«Mopo30BcKas AeTCKasi TOpojACKas KiuHuYIeckas 6oapHuIa J[3M»

28. CrpokoBa Tarpsna BuxkropoBHa, a.M.H., npodeccop PAH, 3aBenyromas otaeneHuem
MEeIMATPUYECKOM TacTpOdIHTEPOSIOrur, remaronorun u auerorepanuu Knunuku @OI'BYH "OUI]

MUATAHUA U OMOTEXHOIOTHUM"

29. Cyo0orun Amutpuit MuxaiisioBud, Bpau-reHetuk PI'bHY «Menuko-reHeTH4ecKuil Hay4HbIN

neHTp uM. akagemuka H.I1. boukoBay, wieH Accounanuu MEAUIMHCKUX T€HETUKOB.

30. CypkoB Anapeit HuxkosiaeBu4, J1.M.H., 3aBEAYIOIIUNA TaCTPOIHTEPOIOTUYECKUM OTACIICHUEM C

renarosiornyeckoit rpynmno ®I'AY «HMMUL] 3nopoBbs aeteii» Munzapasa Poccun

31. TymanoBa Esena JleonmmoBHa, 1.M.H., ipodeccop, 3aBeayromas kKadeapol MmaToJorudeckon
anaromuu ' bOY BIIO «PHUMY nm. H.U. IIuporosa Munzapasa Poccun»

32. umbanoBa Exarepuna l'eoprumeBHa, K.M.H., BHemTaTHbI creuuaauct M3 MO-rnaBHBIM
netckuid ractposnreposior MO, wiien Coro3a neauarpoB Poccun, unen aerckoid rpymnmnsl Poccuiickoro

oOmecta o uzyuyenuto B3K.

IIpeacraBure/ib NAMEHTCKUX COO0IIECTB!



33. Iorocsn Henau CepreeBHa — mpeactaButenb Bcepoccuiickoro oobmectBa opQaHHBIX

3200JI€BaHU M

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

HCO6XOI[I/IMO O6HapOI[OBaTI>.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Hacrosimue pexoMeHmanuu NpeIHa3HAauYeHbl ISl NMPUMEHEHUS MEIWLIHMHCKUMHU OpPraHU3aLUsSMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX ¥ MYHUIUNAIBHBIX OPraHoOB yIPABIICHUS
3[paBOOXPAHEHUEM, CUCTEM 00s3aTEIBHOTO M TOOPOBOJBLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYyTUMU
MEAMIMHCKAMU OPraHU3alUSIMH  Pa3IMYHBIX OPraHU3aLMOHHO-NIPABOBBIX (OPM JESATENBHOCTH,

HANPAaBIICHHOW HA OKa3aHUE MEIUIIUHCKOW MTOMOUIH.

Hacrosimiye pexoMeHJaluy yCTaHaBIMBAKOT BUbl, 00b€M W HHIUKATOPBl KauyeCcTBa MEIULIMHCKOU
nomouu nauuentam npu JJIKJI u Obum pacemorpensr 1-2 urons 2018 roga B pamkax Hayuwo-

npakTudeckoro koHrpecca «Opdanusie 0one3nm» B Mockae.

Knuanueckue pekoMeHAauy CO3/1aHbl Ha OCHOBAaHWUU CHCTEMAaTHYEeCKOro 0030pa nureparypbl 1992-
2019 rr. Medline (Pubmed version), Embase (Dialog version) m Cochrane Library databases
COBPEMEHHBIX MEXKIyHAPOJHBIX KIIMHHYECKUX PEKOMEHJAIUI 110 JUArHOCTHKE, JICUCHUIO U BEIACHHIO

IHanucHTOB C METa00INUYECKUMHU OOJIE3HIMU.

I[e(l)I/ILII/IT JIM30COMHOM KHCJIOM JHIa3bl OTHOCATCS K p€aAKUM HACJIICACTBCHHBIM 3360J’I€BaHI/I$IM, qTOo
HCKIO4YacT BO3MOXHOCTbH MMPOBCACHUA OOJIBIITUX KOI'OPTHBIX n pPaHAOMHU3UPOBAHHLBIX
KOHTPOJHMPOBAHHBIX I/ICCJ'IGILOBaHI/Iﬁ U i1 CO3JaHusA TIPOTOKOJIOB JHWATHOCTHKH W TCpallnu
HCIIOJIB3YIOTCS JIMIOb TCMATHUUYCCKHC HCCICAOBAHUA ISKCIICPTOB, OHY6JII/IKOBaHHBI€ B IIOCJICAHHUC Ba

JACCATHUIICTHA.

OI_[CHKa Kadye€CTBa AOKa3aTCJIbCTB W CHJIbI pCKOMCHI[aI_[I/Iﬁ MNMPUMCHCHUA MCOAUIMHCKUX TEXHOJIOT UM

MPOBOAMIIACH B COOTBETCTBUU C YHU(DHUIIMPOBAHHOI 1IKAJIOHN, MPUBEAECHHOM B Tabmumax 1-3.

IlesneBasi aytuTOPUsi JAHHBIX KJIMHUYECKHUX PEKOMEHIAIUii:

[E—

. Bpaun o6mieii BpaueOHOM MpakTUKK (CEeMEHbIC Bpaun);
2. Bpauu-niequarpsl;

3. Bpauu-racTpo3HTEpoJIory;

4. Bpaun-TepareBThl;

5. Bpaun-reneTuku;

6. Bpauu-naboparopHble T€HETUKH;

7. Bpaun-kapauonoru;

8. Bpaun-nerckue KapJInoJiory;

9. Bpauu-HeBposoru;

10. Bpaun-peHTreHosoru;



11. Bpaun ¢pyHKIIMOHATEHON TUATHOCTUKH,
12. MeauIuHCKHE TICUXO0JIOTH;

13. Crynentsl MequuuHckux BY30B;

14. OGyuaromuecs B opAuHAType.

Taomuma 1. Illkana omenku ypoBHeH npoctoBepHOCTH JokazarenbcTB (YJ) s meronos

JMArHOCTUKH (JIMarHOCTUYECKUX BMEIIATEIHCTB)

yan PacwundpoBka

1 Cuctematnyeckne 0630pbl  MccnenoBaHuii C  KOHTponeMm pedepeHCHbIM MeTOAOM WAW  CUcTeMaTudeckuin  063o0p
pPaHAOMU3NPOBAHHbBIX KIIMHUYECKUX UCCNef0BaHMM C NPUMEHEHWEM MeTa-aHanusa

2 OTaenbHblEe MUCCNefoBaHUS C KOHTpPOsieMm pecbepeHCHblM METOAO0OM WNN OTAENIbHbIE PaHAOMU3NPOBAHHbLIE KJIMHUYECKNE
nccneaoBaHnda M cucrteMmatTunyeckue 0630pr nccnepoBaHnii noboro AN3aMHa, 3a WUCKIKYEHMEM PaHAOMU3NPOBAHHBbIX
KINNMHNYECKNUX nccnegosaHnm, C nppuMeEHEHNEM METa-aHann3a

3 NccnepoBaHusa 6e3 nocnenoBaTesibHOroO KOHTpOJSIA pecbepeHCHblM METOAOM MU UccneaoBaHunda C pecbepeHCHblM METOA0M,
He ABNALWwnMca He3aBUCUMbIM OT nccneagyemoro Metoaa unianM HepaHAOMU3UPOBAHHbIE CpaBHUTENIbHbIE NCCIea0BaHNA, B
TOM 4YUC/lE KOTOPTHbIE nccnegoBaHus

4 HecpaBHUTENbHbIE NCCNEAOBaHUA, ONMCaHUE KIMHUYECKOro Crly4vas

5 MNmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AEeNCTBUS WU MHEHMEe 3KCNepToB

Tabamuma 2. [llkana oOLEHKHM YypOBHEM JOCTOBEpHOCTH JokazarenbcTB (YIIJI) nns meronos
NpoHIAKTUKY, Je4eHus U peaduimutanuu (mIpouiIakTUYeCcKuX, Je4eOHBbIX, PeadMIUTAIIMOHHBIX

BMEIIATEIbCTB)

yaan PacwuundpoBka

1 CucrtemaTtuyeckunii 063op PKW ¢ npumMeHeHnem meTa-aHanmsa

2 OtpenbHble PKU 1 cuctematmdeckme 0630pbl nccnenoBaHuii noboro aAmsarnHa, 3a uckitodeHmeMm PKU, ¢ npuMeHeHunem
MeTa-aHanusa

3 HepaH4OMU3MPOBaHHbLIE CPABHUTESIbHbIE UCCNIEA0BAHUS, B T.4. KOrOPTHbIE MCC/IEA0BaHUS

4 HecpaBHWTENbHbIE WCCIEAOBAHUS, OMUCAHWE KIIMHWYECKOrO C/lydasi WM CEPUM CIyYaeB, MWCCEf0BaHUS «Crydai-
KOHTPOJIb»

5 MMeeTca nuwb 060CHOBAHME MexaHW3Ma AEeNCTBMA BMellaTeNbCTBa (AOK/IMHUYECKME WCCIEA0BaHWUA) WM MHEHUE
3KCNepToB

Ta6aumuna 3. Illkana omeHku ypoBHEH yoOemuTenbHOCTH pekoMeHmanuid (YYP) mis meromos
npo(UIAKTUKY, [UAarHOCTHKH, JIeYEeHUs U peadunurtauuu (MpouiIakTUYECKUX, AMArHOCTUYECKHUX,

ne4eOHBIX, peaOUIUTAMOHHBIX BMEIIATEIHCTB)

YYP PacwuundpoBka

A CunbHasi pekoMeHaauus (Bce paccMaTpvBaemble Kputepun 3ddeKTUBHOCTM (MCXOAbl) SIBASIOTCA BaXKHbIMK, BCe
NCCNefoBaHUsA MMEKT BbICOKOE WM YAOBMETBOPUTENLHOE METOAOSIONMUYECKOEe KayecTBO, UX BblBOAbl MO MHTEPECYHOLMUM
ncxonam SIBNAOTCS COrnacoBaHHbIMM)

B YcnoBHaa pekoMmeHzauus (He BCe paccMaTpuBaeMble KpuTepum 3PheKTUBHOCTM (MCXOAbl) SBASAIOTCSA BaXHbIMWU, HE BCe
nccnefoBaHUs  MMEKT BbICOKOE WAW  YAOBAETBOPUTENbHOE METOAO0N0rMYyeckoe KaydyectBo W/UAWM  UX  BbIBOAbI MO
MHTEPEeCYOLWNM NCXOAaM He SBSIOTCSA COr/laCoBaHHbIMM)

C Cnabass pekoMeHgauusi (OTCYTCTBME [l0Ka3aTesNIbCTB HaA/exallero KayectBa (BCe paccMaTpyBaeMble KpuTepuu
3 PEKTUBHOCTU (MCXOAbl) ABMAAKTCA HEBAXHbIMU, BCE UCCNEA0BAHMSA MMEKOT HM3KOE METO0/I0MMUYECcKoe KayecTBo M UX
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM He ABJIAITCA COrMacoBaHHbIMMK)




IMopsiiok 00HOBJIEHNSI KJIMHUYECKUX PEeKOMeHIaluid.

MexaHu3m OOHOBIIEHHS KIMHMUYECKUX PEKOMEHJAIUN MpelycMarpuBaeT HUX CHCTEMATHYECKYIO
aKTyaln3alfio0 — He peXe 4YeM OJWH pa3 B TPHU TO/a, a TaKXKEe MPHU TMOSIBICHUH HOBBIX JAHHBIX C
NO3UIMK JI0Ka3aTeJIbHONM MEIUIMHBI [0 BONPOCAM JHWAarHOCTUKM, JIEUEHHUs, NPOPHUIAKTUKUA U
peadbmIUTalMi KOHKPETHBIX 3a00J€BaHUM, HAIMYUU OOOCHOBAHHBIX JIONOJHEHUI/3aMeUaHnil K paHee

yTBepxkAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

1. ®enepanbublil 3akoH "OO OCHOBax OXpaHbI 370poOBbs rpaxkaan B Poccuiickoit denepanun" (N
323-®3 or 21.11.2011).

2. Ilpuxkaz MunzapaBa Poccun ot 21.04.2022 N 274n "OO ytBepxaenuu Ilopsimka okazaHus

MEIUIIMHCKON IMTOMOIIM MAIMeHTaM C BPOXKJIECHHBIMU U (MJIM) HACJIEICTBEHHBIMU 3a00JI€BaHUSAMU " .

3. I[Ipukaz MuHUCTEPCTBA 3/IpaBOOXPAHEHUS U colaibHOro pazputusi PO ot 16 ampens 2012 . N

366H "OO6 yrBepxaeHuu [lopsaka okazanus neguarpuyeckoil momomu"

4. [puka3z MunuctepctBa 3apaBooxpanenus: Poccuiickoit @eneparuu ot 12 Hosi6ps 2012 . Ne 906H
"O6 ytBepxkaenun llopsaka okazaHusi MEIUIMHCKOM TOMOIIM HACEJICHHIO M0 MPOQUITI0

"TacTpOIHTEPOIOTHS "

Nudopmanns o iekapcTBEHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcCHOBHbIe HOPMATHBHO-NIPABOBbIE  AKTbI, PperyJupyllHe OKa3aHue NAJLJIHMATHUBHOI

MeTUIMHCKON MOMOIIH

1. ®enepanbublii 3akoH "O BHeceHMH u3MeHeHUW B DenepanbHblii 3akoH "OO OCHOBAaX OXpaHbI
3M0pOBbsl TIpaxkaaH B Pocculickoii @eaepanuu” 0o BONpOcaM OKa3aHHWS MNaJUIMATUBHOMN

meaumHckor oMot ot 06.03.2019 Ne 18-D3.

2. [Ipuka3 MunznpaBa Poccun Ne 345n, Muntpyna Poccun ot 31.05.2019 Ne 372 «O6
YTBEPXKJICHUU TIOJOKEHHUSI 00 OpraHu3aliy OKa3aHWs MaJUTMAaTUBHOW MEIUIIMHCKON IOMOIIH,
BKJIIOYAsl TOPSIOK B3aMMOJEHUCTBUS MEIULMHCKUX OpraHu3alui, OpraHu3aluil COLMaJIbHOTO
oOciayKMBaHHSd M OOILIECTBEHHbIX OOBEIMHEHUM, WHBIX HEKOMMEPYECKUX OpraHu3aluii,

OCYIIECTBIISIIOIINX CBOIO IEITENLHOCTD B c(pepe OXpaHbl 3T0POBHS.

3. [Ipukaz MunznpaBa Poccum Ne 348n or 31 mas 2019 roma «OO0 yTBEepX IAEHUU MEpEUHs
MEIMLIHUHCKAX W3ACJIHM, NMPEAHA3HAYEHHbIX IS MOAJEPKAHUSA OPraHOB M CHCTEM OpraHu3Ma

YCJIIOBCKA, MPCAOCTABIACMBIX I UCITIOJIB30BAHUS HA JOMY».

4. Ilpuka3z MunzapaBa Poccuum Ne 5051 or 10 wumrons 2019 roma «O6 ytBepxkaenuu Ilopsaxa
nepefayd  OT MEIUIMHCKOM OpraHu3aludyd MalueHTy (€ro 3aKOHHOMY MPEACTaBUTENIO)
MEIUIIMHCKAX W3JEINi, MpeTHa3HAYCHHBIX A MoAAepkaHus (yHKUUNA OPraHOB U CHCTEM
OpraHu3Ma 4eJoBeKa, JJIsl UCIIOJI30BaHUS Ha JOMY IPU OKa3aHUM NAJJIMATUBHOM MEIMIIMHCKON

IIOMOILIN .

Hpoqne HOPMATHUBHO-IIPABOBbLIC NOKYMCHTBI, ¢ YY€TOM KOTOPbLIX paspaﬁoTaHm KIMHHUYECCKHE

PEKOMEHIAIINHA:


https://grls.rosminzdrav.ru/

1. ®enepanbubiii 3ak0H 0T 21 HOAOps 2011 . Ne 323-D3 «O6 ocHOBax OXpaHbI 30POBBS TPAKIAH B
Poccuiickoit @eaepanuu» (Codpanue 3akononarenscrBa Poccuiickoit @eneparyu, 2011 1., Ne 48,
CT. 6724);

2. MexnayHapoaHasi Kinaccudukanus O0JIe3HeH, TpaBM U COCTOSIHUH, Biustomux Ha 310poBbe (MKB
—10);

3. [Ipukaz M3 P® ot 20 nexabpst 2012r. Ne 11831 «OO0 yTBep>KICHUU HOMEHKIIATYPhI JOIKHOCTEH

MCANIITMHCKHUX pa6OTHI/IKOB nu q)apMaI_[eBTI/I'-IeCKI/IX pa6OTHI/IKOB»;

4. Tlpukaz MwunznpaBa Poccun Ne 103 ot 28.02.2019 . «O0 yTBep)KICHUHU TOPSIKa M CPOKOB
pa3paboTKN KIMHUYECKUX PEKOMEHAAlUH, HMX IMepecMoTpa, TUMOBOW (OPMBI KIMHUYECKUX
pEeKOMeHJaluii U TPEOOBAaHUN K UX CTPYKTYpE, COCTaBY U Hay4YHOI 000CHOBAaHHOCTH BKJIIOUAEMOM

B KIIMHUYCCKUC PCKOMCHIAINN PIH(i)OpMaI_II/II/I».

5. Ilpukaz MunzapaBa Poccum ot 13.10.2017 N 804n "OO yTBEepKIEHUM HOMEHKJIATYPbI

MEJIMIIUHCKUX yCIyT".

6. I[Ipuka3 MunucrtepctBa Tpyna u couuainbHoi 3ammutel PO or 27 asrycra 2019 r. Ne 5851 "O
KJIaCCU(PUKALMAX U KPUTEPUSAX, MCIOJIB3YEMBIX IPU OCYIIECTBIEHUM MEIUKO-COLUAIbHON
AKCHEPTU3bl TpakJIaH (eaepanbHbIMU T'OCYIaPCTBEHHBIMHU YUYPEKICHUSIMH MEIUKO-COLMAIbHON

AKCIIEePTU3HI";

CpaBHenue nposiienuit MHpanTwiIbHOH ¢opmbl UIKJI (6onesnn Boabmana) u 0ose3nu
HakoIuieHus 3pupos xojecrepuna (bHIX)

NpossneHune gl;l‘?ba;;::)buaﬂ dopma AJIKJZ1 (BonesHb BEH3X

Bo3pacT Hayana / AMarHoCTMKu 0-3 Mecsua [eTtcknii - B3pOC/bIn
BO3pacT

Bo3pacT Ha MOMeHT feTanbHOro wucxoga (6e3 [0 6 mMecsaueB BapuabenbHbiii

neyeHuns) (B cpeagHem 3-4 mec.)

PBoTa, anapes + +/-

[enaTtomeranus + +

®unbpo3 / UMPpPO3 NeYeHn +/- +/+

CnneHomeranus + +

Kanbundurkaumsa Haano4ye4yHnKoB + -

CuHapom Manbabcopbumm + +

MnoTtpodus/Kaxekcus + -

HeBponornyeckne nposiBNeHWss Ha  MO34HUX + -

cTaguax 6onesHu

PaHHMI aTepocknepo3 +/- +

JAuppepenunanbuas nuarnoctuka HAXKBII u JIJIKJI



MpusHak

HAXBN

BH3X

Bo3pacT nosiBneHus nepsbiX CMMNTOMOB

O6bI4HO cTaple 25
ner

O6bI4HO Mosioxe 25
ner

CaxapHblli gnabet 2 Tuna

O6bIYHO ecTb

O6bIYHO HET

OxunpeHne

O6bIUYHO ecTb

O6bIYHO HET

SddeKkT oT NnoxyaaHus

O6bI4YHO ecTb

O6bIYHO HET

CnneHomeranusa 6e3 acunta Het Y 3 naumeHTOB
CumnToMbl Manbabcopbunun (cTeaTopesi, Anapes, OTCTaBaHWE B Pa3BUTUM) O6bI4YHO HeT MoryT 6bITb
MpexaeBpeMeHHOE pa3BUTUE aTepockiepo3a n ero ocnoxHeHun (MBC, aHeBpu3Ma HeTt Yacto

aopTbl, OHMK)

3a0op Oumomarepuajia il JMATHOCTUKH B IATHAX KPOBH

Kpoet cofHpaeTcd Ha CTAHIAPTHVED EapTOTEY-
dameTp (Ne003), kKoTOpad IpHMEHASICA OIA
CEPHHHHTA HOBOPOAJEHHHX E PoccHHCKOH
DegepaTHe HIH AHATOTHIHVED I8 IOTVIEHHA
CYXOr0 IATHA XpOoEH. KpOBEL MO®EET OHTE, EKaK
EANMHANApHad (H: [agelda, NATKH), Tak H
EeHOzHad. DeHosHAai KpoEe coOHpacIcE B
NpodHEPEY, AKKYPATHO NepEMeNTHEALTCA H 2aTeM
OHICTIPO © TOMOIOBED NHIETEH HAHOCHTCA HA
fpEmETp mo 253-30 MEJ KpoBH Ha EaEOVID
EBLJeNeHEYVH) 001acTe. HeoOXogamo Xopomo
NPOIHTATE BHASTEHHVID 00IacTh Ha QHIBTpE
(pacyEor 1), IlpeamodrHTEdEHO CODHpATE
0bpaznH mocae egnl depe: 40 mmEyT - 1 =ac
BozMoXHO Tak#e OCYIIECTEHTE 2ad0p KPOBH H
HATOIIAK.

Hz xaprouke-dpEnmeTpe 00433TeNsHO JOIDEHEL
OHTE 9eTEo vEazanm $HO, xem B oTxvaa
HAMpAEIEH MalHeHET, JaTa POEIeHET H Tenedon
NEeTAmEro Epada (PHCVHOK 2).

BrcymesHnH o00pazen CcyXHEX [OATEH KPOEH
BETANEIEACTCA E UHCTHEH KOHEEPT, NTHOD B
gECTEH dafin. Kaprodxa-QuIsTp He IOLEEHA
CONPHEACATECA ¢ TPAIHOH MOEEPXHOCTRI H
obpasuaMH JpYTHX NanHeHTOE. HeobxogHmo
NpPHIOKHTE K o0paznaM HEHGOPMHPOEAIHHEHE
COTMACHA  [arHeHTa  HIH
NpecTAERTENeH Ha MpoEedeHHs T1a00paTopHEN
HCCTIETOEaHHH

[=R%) JAKOHHBIX

XXX K

M o dirm, A Torae e v b e et i
L ELEMNM AoNHD DOAHSCTEH NESNHTATE Epy=EEd C Ellflpﬂ'dﬂf‘ VO Pl
* He kacaimecs oBnacTH, NEGNHTAHHG W ERGBR K

Pucyaok 1. O0pazen NpaEAIEHOTO HAHECEHHA
EpOEH Ha KapTouky-bEIET

’-l-'-\ ,-H-n.\ !"'--.'\ (..--n.\ - |
9IVI®I0IO
I

903 2 202310
Xpasiime npw +2 - 425 C*

v 6 0010608
fata posomass Aara saEmas spoos Man
SHO B

AITY [ Fepaa [ Anpec

E-rnail mparay

Teasdon ipi

Tect
[Jwatgm [ Jnosse [ ]rome [ Jsncy [ Juse-sitr [ ]uee-6la

] cemems copmuuer. Wyrawmn:

Pucyaok 2. Obpazen KaproukE-QHEIETPA

AJITOPUTM JefiCTBHI MeIMIMHCKOIO MEePCOHAJIA NIPU B3ATHH 00pa310B KPOBH
* BBIMBITb PYKH (TUTHEHMUYECKHUI YyPOBEHbB), HAJETh [IEPYaTKH;

* BBIMBITh PYKHU MaIlMeHTa (IATKy peOeHKa B ciiydae, €Cii KpOBb OepeTcst U3 MATKH);



* IPOTEPETh 00JIACTh MPOKATIBIBAHUS CTEPHIBHON candeTkoil, cMmoueHHOU 70% cnupTOM, MPOMOKHYTh

CYXOH CTEpHJIbHOM Cal(EeTKOM; - MPOKOJIOTh CTEPUIIBLHBIM OJTHOPA30BBIM CKapU(PUKATOPOM;

* CHSITh TEPBYIO KAIUTIO KPOBU CTEPUIBLHBIM CYXHM TaMIIOHOM;

* MSITKO HA/IaBUTh JIJIsl IOJTyYE€HUs BTOPOM KaIlIl KPOBH;

* IPUJIOKUTH TIEPIICHIUKYIIIPHO TECT-0aHK K KaIljie KPOBH M MPOMHUTATh €T0 KPOBbIO HACKBO3b;

aHAJOTMYHBIM O0pa3oM HAHECTH Ha TecT-OnaHK 6-8 Kamenb, BUJ MATEH KPOBH JOKEH OBITh

OJIMHAKOBBIM C 00CMX CTOPOH.

* BBICYIIUTDH TeCT-0JIaHK B TOPU30HTAJIbHOM IIOJIOJKCHUHU Ha YHUCTOMU O6€3)KHpeHHOﬁ IMOBCPXHOCTHU HEC

MeHee 4 4 6e3 TpUMEeHEHHS TeTIOBO 00pabOTKY U TOMaIaHus MPSMBIX COJIHEUHBIX JIy4ei;
* YIaKOBaTh T€CT-OJAHKU B YUCTHIA KOHBEPT TAKMM 00pa3oM, YTOOBI IISITHA KPOBU HE COMPUKACAIIUCH.
Oco0ennocTu npy HH(QY3UOHHOM Tepanun

Hekotopble manueHThl MOTYT MOJIy4aTh WH(Y3UOHHYIO TEPAINIO, MEPEIUBAaHUE KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIIMSHUE HA Pe3yJbTaThl TeCTOB. Hampumep, npu nepenvBaHuM IUIa3Mbl KPOBU
MOTYT OBITh MOJY4YEHBI JIOKHOOTPUIIATEIbHBIC PE3YyIbTaThl, TaK Kak ompeaensemMbie (HepMeHTHI
HaXOJATCA B IUIa3MeE U B KJIETKaX KPOBU. PekoMeHyeTcs OCcyIecTBUTh 3a00p KPOBU AJi1 EpMEHTHOMN
n JIHK-nuarnHoctuku He 9 pa”ee uyeM yepe3 6-7 AHEN MOCIe MepeauBaHus IU1a3Mbl KPOBU U 4Yepes3 7-

10 nHeli nocine nepeauBaHusl KOMIIOHEHTOB KPOBU

He nonyckaercs 3a60p KpoBu

* cpasy moclie MPOBeICHU MAlUeHTy MH(PY3UOHHOHN TepaInu;
* cpazy MocJie 3aMEHHOTO MEPEeIUBAHUS KPOBH.

XpaHeHHe ¥ TPAHCIOPTHPOBKA OHoMAaTepuaJia

OO0pa3ibl BHICYIICHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHOM Kamepe XonoauibHuKa mpu +40C
10 otrpaBku. Cpok XpaHEHHUs 10 MOMEHTA OTHPABKH HE JIOJDKEH MPEBbIMIATh 7 AHEH. Eciin XxpaHuTh
nonblie U mpu Oosiee BBICOKOM TeMmmepaTrype, TO aKTHMBHOCTh (epMeHTa Jake B HOPME MOXKET

CHWIKATHCA, UYTO IPUBCACT K JIOKHOITOJIOKHUTCIIbHBIM PC3YJIbTATaM.

PexoMeH0BaHHbIe 00bEMbI BBe/IeHUs celeinna3sbl ajabda**

BenunuuHa Mmaccbl Tena (Kr) 0o6wunin 06bLeM nHdysum (Mn)
1-10 10

11-24 25

25-49 50

50-99 100




BenunuuHa macchl Tena (Kr) 0O6wmnin 06beM nHdysum (Mn)

100-120 250

* O0beM uHOY3UH TODKEH 0a3upoBaThCsl HA HA3HAYEHHOHM /103€ U JOJDKEH OBITh MPUTOTOBJIEH 10

OKOHYATeJIbHOM KOHLEHTpauu cedenumnassl anbpa** 0,1-1,5 mr/mu.

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

Pacmiugpposka npumMeyaHui

...*¥* — mpenapar BXOOUT B MEPEUYEHb >KU3HEHHO HEOOXOAMMBIX M Ba)KHEMILNX JIEKAPCTBEHHBIX
npenaparo (Pacnopsixenue Ilpasutensctea PO ot 12.10.2019 Ne 2406-p «O0 yTBep:KI€HUU MTEPEUHs
KU3HEHHO HEOOXOAMMBIX U BAXKHEHININX JIEKapCTBEHHBIX MpemnapaTtoB Ha 2020 roa, a Takke mepeyHeit
JIEKapCTBEHHBIX MPENapaToB JUIsi MEIULUHUHCKOTO MNPUMEHEHHUS M MUHHMMAaJIbHOTO aCCOPTHUMEHTA

JICKapCTBCHHLIX IIPCIIapaTos, H606XOI[I/IMI:>IX JJIsL OKa3aHUs MeHHHHHCKOﬁ IIOMOIIIN»

# - mpumenenue off-label — BHe 3aperncTpUpOBaHHBIX B WHCTPYKIIMH JICKAPCTBEHHOTO CPEICTBA
MOKa3aHUM OCYIIECTBISETCS [0 PEUICHHIO BpayeOHON KOMHUCCUHM, C paspeuieHust JIoKaibHOTO
ATUYECKOTO0 KOMHUTETAa MEIMLMHCKOM opraHu3anuu (Ipv HaJIUYUM), C YCIOBHUEM MOAMHCAHHOTO
MH(GOPMUPOBAHHOTO COTIACHS pOAUTENIEH (3aKOHHOTO MPEICTABUTENISA) U MALIMEHTA B BO3pACTE CTaplIe

15 ner;

EX - MEAMIIMHCKOE HM37eNIhe, UMIUIAaHTHUPYEMOE B OpraHU3M 4YeJIOBeKa MPU OKa3aHWU MEIULIMHCKOMN
MOMOIIM B paMKaxX MPOrpamMMbl TOCYJApPCTBEHHBIX TapaHTUH OeCIIaTHOTO OKa3aHWs TpakIaHaM

MEJUIIMHCKOM ITOMOIIIH.


https://grls.rosminzdrav.ru/

Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya

MMpmzgaxs T v nansesTa
(EPOHEYRCHHE TEIATHT, HAPVIIEHHR
MEOEIECNC ofMEH)

NafSopaTopHEas IHarE0CTHE:
(ompegensHE: SKTHEHOCTH
MHOCOMHOH EHCTOH THIASH B
IIATHAX EPOEH)

Oudibepenmuaneaas
OHATHOCTHEA © JpVIHME Huarsos
za00MeEAHEAME MOOTESpPHIEH

l

Pacemorpesne sosuozsocTel
OPVTHE METOI0E IETEHEE (B TOM
UHCTE TPEHCILTANTAEA OPTAH0E)




Ipuwioxenue B. Unpopmanus 1 manmeHTa

Ilouemy Bo3HMKaeT 3a00/1eBaHue?
JUIKJI — HacneacTBeHHOE 3a00I€BaHUE U CBSI3aHO C MOJIOMKaMH (MyTanusiMu) B TeHe LIPA.

I'ensl mpencraBistor coboit mocnenoBarenbHocTh JJHK m B HuX 3anucaHbl MHCTPYKIMH TIO
«mpurotosnieHuto» 6enkoB unu PHK (pubonykiennoBas kucnota). ['eHbl HaxoasaTcsa B XxpoMocomax. Y
YesioBeka 23 mapbl XpOMOCOM, OIHY U3 XPOMOCOM C COOTBETCTBYIOIIUM HAOOPOM T'€HOB OH HACIEAyeT
OT MarepH, BTOpyr oT orua. Cpend XpoMOCOM €Ie €CTh JBE 0COOble XPOMOCOMBI, KOTOpBIE
OTIPENIETISIIOT MO pedeHKa — y JIeBOYEK JBE X-XPOMOCOMBI, a Y MaJIBYMKOB ofaHa X M OnHA Y-

XPOMOCOMBI.
I'en LIPA naxonutcsa Ha 10 xpomocome.

JUUIKJI HacimemgyeTcs o ayTOCOMHO-PEIIECCUBHOMY THITY, UTO O3HAYaeT, YTO 00a POAUTENS SBIISIOTCS
HOCUTEJISIMU MYTAallMM, HO HE OOJICIOT, T.K. y HUX €CTh BTOpas KOIUS 3/10pOBOro reHa. PeOeHok c
JUIKJI nacnenyer oaHy KONHMIO ‘“OOJIBHOrO” TeHAa OT OTIa M OJHYy— OT Mmarepu. 3alolyieBaHHe
MIPOSIBIISIETCS TOJBKO B CIIydae HAJIU4YUS JABYX KOMUM MOBPEXKACHHOTO reHa. Puck poxknenus pedeHka ¢
JUIKJI B nanHoM ciydae cocraisieT 25%. Mansuuku U JeBOUYKH OOJICIOT C OJMHAKOBOM 4acTOTOIA.
Hocurens 601€e3HM HacaeayeT TOIbKO OHY KOMMIO JIUO0 OT 0Tua, JIM00 oT Matepu. OHM HE OOJICIOT U

HHUKaKUX IIPU3HAKOB Oose3Hn Y HUX HCT.

¢ ¢
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3noposble 25% Hocutenu (retepo3urotbl) 50% bonbHble 25%

Yro Hapymaercs B Mmeradoausme npu JJIKJII?

[Tpu JJIKJI hepmenT mu3ocomuas kucnas numnasa (JIKJI) He paboraer, 4To MpuBOIUT K HAKOIUJICHUIO B
0COOBIX KJIETOYHBIX OpraHeilaX, Ha3bIBAEMBIX JIM30COMAaMH, TaKHUX KPYIHBIX MOJIEKYI Kak
TPUDIMLIEPUIbl W dQUpbl  XojecTepuHa. B HopMe Tpumiuuepuasl U dQuUpbl  XOonecTepuHa
pacIeIUISIIOTCsT B JIM30COMax, a oOpa3ylolluecs >XHpPHbIE KHCIOTHI U XOJECTEPUH YCBAMBAIOTCS
OpPraHU3MOM I CTPOUTEIBCTBA HOBBIX KJIETOK M JJI MONOJIHEHUs 3Heprun. Y nanueHTos ¢ JIJIKJI
n3-3a Hepocrarka axkTuBHOCTH JIKJI KJIETKM HACTONBKO MEPENOIHSIOTCS HEpaclEIUIEHHBIMU
MOJIEKYJIaMH, 4YTO OHH TIEPEeCTAlOT BBINOJHATH CBOM (QyHKIMU. borjbmie Bcero Takux

HCCbYHKHHOHHpYIOHII/IX KJIICTOK HaxOAWUTCA B IICYCHHU, CCJIIC3CHKC, CTCHKAX KPOBCHOCHBLIX COCYIO0B,



Ha/IMOYCYHUKAX, HO TIOPAKAKOTCS TAK)KE U APYTUe opranbl 1 TkaHu. Co BpeMEeHeM, Halpumep, MeueHb,
3HAUUTEIFHO YBEIIMYMBACTCS B pa3Mepax, nepecraet QyHKIIMOHHUPOBATh, TIOCIIE YEro OpraH 3apacTact
COCMHHUTENFHOW TKAaHBIO C TMEPEXOIOM B IHPPO3. A TOBBIIICHHE YPOBHS XOJECTEpHUHA B KPOBH
COIPSKEHO C TIOBBIIIEHHBIM PHCKOM 3a00JieBaHUM cepila, a TakXke psIoM Apyrux 3a0ojieBaHUl,

BBI3BAaHHBIX HAPYUICHUEM MTPOXOJUMOCTU apTEPHIA.
Kak nposiBasiercsa JAJIKJI?

Bnepseie onucannbie M. BonbMaHoM Kak OTAenbHbIE 3a0oneBanus, uHbanTuibHas dopma JIJIKJI
(6one3np Bonbmana) (B 1956 roay) u Gone3ns HakoruieHus 3¢pupoB xonectepuna (B 1963 rony), B

HaCTOSIIIee BPEeMs pacCMaTpUBArOTCS Kak KiumHUYIeckue dhopmsr JJIKIIL.

Bo3pact Hauana 3a0oneBaHHMs U TEMIIBI €ro MPOTPECCUPOBAHMUS B 3HAYUTENbHON CTENEHU

BapuaOeNIbHbI U MOTYT OBITh CBSI3aHBI C IPUPOAOH, JIKAIUX B OCHOBE MyTaIUi.

IIpu wnbanTtunpHOM Qopme JJIKJI (6onesnn Bonpmana) y MiaJeHIIEB BO3HHUKAIOT TIIyOOKHE
HapylIeHUusi pocTa W pa3BUTHUs, (PUOPO3 TMEYeHU, LUPpPO3; JEeTU MOrudalT OT MEYECHOYHOU

HE/I0CTaTOYHOCTH B paHHEM BO3pacTe.
[Ipu no3nueit popme JJIKJIT (BHOX) y neteil u B3pociibIX HaOIIOAAETCSl COUETAaHUE

aUCIUnuIeMun (HapylieHue OajaHca JIMIU0B B OPTaHU3ME), TeraToMeranuu (YBeITUYeHHE MeYCHH),
HOBBIIICHUS YPOBHS TpaHcaMuHa3 ((PepMEHTOB, YPOBEHb KOTOPBHIX MOBBIIIAETCS MPH 3a00JIeBaHUSIX

MEYCHH ) U MUKPOBE3UKYJISIPHOTO CTEaTo3a (HAKOIICHHUS KUPOBBIX Karellb B KJIETKaX MEYeHH).

VY nereit u B3pocabix ¢ JJJIKJI Ha npoTsbkeHuu 3 €T mociie Havyalla CUMIITOMOB TTPUOIN3uTEIsHO B 50
% cnydaeB HaOnromaercs mporpeccupoBaHue B (puOpo3, HUppo3 UM BO3HHUKAET HEOOXOJUMOCTH B
MPOBEACHUN TpPAHCIUIAHTAMM TNedeHu. HaumHasg ¢  JeTCKOro BO3pacTta, MOTYT HPOSBIATHCS

HapYIIEHUsI CO CTOPOHBI CEPACYHO-COCYUCTON CUCTEMBI, 00YCIOBIEHHBIE PAHHUM aT€pPOCKIEPO30M.

Huarno3 JUJIKJI moxeT ObITH 3alofo3peH Mpu HAIWYUU W3MEHEHUHl €O CTOPOHBI II€UEHU
(remaTomMeranuu, TOBBIINICHUS AKTUBHOCTH TpAaHCAMUHA3, NPU3HAKOB CTEaro3a) W HapyLICHUs
munuaHoro  npodwis. CHOXKHOCTh — JIMAarHOCTUKM — 3aKIIOYAaeTcsi B OTCYTCTBMM WU
HEMHOTOYUCIIEHHOCTH Kajlo0 MalueHTa, HECMOTPS Ha MIPOrPECCUPOBAHUE MTATOIOTUYECKOTO MpoLecca
B NEUYEeHU U Jpyrux opranHax. Bo muorux ciyuasx [JJIKJI naxomsaT ciaydyailHO mpu OOHaApyKEHHUU
W3MEHCHHM B aHaIM3€ KPOBHM OMOXMMHUYECKOM OOIIETeParieBTUYECKOM WJIM  YIBTPA3BYKOBOM
UCCJIEIOBAaHUU NIeUEHU. TeM He MEeHee, pa3IuyHble OpraHbl, B OOJIbIIEH CTENIEHU NIEYE€Hb, TEPSIOT CBOIO
(YHKIIMOHAJIBHOCT. B CBsI3u ¢ TeM, YTO OpraHu3M MOXKET HEKOTOpOE BpeMs (YyHKIMOHUPOBATH Jaxke
¢ HEOONBION YacThio TedeHH, HekoTopble manueHtsl ¢ JIJIKJI y3HaroT o cBoem nmarHose, mMest
MOCJIEIHUE CTaJAMM LUPPO3a, KOrna JFOOOW CTPECCOBOE COCTOSHHME MOMKET 3aKOHUMUTHCS TOJHON

norepeit QyHKITMOHUPOBAHUS TIEYCHH U JJA)KE CMEPTHIO MAIUCHTA.
Co CTOpOHBI NIEYEHU:

* ®ubpo3



* Huppos

* [TopranpHas runepreHsus

* [IleueHo4yHast HEJOCTATOYHOCTh

Co CTOpOHBI CEPAECUYHO-COCYAUCTON CUCTEMBI:

* YckopeHHoe GOpMUPOBAHHUE aTEPOCKIICPO3a

» memuyeckas 60e3Hb cepamna

* UnCynsr

* UadapkTt muokapaa

Co CTOpPOHBI CENIE3ECHKU:

* AHemus

* TpomOoruToneHus

* Puck TpaBMarnuecKkoro pa3pbiBa CEIe3eHKH H/WIH CIITICHIKTOMUN
Co CTOPOHBI XKEITYTIOYHO-KHUIIIEYHOTO TPAKTa

* boJb B )KMBOTE

* Hapymenune nuiesapeHus

* OTcTaBaHue B pocTe

Kaxkue y 3T10oro 3a60/1eBaHusi OLIBAIOT OCJI0KHEHMSI?

[To mepe nporpeccupoBanusi [JJIKJI moxer pa3BuBaThbCsi NMEYEHOUYHAsT HEIOCTATOYHOCTh. B CBsA3M ¢
HapymieHueM OOMEHa JKHPOB W XOJIECTEPHHA MOXET PAa3BHUTHCS aTePOCKIEPO3, YTO TMPUBOIAUT K
uH(papKTaM W WHCYIhTaM. AHEMHUS U CHIDKCHHE KOJIMYECTBAa TPOMOOIIMTOB, a 3HAUUT M YaCThHIE

KpoBoTeueHus — 310 ocynoxHeHnue JIKJI B cBsi3u ¢ HapymieHueM (pyHKITUU CEe3EHKH.
Kak ycranaBauBarot B jJadoparopuu auarao3 JJIKJI?

Bpaun Ha OCHOBaHMM KIMHMYECKHUX CHMIITOMOB MOTYT 3allo03pUTh OO0JIe3Hb. 3aTeM MNpPOBOIATCS
Ja00paTOpHBIC TECTHI W HMHCTPYMEHTanbHOEe ucchenoBanue. J(narnos JIJIKJI moxmrBepskmaercs: Ha
OCHOBAaHHMHM OOHApY>KEHHUs 3HAYUTENHHOTO nedunmta akTUuBHOCTH ¢epmeHTa. AktuBHOCTH JIKJI
OIICHUBAETCS MyTEM OIpPECICHUSI AKTUBHOCTH (DEpMEHTA B CyXUX IATHAX KPOBU Ha GuibTpax. Takoi
crnoco0 ompeAeNieHus MpakTUYecku OaHO3HAauHO YykaspiBaeT Ha JIJIKJI, Tak kak y mnaiueHToB
aktuBHOCTh JIKJI cHM)XeHAa B NECATKM M COTHU pa3, a HMHOTAA, MPU THKENIbIX (opmax, BOBCE
oTCyTCTBYeT. HensBecTHO 0oJibllie HUKAKUX JPYTHX COCTOSIHMH, Korja aktuBHOCTH JIKJI HacTonmbko

Hus3kasg. AHaim3 KpoBu Ha JIKJI moxer BBICTymarb B KauyecTBE HMHCTPYMEHTA B MpOrpammax



CKPUHUHTA M KPYIHBIX MONyIAuoHHBIX uccaenoBanusx JJIKJI, a Takxke MoxeT ObITh aganTHPOBaH
JUISl CKPUHUHTAa HOBOPOXKACHHBIX. Eciam akTUBHOCTH ¢epmeHTa cHuKeHa, To mnpoBoautcs JHK-
IuarHoctuka. B pesynbrare KoTopoi BbISBIAIOT MyTauuu B reHe LIPA. Ilpu stom 3a0oneBaHuu y
MalMEeHTa BBISABILIIOT JIBE€ MyTaluu B reHe. OHU MOTYT OBITh B TOMO3UTOTHOM COCTOSTHUH (TO €CTh JBE

OJIMHAKOBBIE MyTAIlMH) WJIK B KOMIIAyH/I-T€T€PO3UTOTHOM COCTOSTHUH (IIBE pa3HbIe MyTalllH).
Tonpko Ha OCHOBaHUU J1A0OPATOPHOTO TECTUPOBAHUS TUATHO3 MOXKET OBITh YCTAHOBJICH.
Kaxkoii nporno3 y nauuenrton ¢ JJIKJI?

bes nedenns mporno3 HeOmaronpusaTHbIN. Mitanennsl ¢ uHbaaTIIBHOW Gopmoit JIJIKJI (Gome3Hpro

BOJII)MaHa) Moru0aroT B TEUCHUE IEPBLIX MICCTU MCCALICB )KU3HU.

VY nosioBUHBI I€TeN U B3POCIIBIX ¢ MEJJICHHO pa3BUBatoleics Gpopmoii 0one3nu (00sie3Hb HAKOTICHUS
3(upoB XojecTepruHa) B TedeHue 3X jeT mocie mnossieHus cumnrtoMoB JIJIKJI mopakeHne medeHn
CTAaHOBUTCS HACTOJIBKO TSDKENbIM, YTO pasBuBaeTcs (uopo3, muppo3 uiaum Tpedyercs Mepecaaka

TICYCHH.
Kak sneuar nmauuenron ¢ JJIKJI?

Jlnist edeHusl HEaBHO CYIIECTBYET Iperapar, KOTOPBIA sIBIsIeTCs (DEPMEHTOM JUMA30id, HO TOJBKO
MOJIyYeHHOW TeHHO-MHXEHEPHBIM MyTeM. JTO mpemnapar HaszbiBaeTcs «Cebenumnasza anbda**» u oH
yke 3apeructpupoBad B Poccun. CyTh JIe4eHHs] OY€Hb MPOCTask — MallMeHTy BBOJAT HEIOCTAIOIINNA B
opranusme ¢GepMeHT, B pe3yiapTare cebenumasza anbpa*™* HauyMHAET pACHICIUISTh HAaKaIllJIMBaeMbIC

BELIECTBA U OCTaHABIMBAET MPOrPECCUPOBAHHUE OOIE3HHU.
Tepanus siBasieTcst MOKM3HEHHOM WJIHM MOKHO IPOMTH HECKOJBKO KyPCOB U BbLICYUTH 00JI€3Hb?

3amecturenbHas pepMeHTHas Tepanus cedennmma3oit anbda™*™ aBiIseTcs MOXKU3HECHHOW M 3HAYUTEITLHO
yAydIaeT TporHo3 3a0oiieBaHus, yiydmiaeT kadecTBo ku3Hu getedt ¢ JIJIKJI m mpemorBpamaer
pasBuTHe 1Mppo3a neueHu. K coxanenuto, GepMeHT, KOTOPHI BBOJSAT BHYTPUBEHHO <GKHBET» TOJIHKO

OIpaHUYCHHOC BPCMA U €TO HCJOCTATOK HYKHO BCC BPCMA BOCIIOJIHATD.

Cebenumnaza anbda™™* HaszHauaercs lpa3 B JBe Heaenu AETIM M B3pOCiHbIM U | pa3 B HeAelo
mianeHam. Jlo3a cocraBisieT 1MI/KT, TO €CTh pacCUMTHIBACTCS 10 Becy pedeHka. [Ipenapar BBoguTcs
BHYTpHMBEeHHO. Koppekumsi m03bI mpemapara NPOBOAWTCSA IMPU CHIDKCHUH WM YBEIMYCHUH Beca

peOeHKa.
Yero cTouT ONacaTbCs NPU HA3HAYEHUH celennasbl ajabda®*?

3% mnanuMeHTOB BO BpeMsl KIMHMYECKUX MCCIECJOBAHUM YyKa3blBalM Ha NPU3HAKM M CUMIITOMBI
aHa(UIaKCUH, TO €CTh TsDKENOU amepruyeckoil peakuuend. [lostomy mHy3uun cedenunaszpl anbda*™
JOTKHBI TIPOBOAUTHCS TOATOTOBICHHBIM MEIUIIMHCKUM PAOOTHUKOM, YMEIOIIMM OOpOThCS C
TSDKEJIBIMU - QJJIEPTHYECKUMH  peakuusMu. B ciydae pa3BuTHS MOJOOHBIX peakiMid, HEOOXOAUMO

HE3aMCIJINTCIIbHO ITPCKPATUTDb BBCACHUC IIPCIIapaTa U HA9aTb COOTBCTCTBYIOIICC JICHCHUC.



MoxkHo JHu JieduTh 3a00/ieBaHUE JAPYTHMMH IMpenaparaMM — KOTOPble CHHKAKT YPOBEHb

X0JIECTEPUHA WIH MOMOTAT padore mevyeHun?

Ota Tepamnus, KOTopas MPUMEHsIIach JO TMOSBIEHHUS Tperapara, CoCoOHOTO BO3JEHCTBOBAaTh Ha
TeueHue 0ose3Hu. K coxalieHuto, Takoe JICUCHUE SIBISIETCS CUMITOMAaTUYECKUM, UMEET HECTOMKUN U
HENPOAOLKUTENbHBIN 3 (deKT, He BiIMsSeT Ha ucxonbl 3a0oneBanus. Kpome Toro, uccienoBaHui,
MOKa3bIBAIOMIUX (P(HEKTUBHOCTH 3TOM Tepamnuu He MPOBOAUIOCH. OAHAKO HAJO0 OTMETUTH, YTO OJIUH
U3 TOJIXOA0B K TEparuu COXPAaHSIET aKTyaJbHOCTh JO CUX MOpP M YJAY4IlIaeT COCTOSHHUE MallMeHTOB C
JUIKJL. 910 Huskoxkupoas auera. OnHako 0e3 MpoBEACHUS 3aMECTUTEIbHON (PEpPMEHTHOMN Tepanuu

ee 3¢ (HEeKTUBHOCTH OyJIET HEOCTATOYHOM.

Tab6muma 1. O6cnenoBanne nanueHToB ¢ JJJIKJI

Poct, cm

Bec, kr

Pazmepbl neyeHu (nanbnaTopHo), cm

Pazmepbl ceneseHku (NanbnaTopHo), cm

Pazmepbl NeYEHU U cene3eHku (nanbnaTopHo), cm

06w uit aHanu3 KpoBu (neitkouuThbl), x10*9

06w uit aHanu3 KpoBu (apuTpouuTsl), x10%12

O6u1uit aHanu3 Kposu (remorno6uH), r/n

HeckoabKo pasz B rog

06w uit aHanu3 Kposu (TpombouuTnbl), x10*9

Buoxumudeckuit aHanus kposu (ANT), ea/n

Buoxumuueckuid aHanus Kposm (ACT), ea/n

XonecrepuH o61uii, Mmonb/n

Tpurauuepuabl, MMoAb/ N

Xonecrepus-NNHN, mmons/n

Xonecrepuu-NNBN, mmons/n

Koarynorpamma (napameTtp )

¥Y3U 6prowHoit nonoctu (neveHs), cm

Heckonbko pa3 B rog

¥Y3U 6prowHoi nonoctu (ceneseHka), cm

¥Y3U 6prowwHoit nonoctu (HagnoYeyHUKK), cm

KpOMe TOro, HYXHO HIPOXOAUTH KOHTPOJIBHOC O6CH€Z[OB8.HI/I€ B KPYINIOCYTOYHOM HJIM AHCBHOM

cTarmoHape 2 pasa B roj AJisi OlleHKH 3((HEKTUBHOCTH COCTOSTHUSI.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

He npumenumo.



