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TepMuHBI U onpeeIeHUs

JIuzocomHble 00/Ie3HH HAKOILUIEHHs] — TpyNNa HaCIeICTBEHHbIX MOHOTCHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HAPYIIEHUEM (PYHKIIH JTU30COM.
depMeHTHAs 3aMeCcTUTeJIbHAsI Tepanmusi — JICUEHUE, 3aKIII0Yarolieecs BO BBEICHUU

bepMeHTOB (B TOM 4YHCIC W PEKOMOHMHAHTHBIX) MAMEHTaM C HACJCACTBCHHBIM Je(heKToM
MeTadom3Ma.



1. Kparkas undgopmauus no 3a00/1eBAaHUI0 UJIH COCTOSIHUIO (TpyIne 3a001eBaHui
HUJIH COCTOSIHUI)

1.1 Onpenesienue 3a001€eBaHUS WIH COCTOSIHUSA (TPyNNbI 3200/1eBaHU MM
COCTOSIHMIA)

Hedunut muzocomuoii kucnoit nunassl (JIKJI) — mporpeccupyioriee HacaeICTBEHHOE
3a0oneBanne, B OCHOBE KoToporo JexuT paedekr reHa LIPA, komupyromero ¢depMeHT
an3ocoMuyro kuciyto sunaszy (JIKJI), mpuBopdmmii k HakomjieHHIO >(QHUpPOB XOJIECTEPUHA U
TPUTJIHMIIEPUIOB B OpraHax u Tkausx [1-3].

1.2 9Trosiorus U narorexes 3a00J1eBaHUsl WIH COCTOSIHUSA (TPYIIIbI 3200/1eBaHU

HUJIH COCTOSIHUI)

JUIKJI wHaciemyeTcss MO ayTOCOMHO-PEIIECCHBHOMY THIY. 3a0O0JIieBaHHE CBS3aHO C
myTanusmu reHa LIPA, kotopsriii kaptupoBan Ha 10 xpomocome (10g23.31). B mexayHnapoaHoi
0a3e JaHHBIX [0 MYTAIUAM YeJoBeka onucano okojo 100 myranuii B rere LIPA, npuBogsmux
Hapymenuo @ynkuuu ¢pepmenta. [lpu JIJIKJI HOHCeHC-MyTanuu, KpylnHbIE EPECTPOIKU T'eHa,
MyTalli¥ CO CABHUTOM PAaMKH CYHMTBHIBAHWS, B TOMO3UTOTHOM HIIM KOMIAyH/A-T€TEPO3UTOTHOM
COCTOSIHMHM, KaK TPaBWJIO, BBIABJISIIOT MPU TsDKENbIX (Gopmax 3aboneBanus [1,3,4]. Hauboiee
pacnpoCTpaHEHHBI MATOTCHHBIM aJJIelb — CHHOHMMHWYHAs 3aMEHA, Hapyllarolmas CauT
crutaiicunra B 3k30He 8 €.894G> A (E8SIM-1G> A), siBisieTcss MpUYMHON 3a00s1eBaHus B OoJice
YeM MOJIOBMHE OMYOJIMKOBAHHBIX cilydaeB. Hanmuuue naHHOro BapraHTa B TOMO3ZUTOTHOM HITH
KOMITAyH/I-T€TEePO3UTOTHOM COCTOsTHUU coxpanseT 3—5% ocrtarounoit akrusHoctu JIKJI [1 — 3].

B HopMme mnomaBmme B JM30COMY IYTEM PEIENTOP-ONOCPEIOBAHHOTO JHJIOIHUTO3a
HEUTpanbHbIe KUPHI (3(QUPBI XOJECTEpUHA M, B MEHBIICH CTENEHH, TPHUIIIHLEPUIBI) TOJ
Bozneiictuem JIKJI pacmieruisitorcs 10 CBOOOZHOTO XOJIECTEPUHA W SKUPHBIX KHUCIOT. JTH
JUMAIBl U WX OKHCICHHBIE IPOW3BOIHBIE BCTYIAIOT BO B3aUMOJCHCTBHE C (aKTOpamMu
TPAHCKPUILIUK (CTEPUHOBBIM PETYJISTOPHBIM 3JIEMEHTOM cBsi3biBaHUsl OenkoB — CPOCB),
KOTOpPBIE HEMOCPEICTBEHHO MOAYJIMPYIOT SKCIIPECCUIO TEHOB, BOBJICYCHHBIX B CHHTE3 M 3aXBaT
XOJleCTeprHa, a Takke Jumnorenes. [lpu orcyrcTBun wnu cHukeHUH akTUBHOCTH JIKJI adupsl
XONleCTepUHa, TPUTIHUIEPUIBI HE pacmajaloTcs W HaKalUIMBAIOTCS B JIM30COMaXx.
CooTBeTCTBYIOIIMN HEIOCTaTOK CBOOOJHOrO XosecTepuHa B kieTke npuBogur k CPOCh-
OMOCPEIOBAaHHOM  CTUMYJISIMM  DHJOTEHHOTO CHHTE3a XOJECTepuHa, HWHTUOMPOBAHUIO
ruapokcumeTriryrapui-kosHsuM A (I'MI'-KoA) peaykra3oii um 3HIOLMTO3a HOCPEACTBOM
peuerniropos JITTHII. TTapannensHo ¢ 5TUM yBeTHUMUBAETCS CUHTE3 anoaumnonporenna B (AnoB) u
3HAYUTEIIHHO MOBBIIIAETCS 00pa30BaHUE XOJIECTEPHUHA JIUITONPOTENHOB OYEHb HU3KOW TNIOTHOCTH
(JITTIOHIT). YBenuuenue skcnpeccun ' MI'-KoA penykTassl sBIsSeTCS IEPBUYHBIM PE3YJIHTaTOM
CPOCb-2-omocpe1oBaHHOTO  BHYTPUKJIETOYHOIO YMEHBIIEHUSI XOJECTEepHHAa, NPUBOAS K
YBEIIMYCHUIO YPOBHS CBOOOTHOTO XoyiecTepuHa [1, 2].

Takum 006pazom, HaKOIUIeHHE d(PUPOB XOJIECTepUHA U TPUTIUIICPUIOB B OPraHaxX U TKaHIX
COIIPOBOKIAETCS TUCIUMUAEMUEH. B CBIBOPOTKE KPOBH OIPENENIeTCs MOBBIIICHHBIH YpOBEHb
xonectepuna, JIIIHII, yposens JIIIBII cooTBeTCTBYET HOpME WIIM CHUKEH. Y YacTH MAlMEHTOB
PETUCTPUPYETCSl THIEPTPUTIUICPHIEMES], Y APYTHUX TMAIMeHTOB YPOBEHb TPHUTIHUIICPUIOB
COOTBETCTBYET HOpPME.

[Tpu Hanbonee Tsoxenoi, minanendyeckon popme IJIKJI — 6one3nn Bonbmana akTHBHOCTH
depmenTa cocraBiger MeHee 1% OT HOpPMBI, YTO MPHUBOAUT K OBICTPOMY MAaCCHBHOMY
HAKOIUICHHUIO d(DUPOB XOJIECTEPUHA U TPUTIIMIIEPUIOB B TU30COMaX MHOTHX OpraHax W TKaHsX, B
NEepPBYIO OYepesb B MIEYCHHU, CelIe3eHKe, Ha/IMOYSUHNKAX, BOPCHHAX KUILIEUYHUKA, KOCTHOM MO3TE,



auM(paTHYECKUX y3J1ax, B Makpodarax peTHKyJI0-3HI0TEIHAIBHON CUCTEMBI, YTO 00yCIaBIMBACT
MOJIMCUCTEMHBIE MTPOSIBICHUS OOJIC3HH.

IIpu Oone3nn Hakomnenus 3¢gupoB xonecrepuna (BHDX) — d¢enorune JJIKII,
XapakTepusyromeMcs 60ee MeIJICHHBIM IPOTPECCHPOBAHNEM U BaprUaOETbHOCTHIO KITHHUYECKHX
nposIBICHUH — IN VItro ompenensiercs ocraroyHas aktuBHocTh JIKJI B amanazone 1-12% ot
MEIMaHHOTO 3HAYCHHs aKTUBHOCTH JIMIa3bl B KOHTpoue [1-4].

1.3 DnuaeMuoJiorusi 3a060/1eBaHUsI UM COCTOAHMS (TPYNIIbI 3200/1€eBAHUI WIIH

COCTOSIHMIA)

Pacmipoctpanennocts JIJIKJI BapmabenbHa B 3aBHCHUMOCTH OT (DaKTOPOB ITHHYECKOMN
MPUHAJJIKHOCTH U reorpaduueckoro nonoxenus. Cuuraercs, uto yactota JJJIKJI cocraBnser B
cpeaaem 1:40000-1:300000 »xuBbIX HOBOpOkAeHHBIX [3]. Yacrora MiaaeHYECKOH (GOPMBI
3aboneBanus B 2-2,5 paza Hmwke u coctaBimsger 1 Ha 100 000-500 000 KUBOPOKICHHBIX
HOBOPOKICHHBIX [5-7]. MccenoBanus mo u3ydeHuo 4actotsl Bcrpedaemoctr JJJIKJI B Poccun
poBoAMIINCH B I'. Mocksa. JlanHbli noka3atenb coctaBuil npuMepHo 1:70 000 HOBOPOXKIEHHBIX
[8].

1.4 Ocob0eHHOCTH KOAMPOBAHMSA 3200/1eBaHUS WM COCTOSIHUSA (TPYIIbI

3a00JieBaHMI WM COCTOSIHMI) 110 MeKTyHAPOIHOM CTATHCTHYECKOMH

KJaaccupukanuu 60j1e3Hel H mpoodieM, cBA3aHHBIX co 310poBbeM (MKB-10)

CornacHo MKB-10, 3a0oneBanue otHocuTcst K kiaccy [V, 0one3HAM 3HIOKPUHHOMN
CUCTEMBI, pPaCCTPOICTBY MUTAHUS U HAPYLIEHUIO OOMEHA BEILIECTB,

E75.5 [Ipyrue HapymeHus HaKOIUICHHUs JIMITAOB.

1.5 Knaccndukanus 3a060/1eBaHusI MM COCTOSTHUA (TPyNIbI 3a00/1eBaAaHUN HIIH

COCTOSIHMIA)

Beigenstor ase ocHoBHbIe popmbl JJTKIT (mpusoxkenue A3):

- nH(anTUIbHAs (Oone3Hb Bonbmana) — ¢ MaHudecTanyeil B nepBble 6 MecsALEB KU3HU

- Oone3Hp HakoruteHus 3upoB xonectepuna (BHOX), ¢ nebrorom B Bo3pacrte crapiie 6
MecsitieB (Hanbosee gacto B 2—5 ner) [3,46].

Crnenyer ormeruts, uto JJIKJI — 3TO cmnekTp KIMHUYECKHUX (DEHOTUIOB C pa3HBIM
XapaKTepoOM TEUCHHUs U MPOTHO30M OoJe3Hu [3].

1.6 Kiimnnyeckas kapTuHa 3a00J1eBaHUs WM COCTOSHMA (TPynnbl 3a00/1eBaHui

WJIH COCTOSTHUM

JUIKJI mpexacraBnsier co0oil pa3nuyHble (EHOTUNBI OT OBICTPO MPOTPecCUpyrOIIei
JeTanbHOM MiafeHdeckol (OpMBI W TSDKENBIX JETCKUX BapHaHTOB C CEPhE3HBIMU
OCJIOKHEHUSIMH, HalpUMep, LUPPO30M M IMEYEHOUYHOM HEIOCTATOYHOCTBIO B TOJPOCTKOBOM
BO3pACTe, 70 CYOKIMHUYIECKUX, MATKUX (OpM, MPOSABIISIOMUXCS B Oosiee crapinem Bospacte [3].
1.6.1 Knunuueckaa kapmuna npu unganmunvrnoii gpopme IJIKJI (60one3nu Borvmana)

Wndantunsaas ¢opma JJIKJI (Oonesnr Bombmana, BB) — penkoe ObicTpo
nporpeccupytoiee 3aboeBaHue, MPOSBISIONIEECS C MEPBBIX MECSIEB JKU3HHU, MPUBOJSAIIEE K
Pa3BUTHIO ITIEYEHOYHOI HEJOCTaTOYHOCTH H JIETATBEHOMY HCXOy B Bo3pacte a0 1 roxa [9].

HaubGonee xapaktepHbIMM mpu3HakamMu bB  sBISIOTCS  racTpOMHTECTHHAJIBHBIC
MPOSIBIICHUS, BKIIIOYAIOLINE PBOTY, UAPEI0 W/WIM cTearopero. YacTo BBISBISETCS yBeIUYEHHE
00BEMa )KMBOTA 3a CUET B3AYTHUS KUIIEUHUKA, FelaToOMeralluy W/WIM renaTociuieHOMeraainy, a
TaKXKe MOoTeps Beca C Pa3BUTHEM THUMNOTPOPHH M, B TKENBIX CIIydasX, KaXeKCuu. Takxe
XapakTepHBl 3ajiepkka pocTa U (pusmueckoro pa3putus. Kpome Toro, Iiast 3THX MalMEHTOB



XapakTepHa HHTCPMHUTTUPYIOIIAs IMXOPaKa, BAJIOCTh, acTeHus U runeppedurekcus [2, 9,10]. V
NAIMEeHTOB Pa3BUBACTCS AHEMHUS U TPOMOOIIUTONICHHUS.

Ocob6ennocteio BB sBusercs yBenuueHne W KaldbUU(UKALUS HAIMOYCUHUKOB,
BCTpeyaromasicss npumepHo B 50% ciyuae [2]. lo gaHHBIM BH3YaJIM3HPYIOUIMX METOOB,
YBEJIMYECHHBIC HAIIOYCUHUKN COXPAHSIOT CBOIO MOJIYJYHHYIO WIH MUPAMUAAIBHYIO (OpMY, 10
BCCH IMapeHXUME WX OIPEACISIIOTCA TOYeuHble ouard Kaimelupukanuu [11]. OtcyrcTBHE
KanbU(UKATOB HAATOYEYHNUKOB HE HUCKIIFOUAET TUArHO3.

s nmanuentoB ¢ BB XxapakTepHa HeBpoJjormueckas CHUMIITOMAaTHKa, OOYCIOBIECHHAs
MeYCHOYHOH dHIE(haTONaTHEH.

IIpu BB Bo3HUKaeT CHHAPOM MalbabCOpOLMU, CBA3AHHBIM C HEJOCTATKOM JKHUPHBIX
KHCIIOT, TIOBPEXKJICHUEM CITH3UCTON 000JIOUKHN KUIIICYHUKA U TIPOSIBIISIONINIICS pa3HON CTETICHBIO
BBIPQKEHHOCTH JHMApeH, CTEaToped, CHHIpOMa HU30BITOYHOrO OaKTepHalbHOTO pocTa U
meteopusma [3, 9].

MakpoCKONUYECKH TME€YeHb 3HAYUTENIBHO YBEJIWYEHA, JKEATOro IBeTa C IKUPHOM
MOBEpXHOCThIO cpe3a. ['emarorutel u kieTtku Kymdepa BO Bcex 30HAX MOJNBKH COAEpKAT
JUNHUAHBIE BAaKyOJIH, YTO MHUKPOCKOIHUYECKH COOTBETCTBYET MEJIKOKAMNeIbHON >KHUPOBOI
muctpoduu. B 3aMOpoKeHHBIX 00pasliax IpHU OKpacke CyJaHOM YEPHBIM OOHApYKMBArOTCS
JIMIHIHBIE BaKyOJIM, KOTOPBIE MIPU OLIEHKE B MOJSPU30BAaHHOM CBETE UMEIOT BUJ KPAaCHOBATBIX
kpuctayioB. [lopranpHbli W NEPUNOPTAIBHBIA ~ GUOPO3  YACTO  MPOTPECCHPYET B
MUKPOHOYJISIPHBIN LIMPPO3 NEYEHHU.

[Ipy ynbTPAaCTPyKTYpHOM MCCIEAOBAaHMM B JIM30COMax BBIABISIOT HAKOIUICHUS
CcyOCTpaToB, UMEIOIIUX TI00YISPHBINA U KPUCTATUIIMYECKUI BUIL.

Jnsa TtouHoit Mopdonornueckoil AMArHOCTUKM B HACTOAIee Bpems pa3paboTaHa
MMMYHOTHCTOXHMYECKass TmaHenb aHtuten. OOHapyxkeHue katencuHa D u  skcmpeccus
MEMOpaHHBIX JIM30COMAJbHBIX MapKepoB, TaKUX Kak JHM30COMaJIbHO-aCCOLIMMPOBAHHBIE
meMmOpanHnble 6enku 1 u 2 (LAMP 1 u 2) u ntu30coManbHbIi HHTErpaibHBI MEMOPaHHBINA Oeok
2 (LIMP 2) BOKpYr JUIHUAHBIX BaKyoJied, MOATBEPKAAET BHYTPHIN30COMAILHOE HAKOIJICHHUE
mununoB. KpoMe Toro, K ricTOI0rH4€CKMM 0COOEHHOCTSIM OTHOCAT TaKKe HAKOIJIEHUE 1Iepouia
B Makpogarax [3,10 ].

Omnucanbl cnydau BB ¢ manudecranueid Bo BHyTpUyTpOOHOM TIEpHOJIE B BUIEC HEKPO3a
HAJIMIOYCYHHUKOB, MOJUIHAPOAMHHOHA, HaKoIIeHHs 3(upoB xonecrepuHa (3X) B opraHax u
TKaHAX W MHKpPOBE3UKYJISpHOro crtearo3a mneueHn [12]. BB wmoxer ObITh npHUMHON
BHYTpUYTpoOHOW rubenu moga. Ilpm ayromcum Ha 17- Hexene OGepeMEHHOCTH
IPOIEMOHCTPUPOBAHO HAKOIJICHHE JIMIUIOB B TeNAaTOUTAX U CHHIMTHOTpO(oOIacTax, a TakKe
HEKpO3 B HA/IMOYCYHUKOBOMH skerne3e mioaa [9].

VY namuentoB ¢ BB ompenensieTcss remaroMeranusi WM TeNaTOCIUIEHOMETalInsl, ObICTPO
pa3BUBaeTCs MEUYEHOYHAas HEJIOCTaTOYHOCTh C MCXOJOM B IHUPpPO3 MedeHu. B Gnmoxummueckom
aHaJIM3€e KPOBU — BBIPAKEHHOE IOBBIIIEHNE YPOBHS TpaHCAaMHHA3, 3HAYUTENIbHOE YBEIHMYEHUE
OunmupyOuHa, CHHIPOM XoJiecTaza. YacTo BcTpeuarommMces J1abopaTopHbIM Npu3HakoM npu bB
SBJISICTCS TTOBBILICHUE YPOBHEW JIAKTATIETUPOTreHa3bl U CBIBOPOTOYHOTO (peppUTHHA HApsLy CO
CHIDKEHHEM T'eMOTJI00MHA, a TaKXKe MPU3HAKH TMIIOKOATYJISIIIHH.

1.6.2 Knunuueckasa kapmuna npu 601e3nu nakonjaenus rgpupoe xonecmepuna (bH3X)
3aboneBaHue 1e0IOTHPYET B Bo3pacTte cTapiue 6 mecsueB. BHIX xapaktepusyercs Oonee

MCIJICHHBIM  IIPOTrpE€CCUPOBAHUCM WU, Kak IpaBHJIoO, OTCYTCTBUCM HCBpOHOFPI‘-ICCKOfI
CHUMIITOMATHUKHU. I[.HK.H ABJIICTCA MYJIBTUCUCTCMHBIM 3a6OHCBaHI/IeM, CUMIITOMBI MOTYT OBITh



00yCIIOBJIEHBI TIOPAXKEHUEM PA3JIUYHBIX OpraHoB. OCHOBHBIMH OpraHaMHU-MHILEHSMU SBISIOTCS
neueHnb, ceneseHka, KKT, mouku, cocynpl. Menuana mMNOSIBJICHUS TEPBBIX KIMHUYECKUX
CHUMIITOMOB 3a00JICBaHMS COCTaBJSIET 5 JIET, HO BO3MOXKHa MaHHU(eEcCTaluss U BO B3pPOCIOM
Bo3pacte [13].

3aboneBaHue MPOSABISAETCS TenaToMeranueld (Ooiple 3a CueT MPaBoil J0NM TEYCHH),
CBsI3aHHOM ¢ HakoIIieHneM DX B renaTouurtax u kietkax Kyndepa, koropas onpenensercs y 99%
nanueHTtoB [2], cHHApOMOM HHMTONM3a, muchaunuaemMuei. [lo Mepe mporpeccupoBaHHs
3a0oneBanusi (Gopmupyerca GuOpo3 W IMUPPO3 TMEUEHH C Pa3BUTHEM IIEUECHOUYHOM
HEJOCTATOYHOCTH.

VBenn4yeHne Ccele3eHKH OOYyCIOBICHO OTiIokeHneM OX B Makpodarax U
OPOTPECCUPOBAHUEM IIHMPPO3a TEYEHH C (POPMHUPOBAHUEM TMOPTAIBHOW THIEPTEH3UH, YTO
CONPOBOXKAAETCA  HApacTaHWEM  IPU3HAKOB  TUIIEpCIUIEHHM3Ma  (aHeMHMsl, JIEWKOIIEHUS,
tpomboruTonenus). CruieHoMeranus omnpeaensercs y 74% manueHtos [2, 13].

JlucnunuaemMusi TPOSIBISETCS TOBBIIIEHHEM B CHIBOPOTKE KPOBHU YPOBHS 0OILEro
XO0JIECTEpUHA, XOJIECTEPUHA JHUIONPOTEMHOB HHU3KOM IUJIOTHOCTH U TPUINIMLEPUIIOB IPU
HOPMQJIbHOM MJIAK HHM3KOM YPOBHE XOJECTEpHHA JIMIONPOTEHMHOB BBICOKOM IUIOTHOCTH
(runepnunonporenHeMuss IIb Tuma), 4To MOXET NPUBOAUTH K YCKOPEHHOMY Pa3BUTHUIO
atepockiepo3a [1-4]. T'umepxosnecrepunemust ompenensercs y 81% mnamuentor ¢ BHDX,
yBemueHue KoHueHtpauuu xosecrepuna JIITHII — y Bcex mamumenTtoB. Jlaxke mpu Tepanuu
TUIOJUINIEMUYECKUMU CPEJICTBAMU TMIIEPXOJIECTEPUHEMHSI COXPAHAETCS y UEeTBEpPTH, a
BbIcOkMM ypoBeHb JIITHII — y nonoBunbl 60abHBIX. [Ipy aHan3e anoaunonpoTenHorpaMmmsl y
OOJIBIIMHCTBA MAIIMEHTOB BBHISBIISIOT MOBBIIIEHUE YPOBHS OCHOBHOTO anonunonporenHa JITTHIT
— anoB [2].

Cungpom nuronusza — ypenudenue ypoBHs ACT u AJIT — HaGnroaercst MpakTUYECKH Y
BCEX MaI[MEHTOB U YaCTO CIY>KUT OJIHUM M3 MEPBBIX MPOSBICHHI 3a007IeBaHUs. AKTUBHOCTD ITHX
(dbepMEeHTOB B KPOBU BapbHUpYyeT B MIMPOKOM JAHarazoHe (OT 2—5 HOPM 0 MPEBBIIICHUS JaHHBIX
nokasareneii B 10-20 pa3) [2].

N3-3a BOBIIEUEHMS] B MATOJIOTMYECKUH MPOLECC KUIIEYHHKA Yy YacTHU OOJBHBIX MOXKET
HAOJIIOIaThCS  CHHAPOM MaybadbcopOIuu  (HeIO0CTaTOYHOCTh TMHTAHHS, Juapes, crearopes,
HapyIIEHUE BCAChIBaHUs )KHPOPACTBOPUMBIX HYTPUEHTOB).

IIpu nporpeccupoBanuu Oone3HM pa3BuBaeTcs (GUOPO3 W LUPPO3  TEYEHH,
IIPOSIBIIAIOLIUICS TE€NaTOCINIEHOMETAINEN, KENTYX0H, ACLIUTOM, BADUKO3HBIM PACUIMPEHUEM BEH
numeoaa [2, 10]. merotcst cBefieHus 0 2 Clyvasx pa3BUTHS IeNaTOIC/UTIONISIPHON KapIIMHOMBI
Ha (hone BHOX [14].

Kanpuudukanus HaAMoOYeYHUKOB, OnMucaHa Juib y 5% manuentoB ¢ BHOX [2, 13].
BcenencTeue pannero pasBuTHs aTepockiiepo3a dacto Haomonatorces MbC, aneBpu3Ma aopTsl u
OHMK B M0510/10M BO3pacTe.

[Ipn Hanuuuum y maiyeHTa NPU3HAKOB CTeaTro3a MEeYeHU, OTPULATEIbHOM aJKOTOJIbHOM
aHaMHE3€ M OTCYTCTBUHM CTUIM XPOHMYECKON aJKOTOJIbHOM MHTOKCUKALMU (yBEJINYEHHE
OKOJIOYITHBIX ~ JKeJle3, KOHTpakTypa JliomouTpeHa #  Jp.) HEOOXOAMMO IPOBOAUTH
muddepentmanbayto nuarnoctuky HAXBIT u JUJIKJT (BH3X). Couetanue cuHIpoOMa HUTONIM3A,
cTearo3a IeYeHHW, auciunuaeMuu Tuna 11D, cruleHoMeranuu y neteid U MOJNOABIX JIMII C
HOPMAJIBHOW MacCoM TeJla MOXKET yKa3blBaTh Ha Hanuuue bHOX.

Takum o6pazom, BHOX crenyeT 3amogo3puth y MOJIOABIX MAIMEHTOB C TETaTOMETJIHEH,
yBenndueHueM AJIT, ACT B cbIBOpOTKE KPOBH, Y KOTOPBIX TAKK€ MOYKET IMETh MECTO IMOBBILIEHUE
YpOBHSI OOIIEro XOJecTepuHa U XOJEeCTepHHa JIMIONPOTEUA0B HU3KOM IJIOTHOCTH BMECTE C
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HEOOJIBIIIMM WJIM YMEPEHHBIM CHIKCHHEM YPOBHS XOJIECTEpUHA JIMTIONMPOTEHIOB BBICOKOM
IIOTHOCTH U runeprpuriaunepuaemucii (Ipunoxenue A3) [2, 13].
1.6.3 3ab0nesanusn co cxoonoii ¢ /I/IKJI knunuueckou Kapmunou

Hubdepenumanbuas auarnoctuka JJIKJI mpoBomutcss ¢ ApyrMMH  JTM30COMHBIMH
Oone3HaMU HakomeHuss — Oose3npio Humanna-Iluka tin A, B, C, Oonesnpro [omre,
TaHTJINO3UI03aMHU, a TaK)KE HAPYIICHUSMH OOMEHA TIUKOTCHA, JKUPHBIX KHCIOT, JKETYHBIX
KHCIIOT, Oosie3Hpio Bunibcona-KonoBanioBa, ceMeifHOW rumnepxosiecTepuHeMueii, HeaaIKoroJbHON
xupoBoii Oonesnpto neuenu [1, 13]. [Maumentsr ¢ JJIKJI moryr miurtensHO HaOMIOIATHCS C
TaKUMU TUarHO03aMH, KaK KPUIITOTEHHBIN IUPPO3 MMEUYCHHU, IeNaTUT HessiCHOU strosiorud [1, 2,13],
nHpexIrs, 00ycIoBIeHHas: BUPYCcOM DHHITEeHH—bapa, XpoHUYECKU MMaHKPEaTHT, TUCKUHE3US
JKEITYEBBIBOIAIINX MTyTEH.

2. IlmaraocTuka 3a00J1eBaHUA WM COCTOSHUS (TPyNIbI 3a001eBAHNIA HJIH
COCTOSIHMIi), METMIIMHCKHE MTOKA3AHNS U MPOTUBONOKA3aHUSA K NPUMEHEHHUI0
METO/0B JUATHOCTUKH

Obpawaem 6HUMaHUe, 4YMO, CO2NACHO MPeOOBAHUAM K pazpabomke KIUHUYECKUX
PeKOMEeHOayutl, K KaxicOOMY me3Ucy-peKomeHoayuy HeobXo0uMo yKazuleamy CUy peKoOMeHOayull
u ookazamenvHylo 0aszy 8 COOMEEMCMEUU CO WKANAMU OYEHKU YPOBHI OO0CMOBEPHOCHIU
ookazamenvcms (YI[/]) u yposns yoeoumenvnocmu pexomenoayuti (YVP). s mrocux me3ucog
YVP u V]I 6yoem Huzkum no npuuumne OmMCYmMCmMeEUsi NOCEAUJEHHBIX UM KIUHUYECKUX
uccnedosanuil 8vblcoko2o ousauna. Heesupas na smo, onu A6nAIOMCA  HEOOXOOUMBIMU
nemeHmamu 06¢1e008anus nayueHma 0 yCmaHos1eHus: OUA2HO3a U 8bl00Pa MAKMUKU JIeYeHUS.

Kputepunu ycraHoBJIeHUsI INATHO32 U COCTOSIHHSA.

Huarno3 JIJIKJI ycranaBnuBaeTcsi HA OCHOBAaHWU COBOKYMHOCTHM aHAMHECTHYECKHX M
KIIMHUYECKUX TaHHBIX, PEe3yJIbTaTOB Ja0OPATOPHBIX, MHCTPYMEHTAIBHBIX, MOP(OIOTHUIECKUX
MeToqI0B uccrnenaoBanuii. Ompenenenne akTuBHOocTH JIKJI B cyXwX MsATHaX KpOBU SBISETCS
«30JIOTBIM CTaHAPTOMY» JHUATHOCTHKH ITOTO 3a00JIeBaHUs. BhIsSBIIeHNE CHUKCHHONW aKTHBHOCTH
JIKJI no3BOJII€T MOATBEPAUTH AUATHO3.

B npunoxenun A3 mpencTaBlieHbl JHATHOCTUYECKUE AITOPUTMBI NpU HH(DAHTUIHLHOU
dopme JJIKJT (6oneznu Bonbmana) u npu 60s1e30u HakorieHUs 3gupoB xonecrepuna (BHIX).

2.1 /Kano0b1 M aHaMHe3

. Pexomenayercss BceM mnauMeHtam ¢ mnojo3peHueM Ha auarto3 JIJIKJI mpoBoauth
TIIATENBHBIA JKaJ00 W aHaMHe3a C IENbI0 OMPENeNeHUs TSDKECTH TeYeHHs 3a0oJeBaHUS U
BbIPa0OTKH BEpHOU TaKTUKU HaOmtoaeHus [15]
YpoBenb yoenuTeabHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — D).
KommenTapuii: npu coope anammesa u x#anod Heodbxooumo oopamums BHUMAHUE HA Cledyroujue
Hcanobvl U aHamHecmuyecKue cooblmusL:
—  OMACOWEHHbIN CeMelHblll aHaMHe3 (CXOOHble CUMNMOMbL ) POOHbIX Opamves u
cecmep npobanoa, OIUKOPOOCMBEHHbLU OPAK);
—  CIy4au 8He3anHOU 0emcKoU CMepmu 8 cembe,
—  3adepoicka usureckozo pazeumusi;
— cnabocmoy, NOBLIUEHHAS YIMOMISAEMOCTb,
— cenamomezanus Uiy 2enamocnieHoMe2anus,;
— Ouapes, 6onu 6 dcueome, cmeamopes (NPU B061EUEHHOCMU 8 NAMON0SUYEeCKULL
npoyecc KUEeYHUKA),
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— HOCO8ble KPOBOMEeUeHUsl,

—  JHCeIMYUIHOCIb KOJHCHBIX NOKPOBOS, CKIlED, CIUBUCHBIX 000]104eK )

—  Heycmouuuswli cmyJ,

— acyum,

—  8APUKO3HOE pacUlUpeHUue 8eH NUWeso0d (npu pa3eumuu yupposa ne4eHu).
2.2 duzukajabHoe 00cae10BaHue

2.2.1 @usukanvhoe oocnedosanue npu ungpanmunvhou gpopme /JJIKJI (6one3nu Borvmana)

. Pexomenayercsi BceM TallMeHTaM C Tojo3peHueM Ha bB cranmaptHoe (usmkanbHOE
oOcrnenoBanue s OOHAPYKEHUS KIIMHUYECKUX rpu3HakoB bB [9, 15].
YpoBenb yoeauTeabHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — D).
KommenTapuii: npu ocmompe ouacHocmuueckoe 3HaueHue umerom cleoyrujue OCHOBHble
KAUHUYECKUE NPOABTIeHU:

- yeenuueHue pazmepos neyeHu,

- yeenuueHue pamepos cene3eHKu,

- yeenuueHue pazmepos JCUusoma,

- cuHopom manvabcopoyuu,

- eunompous, 6nioms 00 2pyooll 3a0epPAHCKU PU3ULeCcKo20 pa3sumusi;

- npoecpeccupyrouas 3a0epiicKa NCUXOMOMOPHO20 paA3sUumus, cuneppe@rexcus,

- JICelMYUWHOCMb KOJMCHBIX NOKPOBOS U CKIep, CAUUCIbIX 000104eK;

- NPU3HAKU NeYeHOYHOU HedOoCMamoyHOCMU.
2.2.2 Qusukanvhoe oocnedosanue npu 001e3Hu HaKonjaenus Ipupoe xonecmepuna (bHI3X),
¢ 0edromom 6 eo3pacme cmapuie 6 mecayes

. Pexomennyercst Bcem namueHTam ¢ nojgospenueM Ha BHOX cranpaptHoe ¢usnkanbHOe
oOcrenoBaHue 7151 OOHApYKEHUs KIIMHUYeCKUX npusHakoB bB [15].
YposBeHnb yoenureqbHocTH pekoMenaanuu C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5).
Kommenrtapuii: npu ocmompe neobxooumo obpamums eHumanue Ha cireoyioujue KIuHuyecKue
NPOAGNEHUL:

- yeenuyeHue pazmepos neveHu,

- yeenuyeHue pazmepos cene3eHKuU.

- Heycmouduewvli Cmyi.

2.3 JlabopaTopHbie TUATHOCTHYECKHE UCCJIeI0BAHUS

2.3.1 /labopamopuuie ouaznocmuueckue ucciedoéanus npu unganmuavruou gopme JJIK/T
(6one3nu Bonovmana)

. PexomMenayercsi BceM MalMeHTaM C MOJ03peHUEM Ha WHPaHTWIbHYIO (opmy JIJIKII
(6one3np Bonbmana) 11t BepuduKaIuy [uardosa onpeeeHue akTHBHOCTH JTU30COMHOM KUCITTOM
JIMTIa3bl B MATHAX BBICYIICHHOW KPOBU HMJIM JISHKONIUTAX nepudepudeckoit kposu [17,18].
YpoBeHb yoenuTeJIbHOCTH peKoMeHAanun B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3).
Kommenrapuii: Onpeoenenue axmuenocmu JIKJI 6 cyxux namuax Kpoeu no360.15em
noomeepoums unu onpogepeHyms ouacno3 JJIKJI u sasensemca «3010mulM CMAHOAPMOM»
ouazHocmuku 3mozo 3abonesanus. Ilpasuna 3a6opa Kpoeu Ha Kapmouky-@uibmp npuseoeHvl 6
Tpunooscenuu A3.

o Pexomenayercst BCEM MallMEHTaM, Y KOTOPBIX BBISIBJIEHO PE3KOE CHM)KEHUE aKTUBHOCTU
JIKJI B KpoBH oIlpe/ielieHne BapHAHTOB T€HOB B 00paslie OMOJIOTHYECKOT0 MaTepuaia (Ipyrom
WM HEYTOYHEHHOM HEKJIACCH(UITUPOBAHHBIX B IPYTUX PYOPUKAX METOJIOM CEKBEHUPOBAHUS IO
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Cenrepy), MpoBeACHNUE MOJIEKYIIIPHO-TEHETHUECKOro uccienoBanus reda LIPA (uccinemoBanue
reHa LIPA B paMkax cekBeHMpOBaHMs IaHEIM I€HOB WJIM CEKBEHHPOBAHHUS IOJIHOTO 3K30Ma:
OlpeNeieHne BapUaHTOB TE€HOB B o0pasle OMOJIOTMYECKOro MarepHuaja JpyroM MU
HCYTOYHEHHOM, HEKJIACCU(PHUIMPOBAHHBIE B JAPYrUX pyOpHKax, METOJOM TapreTHOro
BBICOKOIIPOU3BOIUTEILHOTO CEKBEHUPOBAHUS / ONpeielicHHe BApUAHTOB T€HOB, MPUBOJISIINX K
pPa3BUTHIO MOHOTEHHBIX 3a00JieBaHUN, B 0Opa3le OHOJIOrMYEeCKOro MarepHuaia JpyroM WU
HEYTOYHEHHOM, HEKJIacCU(UUMPOBAHHOE B JAPYrUX pyOpHKax, METOJOM IOJTHO’K30MHOTO
BBICOKOIIPOU3BOIUTEIBHOTO CEKBEHHPOBaHMs / OmNpe/eieHUe BapHaHTOB T'€HOB B 00Opasiie
OMOJIOTHYECKOr0 MaTepHaja APYroM WIM HEYTOYHEHHOM, HEKJIACCU(PUIMPOBAHHBIE B JIPYrHX
pyOpuKax, METOJOM BBICOKOIIPOU3BOAMTEIBHOTO CEKBEHHUPOBAHHS C LEJIBIO TOATBEPKICHUS
JIMarHo3a Ha MOJICKYJIIPHO-TeHeTHYecKoM ypoBHe [3,15].

Yposenb yoenurenabnoctn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— 5).
KommenTapuu: ona onpedenenus maxmuxu J[HK-Ouaenocmuku, a maxoce KoppeKmHouU
uHmepnpemayuy NOJNYYEeHHbIX OAHHLIX 00sA3amesieH npuem (0CMomp, KOHCYIbmayus) epaya-
2eHemuKa nepeuyHbvlll U NOoeMOopHsll. Y OONbIIMHCTBA nayuenmog c JJIKJI ewiseraiom
namozeHHvle UIU BEPOAMHO-NAMOLEHHbIE BAPUAHMbL 6 2OMO3ULOMHOM UMY KOMHAYHO-
2emepo3ucoOmHoM cocmoanuu 8 kooupyrowetl oonacmu 2ena LIPA. Bumecme ¢ mem, onucaHvl
UHMPOHHbBIE BAPUANHMbBL U NPOMSANCEHHblE Oelleyuu 2eHd, He GblAassemble Npu NpoeedeHul
CMAHOApmMHO20 2eHemu4ecko2o ucciedosanus. llamocenHocms —8blAGNIEHHBIX  B8APUAHIOS
HeU38eCMHO20 KIUHUYECKO20 3HayueHusi mpebyem OONOIHUMENbHBIX 00KA3AMeNbCMa.
Monekynapno-eenemuueckas OUACHOCMUKA BO3MOJNCHA MemoOdMU MACCO8020 NAPALIENbHO2O
CEeKBEHUPOBAHUSL (CeKBEHUPOBAHIUE NAHENU 2eHO8, KIUHUYECKO20 UNU NOJIHO20 CEeK8EHUPOBAHUSL
9K30Ma NOIHO20 2eHoma). Hoenmugpuxayus OuaiienbHblX 8aAPUAHMOE HeONpeoeNeHHO20
KAUHUYECKO20 3HAYeHUs, WU MOIbKO 00HO20 8aApUAHMA 8 2eHe He Noomeepaicoaem ouazHos. Bece
8apuanmvl, 0OHAPYIHCEHHble MEMOOAMU MACCOB020 NAPAILLENIbHO20 CEKBEHUPOBAHUS, HeODX0OUMO
noomeepicoams peghepeHcHuIMU Memooamu (Hanpumep, 015 OOHOHYKIEOMUOHLIX 8APUAHMOB
He0bX00UMOo onpeoeieHue 8apuanmos 2eH08 6 0Opasye OUON02UUEeCK020 Mamepuala Opyeom Uil
HEeYMOYHEeHHOM, HeKIAcCUpuyuposanHvlie 8 Opyeux pyopukax, MemoooM CeK8eHUPOBAHUS NO
Cencepy). Yuumvieas aymocomHo-peyeccusnvlii mun HAc1e008anus, OJisl 6apPUAHMOE OOJIHCHO
ObIMb NOOMBEPHCOEHO MPAHC-NONONHCEHUE.

Ilockonvky 6 Hacmosuee 8pems  2eHo-gheHomunuueckas Koppeisyus YCmaHoeieHa mojbko Ha
yposue knunudeckou gpopmul JIJIKJI (BB, nubo bHIX), Ho He npocaedcueaemcs 05t 0moenbHvlx
(eHomunuyeckux npusHaAKos, MOJeKVIAPHO-2eHemU4ecKkoe Uucciedosanue npumensemcs Ojs
noomeepocoenus, a He ycmaosnenuss ouacnoza /[JIKJI. Buvissnenue cemelinoi mymayuu 2eHa
LIPA oOenaem 603mM0dcHbIM 00CNI€008aHUE POOCMBEHHUKO8 NPOOAHOA, A MAKdCce NpoedeHuUe
NPEeHamanbHOU U NPeUMnIAHMAYUOHHOU OUACHOCTMUKU.

o Pexomenayercesi BceM MalueHTaM ¢ Mojao3peHreM Ha uHpantumpHyto dopmy JIJIKII
(Oone3np Bonbmana) mpoBegenue oOuiero (KIMHUYECKOr0) aHaIu3a KPOBH Pa3BEPHYTOrO JUIS
BBISIBIICHHS aHEMHH, JIEHKOTIEHUH, TpomOoruTonennu [9,13,15].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— D).
KommenTapuu: B pavkax obwezo (KiuHuueckoeo) anaiuza Kposu paszeepHymozo Heooxoo0umo:
uccnedosanue YposHs 00ujeco 2emMo2100UHa, IPUMpPOYUmMos, 1eUKoyumos, mpomoboyumos 6
Kposu, OuggepeHyuposantuvlil noocuem Jetkoyumos (leukoyumapuas @opmyna), npocmomp
MasKka Kposu 01 AHAAU3A AHOMANUL MOPGON02UU IPUMPOYUINOE, MPOMOOYUMOE U JeUIKOYUMOS,
onpedenenHue  Y8emogo20  NOKA3AMes, onpedenenHue  pamepos  IPUMPOYUMOS,
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uccnedosanue  ckopocmu — oceoanus  spumpoyumos. Ilamozenemuueckue — MexaHuzMul
Gopmuposanus anemuu U mpomoOOyumMoneHuu He 00 Kowya usyyervl. OOHUM U3 BO3ZMOINCHBIX
MEXAHU3MO8 AGIAEMC HAKONIeHUue 3Qupos XonecmepuHa U mpueiuyepuoos 6 Kiemkax
MakpoghazanbHo-monoyumapuou  cucmemsl. Kpome mozo, amemus  moocem HOCUMDb
AnUMEeHmapHulll. OeUYUMHLLIL Xapakmep, max U A6IAMbCa C1e0CmeueM UnepCnieHusmMa npu
Gopmuposanuu nopmanvrou eunepmenzuu. Creocmeuem 2UNepcuieHUIMa s61aemcs maxdice
mpomboyumonenus. Onucanvl Cay4au 8MopuUyHo20 2emMophazoyumapHo2o IUMboSUcmuoyumosa.
Yuumuisas kpaiiniorw peoxocms BB, pannuii cmapm, no30H010 OUACHOCMUK) U 00bIYHO MACEN0e
meueHue 00CMOBEPHBIX OAHHLIX O HEOOXOOUMOU Yacmome Npo8edeHUsl UCCIe008AaHUsL HeM.
Yacmoma ucciredoganusi obweco (KIUHUYECK020) aHanu3a Kpo8U PA36ePHYMO20 OUKMYemcs
cocmosiHuem nayuenma.

. PexoMeH10BaHO TIPOBEICHIE aHAIN3a KPOBU OMOXUMHUYECKOTO OOIIETePareBTHIECKOTO
(uccnenoBaHuEe YPOBHSI XOJIECTEPUHA, XOJECTEPHHA JUIONPOTEHHOB BBICOKOHM IJIOTHOCTH,
X0JIECTEpUHA JIMITONIPOTEMHOB HU3KOM TUIOTHOCTH, TPUTIIULIEPUIOB, 00IIero Oenka, anb0yMuHa,
oOuiero 6unupyornHa, OunupyOruHa CBA3aHHOTO (KOHBIOTMPOBAHHOIO), OUITUPYOHHA CBOOOTHOTO
(HEKOHBIOTUPOBAHHOTO), orpeseIieHrue AKTUBHOCTH acrmapraTaMHHOTpaHchepassbl,
alaHWHaMUHOTpaHc(epaspl,  raMMa-TIoTaMuITpaHchepassl, menoyHo  ¢ocdarassi),
UCCIIEIOBAaHUE YPOBHS (ePPUTHHA M KHPOPACTBOPUMBIX BUTaMUHOB (BuTamMuHOB A, D, E u K:
uccienoanue ypoBHs 25-OH Butamuna /| B KpoBH, UCCieI0OBaHUE YPOBHS BUTAMHHA A B KPOBH,
UCCJICIOBAaHUE ypOBHS BUTaMuHA E B KpOBH, MPOTPOMHHOBOE BpeMs KaK KOCBEHHBIH Mapkep
ButamuHa K (ompeznenenue nporpoMOMHOBOTO (TPOMOOILIACTUHOBOTO) BPEMEHU B KPOBU HIIU B
wiasme) [50, 55] nmpu muarnoctuke BceM namuentam ¢ bB st onpenenenus ¢yHKIIMOHATBLHOTO
COCTOSIHHUS TICUCHH, KOTOPast ABJISIETCS OAHUM U3 opraHoB-muitenei npu bB [15,16, 56].
YpoBeHnb yoenurenbHocTn pekomenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— 5)

Kommenrapum: oz nayuenmos ¢ BB xapaxkmepno 3nauumenvHoe NoGvlueHUe AKMUBHOCIU
mpancamunas (AJIT, ACT), y uacmu nayuenmos ommedanoch HOBbIUEHUE WENOUHOU
Gocgamaset, 2unepxonecmepuHemusl, eunepounupyouHemusi, 603MOJICHA
eunepmpuenuyepudemusi, yeeauuenue kKonyenmpayuu JITHII, y MHO2UX nayuenmos CHUNCEHO
konuwecmeo JIIIBII 6 kpoeu. Ilpu awnanusze anoaunonpomeuHozpammvl y OOIbUUHCIEA
NAYUeHmMo8  GbIAGIAIOM  NOGbLUEHUE YPOGHS  OCHO6HO20 — anonaunonpomeuna JIITHIT -
anoaunonpomeuna B.

Yuumueisas xpatinioro peokocmos ecmpeuaemocmu bB, paunuti 0ebrom, no30HI010 OUACHOCMUKY U
msaxcenoe meuenue 001e3HU 00CMOBEPHBIX OAHHLIX O He0OXO0OUMOU uacmome npoeeoeHUs.
uccneooganusi  mem.  HYacmoma — uccneooéamuss — aHAIU3A  KPOBU  OUOXUMUYECKO2O
0bwemepanesmuuecko2o OUKmMyemcsi cocmosinuem nayuenma. Ilpu ouaznocmuxe nposooumcs
onpedeneHue  AKMUBHOCMU  ALAHUHAMUHOMPAHCHepasvl,  aACHApPMAMamMuHompancghepassl,
2amMma-eniomamMuimpancgepazvl 8  Kposu, UCCled008aHue YposHs obujeco  ounupyouna,
ounupybuna cea3aHH020 (KOHBLIOSUPOBAHHO20), XOJeCMepUHd, XOAeCmepuHa JIUNnonpomeuHos
HU3KOU NIOMHOCMU, XONeCMepuHa IUNONPOMeUH08 6blCOKOU NJIOMHOCMU, MPUSIUYepuoos 6
kposu. IIpu ouacnocmuxe BB uacmo nabnooaromes evicokue 3naverus peppumuna u oeguyum
ACUPOPACMBOPUMBLX BUMaMUuno6 (sumamuros A, D, E u K). B ounamuxe nposoosm onpedeneHue
AKMUBHOCMU ANAHUHAMUHOMPAHCPeEPasbl, acnapmamamuHompancgepasul, eamma-
2MOMamMUImpancgepasvl 8 Kposu, weiouHou Gocgamasvl, ucciedosanue yposHs ooue2o
ounupyouna, OuIUPYOUHA CBA3AHHO2O (KOHBIOSUPOBAHHO20), XOAECMEPUHA, XOaeCmepuHa
JIUNONPOMEUHO8 HU3ZKOU NIOMHOCMU, XOJIeCmepuHd JIUNONPOMEUHO8 BbICOKOU MNIOMHOCMU,
mpuznuyepuoos 8 Kposu (e menee 1 paza 6 mecay,).
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. Pexomenayercs BceM maunuveHTam ¢ NpusHakamMu bB mpu guarsoctuke ucciaenoBaHue
YPOBHSI JIEKTPOJIMTOB B KPOBU (MCCIIEJOBAHUE YPOBHS HaTpUs B KPOBH, UCCIIEOBAaHUE YPOBHS
KaJMsl B KPOBHU, UCCIIEIOBAHNE YPOBHS OOILEro KajlblUs B KPOBH) C LIEJIbIO KOMIUIEKCHON OLIEHKU
HYTpUTHBHOTO cTaryca [15].

YpoBeHnb yoenutensHocTu pekoMenanuu C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o Pexomennyercsi BceM nanueHTaM ¢ bB npu quarnoctuke nccieqoBaHue KOaryaorpaMMBl
(OpHEHTHPOBOYHOTO HCCIIEJOBAHUSI CHCTEMBl T'€MOCTa3a), OMpeesieHHe MPOTPOMOUHOBOTO
(TpoMOOILTACTHHOBOI0) BPEMEHU B KPOBU MJIM B IUIA3ME, MEXKIYHAPOIHOTO HOPMAIH30BAHHOTO
orHomienuss (MHO), nporpomOunoBoro wunzaekca (IITH), axkTuBMpOBaHHOIO YacCTHUYHOTO
TpomboruiacTuHoBoro BpemeHu (AUTB) ¢ menpio CBOEBPEMEHHOIO BBISBICHUS HapylICHUN
remoctasza [10, 37, 45]. Taxke Ui KOHTPOJII CHHTETUYECKOW (DYHKIUH TEUCHH, BBISBICHUS
CHHIpOMa MEUYCHOYHO-KJIETOYHON HEJOCTaTOYHOCTH M CBOEBPEMEHHOTO MPEAYNPEKIACHUS
OCJIO)KHEHHH, CBA3aHHBIX C HApYIIEHHEM TeMOcCTa3a nanueHTam ¢ bB onpexnesnsitor TpoMOuHOBOE
BpeMs B KPOBH, UCCIICIOBaHUE ypOBHS (pubpruHOreHa B kposu [49].

YpoBeHb yoenuteabHocTH pekoMeHaanuu C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
e PexomennoBano nanuentam ¢ bB npoBonuTh MccnenoBanue ypoBHs 0OLIEro KOPTU30JIa B
KPOBH, HCCIIEIOBaHHUE aIPECHOKOPTHKOTPOITHOIO TOPMOHA B KPOBH C IIETIbIO CBOEBPEMEHHOU
JTMarHOCTUKY HA/AMTOYSYHUKOBOW HEJJOCTATOYHOCTH M Ha3HAYECHUS 3aMECTUTEIIbHOM Tepanuu [ 15,
35].

YpoBeHb yoenutenabHocTi pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
e PexomennoBano nanuentam ¢ BB mpoBomuth uccienoBanue ypoBHs ¢depputunHa, C-
PEaKTUBHOTO OeNKa, MPOKAIBIIMTOHUHOBOTO TecTa, JakTartaeruaporenassl (JIII') B kpoBu mms
UCKITIOYEHUs BTopryHOTo remModarorurapruoro cuaapoma (I'dC) [6].

YpoBeHnb yoenureabHocTu pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5)
KommenTapuu: o5 ungpanmunvroii popmor 5@ xapaxmepno pazeumue emopuunoco I'@C. Ilpu
BB nakonnenue s¢pupog xonecmepuna 6 makpogazax npugooum K ux HpOSOCHANUMENbHOU
akmueayuu u sAeusiemcs mpuecepom pazeumusi emopuunozo I'®@C, xomopwlil enociedcmeuu
Modicem no00epAHCUBAMbCS NPOOJYKYUell YUMOKUHO8 U (heppumuHa Mmakpogazamu.

2.3.2 Jlabopamopnule ouaznocmuueckue uccied08anus npu 001e31u HAKOnaeHus 3hupos
xonecmepuna (FH3X)

. Pexomennayercst Bcem nanuentam c nogospenuem Ha BHOX s sepuduxanum nuaruosa
ONpeAeIeHUe AKTUBHOCTH JIM30COMHOM KHCIJIOW JIMIA3bl B MATHAaX BBICYIICHHOW KPOBH WM
neiikormTax nepudepudeckoit kposu [17, 18].

YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB— 3).
Kommenrapuii: Onpeoenenue axmuenocmu JIKJI 6 cyxux namuax Kpoeu Hno360.15em
noomeepoums unu onpogepeHyms ouacno3 JJIKJI u sasensemca «3010mulM CMAHOAPMOM»
ouazHocmuku 3mozo 3abonesanus. llpasuna 3a6opa Kpoeu Ha Kapmouky-@uibmp npuseoeHvl 6
Ipunoxcenuu A3.

JononnumenbHolMu OUOXUMUYECKUMU MAPKEpamMu Mo2ym Oblmb NO8blULEHUE KOHYEHMPayuu
oKcucmeponos 6 niazme kposu (7-kemoxonecmepun u xonecman-3f3,5a,6-mpuon) [57].

o Pexomenayercsi manueHTaMm, y KOTOPBIX BBIABIEHO CHMKEeHHME akTuBHOcTH JIKIJIL,
OlpejiefieHue BapUaHTOB TeHOB B oOpa3le OWOJOrMYecKkoro marepuaia (IpyroM WIH
HEYTOYHEHHOM HEKJIACCU(PUIMPOBAHHBIX B JIPYIrHMX pyOpHKax METOJIOM CEKBEHHUPOBAHHUS IO
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Cenrepy), IpOBEICHHE MOJICKYJIPHO-TeHEeTHUYeCKoro uccienaoBanus reHa LIPA (uccnenoBanue
reHa LIPA B paMkax cekBeHMpOBaHMs IaHEIM I€HOB WJIM CEKBEHHPOBAHHUS IOJIHOTO 3K30Ma:
OlpeNeieHne BapUaHTOB TE€HOB B o0pasle OMOJIOTMYECKOro MarepHuaja JpyroM MU
HEYTOYHEHHOM, HEKJIACCU(HUIMPOBAHHBIE B JPYrHX pyOpHKax, METOJOM TapreTHOrO
BBICOKOIIPOU3BOIUTEILHOTO CEKBEHUPOBaHMUs / ONpeieliecHHe BApUAHTOB T€HOB, MPUBOJISIINX K
Pa3BUTHIO MOHOTCHHBIX 3a00JieBaHMU, B 00pa3iie OMOJOTHYECKOr0 MaTepuaia JIpyroM WU
HEYTOYHCHHOM, HEKJIACCU(PUIIMPOBAHHOE B JPYyrUX pPYOpUKaxX, METOIOM TTOJHO3K30MHOTO
BBICOKOIIPOU3BOIUTEILHOTO CEKBEHHPOBaHMs |/ OMpeAeieHHEe BapHaHTOB T'€HOB B 00Opasiie
OHMOJIOTMYECKOTO Marepuajja JPYyroM WIM HEYTOYHEHHOM, HEKJIacCH(UIIMPOBAHHBIC B JIPYTHX
pyOpHuKax, METOJIOM BBICOKOIIPOU3BOAUTEIEHOTO CEKBEHHPOBAHMS) C IENBIO MOATBEPKICHUS
JMarHo3a Ha MOJICKYJIIPHO TeHeTH4YeckoM ypoBHe [3,15].

YposeHnb yoenurenabnocTu pekoMmenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— 5).
KommenTapuu: ona onpedenenus maxmuxu J[HK-Ouaenocmuku, a maxoce KoppeKmHouU
uHmepnpemayuy NOAYYEeHHbIX OAHHLIX 00s3amenen npuem (0CMomp, KOHCYIbMAayus) epaud-
2CHEMUKA Nepeudnblll. U NoemopHull. Y Oonvuwuncmea nayuenmos ¢ JIJIKJI evissensiom
namoeenHvle Ul BEPOIMHO-NAMOSEHHbIe GAPUAHMbBL 6 20MO3UCOMHOM UL  KOMNAYHO-
2emepo3uUcOmMHOM COCmMosaHUY 6 Kooupyloweti oonacmu cena LIPA. Bmecme ¢ mem, onucamwvl
UHMPOHHbIE BAPUAHMbL U NPOMANCEHHbIE Oelleyull 2eHd, He 6blasiisiemMble Npu NpogedeHUU
CMAHOAPMHO20  2eHEeMUYeCcK020 UCCIe008aHus. llamoeeHHOCMb  6bIAGNIEHHBIX  BAPUAHMOB
Heu38eCmHO20 KIUHUYECKO20 3HAYeHUss mpebyem 0ONOIHUMENbHbIX O0OKA3AMENbCMS.
Monexynapro-eenemuueckas OUASHOCMUKA B03MOXCHA MEMOOAMU MACCOB020 NAPALLENbHO20
CEKBEHUPOBAHUSL (CEKBEHUPOBAHUE NAHENU 2€HO8, KIUHUYECKO20 UNU NOJHO20 CEK8EHUPOBAHUS
9K30Ma, NONHO20 e2eHoma). HMoenmughuxayus OUANIETbHBIX BAPUAHMOE HEONPEOeleHHO20
KAUHUYLECKO20 3HAYEHUs, UL MOJILKO 00HO20 6APUAHMA 6 2eHe He NoOmeepacoaem ouaznos. Bee
8apUAHmMbl, OOHAPYICEHHbIE MEMOOAMU MACCOBO20 NAPANLENLHO20 CEKBEHUPOBANUSL, HEOOX0OUMO
noomeepicoams peghepeHcHuIMU Memooamu (Hanpumep, 015 OOHOHYKIEOMUOHLIX 8APUAHMOB
HeobXx00uMo onpeoeieHue 8apuanmos 2eHo6 8 00pasye OUOIOSUYECK020 MaAMepuanla Opy2om uiu
HEeYMOYHEeHHOM, HeKNaACCUUYUposanHvle 6 Opyeux pyopuxax, MemoooM CeKEeHUPOBAHUs NO
Cencepy). Yuumvieas aymocomHo-peyeccusnvlii mun HAc1e008anus, OJisl 6apPUAHMOE OOJIHCHO
ObIMb NOOMBEPHCOEHO MPAHC-NONONHCEHUE.

Iockonbky 6 Hacmosiwee 8pemsi 2eHO-eHOMUNUYECKAsT KOPPeNsiyus YCMAHOBNIeHd MObKO Ha
yposue knunudeckou gpopmul JJIKJI (BB, nuoo BHIX), Ho ne npocnexcusaemcs 01 0moenbhbix
(eHomunuYecKux NPU3HaKos, MOJIEKVIAPHO-2CHEMUYECKoe UCCIe008aHUe NPUMEHAemCcs: Ol
noomeepacoeHuss, a He ycmauosienus ouacnosa [JJIKJI. Buvlsienenue cemelno mymayuu 2enHa
LIPA oOenaem 603M0dCHbIM 00CNI€008aHUE POOCMBEHHUKO8 NpOOAHOA, a Makxdce NposedeHue
NPEHAManbHOU U NPEUMNIAHMAYUOHHOU OUASHOCHUKL.

o Pexomennyercs mpoBezeHue oOmiero (KIMHUYECKOT0) aHaliu3a KPOBH, Pa3BEPHYTOTO
BCEM TaIMeHTaM ¢ rmojo3penueM Ha BHOX u nanee B muHamuke, B cpeiHeM, He pexe | pasza B 6
MECSIIEB C IEJIbIO BBISBIICHUSI aHEMUH, JIEHKOMIeHnH, TpomOoruronenuu [9,13,15].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— D).
KommenTapuu: B paukax obwezo (KiuHuuecko2o) anaiuza Kposu paszeepHymozo HeoOxoo0umo:
uccneoo8anue ypoeHs 00uje2o 2eMo2ioouHa, 3pUmpoyumos, JetKoyumos, mpomooyumos 6
Kposu, OuggepeHyuposantuvlil noocuem Jetkoyumos (leukoyumapuas @opmyna), npocmomp
Maska Kpogu 01 AHanU3a AHOMAIUL MOPGOL02UU S3PUMPOYUMOE, MPOMOOYUMOE U NeUKOYUMOS,
onpedenenHue  Y8emogo20  NOKA3AMes, onpedenenHue  pamepos  IPUMPOYUMOS,
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uccnedosanue  ckopocmu — oceoanus  spumpoyumos. Ilamozenemuueckue — MexaHuzMul
Gopmuposanus anemuu U mpomoOOyumMoneHuu He 00 Kowya usyyervl. OOHUM U3 BO3ZMOINCHBIX
MEXAHU3MO8 AGIAEMC HAKONIeHue 3Qupo8 Xonecmepura U mpuiuyepuoos 6 Kiemkax
MakpoghazaneHo-moHoyumapuot  cucmemsl. Kpome mozo, anemusi modcem umemv KAk
AnuUMeHmapHulll  0epuyummubslll Xapakmep, MaxK U sAGIAMbCA Cle0cmeuem 2unepcniieHusMda.
Tpomboyumonenus seraemcs creocmeuem 2unepcnieHusMa npu GopmuposaHuu nopmaibHOU
eunepmeHsuy, Hapsaoy C OMUM ONUCAHbL CIYYaAU  BMOPUUHO20  2eMOpa2oOYUMAaApHO20
aumepocucmuoyumo3sa.

o PexoMenyercst mpoBe/icHHE aHAIM3a KPOBU OMOXHMHYECKOTO OOILIETEParieBTHYECKOrO
(uccnenoBaHue YPOBHSI XOJIECTEPHUHA, XOJECTEPHHA JIUIONPOTEHHOB BBICOKOHM IJIOTHOCTH,
XOJIECTepUHA JIMMONPOTEUHOB HU3KOM MJIOTHOCTH, TPUTIIMLEPHUIOB, 001Iero Oenka, alb0yMuHa,
obmero ounupyorHa, OMIMPyOrHA CBI3aHHOTO (KOHBIOTHPOBAHHOTO), OMIIMpyOHHA CBOOOHOTO
(HEKOHBIOTUPOBAHHOTO), KPEaTHHUHA, OINpe/elieHue aKTUBHOCTH acrmapTaTaMHUHOTpaHc(epassl,
alaHuHaAMHUHOTpaHc(epassl,  raMma-riroTaMuiITpancdepassl,  Ieao4Hol  docdoTassl,),
UCCIIEJOBaHUE YPOBHS (eppUTHHA U KUPOPACTBOPUMBIX BUTAMUHOB (BUTaMHHOB A, D, E u K:
uccienoanue yposHs 25-OH Butamuna /] B KpoBH, HcciieI0BaHUE YPOBHS BUTAMHHA A B KpPOBH,
MCCJIEIOBAaHUE YPOBHS BUTaMUHA E B KpoBU, MPOTPOMOMHOBOE BpeMsi KaK KOCBEHHBIH MapKep
ButamuHa K (ompenenenue nporpomMOMHOBOTO (TPOMOOIIACTUHOBOTO) BPEMEHU B KPOBU WU B
wiasme)) [50] mpu auarHoctuke Ui onpeAeiaeHus (YHKIHOHAIBHOTO COCTOSIHUS IMEYCHH,
KOTOpas ABJISETCA OJHUM U3 opranoB-muieneii mpu JJJIKJI [15, 16, 38, 56].

YposeHb yoenureqabHocTH pekoMenaanuu C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB— D)
KommenTapuu: y 6orvwuncmea nayuenmos ¢ BHOX evissnsiiom nogvluienue akxmueHOCMU
mpancamunaz (AJIT, ACT), eunepxonecmepunemuio, eunepmpueiuyepuoemuro,; yeeiudeHue
konyenmpayuu JIIIHII, y mHoeux nayuenmos cuudxcero koauvecmeo JIIBII ¢ kposu. Ilpu ananusze
anoIunoONpOmMeUHoSPamMMbl 8blAEAI0N NOBbIULEHUE YPOBHS OCHO8HO20 anonunonpomeuna JIITHIT
- anoqunonpomeuna B.

o Pexomenayercs vccieoBaHuE YPOBHSI MOUEBHHBI B KPOBH, UCCIIEIOBAaHUE KPEeaTHHUHA B
KpOBHU, OIpPEICICHUE CKOPOCTH KIyOOUKOBOM (PHIIBTpAllid TO YPOBHIO KpEaTHHUHA KPOBH
pacueTHbIM MeToJoM BceM manueHTaM ¢ BHOX mpu amarHoctuke 3a0oneBaHUs C IENbIO
KOHTPOJISI QYHKIIMY TTOYEK U CBOEBPEMEHHOM TUArHOCTHKM ee HapymieHus [38].

YposeHb yoenureabHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB— D)
. Pexomenayercs Bcem mnamueHtaM ¢ BHOX mnpu  guarHoctuke ucciegoBaHUE

KOaryjaorpaMmbl  (OpHEHTUPOBOYHOI'O HCCIIEIOBaHMS CUCTEMbl TIeMOCTa3a), OIpejaeeHue
IPOTPOMOMHOBOTO (TPOMOOIJIACTUHOBOI0) BPEMEHH B KPOBH WM B IUIa3Me€, MEXIYHApOIHOTO
HopManu3oBaHHoro otHomeHuss (MHO), nporpombunoBoro nnaekca (ITTU), aktuBupoBanHoro
4acTUYHOro TpomborutactuHoBoro BpemeHu (AUYTB) c menpio cBOEBpEMEHHOTO BBISBIICHUS
HapymeHuii remoctasza [10, 38, 49]. Takxke ans KOHTPOJIS CHHTETUYECKOW (PYHKIIMU TEYCHH,
BBISIBJIEHUSI CHUHJAPOMA  IE€UYEHOYHO-KJIETOYHOM  HEJOCTaTOYHOCTHU U CBOEBPEMEHHOIO
MPEAYNPEXKACHUS OCIONKHEHHM, CBSI3aHHBIX C HapylIeHHWEM reMocra3a nanueHtam ¢ BHOX
OTIPENIETISIIOT TPOMOMHOBOE BpeMsI B KPOBH, HCCIIEIOBAaHNE YPOBHS PUOpUHOTEHA B KpoBH [49].

YpoBeHb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— D)
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2.4 UacTpyMeHTAJIbHbIE JUATHOCTHYECKHE UCCIeI0BAHUS

2.4.1 Hucmpymenmanvhvle OuazHOCmMuYecKue uccile008anus npu UHGaHmuabHou gopme
JUIKJI (bone3nu Boavmana)

o PexoMenayercsi BceM MaipeHTam ¢ mojpo3peHneM Ha BB u mocne jaGopartopHoro
MOJATBEPXKIICHUST JIMarHo3a IMPOBEJIEHUE YIbTpa3BykoBoro wuccienoBanus (Y3U) OpromHoM
nojoctd  (yJIbTPa3ByKOBOE HCCIICAOBAHHE OPIraHOB OPIOMIHOM IMOJIOCTH (KOMIUIEKCHOE)) U
3a0pIOIUHHOTO MMPOCTPAHCTBA (B T.4., YIBTPA3BYKOBOE UCCIICIOBAHUE HAAIOYEYHUKOB), a TAKKE
IYTUIEKCHOE CKaHHPOBAaHUE COCY/AOB TeNaTOOMIMAPHOM 30HBI, AYIUIEKCHOE CKaHUPOBaHHE
COCY/IOB CEJIE3EHKH C IICIIBbI0 KOHTPOJIS COCTOSIHHMS BHYTPEHHUX opraHoB [2, 9, 13, 15].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB— 5).
KommenTapuu: Y34 oprownoii nonocmu nozeonsaom onpedenums pazmepuvl Ne4eHu U Cene3eHKu,
onpedenums ouamemp 60POMHOU U Cele3eHOYHOU 6eH, HANUYUe Cmeamosd, NPUHAKU Yyuppo3a
neuenu, Kaibyu@durkamos Ha0NOYeyHUKOS.

o Pexomennyercsi nanventam ¢ bB npu Hanmuuuu npu3HaKOB MOPTANbHOW THIEPTEH3HH,
nposejeHue 330¢aroractpoayonerockonuu (I'JC) ¢ menbo OLEHKH COCTOSHUS BEH MUIIEBOIA
u xenyka [15].

YposeHb yoenureqbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB— D).
KommenTapuu: nposedenue 31 J/[C y nayuenmos ¢ ¢hubpozom nevenu, npusHaxamu nOpmanibHo
eunepmeHnsuu Heobxo0umMo OJisl OYeHKU CMeneHu BaApUKO3HO020 PACWUPEHUsl 6eH NUuesood u
V2po3bl Kpo8OmeyeHuUs

. He pexomenmoBaHo mpoBejacHUE OHONCHU TedeHH (dpeckoxkHas Ouoricus rnedeHu/
OMOTICHS TIEYSHH 101 KOHTPOJIEM YIBTPa3BYKOBOT'O HCCIIEOBAHUS/OMOTICHS TIEYSHH TIPH TTIOMOIIIN
JanapoCKONMM; MaTOJOr0-aHaTOMUYECKOE HCCIIeJOBaHHE OWONCUITHOTO (OIepaliOHHOIO)
MaTepuaia MyHKIIMOHHON OMOICHU MEeUYeHH, MMaToI0r0-aHaTOMUYECKOe HCCieIoBaHue Ouomnrara
MICYCHHU C TIPUMEHECHUEM HMMYHOTHCTOXUMHUYECKMX METO/IOB) B KAYECTBE PYTHHHOTO METOA JIIsI
noATBepyKaeHus quarno3a bB [15, 19].

YposeHb yoenureabHocTn pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB— 4).
KommeHnTapuu: moowcem npogooumucs ¢ yenvto oyenKu COCMOosaHUs MKAHU neYeHu, onpeoeieHus
HATUYUSL U BbIPANCEHHOCMU CMeamo3d, cmaouu pubposa.

Maxkpockonuuecku neueHv umeem APKULL IHCENMO-OPAHIHCEBBI YBem, 2UCTONIOSUYECKAS]
KapmuHa Xapakmepuszyemcs HaAIuvyuemMm MUKpOBe3UKYISAPHOSO0 Cmeamo3sd, «NeHUCMbIXy KIemKu
Kyngpepa, npusnaxoe pubposa u yupposa nevenu [13, 19].

. Pexomenayercst BceM mamueHTaMm ¢ nojo3peHueM Ha BB mposeneHue snacromeTpun
NEYEHN W/WIN MarHUTHO-PE30HAHCHOM ToMorpaduu OpraHoB OpIOIIHOW IOJIOCTH C ILEJIbI0
KOHTPOJISI COCTOSTHUSI BHYTPEHHUX opraHoB [39].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— 4).

2.4.2 Hucmpymenmainvhsle OUaZHOCMUYECKUE UCC1€008AHUA NPU 00J1€3HU HAKONIeHUSA
agpupoe xonecmepuna (bHIX), c 0ebromom 6 éo3pacme cmapute 6 mecauyes

° Pexomenayercss BceM mnamueHtam ¢ nojo3penueM Ha BHOX  mposeaenue
yabTpa3BykoBoro uccienoBanust (Y3UW) OpromiHoi mojocTd (yJIbTpa3BYKOBOE HCCIICIOBAHUE
OpraHOB OpIOMIHON TOJOCTH (KOMIUIEKCHOE)) M 3a0pIOIMIMHHOTO MPOCTPAHCTBA, a TaKkKe
IYMJIEKCHOE CKaHHUPOBAaHUE COCYAOB TenaTOOMIMAPHOW 30HBI, NYIUIEKCHOE CKaHWPOBAaHUE
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COCYJIOB CEJIE3CHKH C IIEJIbI0 JMHAMHYECKOTO KOHTPOJISI COCTOSIHUSI BHYTPEHHHUX OpraHoB [2, 9,
13, 15].

YposeHnb yoenurenabnocTn pekomenanuu C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5).
Kommenrtapun: V3U neuenu u cenezenku noseonsiom 6viA6UmMb yeeiudyeHue nedeHu u pejice
cene3enKu, Hanudue cmeamosa yupposa nevenu. Y3H 3abprowunnozo npocmpancmea, 6 m.u.,
Y3U naonoueunuxoe moodicem uia8umo Kaibyuhukamol HaonoueuHukos (y nayuenmos ¢ bBHIX
— Kpatine pedko, He 6onee 5%).

. Pexomenayercsti manueHTaM ¢ KiuHHYeckumu npusHakamu BHOX nposenenue
MarHuTHO-pe3oHaHcHOH ToMorpadguu (MPT) opraHoB OprOmIHON IMOJOCTH W DJIACTOMETPUU
MEYCHHU, a TaKXKE IPOTOHHON MarHUTHO-PE30HAHCHON CHEKTPOCKONMUH C LEIbI0 KOHTPOJISA
JUHAMUKA (GHOPO3a M IIPOIICHTA COAEPKaHus KUPa B IiedueHu npu nposeaennu O3T [21 — 26, 38,
60].

YpoBeHnb yoenurenabnocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5).
KomMmeHTapum: nposedenue oyenku cmeneru 8bipaiceHHoCmu HCuposoti Oucmpoguu neyenu (no
MPT) neobxooumo 011 nocredyioweeo Kowmpons d¢gexkmusnocmu DP3T. Yacmoma
uccneoosanuil 8 cpeonem: MPT opeanos oprownou noiocmu — no NOKA3aHusm, snacmozpaguu
neuenu — 1p/6 mec.

. Pexomennyercss manmentam ¢ BHDX mnpoBenenue 330(haroractpomryoaeHOCKONTNT
(OI'/IC) ¢ 1enbto OLIEHKH COCTOSHUS BEH MUIEBOIA U Kemyka [15].

YpoBeHnb yoenurenabHocTn pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— 5).
KommenTapuu: nposedenue 31 J/[C y nayuenmos ¢ ¢hubpozom nevenu, npusHaxamu nOpmanibHol
eunepmeHnsuu Heobxo0umMo OJisl OYeHKU CMeneHu BaApUKO3HO020 PACWUPEHUsl 8eH NUUe8ood u
Vepo3bl Kpo8OmeyeHuUs

. Pexomenayercs nanuentam ¢ BHOX perucrpaius 31eKTpokapAnorpaMmbl, IPOBEACHUE
aXOKapauorpaduu 1Jisl OLIEHKH COCTOSIHUSI CEPIICUHO-COCYAUCTOM cucTemsl [2, 38].

YposeHb yoenureabHocTn pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D).
. Pexomenayercst BceM manMeHTaM C yCTaHOBIeHHBbIM auarHosoMm BHOX nposenenue
yABTPa3BYKOBOI'O JIONIIEPOrpauYeckoro aHajn3a COCYAOB TOJOBBI W mmieu: JlymiiekcHoe
CKaHHPOBAHME SKCTPaKpaHUANBHBIX OTHENOB OpaxuonedansHbix aprepuii, JlymiekcHoe
WHTPAaKpaHUATBHBIX OTAEIOB OpaxuonedanbHbIX apTepHil, OIleHKa HX JgHaMeTpa, CTEHOK,
CKOPOCTH KPOBOTOKA, HAIUYHS/OTCYTCTBHSI UX CTEHO3WPOBAHMUS, TOJNIIMHBI KOMILIEKCa UHTUM-
menua (KMIM) 11 AMarHOCTUKM aTepocKiiepo3a M OI[CHKU CTENEHH ero BhipakeHHOCTH [13, 15,
20, 38, 40, 41].

YposBeHnb yoenurenbHocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5)
KommenTapmii:

Hononnumenvno moocem Ovimb npogedeHo onpedesieHue J00bIHCEUHO-NIeUe8020 UHOEKCA,
uccnedosana kanvyupurayus koponapolx apmepuu [38].

. Pexomennyercst B3pocisiM naruentam ¢ BHOX nposenenue npu HE0OX0IUMOCTH, TIO
3aKJTIOYCHUI0 Bpaya-KapauoJiora, B COOTBETCTBUU C OOUIMMH TMPUHIMIAMH TOIXOJa K
JUArHOCTHKE  aTepoCKJIepo3a, KOMIIbIOTepHO-TOMOrpaduyeckass aHruorpadust  cocyaoB
TOJIOBHOTO MO3Ta ISl OLIEHKH COCTOSHHSI CEPACIHO-COCYTUCTON cucTeMbl [38].

YpoBenb yoeauTeabHOCTH pekoMeHaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB—5)

. He pexomeHm0BaHO MpOBEICHHE OHOICHU TeUeHH (YpEcKOXHas Ouorncus medeHu/
Ouoricus eYyeHu MoJ1 KOHTPOJIEM YIbTPa3ByKOBOI'O HCCIIEA0BaHN/OUOIICHS IEYEHHU MTPHU TOMOIIU
JanapoCKONMK; IaTOJOr0-aHaTOMUYECKOe HCCIIeIoBaHHEe OUONCHUIHOrO (ONeparmoHHOrO)
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MaTepuaia MyHKIMOHHON OMOIICHU MEeUYeHH, MaToJI0r0-aHaTOMUYECKOe HccieloBaHue Ouomnrara
[ICYCHH C MPUMECHEHUEM HMMYHOTUCTOXUMHUYECKAX METOJIOB) B KAYECTBE PYTHHHOTO METO/Ia JIJIst
noATBepxkaeHus auarno3a bHOX [15, 19].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu C (YpoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB— 5).
KomMmeHTapum: modicem nposooumscs ¢ Yyeivto OYeHKU COCMOSHUSA MKAHU NeYeHU, onpeoeneHus
HAIUYUSL U BLIPAIICEHHOCMU CMeamo3a, cmaouu puoposa.

Maxkpockonuuecku neuensb umeem Heamo-opandicesslll yeem, SUCON0SULEeCKas KapmuHa
Xapaxkmepuszyemcs HaaiudueM MUKpOBe3UKYISAPHO20 cmeamo3sa, «neHucmulxy kiemku Kyngepa,
npusnaxkos gubposa u yupposa nevernu [13, 19].

) Pexomenayercss BceM manyeHTaM c mpeamnosioraembiM auariozoMm bBHOX mposenenue
yIbTPa3BYKOBOTO HCCIEAOBAaHUS IE€YEHH, JJIACTOMETPUU II€UYE€HH, MarHUTHO-PE30HAHCHOU
ToMorpaduu OpraHoB OPIONMIHON MOJIOCTH IS OATBEP:KACHHS quardo3a [39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB— D).

2.5 UHble TMarHOCTHYECKHE UCCICI0BAHUA

. PexoMenayercsl y OTACIbHBIX MAllMEHTOB C 3a00JEBaHUSIMH TI€YCHH, BKItouas bB wnu
BHOX, no peueHuto jedamero Bpaya B CIOXKHBIX CIIy4asX JJI PELICHUs] BOIPOCA O TAKTUKE
00CIIeTIOBaHUS U JICUCHHSI PACCMOTPETh IIPUMEHEHUE TEIEMETUIIMHCKUX TeXHOIorui [58].
YposeHb yoenureqabHocTH pekoMenaanuu C (YpoBeHb TI0CTOBEPHOCTH 10KA3aTeIbCTB— 4)
2.5.1 Huote ouaznocmuueckue uccieooeanusn npu ungpanmunvrou gpopme /J/IKJI (6one3nu
Bonvmana)

. Pexomenayercs Bcem mnamueHtam ¢ bB ydacTue B JAMAarHoCTUKE W JICYEHUE
MYJIbTHIUCIUIUIMHAPHON KOMAaHIbl  CHEIHAJNCTOB B BHIY TOro, 4TOo 3a0oJeBaHue
XapaKTepu3yeTcs MOPaKeHHEM MHOTHUX OPTaHOB U CUCTEM, TpeOyeT KOMITJIEKCHOM Tepamuu, 4To
JUKTYeT HEO0OXOJUMOCTh COBMECTHOI'O BEJICHHs MallMeHTa CIEeLUAINCTaMH Pa3HbIX Mmpoduiieit
[39, 42, 15]: mpoBoasTCs mpueMbl (OCMOTPBI, KOHCYJIBTALMK) Bpada-racTPOIHTEPOIIOra H/UITH
Bpaya-reauarpa MepBUYHBIN IPU IUATHOCTUKE U Jlajiee He pexe 1 pa3za B Mecsll, a TaKKe MpUeM
(ocMOTp, KOHCYTIBTAIIMS ) Bpaya-TeHETHKA TEPBUYHBIN U TOBTOpHBIE. HeoOxoaum mpuem (ocMoTp,
KOHCYJIbTAIlMsI) Bpada-AHeTOJIOra NEPBUYUHBIN U OBTOPHBIE C 11€IbI0 HA3HAYEHUS HU3KOKUPOBOM
JUEThI, KOPPEKIMU MalbabcopOiuu (MpeKpaiieHne TpyaHOTO BCKapMIIMBAHUS, TOJI00p
CHeHaIN3UPOBAHHON AUETHI C OTPAHUYEHUEM )KUBOTHBIX )KUPOB, IPUMEHEHHE JIETCKOW CMECH C
(GbopMyJIOi TPUTIIUILIEPUIOB CO CPEIHEH JUTMHOW IENu MoA00p CHEIUaTU3UPOBAHHON HUETHI C
OTpaHUYEHUEM KUBOTHBIX JKHUPOB, a B psJie CUTyalluid U MapeHTepaibHOro murtanus) [2,15],
npueM (0OCMOTp, KOHCYINIbTAIlKA) Bpada- AETCKOT0 KapAHOJora MepBUYHbBIN U TOBTOPHBIE C IENBIO
OIICHKH HapYIICHHUH CepIeYHO-COCYAUCTOM cucTeMbl U Tepanui [2,13,15,20,26], mpuem (ocmoTp,
KOHCYJIbTAIlMsI) Bpaua - HEBPOJOra MEePBUYHBIA U TIOBTOPHBIE C IIENIbI0 OIICHKU HAPYIICHHA
HepBHOU cucTteMbl [14], mpueM (OCMOTp, KOHCYJbTalUsl) Bpada- XHUpypra/Bpada-IeTCKOTo
XUpypra (CHequalv3UpyrolIerocsi Ha TPAHCIUIAHTOJIOTMHM) NpU HAJIWYUM TOKa3aHUW IS
MPOBEJICHUS TPAHCIUIAHTAIlMU TeUeHU. B jKH3HEeyrpoKaromux COCTOSHUAX HEOOXOAUMO yyacTHe
Bpada-aHEeCTEe3nO0JIOra-peaHnMarojora (ocMOTp (KOHCYJbTAllMs) BpavoOM-aHECTE3HOJIOTOM-
peaHMMaToJIOroM MNepBUYHBINA). [lepBUYHBIE M TOBTOPHBIE KOHCYJBTAIlMM Bpadyedl HWHBIX
CIEIMAILHOCTEH, a Takke MpHeM (TeCTUPOBAaHUE, KOHCYIbTAIUsl) MEIUIIMHCKOTO TCUXO0JoTa
MIEPBUYHBIN ¥ TOBTOPHBIE MTOKa3aHbI NaruenTaM ¢ bB, uMeronm HapymeHust GQyHKIUN APyTrux
OpraHoOB U CHUCTEM.

YposeHb yoenureqbHocTH pekoMenaanuu C (ypoBeHb 1I0CTOBEPHOCTH 10KA3aTeIbCTB— 5)
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. Pexomenayercs naureHTaM ¢ yCTaHOBIICHHBIM THarHo30M bB u HanuuueM n3MeHEeHul B
HAAMOYEUHUKAX MpUeM (OCMOTpP, KOHCYJbTAllMs) Bpauda-AeTCKOr0 3HAOKPHUHOJIOTa C LEIbI0
OLICHKH (DYHKIIMM HAJIIOYEUYHHWKOB U CBOEBPEMEHHOT'O HAa3HAUYEHUS TOPMOHO3aMECTHUTENIbHOM
tepanuu [15].

YpoBeHb yoenuTebHOCTH pekoMeHanun C (YpoBeHb 10CTOBEPHOCTH JJ0KA3aTeIbLCTB— D)
2.5.2 Huole ouaznocmuyeckue ucciedo08anus npu 601e3nu HaKonaeHus IQhupoes
xonecmepuna (FHIX)

. Pexomennyercst Bcem mnamuentam ¢ BHOX ywactue B nuMarHocTuke W Ji€4EHHE
MyJbTUAUCIMIIIMHAPHON KOMAaHIbl CIIELHUAINCTOB B BHUAY TOro, 4ro 3a0oJyieBaHHE
XapakTepu3yeTcs MOpakKeHUEM MHOTUX OPTaHOB U CUCTEM, TPeOyeT KOMILJIEKCHOM Tepanuu, YTo
JUKTYeT HEOOXOIMMOCTh COBMECTHOI'O BEICHUS MAIMEHTa CIELMaIUCTaMK Pa3HbIX npoduiiei B
BUJY TOTO, YTO 3a00JIEBaHUE XapaKTEePU3yeTCs NOPa)KEHUEM MHOTUX OPIaHOB U CHCTEM, TpeOyeT
KOMIUIEKCHOW TepamnuM, 4YTO JUKTYeT HEOOXOAMMOCTh COBMECTHOIO BEJEHHUS MalMeHTa
cnenuanuctamu pasubix npoduiei [15, 38, 39, 42]: mauuentam ¢ BHOX HeoOxomumbl mpruem
(ocMOTp, KOHCYNbTallMs) Bpada-racTpOdIHTEPOJIOra, NEPBUYHBI M IOBTOpPHBIE Bpayda-
TepaneBTa/Bpaya oOmedl NpakTUKK (ceMeiHoro Bpaua)/ Bpaya-ieuarpa TMEPBUYHBIA U
IIOBTOPHBIE, a TAKXKe IPpHUeM (OCMOTp, KOHCYJIbTALMs) Bpaya-TeHeTHKa IEPBUYHBIN 1 TOBTOPHBIE,
HE00X0/1uM IpHeM (0CMOTp, KOHCYJIbTAllMsl) Bpaya-AHeToI0ra HEPBUYHbII U TOBTOPHBIE C LIEIIbIO
Ha3HAUYEHUs] HU3KOXKUPOBOW JueThl (MoAdop cHenMaiu3MpOBAHHOM JHETHl C OTrpaHUYECHUEM
KUBOTHBIX XHPOB) [2, 15], mpuem (0CMOTp, KOHCYNIbTAIMs) Bpaya-KapHoi0ra/Bpada-1eTcKoro
KapAHoJjora JeTCKOro C LIEIbI0 OLEHKH HapyIIEHUN CepJeUHO-COCYIUCTON CUCTEMBI U Tepanuu
(oLeHKa COCYAMCTOrO PHUCKa, Ha3HAUYEHUE JIEUEHUs, NEPBUYHO M B MOCIEAYIOIIEM KaxJble 6
mecsies) [2, 13, 15, 20, 26], npuem (KOHCYIbTalMsI) Bpada- XHUpypra/Bpada-IeTCKOro Xupypra
(crienuanu3upyOUIerocs: Ha TPAHCIUIAHTOJIOTMH) IIPU HAJIMYUU NOKa3aHUH AJIs TpaHCIUIaHTalUU
IeueHu, npueM (OCMOTp, KOHCYJIbTAllMs) Bpauya-HEBpPOJOra IMEPBUYHBIH M MOBTOPHBIE MPHU
HAJIMYMM TIOKa3aHWH, mpueM (OCMOTp, KOHCYJbTAllMs) Bpada-3HAOKPHHOJIOTAa / JETCKOTro
HHJIOKPUHOJIOTa MEPBUYHBIA U MOBTOpPHBbIE. B KU3HEYIpOXKAIOIIUX COCTOSIHUAX HEOOXOIUMO
yyacTHe  Bpada-aHecTe3uosiora-peanumarosora  (OcMoTp  (KOHCYJbTalusl)  BpauoM-
AHECTE3UO0JIOTOM-PEaHNMATOIOIOM IEPBUYHBIN).

YposeHnb yoenurenbHocTn pekoMmenanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5)

o PexomeHnayercsi KOHCYIbTALUK JPYTHX CIEIHAIMCTOB IMAIlMEHTaM C IOJIO3PEHHEM Ha
BHOX nnu ¢ ycTaHOBJIEHHBIM JHAarHO30M T10 Moka3anusm [15].
YpoBens yoenureabHocTH pekoMmenaanmun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB— 5)

3. Jleuenue, BKJIIOYASA MeAUKAMEHTO3HYI0 1 HEMeIUKAMEHTO3HYIO Tepaluu,
AUETOoTepanuio, 00e3001MBaHNe, MEIMIHHCKHE NIOKAa3aHUs U IPOTHBONOKA3AHUA K
NPHUMEHEHHI0 MEeTO10B JICYeHHUs!

Jleuenue J[JIKJI sxnrouaem xax namozenemuyeckyro mepanuio - Haznadenue @31, mak u
nposedeHue cumnmomamuyeckor mepanuu. Bedenue nayuenmos c JIJIKJI npeononacaem
MYTLMUOUCYUNTUHAPHBIL NOOX00 C 00A3AMENbHbIM YUacmuem 6payeli-2acmpodHmepono2os,
8paueli-neduampos/8payeli-mepanesmos, 8paveli-eeHemuKos, 8payel-ouemono2os, epayeli-
Kapouon0206/ 0emcKux Kapouonio2os u epadell Opy2ux CHeyudarbHoCmel, UMeouwux Onvlm 6
JleYeHUU 2mo2o peoko2o 3a001e6aHUs.
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3.1 IIaToreneru4eckoe Je4eHue
3.1.1 Ilamozenemuueckoe neuenue npu unpanmunvnoi gpopme /IJIKJI (6one3nu Bonvmana)

o PexomengoBano nposenenue GpepmenTHo 3amecturenbHoi repanuu (O3T) npenaparom
Cebenumnaza anbda** BceM manueHTaMm ¢ YCTAaHOBJIEHHBIM AuarHo3oMm bB ¢ nenbio 3amenneHus
MIPOTPECCUPOBaHUs 3a00JICBAHUS, YMEHBIICHUS PAa3MEPOB MEUCHU M CEJIE3E€HKH, perpecca HUiu
crabunuzanuu Gudpo3a MeYeHH, yCTPAHSHUS JUCITUITUICMIH, YMEHBIICHHUS HAKOIIJICHHS d(h)UPOB
XOJIECTEpPUHA B OpraHax u Tkausx [21-25].

YpoBeHb yoeIuTeJIbHOCTH peKoMeHanun B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB— 2).
KommenTapuu: npenapamom ona @3T saensemcs Ceberunasa anvgha™*. B 1 mn pacmeopa
cooepocumes  cebenunasvl  arb@a** 2 me. Omo pexomOuHawmuas Gopma uenoseuecKkou
JIUB0COMHOU KUCTOU UNA3bL, NPOU3BOOUMAS C UCNONIL30BAHUEM MEXHONOSUU PEeKOMOUHAHMHOU
JIHK 6 knemounoti kyremype kKypunozo saiya. @3T npednaznauena 0Jisi 60CCMAHOBNIEHUS YPOBHS
IH3UMAMUYECKOU  AKMUBHOCU, OOCMAMOYHO20 O 2UOPOU3A  HAKONIAEHHLIX IPUpos
XoliecmepuHa u 0Jis1 npedomepawyeHus ux oaivHeliue2o Hakonaenus. Ilocne e6edenus cebenunasa
anvga** obicmpo 861600UMCA U3 CUCMEMHO20 KPOBOMOKA U NO2TIOWAEMCS KIeMKAMU, NOCMYNAsl
8 UX IU30COMYL Yepe3 MaHH030-6-chocchammbie peyenmopui.

Bseoenue npenapama ocywecmensemcs napeHmepaibHo 8 8U0e BHYMPUBEHHBIX UHEDY3ULL.
Beeoenue ocywecmensemca uepe3 nepugepuveckuti  6eHo3uwili kamemep (Kamemep
uHgy3uonHvlll 018 nepugepuyeckux  cocyoos) uiu  uepe3  nopm-cucmemy  (nopm
UHGDY3UOHHDBILI/UHBEKYUOHHBLU, UMNIAHMUPYeMblil ***), komopsie yCmanasmueamcs co2iacHo
MemoouyecKum PYKOBOOCEAM «Benosnuwiii docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNOIL3068AHUEM HeobXo0uMblLx
Jnexapcmeennvlx  cpedcms.  Ilopm-cucmemsl  ycmanagnusaiomes coauacho Pacnopsascenuio
Ipasumenvcmesa Poccuiickoit @edepayuu om 31.12.2018 Ne 3053-p « O6 ymeeparcoenuu nepeunis
MEOUYUHCKUX U30eNUl, UMIIAHMUPYEMbIX 8 OP2aHU3M 4el08eKd NPU OKA3AHUU MeOUYUHCKOU
HOMOWU 8 pPAMKAX HPOSPAMMbL  20CYOAPCMBEHHbIX 2ApAHMuULl  OecniamHo20 OKA3AHUsL
2PadcOanam MeOUYUHCKOU NOMOWU, A MAKH#Ce Nepedts MeOUYUHCKUX U30eull, OMNYCKAemMblX no
peyenmam Ha MeOUYyuHcKue uzoenus npu npeodocmasieHuu Habopa COYUAIbHBIX YCIy2y.
Beeodenue npenapama coenacho uHcmpyKyuu no npUMeHeHuro.

. PexomengoBano nanueHtaM ¢ bB mpoBeaeHue MEOMKAMEHTO3HOW IpeMeIuKaluu

AHTUTHCTAMUHHBIMA  CPEJCTBAMH  CHCTEMHOTO  JICHCTBUS  W/WIM  HECTEPOHIHBIMH
MIPOTUBOBOCIIAIUTECIIEHBIMA U TPOTHBOPEBMATUYCCKUMU TIperiapaTaMu/penaparaMd  TPYIIITbI
JIPYTHE aHATBIETUKN M aHTUITUPETUKH COTJIACHO WHCTPYKIIUU 110 TIPUMEHEHUIO JICKApCTBEHHBIX
MpernapaToB MpH MOSBICHUHM TMOOOYHBIX peakuuid ¢ mocienyromei uHdysuelr cebemumnaszbl
ansga** [21-25, 47, 48].
YpoBeHnb yoenutelbHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)
KommenTapumu: y nayuenmos ¢ bB, nonyuarowux @3T, kaxk u npu 6/8 esedenuu 1100020 Opy2020
benKo8oeo mnpenapama, Mocym pazeumuvcs NnoOOUHble peakyuu (uxopaoka, 03H0O, peoma,
KpanueHuya,  msaxcenvle  peakyuti  cunepuy8CmeUumenbHOCmy  Aulepeudeckoeo  muna),
npoucxoosawue 60 6pems UHGY3UU UIU 8 MmeyeHue OHA nocie nposedeHus un@ysuu. Ilpu
noseieHuU NOOOUHBIX peakyuti 808pemMsa/nocie UH@y3uu peKomeHoyemcs coomeemcmayuee
Jleyenue, npu KoOmopom HeoOX00UMO C1ed08amb COBPEMEHHbIM PEKOMEHOAYUSM.
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3.1.2 [lamozenemuueckoe neuenue npu 6oae3nu Hakonaenus Iupoe xonecmepuna (bHIX),
6 6o3pacme cmapuie 6 mecayes

. PexomenioBano rposeaenue hepMeHTHOH 3amMecTuTenbHoi Tepanuu (P3T) mpenapatom
cebenunaza anba** marnpeHTaM ¢ yCTaHOBJICHHBIM jauarHo3om BHOX ¢ menbro 3amenneHus
POrpeccUpoBaHusl 3a00J€BaHUS, YMEHBIICHUS PAa3MEPOB MEUEHU M CEJIE3EHKH, perpecca Wiu
ctabunuzanuu pudpo3a neyeHu, yCTpaHeHUs! JUCIUNTUIEMUH, YMEHbILICHUSI HAKOTIEHUS 3(pUpoB
XOJIeCTEpHHA B OpraHax u Tkausx [21-25].
YpoBeHb yoeauTeIbLHOCTH peKoMeHaanuu B (YpoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB— 2).
Kommenrtapuu: IIlpenapamom ons @3T sensemcs cebenunaza anvgha**. B 1 mn pacmeopa
cooepoicumest  cebenunasvl anb@a** 2 me. Dmo pexombumanmuas opma uenogeyecKou
JIUB0COMHOU KUCTOU TUNA3bL, NPOU3BOOUMAS C UCNONIbI0GAHUEM MEXHON0SUU PEKOMOUHAHMHOU
JIHK 6 knemounoti kynemype Kypunozo saiya. @31 npednaznauena 0151 60CCMAHOBNIEHUS. YPOBHS
SH3UMAMUYECKOU aKMUBHOCU, OOCMAMOYHO20 Ol 2UOPOIU3A  HAKONIEHHbIX 3PUpos
XonecmepuHa u 05 npedomapaeHus ux oanvretiue2o Hakonienus. Ilocne sgedenus cebenunaza
anvga** obicmpo 6b1600UMCA U3 CUCMEMHO20 KPOBOMOKA U NO2NIOWAEMCS KIeMKAMU, NOCMYNAsL
8 UX JIU30COMbL Yepe3 MAaHHO030-6-¢hochammuvie peyenmopul. Beedenue npenapama coenacno
UHCMPYKYUU NO NPUMEHEHUTO.
o PexomenaoBaHo mpu BeIpakeHHOI runepxonectepuneMun Ha Gone @3T marueHtam c
BHDX naszuauenue #33etumuda (CLOAX09) B mo3upoBke 10MI/CyT C 1ETbIO CHUKEHUS YPOBHS
xosecrepuna [50, 53, 54, 61]
YpoBeHb yoenutenabHocTu pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrapum: 6sudy peoxocmu BHOX konmponupyemvie ucciedosamus Omcymcmeyiom.
Pewenue o nasnauenuu mpebyem uHOUBUOYATILHO20 NOOX00A U 0OCYHCOEHUS C NAYUESHMOM.
° PexomennoBano nanuentam ¢ bBHOX mnpoBenenne MennMKamMeHTO3HOW MpeMeauKaluu
AHTUTHCTAMUHHBIMA  CPEJCTBAMH  CHCTEMHOTO  JICHCTBUS  W/WIH  HECTCPOUJTHBIMHU
MIPOTUBOBOCIIAIUTESIIGHBIMA W TTPOTHBOPEBMATUYCCKUMU TIperiapaTaMu/mpenaparaMd TPYIITbI
JIPYTHE aHATBIETUKNA M aHTUITUPETUKH COTJIACHO WHCTPYKIIUHU TI0 TIPUMEHEHHUIO JICKaPCTBEHHBIX
[IPENapaToB MpHU MOSBIEHUU MOOOYHBIX AJUIEPIMUYECKUX pEaKLUUi ¢ mocieayroueil nHpy3ueu
cebenmumasbl anbha** [21-25, 47, 48].
YposeHnb yoenureabHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommenrapum: y nayuenmos ¢ BHOX, nonyuarowux @37, kax u npu 6/6 egedenuu 1106020
0pyeo2o 0enKoso2o npenapama, Mo2ym passumvcsi nodOouHvle peakyuu (1uxopaoxda, 03HOO,
psoma, KpanusHuya, msidcenvle peakyuu SUnepyy8cmeumenbHOCmu al1epeuyecKo2o muna),
npoucxoosawue 80 8pemMs UHQDY3UU UIU 8 meyeHue OH nposedeHus ungysuu. Ilpu nosenrenuu
NOOOYHBIX peakyuii 60 8pems/ nocie uH@y3uu pekomenoyemcs coomsememeaylouee iedenue, npu
KOMOpOM HeoOX00UMO C1e008amb COBPEMEHHBIM PEKOMEHOAYUSIM.

3. 2 CuMnToMaTH4YecKoe JJeYeHne

Bxirouaer HazHaueHHe JUCTBl C OrpaHUYCHHBIM COJACPKAHUEM KHUPOB, JICHCHUC
CONYTCTBYIOIIEH MAaTOJIOTHH.

3.2.1 Cumnmomamuueckoe neyenue npu ungpanmuavhoi gpopme /JVIKJI (6one3nu
Bonavmana)

o PexomennoBano nanuentam ¢ bB Ha3HaueHNEe BUTAMUHOB B CBSI3U C HEOCTATOYHBIM MX
YCBOEHHEM M3 MUIIHU, 00YCIOBICHHBIM HApyIICHHEM KUIIIEYHOTO BCACHIBAHHS y YACTH MAllUEHTOB
¢ BB ¢ menpo BocmosHenus ux gedurmra [15]. [N OMArHOCTHKK THUIOBUTAMHHO3a |
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PacCMOTpPEHHsI BOTIPOCa O HEOOXOIMMOCTH Ha3HAYEHUs Tepanmuyd HEeoOXOoauM mpueM (0CMOTp,
KOHCYJIbTAIlMsl)  Bpada->HIOKPUHOJIOra/Bpaya-JeTCKOr0  SHAOKPUHOJOra  W/WIM  Bpadya-
racTPO’HTEPOJIOTa W/UII Bpada-AUeTOJIOTa IEPBUYHEIC U TIOBTOPHBIC.

YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH JJ0KA3aTeILCTB— D)

. PexomengoBano nanueHtam ¢ bB 1 HaAnmo4eyHUKOBOM HETOCTATOYHOCTHIO MPOBEICHUE
3aMECTUTEIIbHON Tepamuu MpernaparaMyd TPYHINbl KOPTHUKOCTEPOUIbl CHCTEMHOTO JeHCTBHS
(MMHEPAJIOKOPTUKOUIbI U/UIIH TIIIOKOKOPTUKOHUBI) COTJIACHO COOTBETCTBYIOIIUM KIMHUYECKUM
PEKOMEHIALIUSM C 1EJTbI0 KOPPEKIUH HAAOYSUHUKOBON HE0CTaTOYHOCTH [15].

YpoBeHb yoenuTeabHOCTH pekoMenanun C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeJIbLCTB— D)
KommenTapumn: coenacno  kiunuueckum — pexomenoayuam — «llepeuunas — xpouuueckas
HAONOYEUHUKOBAsl He0oCmamoyHocmby  (6o3pacmuas  kameeopus. oemu; |D 1056 1;
https://cr.minzdrav.gov.ru/) u «llepsuunas nHadnoueuHuxo8as HeAOCMAMOYHOCMbY (803PACMHAS
kamezopus. e3pocavie; |D 524 3; https://cr.minzdrav.gov.ru/).

° PexomMeHI0BaH pallMoOH NUTAaHUS CO CHUKEHHBIM COJIEPKAHUEM KUpa nauuentam ¢ bB ¢

1eJIbI0 KOppeKiuu quciunuaemun [2,15, 50].

YpoBeHnb yoenurenbnocTn pekoMenanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5)
KommenTapuu: Ilpu /[JIKJI heobxoouma nuskoxcuposas ouema. 11o0xoovl k ouemomepanuu
npu pacemampueaemvlx popmax JJIKJI pazusames.

bB y mnadenyes uacmo conposodcoaemcs nospexicoeHuemM KUUEeUHUKA U3-3a HAKONJIeHUs.
JUNUO0B 800JIb COOCMBEHHOU NAACMUHKU CIUBUCTOU 000J0YKU, YO NPUBOOUN K MATbAOCOpOYUU
U 8bIPAdICEHHOU 3a0epiicke pocma. B pesynrbmame nospexcOeHus KUMeyHuKa y 00abuUuncmed
MAAOeHYe8 pa3eusaemcsi HenepeHocumocms bOenka. B smom cnyuae oemsam Heobxooumo
HA3HAYUMb dJIeMeHmHYI0 cMmecb. B cesa3u ¢ Hamuuuem manvabcopoyuu. nomepei 6enxa, e2o
nompeoieHue OO0NHCHO COCMAasams 4e/ke/0eHb 6 6uode c680000HbIX amunokuciom. Ilpu
npozpeccuposanuu 3a001e8anus, GopmMuposanuu NeyeHOuUHoU HedoCmamoyHoCmu HeobXxooum
UHOUBUOYATILHBIU NOOX00 K 003uposanuio benxa 6 payuone nayuenma ¢ BB noo xowmponem
nokasameel aMmonus. B xauecmee y2ne60008 MOJ’CHO UCNONIL308AMb NOIUMEPHI 2NIHIOKO3bl, UX
KOUYeCcmao ciedyem nocmenento yseauuusams 0o 20% om obweti nompedHOCmu 8 sHep2uu Uil
8 3a8ucumocmu Om nepemocumocmu. B Huzkoocuposou oueme y oemeu ¢ BB donowcno Gvimo
obecneueHno pexomenoyemoe nompeoeHue He3AMEeHUMbBIX HCUPHBIX KUCTOM U OTUHHOYENOYEUHbIX
NONUHEHACHIWEHHBIX HCUPHBIX KUCIOM, a 05 obecneueHusi sHepauell ciedyem UcCnoIb308amb
cpeoneyenodeynvlie mpuenuyepuowt (0o 1 e/ke/oens) [50]. Haznauenue macaia MCT 6yoem 6yoem
nonesuvim u3 pacuema 1 mn/xe. Illomumo MakpoHympuenmos, 8axicHo obecneuums ad0eKk8amHoe
HOCMyNJIeHue 3JIeKMpOIUmMos, SUMAMUHO8 (HCUPOPACMBOPUMBIX U  B8000PACMBOPUMBIX) U
AHCUOKOCMU, NOOOOPAHHOU C YYemom 6o3pacma u nompebHocmeli KOHKpemHo2o nayuenma. B
9MOM CAYYAe MOICHO UCNONb308AMb NOIUSUMAMUHHbIE, MUHEPATbHbIE U MUKPOIIEMEHMHbLE
npenapamul. Konuuecmeo scuokocmu, UOHO8 U GUMAMUHO8 HEODOXOOUMO KOPPUSUPOBAMb 8
coomseemcmeuu ¢ nompedonocmamu nayuenma [50]. Ilpu napacmanuu opeanomezanuu ciedyem
paccmompems 60NPOC 0 NUMAHUU Yepe3 30HO0 C 86e0eHUeM MeOJIeHHbIM 66e0eHUeM CMECU.

3.2.2 Cumnmomamuueckoe edeHue npu 00,1€3HU HAKONJIEHUA IPUpoe xonecmepuna
(bHJX)

o PexoMeH10BaH DPAllMOH NMUTAHHUS CO CHUIKEHHBIM COJAEP)KaHUEM KHMpa MaIeHTaM C
BH3X c nenpro koppekuuu aucnunuaemun [2,15].
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YpoBenb yoeauTeabHocTH pekoMenaanun C (YpoBeHb 0CTOBEPHOCTH 10KA3aTeJIbCTB— D)
Kommenrapuu: B P® npunamer memoouueckue pexomenoayuu MP 2.3.1.0253-21Hopmoi
@uzuonocuueckux nompebHocmell 6 dHepeUU U NUWEBLIX Beecmeax OJisl PA3IUYHLIX CPYNN
Hacenenusi Poccuticxoti @edepayuu. Ilpu BHOX 0onyckaemcs oepanuuerue 6 payuone Hupos 0o
30% om sHepcemuyeckou YEHHOCMU CYMOYHO20 payuoHa. Jonu HACLIWEeHHbIX, MOHO- U
HONUHACLIUEHHBIX HCUPOB O0NHCHBL ObIMb pasHuiMu. MakcumanroHo 0onycmumoe KOIUYecmeao
xonecmepuna - 300 me/cym, 803modicHoO e2o crudicenue 0o 200 me/cym. Yposenwv benxa 0ondiceH
coomeemcmeosamys HU3UOIOSULECKOL HOpMe NompedNeHUus 8 3a8UCUMOCIU OMm 803paAcma C
yeenuuenuem 00U pacmumenvbHulX Oenkos. Pexomendyemoe coomuouieHue pacmumenbHbiX U
HCUBOMHBIX benkos coomeemcmeyem 1:1. U3 ocueommuwix 0Oenkog ciedyem omoasamo
npeonoumenue pvibe. Heobxo0umo ocpanuyeHue J1e2KoyCceosembix y2ne60008 U yeenudeHue
CHLOJICHBIX  Y2lleB0008 U pPACMUMENbHOU Klemyamku. B yenom, 0ons yene0008 00JiCHA
cocmasnsams 50-60% om snepeemuueckou yennocmu payuona. M3z nux 7-10% - na oono
J1e2K0Y CBOSIEMBIX.

. PexomennoBano nanuenram ¢ BHOX naznauenue suramuaoB (A11BA: moiuBUTaMIHBI)
B CBS3M C HENOCTaTOYHBIM HX YCBOCHHEM, OOYCIOBJICHHBIM HAapYIICHHEM KHUIICYHOTO
BCACBIBaHMUSI, C IIEbI0 KOPPEKINH UX AehuiuTa (yCayrd Bpadeid mepedrcieHbl B KOMMEHTAPHH)
[15]. Mdns QuarHOCTHKM THIOBUTAMHUHO3a W PACCMOTPEHHS BOMPOCa O HEOOXOAMMOCTH
HA3HA4YCHHs TEpaNuy HEOOXOAUM IpHUeM (OCMOTp, KOHCYJIbTAIM) Bpaua-dHIAOKPHUHOIIOTA H/HIU
Bpayda-racTpOIHTEPOIIOra U/ UITH Bpaya-IueToI0ora NEPBUYHBIE U TIOBTOPHBIE.

YposeHb yoenureqabHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5)

3.3 Xupypruueckoe JjieueHue
3.3.1 Xupypzuueckoe neuenue npu unpanmunvroii popme JVIKJI (60one3nu Borvmana)

. Pexomenayercss nanuentaM ¢ bB Ha craguu 1eKOMIEHCUPOBAHHOTO LUPPO3a TMEUYEHH,
MpU  HEBO3MOXHOCTH WU HEIP(HEKTUBHOCTH TMPOBEJACHUS TMMAaTOTCHETHYECKOW Tepanuu
(mporpeccupoBanue 3a00J€BaHKsI) PACCMOTPETH BOIIPOC O MPOBEICHUH TPAHCIUIAHTAIIUHN TTCYCHU
[15].

YposeHb yoenureabHocTu pekoMenaanuu C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 5)
KommenTapuu: Tpaucnianmayus neuyeHu makdice accoyuupos8ana ¢ 6blCOKUM PUCKOM
OCNIOJICHEHULl U He OoKasvleaem GIUAHUS HA CUCMEMHble NposeieHUs 3a00]1e8aHUs.
Tpancnianmayus nevenu He ocmanasnusaem npozpeccuto bB u nopasicenue opyaux opeanos-
Mmuwereti. Kpome moeo, Heb3s UCKIIOUUNb PUCK NOBPEHCOeHUs MPAHCHIAHMUPOBAHHOU NeYeHl,
mak xax ypoeenwv JIKJI no-npesicnemy ocmaemcs HUKUM.

° He pexomenmoBano mnamuentam ¢ bB nposenenne TI'CK B kadecTBe mepBOM JTUHHUU
Tepanuu [44].

YpoBeHb yoeauTeabHOCTH pekoMeHaannu C, ypoBeHb J0CTOBEPHOCTH 10KA3aATEIbLCTB— 5
KommenTapuii: Hebonvuioe uucio KiuHUuecKux cayiaes, OOCMYNHbIX ONd aHAIU3d, He
no3eossem coeiams OOHO3ZHAYH020 8ble00aA 00 3PhekmusHocmu u 0e30nacHOCmMuU OAHHOU
mepanuu. Kpome moeo, npoyedypa TI'CK accoyuuposana c 6blCOKUM PUCKOM pa38Umus
OCIOJICHEH UL, MAKUX, Hanpumep, KaKk OmmopiceHue mpaHcnianmama, peakyus « mpancniaumam
nNPOmMuE Xo3AuHa» u opyaue nocmonepayuoruwvie ocnodcHenus. B ceasu ¢ smum TICK ne
PEKOMEHO08AHA KaK PYMUHHAs mepanesmuyeckas onyusi 0isi nayuenmos ¢ bB [33 - 36].
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3.2.2 Xupypeuueckoe 1euenue npu 601e3nu Haxkonaenus 3pupoes xonrecmepuna (bHIX), ¢
Ooedromom 6 eo3pacme cmapuie 6 mecayee

. Pexomennyercs naunentam ¢ BHOX Ha ctaaum 1eKOMIIEHCMPOBaHHOTO UPPO3a NEUYEHH,
OpY HEBO3MOXXHOCTH WJIM HEIPPEKTUBHOCTH TPOBEACHHUS IAaTOTCHETUYECKOH Tepanuu
(mporpeccupoBanue 3a00JEBaHUS) PACCMOTPETh BOIIPOC O MPOBEICHUN TPAHCIUIAHTAIIMN TICYCHU
[15, 29, 38].
YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)
Kommenrapuu: Tpanucnianmayus neuenu makdice accoyuuposana ¢ 6blICOKUM PUCKOM
OCNOJCHEHUU U He OKa3vleaem 6IUAHUSA HA  CUCMEMHble NpoA6leHus  3a0071e6aHUs.
Tpancnaanmayus nevenu ne ocmanasnusaem npozpeccuio BHIX u nopasicenue opyaux opeanos-
Mmuweneti. Kpome mozo, Henb3s UCKIIOUUMb PUCK NOBPEHCOEHUS MPAHCNAAHMUPOBAHHOU NeYeHlU,
maxk kax yposerv JIKJI no-npexcnemy ocmaemes nuzkum [30 — 32, 38].

3.4 [TanauaTuBHAA IOMOIIL

[TamnuartuBHas nomomps nauueHtaM ¢ JJIKJI okas3piBaeTcsi HA OCHOBAHMU COOTBETCTBYIOIIMX
HOPMAaTUBHBIX JOKYMEHTOB (cM. [Ipunoxenue A3).
3.5 UHoe Jeyenue

° PexomMenayercsi y OTACIbHBIX MALMEHTOB C 3a00JE€BaHUSIMH TIEYeHH, BKItouas bB wunu
BHOX, no peueHunto jedamero Bpaya B CIOXKHBIX CIIy4asX JJI PELICHUs] BOIPOCA O TAKTUKE
o0creoBaHus U JICYCHUSI PACCMOTPETh MPUMEHEHHE TEIeMEIUIIMHCKUX TeXHOoIorui [58].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB— 4)

4. MequuuHcKas peadWJINTALMA M CAHATOPHO-KYPOPTHOeE JieYeHue, MeAULINHCKUe
NMOKA3aHMA M NPOTHBONOKA3AHMS K IPMMEHEHUIO MeTOA0B MeIHIIUHCKOI
peaduIuTAllMH, B TOM YMCJIe OCHOBAHHBIX HA MCI0JIb30BAHMHU NMPHUPOIHBIX
Jie4eOHBbIX (PaKTOpPOB

. Pexomennyerest mamumentam c¢ JJIKJI (BB, BHDX) u unenam wux cemeill mnpuem

(TecTupoBaHUE, KOHCYJbTAIMS) MEIUIMHCKOTO TCHUXOJOra MEPBUYHBIA W TOBTOPHBIA MpH

HEOOXOJMMOCTH, MIOCKOJIbKY 3a00JIeBaHNE HOCUT MPOTPECCUPYIONINI XapaKTep, HYKHO TTOMOYb

MAlUCHTY «IPUHSITHY» AUArHO3, aIaITUPOBATH €T0 K KU3HU JIJII MAKCUMAJIbHOM peallu3aliuu ero

CITOCOOHOCTH K 00YYEHHUIO U CAaMOCTOSITEILHOM JKU3HU B JalibHeHeM [ 15, 59].

YpoBenb yoeauTeabHocTH pekoMeraanun C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— 4).
5. lIpoduiakTuka U fUCHAHCEPHOE HA0/II0AeHe, MeIMLIIMHCKUE TOKA3aHUS U
NPOTHBONOKA3AHUSA K MPUMEHEHHI0 METOA0B NPOPHUIAKTHKH

5.1 IlpopuirakTuka

. Pexomennyercss mnamuentam ¢ JUIKJI (BB, BH3X) wmu ero oduumansHeM
MPEICTAaBUTENSIM MpHeM (OCMOTpP, KOHCYIBTAIs ) Bpaua-TeHEeTHKA IOCJIe YCTAaHOBICHUS TUarHo3a
JUTSI IOTTy4YeHHs] ”HOPMAITUU O TeHETUIECKOM PUCKE, 00CYKIEHUS BOZMOXKHOCTEH IpeHaTaNbHON
U MPEUMILIAaHTAIMOHHON uarHocTuku [15].

YpoBensb yoenuteabHOCTH pekoMeHaanuu C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB— D).
KommenTapuii: Cemvsim ¢ demomu ¢ JJIKJI (BB u BH3X) nposoosam meduko-eenemuyeckoe
KOHCYIbMUPOBAHUE C Yellblo onpedeieHus ceHemudecko2o pucka. Kax u npu opyaux aymocomno-
peyeccusnvlx 3abonesanusx, npu JJIKJI (BB, BH3X) ona xajcooii bepemenHOCMU PUCK
podcoenust pebenka cocmasnsiem 25%. B cemwsx, eoe ecmv pebenox ¢ JJIKJI, 603moducHo
npogedeHue NpeHamanbHou U APeUMNIAHMAYUOHHOU OUACHOCMUKY. [{na 2mo2o pooumeneti
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HeoOX00UMO HANPABUMb 6 CHeYUAIUUPOBAHHbIE OUdCHOCMUYeCcKue Jabopamopuu u
MeOUYUHCKUe YeHmPBbl.

o PexoMenayercsi TIpOBEICHUE TPEHATATBHON IHMATHOCTHKYU I JFOOOH TOCIeqyome
OCpPEMEHHOCTH B CEMbsIX, OTATOMIEHHBIX X0Ts Obl ogHuM ciydaem JIJIKJI (BB, BHDX), Ho B
ciydae JIerkux (opM OoJie3HH, pEIIeHHE O €€ TPOBEICHHH OJDKHO OBITh HPUHATO MOCIE
0 IpOOHOTO 0OCYXKACHHUS C CeMbeit Bcex puckos [15].

YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB— 5).
KommenTapuii: npenamanvhas ouacnocmuxka npoBOOUMCS  MOAEKYIAPHO-CeHeMU4eCKUMU
memooamu, nymem ucciredosanus /[JHK, evioenrennoti uz ouonmama eopcur xopuora rHa 9-11
Heodelle OepeMeHHOCMU U/UNU KIeMmOK AMHUOMUUECKOU HCUOKOCMU, NI0OHOU Kposu Ha 20-22
Heoelle bepeMeHHOCmU.

5.2 IucniancepHoe HA0JII0IeHUE

5.2.1 /lucnancepnoe naonwoenue y nayuenmos c bB

o PexoMeHI0BaH aHAIW3 KPOBU OMOXHMHYECKUIN OOIETepaneBTHYECKUil (MccieaoBaHne
YPOBHS XOJIECTEpUHA JHUIONPOTENHOB BBICOKOH IIOTHOCTH, albOyMHHa, 001Iero OuinnpyOuHa,
ounupyonHa CBSI3aHHOT'O (KOHBIOTUPOBAHHOTO), ounupyounHa CBOOOJTHOTO
(HEKOHBIOTUPOBAHHOT0), TPUIIIAIEPUIIOB, XOJIECTEPHUHA, XOJIECTEPUHA JIMTIONPOTEHHOB HU3KOM
IUIOTHOCTH B KpOBH, orpeJiesieHue aAKTUBHOCTH acrapTaTaMHHOTpaHC(epassbl,
alaHUHaMHUHOTpaHc(epassl B~ KpPOBH,  raMMa-TIIOTaMuWiaTpaHcdepassl B KPOBH,
JAKTaTACTUAPOTEHA3a, OLECHUBAIOT MeTa0Omu3M JKkene3a (MCCIeOBAaHWE YpPOBHS JKelesa
CBIBOPOTKH KpOBH, HCCIEIOBaHUE YPOBHSI (EeppUTHHA B KpPOBH, MCCIEIOBAHUE YPOBHS
TpaHcepprHa CHIBOPOTKM KpPOBH, HCCIEIOBAaHUE JKEJIE30CBSI3BIBAIOLICH  CIIOCOOHOCTH
CBIBOPOTKH) H >kupopactBopuMbie BuTamuubl (A, D, E, K: uccnemoBanue yporus 25-OH
BUTaMuHa J| B KpOBH, HMCCIeIOBaHWE YPOBHS BHUTaMUHA A B KPOBH, HCCIIEJOBAHHE YpPOBHS
BuTaMuHa E B KpoBH, NpOTpOMOMHOBOE BpeMs Kak KOCBEHHBbIH Mapkep BuTamuHa K
(ompeneneHue MPOTPOMOUHOBOTO (TPOMOOIUIACTHHOBOTO) BPEMEHH B KPOBU WIIM B ILIa3Me))
nanueHTam ¢ bB B mporiecce muHaAMUYECKOT0 HAOIIOACHUS TS OTIpeieeHnsT (yHKIIMOHATIHLHOTO
COCTOSIHHS TICUCHH, KOTOpast SIBJISICTCS] OJIHUM U3 OpraHoB-muiieHei npu bB [15,16].

YposeHb yoenureabHocTi pekoMenaanuu C (YpoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB— D)
KommenTapuu: ons nayuenmos ¢ BB xapaxkmepHno 3nauumenvhoe nogvluleHue aKmueHOCmMu
mpancamunaz (AJIT, ACT), eunepxonecmepunemus, 2unepounUpyOUHeMuUs, B03MON’CHA
eunepmpuenuyepuoemus, ygeeiuveHue xonyenmpayuu JIITHII, y mMHO2UX nayueHmos CHUNCEHO
konuwecmeo JIIIBII 6 kpoeu. Ilpu awnanuze anoaunonpomeuHozpammvl y OOIbUUHCIEA
nayueHmos GulAGIAIONM  NOGblUuleHUe YPOBHA  OCHO8HO20 —anoaunonpomeuna JIITHIT -
anonunonpomeuna B.

Yuumueisas xpatinioro peokocmos ecmpeuaemocmu BB, paunuti 0ebrom, no30HI010 OUACHOCMUKY U
msaxcenoe meuenue 001e3HU O00CMOBEPHBIX OAHHLIX O He0OXO0OUMOU uacmome npoeedeHUs.
uccneoosanusi Hem. dacmoma uccied08anuss anaiu3a Kpogu OUKMYemcs coCmosHuem nayueHma.
B Oumamuxe  npogooam  onpedenenue  AKMUBHOCMU  AIAHUHAMUHOMPAHCHepasvl,
acnapmamamuHoOmpancgepasvl 8 Kposu, UCCle008aHue YposHs 0ouie2o ounupyouna, ourupyoura
CBA3AHH020  (KOHBIOSUPOBAHHO20), XONeCMepUHd, XOJeCmepuHd JTUNONPOMEUHO8 HU3KOU
NJIOMHOCMU, XOJleCeputa JTUNONPOMeEUHO8 8bICOKOU NIOMHOCMU, MPULIUYEPUOO8 8 KPOsU (He
MmeHee 1 paza 6 mecsy).

o Pexomennyercst BceM mnamueHtam ¢ bB B nuHamMuke MpoBeAeHHE KOAryJIOrpPaMMBbI
(OpHEHTHPOBOYHOTO HCCIIEIOBAHUSI CHCTEMBI T'€MOCTa3a), OMpeesieHHe MPOTPOMOUHOBOTO
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(TPOMOOILUIACTUHOBOI'0) BPEMEHH B KPOBH WJIM B IUIa3Me, MEXIYHapOJHOIO HOPMaJIM30BaHHOIO
otHourenus: (MHQO), akTHBUpOBaHHOTO 4acTUYHOrO TpomOorutacTuHOBOro Bpemenu (AUTB) ¢
1IeJIbI0 CBOCBPEMEHHOTO BBISIBIICHUS HapyleHuid remoctasa [10, 37, 45].

YpoBeHnb yoenureabsHocTn pekoMenanuu C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

KommenTapuii: npu neobxooumocmu max dce onpeoensirom mpomMOUHO8oe 6pems 6 Kposu,
uccneooganue ypoehs hubpurozena 6 Kposu. /lannvie nokazamenu n03601510M KOHMPOIUPOBANb
CUHMEMUYECKyl0  (DYHKYuio  neyeHu,  GulAGIAMb  CUHOPOM — NEYEHOYHO-KIEemOYHOU
He0OCMAamoyHOCMU U C80€6PEMEHHO NPeOYNpPedcOams OCLONICHEHUs, C8A3AHNbIE C HapYuleHUueM
eemocmasa [49].

. PexoMeH10BaHO TIPOBEICHHE YibTpa3BykoBoro wuccieaoBanus (Y3U) OpromrHoi
nosoctd (yJIbTPa3ByKOBOE HCCIICIOBAHHE OPraHOB OpPIOMIHONW MOJNOCTH (KOMIUICKCHOE)) H
3a0pIOLIMHHOTO MIPOCTPAHCTBA (B T.4., YJIBTPa3BYKOBOE UCCIIEI0BAHUE HA/IIIOUYEYHUKOB), a TAKKE
JOYTUIEKCHOE CKaHMPOBAaHUE COCY/AOB TeNaTOOMJIMAPHOW 30HBI, AYIUIEKCHOE CKaHUPOBAHHE
COCYZIOB CEJIE36HKH BceM NaiueHTaMm ¢ bB ¢ 11e51b10 KOHTpOoIIsl COCTOSHUSL BHYTPEHHUX OPraHOB
[2, 9, 13, 15].

YposeHb yoenureabHocTH pekoMeraanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— D).
KommenTapuu: Y34 oprownoti nonocmu no38onsaom onpedenums pazmepsl NeueHu U cele3eHKU,
onpeoenums OUAMemp 80POMHOU U CEele3eHOYHOL 8eH, HANUYUe Cmeamo3sd, NPUHAKU Yyupposa
neuenu, Kaibyu@dukamos Ha0NOYe4YHUKOS.

Yacmoma nposedeHus yibmpasgyKo8020 UCCIe008aHUS OP2AHO8 OPIOWHOU NOI0CU
(KOMNIEKCHO20) U 3A0PIOWUHHO20 NPOCMPAHCMBA (68 m.Y., YIbMPA38YKOBO20 UCCIe008aHUE
HAONOYEYHUKOB) OUKMYEMCsl COCMOSIHUEeM NAyueHma, Ho yacmoma He menee 1 pasa é 3 mecsaya)
. PexomennoBano nanuentam ¢ bB npu HaiMuuu npu3HakoB cCUHApPOMa ManbabcopOLuu 1
MOPTAJILHON THUIIEpTEH3UH TMpoBeAeHue 33o0daroracrpoayoaeHockonuu (DI'AC) mns oueHku
COCTOSIHMSI BEH MUILEBOA U xemyaka [15].

YposeHb yoenureabHocTn pexoMenaanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— D).
KommenTapuu: nposedenue I /[C y nayuenmos ¢ ¢hubpozom nevenu, npusHaxamu nOpmanibHol
eunepmensuu Heobxoo0umMo OJisl OYEeHKU CMeneHu 6apuKO3HO20 PACWUPEHUS 6eH NUwesooda u
Yepo3wl Kposomeyenus. Haxonnenue 1unudoe 6 KUWEYHOU CenKe MOd4Cem NpUueooums K MaKpo-
U MUKPOCKONUYECKUM UMeHeHuaM. Makpockonuuecku causucmas 000104Kka nocmoyib0apHulx
0moeno8 YMepeHHO OMEUHA, BOPCUHYAMBIU CJIOU NPOCIEHCUBAEMC S, BOPCUHKU HECKOIbKO
VMONWeEHbl, C  JHCelMOBAMbIM ~ OMMEHKOM, NpU  NpPo8edeHuUu Namomopghoniocuiecko2o
uccnedosanus ommedaemcs UHGUIbmpayus Makpoghazos 8 cO6CMEEHHOU NIACMUHKE CAUSUCTNOLL
000/104KU MOHK020 KUWEYHUKA: MAKpoghazu KpynHvle, «NEHUCMble», COOepAHCAm ZPAHYIbL C
LIUK-nozumusnwvim eewgecmeom [51].

Pexomenayercs Bcem mnamueHtaM ¢ bB  yyacTme B JIMarHocTMke W JICYEHUH
MYyJIbTUANCIUILTMHAPHON KOMaHAbl CIENUATUCTOB B BHUAY TOTO, 4YTO 3a0oJeBaHUE
XapaKTEePU3yeTCs MMOPAKEHHUEM MHOTHX OPTaHOB M CUCTEM, TPeOYeT KOMIUIEKCHOW Teparuu, 9TO
JTUKTYEeT HEOOXOIMMOCTh COBMECTHOTO BEJCHHS MallMeHTa CHEIHATMCTaMHU Pa3HbIX MpoQuiiei
(ycnyru mepeuunciiensl B kommentapun) [39, 42, 15]. Ilanmentam ¢ BB HeoOXxoaumsl mpuem
(ocMOTp, KOHCYNbTAllMsA) Bpaua-racTPOIHTEPOJIOra JUCHAHCEPHBIM W/WIKM Bpada-Tieauarpa
JMCTIaHCEPHBIN (He pexe | paza B mecsr), HeoOXoauM mprueM (OCMOTp, KOHCYJIbTAIlHs) Bpada-
JIMETOJIOra EPBUYHBIM M TOBTOPHBIE C LEIbI0 HA3HAYEHUsI HU3KOKUPOBOU JHUETHI, KOPPEKIUU
ManbaOcopOIK (Mo00p CrienuaNu3upOBaHHON JAUETHI C OIPaHUYEHHEM KMBOTHBIX JKHPOB, a B
psaAe cuTyaliii W TapeHTepaibHOro mnwurTaHus.) [2,15], mpuem (0cMOTp, KOHCYIbTAIIHS
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KOHCYJIbTAallMsl) Bpaya- JETCKOr0 KapAHOJIOora IEpBUYHBIM M TOBTOPHBIE C IIE€JBI0 OLEHKU
HapyILIEHUH CepAeUYHO-COCYIUCTON cucrembl W Tepanuu [2,13,15,20,26], npuem (ocmoTtp,
KOHCYJIbTAllMs) Bpaua — HEBPOJIOra MEPBUYHBIA U MOBTOPHBIE C IIEJIBI0 OLEHKM HApYyLICHUH
HepBHOU cuctembl [14], mpuem (KOHCyIbTalMsA) Bpada-XUpypra/Bpada-ieTcKoOro XUpypra,
CHEeLMATM3UPYIOLIEToCs Ha TPAHCIUIAHTOJIOTMM IPH HAJIMYUM TOKa3aHUM A IPOBEAEHUS
TpaHCIUIAHTAllUM IE€YEHHU, NpUEM (OCMOTp, KOHCYJIbTAlMs) Bpada-AeTCKOrO SHIOKPHUHOJIOra
NEpBUYHBII M TIOBTOPHBIE C LEJIBIO OLIEHKW HapyluleHHH OSHJIOKpPUHHOM cuctembl. B
KHU3HEYTPOXKAIOIMIUX COCTOSIHUSX HEOOXOJMMO YYacTHe Bpauda-aHeCTe3MOJIOora-peaHnMaTosora
(ocMOTp (KOHCYJIBTALIMSA) BpauOM-aHECTE3M0I0I OM-PEAHUMATOIOIOM IIEPBUYHBIN).

YposBeHnb yoenurenabnocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTEIbCTB— 5)

5.2.2 lucnancepnoe naonrooenue y nayuenmos ¢ bHIX

o Pexomenayercss mpoBeneHue oOmiero (KJIMHHUYECKOTo) aHaiu3a KpOBH, Pa3BEpHYTOIO
BceMm narnuentamM ¢ bBHOX B naunamuke, B cpenHem, He pexxke 1 paza B 6 MecsIeB C IENbIO
BBISIBJICHUS aHEMHH, JIEUKOTIEHUH, Tpomboturonenuu [9,13,15].

YposeHnb yoenurenabHocTn pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5).
KommenTapuu: B pavkax obwezo (KiuHuueckoeo) anaiuza Kposu paszeepHymozo HeoOxoo0umo:
uccneooanue ypoeHs o0ue2o 2eMo2io0uHa, 3pUmpoyumos, JetKoyumos, mpomooyumos 6
Kposu, ouggepeHyuposantvlii noocuem JetuKkoyumos (leukoyumapuas @opmyna), npocmomp
MasKka Kpogu 0Jisl GHANU3A AHOMANUL MOPGHOTI02ULU IPUMPOYUNOE, MPOMOOYUMOE U NelKOYUMOS,
onpeoeieHue  YB8emogo20  NOKA3ames, onpeoeiieHue  pasmepos  IPUMPOYUMOS,
uccnedosanue  ckopocmu — oceoanuss  spumpoyumos. Ilamoecenemuueckue — MexaHuzMul
Gopmuposanusa anemuu u mpomoboyumoneHuu He 00 KoHya uzydenvl. OOHUM U3 BO3MONCHLIX
MeXanusmMos8 s61emcs HaKonieHue 3@upoe XorecmepuHa U Mmpueiuyepuoos 6 KiemKax
MakpoghazaneHo-moHoyumapuot  cucmemvl. Kpome mozo, anemusi modcem umemv KAk
AnuUMeHmapHoulil  Oepuyumuslil Xapakmep, max U AGIAMbCA C1e0CmEUeM 2UnepCcnieHusMd.
Tpomboyumonenus s61aemcs cie0cmeuem 2UnepcnieHusMa npu GopmuposaHuu nopmaibHOU
eunepmeHsuy, Hapsady ¢ OMUM ONUCAHbL CIYYAU  BMOPUUHO20  2eMOpaLoOYUMAPHO20
auMepocucmuoyumo3sa.

. PexomennoBaH aHaiu3 KpoBU OMOXMMHUYECKHUM 001IIeTeparieBTUYECKUI BCEM NallMeHTaM
¢ BH3OX B mpomecce AMHAMHUYECKOTO HAOMIOACHMS, B CpedHEM, Kaxaele 3-6 Mec. s
onpezeneHuss (yHKIHOHATBHOTO COCTOSIHHS TEYEHH, KOTOpas SIBJISETCS OJHUM H3 OpPraHoB-
mutneHet npu  JUJIKJI. IIpoBoaar ompeneneHue akTHUBHOCTH aJlaHMHAMHUHOTpaHcdepassl,
acnapraTaMHUHOTpaHc(epasbl, raMMa-TIIIoTaMUATpanchepasbl B KPOBH, MIET0YHON docdarassl B
KpOBH, JIAKTATICTUAPOTeHa3a, UCCIEI0BAHUE YPOBHS O0IIero OMIupyoruHa B KpOBHU, OMIUPYOHHA
CBA3aHHOTO  (KOHBIOTUPOBAHHOr0), OunupyOuHa  CBOOOJHOTO  (HEKOHBIOTMPOBAHHOIO),
XOJieCTeprHA B KPOBH, XOJIECTEPHHA JIMIIONPOTEHHOB BBICOKOHM IJIOTHOCTH, XOJIECTEPHHA
JIMITONPOTENHOB HU3KOHM TUIOTHOCTH, TPUTIHMIIEPHIOB B KPOBH, OOIIEro Oenka, albOyMHHOB B
KPOBH, OLIEHMBAIOT MeTaboJIM3M Keje3a (MCCIeOBaHUE YPOBHS jKeje3a ChIBOPOTKU KPOBH,
UCCIIeIOBaHNe ypoBHsS (heppUTHHA B KPOBH, UCCIIEOBAaHUE YPOBHS TpaHC(hEeppUHa CHIBOPOTKH
KPOBH, HCCIICJOBAHUE KEJIC30CBI3BIBAIOIICH CIIOCOOHOCTH CBHIBOPOTKH) M YKHPOPACTBOPUMEIE
Butamunsl ( A, D, E, K: uccnenoBanue ypoBus 25-OH ButamuHa /| B KpoBH, HCCIeIOBaHUE
YPOBHS BUTAMHHAa A B KPOBH, HCCJICJIOBAaHUE YPOBHS BHUTaMHHA E B KpOBH, MPOTPOMOUHOBOE
BpeMss Kak KOCBEHHBI Mapkep BurtamMuHa K  (ompemerneHue  mpoTpOMOWHOBOTO
(TPOMOOILTACTHHOBOTO) BPEMEHH B KpOBH MM B tuta3me)) [15, 16, 38, 50].

YposeHnb yoenureqbHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5)
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KommenTapuu: y 6orvuuncmea nayuenmos ¢ BHOX eviasnsirom noevluienue axmueHoCmu
mpancamunaz (AJIT, ACT), eunepxonecmepunemuro, UNEPMPUSIUYEPUOCMUID, VBETUUEHUE
konyenmpayuu JIIIHII, y mnoeux nayuenmos cuuxcero koauvecmeo JIIBII ¢ kposu. [lpu ananusze
anoIunoOnpoOmMeUHoSPamMMbl 8bIAGIAION NOBbIULEHUE YPOBHS OCHO8HO20 anoaunonpomeuna JIITHIT
- anoaunonpomeuna B.

. Pexomenayercs nccieoBaHuE YPOBHSI MOUYEBUHBI B KPOBH, UCCIIEAOBAaHUE KPEATUHUHA B
KpPOBH, OINpEACIICHUE CKOPOCTH KIYOOYKOBOW (UIBTPALMU IO YPOBHIO KpPEaTHHHHA KPOBH
pacueTHbIM MeTO0M BceM manuentaM ¢ BHOX mpu nunamuyeckom HaOIIOACHHH, B CPEAHEM
Kaxzble 6-12 MecsleB ¢ LeIbl0 KOHTPOJIS (PYHKIIUU MOYEK U CBOEBPEMEHHOW JHMArHOCTUKH €€
HapyuieHus [38].

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

o PexomennoBano Bcem mnanuentam ¢ bHOX B mporecce quHaMHU4eCKOro HaOIIOACHHUS,
€XKEroJlHo, TPOBEACHHUE KOaryjaorpaMMmbl (OPUEHTHPOBOUHOTO HCCIEAOBAHUS CHUCTEMBI
reMocTasa): ompeeieHre MPOTPOMOMHOBOTO (TPOMOOIIIIACTUHOBOTO) BPEMEHHU B KPOBU WJIM B
wia3Me M MEXKIyHapOJHOro HopMmaiu3oBanHoro otHomeHus (MHO), akTuBHpOBaHHOTO
YaCTUYHOTO TpoMOoIutacTuHOBOTO BpeMeHH (AUTB) c menpio CBOGBPEMEHHOTO BBISBICHUS
HapymieHui remocrasa [10, 38, 49].

YpoBeHb yoenuteabHocTn pekoMenanuu C (YypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

KommenTapuii: npu neobxooumocmu max dice onpeoensitom mpomMoOUHosoe 6pems 6 Kpos,
uccnedosanue yposHs (hubpurnocena 6 Kposu. Jlanuvie nokazamenu no36801510M KOHMPOIUPOBAMb
CUHmMemuyecKyro  (YHKYuro  neueHu,  GulAGNAMb  CUHOPOM  NEeYeHOYHO-KIemOYHOU
HeO0CMamoyHOCMU U C80EBPEMEHHO NPeOYnpetcOamy OCLONCHEHUS, C8A3AHHbIE C HaPYUEeHUeM
eemocmasa [49].

. PexoMen0BaHO TpoBeleHHE YIbTpa3ByKoBoro wucciefoBanus (Y3M) OpromrHoit
nonoctu (YIbTpa3ByKOBOE HCCIEIOBAHUE OPraHOB OpIOMIHOW MOJOCTH (KOMIUIEKCHOE)) U
3a0pIOIIMHHOIO MTPOCTPAHCTBA, a TaKXKe JYIJIEKCHOE CKaHUPOBaHHME COCYJIOB TelaToOMInapHON
30HBI, JYIUIEKCHOE CKaHMPOBAHHUE COCYAOB cele3eHKH BceM mnamueHtaMm ¢ BHOX ¢ unensro
JTUHAMHAYECKOTO KOHTPOJISI COCTOSIHUSI BHYTPEHHUX opraHoB [2, 9, 13, 15].

YpoBeHnb yoenurenabHocTu pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommenrtapun: V3U neuenu u cenezenku nosgonsiom 6viaeums yeeiuyeHue nedeHu u pejice
Celle3eHKU, Haauyue cmeamosd, NPpusHaKu yupposa nevenu. Y3HU zabprowunnozo npocmpancmaa,
6 m.u., Y3U naonoueunuxos modicem Guls6Umsv Kalbyupukamsl HAONOYEUHUKOS (Y NAYUueHmos ¢
BHOX — kpaiine peoxo, ne bonee 5%).

. PexomennoBano nanuentam ¢ BHOX nposenenne MarHuTHO-pe30HAHCHON ToMorpaduu
(MPT) opranoB OproITHON TOJOCTH M JIACTOMETPUU TIEUYCHHU, a TAK)KEe MPOBEACHNUE TIPOTOHHOM
MarHUTHO-PE30HAHCHAs CIIEKTPOCKOIHUH C 11EIbI0 KOHTPOJIS COCTOSIHUS TICUEHH NPH MTPOBEACHUHU
®3T [21 — 26, 38, 60].

YpoBenb yoeauTeabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEeIbLCTB — D)

KommenTapuu: onsa oyenku sxcupa 6 nevenu ucnonvzyemcs MP-cnekmpockonus (npomonHas
MaesnumHo-pe3onancuas cnekmpockonus) u MP-PDFF npu docmynnocmu memooa. Oyenka
CMeneHu BblpaANCeHHOCMU  JHcUposol  oucmpoghuu nevenu (no MPT) neobxoouma O0ns
nocneoyrouwezo koumpoas sgpgexkmusnocmu DP3T. Yacmoma uccnedosanuii 6 cpeonem: MPT
opearos oprowHotl nonocmu — 1p/200, snacmozpaghuu nevernu — 1p/6 mec.
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. PexomennoBano mnamuentam ¢ BHOX mpoBenenue 330¢aroracTpoyoaeHOCKONNN
(OI'’IC) nmpu HaMWYUU TPU3HAKOB MOPTAIBHON THUIEPTEH3MH, KaJI00 Ha OOJM B JKUBOTE WJIH
HAJIMYUE COMYTCTBYIOIIEH TacTPOIHTEPOJIOTMYECKON MATOJOTUHU C IIENbI0 OLIEHKH COCTOSHUS
Bepxuux oraenos XKKT [15].

YpoBeHnb yoenutensHocTu pekoMenanuu C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: nposedenue I J/[C y nayuenmos ¢ hubpozom newenu, npusHaKamu HOPpmaibHol
eunepmensuu HeoOXoo0uMo 01l OYeHKU CMeEeNneHU 6aAPUKO3HO20 DACUUPEHUs 6eH Nuujesood u
V2po3bl KpogoOmeyeHus

. PexomennoBano mnamuentam ¢ BHOX peructpamus snexrpokapauorpaduu (OKID),
npoBeznenue sxokapauorpadun (3XOKI) 11 OUEHKHM COCTOSIHHSI CepACYHO-COCYIUCTOM
CHCTEMBI, B cpejiHeM, Kaxapie 1-2 rona [2, 38].

YpoBeHnb yoenuteabsHocTu pekoMenaanuu C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapmii:

Tpu Hanuyuu apummuu Heo6Xx00UMO NposedenUe XONMEPOBCKO20 MOHUMOPUPOBAHUS CEPOEUHO20
pumma, no MNOKA3AHUAM — NPOBeOeHUe CMPecc-2X0Kapouozpapuu mpaHcmopakaibHOU ¢
003UpPOBAHHOU (DU3ULECKOL HASPY3KOU 6 COOMEEMCMBUU C PEKOMEHOAUUIMU NO Be0eHUIO
NAYUeHmos ¢ amepoCcKiepoO30M U apummuen.

° Pexomenayercsa Bcem mnanmeHtam ¢ BHOX yuactue B JQuarHocTuke W Ji€YEHHUE
MYJIbTUAUCIUILITMHAPHON KOMaHIbl CIEUUAIUCTOB B BHUAY TOro, 4YTO 3a0oJjieBaHuE
XapaKTepU3yeTcs MOPa)KEHNEM MHOTHUX OPraHOB U CUCTEM, TpeOyeT KOMILJIEKCHOM Tepanuu, 4To
JUKTYEeT HEOOXOAMMOCTh COBMECTHOTO BEACHMS MAlMEHTa CHELMATUCTaMH Pa3HbIX Mpoduieit
(ycnyru ykazanel B kommeHtapun) [15, 38, 39, 42]. IMauuentam ¢ BHOX HeoOxomum mpuem
(OCMOTp, KOHCYNbTAlMsA) Bpavya-raCTPOIHTEPOJIOTA JAUCIAHCEPHBIH, Bpada-TepareBTa/Bpaya
o01m1eil mpakTHKH (CeMeHOro Bpaya)/Bpaya-rneauaTpa AUCIaHCepHbIN He pexke 1 pasa B 3 mecsia,
a MpU HEJOCTYMHOCTU- IpHeM (0CMOTp, KOHCYJbTallMsl) Bpadya oOILIed NMpakTUKU (ceMelHOro
Bpaya) JUCHAHCEPHbIM s Ha3HaueHWs OOCIeAOBaHUS U JIEYeHHs, MpHeM (0cMOTp,
KOHCYJIbTallMsl) Bpada-TeHeTHKa MNEpBUYHBI M MOBTOpHBIE, HEOOXOAUM mpueM  (OCMOTP,
KOHCYJIbTAIlMsl) Bpaya-AHeToJIora epBUYHBIN U TIOBTOPHBIE C 11€IbI0 HA3HAYEHUS! HU3KOKHPOBOM
JUeTsl (moa0op crenualIn3upoOBaHHON IUETHI C OTPaHUYEHUEM KMBOTHBIX JKUPOB) [2, 15], npuem
(ocMOTp, KOHCYNbTallMsg) Bpaya-KapAHOJIOra/Bpaya-IeTCKOro KapAuoJiora MEpBUYHBIN U
MOBTOPHBIE C II€JIbI0 OLIEHKM HapyIIEHUH CepAeyHO-COCYIUCTON CHCTEMBbI U Tepanuu (OLEHKa
COCYJIMCTOTO PUCKA, HA3HAYCHHE JICUCHHUS, IIEPBUYHO U B MOCJEAYIONIEM Kaxable 6 MecsieB) [2,
13, 15, 20, 26], npuem (0cMOTp, KOHCYJbTallMs) Bpauya- XHpypra/Bpada-Je€TCKOro XHpypra
NEPBUYHBII U TOBTOPHBIE (CHEIMATM3UPYIOIIErocs B 00JaCTH TPAHCIIIAHTOJIOTUH ) IPU HAJTMUUHU
MOKa3aHUM 1Jis TPAHCIUIAHTALUK NeyeHu. [Ipy Hanuumm HEBPOJOTUUYECKUX HAapYUIEHUN: TPUEM
(ocMOTp, KOHCYNbTAIMs) Bpada-HEBposiora (TIEpBUYHAs MEPBUYHBIA U TOBTOpPHBIE Jaiiee
€XKEeroJiHo), IpUeM (OCMOTp, KOHCYJIbTAIUs) Bpaua-3HIAOKPHUHOJIOTa / IETCKOT0 SHIOKPHUHOJIOTA.
B xu3Heyrposxaromux coCTOSIHUSIX HE0OX0IMMO yJacTHE Bpada-aHeCTe3M0JI0ra-peaHuMaTosora
(ocMOTp (KOHCYJIBTAIINS ) BPAaYOM-aHECTE3HOIOTOM-PEAHNMATOIOTOM MepBUYHBIN ). [lepBuuHbIC 1
MOBTOPHBIE KOHCYJBTAl[MM Bpauell HHBIX CHEUAIbHOCTEH, a Takke IMpHeM (TeCTUpOBaHUE,
KOHCYJIbTAIMsI) MEIUIIMHCKOTO MCUXO0JIOTa TIEPBUYHBIN, pUeM (KOHCYIbTAllMs) METUIIMHCKOTO
MICUXO0JIOTa MOKa3aHbl marnueHnTaMm ¢ bB, umerommmM HapyiieHuss GyHKIUH APYyrUX OpPraHoB H
CHUCTEM.

YpoBeHnb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)
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6. Opranuszauus oka3aHusi MeIUIIMHCKOH MOMOIIH

IToxa3anus 1A JIAHOBOH IOCIIMTATH3ALUM:

— TPOBEJCHHE AMATHOCTHKH U JICUCHUs, TPEOYIOIUX KPYTIIOCYTOYHOTO METUIITHCKOTO
HaOII0ICHUS;

— COCTOsIHME, TpeOylolllee aKkTUBHOI'O JIEYEHHUS U KPYIIIOCYTOYHOI'O MEIUIIMHCKOTO
HaOII0ICHUS;

— COCTOsIHME, TpeOylollee NPOBEIeHHs BHICOKOTEXHOJIOIMYHBIX METO/IOB JICUCHMUS,;

— 0oTcyTcTBHE BO3MOKHOCTH oOecnieueHuss @3T B aMOymaTOpHBIX U CTAI[OHAD
3aMeIAOLINX YCIOBUSIX;

— HEO0OXOJMMOCTbH MTPOBEACHUS PA3IMUHBIX BHIOB SKCIIEPTU3 MIIM 00CIIEIOBaHHS B
MEIUIUHCKON OpTraHU3alK IPYU HEBO3MOXKHOCTH TPOBEJICHHS UX B aMOYJIaTOPHBIX
YCIIOBUSX, TPEOYIOMIMX JHHAMHYECKOTO HAOIIOIeHNS (B TOM YnCiie 0OpMIICHHE
3aKIII0YEHUs (e1epaaIbHOr0 KOHCUINYMA).

IMoxa3aHus VISl SKCTPEHHOH FOCIIUTATU3ALMM:

— OCTpbIe 3a00JICBaHUS;

— 000CTpeHHs] XpOHUUYECKHX O0JIe3HEH;

— OTpaBJEHUS U TPaBMbl, COCTOSIHUS, TPeOYIOLIMEe WHTEHCUBHOW TepanuM U IepeBoja B
peaHuMalMOHHbIE OTJCNEHHsI WM OTJEJNEHUS MHTCHCUBHOW Tepamuu (B TOM YHUCIIEe
NOoOOYHBIE PEaKLUMHU, MPOUCXOAALIMEe B mporecce HMHQY3MM WIM B TEYEHHE CYTOK
nposenenus uHPy3uu O3T, u apyrue yrpoxaromue 5KU3HU OCTPbIE COCTOSHUSA), a TAKXKe
KPYIJIOCYTOYHOTO MEIUIIMHCKOIO HAOMIOJIEHUM W HPOBEIEHUS CIIELUAIbHBIX BHUJIOB
o0cre10BaHUs U JICUEHHUS.

IToxa3anus K BbINKUCKe NAIlMEHTA U3 MeJUIIUHCKON OPraHu3anum:
- OTCYTCTBHUE yrpO3bl )KU3HH MAllUEHTA,
- OTCYTCTBHUE yrpO3bl pa3BUTHS OCIOXKHEHHUH, TPEOYIOINUX HEOTIOKHOTO JICUEHUS;
- cradwiM3alnMsi COCTOSSHUST M OCHOBHBIX  KJIMHUKO-71a0OpaTOPHBIX  IOKa3aTenei
[aTOJIOTMYECKOr o Mpoliecca o OCHOBHOMY 3a00JI€BaHMIO;
- OTCYTCTBHE HEOOXOJIMMOCTH B TOCTOSIHHOM BpaueOHOM U KPYTJIOCYTOYHOM MEIUIIUTHCKOM
HaOJII0IEHUH 110 OCHOBHOMY 3a00JI€BaHUIO;
- Heo0XOAMMOCTH NepeBoia NalMeHTa B APYTYI0 OOIBHUILY WIIN YUPEXKICHHE COLUAIBHOTO
o0ecreyeHusl.
IIpuHIUNBI OpraHu3anuy MeIMIMHCKON nmoMowmy napuenram ¢ JJIKJI

[ToctanoBka nquarnosa JJJIKJI ctaBUT MHOTO BOIIPOCOB NIE€pe POICTBEHHUKAMH MTAIIMEHTA
U Nepejl CeluaTucTaMy, paboTaloIMMHI ¢ TAKUMH NallMeHTaMd. MHOTro4HCIeHHbIE TPOOJIEMBI,
BO3HHUKAIOIIKE IPpU OOHAPYKEHUH U PAa3BUTHH 3a00JI€BaHMSI, Ui PELIEHUSI KOTOPBIX TpedyeTcs
rpaMOTHasl OpraHM3anus Mpolecca MOMOIIM NPU YYaCTHH MYJIbTHAUCLHUITIMHAPHON KOMaHJIbI
CHELHUATUCTOB U COOJIIOICHHE OCHOBHBIX MIPUHIUIIOB M MO/IX0JIOB K €€ 0Ka3aHUIO.
JlaHHbIe TIPUHIUIBI TOJDKHBI COOIIOAATHCS Ha JIIOOOM 3Tare OKa3aHUs METUIIMHCKON IMOMOIIIH,
KaK B MOMEHT ITOCTaHOBKH JIMarHo3a, Tak 1 Ha JIIoOOM 3Tare HaOJt0IeHHs MTAI[eHTa.
1) [TarueHT M ero mpeCTaBUTENN TOJKHBI IOJy4YaTh MOJHYI0 HHPOPMAIUIO 0 3a00JI€BaHNH,
€ro TeUEHUH, MaTOreHe3e, MPOrHo3ax, OCIOKHEHHUIX U METOJaX BO3MOXKHOH Tepanuu.
2) Jnaruos JUIKJT MIOAPa3yMeBaeT BO3MOKHOCTh OKa3aHus MIEPBUYHOM,
CHeUaIn3UpOBaHHON U MAJUTMATUBHON MOMOIIIM Ha BCEX ATamnax 3a00JieBaHus.
3) IIpu nmocranoBke auarHosza JIJIKJI cembst nomkHa OBITH HampaBiieHa K CIIELHUAIUCTY,
UMEIOILEMY ONBIT PabOThl ¢ MAMEHTaMHU C 3TUM 3a00JeBaHHEM, 00JIaAA0NIEMy COBPEMEHHOM
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uHpopManrell 0 Te4eHUH 3a00JIeBaHUS U BO3MOXHOCTH Y4acTHs B KIMHUYECKHX HCIBITAHUAX
(HOBBIX JIGKAPCTBEHHBIX IPENApaTOB H/UIIM TEXHUUECKUX YCTPOUCTB). Takyke BaXKHBIM SIBIISIETCS
UH(POPMHUPOBAHUE CEMEH O CYIIECTBYIOIUX OOIIECTBEHHBIX OPraHU3aLUsAX, PA0OTAIOIINX C ATON
TPYIIION NAlMEHTOB.

4) Ilpu mocTaHOBKE JUAarHO3a CeMbs JI0JDKHA OBITh HANpPaBJICHA K CHEIHAIUCTY-TICUXOJIOTY IS
OKa3aHMsI HE00XO0AUMON IICUXOJIOTUYECKOM MOMOILH.

Oco0eHHOCTH OpraHu3aluy MeIMIUHCKON MOMOIIU MAalMeHTaM ¢ HH(PAHTHWIbHOH GopMoii
JJKJI (boae3nbio BoibMana)

YunThiBas OBICTPBIM XapakTep mporpeccupoBaHus bB, Bce aeTu ¢ JaHHBIM JHArHO30M

HYX/AIOTCS. B CTAllMOHAPHOM HAONIONEHUM, MpH HEOOXOAMMOCTH - C TMEPEeBOIOM B
pEaHMMALIMOHHOE OTJIEJEHHE, B KOTOPOM IPOBOJUTCS JICUEHHUE TSDKEJIOW IPOrpeccUpyroliei
NIEYEHOYHOM HEOCTATOYHOCTH COIVIACHO COOTBETCTBYIOIIUM KIMHUYECKUM PEKOMEHIAIUSM.
- IIpu BB nanueHToB Ha0IOAeT Bpay-racCTPOIHTEPOIIOT (/WM Bpad-TIeAUATP), a TAKKE
Bpay-TeHETUK, HeoOXOAMMa KOHCYJIbTallMsl Bpaya-JAMeTos]ora C 1eJbl0  HA3HA4YEHUs
HU3KOXKUPOBOHM JMETHI, a B psfe CUTyallMil U mapeHTepaibHoro nurtanus.) [2,15]. IlokazaHsl
KOHCYJIbTallMsl Bpada-KapAuoJiora (Bpaya-KapAHoJIora JETCKOIr0) C 1IebI0 OLIEHKH HapylIeHUMH
CEp/IEYHO-COCYAUCTON CUCTEMBI U Ha3HaueHus jeuveHus [2,13,15,20,26], koHCynpTanus Bpayda-
SHJIOKPUHOJIOTA C EJNbI0 OLUEHKM (DYHKIMH HaJNOYEUYHHUKOB M CBOCBPEMEHHOTO Ha3HAUYCHUS
FOPMOHO3aMECTUTENIBHON Tepanuy, Bpaya-HEBPOJIOTa C LENIbI0 OLEHKH HAPYLIEHUIN CO CTOPOHbI
HEpBHOM CUCTEMBI, KOHCYJIbTaIUs Bpaua- XHpypra/Bpada-1eTCKOro Xupypra
(criennanu3upyOUIErocs: Ha TPAHCIIAHTOJIOTHH) MPY HAIMYUU [TOKA3aHUH Ui TpaHCIUIaHTalluU
neyeHu. B KM3HEyrpoXkamoluxX COCTOSHUSAX HEOoOXOAMMO YYacTHEe Bpaya-aHECTEe3UOJora-
pEaHnMaToJIOrA.

Oco0eHHOCTH OPraHU3alu MeIMIUHCKOI momomy nanueatam ¢ BHIX
IIpn BHOX nanueHToB Ha0I0aeT Bpauy-racTpO’HTEPOIIOr, Bpau-TepaneBT (W/Wid, B AETCKOM
MIPAaKTHKE, Bpay-TieJIMaTp) Wi Bpad oOuIel MpakTUKK (CeMelHbIN Bpau) B cpeaHeM, 1 pa3 B 6-12
Mec. (B COOTBETCTBUM C TSDKECTbIO COCTOSIHMSI) ITOKa3aHO KOMILIEKCHOE o00ciieJoBaHNe
amMOyJIaTOpHO, B YCJIIOBUSX JHEBHOI'O CTallMOHApa U B MHOTONPO(MIBHBIX CTal[MOHApaX.

A Taxke Bpay-reHETHK, HE0OXOAMMa KOHCYJIbTAllMsl Bpada-IUeTOoJora C LEIbl0 Ha3HAUEeHUS
HU3KOKUPOBOM AHMEThl (MOAOOp CIEeNMaTu3UpPOBAHHON AMETHI C OTPaHMYEHUEM >KMBOTHBIX
XKHpOB) [2,15], KOHCYyNbTAIUS Bpada-KapAuosora (Bpada-KapnoJora JeTCKOro) ¢ LeIbio OLIEHKH
HapyLEeHUH cepIeYHO-COCYANCTON CUCTEMBI U Tepaniy (OLIeHKa COCYAMCTOTO PUCKa, HAa3HAUYEHHUE
neuenust) [2,13,15,20,26], koHCymbTalMs ~ Bpaya-  XHpypra/Bpaya-IeTCKOro  XHpypra
(crienuanu3upyroIIerocss Ha TPAHCIUIAHTOJIOTMHN) TPU HAIMYMU MTOKa3aHUM JUIsl TpaHCIIIIaHTAIlH
Me4YeHU. B JKM3HEyrpoKarolMX COCTOSHUSX HEOO0XOAMMO YdacTue Bpaya-aHecTe3HoJjora-
peaHumarosora.

Jlpyrue creuuaiucTbl JOJDKHBI IMPHUBJIEKATbCS MO MEpe BO3HUKHOBEHHS CHEIU(PUUYECKUX
pooJeM.

Ycaosust nposenenus @3T u Tpe6oBaHNs K BHITOJIHSIONIEMY €r0 YYPexKIeHUI0

- B Teuennn nepBbIX Tpex MmecsueB — nposeaeHue @3T B ycnoBHAX cTalMoHapa Hpu
Hanmuuu OPUT, nanee — B ycnoBHUAX THEBHOTO CTallMOHApa /WM aMOYJIaTOPHO, B 3aBUCUMOCTHU
OT BO3MOXHOCTEN KOHKPETHOT'O PErHOHA.
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7. JonosHuTeIbHast nHGopManus (B TOM yHcje (PaKTopbl, BJAUSIONIHE HA HCXO0/T
3a00/1eBaHUSl WJIN COCTOSITHMS)

[Tpornos mpu BHOX 3aBucut oT Bo3pacta MaHu(ecTaIuu 3a00JICBaHMs U BHIPAKEHHOCTH
KJIMHUYECKUX NposBiIeHUH. CBOEBpPEMEHHAsl AUArHOCTHKAa W Ha3HAYEHUE IaTOre€HETHYECKOM
Tepanuyu Ha PaHHUX CTaIUsAX 3a00JeBaHUSl ONpeneNsieT OJaronpUsITHBINA MPOTHO3 U YITyYIlaeT
KauecTBoO ku3HU Aetel ¢ BHOX, npenorspaias pazBurue quppo3a NeueHu.

[pu undanTunsoit Gopme JAJIKJI (6onesnn Bonbmana) 6e3 nposenenuss ®3T nmporuos
HEOJIaronpHUsTHBINA (JIETATBHBIN UCXOJ B BO3PACTE 10 6 MECSIICR).
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Kpurepun oneHKH KayecTBa MeIUIIMHCKOH MOMOIIH

Kpurepun oneHKH KayecTBAa NEPBUYHOH MeIMKO-CAHUTAPHONH NMOMOIIH

Kpurepun kavyecrBa npu bB

Kpurepuu onieHku kauecTsa
MEIULIUHCKOU ITOMOIIH

Kon ycnyru
HOMEHKJIATYPhI
MEAMIIMHCKUX YCITyT
(mpu HANIMUMH) *

Kox JIIT B
COOTBETCTBHUH C
ATX-
KIaccudukanuen
(mpu Hanmmunm)**

Orenka
BBIIIOJIHEHUSA

(Ta/Her)

Beinonneno onpenenenue
AKTUBHOCTH JIM30COMHOM
KHCJIOH JIMNna3bl U/1iu
MOJIEKYJIIPHO-TEHETHYECKOE
HCCIIEIOBaHNE (BbISIBICHHUE
[IaTOT€HHBIX BApUAHTOB B
rede LIPA) nanuenTam ¢
nojao3penueM Ha bB

He npumenumo

He npumenumo

Jla/ Het

Haznauena gepmenTHas
3aMECTHUTENIbHAS TepaITHs
npernaparom cebennmasa
anbda Mpu OTCYTCTBUU
MPOTUBOIIOKA3aHU I

He npumennmo

Al6AB14

Jla/ Her

BeinonueHo ynpTpa3ByKkoBoe
HCCIIeIOBaHNE OPTaHOB
OPIOIIHOMN TOJIOCTH
(KOMILIIEKCHOE) U
IYIUIEKCHOE CKaHUPOBaHHE
COCY/I0B TenaToOUInapHoi
30HBI, TYTJICKCHOE
CKaHHPOBAHUE COCY/IOB
CeNe3eHKH, YIbTPa3ByKOBOE
HCCIIeIOBaHHE
3a0pIOIMHHOTO
IpOCTpaHcTBa (B T.4.,
yIBTPa3BYKOBOE
WCCIIeIOBAaHHE
HAJMOYEUHUKOB)

A04.16.001
A04.12.014
A04.12.021
A04.30.003
A04.22.002

He nmpumennmo

Ha/ Het

Brinonnen npuem (ocMoTp,
KOHCYJIbTalUs1) Bpaya-
TeHETHUKa IEpBUYHBIN

B01.006.001

He nmpumennmo

Ja/ Het

Brimonuen npuem (ocMoTp,
KOHCYJIbTaI[}sl) Bpaya-
racTpO’HTEPOIIOra
MIEPBUYHBIN W/ TIPHEM
(ocMOTp, KOHCYNbTALINSA)
Bpaua-neuarpa/Bpava-

B01.004.001
B01.031.001
B01.047.001
B01.026.001

He nmpumenumo

Ha/ Het
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TepareBTa MePBUYHBIN, TPH
HEIOCTYITHOCTH-TIPUEM
(ocMOTp, KOHCYJbTALINSA)
Bpaua o01IeH MPaKTHKH
(cemeitHoro Bpaya)

MEePBUYHBIN
6. | BeimoaHeH ananu3 KpoBu B03.016.004 He mpumenumo
OMOXMMHYECKHUN A09.05.026
o0mieTepaneBTHIECKHIA A09.05.004
(uccnenoBaHue ypoBHS A09.05.028
XOJIECTepUHA, XOJIECTepHUHA A09.05.025
JIUTIONPOTENHOB BBICOKOM A09.05.010
IJIOTHOCTH, XOJIECTEPUHA A09.05.011
JIUTIONPOTENHOB HU3KOM A09.05.021
IJIOTHOCTH, TPUTIIUIEPHUJIOB, A09.05.022.001
obmiero Oenka, amLOyMUHa, A09.05.022.002
obmiero OunupyoOnHa, A09.05.041
OunpyOrHa CBA3aHHOTO A09.05.042 Ha/ Het
(KOHBIOTHPOBAHHOTO), A09.05.044
OounupyorHa CBOOOTHOTO A09.05.046
(HEKOHBIOTUPOBAHHOTO), A09.05.076
OIpeJIeIICHUEe aKTUBHOCTH
acrapTaTaMHHOTpaHC(epassbl,
aJlaHMHaMUHOTpaHchepassl,
raMma-
rIIIoTaMUITpaHcdepassl,
1esI04Hoi gocdarasbl)
WCCIIE/IOBAaHHUE YPOBHS
beppuTHHa
7. | BeimoaHeH o0 B03.016.003 He npumenumo Ja/ Het
(KTMHUYECKUI) aHaTTN3
KPOBH pPa3BEPHYTHIN
Kpurepun xkauecrsa npu BHIX
Ne Kox ycnyru Kon JIIT B
HOMEHKJIATYPHI COOTBETCTBHUM C Onenka
Kputepuu onieHkun kadyecTBa
MEHIHHCKOR TOMOITH MEIUIIMHCKUX YCIyT ATX- ) BBITIOJTHEHHUSI
(npu HanMyMK) * KJ1accupukanuein (Hda/Her)
(npu HanMUuMM)**
1. | BoimonHeHo onpeenenue He npumennmo He npumennmo Ja/ Her

aKTUBHOCTH JIM30COMHOM
KHUCJIOH JIMMa3bl U/HIIH
MOJICKYJIAPHO-TCHECTUYCCKOC
HCCICIOBAaHUC (BBI}IBJ'IGHI/IC
IMMaTOIrCHHBIX BAPUAaHTOB B
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rene LIPA) mauuenTam c
noao3penrem Ha BHOX

Haznauena gpepmenTHas
3aMECTHUTENIbHAS TEePaIHsI
npenaparomM ceGenumnasa
anbga Mpyu OTCYTCTBUH
IPOTUBOIIOKA3aHUH

He npumennmo

Al6AB14

Jla/ Her

Brinosinena perucrparus
ANEKTPOKAPAHUOT PAMMBbI

A05.10.006

He npumennmo

Jla/ Her

Brimmonuena
axoKapauorpadus

A04.10.002

He npumenumo

a/ Het

Belnonaeno
YIBTPa3BYKOBOE
uccienosanue (Y3UN)
OpPTaHOB OPIOIITHOM MOJIOCTH
(KOMIUIEKCHOE) U
3a0pIOMIMHHOTO
MPOCTPAHCTBA, AYIUIEKCHOE
CKaHHPOBAHUE COCY/IOB
renaroOuInapHoOi 30HbI,
IYTUIEKCHOE CKaHUPOBAHHE
COCYJIOB CEJIE3CHKH

A04.16.001
A04.12.014
A04.12.021

He npumenumo

a/ Het

Beinonnen npuem (ocMoTp,
KOHCYJIbTAIlMsl) Bpada-
TeHETHKa MepBUYHBIN

B01.006.001

He npumennmo

Jla/ Het

Beinonnen npuem (ocMoTp,
KOHCYJIbTallMsl) Bpaya-
racTpO’HTEPOIIOTa
NIEPBUYHBIN W/ TIPUEM
(ocMOTp, KOHCYJIbTALINSA)
Bpaya-meauarpa/Bpava-
TepaneBTa NepPBUYHBIHN, IPU
HEIOCTYIHOCTU-TIPUEM
(ocMOTp, KOHCYIbTALINSA)
Bpaua oO1Iei MpaKTUKH
(cemeliHoro Bpaya)
MIEPBUYHBIN

B01.004.001
B01.031.001
B01.047.001
B01.026.001

He npumennmo

Ja/ Het

BeltonHEH aHAIN3 KPOBU
OMOXMMHUYECKHIA
oOmeTepaneBTUIECKHIA
(uccnenoBaHue YpOBHS
XOJIECTEPUHA, XOJIECTEPHUHA
JIMTIONIPOTENHOB BBICOKOM
IUIOTHOCTH, XOJIECTEPHHA
JIMTIONPOTENHOB HU3KOM

B03.016.004
A09.05.026
A09.05.004
A09.05.028
A09.05.025
A09.05.010
A09.05.011
A09.05.021

He npumennmo

Ha/ Het
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IJIOTHOCTH, TPUTITULCPHUIOB,

A09.05.022.001

obmrero Oenka, anbOyMuHa, A09.05.022.002
obmiero OunpyOurHa, A09.05.041
OunupyOuHa CBA3aHHOTO A09.05.042
(KOHBIOTUPOBAHHOTO), A09.05.044
OmnrpyorHa CBOOOHOTO A09.05.046
(HEKOHBIOTUPOBAHHOTO), A09.05.076
OIIpEEIICHUE aKTUBHOCTH
acnapraTaMuHOTpaHcdepas
bl,
aJlaHUHaMUHOTpaHchepassl,
raMmma-
IIoTaMuATpanchepassl,
nienouHoi gocdoTassl),
HCCIIEIOBAHUE YPOBHSA
beppuTrHa
9. | Bemonsen oOumuil B03.016.003 He mpumennmo Ha/ Het
(KTMHUYECKUI) aHATIU3
KPOBHU Pa3BEPHYTHIN
Kpurepun onieHKH Ka4ecTBa CHENHAJIM3MPOBAHHON MeMIMHCKON IIOMOIIM
Kputepun kauecrsa npu bB
Kon yenyru | Kon JIIT Ornenka
Kouteni N cauectra | HOMEHKIATYDEL | COOTBETCTBHH C | BBINIOJIHEHHUS
No purep . 1 MEIUIIMHCKHIX ATX- (a/HerT)
MEITUIMHCKOM MOMOIIN .
yCIyT (pu | knmaccupukanuen
HaJM4umn) * (npu Hanmmymn)**
1 | Ha3nauena ¢depmentnas | He mpumennmo | A16AB14 Ha/Her
3aMeCTHUTeNbHAs Tepanus
npenapatoMm cebenumnaza anbda**
[pU OTCYTCTBUH NPOTHUBOIOKA3aHUIA
2 | Bemosnen aHaJIn3 kposu | B03.016.004 He npumenumo Ja/ Het
OMOXUMHUYECKHUI A09.05.026
oOIeTepaneBTHYECKUit A09.05.004
(uccnenoBanue yposus | A09.05.028
XOJIecTepuHa, xonectepuna | A09.05.025
JIUITOTIPOTEHOB Beicokoi | A09.05.010
IUIOTHOCTH, xonectepuna | A09.05.011
JIMTIONPOTEMHOB HU3KoH otHoctH, | A09.05.021
TpurIuIepunos, oodbmero Oenka, | A09.05.022.001
anpOymuHa, obmero OwnmpyoOuna, | A09.05.022.002
OmMpyouHa ceszanHoro | A09.05.041
(xoHbrOrUpOBaHHOr0), OMaMpyouHa | A09.05.042
CcBOOOTHOTO A09.05.044
(HEKOHBIOTUPOBAHHOTO), A09.05.046
ompenecHne aktuBHoctu | A09.05.076
acrapraTaMHHOTpaHCc(epasbl, A09.05.007
anaHuHaMuHOTpaHcdepasbl, ramma- | A09.05.008
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rIoTaMuITpanchepassl,

Al12.05.011

JaKTaTaeruaporenassl, menounor | A09.05.039
¢docdarassl), nccinenqoBaHne ypoBHS
Kenesa CBIBOPOTKHU KPOBH,
HCCIIeZIOBaHNE YPOBHS (eppUTHHA B
KpPOBH,  HCCIEIOBAHHE  yPOBHS
TpaHcepprHa CHIBOPOTKH KpOBH,
UCCIeI0OBaHNE
KEJIe30CBA3BIBAIOIIEH CIIOCOOHOCTH
CBIBOPOTKH B nporecce
JIUCTIAHCEPHOTO HAONIONeHHs, He
MeHee | pasza B MecsiI]
3 | Beimomseno ynpTpassykosoe | A04.16.001 BrimonaeHo
UCCIICIOBAHUE OPraHoB OPIOIIHOMN yIBTPa3ByKOBOE
MOJIOCTH (KOMILIEKCHOE) u HCCIIEIOBaHNE
3a0pIOIIMHHOTO HPOCTPAHCTBA, OpraHoB
JYIUIEKCHOE CKaHWPOBAHUE COCYI0B OproIITHOI
renaToOnInapHoi 30HBHI, MOJIOCTH
IYTIJIEKCHOE CKAaHMPOBAHHE COCYIOB (xomrieKcHOE) W
ceJe3eHKH He MeHee 1 pasa B 3 3a0pIOMIMHHOTO
Mecsina POCTPAHCTBA,
IYTUIEKCHOE
CKaHUPOBAaHUE
COCYyJIOB
renaToOuInapHO
30HB,
TYTUIEKCHOE
CKaHMpOBaHHUE
COCY/IOB
CEJIe3CHKU
Kpurepun xayecrsa npu BHIX
Kon yenyru | Koxg JITT OneHka

Kouteni onerki  kauecrsa | TOMEHKIATYPBI | COOTBETCTBHM BBITIOJTHEHHS

Ne | ©PuTeD o MenunuHckux | ATX- (da/Her)
MEeTUIMHCKON MOMOIIN .

yCIIyT (npu | xknaccudukanuei
HaIu9Iun) * (pm HaNTMUMN)**

1 | Ha3znauena tepmentHas | He mpumennmo | A16AB14 Ha/Het
3aMeCTUTENbHAs Tepanus
npenapaTom cebenmnaza anbda**
npu OTCYTCTBHHU
MPOTUBOIOKA3aHUM

2 | BemonHena peructpanus | A05.10.006 He npumennmo Ja/ Her
AIIEKTPOKAPAHOTPAMMBI KaxIbie 1-2
roja

3 A04.10.002 He nmpumenumo Jla/ Het

Beimonneno MPOBEJAECHHUE
sxokapauorpaduu Kaxise 1-2 rona
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Brinonseno yIIBTPa3BYKOBOE A04.16.001 He npumenumo Ja/ Her
UCCIICIOBAHUE OPraHoB OpPIOIITHON A04.12.014
TTOJIOCTH (KOMIIIIEKCHOE) u A04.12.021
3a0pIOMIMHHOTO MPOCTPAHCTBA,

JIYTUIEKCHOE CKAHUPOBAHUE COCY/IOB
renaToOnIHapHOH 30HHI,

IYTUIEKCHOE CKaHUPOBAHUE COCY/IOB

CeJIe3eHKH

BrlmosiHeH aHaIM3 KPOBU B03.016.004 | He mpumenumo Ha/ Her
OMOXMMHYCCKUHT A09.05.026
oO0IIeTepaneBTHYCCKUI A09.05.004
(uccienoBanue YPOBHS A09.05.028
XOJIecTepuHa, XOJIECTepUHA A09.05.025
JIUTIONIPOTEHHOB BBICOKOM A09.05.010
TUIOTHOCTH, Xozectepuia A09.05.011
JUMONPOTECHHOB HU3KOM

IJIOTHOCTH, TPUITIMLCPUJIOB, A09.05.021
o0mero 6emnka, amb0yMrHa, 00IIEro A09.05.022.001
OmnpyOuHa, owmpyouna | A09.05.022.002
CBSI3aHHOTO (KOHBIOTHPOBAHHOTO), A09.05.041
OounpyOunHa CBOOOTHOTO A09.05.042
(HEKOHBIOTUPOBAHHOTO), A09.05.044
orpeJieNieHue AKTUBHOCTHU A09.05.046
acrmapTaTaMHHOTpaHC(epassbl,
aaHUHaMUHOTpaHcdepasbl, ramma- A09.05.076
IIoTaMunTpanchepaspl, MIET0THON A09.05.007
docdarasbl), uccie0BaHUE YPOBHS A09.05.008
)Kenesa CBIBOPOTKH KpOBHU, Al12.05.011
UCCIIeIOBAHNE YPOBHS (PeppPUTHHA B

KpOBH,  HWCCIIEOBAHHUE  YPOBHS
TpaHcepprHa CHIBOPOTKH KpPOBH,

HCCIIeIOBaHNE

JKENe30CBSA3BIBAIOIIEH CIOCOOHOCTH

CBIBOPOTKH B nporiecce

JUCTIAHCEPHOTO  HAONIOJICHNs, B

cpeHeM, Kaxiple 3-6 MecsleB

Boinonsen o6umit (KIMHI4ecKHil) B03.016.003 | He npuMeHnmo Ja/ Her

aHaJIN3 KPOBH pa3BEepHYTHIN (eciu
HE MPOBOJWICS B Mpeablaymue 6
MECSIICB)
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IMpuaoxenne Al. CoctaB padoyeil rpynnbl o pa3padoTke v MepecMoTpy
KJIMHUYECKUX PeKOMEeHIaluii

AnboeroBa Mapuna bedepOueBHa, K.M.H., 3aBeAylollas KOHCYJIbTaTHBHO-
nenquarpudeckuMm otaenenveM otaena llemmarpun OI'BY «HMMUAI akymepcrtsa,
TMHEKOJIOTUH U nepuHaTosioruu uM. Ak. B.M. KynakoBa»

AuucumoBa MHMura BaguMoBHa, K.M.H., 3aBeAylollas OTACIOM OpPraHU3aALUU
MEIUIMHCKON oMoy, Bpauy-reHeTuk PI'BHY «Menuko-reHeTH4ecKkuil HayqHblil LEHTP
nM. akagemuka H.I1. BoukoBay, 4jeH Accolraiuy MeIUIIMHCKUX TeHETUKOB.

Anymenko AHTOH OueroBM4, Bpau-racTpOIHTEPOJIOT OTAEIEHUS TaCTPO3HTEPOIOTUU
OI'AY "HauvoHanbHBIA MEIUUIMHCKUN HMCCIEAOBATEIbCKUNA LIEHTP 3740pOBbsl AeTen"
Munzapasa Poccuun

baraesa Majjiena JHBepOBHA, K.M.H., CTapIIMid HAY4YHBIA COTPYIHHUK OTICICHUS
MEeIMaTPUYECKON TaCTPOIHTEPOJIOrHH, renatonorud u auerorepanuu Knunuku GI'bBYH
"®UIL] nutanus 1 OMOTEXHOJIOTHHN"

Baiinaxkosa I'asimna BuktopoBHa, k.0.H., BeqyIUil Hay4yHbI COTPYJHUK JIaOOpaTOPUU
HacJIeICTBEHHBIX 0ose3Heil oOmMena ®I'BHY "Menuko-reHeTuueckuii HayuHbI LIEHTP UM.
axagemuka H.IT.boukosa", uiren Poccuiickoro o0mecTsa MEIUIIMHCKIX TEHETUKOB

BapanoB Ajexcanap AnekcanapoBuy, akagemMuk PAH, npodeccop, 1.M.H.; MOYETHBIN
npe3usieHT Coro3a neauatpoB Poccun, coBetHuk pykooautenss HUM nequatpun u oxpaHsl
3nopoBbsi nereit HKII Ne2 ®I'BHY «PHIX um. akan. b.B.IlerpoBckoroy, mpodeccop
kadenpsl meauarpuu u aerckoi pesmaroioruu KU/3 um.H.®.®Dunaroa ®I'AOY BO
[Tepsbiit MIMY um. U.M. CeuenoBa Mun3znpaBa Poccun (CeueHOBCKUIT YHUBEPCUTET),
IJIaBHBIA BHEIITATHBIN CHIEUANUCT neauarp Munsapasa Poccun

Bamakmanze Hato [:xym0epoBHa, 1.M.H., pyKOBOJIUTEIb OT/AeNa Op(aHHBIX O0JIe3HEH
U NpOQUITAKTUKY UHBAIUAN3UpYytoux 3a0onesannii HUU nenuatpun u oxpaHsl 310pOBbs
nereit HKI[ Ne2 ®I'BHY «PHIIX wum. akaxn. B.B.IlerpoBckoroy», mpodeccop kadenpsl
¢akynbTerckoil nenuatpun Muctutyra Mmarepunctsa u nerctsa PI'AOY BO «PHUMY um.
H.M. IluporoBa» MunzapaBa Poccum (Iluporosckuii VYHuBepcurer), uieH Coroza
neauarpos Poccuna

Bummnena Esnena AnexkcanapoBHa, 1.M.H., npodeccop PAH, 3amecturens pykoBoauTens
HUWN nenmatpun u oxpansl 3710poBbs aereit HKI[ Ne2 ®I'BHY «PHIX wum. axan.
b.B.IletpoBckoro», mpodeccop Kadeapbl dakyabTeTcKod neauatpun  HMHCcTHTyTa
matepuHctBa U JerctBa PI'AOY BO «PHUMY um. H.U. Iluporosa» (Iluporosckuii
VYuusepcurer) Munsapasa Poccun, unen Coroza neauarpos Poccun

I'yanodmna Oabra CraHucIaBOBHA, K.M.H., Bpay-raCTpOHTEPOJIOr, B.H.C. OTHAEIa
opbaHHbIX Oone3Hell W MPOQWIAKTUKM HMHBAIMIU3UpYOMX 3aboneBanuit HUU
neauatpun U oxpasbl 310poBbi aerel HKI[ Ne2 ®I'BHY «PHIX wuMm. axan.
b.B.IlerpoBckoroy», unen Coro3a neauarpos Poccumk

lerrapea AnHa BuaagumupoBHa, A.M.H., mpodeccop, 3aBeayromas OTACIOM
neauatpun, ®I'BY «HMMUL] akymiepcTBa, ruHEKONIOrMM U nepuHaTonoruu uMm. Ak. B.U.
Kymnakosay, npodeccop kadenpst Heonaronoruu Muctutyta 310poBbs aeteit ®I'AOY BO
"IlepBbiii  MOCKOBCKHMI TOCYAapCTBEHHBIM MEIWIHMHCKUN yHHBepcuTteT uM. HWM.M.
CeuenoBa" Munsapasa Poccun (CeueHOBCKUIT YHUBEPCHUTET).
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E:xoB Mapar BuaagucaaBoBu4Y, a.M.H., mpodeccop, TJIaBHBIM HAy4HBIA COTPYIHHK
otnena npobiem arepockiepo3a HUU knumHmdeckoi kapauonoruu uMm. A.JI. MscHUKOBa
OI'bY «HMULIK» M3 PO

KapxoBa Mapus CepreeBHa, K. M. H., 3aBE€yI0Il1asi OTJEJICHUEM I'€1aTOJOTUN KIMHUKHU
NPOMEEBTUKN BHYTPEHHHUX OOJe3HEH, TracTpOIHTEpOJIOTHH, rematojoruu uMm. B.X.
Bacunenko, Yuupepcuterckas Knunuueckas bonpHuma Ne2, ®I'AOY BO «llepsbrit
MI'MYVY um. U.M. CeuenoBa» MunzapaBa Poccun (CeueHOBCKUIT YHUBEPCHUTET)

KyprxoBa Haranus BsiueciaBoBHA, K.M.H., Beaylmuid HayuHblii coTpynnuk HUN
nenuatpu W oxpanbl 310poBbi  gereil HKI[ Ne2 ®OI'BHY «PHIX wum. akan.
b.B.IlerpoBckoroy», wien Coro3a neauatpoB Poccuu, wieH Acconuanud MEAUIIMHCKHUX
TE€HETUKOB

3axapoBa Exarepuna KOpbeBHa, 1.M.H., 3aBeayIomIas JabopaTopreil HaclIeICTBEHHbBIX
6onesneir oomena PI'BHY "Menuko-reHETHYECKUII HAaydyHBIH IIEHTP HMM. aKaJeMHUKa
H.IT.boukoBa", wunen Poccuiickoro oOImiecTBa MEIUIMUHCKUX TI'E€HETHUKOB, 4YJEH
€BpOIEHCKOro oO0IIecTBa MO M3YYCHHIO HACIEACTBEHHBIX OoJie3He oOMEeHa BEIleCTB
(SSIEM).

HNBamxkun Baaaumup Tpodumosuy, akagemux PAH, npodeccop, 1.M.H., 3aBeAyromnuii
kadenpoll MpONeneBTUKA BHYTPCHHHX OoJie3HeH, aupekTop KIMHHUKM TpOTeNeBTUKH
BHYTpEHHUX OoJie3HeH, ractposHTeposoruu u renarosnoruu um. B.X. Bacunenko ®I'AOY
BO «IlepBeiit MI'MVY um. WU.M. CeuenoBa» MunsapaBa Poccun (CedeHOBCKUI
YHUBEPCUTET)

Kamenen Enena AnatosibeBHA, COTPYIHHUK JIa0OpATOPUU HACIEICTBEHHBIX OOJE3HEH
obmena ®I'BHY "Meauko-reHeTuuecKuid HayuHbli eHTp uM. akagemuka H.I1. boukosa",
yiieH Poccuiickoro o0miecTBa METUIIUHCKAX T€HETHKOB.

KyueB Cepreii UBanoBu4, akanemuk PAH, a.m.H.,, nupextop ®I'BHY "Menuxko-
TEHETUUYECKN Hay4dHbIN 1eHTp uM. akanemuka H.II. boukosa ", Ilpe3uneHnt Acconmanumn
MEIUIIMHCKUX reHeTUKOB (AMI).

JlaBpoBa Ajuia EBreHbeBHa, 1.M.H., JUPEKTOP MHCTUTYTA MEAMATPUH, 3aBENYIOLIUN
neAuaTpuuyeckuM  otaeneHueM N2 YHHBEpCUTETCKas  KIMHUKA oI'bOY BO
«IIpUBOIKCKUIM HCCIEAOBATENILCKUN MEAUIMHCKUN yHUBepcuteT» M3 PO, Huxuuit
Hosropon

Martunssn MHpunHa AslekCaHAPOBHA, K.M.H., HAay4YHbId COTPYJHUK OTIEICHUS
MeIUaTPUYECKON racTpOdIHTEPONIOrHH, renaronorud U auerorepanuun Kinmauku ®I'BYH
"®UILI nutanus ¥ OMOTEXHOIOTUN"

Muxaiisioa Csersiana BwurtaabeBHa, 1.M.H., 3aBeaywomias otaeiaeHueM OI'BY
«Poccutiickas Jlerckas Knuanueckas bonpauma» M3 PO.

Hama3zoBa-bapanoBa Jleiina CeiimypoBHa, akagemuk PAH, mnpodeccop, a.M.H.,
npesuaeHt Coro3a nenuatpoB Poccun; mact-npesuneHT EPA/UNEPSA; pykoBoautensb
HUWN nenmatpum u oxpansl 310poBbs nereil HKI[ Ne2 ®I'BHY «PHIX um. akan.
Bb.B.IletpoBckoroy», 3aBenyromas Kadeapoil ¢axynbrerckoi mneauarpun HWHcTHTyTa
matepuHcTBa U nerctea PI'’AOY BO «PHUMY um. H.U. [Iuporosa» Munsnpasa Poccun
(ITuporoBckuii ~ YHUBEPCUTET), TIJIABHBIM BHEIITATHBIA JETCKHHM CHEHHAIUCT IO
npodunaktuyeckor Mmeaunrae Munsapasa Poccun

MamkoBa HUpuna EBrenbeBHa, K.M.H., 3aBeylollas MEIUATPUUYECKUM OTIAECICHUEM
OI'bY "HMUILL TUO um. ak. B.M. lllymakosa" M3 PO
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Ierpsiiikuna Enena EdumoBna, n.m.H., npodeccop, nupekrop PJKD, 3aBemyromas
kadenpoii sHmokpuHonoruu MucTuTyTa MarepurcTBa u aercrBa ®IAOY BO PHUMY
umenu H.U. ITuporoBa Munsapasa Poccun, riiaBHbI BHEIITATHBIN CIELUATUCT JETCKUN
SHAOKpHHOIOT Mun3apaBa Poccun no LlentpanbHoMmy DenepanbHOMy OKpyry, I naBHbIN
BHEIUTATHBIM CIHELUAJIMCT JETCKUM DSHIOKpUHOJIOr JlemaprameHTa 31paBOOXpaHEHUs
ropojia MockBbl

IlepBynnna Tarbsina MuxaiijioBHA, 1.M.H., TupekTop MHCTUTYTa NMEPUHATOJIOTUU U
neuaTpud, 3aBeayromnias kadeapsl nepuHatosorun u neauarpuu ®I'bY "HMULL um B.A.
Anmazosa" M3 PO,
npodeccop Kadeaps neInaTpun Wucturyra MEIULUHBI criery,
IJIaBHBIN BHEIUTATHBIN crienuaiuctT no neauarpuu Komurera no 3npaBooxpaneHuto CaHKT-
[TeTepOypra
IHeuaTnukoBa Hataaba JleonuaoBua, Bpau-uesposor, Mopozosckas JII'Kb JI3M

IloranoB  Auexcanap CepreeBu4, 1.M.H., Tmpodeccop, HaYaIbHUK  LIEHTPA
BOCTIAJIMTENbHBIX 3a00jeBanuii kumeuynuka y aereit ®I'AY «HMMUL 3mpopoBbst aereii»
Munszapasa Poccun; npodeccop xadenps! neguaTpuu u aeTckoit pesmaronoruu [lepsoro
MOCKOBCKOT0 TroCyJapCTBEHHOIO MeAuIuHCKoro yHuBepcutera um. W.M. CeueHoBa
(CeueHoBCckU YHUBEPCUTET).

Penunna Cgeriiana AdanacbeBHa, K.M.H., Bpau-renetuk @OI'BHY «Menuko-
T€HEeTUYECKUA HaydHbIM LeHTp uM. akaaemuka H.II. boukoBa», unen Poccuiickoro
00111ecTBa METUIIMHCKUX TEHETUKOB, YJIeH ACCOIMAIIUN MEIUIIMHCKIX T€HETHKOB.

CsupugoBa Banepus BajiepbeBHa, Bpau-reHETUK OT/i€Ja OPraHU3ALMKU MEIULIIMHCKON
MOMOIIH, M.H.c. Jaboparopuu mytareHeza OI'BHY «Menuko-reHeTUYECKUN Hay4dHBIH
ueHTp uM. akagemuka H.II. bBoukoBay, uien Accounanuu MEIULIUHCKUX T€HETUKOB.

CeaumssnoBa JIunus PoGeproBHa, K.M.H., 3aBeJyrolIas OTAEIOM CTaHAApTU3ALUU U
M3y4EHMUS OCHOB Jl0KazarenbHoM MenuuuHel HUW neguatpum v oxXpaHbl 310pOBbs AETEN
HKII Ne2 ®I'BHY «PHIX um. akan. b.B.IletpoBckoro», goueHT kadeapsl NeanaTpun u
nerckoil pesmatonoruu ®I'AOY «lepsoiit MI'MY um. U.M. CeuenoBa» Munzapasa
Poccun (CeueHoBckuii YHuBepcUTET), AOUEHT Kadeapbl (aKyIbTEeTCKOM MeauaTpun
Wucturyra marepurcrBa u nperctBa ®I'AOY BO «PHUMY um. H.U. Tluporosax
Munznpasa Poccun (ITuporosckuit Yauepcutet), unen Coro3a neauarpos Poccun.

CkBopuoBa Tamapa AHIpeeBHa, K.M.H., 3aBeylOllas TacTPOIHTEPOJIOTUYECKHUM
OTAEJIEHUEM, BEAYIIUM HAYUYHBIM COTPYAHUK HAYYHO-UCCIIEAOBATEIBCKOTO KIMHUYECKOTO
WHCTHUTYTa IEANATPUU U IETCKON Xupypruu umenu akagemuka O.E. Benstumesa ®I'AOY
BO PHUMY um. H. U. ITuporoBa MunsapaBa Poccun (Iluporosckuii YHuepcurer),
['maBHBIA ~ BHEIITATHBIM  JETCKUM  CHEIUAIUCT  TacTpodHTeposior JlemaprameHTta
31paBoOXpaHeHus T. MockBa

CrtpokoBa Tarbsina BukropoBHa, n1.M.H., npodeccop PAH, 3aBenyromas otaeneHuem
MeIUaTPUUECKON TracTpOdIHTEPONIOrHH, remnaronoruu U auerorepanuu Kinmuuku ®I'BYH
"OULl nutanus u OuoTexHONOTHHU'", 3aBenylomas KadeApoil TacTPOIHTEPOJOTHH U
muetonorun MTHOITP ®I'AOY BO PHUMY um. H.W. ITuporosa, uneH o01iecTBa JeTCKUX
racTpPO’HTEPOJIOTOB, T'eNaToJIOroB M HyTpuuuoioroB Poccun. unen Coro3za meanatpoB
Poccun.

Cy60orun JImutpuii MuxaiinoBuu, Bpad-renetuk ®I'BHY «Meauko-renernaeckuit
Hay4yHblil UeHTp uM. akanemuka H.II. boukoBa», uneH Accomuanuv MEIUIUHCKHUX
TE€HETHKOB.
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CypkoB Anapeii HukonaeBuu, n.m.H., npodeccop PAH, 3aBenyrommii oTaeneHuemM
raCTPO’HTEPOJIOTUH JUIsl JETEH CTalMoHapa ISl €T, 3aBeAYIOIIUNA OTIEIOM HAayYHBIX
OCHOB JIETCKOH T'aCcTPOIHTEPOJIOTHH, TE€NaTOJIOrMU M MeTabonnueckux Hapymenuit HUN
neauatpum U oxpasbl 3710poBba aerel HKI[ Ne2 ®OI'BHY «PHIX wum. axan.
B.B.IlerpoBckoro», mpodeccop kadeapbl ¢akynpTeTcKoi mneauarpun MHcTHTYyTa
MarepuHcTBa u aercta ®I'AOY BO PHUMY um. H.U. IluporoBa Munsapaa Poccuu
(ITuporosckuii YHuBepcurer), wieH Coro3a neauatpoB Poccun

TymanoBa Egena JleoHuaoBHa, 1.M.H., mnpodeccop, 3aBeayromias Kadeapoun
MaTOJIOTMYECKON aHATOMUU U KIIMHUYECKOW NaTOJOTMYECKOM aHATOMMU JETCKOIO BO3pacTa
WBITY natonoruueckoit anatomuu ['6OY BIIOOI'AOY BO «PHUMY um. H.U. [Tuporosa
Mun3znpaBa Poccuu, rinaBHbI BHEIUTATHBIA CHENUAIMCT IO MATOJOTMYECKOW aHATOMUU
(metckas cethb) JI3M r. MOCKBBI»

HumbanoBa Exarepuna I'eoprueBHa K.M.H., 3aBEYyIOLIasi TaCTPOIHTEPOJIOTHUECKUM
otaenenueM PJIKbB, BHemratHeiil ciermanuct M3 MO-rinaBHbIM J€TCKUN racTPOIHTEPOIIOT
MO, unen Coro3a neauarpoB Poccum, unen nerckoit rpynmnsl Poccuiickoro obimiectsa mo
n3zydenunto B3K.

IIpeacraBuTe/ M MAHEHTCKUX COOOIIECTB:

IMorocsin Hennu CepreeBHa — rmpeacraButenb Bcepoccuiickoro oOmiectBa opQaHHBIX
3a00JieBaHU

AjexceeBa EjieHa AHaToiibeBHAa — TIpeacTaBuTeNs Bcepoccuiickoro oOmiectBa opgaHHBIX
3a00JieBaHU

ABTOpBI MOATBEPXKIAIOT OTCYTCTBUE (PUHAHCOBOM MOIIEPKKH/KOH(IMKTa UHTEPECOB,
KOTOPBIIl HEOOXOAMMO 0OHAPO0BATh.
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IMpuiaoxenne A2. MeToa0/10rusi pa3padoTky KJIMHUYECKUX PeKOMEHIalM i

Hacrosmue pexkomenmanuu mpeaHa3HAYeHbl ISl NPUMEHEHHS METUIIMHCKUMU
OpraHU3aUSAMH U YUPEXKICHUIMHU (QeiepalibHbIX, TEPPUTOPUATBHBIX U MYHHUIIMITAIBHBIX OPTaHOB
yIpaBiICHUS 3/IPaBOOXPAHEHHEM, CHCTEM O0O0s3aTENbHOTO U JOOPOBOJIBHOIO MEIUIIUHCKOTO
CTPaxOBaHMUsI, APYTUMU METUITUHCKUMHU OPTaHU3AIUSIMH PA3IMYHBIX OPraHU3aI[MOHHO-TIPABOBBIX
(bopM IesATETLHOCTH, HAPABICHHOW Ha OKa3aHUE MEAULIMHCKOW MOMOIIIH.

Hacrosimue pekoMeHIaIuy YCTaHABIMBAIOT BUABI, O0BEM M HHIUKATOPHI KadyecTBa
MEUIMHCKON oMot naruentam npu JJIKJIL.

Knunnyeckne pexkoMeHAalnuu CO3JaHbl HAa OCHOBAaHUU CHCTEMAaTHYECKOro o0030pa
muteparypsl 1992-2026 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases coBpeMeHHBIX MEKIYHAPOAHBIX KJIMHHYECKHX PEKOMEHIAIMH 110
JTUArHOCTHKE, JICYCHUIO U BEJICHUIO MAIIUEHTOB C META00INYECKUMU OOJIE3HIMHU.

JlepunuT TU30COMHON KHUCIIOH JIMMA3bl OTHOCATCS K PEAKAM HACIICJCTBCHHBIM
3a00JIeBaHUSIM, YTO HCKIIOYAeT BO3MOXHOCTh IIPOBEICHUS OONBIIUX KOTOPTHBIX U
PaHIOMHU3HPOBAHHBIX KOHTPOJUPOBAHHBIX HCCIICIOBAHUN ¥ JJIS CO3JAaHHUS IPOTOKOJIOB
JTUATHOCTHKU W TEPAlUU HWCIOJB3YIOTCSA JIMIIh TEMAaTUYECKHE WCCIICIOBAHMS DKCIIEPTOB,
OITyOJIMKOBAaHHBIE B MOCIICTHUE JIBA JECSTUICTHS.

OneHka KadecTBa JOKa3aTENbCTB M CHIIBI PEKOMEHJALUN MPUMEHEHUS MEIUIUHCKUX
TEXHOJIOTHI MPOBOJMIACK B COOTBETCTBUM C YHU(DUIIMPOBAHHOMN MIKaIOW, NMPUBEICHHOW B
Tabimuax 1-3.

IleneBasi ayIuTOPHUS JAHHBIX KIMHHYECKHX PEeKOMEH/IALIMIi:

Bpauu o6mieii BpaueOHOM MpaKTHUKH (CEMEHHbIE Bpayn),

Bpauu-neguarpsr;
Bpauu-ractposnreposnory;
Bpauu-tepanesTs;
Bpauu-renerukuy;
Bpauu-nabopaTtopHble T€éHETUKH;
Bpauu-xapauoiory;
Bpauu-nerckue kapauosory,

©oNoe s WNRE

Bpauu-nespouory;

[EY
o

. Bpaun-pentrenonoru;

-
-

. Bpaun ¢pyHKIMOHAIBHON TMAarHOCTUKY;

[ERY
N

. Bpauu knuHnveckoi 1a00paTopHOI TMarHOCTHKHY;

=
w

. MenuuuHcKkue ICUXO0JIOTH;
. Ctynentsl MmenuunHcKkux BY30B;
. OOyyaroruecs B OpJuHaType.

il
(G2 TN
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Ta6auna 1. IlIkana orieHkH ypoBHE# q0cTOBEpHOCTH A0Ka3arenbets (Y /1) ams MeTo10B
JIMAarHOCTUKY (JIMAarHOCTUYECKUX BMEIIATEIIbCTB)
YA Pacumn¢pposka
1 Cucremarndeckue 0030pbl UCCIAEAOBAHUI C KOHTPOJIEM pedepEeHCHBIM METOJI0OM HIIH

CHCTeMaTHYECCKUI O630p pPaHAOMU3NPOBAHHBIX KIMHHYCCKUX I/ICCJ'Ie,I[OBaHI/Iﬁ C
IIPUMEHCHUCM MCTa-aHAIM3a

2 OtnenbHble UCCIENOBaHMS C KOHTPOJIEM pe(epeHCHbIM METOAO0M WM OTIENIbHbIE
PaHIOMU3UPOBAHHBIE KJIMHUYECKHE MCCICOBAHUS M CHCTEMaTHYeCKHe 0030pbI
UCCIIeIOBAaHN  JI000ro  Ju3aiiHa, 3a  WCKIIOYEHHUEM  PaHIOMHU3UPOBAHHBIX
KJIIMHUYECKUX UCCIIEOBAaHUM, C IPUMEHEHUEM METa-aHaIN3a

3 I/ICCJ'IGI[OBaHI/Iﬂ 0e3 IMOCJICAOBATCIIBHOIO KOHTPOJIA pe(l)CpCHCHI)IM METOAOM HIJIU
HCCIICOOBAHUA C pe(bepeHCHbIM METOAO0M, HE MABIAOIIUMCA HE3aBHCUMBIM OT
HUCCIEAYEMOI'0 METOJa UJIM HEPAHAOMU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAaHNA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeJII)HI)IG HCCIICO0BaHNUA, OIIMCAHNE KIIMHUYCCKOT'O CiIydas

5 Nwmeercs s 000CHOBaHHE MEXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB

Ta6auna 2. [1Ikana onieHKH ypoBHEH 10cTOBepHOCTH oKazatenbeTs (Y /1) mist meToioB
npoQUIAKTUKY, JI€YEHUS, MEIUIUHCKOM peabuIuTanuy, B TOM YHCIE OCHOBAaHHBIX Ha
WCIIOJIb30BAHUM  TPUPOJHBIX  JIEUeOHBIX  (akTOpoB  (MPOGUIAKTHUECKHX, JICUYCOHBIX,
peabUINTAIIMOHHBIX BMEIIATEIbCTB)

YA Pacuugposka

1 | Cucremaruueckuii 0630p PKU ¢ npumenennem meta-aHanuza

2 Otnenpabie PKU m cuctemaTmyeckue 0030pbI HCCICAOBAHHMM JHO00OTO JW3aiiHa, 3a
uckimouennem PKH, ¢ npumeneHneM Mera-aHanuza

3 HepaH,I[OMI/ISI/IpOBaHHBIe CpPaBHUTCIIbHBIC HUCCICOOBaHMA, B T.4. KOTOPTHBIC
HCCICI0OBaHUA

4 | HecpaBHUTENbHBIE HCCIIEIOBAHUS, ONTMCAHUE KIIMHUYECKOTO CIIy4ast WM CEPUH CITydaesB,
UCCIIEIOBAHMS «CIy4aii-KOHTPOJIb)

5 HNmeeTcs nmumb 000CHOBAHHME MEXaHHM3Ma JIENCTBHUS BMeEIIaTelIbCTBA (I[OKJ'II/IHI/I‘-ICCKI/IC
I/ICCJ'IG,I[OBaHI/ISI) HJIM MHCHUEC DKCIICPTOB

Ta6aunma 3. Illkamna oneHku ypoBHeH yOemuTenbHOCTH pekoMeHmanwii (YVYP) nns
METOJI0B NMPOPUIAKTUKHN, TUATHOCTUKH, JICYEHUS, MEAUIIMHCKON peadWIUTaluu, B TOM YHUCIE
OCHOBaHHBIX Ha WCIIOJIb30BAHUU TPUPOAHBIX JIEYEOHbIX (PaKTOpoB (MPOPUIAKTUUECKHX,
JIMarHOCTUYECKUX, JICUCOHBIX, peaOUITUTAIIMOHHBIX BMEIIATEIILCTB))

YYP Pacuu¢poska
A CunbHas pekoMeHnanus (Bce paccMmarpuBaeMble KpuTepuu 3¢ddekTuBHOCTH

(I/ICXO,Z[BI) SABJIAIOTCA BaXHBIMH, BCC HCCICOAOBAHHA HWMCIOT BBICOKOC MU
YAOBJICTBOPUTECIIBHOC METOJOJIOTHYCCKOC Ka4d€CTBO, ux BBIBObI Io
HHTCPCCYIOIIUM UCXOAaM SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)

B VYcnoBHas pekomMeHaalus (He Bce paccMaTpuBaeMble KpuTepuu 3G (HEeKTUBHOCTH
(ucxonpl) SIBISIFOTCSL BaXKHBIMH, HE BCE€ HCCIIEJJOBAHMSI MMEIOT BBICOKOE HIIH
yJIOBJIETBOPUTEIBHOE METOAOJIOTMYECKOe KayecTBO W/WIM HX BBIBOABI IO
MHTEPECYIOIIMM UCX0JIaM HE SIBJIIFOTCS COTJIACOBAHHBIMMU )
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C Cnabas pexkomeHamus (OTCYTCTBUE T0OKA3aTEeIbCTB HAJUICKAIIETO KauecTBa (Bce
paccMmarpuBaeMbie KpuTepuu 3Q(HEKTUBHOCTH (MCXOJIBI) SIBISIFOTCS HEBAXKHBIMH,
BCE€ HCCIIEOBaHUS UMEIOT HU3KOE METOJI0JIOTHYECKOE KAYECTBO U UX BBIBOJIBI IO

HHTCPCCYIOIIUM UCXOAaM HEC ABJIAIOTCA COFJIaCOBaHHBIMI/I)

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIan.

Mexanu3smM  OOHOBIIEHUS  KJIMHMYECKMX  PEKOMEHJAIMil  mpeaycMaTpuBaeT  UX
CHUCTEMAaTUYECKYIO aKTyaJIM3aLUI0 — HE PEKE YEM OJUH Pa3 B TPU I'0J1A, a TAKXKE IIPU MOSIBICHUU
HOBBIX JAHHBIX C IMO3HULMHU JOKA3aTEJIbHONM MEAMIMHBI IO BOIPOCAM JHUArHOCTUKH, JEUEHUS,
npoQUIaKTUKA U peaduuTalud KOHKPETHBIX 3a0O0NeBaHUM, HAIMYUU OO0OCHOBAaHHBIX
JIOTIOJTHEHMI/3aMe"uannii K paHee yrBepkAEHHbIM KP, HO He vaie 1 pa3a B 6 mMecsIies.

Pacuiu¢ppoBka npuMedyanui

... — mpemapar BXOAUT B NEPEYEHb KU3HEHHO HEOOXOAMMBIX U BAKHEHINMX JIEKAPCTBEHHBIX
npenapatoB (Pacnopsikenue I[IpaButensctBa PO ot 18.12.2025 N 3867-p «O0 yTBepKIeHUU
NepeyHs KU3HEHHO HEOOXOAUMBIX U BaXKHEUIINX JIEKaPCTBEHHBIX MPENapaToB, a TAKXKe MepeyHei
JIEKapCTBEHHBIX NPENapaToB AJIs MEAUIMHCKOTO MPUMEHEHHUS] 1 MUHMMAJIbHOTO acCOPTHMEHTA
JIEKapCTBEHHBIX MIPENapaToB, HEOOXOIUMBIX JJIs OKa3aHUS MEAUIIMHCKON IOMOIIINY

# - mpumenenue off-label — BHe 3aperucTprpoBaHHBIX B HHCTPYKIIMH JICKAPCTBEHHOT'O CPEIICTBA
MOKa3aHUN OCYILECTBISAETCS MO PELIEHUI0 BpaueOHOM KoMuccuu, ¢ paspelieHus: JlokanbHOro
ATUYECKOI0 KOMUTETa MEIUIIMHCKON opranu3auuu (Mpu HAJIWYUH), C YCIOBUEM IMOANKUCAHHOTO
MH(OPMUPOBAHHOTO COTJIACUS POJUTENEH (3aKOHHOTO MPEJCTaBUTENS1) U MAllMeHTa B BO3pacTe
crapuie 15 ner;

falalal MCIUIIUHCKOC U3ACIIUC, UMIUIAHTUPYCMOC B OpraHrU3M YCJIOBCKA ITPU OKa3aHUU

MEAMIIMHCKON TOMOIIH B paMKax IMporpamMMbl TOCYJapCTBEHHbBIX rapaHTUi OeCIIaTHOTO
OKa3aHUsA IpakJaHaM MEJUIUHCKON ITOMOILH.
IIpunoxkenne A3. CnpaBouHble MaTepHAaJIbl, BKJIIOYasi COOTBETCTBHE MOKA3aHUI K

NPUMCHECHUIO H l'lpOTI/IBOHOKa?.aHI/Iﬁ, cnocodoB NPUMECHCHUSA A 103 JICKAPCTBCHHDBIX
npenmaparoB, HHCTPYKIHUHA 10 IPUMEHEHUIO JIEKAPCTBCHHOT'0 Ipenapara.

A3.1 OcHOBHBIE HOpPMATHBHO-NIPABOBbIE AKThI

1. ®epnepanbhbii 3akoH oT 21.11.2011 Ne 323-P3 «O6 ocHOBax OXpaHbl 37J0POBbS TPaKAaH
B Poccuiickoit denepanum»

2. [Tpuka3 Munsapasa Poccun ot 21.04.2022 Ne 2741 "O06 yrBepxaenuu [lopsinka okazanus
MEIULIMHCKOW TOMOIIM MalMeHTaM C BPOXKIACHHBIMU M (WJIM) HacleICTBEHHBIMU
3aboseBaHUsAMU".

3. Tpuxa3z Munzapasa Poccun ot 20.02.2026 Ne 1201 "O6 yrBepxkaennu [lopsiaka okazaHust
METUITMHCKOW MTOMOIIIH 110 TIPOQHITIO «TIeTUATPHUS)

4. Tlpuxa3z Munszapasa Poccuu ot 12.11.2012 Ne 9061 "O6 yrBepxaenuu [lopsiaka okazaHus
MEIUIIUHCKON TIOMOIIY HACENIEHHIO 110 MpoduIIro "ractposHreposnorus”

HNudopmanusi o JiekapcTBeHHBIX cpeacrBax: https://grls.rosminzdrav.ru/
OcHOBHbIE HOPpMATHBHO-TIPABOBbIE€ AKThI, PEryJIHPYIOIIHe OKA3aHHe MAJIHATHBHO
MeAULMHCKOH MOMOIIM

52


https://grls.rosminzdrav.ru/

1. ®enepanbHbii 3ak0H 0T 06.03.2019 Ne 18-D3 «O BHeceHuun nsmeneHnui B denepanbHbIid
3aKkoH "OO oCHOBax OXpaHbl 340pOBbs rpakaa B Poccuiickoit denepanunn” no Bonpocam
OKa3aHMs NaJUIMaTUBHOW MEAULIMHCKON TOMOLLID.

2. [Tpuka3 Munzapasa Poccun Ne 2081, Muntpyna Poccun Ne 2431 ot 14.04.2025 «O6
yrBepxacHun [lonoxenust 00 opraHu3anuy OKa3aHUs NALTHATUBHONW MEIUIIMHCKON TTIOMOIIIH,
BKJIFOYAs IOPSAJIOK B3aUMOJICUCTBUSL MEULIMHCKUX OpPraHW3alui, OpraHu3aluii COMaIbHOTO
00cyXKMBaHUS M 00IIECTBEHHBIX 00BEAMHEHNHN, HHBIX HEKOMMEPUECKHUX OpTaHU3allHi,
OCYIIECTBIISIOLIUX CBOIO JESATEILHOCTH B cpepe OXpaHbl 370POBbSI»

3. [Tpuka3z Munznpasa Poccun ot 09.07.2025 Ne 398H «O0 yTBEepKACHUH TIEPEUHS
MEAMIIMHCKUX U3JIEIIHA, IPeTHA3HAYCHHBIX JUTS TOAIepKaHusl (YHKIIUHA OPTaHOB U CHCTEM
OpraHu3Ma 4eJoBeKa, MPEA0CTABIAEMbIX NAIMEHTY MPU OKa3aHUHU NaJTMATUBHONW METUIIMHCKOM
MTOMOIIIHU JIJIs1 UCIIOJIb30BAHUS HA JOMY»

4. Tlpuka3z Munsapasa Poccun ot 10.07.2019 Ne 5051 «O6 yrBepx)aenuu [lopsika
nepegayd OT MEIUIIUHCKOM OpraHu3alny NaleHTy (ero 3aKOHHOMY MPEICTaBUTEINIO)
MEAMIIMHCKUX U3JICHA, TPeTHA3HAYCHHBIX [Tl MOAIep:KaHus (QYHKIIUN OPraHOB U
CHCTEM OpraHM3Ma YeJI0BEKa, JUIsl UCII0Jb30BaHUS Ha JOMY IPH OKa3aHUHU MaJUIMaTUBHOMN
MEIULUHCKOW TOMOILIN.

IIpoune HOpMATHBHO-IPABOBBbIE JOKYMEHTBI, C Y4YeTOM KOTOPbIX pa3padoTaHbl
KJIMHHYeCKHe PeKOMEeHIaluM:

1. ®enepanbhblii 3akoH 0T 21.11.2011 Ne 323-D3 «O6 ocHOBaxX 0XpaHbl 3J0POBbS TPaKIaH
B Poccutickoit deneparnun» (CoOpanue 3akoHoaaTenbcTBa Poccuiickoit deneparuu, 2011 1., No
48, ctT. 6724);

2. MesxayHapoHas knaccuukaiys 60Jae3Hel, TpaBM U COCTOSIHUMN, BIUSIOLUIMX HA
3nopoBbe (MKB — 10);

3. [Tpuka3z Munzapasa Poccun ot 02.05.2023 Ne 2051 «O6 yrBepxkaeHnn HomeHknaTypsl
JOJKHOCTEN MEIMLIMHCKUX pabOTHUKOB U (hapMalleBTHUECKUX paOOTHHUKOBY

4. [Tpuka3z Munzapasa Poccun ot 28.02.2019 Ne 1031 «O06 yTBepKIeHUH MOPsIIKa U
CPOKOB pa3pabOTKU KJIMHUYECKUX PEKOMEHIAlNN, UX IIepecMOTpa, TUIIOBOM (popMBI
KJIMHUYECKHX PEKOMEHJalui 1 TpeOOBaHUM K UX CTPYKTYpe, COCTaBy U HayYHOMH
000CHOBaHHOCTH, BKJIFOYAEMOH B KIMHUYECKHE PEKOMEHIAIIM1 HHPOPMALIUN».

S. ITpuka3 Munzapasa Poccun ot 13.10.2017 Ne 8041 «OO0 yTBep>KA€HUU HOMEHKIIATYPbI
MEAUIIMHCKUX YCIyT».

6. [Tpuka3z Muntpyna Poccun ot 26.07.2024 Ne 3741 «O0 yTBepKAeHUH KilaccuUKaui u
KPUTEPUEB, UCIIOJIB3YEMBIX MPHU OCYIIECTBIEHUN MEIUKO-COLUATbHON IKCIEPTU3BI TPaXK1aH
benepanbHBIMU YUPEKICHUSIMH MEIUKO-COLUATBHON IKCIEPTU3BI»

A3.2 CpaBHenne nposiBieHuii nHpanTHiabHOH Gopmbl JJIKJI (0os1e3un Bonbmana)
u 00J1e3HH HaKomIeHus 3¢upos xonecrepuna (BHIX)

Nudantunsnas popma
IIposiBiieHue BHOX
P JJIKJI (boJae3ns BoibmMana)
€TCKU — B3POCIIbIN
Bospact Hayana / AMarHoCTUKH 0-3 mecsimma A P
BO3pacT
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Bo3pacT Ha MOMEHT JIETAILHOTO o 6 MecsIeB .
rcxona (6e3 JedeHus) (B cpennem 3-4 mec.) Bapnaennpiit
PBora, nuapes + +/-
I'enaromMeranus + +
®ubpo3 / tUPpoO3 NEUCHH +/- +/+
CnuieHomeranus + +
Kanpuudukanusa Haano4YeuHuKOB + -
Cunapom ManbadbcopOIuu + +
['unorpodus/Kaxexcus + -
HeBponoruueckue nposiBieHus Ha N ]
MO3HUX CTaIUAX O0JIe3HH
Pannwuit arepocknepos +/- +

A3.3 Iludpdepennunanbuas nuarnoctuka HAXKBIT n JUIKJI

[Tpusnak HAXBII BHOX

Bospact  mosiBaenuss — mepBbix | OObIuHO cTapiie 25 net

OO0BIYHO MOJIOKE 25 JIeT

CUMITOMOB
Caxapnbiit quader 2 tumna OOBIUHO €CTh OObIUHO HET
Oxupenue OOBIUHO €CTh OOBIuHO HET
DddexT ot moxynaHus OOBIUHO €CTh OOBIuHO HET
Crnenomeranus 6e3 aciuTa Her VY ¥ manueHToB
Cumnromsl ManbabcopOumu | OObIYHO HET MoryT ObITH
(crearopesi, nuapesi, OTCTaBaHUE B

pa3BUTUHN)

[IpexneBpemenHOE pasButue | Her Yacro

aTepOoCKIIEpO3a U €ro OCI0KHEHUH
(UBC, aneBpusma aopts, OHMK)

A3.4 3a00p OmomaTepuaJia Al JMArHOCTHKH B IATHAX KPOBH

KpoBb cobupaercs Ha CTaHIAPTHYIO KapTOUKY-
¢unbTp (Ne903), xoTopas mpuUMeEHsieTcs UL
CKpUHHHIAa HOBOPOXICHHBIX B Poccuiickon
denepany UM aHAJTOTUYHYIO JUIS MOJY4YEHHUS
cyxoro msiTHa KpoBu. KpoBb MokeT ObITh, Kak
KanwuisipHass (M3 manbla, MATKH), TaKk U
BEHO3Has1. BeHo3Has kpoBbp coOupaercs B
MPOOUPKY, aKKypaTHO MEPEMEIINBAETCSA U 3aTEM
OBICTPO C TOMOIIBIO TNHUIMETKH HAHOCUTCSA Ha
¢unbTp 1o 25-50 MKI KpPOBH Ha KaXIyIo
BbIJIEIEHHYI0 007acTh. Heobxonumo xoporio
MPONUTATh BBIJCIEHHYIO 001acTh Ha (uiIbTpe
(pucynok 1). IlpeamouturensHo coOupaTh

Pucynok 1. OGpa3zer mpaBUIbLHOTO HAHECEHUS

KpPOBH Ha KapTOUKY-(QHIbTP
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obpasubl nocne eapl yepe3 40 muHyT - 1 Hac.
Bo3MOXHO Taxke OCyIIEeCTBUTH 3a00p KPOBH U
HaTOLIAK.

Ha kaprouke-puibTpe 00s3aTeNBbHO JOJKHBI
ObIThb 4eTko YykazaHel PUO, kem U OTKyaa
HalpaBJIeH MalUeHT, JaTa POXKACHUA U TeneoH
JevaIero Bpaya (pPUCYHOK 2).

BeicymienHblii  o0pa3zeny Cyxux ISTEH KpOBHU
BKJIQJIbIBACTCS. B YHUCTBI KOHBEPT, MO0 B
yrctelid  (aiin. Kaprouka-GuinsTp HE M0DKHA
COIIPUKACAThCSl C TPSA3HOM IMOBEPXHOCTBIO U C
oOpasmamMu JApyrux mnamueHtoB. HeobOxomnmo
IOPUIOKUTh K oOpa3naM HHQOPMHUPOBAHHBIE
corjlacusi  IalueHTa
IpeJCTaBUTENIel Ha MPOBEJEHUE 1a00PaTOPHBIX

HCCIIeJOBaHUH

U €ro 3aKOHHBIX

Pucynok 2. O6pa3zer kapTouKu-GuIbTpa

AJITOPUTM JeHCTBHH MeIMIMHCKOIO0 MePCOHAJIA IIPH B3ATHH 00pa3l0B KPOBH

®  BBIMBITh pyKH (TUTHEHUYECKUI YPOBEHbB), HAJIETh NIEpPUYaTKU;

e  BBIMBITH PYKH MalMeHTa (MSTKY peOeHKa B ciy4ae, eCIu KpOBb OepeTcst U3 MATKH);

®  [IpoTepeTh 00JacTh MPOKAIBIBAHUS CTEPHIIbHON canipeTkoi, cMoueHHol 70% criupTom,

IMPOMOKHYTb CyXOI\/’I CTGpHJ’IBHOfI Caﬂq)eTKOﬁ; - IIPOKOJIOTH CTCPUJIIBHBIM OJHOPA30BbIM

CKapu(pUKaTOPOM;

L4 CHATH MEPBYHO KaIlJIFO KPOBU CTCPUJIIBHBIM CYXUM TaMIIOHOM;

o MATKO HAAaBUTh JJIA MMOJTYYCHUA BTOpOfI KaIjii KpoOBH;

®  MPUIOKUTH MEPIEHAUKYIISIPHO TECT-0JIaHK K Karule KPOBH U MPOIUTATh €r0 KPOBbIO HACKBO3b;

L4 aHaJIOTUYHBIM 06p3.30M HAHECTH Ha TecT-0JaHK 6-8 KaneJjib, BUJ IATCH KPOBU TOJIZKCH OBITH

OJIMHAKOBBIM C 00EUX CTOPOH.

L4 BBICYIIUTDH TecT-0JIaHK B T OPHU30HTAJIbHOM IIOJIOKCHUU Ha YHCTOU O6€3)I(I/IpeHHOI71 MOBCPXHOCTU

He MeHee 4 1 6e3 MMPUMCHCHUSA TEILJIOBOH 06pa6OTKI/I U noriagaHus MpsAMbIX COJTHCUHBIX nyqeﬁ;

L4 YIIakoOBaThb TeCT-OJJaHKU B YHCTHIH KOHBEPT TaKUM O6p8.30M, YTOOBI IIATHA KpOBH HC

CONIpUKaCaJINCh.

e He pgomyckaercs B3sTHE IYTOBUHHON KPOBU Y HOBOPOKJIEHHBIX !

OcoGennocT npu HH(PY3MOHHON Tepanuu
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HekoTopsie nanueHTsl MOTYT MOJTydaTh HHOY3MOHHYIO TEpaIlnio, epeIuBaHue KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIUSHHUE HA pe3ybTaThl TeCTOB. Hanmpumep, npu nepesinBaHuu 11a3Mbl KPOBU
MOTYT OBITH MOJIYYEHBI JIO)KHOOTPHUIIATEILHBIC PE3YIbTATHI, TAK KaK OmpeeissieMbie pepMeHTHI
HAXOJATCS B IUIa3Me U B KJIETKaX KPOBU. PeKOMEHIyeTCst OCYIIECTBUTH 3a00p KpOBU Jisi (DePMEHTHOM
u JIHK-nuaraoctuku He 9 paHee uem yepe3 6-7 JHEH mocie nepeauBaHus mia3Mbl KpoBH U yepes 7-10
JTHEH 1mociie nepeauBanus KOMIOHEHTOB KPOBH
He nonyckaercs 3a00p kpoBu

e cpa3y Ioclie IPOBEICHUS MAMCHTY UH(DY3NOHHOU TepaInu;

e cpa3y 10CJI€ 3aMEHHOT'0 IEPEIUBaHMs KPOBH.

XpaHeHue U TPAHCIOPTHPOBKa OMoMaTepuaJia
OO0pa31pl BBICYIICHHBIX MSATEH KPOBU MOYKHO XPaHUTh B OOBIYHOM Kamepe xoJouibHuKa npu +4C 1o
otpaBku. Cpok XpaHEHHsI 0 MOMEHTA OTIIPaBKHU HE JOJDKEH MpeBbIaTh 7 AHel. Eciu XpaHuTh
JI0JIbILE U ITpU O0Jiee BBICOKOW TeMIIepaType, TO aKTUBHOCTh (pepMEHTA JaKe B HOPME MOXKET
CHIIKATBCSI, YTO MIPUBEET K JIOKHOMOIOKHUTEIbHBIM PE3ysIbTaTaM.

A3.5 PexomeH10BaHHbIE 00beMbI BBeleHHs cedetunasbl ajabpa**

Beanunna maccsl Tesia (Kr) OO0umii 00bem uHdy3uu (M)
1-10 10
11-24 25
25-49 50
50-99 100
100-120 250

* O0beM uH(]Y3UM AOHKEH O0a3upoBaThCS HAa HA3HAYEHHOW 03¢ W JOJDKEH OBITh
MIPUTOTOBJIEH JI0 OKOHYATEIHbHON KOHIIEHTpanuu cedenumnassl anba** 0,1-1,5 mr/mi.
(mo3a 1 mr/kr) (https://grls.rosminzdrav.ru/)
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[50]

A3.6 [InarHocTHYeCKU AJITOPUTM NPHU HHPAHTHIBLHOH (opMe AePUIIUTA JIN30COMHON KN CJI0M JTUNA3bI

(60J1e301 BosibmaHa)

H.I'IHHIIIIEEI!HE npoAsneHAa

3a[epHKa pocTa, HegoenaHHe
B3AyTHE HMMEOTA, FENATOCNNEHOMETANWA

. CHMMTOMbI CO CTOPOHBI NMLLEBAPHTENLHON CUCTEMBI:
. Manbabcopbumua

. PeOTA
. CreaTtoped

* TlocTonnHan aunapes
. EMOXMMMUECKHE M3MEHEHMA

. Oucnunuaemua (&MHMN, « ANBM)
. MoebIWEHHE YPOBHA TPAHCAMHMHAS B KPOBH
. HHpopacTEopMMBIE BMTaMKHEI (A, D, E, K)
s | DeppHTUH

HanbUmdMKaLMA HAANOYEUHMKOE

PazeuTHe remodarouMTapHoro AumeorMcTmoumToza

I

CPOMHO OnpepeneHure akTHBHOCTH depmenTa JTIKI B obpasue cyxoM Kannw

DuddepeHnansHan UarHOCTHHA

. TAMENbIA cCHHApPOM Manbabcopdumm

€ OCNOMHEHHAMM CO CTOPOHbI MEYEHK

1 BBICTPbIM TEYUEHWEM
remodarounTanHbIil TMMGOTMCTHOLMTOZ
BONE3HN HaKoNIEHUA MKOTEHA
CemeiHaA rTMnepxonecTepMHeEMUA
BonesHb [owe.

edUUMT KMCNoRA CQHHTOMME'J'IHHESH

EBone3de HUmaHHa-Tvea TMna C
HoeooBpazosaHuA (Hanpumep, NneAkemMuA

NposegeHHe APYIMX AHATHOCTMYECHHMX TECTOB

(Hanpumep, onpegensHHe AaKTHBHOCTH
depmeHTOB NpH aedHLMTe KMCAOH
chuHromuennnaznl, Gonesnn lowe),

KPOEM
«— T
MaTonorMyeckmia B
CexeeHWpoBaHKe rexa LIPA pesyneTaT HopmanbHaa
— AKTHEHOCTB JIKA
MNaToreHHLIE BADMAHTLI B -____""'-—--_-____
LiPA I
> ANKN
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A3.7 InarHocTUYeCKUil aJITOPUTM NPH 00J1e3HM HaKOILIeHus 3(pupoB xoJiectepuna (BHIX)
[50]

MaLMEHT C NBEIM M3 CAESYHILMY MSMEHEHHHA B NEYEHM:

TaUMeHT co CMelliaHHEIM GEHOTHNOM

TMEMIHAKK SMCIUNHAEMMM

TMPMIHEKK SACAUTMSEMMK

* AT Z 1,5 pasa BbilWe BEQXHEN rPEHMLLBI HOPMBI .
*  [enaTomeranya v/unM CIEHoMETaIKMS

nnHN

*  MoBbiweHHsIR ypoBeHs MIMHMN: 24,2 maone/n (2160 mrfan)
24,2 mons/n (2160 mr/an) (espocnsie)

*  [Mobas cTeneHs MUKDCBEIMKYIADHOIC CTEATO3E [N pesyNLTaTam
BroncuKn neweHm) . +MNEN

»  Mwobas crenedb dubposa/umpposa neyexsu (Mo gaHHsIM
MMCTONCMMYECKOrT MCCNSA0BaHUA, BMIVANMEEUMOHHEIX METOA08

WK TDEHIMEHTHOA 3nacTorpadum)

McrnoueHs! K YacTeie . ETpurIMuEEKabl

safionesauna nevexmn?

23,4 mmons/n (2130 mr/gn) (aeTv)

=1,3 mmane/n (250 mr/gn) (seswnHe)
=1 mmone/n (240 mr/gn) (my#tuHsi)
=1,2 mmons/n (245 mr/an) (aeTv)

Mnagwe 8 net: > 1,1 mmone/n (=100 mrfgn)
hJ Crapwe 5 net: = 1,5 mmone/n (= 130 mrfgn)

E Bupyc renatuta B w Bupyc renatura C T
*  Hupcean DoNEIHE NEYEHW
A A A

* AYTOMMMYHHBIA FenaTIT

* Oeduunr al-aHTHTpMACHHE

*  lenuakua
Ll

HoHn4eHb
W YACTBIE MPUYMHBI

TMNEDXONECTEDHHEMMUH ?

= BonesHe BunbcoHa L i

*  Cemeiinas KOMBMHWDOSAHHEA TMNEPAMNHMAEMHA

»  [pyrve nWsocomansHoie sabonesaqma
(Hanpumep, BonesHe fowe, Banesse HumanHa-Tuka,

BEdUUMT KUCNOR ChUHIOMWENHASE)
= Myxosucunnos )

- leTeposuroTHas CEMEHHER MMME| 1= MHEMMA C

FEHETUYECKWUM NOATBEPHAEHHUEM
AYTOCOMHO-DELECCHEHEA TMNEPXONECTEDUHENWS

*  BONEZHW HEKOIWIEHMA [HMKOrEH *  CurocTeponemus

-

[ANA B3pocnblx, 23,4 mmons/n (2130 mrfgn) ana getei
+INEN = 1,3 mmone/n (= 50 mr/gn) (meHwmnss) man s 1
rawion,/n (£ 40 mr/gn) (mysamsen), £ 1,2 mmons/n (£ 45
mr/gn) (getu)

M nioBbIE M3 CNEQYHWLMK M3MEHEHMH B NEYEHM:

Ypoeese ANT B 21,5 pasa BbiWe BEPXHEN rPaHMUEI HOPME!
lenaromeranua M/am CIeHoMEranua
CTEETOS NEYeHM (N0 SAHHBIM BUSYANMSaLIAM)

MuHpoBE3NKYIAPHLIR cTeatos noboi crenenn (Buoncua
neyeHM)

Dubpos/umppos niobol cTeneHy (No 4aHHLIM FHCTONOMHH
WK 3nacTorpadum)

= ‘I:!SI‘E'QLI_IEHIH BeTa-orMCNeEHnA - MoOAMreHHanA TMNENX0AECTEDHHEMKMA
*  Npyrie meTabonWYeckMe paccTpoMCTEa
OA | A _ l _
BrINonHUTL — T m——— M MpoBEaeHUE SOYTHX
Hopmansuan L — e
- OMErHOCTMYECKMX TECTOE,
AHTHBHOCTE
[eHeTHUECKOe MCONEqOEEHWE C NogPoSHEIM
feneTuieckoe uccnesosanne JIKN AKTUBHOCTb NMFOCOMHOM KMCNOM NMNasol 8 onucaHuer reda LIPA: HENPHMEP, M3MEPEHIE
(MBHEenbHOE UMW 3K3OMHOE ([ - ' AKTHBHOCTH GEpMEHTOE
TR MATHAX BLICYLEHHDN KDOBEK now
ceRacHMpoBaiz) *  Cexseruposanuerena LIPA P .
J' - . NGS (naHenbHoe MW 3KS0MHOE Aeduumre KUCNoiR
+ CHUMEHWE aHTHBHOCTH JIK CEHBEHMPOB3HME) w
ANETEpHATHEHBIA
CexseHwmpoBaHue rena LIPA NatoreqHsle
MaroreHHbLIe MarorexHele BAPMAHTEI B BapHanTLl
BapHaHThl B LIPA LirA B [IPYTMX TEHax ¥
»

| Mrwrepuamisnaii guaros |

N ONKN |=

56



Mpuaoxenne b. Anropurmsl AeidcTBUH Bpaya

ITpuznaku JIJIKJI y namnuenTa
(XpOHMYECKHUH TeNaTuT, HapyIICHNS
JIUTTUAHOTIO OOMEHa)

JlabopaTopHas AMarHOCTHKA
(ompeneneHne akKTHBHOCTH
JIM30COMHOM KHCJIOH JIUMa3bl B
ISITHAX KPOBH)

HuddepennuanbpHas
JMarHOCTHKA C JPYTHMHU
3a00JIeBaHUSIMH

Jlmarao3s
TTOITBEPKICH

Nmerotes Het MoHUTOpHHT
MOKa3aHUs K —»  COCTOsHUS NalleHTa
O3T
na
®3T HeT Tepanus
> s dexTuBHA

?

PaccmoTpenre Bo3MOXKHOCTEH
JIPYTHX METOJOB JICUCHHUS (B TOM
YHCIIe TPAHCIUIAHTALIUS OPTaHOB)
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Ipuaoxenne B. Uudopmanus 1 namueHTa

Ilouemy Bo3HHMKaeT 3a00/1eBaHue?

JUIKJI — nHacnencTBeHHOE 3a00JI€BaHUE M CBSA3aHO C MOJIOMKaMH (MyTalMsMH) B T€HE
LIPA.

['ennl npeacrasisaoT coboil mocnenoatensHocth JJHK u B HUX 3amucaHbl HHCTPYKLIUU
no «mpurotosieHuo» OenkoB wim PHK (pubonyknemnoBas kuciota). ['eHbl HaxomsTcs B
XxpoMocoMmax. Y denoBeka 23 mapbl XpOMOCOM, OJHY M3 XPOMOCOM C COOTBETCTBYIOIIUM HA00pOM
TeHOB OH HAacJeQyeT OT MaTepu, BTOpYIO OT oTma. Cpeau XpoMocOoM emie ecTh JBe 0CoObIe
XPOMOCOMBI, KOTOPBIE OTPEACIISIOT MO PeOSHKAa — Y IEBOYEK JABE X-XPOMOCOMEI, @ Y MATBUYUKOB
oaHa X 1 ofHa ¥Y-XpOMOCOMBI.

I'en LIPA nHaxoautcs Ha 10 xpomocome.

JUIKJI HacnemyeTcsi o ayTOCOMHO-PEIIECCUBHOMY TUITY, YTO O3HAYAET, 4YTO 00a poAUTENs
SBIIIOTCS HOCUTEJISIMU MyTalli, HO HEe OO0JICIOT, T.K. Y HUX €CTh BTOpasi KOMUS 3/I0pOBOTO T'€Ha.
Pebenox ¢ JIJIKJI HacnenyeT oAHy KoOmHIO “O0JbHOr0” T€Ha OT OTLA M OJHY— OT MaTepu.
3aboseBaHre MPOSIBISETCS TOJIBKO B CIydae HAJIMYUS JIBYX KOIMU MOBPEXKJACHHOTO reHa. Puck
poxnaenus pedenka ¢ JJJIKJI B manHoM cirydae coctaBiusieT 25%. Maabuuku U IEBOYKH OOJICIOT C
OJIMHAKOBOH yacTtoTol. Hocutens 0oJie3HM HACIEAYeT TOJIBKO OHY KOIHIO JIMOO OT OTIa, TUOO0
ot Matepu. OHUM HEe OONEIOT M HUKAKUX MPU3HAKOB OOJIE3HU Y HUX HET.

Yro Hapymaercs B meradomsme npu JJIKJI?

[Tpu JJIKJI dpepment nuzocomHuas kucias nunasa (JIKJI) ve paboraer, 4To NpUBOIUT K
HaKOIUIEHHUIO B OCOOBIX KJIETOYHBIX OpTaHeljaX, Ha3bIBa€MbIX JIM30COMAMH, TAKUX KPYITHBIX
MOJIEKYJT Kak TpUIJIHIEpUIbl U 3(huUpsl XojectepuHa. B Hopme Tpuriunepuabsl U dQUpbI
X0JIECTepUHA PACHICTUISIIOTCS B JIM30COMaX, a 00pa3yroIIUecs: JKUPHbIE KUCIOTHI U XOJIECTEPUH
YCBAMBAIOTCA OPTaHU3MOM JJII CTPOUTEIHCTBA HOBBIX KIJIETOK WM JIJISI IOMOJHEHUS SHEPruu. Y
nanuentoB ¢ JJIKJI u3-3a Henocrarka aktuBHOCTH JIKJI KJI€TKM HACTONBKO MEPENOTHAIOTCS
HEPACUIETUIEHHBIMHA MOJIEKYJIAMH, YTO OHU MEPECTAIOT BBHITIOIHATH CBOU (YHKINH. bombiie Bcero
TaKUX HEe()YHKIIMOHHMPYIOIIUX KIETOK HAaXOAWTCS B TNIEYCHU, CEIEe3CHKE, CTCHKAX KPOBEHOCHBIX
COCYJIOB, HQJMOYEYHUKAX, HO MOPAKAIOTCS TaKXKe M JApyrue opraHbl U TKaHu. Co BpeMeHeM,
HarpuMep, MedYeHb, 3HAYUTEIIbHO YBEIMYUBACTCA B pa3Mmepax, mepecraeT (yHKIIUMOHHWPOBATH,
MOCJIE YEro OpraH 3apacTaeT COCIMHUTEIbHONW TKAaHbIO C MEPEXOJOM B IUPPO3. A MOBBIINICHUE
YPOBHSI X0JIECTEpHHA B KPOBH COMPSKEHO C MOBBIIIIEHHBIM PUCKOM 3a00JICBaHUH CEep/IIia, a TAaKKe
PAIOM IpYyTUX 3a00JIeBaHUH, BEI3BAHHBIX HAPYIIICHUEM MPOXOIUMOCTH apTePHUH.

Kaxk nposiBasiercsa JJJIKJI?
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BrnepBeie omucannbie M. BonbMaHoM Kkak OTAenbHble 3a0oyieBaHUsA, WH(pAHTUIbHAS
dopma JIJIKJT (6osie3ns BosbMana) (B 1956 roay) u 0osie3Hb HaKOIJICHUS 3(DUPOB XOJIECTEpUHA
(B 1963 rony), B HacTodIIee BpeMsl pacCMaTpUBaIOTCs Kak KinHudeckue ¢popmsl JIIKIL.

Bospacr Hauana 3a00neBaHMs U TEMIIBI €r0 MPOTPECCHPOBAHNUS B 3HAYUTEIHHON CTEIICHH
BapuabeIbHbl M MOTYT OBITh CBSI3aHBI C IPUPOJIOH, JISKAIIUX B OCHOBE MYTAIIH.

[Ipu wndantunsHoit dopme JJIKJI (Gonesnn Bonbmana) y MIafeHIEB BO3HHKAIOT
ryOOKHe HapylIeHHs pocTa M pa3BuUTUsA, (GUOpPO3 MeueHu, LUPPO3; AETH MOrubaroT OT
MEYEHOYHON HEeI0CTATOYHOCTH B pAaHHEM BO3pacTe.

[Tpu no3aueit hopme JJJIKJI (BHOX) y neteit u B3pociibix Habt01aeTCs COUCTaHNE
qucaunuaeMun (HapylieHue OanaHca JIMIHAOB B OpraHU3ME), renaromMeraiuu (yBelnueHue
IICUCHH), TTOBBILIICHUSI YPOBHS TpaHcamMHHa3 ((pEepMEHTOB, YPOBEHb KOTOPBIX MOBBIMACTCS TPU
3a00JIEBaHUAX IIE€YEHH) U MUKPOBE3UKYISIPHOTO CTearo3a (HAKOIUIEHHs JKUPOBBIX Kalelb B
KJIETKaX IEYECHHU).

VY npereit u B3pocinbix ¢ JIJIKJI Ha nmporsskeHum 3 neT mociie Hayalla CHMIITOMOB
npubnu3utenbHo B 50 % ciydaeB HabmoaeTcsl mporpeccupoBanue B (GpuOpo3, Uppo3 WiH
BO3HUKAET HEOOXOJUMOCTh B TMPOBEACHUM TPAHCIUIAHTALMK TedyeHu. HaumHas ¢ JeTckoro
BO3pacTa, MOTYT MpPOSBIATHCA HAPYLMIEHUS CO CTOPOHBI CEpPJEYHO-COCYAMCTON CHCTEMBI,
00yCIIOBJIIEHHBIE PAHHUM aT€pPOCKIIEPO30M.

JHuarno3 JIJIKJI moxeT ObITh 3al10JJ03PEH NPU HATMYUU U3MEHEHUN CO CTOPOHBI MEYEHU
(remaToMerajiuy, NOBBILIEHHUS] aKTUBHOCTH TpaHCAMMHA3, MPU3HAKOB CTE€AaT03a) M HapyIlIEHUs
mumagHoro  mpoduis.  CIIOKHOCTP  AMArHOCTHKHM — 3aKJIOYAETCST B OTCYTCTBUH  HIIH
HEMHOTOUMCIICHHOCTH Kallo0 MalKeHTa, HECMOTPs Ha MPOrPEecCUpOBaHUE MATOIOTUYECKOTO
mpoliecca B Me4eHW M Apyrux opranax. Bo muorux caywasx JJIKJI Haxomsat ciaywyailHO mpu
oOHapyXeHHH W3MEHEHUN B aHallu3e KPOBU OMOXMMHUYECKOM OOIIETEpParieBTHUECKOM WU
yIBTPa3BYKOBOM HMCCJIEIOBAHUU MeYeHU. TeM He MeHee, pa3IMyHble OpraHbl, B 00JbIlEH CTENeHN
[eYeHb, TEPAIOT CBOIO (YHKIMOHAIBHOCTh. B CBSI3M C TeM, YTO OpraHM3M MOKET HEKOTOpoe
BpeMsl (YHKIIMOHHUPOBATh Jake ¢ HEOOJBIION YacThIO MEeYeHH, HeKoTophle mauueHTsl ¢ JIJIKJI
Y3HAIOT O CBOEM JMarHo3e, uMMes MOCJIEeIHHE CTaJuu IMppo3a, Korjaa 0ol cTpeccoBoe
COCTOSTHUE MOKET 3aKOHUUTHCS MOJTHON MOoTepel PyHKIMOHUPOBAHUS MEYEHH U JIaXKe CMEPTHIO

MaIyueHTa.
Co CTOpOHEI ITIEYCHHU:
*  @dubpos
* luppos

° HOpTaJ'IBHa}I TUIICPTCH3UA
* JTleyeHouHAs HETOCTATOYHOCTH
Co CTOpPOHEI CepACYHO-COCYIUCTOM CUCTEMEI:

*  VYckopeHHOE POPMHUPOBAHUE ATEPOCKIEPO3a
*  HMmemuueckas 60J€3Hb cepilia
*  Uucyner
*  Hudapkr Muokapaa
Co CTOPOHBI CeNE3EeHKH:

*  Anemus

*  TpomOouutoneHus

*  Puck TpaBMaTHUECKOTO pa3phiBa CENE3EHKU U/WIIN CIITICHIKTOMHHU
Co CTOPOHBI KENYAOYHO-KMIIEYHOTIO TPAKTA

¢ bBoub B )xuBoTE

59



* Hapymenue numeBapeHus
* OrtcraBaHue B pocte

Kaxkue y 3Toro 3a6osieBanusi ObIBAIOT OCJI0KHEHUSI?

ITo mepe nporpeccupoBanus JJIKJI MoxkeT pa3BuBaThCs MEeUYEHOYHAS HEIOCTATOYHOCTb.
B cBsi3u ¢ HapymieHueM oOMeHa KHpPOB M XOJECTEPHHA MOXKET Pa3BUTHCS aTEPOCKIIEPO3, UTO
IPUBOAUT K MH(MAPKTAM U UHCYJIbTaM. AHEMUS U CHIYKCHHE KOJIMYECTBA TPOMOOIIMTOB, a 3HAUUT
U YacThie KpoBoTeUeHHS — 3TO ocnoxkHeHnue JIJIKJI B cBsi3u ¢ HapymieHueM QyHKIHH CEIe3EHKH.

Kak ycranasauBart B j1abopaTtopun guarno3 JJIKJI?

Bpauun Ha OCHOBaHMM KIMHUYECKUX CHUMIITOMOB MOTYT 3aloj03pUTh O0JE€3Hb. 3aTem
MIPOBOJATCS JIAOOPATOPHBIE TECThl W HMHCTpyMEHTaiabHOEe wuccienoBanue. Juarnos JIJIKJI
MOJITBEPK/IAETCSl HA OCHOBAaHUH OOHAPYXEHUS 3HAUUTENBHOTO 1eULIMTa AKTUBHOCTU (PepMEHTA.
AxtuHocTh JIKJI oneHuBaercs myTeMm OmpeleleHHs] aKTUBHOCTU (epMEHTa B CyXUX ISTHaX
KpoBH Ha (unbpTpax. Takoil croco® ompeseseHus MPaKTHUYECKH OJHO3HAYHO yKa3bIBaeT Ha
JUIKJI, Tak kak y nanueHToB akTuBHOCTh JIKJI cHM>KeHa B 1€CATKM U COTHHU pa3, a MHOT 1A, IIpU
TSDKETBIX (hopMax, BOBCE OTCYTCTBYeT. Hem3BecTHO 00JIbIlle HUKAKUX IPYTUX COCTOSHUM, KOTIa
aktuBHOCTh JIKJI HacTonpko Hu3kas. AHanu3 kpoBu Ha JIKJI mMokeT BeicTymarh B KadecTBe
WHCTPYMEHTA B IIPOrpaMMax CKPUHHHIA U KPYIHBIX IMONYJANMOHHBIX nccnenosanusax AJIKJII, a
TaKKe MOKET ObITh aAaNTUPOBAH JUIsi CKpUHIHTA HOBOPOX/ICHHBIX. Ecin akTuBHOCTH (epMeHTa
cHuxkeHa, To npoBoautcs JJHK-nuarnoctuka. B pe3ynpraTte KOTOpOH BBISBISIOT MyTallUU B I€HE
LIPA. IIpu sTom 3a005eBaHUM Yy MAIIMEHTA BBIABIAIOT JABE MyTaluu B reHe. OHU MOTYT OBITH B
TOMO3UTOTHOM COCTOSTHUH (TO €CTh JIB€ OJJUHAKOBBIC MYTAI[H ) WM B KOMIAYH/-T€TePO3UTOTHOM
COCTOSTHUHM ([IB€ pa3HbIE MYTaIUN).

Tonbko Ha 0OCHOBaHMH 1a0OPATOPHOTO TECTUPOBAHUS JUATHO3 MOXKET ObITh YCTAHOBJIEH.

Kaxkoii nporno3 y nanuentos ¢ JAJIKJI?

be3 nedenust mporno3 HebmaronpusaTHRIN. MnageHisl ¢ nHbanTuabHON dopmont JTJIKIT
(607e3HbI0 BostbMaHa) mornbaroT B TCUECHHE MEPBBIX IIECTH MECSIIEB JKU3HU.

VY 1nonoBUHBI I€TEH U B3pOCIBIX ¢ MEJUIEHHO pa3BUBatoleics popmoit 6ose3nu (0one3Hb
HAKOIUIeHUs 3(HUpPOB XoJecTepuHa) B Te4YeHHe 3X JeT mociie mosBiaeHus cumnToMoB JIJIKII
MOpaKCHHE TMEYEHH CTAHOBHUTCS HACTONBKO TSDKETBIM, YTO pa3BUBaeTCs (uOpo3, IMUPPO3 HIU
TpebyeTcs nepecajka MneyeHu.

Kak jgeyat nmauuentos ¢ JJIKJI?

Jlyig nedeHus: HeIaBHO CYLIECTBYET Iperapar, KOTOPhIi siBiseTcs (epMEHTOM JIMIMA30H,
HO TOJIKO MOJYYEHHON TN'€HHO-MHXKEHEPHBIM IyTeM. JTO mpenapaT HasbiBaeTcsi «Cebenumnasa
anbha**» u oH yxke 3apeructpupoBad B Poccuu. CyThb jieueHUs] OYEHBb MPOCTasi — MAIHECHTY
BBOJST HEAOCTAIOUIMI B OopraHusMme (epMeHT, B pe3yibTare cebenumnaza anbpa™* HaunHaeT
pacIIerUIsITh HaKarIMBaeMble BEI[ECTBA M OCTAHABJIMBAET MPOTPECCUPOBAHUE OOJIE3HU.

Tepanus sABAseTCHd MOKM3HEHHON MM MOXKHO IPONTH HECKOJBKO KYPCOB H
BbLIICYUTDH 00/1€3HBb?

3aMecTuTeNbHAA (epMEHTHAs Tepanus cebenunazoi anbda** sBisercs NOKU3HEHHON U
3HAYUTENIbHO YIIy4dIlIaeT MpOrHo3 3aboseBaHus, ymydmiaeT kadecTBo xwu3Hu jereit ¢ JJIKJI u
MpeloTBpallaeT pa3BUTHE Iuppo3a medeHu. K coxaneHuto, (epMeHT, KOTOPBIA BBOJSAT
BHYTPUBEHHO <(OKHBET» TOJIbKO OrpPaHHYEHHOE BPEMsS M €ro HEJOCTAaTOK HYXKHO BCE BpEeMs
BOCTIOJTHSTb.

Cebenunasa anbpa** HazHauaeTcs 1pa3 B 1BE HEAEIH IETSAM U B3pOCIBIM U 1 pa3 B HeZleto
miazeHnam. Jlo3a cocraBnsier 1MI/kr, TO ecTh paccuMThIBaeTcs 1o Becy pebenka. Ilpemapar
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BBOAMTCS BHYTpuBeHHO. Koppekuus [03bl npenapata MNPOBOJUTCS TMPH CHUXKEHUM WIH
YBEIMYEHUH Beca peOeHKa.

Yero cTOUT OnacaThecs NMPH Ha3HAYEHUHU cedeunaspl ajibpa**?

3% mnauuMeHTOB BO BpeEMsl KIMHUYECKUX HCCIIEIOBAaHUI YKas3blBaJd Ha IpPU3HAKU U
CUMITOMBI aHAQUIAKCHH, TO €CTh TSIKENION aineprudeckor peaknuedd. [loatomy wHY3HH
cebenunaspl anbpa** MOMKHBI MPOBOJUTHCS IMOATOTOBICHHBIM MEIULIUHCKUM PaOOTHUKOM,
YMEIOIIHUM OOPOTHCS C TSKEIbIMH aJNIEPTUYeCKUMH peakiusiMu. B ciiydyae pa3BuTust mogo0HbIX
peakiuii, HEOOXOJUMO HE3aMEIJUTENbHO MPEKPaTUTh BBEACHHE Ipenapara U HayaTh
COOTBETCTBYIOIIIEE JICUCHUE.

MokHO JM JIeYuTh 3a0oJieBaHHe JPYIMMH IpenapataMd — KOTOpPble CHHKAKT
YPOBEHb X0/1eCTepHHA MJIH MIOMOTalT padore neyenun?

Ora Tepanus, KOTOpas IPUMEHSUIaCh JO MOSBJIEHMUSI IIpernapara, CIOCOOHOTO
BO3/JCUCTBOBATh Ha TeueHHe Oone3Hn. K  coxkajleHHio, Takoe JIEYCHHE SIBIAETCS
CUMITOMATUYECKUM, UMEET HECTOMKUN U HEeMPOAOKUTEIbHBIA 2P EKT, He BIUSET Ha UCXO/bI
3aboneBanus. Kpome Toro, mccienoBanuii, moka3pBarOMUX d()PEKTUBHOCTh ITON Tepamuu He
npoBoawioch. OIHAKO HAZO0 OTMETHTb, YTO OAMH M3 MOAXOJOB K TEpamuu COXpPaHSeT
aKTyaJIbHOCTb /IO CUX MOP U yyuliaeT coctosinue nanueHTos ¢ JJJIKJL. 31o Hu3KoXKHpoBas quera.
Opnako 0e3 MPOBEICHUS 3aMECTHUTENBHON (epMEeHTHOW Tepanmuu ee IPPEeKTUBHOCTH OynmeT
HEJI0OCTATOYHOM.

Tabnuna 1. O6cnenoBanue nanuenton ¢ JJIKII

Poct, cm

Bec, Kr

Pa3mepbl neyeHu (NanbnaTopHo), cm

Pasmepbl ceneseHkM (NanbnatopHo), cm

Pasmepbl neyeHuU n ceneseHKu (nanbna'ropHo), (o)}

06wuit aHanu3 Kposu (neiikouutbl), x10*9

06wuit aHanu3 Kposu (3puTpouuTbl), Xx10%12

06wmit aHanu3 KPosu (remornobuH), r/n

HeckonbKo pas B rog,

06wuit aHanus Kposu (TpomboumTbl), Xx10*9

Buoxumunueckuit aHanus Kposu (ANT), ea/n

Buoxumuueckuii aHanus kpoeu (ACT), ea/n

XonecrepuH obwmii, Mmonb/n

Tpuranuepuabl, Mmonb/n

XonecrepuH-/IMHM, mmonb/n

XonecrepuH-/INBIM, mmonb/n

Koarynorpamma (napameTtp )

Y3U 6piolHO NoNocTU (NeyeHb), cm

HecKonbKo pas B rog,

Y3U 6ptoluHOi1 nonocTu (ceneseHKa), cm

Y3U 6ploliHO NoN0CTU (HaZNOYEUHUKK), CM

KpOMC TOr0, Hy>XHO IPOXOAUTH KOHTPOJIBHOC O6CJ'ICIIOB8.HI/IC B KPYIJTIOCYTOUHOM HJIN
JAHCBHOM CTAllMOHAPC 2 pasa B 1o 41l OIICHKU 3(b(bCKTHBHOCTH COCTOsSHHA.
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Ipuaoxenne I'1-I'N. IIkajbl OeHKH, BOIPOCHUKH U APYyrue OleHOYHbIEe
HHCTPYMEHTBI COCTOSIHNSI MAIUEHTA, IPUBedeHHbIe B KJIMHUYECKUX
PeKOMEeH/IalUsX.

He npumenumo.
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[lOKyMeHT noanucaH U nepeaaH yepes cUcCTemy pa3pa60TKM n BeaeHunsA
CTaH[4apToB MeAMLIMHCKOM noMoLym

Bnageneu ceptudurkaTa: opraHusaums, CepTudukaT: cepuiiHblii HoMep, Nepvoa  [aTa u BpeMsi noanucaHus
COTPYAHUK Aencrens
0ID.1.2.643.100.4=7734268325, CHN/1C=00908847868, 02fc54e10016b459a548fa7f00beb957cb  2026.09.18 12:25:11

OrPH=1097799005006, NHH=771200585070, C=RU, S=77 r. C 2026.03.23 no 2027.06.23
Mockea, L=MOCKBA, STREET="AMWUTPOBCKOE,100,3,29",

O0="000T ""PTO""", CN="000T ""PTO""", T=lpencenatensb

opraHusaumn, G=Ceprev Bnagnmmposud, SN=loTbe

0OID.1.2.643.100.4=7734268325, CHN/1IC=00908847868, 02fc54e10016b459a548fa7f00beb957cb  2026.09.18 12:24:56
OrPH=1097799005006, NHH=771200585070, C=RU, S=77 r. C 2026.03.23 no 2027.06.23

MockBa, L=MOCKBA, STREET="AMUTPOBCKOE,100,3,29",

O="000T ""PTO""", CN="00O0T ""PTO""", T=lpencenatensb

opraHusauumn, G=Cepreti Bnagummposuy, SN=loTbe

0OID.1.2.643.100.4=7704172827, CHN/1C=01875232859, 021ee8ba007eb326a44f369ef7c¢75c9073 2026.09.18 12:16:16
OrPH=1037739122013, NHH=773100539557, C=RU, S=77 C 2025.10.22 no 2027.01.22

I.MockBa, L=l.MockBa, STREET="ww. Pybnésckoe, 14, 1,

156", O=PIr'A, CN=Pl'A, T=npe3ugeHTt, G=Bnagnmup

Tpodumosmy, SN=MBaLIKnH

0ID.1.2.643.100.4=7704172827, CHN1C=01875232859, 021ee8ba007eb326a44f369ef7c75c9073 2026.09.18 12:14:14
OrPH=1037739122013, NHH=773100539557, C=RU, S=77 C 2025.10.22 no 2027.01.22

I.MockBa, L=I.MockBa, STREET="ww. Py6bnésckoe, 14, 1,

156", O=Plr'A, CN=Pl'A, T=npe3uaeHTt, G=Bnagnmup

Tpodumond, SN=KNBaLwwKnH

0ID.1.2.643.100.4=7704027058, CHW/1C=01257920432, 031a05a1005db449aa48e53c3b7af4c4e6 2026.09.17 15:20:58
OrPH=1037739356335, NHH=772850609490, C 2026.06.02 no 2027.09.02

E=novikova@pediatr-russia.ru, C=RU, S=77 r. MockBa,

L=BH.Tep.r MYHULIUMANBHbBIN OKPYT TATAPUHCKUN,

STREET="yn BABW/IOBA, a 54, kopn 4, nom 4/1", 0O=COl03

0ID.1.2.643.100.4=7704027058, CHMWJ1C=01257920432, 031a05a1005db449aa48e53c3b7af4c4e6 2026.09.17 15:20:17
OlMPH=1037739356335, NHH=772850609490, C 2026.06.02 no 2027.09.02

E=novikova@pediatr-russia.ru, C=RU, S=77 r. MockBa,

L=BH.Tep.r MYHULINMAJIbHbIA OKPYI FTAFAPUHCKUNA,

STREET="yn BABW/IOBA, a 54, kopn 4, nom 4/1", O=COI03

0ID.1.2.643.100.4=7704357881, CHM/1C=03691772178, 027507690014b3a78c401dd2d142a08eb4 2026.09.17 11:04:13
OrPH=1167700057524, NHH=616305770054, C 2025.07.08 no 2026.10.08

E=buh@amg-genetics.ru, C=RU, S=r. MockBa, L=BH.TEP.T".

MYHULNMAJIbHBIA OKPYI 3AMOCKBOPEYLE, STREET="Y/]

BOJIbLUAS MUOHEPCKAS, [I. 15, CTP. 1, OTAX/MOMELL,. 1/1I,

0ID.1.2.643.100.4=7704357881, CHUJIC=03691772178, 027507690014b3a78c401dd2d142a08eb4 2026.09.17 11:04:12
OrPH=1167700057524, NHH=616305770054, C 2025.07.08 no 2026.10.08

E=buh@amg-genetics.ru, C=RU, S=r. MockBa, L=BH.TEP.T".

MYHULIMMAJIbHBIN OKPYI 3AMOCKBOPEYLE, STREET="Y/]

BOJIbLUAS MMOHEPCKAS, [. 15, CTP. 1, STAX/MOMEL. 1/1I,




