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3XO-KI" — sxoxapauorpadus
TepMuHBI U onIpeeIeHUA

JIn3ocomHbIe 0OJIE3HH HAKOIUICHHUS — TPYIa HACIEICTBEHHBIX MOHOTEHHBIX 3a00JIeBaHUH,
CBSI3aHHBIX C HApyIICHUEM (YHKIIUH JTU30COM.

depMeHTHAas 3aMECTUTENbHAS Tepanus — JICUEHHE, 3aKJII0Yaloleecs] BO BBEIEHUU (DEpMEHTOB
(B TOM 4McClie ¥ pEKOMOMHAHTHBIX) MTALIMEHTaM C HaCJIECTBEHHBIM JE€(PEKTOM METa00IU3MA.

1. Kparkas wundopmanusi mo 3a00/ieBAHMI0 WIN COCTOSTHUI) (TPyHIbI
3a00J1eBaAHNI1 WJIM COCTOSTHUI)

1.1. Onpenenenue 3a60/1eBaHUS WM COCTOSTHHS (TPyNNbl 3200/1eBAHUI WU
COCTOSTHMH)

Hedbunutr muzocomHoi kucmoit numnaszsl (JJIKJI) — mporpeccupytoriee HaclieICTBEHHOE
3a00JiIeBaHNE, B OCHOBE KOTOPOro JexuT nedekt reHa LIPA, koaupyromero ¢pepMeHT TU30COMHYIO
kucnyto nunasy (JIKJI), npuBoasmuii kK HakOIUIEHHIO 3(UPOB XOJECTepUHA U TPUIIIMLIEPUIOB B
opranax u Tkausx [1-3].

1.2. JTHosioruss W mnAaToreHe3 3a00JieBaHHUSI MJIH COCTOSIHUSL (TPyNIbI
3a00J1eBaHMii MJIA COCTOSTHHIA)

JUUIKJI nacnemyeTcst M0 ayTOCOMHO-PEIIECCUBHOMY THITY. 3a00JIeBaHUE CBSI3aHO C MYTAIMsIMU
reHa LIPA, xoropsiii kaptupoBan Ha 10 xpomocome (10g23.31). B mexaynapoaHoit 6aze JTaHHBIX
M0 MyTalusiM 4esnoBeka onucaHo okoyio 100 myranumii B reHe LIPA, mpuBoadmux kK HapylmeHUO
¢byakuun depmenta. [Ipu JIJIKJI HOHCeHC-MyTanuu, KpyIHBIE MEPECTPOMKH T€Ha, MYTaIlud CO
CABUIOM PAaMKH CUYUTHIBaHUS, B TOMO3UTOTHOM WJIM KOMIIQyH/I-T€T€PO3UTOTHOM COCTOSIHUH, KaK
MPaBUJIO, BBISIBJISIOT MPHU TSHKENBIX opMax 3adoseBanus [1, 3, 4]. Haubonee pacnpocTpaHeHHBII
MAaTOreHHBINA aJUjIeib — CHHOHUMHUYHAS 3aMeHa, Hapyllalonias caiT cilaiicuHra B 3k30He 8 ¢.894G
> A (E8SIM-1G > A), siBiisieTcs IPUYKHOM 3a00JieBaHKs B 00Jiee YeM IMOJOBHHE OIMyOIMKOBAHHBIX
cnyvyaeB. Hamnuue ganHOro BapyaHTa B TOMO3UTOTHOM WJIM KOMIAYH/-T€TEPO3UTOTHOM COCTOSIHUU
coxpansieT 3-5% ocrarounoit aktuHocTH JIKJT [1-3].

B Hopme momaBmme B JIM30COMY IYTEM PELENTOP-ONOCPEAOBAHHOTO SHIAOLIMTO3a
HEUTpanpHBIE KHUPBI (9GUPBHl XOJecTepuHa M, B MEHBIICH CTENeHU, TPUTITULEPUIbI) MO
BozneiictBueM JIKJI pacuiennsiores 10 cBOOOJHOTO XOJIECTEPUHA U )KUPHBIX KUCIOT. DTH JIUMUIBI
U UX OKHUCJICHHBIE IPOM3BOJHBIE BCTYMAIOT BO B3aUMOJCHCTBUE C (DaKTOpaMH TPAHCKPHUIIIUU
(CTEpUHOBBIM  PETYIATOPHBIM  3JeMEHTOM  cBsi3biBaHusi OenkoB — CPOCB), koTopsie
HEIMOCPEACTBEHHO MOYJIUPYIOT 3KCIIPECCUIO T€HOB, BOBJICYEHHBIX B CUHTE3 U 3aXBaT XOJIECTEPUHA,
a taxxe junorexes. Ilpum orcyrctBum unu cHwkeHuu aktTuBHOCTH JIKJI adupsl xonectepuna,
TPUTIIMLEPUIBI HE PACIAJAlOTCs U HaKaIUIMBAKOTCS B JM30coMax. COOTBETCTBYIOIIMI HEIOCTATOK
cBOOOJTHOTO XoJiecTepuHa B KieTke npuBoauT k CPOCBh-omocpenoBaHHON —CTUMYISLUU
SHJIOTEHHOI'0 CHHTE3a XOJIECTepHHA MHI'MOMPOBAHUIO IMIPOKCUMETUITTyTapuiI-KosH3uM A (I'MT'-
KoA) penykrazoif u sHpomuro3a mnocpenctsom penentopos JIITHIL. IlapamnensHo ¢ 3TuM
YBEJIMUMBAETCSl CUHTE3 amnojunonporenHa B (AnmoB) u 3HauuTenbHO MOBBIMIAaETCS 0Opa3zoBaHME
XOJIECTEepUHA JIMIONPOTENHOB o4yeHb HM3KoW miotHoctd (JITIOHII). YBenuuenuwe skcmpeccuu
I'MI'-KoA penykrasbl — sBisieTcss HepBUYHbIM  pesyabtaroM  CPOCB-2-onocpenoBaHHOTO
BHYTPUKJIETOYHOTO YMEHBIIEHUS XOJIECTEPHHA, NPUBOJAS K YBEIHYEHHUIO YPOBHS CBOOOJHOTO
xonectepuna [1, 2].
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Takum 00pazom, HakoIIeHHE 3(QUPOB XOJECTEPUHA U TPHUIIIMLEPUIOB B OpraHax M TKaHSIX
CONPOBOXKIAETCA AMCIUNUAECMHUEN: B CHIBOPOTKE KPOBH OIPEIENAETCS IMOBBIIIEHHBIN ypOBEHb
xosecrepuna, JIIIHII, ypoens JIIIBII cooTBeTCTByeT HOpME WM CHWKEH. Y 4acTH NAlMEHTOB
PETUCTPUPYETCS TUIIEPTPUTITULIEPUICMHUSL.

[Ipu maumbonee Tspkenoi, mmaneHueckor gopme JJIKJI — Gonesnn BoibmaHa akTUBHOCTB
depmenTa cocrapnsieT MmeHee 1% OT HOPMBI, YTO MPUBOAUT K OBICTPOMY MacCCHBHOMY HAKOTICHHIO
5(pHUpPOB XOJIECTEpUHA M TPUIIHMIEPUIOB B JIM30COMaXx MHOTHUX OpraHax M TKaHSX, B TEPBYIO
ouepellb B IIEUEHHU, CEJIE3€HKE, HAJNOYEYHHMKAX, BOPCHMHAX KHIIEYHHKA, KOCTHOM MO3TE,
TUMQATHYECKUX y3JIaX, B Makpodarax peTHKylI0-3HIOTEIHAIBHON CHUCTEMBI, YTO OOYCIIaBIMBAET
MOJINCUCTEMHBIE TIPOSIBJICHUS OO0JIE3HH.

IIpu ©Oone3nn Hakormnenuss d¢pupo xonectepuHa (BHOX) — ¢enorune JJIKJI,
XapakTepHu3yoleMcs: 00jee MeAJEHHbIM MPOTPECCUPOBAHUEM U BapUaOEIbHOCTHIO KIMHUYECKUX
MPOSIBJICHUH — 1n Vvitro ompeaensiercs ocratouHas akTuBHOCT JIKJI B nuamazone 1-12% ot HOpMBI
[1-4].

1.3. DnugeMuosorus 3a001eBaHUsA MJIH COCTOSIHUSA (TPynnbl 3a00JieBaHUM
HUJIM COCTOSTHUI)

Pacnipoctpanennocts JIJIKJI BapuabGenpbHa B 3aBHCHMOCTH OT (PAKTOpPOB STHUYECKOU
MIPUHAIEKHOCTH U reorpadudeckoro nonoxenus. Cunuraercs, uro yacrota JJIKJI cocraBnser B
cpeanem 1:40000-1:300000 >xuBbIx HOBOpPOXAeHHBIX [3]. UacToTa BCTpEe4aeMOCTH MITaJIeHUYECKOM
dbopmer 3aboneBanus B 2-2,5 pasa Hwke u cocrabmsier 1 Ha 100000-500000 >XMBOPOKIECHHBIX
HOBOPOXKIEHHBIX [5-7]. WMccnenoBanusi mo m3ydeHuto dactoThl BeTpeuaemocTu JJIKJI B Poccum
npoBoauauch B T. MockBa. JlaHHbIi moka3arenb coctaBui npuMepHo 1:70000 HOBOPOKIECHHBIX

8.

1.4. OcoO0eHHOCTH KOXUPOBAHMS 3200JIeBAHHUSA WJIH COCTOSIHMSI (TPYyHIbI
3a00/ieBaHUil  MJIM  COCTOSIHMII) 10  MeKIYHAPOAHOIl  CTATHCTHYECKOi
kiaaccupuxkanum 0os1e3Hed U MpodJieM, CBI3AHHBIX CO 3I0POBbEM

Cornacao MKB10, 3a6oneBanue oTHOCUTCA K Kiaccy [V, 00ye3HsIM SHIOKPUHHOW CHCTEMBI,
paccTpOMCTBY MUTAHUS M HapylIeHWI0 oOMeHa Bemect, E75.5 Jlpyrue HapyieHuss HaKOIUICHUS
JTUIUIOB.

1.5. Knaccudpukanus 3a00/1eBaHNsI WIH COCTOSIHUA (TPYNIbI 3200J1eBAHUI
HWJIM COCTOSTHUI)

Breigenstor nse ocHoBHbIe popmbl JJIKIT (punoxenue A3):

- uHpanTUIbHas (00Je3Hp BosibMana) — ¢ MmaHuecTanuei B mepBbie 6 MECAIEB KU3HH

- Oonesnp HakomeHus 3¢upoB xonecrepuHa (BHDX), ¢ nebrorom B BospacTe crapiie 6
MmecsiieB (HanboJee yacto B 2-5 jer) [3, 46].

Crnenyer otMeTHTh, uTo JIJIKJI — 3TO CrieKTp KIMHHUYECKUX (PEHOTHIIOB C Pa3HBIM XapaKTepOM
TEYEHUs ¥ MMPOTHO30M OoJie3HH [3].

1.6. KiauHudveckasi KapTHHA 3a00JieBaHHsI WJIM COCTOSIHUAA (TPYNIIbI
3200J1eBaHNI UJIA COCTOSHUM)

JUIKJI npenctaBnser co0oit pa3auuHble (PeHOTHUIBI OT OBICTPO MPOTPECCUPYIOIIEH JIeTaIbHOM
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MJIaZ[eH‘IeCKOﬁ (bOpMBI N TSOKCIIBIX JCTCKUX BAPUAHTOB C CCPbE3HBIMU OCJIOKHCHHUAMU, HAIIPUMCED,
UPPO30M H TECYCHOYHON HEIOCTATOYHOCTHIO B MOAPOCTKOBOM BO3PACTE, 10 CYOKIMHHYECKHX,
MSTKHX (hOpM, TIPOSIBIISIOIIUXCS B OoJiee crapiieM Bo3pacte [3].

1.6.1. Knunuveckass kapTuHa npu uHpanTuiabHoii popme JJIKJI (6o1e3nn
Boabmana)

Nudantunsaas popma JJIKJI (6one3np Bonemana, BB) — penkoe OpicTpo niporpeccupyroiiee
3a00JIeBaHKe, TPOSIBIISIONIEECS C TIEPBBIX MECSIIEB XKU3HH, MPUBOSIIICE K PA3BUTHIO MEYEHOYHON
HEJI0OCTATOYHOCTH M JIETaTbHOMY HCXO/1y B Bo3pacrte 10 1 roaa [9].

Haunbosiee xapakTepHbIMH TpU3HAKaMu BB SBISIOTCS TacTPOMHTECTHHAIBHBIE MPOSBICHUS,
BKITIOYAIOIIME PBOTY, IMAPEI0 W/WIH cTeaTopeto. YacTo BBISABISAETCS YBEIWYEHHE 00BeMa JKUBOTA
3a CYeT B3/yTHUs KUIICYHHUKA, TeNaTOMETAINU 1/VITH TeNaTOCINIEHOMETaJIiH, a TAK)Ke TIOTEPs Beca C
pa3BUTHEM TUMIOTPO(UU U, B TSDKEIBIX CITydasiX, KaXeKCuu. TakKe XapaKTepHBI 33/IepKKa pocTa H
¢usnveckoro pazButus. Kpome TOro, IS ATHX MAIMEHTOB XapakTepHAa HHTEPMHUTTHPYOIIAs
JTUXOPAJIKa, BAJIOCTh, acTeHus u runeppeduexcus [2, 9, 10]. YV manueHTOB pa3BUBaeTCs aHEMUS H
TPOMOOIMTONIEHUSI.

Ocob6ennocteto BB sBnsercs  yBenmwueHue W KaubOUPUKANHUS  HAAMOYEYHUKOB,
BcTpevaromasicss npuMmepHo B 50% cinydaeB [2]. Tlo gaHHBIM BH3YaTH3UPYIOIIAX METOOB,
YBEJIMYCHHBIC HAIIOYCUYHUKH COXPAHSIOT CBOIO MOJYTYHHYIO WM MUpaMUAAIbHYIO (Gopmy, 1O
BCCH MapeHXMME WX OMNPEACNSIOTCS TodeuHble ouard Kanbimdukamuu [11]. OtcyrcTBHe
KaJbIIM(PHUKATOB HAIIOYCUYHIKOB HE HCKITIOYACT JIMArHO3.

Jlns mammenTtoB ¢ BB xapaktepHa HEBpoOJOTHYECKass CHMIITOMAaTHKa, OOYCIOBJICHHAs
MEYEHOYHOU dHIE(DaToaTHEH.

[Ipu BB Bo3HUKaeT cuHAPOM MalibaOCOpPOIMHU, CBSI3aHHBIA ¢ HETOCTATKOM JKUPHBIX KHCIOT,
MOBPEXKACHUEM CIU3UCTOM OOOJIOUKM KHUIIEYHWKA W TPOSBISIONIUNACS pPa3HOW CTENEHBIO
BBIPAKEHHOCTU TUAPEH, CTeaTOPEeH, CUHAPOMA N30BITOUHOTO OAKTEPUATBHOIO POCTA U METEOPU3Ma
[3, 9]

MakpocKONMYeCKd T[e4YeHb 3HAYUTENBHO YBEJIWYEHA, IKEJITOr0 1BETa C O KUPHOMU
MOBEPXHOCTHIO cpe3a. ['emarouuts! u kietku Kyrndepa Bo Bcex 30HaxX 0JIbKH coaepKaT JTUIUIAHBIE
BaKyOJId, YTO MHKPOCKOMUYECKH COOTBETCTBYET MeEJKOKaIleIbHOU >KUpOBOM muctpoduu. B
3aMOpPOXKEHHBIX 00pa3lax MpU OKpacke CylIaHOM YEPHBIM OOHApY)KHBAIOTCS JIMIUIHBIE BaKyOJIH,
KOTOpble TpU OLEHKE B IOJSPU30BAaHHOM CBET€ HMMEIOT BHJl KpPAaCHOBATBIX KPHCTAJUIOB.
[TopranbHblii U TEpUNIOPTaNbHBIN (UOPO3 YACTO MPOTPECCHPYET B MUKPOHOIYJISPHBIA LUPPO3
TICYCHH.

[Ipu ynbTpacTpyKTypHOM HCCIIEIOBAaHUM B JIM30COMAaX BBISBIISIIOT HAKOIUJICHHS CyOCTPaToB,
HUMEIOIIUX TJIOOYISPHBIN U KPUCTAIITMYECKUIA BU/L.

Jis  touHoit Mopdojormueckoil JUMArHOCTMKM B  HAcTosIiee Bpems pa3paboraHa
MMMYHOTHUCTOXHYECKasl naHenb aHTuTeln. OOHapyxeHue karerncuHa D u skcipeccusi MeMOpaHHBIX
JTU30COMATIBHBIX MapKepPOB, TAKMX KaK JTU30COMAIIbHO-aCCOLMUPOBAaHHbIE MeMOpaHHbIe Oenku 1 u 2
(LAMP 1 u 2) u nu3ocoManbHbli MHTErpanbHblii MemOpanHblli Oenok 2 (LIMP 2) Bokpyr
JTUTUAHBIX BaKyoJel, MOATBEPKIaeT BHYTPUIN30COMAIbHOE HaKOMIeHUe unuIoB. Kpome Toro, k
THCTOJIOTHYECKHUM OCOOCHHOCTSM OTHOCST TakXKe HaKOIUIEHHE 1iepouaa B Makpodarax [3, 10].

Omnucansl cnydan BB ¢ manudecranueir Bo BHYTpUyTpoOHOM MEpHOJE B BHJIE HEKpO3a
HAAMOYEYHUKOB, MOJUTHAPOAMHUOHA, HaKOTUIeHHs 3(hupoB xonecteprHa (3X) B opraHax U TKaHAX
U MHUKPOBE3HMKYISIpHOTO crTearo3a mnedeHu [12]. BB moxer ObITh NMPUYMHON BHYTPUYTPOOHOMU
rubenu mioaa. [lpu ayroncuu Ha 17-i Heznene GepeMEHHOCTH MPOJAEMOHCTPUPOBAHO HAKOIIJICHHUE
JUNUIOB B TEMaTOIUTaX U CHHIMTHOTPodoOIacTax, a TakkKe HEKpPO3 B HAJAMOUYECYHUKOBOH JKee3e
wiona [9].

Y mnamuentoB ¢ bB ompepenseTcs remaromeranusi WM TenaTOCIJICHOMETalus, OBICTPO
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pa3BUBaeTCS IMEYCHOYHAs HENOCTATOYHOCTh C HCXOJOM B IIMPPO3 MedeHu. B Onmoxummueckom
aHaIM3€ KPOBU — BBIPAKEHHOE IIOBBIIICHUE YPOBHS TPAHCAMHUHA3, 3HAYUTEIBHOE YBEINYEHUE
OunupyOrHa, CHHAPOM XoJiecTasa. HacTto BeTpedaromumcs J1adopaTopHeIM mpu3zHakoMm npu BB
SBIISICTCS TIOBBIIICHUE YPOBHEH JIAaKTaTIETUIPOTeHa3bl U CHIBOPOTOYHOTO (EppUTHHA HAPSAY CO
CHIDKEHHEM I'eéMOIJIOONHA, a TAKKe IPU3HAKU TUIIOKOATYIISIUH.

1.6.2. Kuannuveckasi KapTuHa npu 00J1e3HH HakomjieHusi 3¢GupoB
xosecrepura (BHIX)

3aboneBanne ae0OTUPYET B Bo3pacTe crapmie 6 mecsieB. BHOX xapakrepusyercs Oosee
ME/UIEHHBIM IIPOTPECCUPOBAHUEM U, KaK MPABUIIO, OTCYTCTBHEM HEBPOJIOTMYECKON CUMITOMATUKH.
JUIKJI sBnsieTcst MyJabTUCUCTEMHBIM 3a00JIEBaHUEM, CHMIITOMBI MOTYT OBITH 0OYCIOBIIEHBI
MOPAXEHUEM pa3IMYHbIX OpraHoB. OCHOBHBIMM OpraHaMH-MMILEHSMHU SIBIISIFOTCSL I1€YEHb,
cenezenka, JKKT, moukn, cocyapl. MenumaHa mOSBICHUS TMEPBBIX KIMHUYECKUX CHMIITOMOB
3a00JIeBaHMsI COCTABIISIET S5 JIET, HO BO3MOYKHA MaHU(eCTaIus 1 BO B3pociioM Bo3pacte [13].

3a0oneBaHue MposBISiETcs renatoMeranueid (OoJbllle 3a CYET MPaBOM JIOJNM TEYEHH),
CBSI3aHHOM ¢ HakoruieHHeM DX B remaronuTtax u kinetkax Kymndepa, kotopas onpenensercs y 99%
nanueHToB [2], cuHApOMOM IUTONN3a, qucaunuaemMuei. [lo Mepe mporpeccupoBaHus 3a00JIeBaHUS
dhopmupyetcst GuOPO3 U UPPO3 MEUEHHU C Pa3BUTHEM MEUEHOYHON HEJOCTATOYHOCTH.

VYBenuueHue cene3eHKu o0ycIoBICHO OTioKeHneM DX B Makpodarax u mporpeccupoBaHUEM
Uppo3a Me4eHu ¢ POPMUPOBAHUEM MOPTAILHOM THIIEPTEH3UH, YTO COMTPOBOXKIAETCSI HApacTaHUEM
MPU3HAKOB THUIEpCIUIEHU3Ma (aHeMus, JelkomneHus, TpoMmOouuronenus). CruieHOMeranus
ompenensiercs y 74% maruentos [2, 13].

JlucnunuaemMusi TpOSIBISETCS TIOBBIIEHHWEM B  CHIBOPOTKE KPOBU YPOBHS — 0OIEro
XOJIECTepUHA, XOJIECTEPUHA JIMMOMPOTEMHOB HM3KOM TUIOTHOCTH U TPUTIIMLEPUIOB TMpU
HOPMaJbHOM WM HHU3KOM YPOBHE XOJIECTEpUHA JIUMOMPOTEHMHOB BBICOKOW IUIOTHOCTHU
(runepnunonporenHemMus IIb Tuma), 4YT0o MOXET MNPUBOAUTHL K YCKOPEHHOMY Ppa3BUTHIO
atepockieposa [1-4]. TumepxonectepuHemusi ompenensercs y 81% mamuentoB ¢ BHDOX,
yBeJIMueHUe KoHuUeHTpauuu xoJsiectepuna JIITHIT — y Bcex maumenTtoB. Jlaxke mpu Tepanuu
TUTOJUIHIEMUYECKUMU CPEACTBAMH TUIIEPXOJIECTEPUHEMUSI COXPAHSIETCSl Y YETBEPTH, a BHICOKUN
ypoBenb JIITHIT — y nonoBuns! 6osibHbIX. [Ipy aHann3e anoaunonpoTeHHOT PAMMBI y OOJIBIITMHCTBA
MAI[MEHTOB BBISABIIAIOT MOBBIIIEHUE YPOBHS OCHOBHOIO anojmmnonporenda JIITHIT — amoB [2].

Cunnpom nuronusa — yBenudeHue ypoBHss ACT u AJIT — naGmromaercs IpakTUYECKHA y BCEX
MAlUMEHTOB M YacTO CIY)KUT OJAHMM M3 MEPBBIX MPOSBICHUI 3a00jeBaHUS. AKTUBHOCTb 3THX
(epMEeHTOB B KpOBH BapbUpyeT B HIMPOKOM Juamna3zoHe (OT 2-5 HOPM 10 MPEBBINICHUS JAaHHBIX
nokasareneit B 10-20 pa3) [2].

N3-3a BoBieueHUs B MATOJOTMYECKUN MPOIECC KHUIIEYHHMKA y YacTH OOJIBHBIX MOKET
HaOMIOJAThCS  CHHIPOM MajbabcopOruu (HEZOCTAaTOYHOCTh MHUTaHUsS, JAuapes, creaTtopes,
HapyIIEeHUE BCACHIBAHUS )KUPOPACTBOPUMBIX HYTPHUEHTOB).

[Ipu mporpeccupoBanuu 0o0Jie3HH pa3BUBaETCs (GUOPO3 M LUPPO3 MEUYECHH, MPOSBISIOIIUNACS
renaToCINICHOMETalIueH, KEeNTyXO0H, aclIUTOM, BApHKO3HBIM paclIMpeHrueM BeH muineBoja [2, 10].
HmeroTrcst cBeeHus 0 2 cirydasiX pa3BUTHS TeNaTOLEILTIONApHON KapimHoMbl Ha ore BHOX [14].

Kanbiudukaius Haamo4eYHHKOB, omucaHa juiib y 5% mnammentoB ¢ BHOX [2, 13].
BcenencrBue paHHero pasBUTHS aTepockiepo3a yacto HaOmonatrorcs MBC, aHeBpusma aopTsl U
OHMK B Mos1010M BO3pacre.

IIpy HasMuuM y DalUeHTa NPU3HAKOB CTEATO3a IEUYEHHU, OTPHULATEIBHOM AaJIKOTOJIbHOM
aHaMHE3e W OTCYTCTBHM CTUI'M XPOHHYECKOW aJKOTOJbHOW WHTOKCUKAIMHM (yBEJINYECHHE
OKOJIOYIIHBIX ~ JKeJe3, KOHTpakTypa /JliomouTpeHa W Jp.) HEOOXOAMMO  IPOBOJUTH
mipdepenunansuyto quarHoctuky HAXBIT u JIJIKJT (BH3X). Coueranue cuHIpoma IMTOJIN3A,
creato3a meuyeHH, auciaunuiemun tuna IIb, creHomeranuum y neteil M MOJOIBIX JIUI[ C
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HOPMaJIbHOW Maccoil Texa MOXKET yKa3biBaTh Ha Hannuue bHOX.

Takum ob6pazom, BHOX crenyer 3amono3puTh y MOJOIBIX MAIUEHTOB C IeMaTOMETAIHEH,
yBennueHueM AJIT, ACT B cbIBOPOTKE KPOBH, Y KOTOPBIX TAK)KE€ MOXKET UMETh MECTO MOBBIILICHUE
YPOBHsSI OOIIEr0 XOJIECTEPHHA W XOJIECTEpUHA JIHMIONPOTEUIOB HHU3KOH IUIOTHOCTH BMECTE C
HEOONBIIMM WM YMEPEHHBIM CHH)KCHHEM YpPOBHS XOJIECTEPHHA JIMIIONPOTEUIOB BBICOKOU
IUIOTHOCTH U runeptpurimiepunemucii. (I[punoxenue A3) [2, 13].

1.6.3. 3a0oneBanus co cxognoi ¢ JJJIKJI kinHn4yeckoii kKapTHHOI

Huddepennnansras nuarnocruka JJIKJI mpoBoauTcst ¢ ApYyruMHU JIM30COMHBIMU OOJIE3HSMHU
HakoIUIeHHusT — Oose3nplo Humanua-Iluka tun A, B, C, Oonesnbio l'ole, ranrino3sugo3aMH, a
TaKK€ HapyHIeHUsIMM OOMEHa TJMKOT€HAa, >KUPHBIX KHUCIOT, JKEIYHBIX KHCIOT, OOJIE3HBIO
Bunbcona-KonoBanoBa, cemeliHO# rumepxoyiecTepuHEeMUE, HEATKOTOJIBHOM KUPOBOUM 00JIE3HBIO
nedenn [1, 13]. IMammentsr ¢ AJIKJI MoTyT AIUTENBHO HAOMIOMATHCS C TAKUMH JTUATHO3aMH, Kak
KPHUIITOTCHHBIN IUPPO3 TICYCHH, FeMaTUT HEesICHO# aTnosioruu. [1, 2, 13]

2. luarHocTuka 3a00J1eBaHUSI WM COCTOSIHUA (TpPynmnbl 3a00/1eBaHUl WIH
COCTOSIHMI) MEJUIMHCKHE IOKA3aHUSl M NPOTHBONMOKA3AHUA K NPHUMEHEHMHIO
METOA0B IMATHOCTUKH

OOpamlaeM BHMMaHHME, 4YTO, COIVIaCHO TpeOOBaHUSAM K pa3paboTKe KIMHUYECKUX
PEKOMEHIANNH, K KaXKJIOMY Te3UCY-PEKOMEHIAIIUH HEOOXO0JMMO YKa3bIBaTh CHITy PEKOMEHIAINN 1
JI0Ka3aTebHYI0 0a3y B COOTBETCTBHHU CO NIKAJIAMH OIIEHKH YPOBHS OCTOBEPHOCTH J0KA3aTEIbCTB
(Y1) n ypoBHs yoeautenbHocT pekoMennanuii (YYP). s maorux TesucoB YYP u V]I 6yner
HU3KHM [0 TPUYMHE OTCYTCTBHUS TIOCBSIIICHHBIX MM KIMHUYECKHX WCCIEIOBAHHNA BBICOKOTO
nu3aitHa. HeB3upas Ha 9TO, OHU SBIISIIOTCS HEOOXOJMMBIMH AJIEMEHTAMU OOCIIEIOBAHMSI MAI[CHTA
TSl yCTAHOBJICHUS IMarHO3a M BEIOOPA TAKTUKH JICUCHHUSI.

KpuTtepun yctaHoB/1eHHSl IMATHO32 U COCTOSIHUS

Onpenenenue aktuBHOCTH JIKJI B cyXMX msiTHaX KpOBHU SIBIAETCS '30J0TBIM CTaHIapToOM"
JUArHOCTUKU D3TOTO 3a0oJieBaHus. BrisBienne cHmwkeHHOW akTtuBHOCTH JIKJI mo3Bossier
MOATBEPIUTH TUATHO3.

Huarno3z JIJIKJI ycranaBmuBaeTcss Ha OCHOBAaHMHM COBOKYIMHOCTH aHAMHECTHUECKUX U
KIIMHUYECKUX JIaHHBIX, PEe3YNIbTAaTOB JIA0OPATOPHBIX, WHCTPYMEHTAIbHBIX, MOP(OIOTrHIECKUX
METO/I0B UCCIICIOBAHUA.

2.1. Ka1o0b1 ¥ aHAMHE3

[Ipu cObope anamHe3a u xanod HeoOXOAUMO OOpaTUTh BHUMAHHE Ha CIEAYIOIINE >KaloObl U
AHAMHECTUYECKUE COOBITHS:

- OTATOILIEHHBIA CEeMEWHBI aHamHe3 (CXOJHBIE CHUMITOMBI Y POJIHBIX OpaTheB U CecTep
npobaH/a, 6IM3KOPOACTBEHHBIN OpaK);

- cIly4au BHE3aITHOU IETCKOI CMEPTH B CEMbE;

- 3a71epKKa GU3UYECKOTO Pa3BUTHS,

- cnaboCTh, MOBBIIIEHHAS! YTOMIISIEMOCTH;

- TEIaTOMETajIus WK I'elaToCIIICHOMET allns;

- auapesi, 00TM B JKUBOTE, creaTopes (IpH BOBIECYEHHOCTH B IMATOJOTUYECKUI MPOIECC
KHIIIEYHHKA);
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- HOCOBbIE KPOBOTECUCHHS;

- )KEJITYIIHOCTb KOKHBIX TOKPOBOB;

- ACLIUT;

- BApUKO3HOE paclIMpEeHUe BEH MUIEeBO 1A (ITPU Pa3BUTHH LIUPPO3a MIEUECHN).

JXKaioOb1 1 aHaMHE3 TaKKe OMKCAHBI B pasjiele "KIMHnIeCcKast KapTHHa'.
2.2. PusuKanbHOe 00c/Ie[0BaHHe

2.2.1. ®uzukanbHoe obOciaenoBanue npu uHpanTuiabHON ¢dopme JIKJII
(00s1e3HM BoibmaHna)

[Ipn ocMoTpe HE0OX0AMMO OOpAaTUTh BHUMAHUE Ha CIEIYIOIIME OCHOBHBIE KIMHUYECKUE
MIPOSIBJICHUS:

- YBEJIMUYEHUE Pa3MEPOB IICUCHH;

- YBEJIMYEHUE Pa3MEPOB CEIIC3EHKHU;

- YBEJIMUYEHUE Pa3MEPOB )KUBOTA;

- CUHJIpOM MasibaOCcopOIuy;

- TUNOTPOQHsL, BILJIOTH JI0 Ipy00il 3a7epKKU (PU3UUECKOTO Pa3BUTHS;

- IporpeccUpyrolIas 3aep’KKa MICUXOMOTOPHOIO Pa3BUTHS, TunieppedIeKcHs;

- )KENTYIIHOCTh KO>KHBIX TOKPOBOB;

- IPU3HAKU NE€YEHOYHONW HEAOCTATOYHOCTH.

2.2.2. dusukajbHoe 00cjeq0BaHUEe NPH 00J1e3HM HAKOIJIeHHs 3(PHupoB
xosiectepuna (BHIX), ¢ ne6r0ToM B Bo3pacre crapiue 6 MecsineB

[Ipu ocMmoTpe HEO0OX0AMMO OOPATUTh BHUMAHUE Ha CIEAYIOIINE KINHUYECKUE MPOSBICHUS:
- YBEJIMUEHUE Pa3MEpPOB MECUCHU;
- YBEJIMUEHUE Pa3MEPOB CEIIC3CHKH.

[logpoObHo nanHBIe (U3MKaNbHOrO oOOCIEIOBaHUSI OMHMCAHBI B pasjene "KIMHHYecKas
KapTuHa'".

2.3. JIabopaTopHble TMATHOCTHYECKHE HCCIeI0BAHUS

2.3.1. JIabopaTopHble ITMATHOCTHYECKHE UCCJIeI0BAHUS NMPU MHPAHTUWIBHOI
dpopme JJIKJI (6os1e301 Boibmana)

- Pexomenayercst BceM mNamueHTaM C IOJ03peHHMeM Ha HHpaHTWwibHY0 ¢Gopmy JJIKII
(Oone3np Bonpmana) as BepudUKaluy AUarHosa onpesieleHue aKTUBHOCTH JIM30COMHOM KUCIIOH
JMMa3bl B ISTHAX BBICYIICHHOW KPOBHU WM JieWKomUTax nepudepryeckoii kposu. [17, 18].

VpoBeHb YOSIUTENFHOCTH PeKOMEH AN B (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 3).

Kommenrapuii: Omnpenenenne axktuBHoctH JIKJI B CyXux maTHaX KpOBU MO3BOJSET
MOJATBEPIUTH WK onpoBeprHyTh quarHo3 JJIKJI u sBnsercs "30510ThIM cTaHAAPTOM" AUArHOCTUKU
sToro 3aboneBanus. [IpaBuia 3a00pa KpoBU Ha KapTOUKy-(puiabTp npuBeaeHsl B [Ipunoxenun A3.

- PCKOMCH,Z[yCTCH ManucHTaM, y KOTOPBIX BBISABJICHO PC3KOC CHUKCHUC AKTUBHOCTU JIKJI B

KpOBU TPOBCACHUC MOJICKYISIPHO-TCHCTUUCCKOTO HCCIICAOBAHUSA (BBI}IBJICHI/IC MYTaI_II/Iﬁ B T'CHC
LIPA) C ICJIbIO MOATBCPKACHUA JUATrHO3a HA MOJICKYIAPHO-T'CHCTHYICCKOM YPOBHC, BO3MOXXHOCTHU
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MPOBEICHUS IPEHATAILHOM 1 MPEUMILIAHTAI[HIOHHOW JUArHOCTHKH B ceMbe [ 3, 15].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuu C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrapuu: bonpmmHacTBO nauenToB ¢ JIJIKJI SBiasroTca roMo3UuroTaMu Uiy KOMITayH/I-
reTepO3UTroTaMH M0 MyTalusM B Koaupyromeid obmactu rema LIPA. Bmecte ¢ Tem, ommcanbl
WHTPOHHBIE MYTallUM M NPOTSHDKEHHBIE NEPECTPOMKH TI'€HA, HE BBISBJISEMbIC IMPU MPOBEICHUU
CTaHJIAPTHOTO TE€HETUYECKOTO HCCieA0BaHus. [laTOreHHOCTh BBISBICHHBIX PEIKUX W HOBBIX
MyTanuii TpeOyeT MOTONHUTENBHBIX JO0Ka3aTelbcTB. IlOCKONBKY B HACTOsIIee BpeMsi TEHO-
(dbeHoTHIIMYECKAsT KOPPEISIUS YCTAHOBJICHA TOJIEKO Ha ypoBHe kKinuHHuYeckoi (opmer JIJIKJT (BB,
m6o BHOX), HO He mpocieKuBaeTcs Uit OTACIBHBIX (PEHOTHITNYECKUX MPU3HAKOB, MOJICKYJISIPHO-
T€HETUYECKOE MCCIICJOBAHUE IPUMEHSETCA Ul NOATBEPKICHUSA, a HE YCTAaHOBJICHHUS JMATHO3a
JUIKJI. BeisiBnenue cemeiiHoi wytanuu reHa LIPA  gemaer BO3MOXXHBIM — 0OCi€IOBaHHE
POJICTBEHHUKOB TIpo0aHsa, a TakXe IMPOBEJEHUE MPEHATAIbHOM M MNpPEeUuMIUIaHTAlMOHHOMN
JIMarHOCTHKM.

- Pexomengyercss BceM mamueHTaM ¢ Moj03peHHeM Ha HHGaHTWIbHYIO (opmy JIJIKII
(6one3nr Bonbmana) mpoeneHue oOmiero (KIMHMYECKOTO) aHalM3a KPOBH Pa3BEPHYTOTO s
BBISIBJICHUS] aHEMUH, JIEWKOTICHHH, TpoMOoruTonennu [9, 13, 15].

VYposens yoeaurenbHOCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

Kommentapun: B pamkax oOmero (KIMHHYECKOTO) aHalW3a KPOBU Pa3BEPHYTOTO
HEOOXOJIMMO: HCCJEIOBaHHWE YPOBHS OOLIEr0o reMorjio0uHa, SPUTPOLUTOB, JIEHKOIUTOB,
TPOMOOIIMTOB B KPOBHU, AU(PPEpEeHINPOBAHHBIN MOJACUET JeHKOUUTOB (JIelKkouuTapHas Gopmyrna),
MPOCMOTP Ma3Ka KpOBHM [UIsl aHaiM3a aHOMAaIUH MOpP(OJIOTUM 3PUTPOLUTOB, TPOMOOIMTOB U
JEHKOIMTOB, ONpEIEICHNE LIBETOBOTO IOKa3aTelisd, OIpEIeIeHHe pa3MepoB JPUTPOLUTOB,
UCCIIEIOBAaHUE CKOPOCTH OCEAaHUs 3PUTPOUUTOB. [laToreHeTnueckne MexaHu3mMbl (pOPMUPOBAHUS
aHeMHUH ¥ TPOMOOIIMTONIEHUH HE 0 KOHIA u3y4eHbl. OTHUM U3 BO3MOKHBIX MEXaHU3MOB SIBJISICTCS
HaKoIUIeHHE 3(UPOB XOJECTEpPUHA U TPUIIMLIEPUIOB B KIIETKaX MakpodaraibHO-MOHOIUTAPHOM
cucrembl. KpoMe Toro, aHemMuss MOKE€T HOCHUTh AJIMMEHTapHbIA JEQUIMTHBIN XapakTep, TaKk U
SBIATBCA  CJEICTBUEM THUIEPCIUIEHU3Ma Tpu (OPMUPOBAHMM MOPTAIbHON TUIEPTEH3UH.
CrnenctBueM rumnepcrijieHu3Ma sBJsieTcsl Takke TpoMmOouuroneHus. Onucansl ciydyad BTOPUYHOTO
reMo(arouuTapHOro JTMMQGOruCTHOLUTO3A.

VYuuTeiBas KpailHIOI penkoctb bB, paHHMII cTapT, MO37HIO JUArHOCTUKY M OOBIYHO
TSKEI0€ TeYEHHE JOCTOBEPHBIX JaHHBIX O HEOOXOJAMMOM YacTOTE MPOBEICHUSI UCCIIEI0BAHUS HET.
Yactota wuccinefoBaHus oOmero (KIMHUYECKOT0) aHajiu3a KpPOBH Pa3BEPHYTOTO JTUKTYETCS
COCTOSTHUEM MallMeHTa.

- PexoMeH0OBaHO mMpoBeneHUE aHANU3a KPOBH OMOXMMHYECKOTO OOIETeparneBTUYECKOTO
(uccneoBaHME YPOBHS XOJECTEPUHA, XOJIECTEPUHA JIUMONPOTEHHOB BBICOKOM IIOTHOCTH,
XOJIECTepUHA JUIOMPOTEUHOB HU3KOM IMJIOTHOCTH, TPUTIUIEPUIOB, oOiiero Oenka, aibOyMHHa,
obuiero OmnupyOnHa, OWIMpyOrHA CBSI3aHHOTO (KOHBIOTMPOBAHHOTO), OUIMpPYyOMHA CBOOOJIHOTO
(HEKOHBIOTUPOBAHHOTO), ompe/eneHue AKTUBHOCTH acnapraTaMHUHOTpaHcdepassbl,
aJlaHMHAMUHOTpaHc(depasbl, ramma-riroTaMuiITpaHcdepassl) NpU JUArHOCTUKE M B IIpoliecce
JMCIIAHCEpHOTO HaOMIoAeHUsT BceM mnaunveHTam ¢ bB jans ompenenenus (yHKIMOHAIBHOTO
COCTOSIHMSI TI€UEHH, KOTOpas SBJsETCSs OJHUM U3 OpraHoB-muuieHed npu BB, u BblaBieHus
aucunUaeMun B kposw [15, 16].

VpoBeHb yoeautenbHOCTH pekoMeHaiuu C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

Kommenrtapuu: a1 nanveHToB ¢ bB XapakTepHO 3HAUMTENbHOE MOBBIINIEHHE AKTUBHOCTH
tpancamunas (AJIT, ACT), runepxosiecTepuHeMus, T'HIEpOMINPYOUHEMHsS, BO3MOXHA
TUNEePTPUTIHLepHIeMus; yBennueHre KoHueHntpauuu JIITHII, y MHOrMX manueHTOB CHHXEHO
kommuectBo JIIIBII B kpoBu. IIpu aHanu3e anoJunonpoTeMHOTpaMMbl y OOJIBIIMHCTBA MALlUEHTOB
BBISIBJISIOT TIOBBIIIEHHE YPOBHS OCHOBHOTO anosunonporenHa JINHII — anonunonporenna B.
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Y4uThiBas KpaitHIOIO pPEAKOCTh BCTpedyaeMocTH bB, panuuii 1e610T, MO3JHIOI0 AUAaTHOCTUKY U
TSDKEJIO€ TeYeHHe OOJIe3HH JOCTOBEPHBIX JaHHBIX O HEO0OXOAMMOM dYacToTe MpPOBEICHUS
uccieoBaHus  HeT.  Yacrora  HWCCIENOBaHUS — aHAIM3a  KPOBH  OHMOXHMHYECKOTO
oO0IIeTepaneBTHYECKOT0 JAUKTYETCSl COCTOSHHMEM manueHta. [Ipu AMarHocTuke MPOBOAMUTCS
OTIpe/ieiecHne AaKTHBHOCTH aJaHWHAMHHOTpaHcdepasbl, acmapTaTaMUHOTpaHC(epasbl, ramma-
rIroTaMuiaTpancdepassl B KpPOBH, HCCIEAOBAHWE YPOBHS o0OIIero OwimpyOwHa, OwimpyOuHa
CBSI3aHHOTO  (KOHBIOTUPOBAHHOTO), XOJIECTEPHHA, XOJIECTEpPUHA JIMIIONPOTEHHOB  HU3KOU
TUIOTHOCTH, XOJIECTEpHHA JIMIONPOTEHHOB BBICOKOW IUIOTHOCTH, TPUTJHMIIEPHIOB B KpOBU. B
JTMHAMUKE MPOBOJIST orpe/iesieHHe aKTHBHOCTH alaHuHaMUHOTpaHchepassl,
acrapraTaMHUHOTpaHc(epasbl, TaMMa-TITaMUITpaHcdepa3sl B KPOBH, HCCIEIOBAHWE YPOBHS
obmrero OmnupyonHa, OUITUpyOrHaA CBA3aHHOTO (KOHBIOTHPOBAHHOTO), XOJECTEPHHA, XO0JIECTepHHA
JUMONPOTEHHOB HU3KOW TIUIOTHOCTH, XOJECTEpUHA JIMTIOMPOTEHHOB BBICOKOH IJIOTHOCTH,
TPUTIULEPUIOB B KpOBHU (He MeHee | pa3a B Mecsl).

- Pexomennmyercs Bcem mnanueHtaM ¢ BB npu gumarHoctuke W ganee B IMHAMHUKE
HCCIIEIOBAaHUE KOoaryjaorpaMmbl (OpHEHTHPOBOYHOIO HCCJEIOBAaHUS CHCTEMbl TI€MOCTa3a),
omnpeNiesieHue MPOTPOMOMHOBOTO (TPOMOOTUTACTMHOBOTO) BPEMEHHM B KPOBH WM B IIIa3Me,
MEXAYHapOAHOro HopMaiu3oBaHHoro oTHouieHuss (MHO), akTUBHPOBaHHOTO YaCTUYHOTO
TpoMOorutactTuHoBoro BpemMeHu (AUTB) c menpio CBOEBpPEMEHHOTO BBISBICHUS HapyIIEHUN
remocrasa. [10, 37, 45].

Yposens yoeaurenbHoCTH pekoMenaaiui C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMMeHTapuii: npu HEOOXOAMMOCTH TaK K€ OMNpEeAesioT TPOMOMHOBOE BpeMsl B KPOBH,
uccienoBaHue ypoBHs GuOpHHOreHa B KpoBU. JlaHHBIE MOKa3aTeNu MO3BOJISIOT KOHTPOJIUPOBATH
CUHTETUYECKYIO (DYHKIIUIO NIEYEHHU, BBISBIATH CHHIPOM MEYEHOYHO-KJIETOUYHOIN HEIOCTATOYHOCTH U
CBOEBPEMEHHO MPEAYIPEkIaTh OCIOKHEHUS, CBI3aHHBIC C HApyIIIEHHEeM remocTasa [49].

- PexomennoBano marmuentaM ¢ bB mpoBoauTh mcciaenoBaHuEe YpOBHS OOINEro KOPTHU30JIA,
aZIpPEHOKOPTUKOTPOITHOTO TOPMOHA B  KPOBH C IENbl0O CBOEBPEMEHHOW  JUAarHOCTHKHU
HAAMOYEYHUKOBOM HEJOCTATOYHOCTH M Ha3HAYEHHsI 3aMeCTUTEIbHOI Tepanuu [ 15, 35].

VYposens yoeaurenbHoCTH pekoMenaaiui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: npu BBISIBICHHH NMPU3HAKOB HAMOYCYHUKOBOM HEIOCTATOYHOCTH IOKA3aHO
HCcCce0BaHUE YPOBHS OOIIEr0 KOPTHU30J1a, aipEHOKOPTUKOTPOITHOTO TOPMOHA, TJIIOKO3bI B KPOBH,
OTpe/ieJICHUE PEHUHOBOM aKTHMBHOCTH IUIa3Mbl KPOBH, HCCJIEAOBAHHE YPOBHS HATpHs, Kalaus B
KpPOBH.

2.3.2. JlaGopaTopHble JAUATHOCTHYECKHE WCCJAEe0BAHUSL TPH 00JIe3HH
HakomJieHus 3pupos xosecrepuna (bHIX)

- Pexomennyercst BceM manueHtam ¢ nogo3peHueM Ha BHOX mia Bepudukanum auarsHosa
OTIpeeTICHNe aKTUBHOCTH JIM30COMHOM KHCIOW JMNasbl B MSTHAaX BBICYNICHHOW KPOBU WIIA
neiikonuTax nepudepudeckoit kposu [17, 18].

VpoBeHb yoeautenbHOCTH pekoMernaanuu C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 3).

Kommenrapuii: Ompenenenne axktuBHoctH JIKJI B CyXux mATHaX KpOBU MO3BOJISET
MOJATBEPIUTH WK onpoBeprHyTh quarHo3 JJIKJI u sBnsercs "30510TbIM cTaHAApTOM" AUArHOCTUKU
sToro 3aboneBanus. [IpaBuia 3a00pa KpoBU Ha KapTOUKy-(puiIbTp npuBeaeHsl B [Ipunoxenun A3.

- PekoMeHnyeTcss mnamueHTaM, y KOTOPBIX BBISIBIEHO CHIbKeHHe axkTtuBHOcTH JIKJI,
MPOBEJICHUE MOJIEKYISIPHO-TEHETUYECKOTO HCCleqoBaHus (BbIsBIeHHe Myranuii reHa LIPA) c
LETbI0 TOATBEPXKJECHUS JUarHo3a Ha MOJIEKYJISPHO-TEHETUYECKOM YpPOBHE, BO3MOXXHOCTH
MIPOBEICHUS TPEHATATIBHON U IPEUMILIAHTAIIMOHHOM JMAarHOCTHKH B cembe [ 3, 15].
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VYpoBeHb yoeauTenbHoCTH pekoMeHaanuu C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrapuu: bonpmmucTBo namuentoB ¢ JJJIKJT gBidr0oTCcS roMO3UroTaMy Wi KOMIayH/I-
reTepO3UroTaMHM [0 MYTAIUsAM B Koaupytomeil o0mactu rena LIPA, onrcansl HHTPOHHBIE MyTaIlUH
U TPOTSHKEHHbIE IIEPECTPOMKM T€HA, HE BBIABISAEMbIE IIPU IIPOBEACHUM CTAaHIAPTHOIO
TEHETUYECKOTO MCCIIEIOBaHUsA. TakKe IMAaTOr€HHOCTh BBISBICHHBIX PEAKUX M HOBBIX MYTallUi
TpeOyeT IOTOIHUTENFHBIX J0Ka3aTelnbCTB. [I0CKOIBKY B HAcToOsIIEe BpeMs I'eHO-(EHOTHITHYECKAs
KOppETsIusl YCTaHOBJICHA TOJBKO Ha ypoBHe kinmHU4eckor (opmer JJIKJIT (BB, mu6o BHIX), Ho
HE TPOCIIEKUBACTCS ISl OTICIBHBIX (DEHOTUITMYECKUX MPHU3HAKOB, MOJEKYISAPHO-TEHETHYECKOE
HCCIEA0BaHUE MPUMEHSIETCS Ul TOATBEPKACHHs, a HeE YycTaHoBiIeHHMs pauar"osda JIJIKJIL
BoisiBnenue cemeiinoit myranuu resa LIPA nenaer BO3MOXHBIM 00Ci€I0BaHNE POJCTBEHHUKOB
npo0aH/a, a TaKKe MPOBEICHUE MPEeHATAIbHON U MPEUMIIAHTAIIMOHHOW TMarHOCTUKH.

- Pexomenayetcs mpoBeneHue 0o01mIero (KIMHUYECKOT0) aHAIN3a KPOBH, PA3BEPHYTOTO BCEM
nanuenTam ¢ nojo3pernruem Ha BHOX u nanee B muHamuke, B cpeiHeM, He pexe 1 pasa B 6 MecsiieB
C LIEJIBIO BBISIBIICHUS aHEMUH, JIeHiKonieHuu, Tpombonuronenu [9, 13, 15].

VYposens yoeaurenbHOCTH pekoMeHaaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommentapun: B pamkax oOmero (KIMHHYECKOTO) aHalnW3a KPOBU Pa3BEPHYTOTO
HEOOXOJMMO: HCCIEOBAaHUE YPOBHA OOMEro TeMOTJIOOMHA, DJPHUTPOIUTOB, JICHKOIUTOB,
TPOMOOIIMTOB B KPOBHU, AU(PPEpEeHINPOBAHHBIN MOJACUET JEHKOIUTOB (JedKouuTapHas Gopmyrna),
MPOCMOTP Ma3ka KpOBH Ul aHajiW3a aHOMaIWHd MOP(OJIOTHH SPUTPOIUTOB, TPOMOOIMTOB W
JIEWKONIUTOB, OTpEJEICHNEe I[BETOBOTO IIOKA3aTels, OIpeaesieHHe pa3MepoB JPUTPOIUTOB,
WCCIIEIOBAaHNE CKOPOCTH OCENIAaHHsI SPUTPOIUTOB. [laTroreHeTHuecKkne MeXaHu3Mbl ()OPMHUPOBAHUS
aHeMHUH ¥ TPOMOOIIMTONIEHUH HE 0 KOHIA u3y4eHbl. OHUM U3 BO3MOKHBIX MEXaHU3MOB SIBJISICTCS
HakKoIUIeHHE 3(UPOB XOJECTEpPUHA W TPUIIMLIEPHIOB B KIIETKaX MakpodaraibHO-MOHOIUTAPHOM
cucrembl. Kpome Toro, anemusi MOXKeT UMETh KaK alMMEHTApHBIA JeQULUTHBIA XapakTep, Tak U
SABIATBCA ~ CIEACTBHEM  THUIEpCIUIEHM3Ma.  TpoMOOLMTONEHUS  SBJISETCA  CIEACTBHEM
rUMepcIUieHn3Ma npu GopMUpOBaHUM MOPTANBHON THIIEPTEH3UH, HAPSALY C STHUM OIMHUCAHbI CIydyau
BTOPUYHOTO TeMO(arouTapHOTrO JUM(OTUCTHOIUTO3A.

- Pexomennyercs mpoBeneHHE aHalM3a KPOBHM OMOXMMHUYECKOTO OOIIETEparneBTUYECKOTO
(MccnegoBaHME YPOBHSL XOJECTEPUHA, XOJIECTEPUHA JIUMONPOTEHHOB BBICOKOM IUIOTHOCTH,
XOJIECTepUHA JUIONPOTEUHOB HU3KOM TIJIOTHOCTH, TPUTIHUIEPUIOB, oOIIero Oenka, alibOyMuHa,
obmero OmiMpyOuHa, OUIMPyOMHA CBS3aHHOTO (KOHBIOTHPOBAHHOTO), OMJIMPYOMHA CBOOOHOTO
(HEKOHBIOTUPOBAHHOTO), ompeesieHue AKTUBHOCTH acnapraTaMHUHOTpaHchepasbl,
allaHMHaMUHOTpaHcepaspl, TamMMma-IIIOTaMUITpaHcdepasbl) MpU JUATHOCTHKE M B IpOLiecce
JMCIIAHCEPHOTO HAONIOICHUS, B CpedHeM, Kaxaple 3-6 mecsieB BceM mnamnueHntam ¢ BHOX misa
ompezeneHuss (QPyHKIUOHAIBHOTO COCTOSHUSI IE€YEHHM, KOTOpas SBJISETCS OJHUM W3 OPraHoOB-
mutreneit mpu JAJIKJI, u onpenenenus quciunnaeMun B kposu [15, 16, 38].

VYpoBenb yoeautenbHocTH pekoMenaaruu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTtapuu: y GonpmimHcTBa manveHToB ¢ BHOX BBISABIAIOT MOBBINIEHHE AKTHBHOCTU
tpancamunHaz (AJIT, ACT), runepxoiecTepuHEMHIO, TUNEPTPUTTUICPUIECMHUIO; YBEIHMUECHUE
koHuenTpauuu JIITHII, y MHOrMx nmauuenTos cHrmkeHo koiauyectso JIIIBII B kpoBu. IIpu ananuse
aroJIMIONPOTEUHOTPAMMBI BBISBIISIOT MOBBIIIEHUE YPOBHSI OCHOBHOTO amnonumnonpotenna JIITHIT —
anonunonporenHa B.

- Pexomenpayercs uccienoBaHue ypOBHS MOYEBUHBI, KpEaTUHHHA B CBHIBOPOTKE KpPOBH C
oTpe/ieieHueM CKOPOCTH KIyOoukoBOM (uibTpanuu BceM nanueHTaMm ¢ BHOX npu nuarnoctuke
3a00JIeBaHUSI M TPU JUHAMUYECKOM HAONIOACHUU, B CpPEIHEM Kaxjable 6-12 MecsmeB ¢ IeNblo
KOHTPOJIsl ()YHKITUH ITOYEK U CBOEBPEMEHHOM JIMarHOCTHUKH e¢ HapymeHus [38].

YposeHns yoeaurenbHoCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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- Pexomennyerca Bcem mnamueHtam ¢ BHOX npu numarHoctuke u janee B JMHAMMUKE,
€XKEroJIH0, MCCIE0BAaHUE KoaryjaorpamMmbl (OpPUEHTHPOBOYHOTO  HCCIEIOBAHUS  CHUCTEMBI
reMocrasa), omnpeaelicHue MPOTPOMOMHOBOTO (TPOMOOTIACTUHOBOTO) BPEMEHH B KPOBH WIU B
IJ1a3Me, MeXAyHapOIHOTO HopMaan3oBaHHOTro otHomeHuss (MHO), akTHBUpOBaHHOTO YaCTUYHOTO
TpoMborutactuHOBoro BpemeHu (AUTB) ¢ menbio CBOGBPEMEHHOTO BBISBIICHUS HaPYIICHUN
remoctasa [10, 38, 49].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuu C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommeHTapun: npu HEOOXOJMMOCTH TaK K€ OINPENENIOT TPOMOWHOBOE BpEMsS B KpPOBH,
UccleIoBaHUE ypoBHS (uOpHHOreHa B KpOBU. JlaHHBIE MOKa3aTeNu MO3BOJISIOT KOHTPOJIUPOBATH
CHHTETHYECKYIO (DYHKIUIO TIEUEHH, BBISBIATH CHHAPOM IEYCHOYHO-KIETOYHON HEIOCTATOYHOCTH U
CBOEBPEMEHHO MPEAYIPEkIaTh OCIOKHEHHS, CBSI3aHHBIC C HApyIlIeHHeM remocTtasa [49].

2.4. UHCcTpyMeHTAIbHBbIE THATHOCTHYECKHE NCCJIeI0OBAHUSA

24.1. HHcTpyMeHTA/IbHble JWATHOCTHYECKHE  HCCJIeJOBAHUS  TPH
uHanTuabHoit popme JJIKJI (0o1e3nn Boabmana)

- Pexomenayercs Bcem mammeHTam C Togo3peHueM Ha bB u mocne mabopartopHOTo
MOATBEPK/ICHUS TUarHo3a NIpoBeJeHHe YIbTpa3BykoBoro uccienonanus (Y3U) OpromHoit nojgoctu
(yIBTpa3ByKOBOE HCCIICIOBAHWE OPTraHOB OPIONIHOM MOJOCTH (KOMIUIEKCHOE)) W 3a0pIONIMHHOTO
MPOCTPAaHCTBA (B T.4., YJABTPa3BYKOBOE HCCJECIOBAaHWE HAANMOYECYHHKOB), a TaKXKe IyIUIEKCHOE
CKaHMPOBAHHUE COCYJIOB TMEUCHU (IYTUICKCHOE CKAaHWPOBAHUE COCY/IOB T'eNmaTOOWMIMApPHOW 30HBI),
NYIUIEKCHOE CKAaHUPOBAHHME COCYIOB CEJIE3€HKH C IIeJIbI0 KOHTPOJISI COCTOSIHUSI BHYTPEHHUX
opranos [2, 9, 13, 15].

Yposens yoeaurenbHoCTH pekoMeHaaui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTtapun: Y3U OpromHOW MOJOCTH TO3BOJISIIOT ONPENCTUTHh pa3Mephbl IEUEHU W
CEJIE3eHKH, OTPEACTUTh TUaMETP BOPOTHOM U Cele3eHOYHOU BEeH, HaJlM4yue creatosa, Gubpo3a umm
IMppo3a NeYeHH, KalblIM(PUKATOB HAMOYECUHHUKOB.

YactoTta mnpoBeAeHUS YIbTPA3BYKOBOTO HCCIENOBAaHUS OPraHoOB OpIOLIHOM  MOJIOCTH
(KOMIIJIEKCHOTO) M 3a0pIOIIMHHOTO MpPOCTpaHcTBa (B T.4., YABTPAa3BYKOBOTO HCCIIEIOBaHUE
HAMOYEYHUKOB) AUKTYETCSI COCTOSTHUEM IMallMeHTa, HO YacToTa He pexe 1 pas3a B Mecslr)

- Pexomenayercst marueHtaM ¢ BB mpu Hanu4YMu NPH3HAKOB MOPTAIBHON THUIIEPTEH3HH,
nposeaeHue 33o0daroracrpoayoaeHockornuu (DIJIC) ¢ 1menbio OIEHKH COCTOSHHS BEH MUILEBOA U
xemynka [15].

VYpoBenb yoeautenbHocTH pekoMenaaruu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

Komwmenrapuu: mposenenue OI'JIC y mnamnuweHToB ¢ (UOPO30OM IEYCHH, NPU3HAKAMHU
MOPTAJIBHOW THUIEPTEH3UH HEOOXOAMMO Ui OIICHKH CTEICHH BapMKO3HOTO PACIIMPCHUS BEH
MUIIEBO/IA U YIPO3bl KPOBOTCUCHHS

- He pexomeHnnoBana OMOIICHS MEUEHH B Ka4eCTBE PYTMHHOTO METOJA Ul MOATBEPKICHUS
muarsosa bB [15, 19].

VpoBeHb yoeautenbHOCTH pekoMenaanuu C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4).

KomMmeHTapuu: MOXXET MpOBOAUTBCS C ILENbI0 OLEHKH COCTOSHUS TKaHU IIeueHH,
OTIpeieNIeHUs] HAJIMYUS U BBIPAXKEHHOCTH CT€aTo3a, CTaauu (hudpo3sa.

MaxkpoCKOTMYEeCKH MeYeHb UMEET SIPKHU KeJTO-OpaHKEBbIH 1IBET; TMCTOJOTHYECKasi KapTHHA
XapaKTepU3yeTcsl HaJIMYMeM MHUKPOBE3UKYSPHOTO cTearo3a, 'meHHCThIX' kietku Kymdepa,
npu3HaKoB (puOpo3a u uppo3a neuenn [13, 19].

[IpeanmoyTuTenbHO HCHOJIB30BAHWE HEWHBA3UBHBIX METOJUK, HAIpHUMEp, 3JlacTorpaduu
nedyeHd (DIACTOMETPUM TE€YEHH), MArHUTHO-PE30HAHCHOW ToMorpaguu OpraHoB OpIOIIHON
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mostoctu [39].

2.4.2. NUHCTpyMEHTAJIbHbIE THATHOCTHYECKHEe HCCJeJ0BAHUA NpH 00Jie3HH
HakomjIeHus 3¢pupos xonecrepuna (bHIX), ¢ nedrorom B Bo3pacrte crapue 6
MecseB

- PexoMeHnyercst Bcem mnarueHntam ¢ nogo3penremM Ha BHOX mpoBenenue yabTpazBykKoBOTO
uccnenoanusi (Y3U) OpromrHo#t monoctu (YIbTPa3BYKOBOE HCCIIECIOBAHWE OPraHOB OpIOIIHOM
MOJIOCTU (KOMILUIEKCHOE)) M 3a0pIOIIMHHOTO MPOCTPAHCTBA, a TAKXKE AYIUIEKCHOE CKaHUPOBAHUE
COCYJIOB T€UeHHU (IYIJIEKCHOE CKaHWPOBAHWE COCYJIOB TeMaToOMIMAPHON 30HBI), TYIUIEKCHOE
CKaHUPOBAHUE COCYJIOB CEJIC3CHKU C IS0 JUHAMHYECKOTO KOHTPOJS COCTOSHHS BHYTPEHHUX
oprauos [2, 9, 13, 15].

VYposens yoeaurenbHOCTH pekoMeHaaiuu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrtapun: Y3U medeHu U Celle3eHKH MO3BOJISIFOT BHISIBUTH YBEIIMUCHUE TICUCHU U PEXKE
CeJIe3eHKH, HAIM4ue crearo3a, pubposa mim mupposa neueHu. Y 31 3a0prommHHOTO MPOCTPAHCTBA,
B T.4., Y3/ HaJOYEYHWKOB MOJKET BBISBUTH KaIbIIH(PHKATHl HAAMOYCIYHUKOB (y TAIMCHTOB C
BHOX — kpaiine peako, He 6osee 5%).

- Pexomenayercs manuveHTam ¢ KIMHUYeCKMMH npu3Hakamu BHOX mpoBenenne marHuTHO-
pesonancHor ToMorpaduu (MPT) opranoB OpromrHONW TOJIOCTH H 3JacTorpaduul  MeYeHU
(271acTOMETPHH TICYCHH) C LENbI0 KOHTPOJIS COCTOSIHUS neveHu npu nposeaeHnn 3T [21-26, 38].

VYposens yoeaurenbHoCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KomMeHTapuu: npoBeeHHE OLIEHKH CTENEHU BBIPAXKEHHOCTU >KMPOBOW AUCTPOPUM NEUEeHU
(mo MPT) nHeoOxomuMo st mocnenyromero KoHTpodiss 3¢dexkruHoctn D3T. YacrtoTa
uccnenoBanuii B cpenneMm: MPT opranos OpromHo# mojoctu — 1 p/ron, amacrorpaduu neuenu — 1
p/6 mec.

- Pexomenpayercst marmmentam ¢ BHOX nposeaenue a3odaroracrpoayonenockormu (I'JIC) ¢
IIEJIBIO OIICHKU COCTOSIHUS BEH MUIIEBOIA | xemynka [15].

VYpoBenb yoeautenbHoCTH pekoMenaauu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KommenTtapun: mposenenue DI JIC y mnanmeHToB ¢ (GUOPO30OM MEUCHH, MPU3HAKAMU
MOPTAJbHON TUIEPTEH3UU HEOOXOAUMO Uil OIICHKH CTEIeHH BapUKO3HOTO PACHIMPEHUs] BEH
MUIIEBOJIa U YTPO3bl KPOBOTEUEHUS

- Pexomennyercs mnamumentam ¢ BHOX perucrpaumst snekrpokapauorpammbl  (OKI),
npoBeneHue sxokapaunorpapuu (3XOKI') ans oueHKH COCTOSHUS CePACYHO-COCYTUCTON CHCTEMBI,
B cpeaHeM, Kaxele 1-2 roga [2, 38].

VYpoBenb yoeautenbHocTH pekoMenaamuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KommMmenrapwii:

[Ipy HamUyuM apuTMUU HEOOXOAWMO NPOBEIACHHE CYTOYHOro MoHuTopupoBaHus OKI
(XonTepoBCckO€ MOHHMTOPHPOBAHHE), MO TMOKAa3aHUSAM — CTpecc-TecTa (dJIeKTpokapauorpadus c
¢busznueckoil Harpy3koi) B COOTBETCTBHM C PEKOMEHJAIMSMU TIO BEICHHUIO TAIlMeHTOB C
aTEepPOCKIIEPO30M U apUTMUEH.

- Pexkomennyercss BceM mNalMeHTaM C YCTaHOBJIEHHBIM auarHozoM BHOX mposenenue
yIABTPA3BYKOBOTO  JIOMILIEPOrpauuyeckoro aHajau3a COCyJoB TrojoBel W 1meu: Y3U
OpaxuonedanbHbIX CTPYKTYp (OpaxuoniedanabHbIN CTBOJI, 00IIast, BHYTPEHHSISI U HapyKHas COHHAs
apTepuu, IMO3BOHOYHAS W TMOAKIIOYMYHBIE apTepHM: OLIEHKAa HMX JHaMeTpa, CTEHOK, CKOPOCTH
KPOBOTOKA, HAJIMUHUS/OTCYTCTBHSI UX CTEHO3MPOBAHUS, TOJIIMHBI KoMITIekca HHTUM-Meana (KUM)
JUTsl IMAaTHOCTHKH aTePOCKIIEpO3a M OIICHKH CTEIeHU ero BeipaxkenHoctH [13, 15, 20, 38, 40, 41].
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VYpoBens yoeautensHocTH pekoMeHaauu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrapuii: cornacao npuka3y ot 13.10.2017 N 804n "OO6 yrBep:kIeHUH HOMEHKIATYPhI
MeauUMHCKUX ycuyr": JlymiekcHoe ckaHupoBaHue OpaxuonedanbHBIX apTepHii ¢ LBETHBIM
JONIJIEPOBCKMM KapTUPOBaHUEM KpPOBOTOKa, JlyIjIeKCHOE CKaHMPOBAHME H3KCTPAaKpaHUAIbHBIX
oTnenoB OpaxuonedanbHBIX aprepuid, JlyriekcHoe ckaHupoBaHHe OpaxuoredanbHBIX apTepui,
Jy4EBBIX apTEPUN C MPOBEIEHUEM POTALMOHHBIX MPOO.

JIOTIOTHUTENBHO MOKET OBITH IIPOBEIEHO OIPENIEIEHHE JIOIBIKEYHO-TIIICYEBOT0 (JI0bIKEUHO-
OpaxuaibHOTO0) MHJEKCA, UCCIIeIOBaHa Kabln(UKaIKs KOPOHAPHBIX apTepun [38].

- Pexomenpayercst B3pocinbiM nanueHtam ¢ bBHOX mnpoBenenue mnpu HEoOXOIUMOCTH, IO
3aKJIFOUEHUIO Bpadya-KapHoJiora, B COOTBETCTBUU C OOIIMMHU MPUHIMIIAMHU MTOIX01a K TUArHOCTHKE
aTepoCKIIepo3a, KOMIBIOTEPHO-TOMOTpauyecKo aHruorpapuu cocya0B roJOBbl (KOMIBIOTEPHO-
ToMorpaduueckasi aHruorpaduss COCyJOB TOJIOBHOTO MO3ra) H IIed (KOMIIBIOTEPHO-
ToMorpaduueckas aHruorpadus OpaxuonedalbHbIX apTEepHil) Uil OLIEHKH COCTOSHUS CEpAECYHO-
cocyaucToi cuctemsr [38].

Yposenb yoeaurenbHoCTH pekoMenaaiui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- He PEKOMECHAOBAaHa OHOIICHS IIEYEHU B KayeCTBE PYTUHHOI'O METOJAa I MOATBCPKIACHUA
muarHoza BHOX [15, 19].

VYposens yoeaurenbHOCTH pekoMeraauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KOMMGHTapI/II/IZ MOXET TMPOBOAUTHECA C LOCIBIO OHOCHKHM COCTOAHUA TKaHW IICUCHU,
oTpe/ieNieHUs] HAJIMYKS U BBIPAXKEHHOCTH CTeaTo3a, cTaauu pudposa.

MaxkpocKONIMYeCKH TMeYeHb HMEET JKEJTO-OpPAaH)KEBbIM 1[BET; TUCTOJOrHYecKas KapTHHA
XapaKTEpHU3yeTCsl HAIWMYUEM MHKPOBE3UKYISIPHOTO cTearo3a, 'meHucThiX" kieTkn Kymdepa,
npu3HakoB (Hudpo3a u muppo3a neuenu [13, 19].

[IpeanodTuTensHO UCTIONB30BAHNE HEMHBA3UBHBIX METOAMK, HanmpuMep, ¥Y3U, snactorpadun
neyeHu (DIaCTOMETPHUM TI€UEHH), MAarHUTHO-PE30HAHCHOW ToMorpaduud OpraHoB OpIONTHOM
mostoctu [39].

2.5. Unble AUATHOCTHYIECCKHUEC UCCTICTOBAHUA

2.5.1. Unble 1MarHoCTHYECKHE MCCJIe0BaHNUsI NMPU MHMAHTUWIbHOH dopme
JIJIKJI (00s1e30u BoibMaHa)

- Pexomenmyercss B BeleHWM TmanmueHToB ¢ bB  Ha Bcex 9ramax HCIOJNB30BaTh
MYJIbTHIUCIHUILTMHAPHBIN TOAX0J BBUIY TOTO, YTO 3a00JIEBaHUE XapaKTEPU3YETCs IMOPaAKCHUEM
MHOTHUX OPraHOB M CHCTEM, TpeOyeT KOMIUICKCHOW Tepanuu, 4TO JUKTYeT HEOOXOJIUMOCTh
COBMECTHOI'O BEJICHHS MAlMEHTa CIIENUAINCTaMK pa3HbIX podueii [39, 42, 15].

VYpoBenb yoeautenbHocTH pekoMenaaiuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMeHnTapuii: manurenToB ¢ BB HaOmo1aeT Bpay-racTposIHTEPOIIOr H/HIN Bpad-MeAuaTp mpH
JIMArHOCTHKE U Jajiee He pexe | paza B Mecdll, a Takke Bpau-reHeTHK. HeoOxoauma KOHCyIbTanus
Bpaya-qUeToJiora C IEeNbl0 HAa3HAYCHHUS HHU3KOXKMPOBOM MUETHI, KOPPEKIMH MallbabcopOuuu
(mpekpaiieHue rpyAHOTO BCKapMIUBaHUs, OI00p CHEIHATU3UPOBAHHON JHETHI C OTPAaHUYECHUEM
KUBOTHBIX KUPOB, MPUMEHEHHE JETCKOM cMecH ¢ GOopMYJIOi TPUTIHUIEPUIOB CO CPEAHEN TMHOM
L[eNHU MoA00p CHEHATN3UPOBAHHON JUETHI C OTPAHUYEHHEM KUBOTHBIX )KHPOB, a B psJie CUTYyaIIui
U TapeHTepalibHOrO0 muTaHusA.) [2, 15], KoHCynbTalMs Bpada-KapAuoJora AETCKOTO C IIENbI0
OIICHKH HApYyIIEHUI CepAeuyHO-COCYIUCTOM cucteMbl u Tepamuu [2, 13, 15, 20, 26], Bpaua —
HEBpOJIOTA C IIeJbI0 OILCHKM HApyIICHWH HEepBHOW cuctembl [14], KOHCyJbTalus Bpaya-
TPAaHCIJIAHTOJIOTAa MPU HATWYUHM TOKa3aHUW IS TPOBEACHUS TPAHCIUIAHTAIMM Te4eHH. B
KUZHEYTPOKAIONINX COCTOSIHHSIX HEOOXOJMMO YydYacTHE Bpaya-aHEeCTEe3HOJIora-peaHuMaTosora.
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IlepBuuHbIE M IOBTOPHBIE KOHCYJIbTAllUM BPAaded MHBIX CIELHUAIBHOCTEH, a TAKKE MEIULUHCKOIO
IICUXOJIOTa TIOKa3aHbl HanueHTaM ¢ bB, umeromuM HapymieHus (GYHKIUH APYyrux OpraHoB U
CUCTEM.

- PekomeHyeTcsl maureHTaM C YCTaHOBJICHHBIM JIMAarHo3oM bB u HanuuueM u3MEHEHHH B
HaJIMOYEUYHUKAX KOHCYJIbTAIUSI Bpada-3HIOKPUHOJIOTA C IIEJIbI0 OLIEHKU (YHKIIUU HAIIOYECYHUKOB
Y CBOCBPEMEHHOT'0 Ha3HAUYCHHS TOPMOHO3aMECTUTENIbHOM Tepanuu [15].

YposeHs yoeaurenbHOCTH pekoMenaaiuu C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

2.5.2. Hble qMarHocTHYecKHe HCCJIAeI0BAHUA NPH 00JIe3HU HAKOIICHUS
3¢upoB xosecrepuna (bHIX)

- Pexomenpyercss mpu BeneHuu namueHToB ¢ BHOX Ha Bcex a3Tamax HCIOIb30BaTh
MYJIbTUAUCIMILIMHAPHBIN NOJIX0J BBUIY TOTO, 4YTO 3a00JIeBaHUE XapaKTEPU3YETCs MOPAKEHUEM
MHOTHX OpPraHOB U CHCTE€M, TpeOyeT KOMIUIEKCHOM TepamuM, 4TO JUKTYeT HeoOXOJUMOCTh
COBMECTHOT'O BEJICHHUS TTAlMCHTA CIICIMAIUCTaMK pa3HbIx mpodwuieii [15, 38, 39, 42].

VYposens yoeaurenbHoCTH pekoMenaaiui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapuii: nanuentoB ¢ bBHOX nabntogaer Bpau-racTpo3HTEpOJIOr, Bpau-TepaneBT (B
JIETCKOM TpakTUKE Bpay-lieauaTp), a TakkKe Bpay-TeHEeTHK, HeoOXoauma KOHCY/IbTAllMUs Bpaya-
JIMETOJIoTa C LeNbl0 Ha3HaueHUs HU3KOKHPOBOW AHETHI (I0J00p CHEelHaTU3UPOBAHHON TUETHI C
OTpaHUYEHUEM >KUBOTHBIX XKUPOB) [2, 15], KOHCynbTaIMs Bpaya-KapauoJiora (Bpaya-KapauoJiora
JIETCKOT0) C LENbI0 OILEHKUM HApYIIEHHH CepleYHO-COCYAMCTON CHCTEMBl U Tepamnuu (OlLEeHKa
COCYIUCTOTO PHUCKA, HA3HAUYEHHUE JICYEHUs, TIEPBUYHO U B MOCJIEIYIOUIEM KaxKIble 6 Mmecsles) |2,
13, 15, 20, 26], xoHcyabTanus Bpada-TPAHCIIAHTOJOTa TPH HAJIMYAM TIOKa3aHWA JJIs
TPAHCIUIAHTAllUM TI€YEHH, KOHCYJbTALMs Bpadya-HEBpPOJIOra INpU HaJIMYMM NOKa3aHud. B
AKHU3HEYTPOXKAIOIIUX COCTOSIHUAX HEOOXO0AUMO yJacTHe Bpaya-aHEeCTE3U0JI0ra-peaHuMaToIora.

- PexoMeH1yeTCsi KOHCYJIbTallMU IPYTUX CIEHUATIMCTOB MalMeHTaM ¢ nogo3penrueM Ha BHOX
WIH C YCTaHOBJIEHHBIM JMArHO30M I10 Mokazanusm [15].
VYposens yoeaurenbHoCTH pekoMenaaiui C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

3. JleyeHnne, BKJIIOYAsi MeIMKAMEHTO3HYIO H HEMEIMKAMEHTO3HYI0 Tepalnuu,
AHETOTEePANHIO, 00e3001MBaHHeE, MeIUINHCKHE MOKa3aHuA |
NMPOTUBOMNOKA3aHUS K MPUMEHEHHUI0 METO/I0B JIeUeHHUs

Jleuenne JUJIKJI Bkimrouaer kak IaTOreHETHMYECKyr Tepanuio — HazHaueHue P3T, tak u
IIPOBEJICHUE CHUMIITOMAaTHueckoy Tepanuu. Benenune mnanuentoB ¢ JJIKJI npennosaraer
MYJIbTHIUCUUIIMHAPHBIN MOAX0/ C 0053aTe/IbHBIM y4acTHEM Bpadei-racTposHTEpPOJIOroB, Bpaueii-
IeIaTpOB/Bpayeii-TepaneBToB, Bpaueii-reHeTUKOB, Bpayeii-IueTosI0roB, Bpayei-KapAuoJoroB U
Bpaueil Ipyrux cnenuagbHOCTeH, UMEIOIUX OIBIT B JIEYEHUU 3TOTO PEIKOro 3a00JIeBaHUs.

3.1. ITaToreHeru4eckoe JJeYeHUue

3.1.1. IlatoreHernuyeckoe JjedyeHue npu uHpaHTwibHoi ¢opme JIKJI
(0on1e3uu Bosibmana)

- PexomennoBano mpoBeaeHue QepmentHo 3amectutenbHo Tepanmun (D3T) Bcem
[MaLMEHTaM C YCTaHOBJIEHHBIM JAuarHo3oM bB ¢ 1nensro 3amemneHus NporpecCUpoOBaHUs
3a00JIeBaHMs, YMEHBILICHUS Pa3MepOB MEUEHH U CEJIE3eHKHU, perpecca wiu crabuinnzauuu Guodposa
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MIEYEHH, YCTPAHCHUS TUCITUIINIEMUH, YMEHBIICHNUS HAaKOTICHHs 3()UPOB XOJecTeprHa B OpraHax u
TKaHsx [21-25].

YpoBeHb yOSAUTEIBHOCTH PeKOMeHAaui B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2).

Kommenrapuu: Ilpemaparom mis @3T sersercs Cebenumasza anbpa**. B 1 mi pactBopa
conepxkutcs cebenumasel anbda** 2 Mr. Ito pekoMOMHAHTHAS PopMa YEITOBEUECKON JTM30COMHOM
KHCJIOW JIMIa3bl, MPOU3BOJMMAs C HCIOJb30BaHUEM TexHoJoruu pekomOunantHon JHK B
KJIIETOYHOW KynpType KypunHoro sina. ®3T mnpegHazHaueHa uisi BOCCTAHOBJICHHS YPOBHS
SH3MMAaTUYECKOW aKTUBHOCTH, IOCTATOYHOTO ISl FMAPOJIN3a HAKOIUIEHHBIX 3()MPOB X0JIECTEPHUHA U
JUId TpeoTBpallleHus HMX JanbHelniero HakomieHus. Ilocne BBeneHus cebenunaza anbga*™
OBICTPO BBIBOAMTCS M3 CHUCTEMHOTO KPOBOTOKAa M TOTJIONIACTCS KIETKaMH, IOCTyMass B WX
JM30COMBI Yepe3 MaHH030-6-pochaTHbIE perenTopsl.

BBenenue mnpenapara OCyIIECTBISIETCS NapEeHTEPAJbHO B BUJIE BHYTPUBEHHBIX HH(QY3HH.
BBenenue ocymiectiseTcs yepes nepudepruueckuii BEHO3HbIN KaTeTep (kaTetep nepudepruieckuii)
WIK 4epe3 MOopT-cucTeMy (MOPT MH(Y3MOHHBIN/MHBEKIIMOHHBIA, UMIUIAHTUPYEMbIN***), koTOpbIE
YCTaHaBIMBAIOTCS  COIJIACHO  METOJMYECKUM  pyKoBoJcTBaM "Beno3sbii goctym, 2019
(https://msestra.ru/download/file.php?1d=4763) ¢ ucnonp30BaHMEM HEOOXOAMMBIX JIEKAPCTBEHHBIX
cpeactB. [TopT-cuctemsl yctanaBinuBaroTcs coriaacHo Pacniopsbxenuto [IpaBurensctBa Poccuiickoit
Oenepanun ot 31.12.2018 N 3053-p "OO yTBepKACHHHM TEPEUHS MEIUIIMHCKUAX W3JIETUH,
UMIUIAaHTUPYEMBIX B OpraHu3M 4YelOoBeKa IpU OKa3aHWU MEAWLMHCKOM TIOMOIIM B paMKax
MPOrpaMMbl TOCYAApCTBEHHBIX TapaHTHIl OECIUIaTHOTO OKa3aHUs TpaxkJaHaM MEAUIIMHCKON
MOMOIIY, a TaKXKe MEePeyHs] MEIUIUHCKUX U3AENUil, OTIYCKaeMbIX MO pelenTamM Ha MEIUIIMHCKUE
W3JIeTUS TIPU TIPEIOCTaBIEHUN Habopa COMMATBHBIX YCIyT".

PexoMeHIOBaHHBIA pEXUM JIO03UPOBAHUS 3aBUCUT OT Bo3pacta. JleTssM 10 6 Mmecdies
pexoMeHayeMas HadallbHas /103a COCTaBIsieT 1 MI/KT, B MOCIEAYIOIIEM, B Cllydae HEJOCTATOYHOIO
sddekTa nmocie MpoBeaeHHs, Kak MUHUMYM, 4 nHY3ul, clieyeT pacCMOTPETh YBETUYEHUE O3B
no 3 Mr/kr BHyTpuBeHHO 1 pa3 B Henmemo [MHCTpyKIMS TO MEIWIIMHCKOMY TNPUMEHEHHIO
npenapara cedenumaza anbda**]. JlanpHeimee yBenudeHue 10361 10 5 MI/Kr 1 pa3 B Hememo
ClIeyeT PAacCMOTPETh B Cilydyae HEJIOCTAaTOYHOIO OTBETa IOCJE MPOBEACHHS, KaK MHUHUMYM, 4
JOTIOTHUTENBHBIX MHPY3ui. [locneayromnie KOppeKIu 1036l MOKHO MTPOBOJAUTH HHAUBUAYAILHO B
3aBUCHUMOCTH OT JOCTHKEHHUSI U MOAJEPIKAHUS TePAaleBTUUECKHX I[eJIel, BOZMOKHO IPUMEHEHHE JI0
7,5 MI/KT (6omee BBICOKHE JI03bI — HE H3YYaJICh) [21, 43,
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1eaa9c5e-20c6-4a75-a48c-
4415271fcf4d].

Heob6xonumelii 00beM npenapara MEUICHHO pa3BOAST B HY)KHOM 00beMe pacTBOpa HaTpus
xyopuga** cormnacHo Becy (mpunoxxkenue A3). Becb HeoOxoaumblii 00beM pacTBopa JIOJIKEH OBITh
BBEJICH HE MEHEE YeM B TeUCHHE 2 YaCoB.

Cnenyer oOpamaTh BHUMAHUE Ha COONIOJCHHE WHTEPBAIOB MEXAYy HHPY3UIMH H
HEJOMYyCTUMOCTh TEPEephIBOB B Tepanuu, T.K. HapyIIEHHE DPEKHMMa JICUEHUS COIMPOBOXKIACTCS
MOTEHIIMATBHBIM PUCKOM YXYALIECHUS COCTOSHUS MallMeHTa U MporpeccupoBanusi cuMntomMoB bB.

Heo6xo01uM MOHUTOPHHT OCHOBHBIX [TapaMeTPOB TeueHUs 3a00JIeBaHUA: OLIEHKA OKPYKHOCTH
cpenHei 4acTu nJeya, ompeseneHue AKTUBHOCTH allaHMHAMUHOTpaHCcheEpassl,
acmapraTaMUHOTpaHcdepasbl B KPOBH, UCCIEOBAaHUE YPOBHs (eppUTHHA B KPOBH, HCCIEIOBAHNE
ypoBHs C-peakTUBHOro Oejka B CBHIBOPOTKE KpOBH, KoaryjaorpaMma (OpHEHTHPOBOYHOE
WCCIIEIOBAaHUE CHCTEMBbl TE€MOCTa3a), CTOMKas WM YXYIIIAIMAsACs OpraHOMEraius, YacTble
WHTEPKYpPPEHTHBIE MH(MEKIINHU U CTONKOE YXyIIIeHHE IPYTUX CUMITOMOB (HAlIPUMEP, CO CTOPOHBI
KEITYI0YHO-KHILIEYHOT O TpaKTa)
[https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1eaa9c5e-20c6-4a75-a48c-

441527 1fcf4d].

- PexomengoBaHo mamueHTaM ¢ bB IMPOBCIACHUC MEINKaMEHTO3HOM npeMeanKanuunu
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AHTUTUCTAMUHHBIMH CpeAcTBaMu CHCTEMHOTO JNeWCTBUS ~ W/WIM ~ HECTEPOUIHBIMU
MPOTHBOBOCIAJIUTEIBHBIME U MPOTHBOPEBMATUUECKUMH TperapaTaMu/IpenaparaMi  TPYIIIIbI
Jpyrue aHajgbleTUKH W AHTHIHUPETUKHU COTJIACHO MHCTPYKIMH 1O MPUMEHEHHIO JIEKapCTBEHHBIX
MpernapaToB NPy MOSIBICHUH MOOOYHBIX Peakluil ¢ mocienyroniei nadysueit cedbenumnassl anbda**
[21-25, 47, 48].

YposeHs yoeautenbHOCTH pekoMenaaiuu C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

Kommenrapun: y namuentoB ¢ bB, momywaromux ®3T, kak u npu B/B BBEICHHH JHO00TO
JIpyroro OEJIKOBOTO IMpernapara, MOTYT Pa3BUTHCS MOOOYHBIC peakiuu (JIMXopalka, 03HOO, pBOTA,
KpalMBHUIIA, TSDKEJIBIE PEAKIUU THIIEPYYBCTBUTEIFHOCTH IJICPIHUYECKOTO THIA), MTPOUCXOISIINE
BO BpeMsi MH(Y3UU WIN B TeUEHHE JTHs mociie npoBeneHus nHpy3un. [Ipu mosiBieHN moOOYHBIX
peaknmii BO BpeMs/Tocie WH(PY3UU PEKOMEHIYeTCS COOTBETCTBYIOIIEE JICYCHHE, MPH KOTOPOM
HEOO0XOIMMO CJIEJIOBATH COBPEMEHHBIM PEKOMEHIAIIHSIM.

3.1.2. IlaToreHeTu4yeckoe JedyeHue Npu 00Je3HU HaKomMJeHUs 3PUpPoOB
xosiectepuna (BHIX), B Bo3pacTte ctapuie 6 MmecsilieB

- PexomennoBano nposeneHue pepmeHTHON 3amectutenbHoi Tepanuu (O3T) manueHTam c
ycTaHOBIeHHBIM JuarHozoM BHOX ¢ nenbio 3amemsieHuss mporpeccupoBaHus 3a0o0JieBaHMS,
YMEHBIIICHUSI pPa3MEpOB TEUCHH W CEJIE3CHKH, perpecca wWiM craduwnm3anuu (uoposa TedYeHH,
yCTpaHEHUS JUCITUIHIESMAN, YMEHBIICHHUS HAaKOIUICHHUS S()UPOB XOJECTEpHUHA B OpraHax M TKaHIX
[21-25].

VYpoBeHb yOeAUTENIBHOCTH PeKOMeHAaIui B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2).

KommenTapun: Ilpemapatom mns 3T sBusercs cebenumnasza ambda**. B 1 mu pactBopa
COJIEPXKUTCS cedenumassl anbpa** 2 Mr. 3to pekoMOMHaHTHAs (OopMa YEITOBEUECKOM JTM30COMHOM
KHCJIOW JIMIa3bl, TPOU3BOJMMAs C HCIOJIb30BaHUEM TeXHoJorun pekomOunantorr JIHK B
KJIETOYHOM KylnbType KypuHoro sima. ®3T mnpeaHazHaueHa uisi BOCCTAHOBJICHHUS YpPOBHS
SH3UMATUYECKOM aKTUBHOCTH, IOCTATOYHOTO Ui TUAPOJIN3a HAKOIIJICHHBIX 3()MPOB X0JIeCTEpUHA U
JUIsl TIpEAOTBpAIlleHUs WX JaibHenmnero HakoruieHus. Ilocie BBemeHus cebenumnasza anbga™™
OBICTPO BBIBOJUTCS M3 CHUCTEMHOIO KpPOBOTOKAa M TMOTJIOIIAETCS KJIETKaMM, IOCTyNas B HUX
JIN30COMBI Yepe3 MaHH030-6-hochaTHbIE PEeLenTOpHI.

BBenenue mnpenapara OCYLIECTBISIETCS NapeHTEPalbHO B BUAEC BHYTPUBEHHBIX HHOY3UM.
BBenenue ocymiectisieTcs uepes nepudepruueckuii BEHO3HbIN KaTeTep (kaTerep nepudepruieckuii)
WU 4Yepe3 mopT-cucteMy (mopT WH(QY3MOHHBIN/MHBEKIIMOHHBIN, UMITIAHTHPYEMBIN***), KoTOpbIE
YCTAHABJIMBAIOTCS  COTJIACHO  METOJIMYECKUM  pyKoBojacTBaM "Benosusii  goctym, 2019
(https://msestra.ru/download/file.php?id=4763) ¢ ucrnoab30BaHHEM HEOOXOIMMBIX JICKAPCTBEHHBIX
cpencts. [lopT-cuctemsl ycranapnuBarotcs cornacHo Pacnopsoxenuto [IpaButensctBa Poccuiickoit
Oenepatn ot 31.12.2018 N 3053-p "OO yTBepX)ACHUM TMEpPEeUHsS MEIUIMHCKUX HU3JIEIHA,
UMIUIAHTUPYEMBIX B OpraHu3M 4YeJlOBEeKa IPU OKa3aHWU MEAULMHCKONW TOMOIIM B paMKax
MPOrpaMMbl TOCYAApCTBEHHBIX TapaHTHil OECIUIATHOTO OKa3aHUsl TpakJaHaM MEAUIMHCKON
MOMOIIH, a TaK)Ke MEPeYHs] MEIUIMHCKUX H3ENuil, OTIYCKaeMbIX MO pelenTaM Ha METUIIMHCKUE
W3JIeNHsl IPU MPEOCTaBICHIH Habopa COIMaNbHBIX yCIyr".

Jletsim crapiie 6 MecslleB U B3POCIBIM IpemnapaT BBOIAT M3 pacueTa | MI/KT Kaxkabie 2
Hegenu. PaspemieHo yBenwueHue A03bl A0 3 MI/KT 1 pa3 B 2 Helenu HUCXOJs U3 KIMHUYECKOTO
otBeta. HeoOxoauMelil 00beM mpenapaTta MeIJICHHO Pa3BOIAT B HY)KHOM 00beMe pacTBOpa HATPHS
xnmopunga** cormacHo Becy (mpuioxenue A3). Bech HeoOxomumblii 00BeM pacTBOpa CieayeT
BBOJUTH MPHUOIM3UTENHHO B TeueHHe 2 yacoB. [lpu Xopomiel MepeHOCHMOCTH Mpemnapara
MAlMEeHTOM, MOXeET OBITh PAacCMOTPEH MEpexoJ]l Ha mMpoBeneHue WHEY3UH B TeueHwe | yaca. B
Cllydae MOBBIMIEHUS J03bI ITUTETFHOCTh HH(Y3UU MOXKET ObITh YBETUYCHA.

Cnenyer oOpamaTh BHUMAaHUE Ha COONIOJICHUE WHTEPBAJIOB MEXIYy HWHOY3USIMU U
HEJOMYyCTUMOCTh TIEPEepPHIBOB B Tepanuu, T.K. HApYIICHHE DPEKHMMa JICUEHUS COMPOBOXKIACTCS
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IIOTEHLMAJIbHBIM PUCKOM YXYIUIEHUs COCTOSHUSA IMALMEHTa W IPOIPECCHPOBAHUS CHUMIITOMOB
BHOX.

Heo0x011M MOHUTOPHHT OCHOBHBIX [TaPaMETPOB TEUCHHUS 3a00JICBaHMUS.

[Tpu oGcnenoBanny cUOAMHIOB (OpaTheB U cecTep MpoOaHia) MOTYT OBITh BBISIBJICHBI JETH C
JUIKJI, He uMmeromue KIMHUYECKUX NposiBIeHUM. Takue naiueHTbl HyKAaloTcsl B 00CIeJOBaHUH 1
HaOJIIOICHNH, HAYMHATh HMX JIEYEHHWE HEOOXOJMMO NpPU TOSBICHHHM NEPBBIX KIMHUYECKUX HIIH
71a00paTOPHBIX CUMITOMOB OOJIC3HH.

- PexomennoBano mnaumentam ¢ BHOX mnpoBeneHue MeaukaMeHTO3HOH HpeMeIUKalUuu
AHTUTUCTaMUHHBIMU CpeaCcTBaMu CUCTEMHOI'O NercTBUsS n/unm HECTEPOUIHBIMU
MIPOTUBOBOCIAJIUTENIbHBIMU M IPOTUBOPEBMAaTUUYECKUMH IperaparaMu/penaparaMid  TPYIIIbI
Jpyrue aHaJbl€TUKH U aHTUIUMPETUKH COIVIACHO MHCTPYKIUHU MO NPUMEHEHHUIO JIEKAPCTBEHHBIX
IIpernapaToB IMpH MOSBICHUM MOOOYHBIX AJIEPTrUYECKUX peakuuil ¢ mnocieayromed uHpysuei
cebenmmasbl anbda** [21-25, 47, 48].

VpoBeHb yoeautenbHOCTH pekoMeHaaun C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

Kommenrtapuu: y nanuentos ¢ BHOX, nonydaromux ®3T, kak u npu B/B BBEJAEHUHU JIH0O0TO
Jpyroro OEJNKOBOIO Mpenapara, MOTYT pa3BUThCS MOOOYHBIE peakluu (JIUXopajaka, 03HOO, pBOTa,
KpanuBHUILIA, TSOKENble peaklMKU THIEepYyBCTBUTENBHOCTH AJIJIEPrUUYE€CKOr0 THUIA), IPOUCXOISIINE
BO BpeMs UHQY3UH WK B TeUeHHE JTHS rpoBeneHus nHGy3uu. [Ipu nosiineHnn moOOYHbBIX peakui
BO BpeMms/nociie HHQY3UH peKOMEHIyeTCsl COOTBETCTBYIOIIEE JICUEHUE, IIPH KOTOPOM HEOO0XOAUMO
CJIEIOBaTh COBPEMEHHBIM PEKOMEHJAIIHSIM.

3.2. CuMnroMaTu4deckoe JeuyeHue

Bxirouaer HazHaueHME JUETHl C OTPAHUYEHHBIM  COJEpPKAHUEM JKUPOB, JICUCHHE
COIYTCTBYIOIIECH MAaTOJIOTHH.

3.2.1. CumnromaTnuyeckoe JiedeHue npu uHpanTuabHoii ¢opme IJIKJI
(0os1e3um BosibmaHna)

- PekomenioBaHo manuenTaM ¢ bB HasHaueHHWe BUTAMHUHOB B CBSI3U C HEJOCTATOYHBIM HX
YCBOEHHEM M3 ITHIIH, 00YCIIOBICHHBIM HAPYIICHHEM KHIIEYHOTO BCACKIBAHMS Y YACTH MAIIUEHTOB C
BB ¢ nienbro BocmonneHus ux Aeduiura [15].

VpoBenb yoeautenbHoCcTH pekoMeHaun C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — D)

KoMMeHTapuu: Ui JHarHOCTHKHA THIIOBUTAMHHO3a M PAacCMOTPEHHs BOIPOCAa O
HEOOXOMMOCTH Ha3HAYEeHUs Tepalmuud HEoOXOauM MpueM (OCMOTp, KOHCYJbTAllMs) Bpada-
SHIOKPUHOJIOTa ¥/WJIM Bpaya-raCTpO3HTEPOIIOra U/WIH Bpada-ueTolIora.

- PexomennoBano manueHtam ¢ bB M HaanmouyeuHWKOBOI HENOCTATOYHOCTHIO MPOBEICHHE
3aMECTUTEIbHON Tepamuu IMpernapaTaMd TPYHIbl KOPTUKOCTEPOUIbl CHUCTEMHOTO JIEHCTBUS
(MUHEPaTOKOPTUKOU Bl W/UITU TIIFOKOKOPTUKOUIBI) COTJIACHO COOTBETCTBYIOIIUM PEKOMEHIAIUSIM
C IIEJIbI0 KOPPEKIIMU HAIMMOYCYHHUKOBOM HeocTatouHocTH [15].

VYpoBenb yoeautenbHoCTH pekoMenaaru C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

3.2.2. CuMnToMaTuyeckoe JiedeHHe TMPU O00JIe3HH HaKoMJeHuss 3(upoB
xosiectepura (BHIX)

- PekoMeH/10BaH pallMOH MUTAHMS CO CHHXKEHHBIM COJIep:kaHueM xupa narnuentam ¢ BHOX ¢
LEJIbI0 KOPPEKITUK qucaunuaemun [2, 15].
Yposens yoeaurenbHoCTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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Kommenrapuu: B P® npunsatel meroauyeckue pekomennmanuu MP 2.3.1.2432-08 Hopwsbl
(GU3MOIOTHYECKUX MOTPEOHOCTEH B SHEPrMM W THIIEBBIX BEUIECTBAX U PA3JIUYHBIX TPYII
Hacenenusi Poccuiickoit @enepauuu. Jlomyckaercs orpaHudeHue B pauuoHe xkupoB 10 30% ot
HHEPTeTUYECKOI IIEHHOCTH CYTOYHOTO parroHa. [0 HACHIIIEHHBIX, MOHO- M MOJMHACHIIIEHHBIX
KUPOB JIOJDKHBI OBITh paBHBIMH. MaKCHMalbHO JOIMYCTUMOE KoimyecTBO XousiectepuHa — 300
MTI/CYT, BO3MOXHO ero cHrmkenue mo 200 wmr/cyr. YpoBeHb Oeika JOJDKEH COOTBETCTBOBATH
(GU3NOJIOTHYECKO HOpPME NOTPEOJIEHUS B 3aBUCHMOCTH OT BO3pacTa C YBEIHMUYEHHEM JOJH
pacTuTeNnbHBIX OenkoB. PekoMeHIyeMoe COOTHOUICHHE pPACTUTENBHBIX W JKUBOTHBIX OEIIKOB
cootBercTBYeT 1:1. M3 %UBOTHBIX OENKOB CieqyeT OTJaBaTh INpeanodyreHue poioe. Heobxoaumo
OTPaHUYCHHUE JIETKOYCBOSIEMBIX YIJIEBOJOB M YBEIMUYEHHE CJIOKHBIX YIIIEBOJOB M PACTHTEIBHOM
KieTyaTku. B memom, goms yriaeBodoB oJpkHA cocTaBisaTh 50-60% OT sHEpreTuyecKon 1eHHOCTH
pammona. 3 aux 7-10% — Ha 10110 JIETKOYCBOSIEMBIX.

- PexomengoBano narpienTam ¢ BHOX HazHaueHrne BUTAMUHOB B CBSI3U C HEJIOCTATOUHBIM UX
YCBOEHHEM, OOYCIIOBJIICHHBIM HapYIIEHWEM KHIIEYHOTO BCACHIBAHMS, C IEIbI0 KOPPEKIMH HX
nedwurmra [15].

Yposens yoeaurenbHoCTH pekoMenaaiuu C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTapun: it  JWarHOCTMKM TUIIOBHUTAMHHO3a M PAacCMOTPEHHS BOIpoca O
HEOOXOIMMOCTH Ha3HA4YeHHs] Tepanmuu HeoOXoauM mpueM (OCcMOTp, KOHCYJIbTallMs) Bpaua-
SH/I0KPUHOJIOTA W/WIIM Bpadya-racTpO3HTEPOJIOra U/Uilu Bpada-AueToIora.

3.3 Xupypruueckoe JjieueHue

3.3.1. Xwupypruueckoe Jiedenue npu uHpaHTUIbLHOI dopme JIJIKJI
(0os1e3um Bosibmana)

- Pexomennyercst manuentam ¢ bB Ha cTaguu 1eKOMIIEHCHPOBAHHOIO UPPO3a MEYEHU, NPU
HEBO3MOXKHOCTH HJIM HEAI(P(PEKTUBHOCTH MPOBEACHUS MAaTOTEHETHYECKON Tepanmuu pacCMOTPETh
BOIPOC O MPOBEICHUH TPAHCIUIAHTAIMK TieueHu [15].

YpoBenb yoeaurensHocTH pekomMeHaanuu C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB )

Kommenrtapuu: TpaHcmiiaHTanusi HEYeHHW TaKXKe AacCOLMMPOBAHA C BBICOKMM PHUCKOM
OCJIO’)KHEHUH U HE OKa3bIBaeT BIMSHMS Ha CUCTEMHBIE MPOsBIICHUS 3a00eBanus. TpaHCIIaHTaluUs
MeYeHH He OCTaHaBIUBaeT mporpeccuto bB u nopaxenue npyrux opranoB-munieHeir. Kpome toro,
HeJb3s UCKIIIOUUTh PUCK MOBPEXKICHUS TPAHCILUIAHTUPOBAHHOM MeueHH, Tak kak ypoBeHb JIKJI mo-
MIPEKHEMY OCTACTCSI HU3KUM.

- He pekomenoBano namuentaM ¢ bB nposenenue TI'CK B kauecTBe nepBoii JIMHUU TEpANUU
[44].

VYpoBenb yoeaurensHoCTH pekoMeHaanuu C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — D

Kommenrapuii: Hebombioe 4ucio KIMHMYECKUX CIy4aeB, NOCTYIHBIX JUIS aHaius3a, He
MO3BOJISIET CJIENIaTh OJHO3HAYHOTO BbIBOJA 00 3((EeKTUBHOCTH M 0€30MacHOCTU JaHHOW TEparvu.
Kpowme toro, npoueaypa TI'CK acconuupoBaHa ¢ BBICOKUM PUCKOM PAa3BUTHUSI OCIOKHEHUH, TaKUX,
HarpuMep, Kak OTTOP)KEHUE TPAHCIUIAHTATA, PEaklMs "TPaHCIIaHTAT MPOTUB XO35iMHA" U Apyrue
nocronepanvonubie ocioxxkHeHus. B cBs3u ¢ stum TI'CK He pekoMeHIoBaHAa Kak pyTHHHas
TeparneBTHYeCKast oM i manuentos ¢ BB [33-36].

IIpumeuanue.
HymMmepanust HOAIYHKTOB JaHAa B COOTBETCTBUH C O(DUIIHAIEHBIM TEKCTOM JIOKYMEHTA.
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3.2.2. Xupypruyeckoe JedyeHue TMpUH 00JIe3HH HaKOIUIeHUsI 3(PupoB
xosiecrepuHa (BHIX), ¢ nedroTom B BO3pacre crapiie 6 mecsiues

- Pexomenpayercs nmanuentam ¢ BHOX Ha ctagum neKOMIEHCHPOBAHHOTO LUPPO3a MEYEHH,
IpU  HEBO3MOXKHOCTH WM  HEed(P(HEKTUBHOCTM TPOBEJCHUS MATOTEHETHYECKOW  Tepanuu
paccMOTpETh BOIIPOC O MPOBEACHUHU TpaHCILIaHTaluK redenu [15, 29, 38].

VYposens yoeaurenbHocTH pekoMeHaauu C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIBCTB 5)

Kommenrtapuu: TpaHcmiiaHTanusi HEYEHHW TaKXKE AacCOLMHMPOBAHA C BBICOKUM PHUCKOM
OCJIO’)KHEHUM U HE OKa3bIBAaeT BJIMSHMS Ha CUCTEMHBIE ITPOsBIICHUS 3a0o0seBanud. TpaHCcIIaHTalus
IeYeHU He ocTaHaBiuBaeT nporpeccutro BHOX u nopaxenue apyrux opraHos-muieHeil. Kpome
TOTO, HENb3sl HCKIIOYUTH PHUCK HMOBPEXKACHUS TPAHCIUIAHTUPOBAHHOM IEYEHHU, TaK KaK YpOBEHb
JIKJI mo-tipexxaeMy octaetcst Huzkum. [30-32, 38].

3.4. ITaaauaTuBHAA MOMOIIb

[TannuaruBHas nomompe namueHTaM ¢ JJIKJI oka3zpiBaeTcss Ha OCHOBAaHUHA COOTBETCTBYIOIIUX
HOPMATHBHBIX TOKYMEHTOB (cM. [Ipunoxenue A3).

4. MequuuHckass  peadWwiMTalUs, MeIUIHUHCKHE  TOKA3aHUA U
NMPOTHBONOKA3aHUA K NIPMMEHEHUI0 METOA0B peaduInTaunu

[MTammentam ¢ JJIKJI (BB, BH3X) m uneHam ux ceMeil HEOOXOAMMBI KOHCYJIbTAIIMH
MICUXO0JIOTa/MEAUIIMHCKOTO  TICUXO0JIOTa, TOCKOJbKY 3a0ojeBaHHEe HOCUT MPOrPEeCcCUPYIOUIUit
XapakTep, HYKHO NOMOYb MAIMEHTY 'MPHUHATH" IUArHo3, aJanTHPOBAaTh €ro K XWU3HU A
MaKCUMAaJbHOM peanu3alid ero CrnocoOHOCTH K OOYyYEeHHI0 MU CaMOCTOSITENIBHOM JKU3HH B
nanpHelmem [15].

5. llpopuaakTuka M AUCHAHCEPHOE HAOJII0eHUe, MeIUINHCKUE MMOKA3AHUSA
U IPOTUBONOKA3AHUSA K IPUMEHECHUI0 METOA0B NPOPUIAKTHKHA

5.1. Ilpopunakruka

- Pexomenayercst KoHCyabTalUs Bpadya-TeHETHKa rocie ycranoBneHus nuarHos3a JIJIKJT (BB,
BbHOX) mnauumenty w/unu ero OQHUUMAIBHBIM IPEICTABUTENSAM, C 1LEJIbl0 Ppa3bsACHEHUN
TeHEeTUYECKOTO PHCKA, OOCYXKIEHHS BO3MOXKHOCTEH MPEHATATbHON M MPEUMIUIAHTALIMOHHON
auarHocTuku [15].

VpoBeHb yoeautenbHOCTH pekoMenaanuu C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 5).

Kommenrapuii: Cembsim ¢ gerbmu ¢ JJIKJI (BB u BHDX) pexkomenayercss Memuko-
F€HETUYECKOE KOHCYJIbTUPOBAHKE C LENbIO ONPEAEICHUsI T€HETUYECKOro pucka. Kak u npu apyrux
ayTocOMHO-penieccuBHbIX 3aboneBanusx, npu JJIKJI (BB, BHOX) mis kaxiaoil 6epeMeHHOCTH
pUCK poxaeHus peGeHka cocraBiseT 25%. B cembsx, rae ects pedeHok c¢ JIJIKJI, Bo3mMoxHO
IIPOBEJICHUE TNIPEHATAJIbHOM W NPEUMIUIAHTALlMOHHOW JUAarHoCTHKHW. /[l »3Toro poaurenein
HE00X0/IMMO HAlpaBUTh B CIELHMAIM3UPOBAHHbIE JUArHOCTHUYECKHE JTa0OpaTOPHHU U MEIUIIMHCKUE
LIEHTPBI.

IIpenatanbHas quarnoctuxa JJIKJI

- Pexomenmyercss mpoBeleHHE MNpEHATATbHOW JHATHOCTHKH JUISL JFOOOW MOCIEAYIOIIeH
OEpEMEHHOCTH B CEMbSIX, OTATOIICHHBIX X0Tsa Obl oHuM ciaydaeM JJIKJI (BB, BHOX), Ho B ciydae
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nerkux (Gopm OOJIe3HH, pelIeHHe O €€ MPOBEICHUU IOJDKHO OBITh HMPUHATO MOCIE MOIPOOHOTO
00CYXJICHHS ¢ CeMbeii BceX puckoB [15].
VYpoBeHb yoeauTenbHoCTH pekoMeHaanuu C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).
KommenTapuii: npeHaranpHas AUArHOCTUKA MPOBOJAUTCS MOJEKYJISAPHO-TEHETUYECKUMU WU
OMOXMMHYECKUMH MeToJamu, myrem wuccienoBanus JIHK, BeigeneHHoi w3 Ouonrata BOPCHUH
xopuoHa Ha 9-11 Henmene OEpeMEHHOCTH W/WIIN KIIETOK aMHHUOTUYICCKOW JKUKOCTH, TII0JHOU KPOBU
Ha 20-22 "Henene OEpeMEHHOCTH.

5.2. lucnancepHoe HA0JI0IeHUE

5.2.1. lucnancepHoe Had.a101eHNe y nanueHToB ¢ bB

- PexomenmoBan aHaiu3 KpoBu Omoxumuueckuit oOmierepaneBtudeckuit (McciaenoBanue
YPOBHSI XOJIECTEpUHA JUTIOMPOTEHHOB BBICOKOW TIJIOTHOCTH, ajdbOyMHHa, OO0mIero OuianpyoOuHa,
OmMpyOrHA CBSA3aHHOTO (KOHBIOTMPOBAHHOTO), OMIIMPYOUHA CBOOOTHOTO (HEKOHBIOTUPOBAHHOTO),
TPUTIUIEPUIOB, XOJECTePUHA, XOJIECTEPUHA JIMIIOTIPOTCHHOB HU3KOW TUIOTHOCTH B KPOBH,
ompejiefieHue aKTUBHOCTHU aclapTaTaMUHOTpaHcdepasbl, alaHMHaMHUHOTpaHc(epassl B KpPOBH,
raMMma-rJIIoTaMIITpancdepasbl B KpOBH) TammeHTaM ¢ bB B mpormecce JTUHaAMHYECKOTO
HaOJIOIEHUS JUTsl ompeesieHus] (yHKIIMOHATBLHOTO COCTOSTHUSI TICUSHH, KOTOpasi SBISETCS OJTHUM
U3 OpraHoB-MuiiieHe pu BB, u BbIsIBICHUS AUCTUIHIEMUH B KpoBH. [15, 16].

Yposens yoeaurenbHoCTH pekoMenaaiuu C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMeHTapum: i manueHToB ¢ bB XapakTepHO 3HAYMTETHHOE TIOBBIIICHUE AKTUBHOCTU
tpancamuna3 (AJIT, ACT), rumepxojecTepuHeMHs, TUNCPOMITUPYOHMHEMUsS, BO3MOXHA
TUNIEpTpUrIMLEpUuIeMus; yBenndenue kKoHueHtpauuu JIIIHII, y MHOrmX nanmueHTOB CHUKEHO
kosmuecTBO JIIIBII B kpoBu. [Ipu ananmse anoJMIonpoTeMHOrpaMMbl Y OOJIBIIIMHCTBA MAIIIEHTOB
BBISIBIIIIOT OBBINIEHUE YPOBHS 0CHOBHOTO anosunonporenHa JIITHIT — anonunonporenna B.

YuuThiBasi KpaifHIO PEAKOCTh BeTpedaeMocT bB, panHuii 1e0r0T, MO3IHIOK JUArHOCTUKY U
TSKENO€ TeueHue OOJIe3HH JOCTOBEPHBIX [aHHBIX O HEOOXOJAMMON YacToTe MpPOBEACHUS
UCCIIEIOBAaHUS  HET. YacrotTa  wuccienoBaHHMs — aHaiuu3a  KPOBH OMOXHMUYECKOTO
o0LIeTepaneBTUYeCKOro TUKTYETCs COCTOSHUEM MallueHTa.

B nunamuke — mpoBOJSAT  OmpejAereHHe — aKTHMBHOCTUM  ajJaHMHAMUHOTpaHc(epasbl,
acrapraTaMuHOTpaHc(epa3bl B KPOBH, MCCICIOBAHUE YPOBHS 00IIero OumupyonHa, OMianMpyonHa
CBS3aHHOTO  (KOHBIOTUPOBAHHOTO), XOJIECTEpPHUHA, XOJIECTEPUHA JIUIOMPOTEHMHOB  HHU3KOM
IUIOTHOCTH, XOJIECTEPUHA JIUIIONPOTEHMHOB BBICOKOM IUIOTHOCTH, TPUIIIMLIEPUAOB B KpOBU (HE
MeHee 1 pa3a B mecsIr).

- Pexomennyercs BceM manumeHTaM ¢ bB B JMHaMHKE TpPOBEICHUE KOAryJaorpaMMbl
(OPHEHTHPOBOYHOTO HCCIICJOBAHUS CUCTEMbI TE€MOCTa3a), OIpPEleIEHUe MPOTPOMOUHOBOTO
(TPOMOOIUTACTUHOBOT0) BPEMEHHM B KPOBHM HJIM B IUIA3ME, MEXIYHAPOTHOTO HOPMAIN30BAHHOTO
otHomenuss (MHO), akTUBHpPOBaHHOTO YacTUYHOrO TpomOoruiacTuHOBOro BpeMeHu (AUTB) c
IIEJTbI0 CBOCBPEMEHHOTO BBISIBIICHHS HapyiieHni remoctasa. [10, 37, 45].

VYpoBenb yoeautenbHoCTH pekoMenaaiu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMmMeHTapuii: mpu HEOOXOAWMOCTH TaK >K€ OINPEAesSiOT TPOMOMHOBOE BpeMsi B KPOBH,
uccienoBaHue ypoBHs GpuOpuHOTeHa B KpoBU. JlaHHBIE MOKa3aTeNu MO3BOJSIOT KOHTPOJIUPOBATH
CUHTETHUYECKYIO (DYHKITUIO MTEYSHH, BBISBISATH CHHIPOM MEYEHOYHO-KJIETOUYHON HEIOCTATOYHOCTH U
CBOEBPEMEHHO MPEIYNPEXkIaTh OCIOKHECHUS, CBSI3aHHBIC C HApPYIIEHUEM remocTasa [49].

- PexomennoBano mpoBeneHHe yiabTpa3zBykoBoro uccienoanus (Y3U) OpromHoil monoctu
(YabpTpa3ByKOBOE MCCIIEJOBAHUE OPraHOB OPIOLIHOM IMOJIOCTH (KOMIUIEKCHOE)) M 3a0pIOMINHHOTO
IpOCTpaHCTBA (B T.4., YIBTPa3BYKOBOE HCCIEIOBAaHME HAANOYEUYHUKOB), a Takxke JlyriekcHoe
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CKaHMpPOBAHUE COCYAOB meyeHu (JlymiexkcHoe CKaHMpOBaHUE COCYJIOB IeMaTOOMIMAPHOUN 30HBI),
JIyIIeKCHOE CKaHMPOBAHUE COCYIOB CEJIE3€HKM BCEM nauuMeHram ¢ bB ¢ w1enpro KOHTPOJIA
COCTOSTHHSI BHYTPEHHUX opraHoB [2, 9, 13, 15].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuu C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapun: Y3U OpriomHO# MOJIOCTH TO3BOJSIIOT ONPEACTUTH pa3Mepbl MEUYEHH H
CeJIe3€HKH, OTIPEICNIUTh JUAMETP BOPOTHOM U CEIe3eHOYHON BEH, HAIMUME CTearo3a, Gudposa uim
LUppo3a NEUYEHHU, KalblIU(PUKATOB HAIOYEUHHUKOB.

Yacrora mpOBENEHHS YIbTPa3BYKOBOTO HCCICJOBAHUS OPraHOB OpIOMIHOW IIOJIOCTH
(KOMIUIEKCHOTO) M 3a0pIOMIMHHOTO NPOCTpaHCTBAa (B T.4., YJIbTPa3BYKOBOIO HCCJIEIOBaHUE
HAJMOYEYHHUKOB) AUKTYETCS] COCTOSIHUEM IallMEHTa, HO YacTOTa HE MeHee | pasa B Mecs)

- PexomennoBano mnamueHtam ¢ bB npu HanuuuMyM NpU3HAKOB NOPTAIbHOW THIEPTEH3UHU
npoBegieHne a30paroracrpoayoaenockonuu (I JIC) mns OUEHKH COCTOSIHMS BEH TMHINEBOJA U
xenynka [15].

VYposenb yoeaurenbHOCTH pekoMeraaiui C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5).

Kommenrtapuu: mnposenenue OI'JIC y mnauueHToB ¢ (GUOpO30M MEUYEHH, MpPU3HAKAMU
MOPTAJbHONW THUIEPTEH3UH HEOOXOAMMO Ul OLEHKM CTENEeHM BapUKO3HOTO pACHIMpPEHUs BEH
MUIIEBO/Ia U YTPO3bl KPOBOTEUEHUSI.

- Pexomenayercs B BeaeHuM manueHToB ¢ BB Ha Bcex a3ramax uMCHOJIb30BaTh
MYJIbTHAUNCIMILTHHAPHBIA TI0JIX0J] BBHY TOTO, YTO 3a00JIeBaHUE XapaKTEPHU3YeTCs MOPaKECHUEM
MHOTHX OpPraHOB W CHCTEM, TpeOyeT KOMIUIEKCHOW Teparvu, YTO JUKTYeT HEOOXOJIMMOCTh
COBMECTHOTI'O BEJICHHS MAIMCHTA CIIEIHAIMCTaMK pa3HbIX mpoduieii [ 39, 42, 15].

Yposens yoeaurenbHocTH pekoMeHaanuu C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTapwii: mannenToB ¢ bB Habmrogaer Bpau-racTposHTEPOJIOT W/WIH Bpad-nieAnarp (He
pexxe 1 paza B Mmecsl), a TakKe Bpay-T€HETUK, HE0OXOauMa KOHCYIbTAllUsS Bpauya-IHeTosiora C
LEeTBI0  HA3HAUYCHHUS  HUBKOKUPOBOW  JUETHI, KOppeKIuH  ManpabcopOmuu  (mombop
CHEIMATM3UPOBAHHON JIMEThl C OTpPaHHMYEHUEM IKUBOTHBIX JKHPOB, a B psJie CUTyalUd U
MapeHTepalibHOr0 NHUTaHus.) [2, 15], KOHCyNnbTalusg Bpaya-KapuoJora IeTCKOTO C LEbI0 OLIEHKH
HapyIIeHUH CepJIeYHO-COCYIMCTON cucteMmbl U Tepanuu [2, 13, 15, 20, 26], Bpaua — HeBpoJiora ¢
eSO OIICHKU HapyIICHU# HepBHOW cucteMmbl [14], KOHCyIbTallUs Bpaya-TPaHCILIAHTOJOIA MPH
HAJIMYUU TIOKa3aHUMl [ TMpPOBEACHUA TpAaHCIUIAHTAIMM TMEYeHH. B KU3Heyrpoxarommx
COCTOSIHUSIX HEOOXO0IMMO ydacTHe Bpaya-aHeCTe3M0JI0ra-peaHuMaTosIora.

5.2.2. JlucnancepHoe Ha0 10eHue y nanmueHToB ¢ BHIOX

- Pexomenmyercst mpoBezeHue oOmero (KIMHUYECKOTO) aHalIn3a KPOBHU, pPa3BEPHYTOTO BCEM
nanuentam ¢ BHOX B nuHamuke, B cpeqHeM, He pexe 1 pa3a B 6 MecsLEB C LENbIO BBISIBICHUS
aHeMMH, JIeiiKoreHuu, Tpomobonuronenun [9, 13, 15].

VpoBeHb yoeauTenbHOCTH pekoMeHaanuu C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

Kommenrapun: B pamkax oOmero (KIMHHYECKOro) aHajlu3a KpOBU Pa3BEPHYTOTO
HEOOXO/JMMO: HCCIEIOBAaHME YPOBHSA OOLIEro TIeMOrjJo0MHA, 3PUTPOLUTOB, JICHKOLUTOB,
TPOMOOIIUTOB B KpOBH, AU depeHInpoBaHHbII MOACYET JeHKOUUTOB (JeiikonuTapHas (opmyrna),
IPOCMOTP Ma3ka KpOBH Ul aHajiu3a aHOMalud MOpP(OJIOTHH SPUTPOLUTOB, TPOMOOIMTOB MU
JIEMKOLIUTOB, OIpe/eJIeHHe IIBETOBOIO IOKa3aTess, OMNpEeNeHUEe pa3MepoB 3PUTPOLUTOB,
HCCIIeIOBAaHUE CKOPOCTH OCelaHus 3pUTpouuToB. [laTorenernueckue MexaHu3Mbl (OPMHPOBAHUS
aHEeMUHU U TPOMOOLMTONIEHUH HE JI0 KOHIIA n3ydeHbl. OTHUM U3 BO3MOXKHBIX MEXaHU3MOB SIBJISETCS
HaKoIUJIeHHE 3(HPOB XOJECTEPHHA U TPHUIVIMLEPUIOB B KIETKaX MakpogaraibHO-MOHOLIUTAPHOU
cucreMbl. KpoMme TOro, aneMusi MOKeT UMETh KaK aJIMMEHTApHBIN Je(QUUUTHBIN XapakTep, Tak U
ABIIATBCSL ~ CIEICTBHEM  THMEpCIUieHH3Ma.  TpoMOOLMTONEHUs  SBISETCS  CIEJICTBHEM
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THIEPCILICHU3MA TpU (POPMUPOBAHUM TOPTAIBHOM THIIEPTEH3UH, HAPSALY C 3TUM ONHMCAHBI CIIydau
BTOPUYHOTO reMO(arouTapHoOro JMMQPOruCTUOLUTO3A.

- PexomeHi0BaH aHaM3 KPOBH OMOXMMHUYECKUI OOIIETEpaneBTHUECKHI BCEM MAalMEHTaM C
BHOX B mporiecce [uHAMHUYECKOTO HAOMIOACHUS, B CPEAHEM, KaXkAble 3-6 MecC. JUIsl ONpEeaeICHHs
(YHKIMOHATBHOTO COCTOSIHHS II€YEHHU, KOTOpas SBJSIETCS OJHUM W3 OPraHOB-MHIICHEW MpU
JUIKJI, m omnpeneneHuss AUCIUNHAIEMHN B KpoBU. IIpoBomsaT ompeneneHue akTUBHOCTH
allaHMHaMUHOTpaHc(epaspl, acmapraTaMUHOTpaHC(epas3bl, TaMMa-TIOTaMIITpaHc(epassl B
KpOBH, ILIENOYHOM (ocdarazbl B KpOBU, MCCIEAOBAHUE YPOBHs oOuiero OuianpyOuMHa B KpOBH,
OunupyOMHa  CBS3aHHOTO  (KOHBIOTMPOBAHHOTO), XOJECTEPHHA B  KPOBH, XOJECTEpUHA
JUNONPOTEUHOB BBICOKOM IUIOTHOCTH, XOJIECTEpHUHA JIMIIONPOTEMHOB HM3KOM IJIOTHOCTH,
TPHUTIIUIIEPHUIOB B KPOBH, albOyMHHOB B KpoBu. [15, 16, 38].

Yposens yoeaurenbHOCTH pekoMenaaiui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: y OonpmmHcTBa marueHToB ¢ BHOX BBIABISAIOT MOBBIINICHHE aKTHBHOCTH
tpancamuHas (AJIT, ACT), runepxojecTepuHEMHIO, TUNEPTPUTIULEPUIEMHUIO; YBEIMUEHUE
koHueHtpamu JIITHII, y MmHOrMx manuentoB cHmkeHo kosmmuectBO JITIBII B kpoBu. Ilpu ananusze
aIOJUIIONTPOTENHOTPAMMBI BBISIBJISIIOT MOBBIIEHHE YPOBHSI OCHOBHOTO anosmnonporenHa JIITHIT —
anoJsiMnornporenHa B.

- PexomennoBano Bcem marmmeHtam ¢ BHOX B mporecce nuHaMUuecKoro HaOIOACHWS,
©XKEeTroJIHO, MPOBEJICHUE KOAryIorpaMMbl (OpUEHTHPOBOYHOTO MCCIICIOBAHUS CHCTEMBI TEMOCTA3a):
omnpeneseHue MPOTPOMOMHOBOTO (TPOMOOIIJIACTHHOBOTO) BPEMEHH B KPOBH WJIM B IUla3Me W
MEXIyHapOJaHOTO HOopMann3oBaHHOro oTHomeHuss (MHQO), akTUBHPOBAaHHOTO YaCTHYHOTO
TpomboriacTuHoBOr0 BpeMeHn (AUTB) ¢ 1menpio CBOEBPEMEHHOTO BBISBICHUS HApPYIICHUM
remoctasa [10, 38, 49].

Yposens yoeaurenbHoCTH pekoMeraaui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KomMeHnTapuii: npu HEOOXOAWMOCTH TaK JK€ OINpPEAesSioT TPOMOMHOBOE BpeMsi B KPOBH,
uccienoBaHue ypoBHs GuOpHHOreHa B KpoBU. JlaHHBIE MOKa3aTeNu MO3BOJISIOT KOHTPOJIUPOBATH
CUHTETHYECKYIO (DYHKIIUIO MIEYEHHU, BBISBJISATH CHHAPOM IIE€UYEHOYHO-KJIETOUYHOIN HEIOCTATOUHOCTH U
CBOEBPEMCHHO MPEAYIPEkIaTh OCIOKHEHHS, CBSI3aHHBIC ¢ HapyIlleHHeM remoctasa [49].

- PekoMeH1I0BaHO TIPOBEICHHE YIbTPa3BYKoOBoro uccienaoBanus (Y3M) OpromiHo#M MOJOCTH
(YpTpa3ByKOBOE HCCIICIOBAHHWE OPraHOB OPIONTHOM MOJOCTH (KOMIUJIEKCHOE)) U 3a0pIOITUHHOTO
MIPOCTPAHCTBA, a Takxke [lymiekcHoe ckaHupoBaHUE cOCyAOB neyeHH (JlymiekcHoe CKaHupOBaHUE
COCY/IOB TenaroOnIuapHod 30HbBI), JlyIJIeKCHOE CKaHUPOBAHUE COCYJOB CEIIE3€HKH BCEM
nanueHTam ¢ BHOX ¢ nenpio AuHaMUYecKoro KOHTPOJIS COCTOSIHUS BHYTPEHHUX OpraHos [2, 9, 13,
15].

VYpoBenb yoeautenbHocTH pekoMmenaaiuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapun: Y3U neueHu U cene3eHKH MO3BOJISIIOT BBISIBUTH YBEIMYEHUE MEYCHU U PEXe
CeJIe3eHKH, HalIM4YKe cTeatosa, pudposa uiu nuppo3a neueHu. Y 3U 3a0promnHHOTrO IpoCTPaHCTBa,
B T.4., Y3/ HaJaMoO4YeuyHHWKOB MOKET BBISIBUTH KalbLHU(HUKATHl HAAMOYECYHHKOB (y MAIIMEHTOB C
BHDX — kpaiine penko, He 6onee 5%).

- PexomennoBano mamuentam ¢ BHOX mnpoBeneHne MarHUTHO-pE30HAHCHOW TOoMOrpaduu
(MPT) opraHoB OproLIHON MOJOCTH U 3MacTorpaguu MedeHu (3JaCTOMETPHUM IEYEHHU) C LENbIO
KOHTPOJIsSI COCTOSIHUSI ieueHu mpu nposeaennn O3T [21-26, 38].

VpoBeHb yoeautenbHOCTH pekoMeHaiuu C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMmeHTapuu: Ui OIIEHKH CTENEHH BBIPAKEHHOCTH )XKMPOBOMl auctpodun nedenu (mo MPT)
HeoOXxoauMo Juis mocnenytomero KoHTpois 3¢pdextuBHoctH P3T. Yacrora ucciaenoBaHuil B
cpenneM: MPT opranos OpromHoi nojgoct — 1 p/rof, anactorpaduu neuenu — 1 p/6 mec.
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- PexomennoBano nanuentam ¢ BHOX mpoBenenue 330daroractpoayoaenockonuu (D1 C)
MpY HAJIMYUHM MPU3HAKOB TMOPTATHHON TUIEPTCH3MH, XKano0 Ha OO B KMBOTE WM HAJIHYUC
CONYTCTBYIOIIEH TacTPOIHTEPOJOTUYECKON TIMATOJIOTMU C LEIbI0 OLIEHKHM COCTOSIHUS BEPXHUX
otneno JKKT [15].

VYpoBeHb yoeauTenbHoCTH pekoMenaanu C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrapun: mnposenenue DI JIC y manmueHTOB ¢ (GUOpPO30M IEUCHH, MPU3HAKAMU
MOPTAJILHONW THUNEPTEH3UM HEOOXOAMMO MJiA OLEHKH CTENEHUW BaPUKO3HOTO PACIIMPEHUS] BEH
MUIIEBO/IA U YTPO3bl KPOBOTCUCHHS

- PexomennoBano manmentam ¢ BHOX perucrpanus snekrpokapauorpadum (IKI),
npoBeaeHue sxokapauorpaduu (3XOKI) nmst o1eHKH COCTOSIHHS CEPACYHO-COCYTUCTON CUCTEMBI,
B cpeiHeM, Kaxpie 1-2 rona [2, 38].

Yposens yoeaurenbHOCTH pekoMenaaiui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapwii:

[Ipn Hamuuuu apuTMUM HEOOXOJAWMO NPOBEAEHHE CYTOYHOro MoHuTopupoBaHus OKI'
(XonTepoBCckO€ MOHUTOPUPOBAHHUE), MO TMOKa3aHUAM — cTpecc-Tecta (DnekTpokapauorpadus c
¢busznyeckoil Harpy3koil) B COOTBETCTBHM C PEKOMEHJALUSMU IO BEICHUIO TMAIleHTOB C
aTEepPOCKIIEPO30M U apUTMHUEH.

- Pexomenpyercs mnpm BeaeHum mnanmeHToB ¢ bHOX Ha Bcex 3Tamax HMCHoJsib30BaTh
MYJIbTHAUNCIMILTHHAPHBIA TI0JIX0J] BBHY TOTO, YTO 3a00JIeBaHUE XapaKTEPHU3YeTCs MOPaKECHUEM
MHOTHX OpPraHOB W CHCTEM, TpeOyeT KOMIUIEKCHOW Teparvu, YTO JUKTYeT HEOOXOJIMMOCTh
COBMECTHOI'O BEJICHUS MAlMEHTa CIECIUAINCTaMK pa3HbIX podueii [15, 38, 39, 42].

Yposens yoeaurenbHoCTH pekoMenaaui C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapwmii: manmmerroB ¢ BHOX naOmromaer Bpad-racTpodHTEPOJIOT, Bpad-TeparneBT (B
JIETCKOM TpaKTUKE Bpay-lieauaTp), a TakkKe Bpad-TeHETHK, HeoOXoauma KOHCYNIbTalldsi Bpaya-
JIMETOJIora C EeNbl0 Ha3HAuYeHUs HU3KOKHPOBOW AHETHI (I0J00p CHEelHaTU3MPOBAHHON TUETHI C
OTpaHWYEHUEM >KMBOTHBIX JKHPOB) [2, 15], KOHCynbTamus Bpava-Kapauojora (Bpada-Kapauosora
JIETCKOT0) C LENbI0 OLEHKUM HAPYHICHHH CeplIeYHO-COCYAMCTON CHCTEMBl U Tepamnuu (OlLEeHKa
COCYIUCTOTO PHUCKa, Ha3HAYCHHE JICUCHHUS], IEPBUYHO U B MOCIEAYIOIIEM Kaxable 6 MmecseB) |2,
13, 15, 20, 26], xoHCyabTallusg Bpada-TPAHCIUIAHTOJIOTAa TIPH HAJIMYMUA TOKA3aHUA IS
TpaHCIUIAaHTAlMM TedeHu. [lpu HaaMuuu HEBPOJIOTMYECKHX HApYIICHWN: KOHCYJIbTAlUsl Bpadya-
HeBpoJiora (NMEpPBUYHO M Jaliee €XKEeroJHo). B KU3HEyrpokaromuX COCTOSHUAX HEOOXOIUMO
ydacTue Bpauya-aHecTe3nojora-peanumarosora. [lepBuuHble U MOBTOPHBIE KOHCYJIbTAIlMM Bpadei
MHBIX CHEIHAIBLHOCTEH, a TakyKe MEAUIIMHCKOTO MICUX0JI0ra oKa3aHsbl nanyueHTam ¢ bB, umeronum
HapyleHus QyHKIUN APYTUX OPraHOB U CHUCTEM.

6. Opranuszanus okazaHusi MeIMIUHCKOM MOMOLIH

IToka3zaHus A4 IJIAHOBOM rOCHUTAJIN3ALNUN:

- TMPOBEACHUE JUATHOCTUKU W IJIeYeHHsI, TPEOYIOUIIUX KpPYTJIOCYTOYHOTO MEIUIIMHCKOTO
HaOJII0ICHMS

- COCTOsIHUE, TpeOyrolee AaKTUBHOTO JIEYEHHS W KPYTJIOCYTOUYHOTO METUIIMHCKOTO
HaOJII0ICHMS

- COCTOSIHME, TpeOyrolee MPOBEACHHS BHICOKOTEXHOJIOTUYHBIX METOJIOB JICYCHHUS,

- OTCYTCTBHE BO3MOXKHOCTH oOecrieueHust @3T B aMOynaTOpHBIX U CTAlIMOHAP 3aMEMIAFOIINX
YCTIOBUSIX;

- HEOOXOJMMOCTHh TMPOBEJIEHUS PA3NUYHBIX BUJOB OKCIEPTH3 WIM OOCIEeTOBaHUS B
MEJUIIMHCKOW OpraHU3alliu MPU HEBO3MOXKHOCTH TPOBEICHHS MX B aMOyJaTOPHBIX YCIOBHSIX,
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TPeOYIOIKUX TUHAMUYECKOT0 HAOMIOAeHHS (B TOM Yncie 0(OpMIICHHE 3aKIIIOUeHUsT QeIepaTbHOTO
KOHCHJINYMaA).

IToxa3aHus QUi IKCTPEHHON IOCIIMTATU3ALMHU:

- OCTpBbIe 3a00JICBaHNS;

- 000CTpeHHs XPOHUUECKUX OOJIC3HEH;

- OTpaBJEHMSI U TPaBMbl, COCTOSIHUS, TpeOyIOIIMe WHTEHCHUBHOW Tepanmuu M IepeBoja B
PC€aHUMALIMOHHBIC OTACIICHUA WX OTACICHUA HHTECHCUBHOU TCpanurun (B TOM YHCJIE ITOOOYHBIE
peaKuu, IpONCXO AIKe B Tporiecce MH(Y3UH UM B TeUeHUE CYTOK rpoBeaeHust uadysuu O3T, u
JPYrUe yrpoXKarollue >KU3HU OCTPhIE COCTOSIHHUS), a TakXKe KPYrJIOCYTOYHOTO MEIUIIMHCKOTO
Ha6J'[IO)]eHI/II/I W IDPOBCACHUS CIICHHUATIBHBIX BUIOB O6CJ'I€Z[OB3HI/I$I " JICUCHUSL.

Iloxa3anusa K BbINHUCKE nanmueHTa u3 MC}IH].[HHCKOﬁ OpraHm3anuvm:

- OTCYTCTBHUE YIpO3bl JKU3HU ITAl[UEHTA;

- OTCYTCTBHUE YIpO3bl PA3BUTHS OCIOKHEHHH, TPEOYIOINX HEOTI0KHOIO JICUEHUS;

- CT&6I/IJ’H/I33HI/I5{ COCTOAHUA n OCHOBHBIX KHI/IHI/IKO'J’I360paT0pHI)IX oKa3aTejei
MATOJIOTHYECKOTO IMpoIiecca 0 OCHOBHOMY 3a00JIEBAHHUIO;

- OTCYTCTBHE HEOOXOJUMOCTH B MOCTOSSHHOM Bpauy€OHOM M KPYTJIOCYTOYHOM MEAUIIMHCKOM
HaOJIIOZICHUHU TI0 OCHOBHOMY 3a00JI€BaHHUIO;

- HeO0OXOJMMOCTH IEePEBOJIa MAIMEHTA B JIPYIyI0 OOJBHUIYY WM YUPESKJICHUE COITUATBHOTO
obecrieyeHus.

IIpuHUMIBI OPraHU3aAMHA MEeAUIUHCKON moMomu nauuedtam ¢ JJIKJI

ITocranoBka guarnoza JIJIKJI craBuT MHOro BOMpOCOB MEpE POJACTBEHHUKAMH MallMEHTA U
nepesl CrhenuaaTucTaMH, padoTaIMMU C TaKUMU NalMeHTaMd. MHOroducieHHble MNpoOIeMBbl,
BO3HUKAIOIIHME MpPU OOHAPYXKEHUH U Pa3BUTUU 3a00JIeBaHUs, U PELICHHUs] KOTOPBIX TpebyeTcs
rPaMOTHAsl OpraHMU3alus Ipoliecca MOMOIIM IPU YYaCTUU MYJIbTUIMCUUILUIMHAPHON KOMaHbI
CHEIHAIMCTOB U COOIOICHNE OCHOBHBIX IMPUHIIMIIOB U MIOJX0J0B K €€ 0OKa3aHUIO.

JlaHHbIE TPUHLMIBI JTOJDKHBI COOMIOJAThCS Ha JIOOOM dTane OKa3zaHus MEAMIIMHCKON
MOMOIIY, KaK B MOMEHT IIOCTAaHOBKHU JAMArHO3a, Tak U Ha JIF0OOM 3Tarne HaOII0AeHUS MMallieHTa.

1) ITauueHt u ero mpeacTaBUTENH JAOKHBI IOJIy4aTh MOJIHYK MHQOpMAIHIO O 3a00JIeBaHUH,
€ro TeYEHUH, NaTOreHes3e, MPOrHO3axX, OCI0KHEHHUIX U METOAaX BO3MOKHOMU TEpAIHH.

2) Jnarnos JJTKJI [OJAPa3yMeBACT BO3MO>XXHOCTh OKazaHUus MEPBUYHOM,
CHeIHaTM3UPOBAHHON U MAJUTMATUBHOM MOMOIIM Ha BCEX 3Tarnax 3abojeBaHusl.

3) Ilpu nocranoBke muarno3a JIJIKJI ceMps nomkHa ObITH HampaBieHa K CHEIHAIUCTY,
HMMEIOIIEMY OMBIT paldOThl ¢ MAlMEHTaMU C 3TUM 3a0oJjieBaHHEeM, 00JaJaroleMy COBPEMEHHOMN
uHpopmaned 0 TEYeHHWU 3a00JIeBaHUS M BO3MOXKHOCTH YYacCTHSl B KIMHUYECKUX HCHBITAHUAX
(HOBBIX JIEKaPCTBEHHBIX MPENapaToB W/WIM TEXHMUYECKUX YCTpOWCTB). Takke Ba)KHBIM SBISETCS
nH()OPMHUPOBAHHE CEMEH O CYIIECTBYIOIIUX OOIIECTBEHHBIX OPTraHU3AlUAX, pabOTAIOMIMX C ATOH
TPYNIO# NalueHTOB.

Oco0eHHOCTH OpraHM3auuv MEAMIUHCKOW TNOMOIIM MAIMEHTAM C
unpanTuiabHoi gpopmoii IJIKJI (bosesnnio Boaibmana)

VYuuTeiBasg OBICTPBIA XapakTep HporpeccupoBanus bB, Bce 1eTw ¢ AaHHBIM JAMAarHO30M
HYXJAIOTCS B CTAallMOHAPHOM HAOMIOJEHUM, TP HEOOXOJUMOCTHM — C TIIepeBOJOM B
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peaHMMAalIOHHOE OTJEJIEHHE, B KOTOPOM IIPOBOJUTCS JIEUEHUE TSXKEION IPOrpecCUpYIOLIEi
[I€YEHOYHON HEJ0CTATOYHOCTHU COIVIACHO COOTBETCTBYIOIIUM KIMHUYECKUM PEKOMEHIAIUAM.

- IIpu BB mnamueHToB HaOMIOAAET Bpau-racTPOIHTEPOJIOr (W/WIM Bpad-TIEUATpP), a TaKKe
Bpau-TeHETHK, HEOOX0IMMa KOHCYIIbTAIlHsI Bpada-AueToJiora ¢ IeNbI0 Ha3HAYCHUsT HU3KOKUPOBOU
JIMETHI, a B PSie CUTYalluid U MapeHTepalbHOTO nuTanus.) [2, 15]. IlokazaHbl KOHCYIbTAIUS Bpaya-
KapauoJsora (Bpada-Kapauojora JETCKOro) C I€JIbI0 OLIEHKH HapylIeHUH CepAeYHO-COCYIUCTOM
CHCTEMbI U HazHaueHus jiedenus [2, 13, 15, 20, 26], koHCynbTaIus Bpaya-3HI0KPHHOJIOTA C IEITBIO
OLICHKA (YHKIMU HAAMOYECYHUKOB M CBOCBPEMEHHOTO HA3HAYCHUS TOPMOHO3aMECTHTEIBHOM
Tepanuu, Bpaya-HEBPOJIOTra C LENbI0 OLEHKM HapyIIEHWH CO CTOPOHBI HEPBHOM CHCTEMBI, Bpaya-
TPAHCIUIAHTOJIOTA MPH HAJIMYUM TOKa3aHUM JJI TPAaHCIJIAHTALMU MEeYeHHU. B Ku3Heyrpoxarommx
COCTOSIHUSIX HEOOXO0IMMO yJacTHe Bpaya-aHEeCTe3M0JI0ra-peaHuMaToIora.

Oco0eHHOCTH OPraHU3aANUM MeAUINHCKON noMmoiu nmanueHTam ¢ BHIX

[Tpu BHOX narnuenToB HaOMOAa€T Bpady-racTpO’HTEPOJIOT, Bpau-TepaneBT (U/ Ui, B IETCKOU
MpaKTHUKe, Bpad-TIeauaTp) Wik Bpad oOIIel MpakTUKW (CeMeHHBIN Bpad) B cpemHemM, 1 pa3 B 6-12
Mec. (B COOTBETCTBHM C TSKECTBIO COCTOSIHHS) TII0Ka3aHO KOMIUIEKCHOE 00cie10BaHue
aMOyJaTOPHO, B YCIOBUSIX JHEBHOTO CTAallMOHAPa U B MHOTOTPO(UITBHBIX CTAllMOHAPaX.

A Taxke Bpady-TeHETHK, HEOOXOAMMa KOHCYJIBTAIUSl Bpada-IueToJIoTa C MEbI0 Ha3HAYeHUS
HU3KOXKHUPOBOH JUETHI (TIO00P CIeNUATH3UPOBAHHON JUETHI ¢ OTPAaHHYCHUEM JKUBOTHBIX KHPOB)
[2, 15], xoHcymbTammst Bpadya-Kapauosiora (Bpaya-Kapauoyiora JIETCKOr0) C IENbI0 OIEHKH
HapyIICHUH cepAeYHO-COCYAUCTON CUCTEMBbl U Tepamnuu (OIleHKa COCYIUCTOr0 pUCKa, Ha3HAYeHHE
nedyenus) [2, 13, 15, 20, 26], koHcynbTanus Bpada-TPaHCIUIAHTOJIOTA TTPU HAJMYUH TTOKa3aHUH IS
TpaHCIUIAaHTAIlMM Te4YeHU. B KHU3HEYrpokKarolmKX COCTOSHHUSAX HEOOXOAMMO YydacTue Bpadya-
aHecTe3HoJIora-peaHuMaTosIora.

Jlpyrue crnenuanucTbl AOKHBI NPHUBJIEKATHCS MO MEpPE BO3HMKHOBEHUS CHEIU(UYECKUX
pooJIeM.

7. JonoauuTeabHass uHpopManus (B TOM 4ucjae (pakTopbl, BIAMSOIINE HA
HUCXO0/1 32a00J1eBaHMSI MJIH COCTOSIHUS)

[Iporuo3 mpu BHOX 3aBucut oT Bo3pacta ManudecTaruu 3a00J€BaHUS M BBIPAKECHHOCTH
KIIMHUYEeCKUX mposiBieHui. CBOEBpeMeHHas AMAarHOCTHKA W Ha3HAu€HUE IaTOTeHEeTHYeCKOn
TEepanmuy HAa PAaHHUX CTaAUAX 3a00JeBaHUS OmpenaesseT OIarompHsITHBIN MPOTHO3 W YITydIlaeT
KauecTBO u3HU Jeteit ¢ BHOX, mpenoTpaias pa3BuTHe HUPpO3a MEUYCHU.

[Ipn undantunsHoit Gopme JJIKJI (60one3nun Bonbmana) 6e3 mposenenuss @3T mpornos
HeOIaronpusTHBIN (JIETAIbHBIN UCXO/T B BO3pacTe 10 6 MecsIleB).

Kpurepun oneHkH KayecTBa MEAMUMHCKON TOMOIIH

IIpH OKa3aHNUn CHCI_II/IaJII/I3PIpOBaHHOI>'I MEIUITMHCKON MMOMOILIHN

Kpurepun kayecrsa npu bB

N Kpurepun xauectpa Onenka
BBITIOJIHEHUS

1. BrimonHeHo omnpeneneHre akTUBHOCTH JIM30COMHOM Kucioi nmmnasbl B|Jla/Her
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MATHAX BBICYIICHHOW KPOBU WM JICHKOIUTAaX Mepu(epudeckoii KpoBU
W/WIA MOJIEKYJISIPHO-TEHETHYECKOE HCCIIeZIOBaHUE (BBISABICHUE MYTAIlMi B
rede LIPA) (rmpu noctaHoBKe 1uarHosa)

2. |Hasnauena gepMeHTHas 3aMecTHTENbHAs Tepanus npernapaTom cebdenumnasa | la/Her
anbda** mpu OTCYTCTBUM MPOTHBONOKA3AHUN

3. | BbImosHEHO yABTPa3BYKOBOE MCCIEIOBAHUS OpraHoB OpromHo# mojoctH | [Ja/Her
(KOMIUIEKCHOE) | TyIUICKCHOE CKAHMPOBAHUE COCY/IOB IIEUYCHU

4. |BemonHeHo yabTpasBykoBoe wuccienoBanue (Y3U) OpromHoi momnocta | [a/Her
(ynpTpa3ByKOBO€  HCCIEJOBAaHUE  OPraHOB  OpIONIHOW  TOJIOCTH
(KoMIUIeKCHOE)) M 3a0pIOMIMHHOTO MPOCTpPaHCTBa (B T.4., YJIbTPa3BYKOBOE
HCCIIEIOBAaHUE HAITOYEYHUKOB)

5. |IIpoBeneHa KoHCyNnbTalUsl Bpaua-reHETUKA Ha/Her

6. |BwimosHeH aHanM3 KpoOBM  OMOXMMHYECKHH  oOmerepaneBTuueckwii | [la/Her
(uccnemoBaHWe YpPOBHSI  XOJIGCTEpUHA, XOJIECTEPHHA  JIUTIOMPOTEHHOB
BBICOKOHM TUIOTHOCTH, XOJIECTEpHHA JIMTIONPOTEHMHOB HU3KOH IUIOTHOCTH,
TPUTJIMIIEPUIOB, oOmmero Oenka, aapOymuHa, oOmero OwinpyOuHa,
OunupyOnHa CBSI3aHHOTO (KOHBIOTMPOBAHHOIO), OMIMPYOHHA CBOOOJHOTO

(HEKOHBIOTHPOBAHHOTO), onpeaeseHne AKTUBHOCTH
acrapTaTaMHUHOTpaHC(epassl, aTaHMHAMHUHOTpaHchepassl, raMmma-
roTaMuiTpancdepasbl Ipu AMATHOCTUKE M B MPOIECCE AUCIAHCEPHOIO
HaOJIFOIEHUS

Kpurepuun kauecrsa npu BHIX

N Kpurtepuu xauectra Ornenka
BBITIOJTHCHHSI

1. |BeimosHeHO ompeneneHUe aKTUBHOCTH JM30COMHOM kucioi nunasel B |Jla/Het
MATHAX BBICYIICHHOW KPOBH WM JICUKOIMTAaX TMepu(EepuIecKord KpOBH
W/WIIA MOJISKYJISIPHO-TEHETHYECKOE HCCIIeOBaHNe (BBISIBJICHUE MYTAIlMil B
rene LIPA) (mpu nmocTaHoBKe JUarHosa)

2. |Ha3nauena ¢depMeHTHas 3aMecTUTENbHAS Tepamnus npenaparom cedenumnasa | la/Her
anbQa Mpu OTCYTCTBUU MPOTUBOTIOKA3aHUI

Brinmonnena peructpanus snexkrpokapaunorpamMmsl (OKI) kaxasie 1-2 rona | da/Her

4. | Boimonneno nposenenue sxokapauorpadun (3XO-KI') kaxasie 1-2 rona | da/Her

Boimonneno  mpoBeneHue  ynbTpasBykoBoro — uccienoanus  (Y3UW)|Ha/Her
OprolTHOM moNocTU (YyABTPAa3BYKOBOE HCCIIEJOBAHHWE OPraHOB OpIOIIHOM
MOJIOCTH (KOMILIEKCHOE)) M 3a0pIOIIMHHOTO TMPOCTPAHCTBA, AYIJIEKCHOTO
CKaHUPOBAHUS COCYAOB TEYEeHH (AYIJIEKCHOE CKaHUPOBAHHE COCYIOB
renaroOnInapHOi 30HbI), TYIJIEKCHOTO CKAHUPOBAHUS COCY/IOB CEJIE3EHKU

6. |IIpoBeneHa KOHCYNIbTalMs Bpaya-TeHETHKA Ha/Her

8. |BblmosHeH aHanM3 KpoBM OuMoXuUMHUecKuil  oOmerepaneBTuueckwuii | la/Her
(uccnenoBaHWE YPOBHSI  XOJIECTEpUHA, XOJECTEPUHA JIMIIONPOTEHHOB
BBICOKOM IUIOTHOCTH, XOJIECTEpUHA JIMIONPOTEHMHOB HHU3KOM IUIOTHOCTH,
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TPUTTUIEPUAOB, oOmero Oenka, anpOymuHa, oOmiero OwnupyOuHa,
OunnpyOrHa CBA3aHHOTO (KOHBIOTMPOBAHHOTO), OWIMpyOMHA CBOOOIHOTO
(HEKOHBIOTUPOBAHHOTO), OIpeaEICHNE AKTUBHOCTH
acrapTaTaMUHOTpaHCcepassbl, aJlaHMHAMUHOTpaHChepasbl, raMma-
TIII0TaMIIITpaHcepasbl) TPy AUATHOCTUKE M B MpOIecce JUCIAaHCEPHOTO
HaONIOACHUS, B CPEAHEM, Kaxkabie 3-6 MecsIeB

9. |BpmosHeH oOmwmii (KIMHUYECKHUI) aHamu3 KpoBH pa3BepHyTHIN (ecmu He | da/Her
IIPOBOJIWIICS B IIPEJIIECTBYIOIINE 6O MECSIIEB)
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[Tpunoxxenue Al

CocrtaB padoueii rpynnbl 1o pa3padoTke U NepecMOTPy KIMNHHUYECKUX
peKoMeH1aumin

1. AaucumoBa Mnra BagumoBHa, K.M.H., 3aBEIyOIIasi OT/IEJIOM OpraHU3allUi MEIUIIMHCKOMN
nomotu-ppau-reHeTnk ®I'BHY "Menuko-renetndecknii HaydHbId 1eHTp UM. akagemuka H.IL.
BouxkoBa", yaeH Acconalii MEIUIIMHCKUX T€HETHKOB.

2. AnberoBa Mapuna beuepbueBHa, K.M.H., 3aBeyI0Illas KOHCY/IbTAaTUBHO-TIEANATPUUYECKUM
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Ak. B.1. Kynakosa"
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OI'bY "HMMUL] akymepcerBa, ruHeKoJoruu U nnepuHaTonoruu uMm. Ak. B.M. Kynakosa", npodeccop
kadenpor Heonatonmoruu Wuctutyta 3mopoBbs gereit ®I'AOY BO '"llepBbiiik MockoBckwii
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(CeveHOBCKHI YHUBEPCUTET).
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"HMULIK" M3 PD

11. ’KapkoBa Mapusi CepreeBHa, K. M. H., 3aBEIyIOIIasl OTACICHUEM T'€NaTOJOTUN KIMHUKH
MPOTEJICBTUKMA BHYTPEHHUX OOJIE3HEW, racTpol’HTepoJsioruu, renatojoruud uM. B.X. Bacunenko,
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CeuenoBa" Munsapasa Poccun (CeueHOBCKUI YHUBEPCHUTET)

12. JXypkoBa Haramus BsdecnaBoBHa, K.M.H., BEAYIIMH HaydHbI cOTpyaHUK OTnen
opdaHHbIX Oo0Jie3HEH W NMPO(UIAKTUKM MHBATUAU3UPYIOMIKX 3a0oseBaHui, Bpau-renetuk HUU
neguaTtpu U oxpanbl 370poBba aereidr ®I'BY3 Kb PAH, unen Acconumanuu MeIMIIMHCKUX
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19. MuxaitnoBa CpernaHa ButanbeBHa, A.M.H., 3aBeaywomas otaeaeHuem @IBY
"Poccumiickas Jlerckas Knuanueckas bonpauma" M3 PO,

20. HamazoBa-bapanosa Jleiina CelimypoBHa, akagemuk PAH, mpodeccop, a.M.H., [Ipe3unent
Corsa neauatpoB Poccum; mact-npesunentr EPA/UNEPSA; pykoBomutens HUUM nmemuatpuu u
oxpanbsl 3mopoBbsi neredr IIKb PAH, 3aBemyromas kadenmpoit daxkympreTckoil neauaTpun
nequatpudeckoro ¢akynprera PI'bOY BO "PHUMY um. H.U. Iluporosa" Mwunsnpasa Poccun,
TJIaBHBIM BHEIITATHBIN JCTCKUN CIIEIMAIMCT 1O MpoduiIaKTHIecKor Meauiinae Munsnpasa Poccun

21. ITamkoBa Mpuna EBrenbeBHa, K.M.H., 3aBeylolias neauarpuuyeckuM otaeneHueM OI'bY
"HMUIL] THUO um. ax. B.1. llymakosa" M3 P®

22. Ilerpsiikuna Enena E¢umorna, n.m.H., mupexrop PIKb ®T'AOY BO PHUMY um. H.U.
[Tuporosa Munzapasa Poccuu, npodeccop kadenps! pakynbTeTcKol neguaTpuu neauaTpuiecKoro
¢dakynpreta PHUMY umenn H.W. Iluporosa, mpodeccop kadeapbl A0Ka3aTeIbHON MEIUIIMHBI
MeauuuHckoro uHctutyra PYJIH, I'maBHBIM BHEIUTATHBIA CHEHHUATUCT AETCKUN SHIAOKPUHOJIOT
JlenaprameHTa 31paBoOXpaHeHHs TOpoia MOCKBbI

23. IlepBynuna Tartpsna MuxaiioBHa, K.M.H., Jlupektop MHcTUTyTa nEpUHATOJIIOTHH H
neauarpun, ®I'bY HMUIL um B.A. Anmazoa M3 PO

24. IleuarnukoBa Haranes JleoHWAOBHA, Bpay-HEBPOJIOT, 3aBEAYIOLIUN OTACICHHUEM,
Mopo3sosckas JII'’Kb /[3M

25. Peniuna CBetnana A¢aHacbeBHa, K.M.H., Bpau-reHeTuk ®I'BHY "Meauko-renernueckuit
HayuyHbli 1eHTp uM. akajgemuka H.II. Boukoma", unen Poccuiickoro ooOmiecTBa MEIUIIMHCKHX
TE€HETUKOB, WIeH ACCOLMAINYA METMIIUHCKUX T€HETUKOB.

26. CenumizsHoBa Jlunus PoGepToBHa, K.M.H., BeXymMi Hay4yHblil coTpyaHuk HUUN
neauaTpuu u oxpansl 310poBbs Aeteld [IKb PAH MunuctepcTBa Hayku U BBICHIETO 0Opa30BaHUS
Poccuiickoit ®enepanuu, IOUEHT Kadeapbl NeauaTpud U jAerckoil peBmarosorun PIAOY
"Ilepseiit MI'MY um. 1.M. CeuenoBa" Munsapasa Poccun (CeueHOBCKUIT Y HUBEPCUTET)

27. CkBopuoBa Tamapa AHIpeeBHa, K.M.H., [ JTaBHbI BHEIITATHBIM AETCKUN CIEHUATUCT
racTposHTepoJior JlemaprameHTa 3ApaBooxpaHeHus r. MockBa, pykoBoauTenb LleHTpa aerckoit
ractpodHTeponorun u ILlentpa B3K, 3aBenmyromas oraenenuem racrpossteposioruu ['bBY3
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"Mopo30BcKas IeTCKasi TOpoJIcKast KIIMHU4eckast 6osibHuia JI3M"

28. CrpoxoBa Tartbsina BukropoBHa, n.M.H., mpodeccop PAH, 3aBenyromas oTaeneHuem
MeMaTPUIECKON racTpos’HTeposioruu, renatoyiornu u auerorepanuu Kiunnkun OI'BYH "OUIL]
MUTaHUS ¥ OMOTEXHOJOTHH"

29. Cy66otur [mutpuii MuxaitnoBuy, Bpad-reHeTHKk DOI'BHY "Meauko-reHeTn4ecKuii
Hay4yHbIN LeHTp uM. akagemuka H.II. boukoBa", uien Acconuanum MeIUIUHCKUX T€HETUKOB.

30. CypkxoB Amnzapeii HuxosaeBu4, J.M.H., 3aBEAYIOIIMH TacTPO’HTEPOJOTHYECKUM
oTneneHueM c remnarosiornyeckoit rpynnoit ®I'AY "HMUL] 3n0poBes aereit” Munsnpasa Poccun

31. TymanoBa Enena JleommmoBHa, 1.M.H., mpodeccop, 3aBenyromas kapeapoi
natosiornyeckoit anaromuu ['bOY BIIO "PHUMY um. H.W. ITuporoBa Munszapasa Poccun"

32. [lumbanoBa Exarepuna ['eoprueBna, K.M.H., BHEIITaTHBINA crienuanuct M3 MO-TinaBHbIN
nerckuil ractposHreposor MO, unen Coro3a mneauarpoB Poccuu, ujaeH JOETCKOW TpYIIIbI
Poccuiickoro o6miectBa no m3ydenuo B3K.

[IpencraBuTeNb MAIIMEHTCKUX COOOIIECTB:
33. IMorocsn Hennu CepreeBHa — mpezcraButenb Bcepoccuiickoro obmiectBa opdaHHBIX
3a00JIeBaHU

ABTOpBI TOJATBEP)KIAIOT OTCYTCTBHE (PUHAHCOBOM MOJIEPKKU/KOHGIMKTAa HHTEPECOB,
KOTOPBII HEOOXOAMMO 0OHAPO0BATH.

[Tpunoxenne A2

MeTtonoJ10rusi pa3padoTki KIMHUYECKHX PeKOMEH AU

Hacrosimue  pekoMeHmanmuu  mpeAHa3HauyeHbl  JUIsi  NPUMEHEHUS  MEIULUHCKUMU
OpraHu3alUsIMH U YUPEeKICHUSIMH (henepanbHbIX, TEPPUTOPHATBHBIX U MYHHUIMIIAIBHBIX OPraHOB
yIOpaBlIeHUS 3ApPABOOXPAHEHUEM, CHUCTEM O0O0s3aTeNbHOTO W JOOPOBOJIBHOTO METUIIMHCKOTO
CTpaxOBaHUsS, JPYTMMH MEIULIUHCKUMH OPraHU3AIUSMHU Pa3IMYHBIX OPraHU3aIMOHHO-TIPABOBBIX
(dbopM JesTeNbHOCTH, HAIIPABJICHHOW HA OKa3aHUE METUIIMHCKOM MOMOIIH.

Hacrosimue pekoMeHalMM YCTaHABIMBAIOT BUABI, OO0OBEM M MHIUKATOPHI KadecTBa
MenuiuHcKoi momomu mnanueHtaMm npu JJIKJI u 6putn pacecmotpensr 1-2 urons 2018 roma B
pamkax Hayuno-npaktudeckoro koHrpecca "Opdanubie 6ose3nu" B Mockse.

Knunnyeckne pekoMeHAaUK CO3aHbl HA OCHOBAHUU CUCTEMATUYECKOTO 0030pa JIUTEepaTyphl
1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases
COBPEMEHHBIX MEXIYHAPOJHBIX KIMHUYECKUX PEKOMEHJAIMA IO IUarHOCTHKE, JICYCHHIO U
BEJICHUIO MAI[IEHTOB C META0OINYECKUMU OOJIE3HIMH.

Jlepuut JTU30COMHOM  KUCJIOW  JMIa3bl OTHOCSTCS K  PEIKUM  HacleJCTBEHHBIM
3a00JIeBaHUSIM, YTO MCKJIIOYAaeT BO3MOXKHOCTh MPOBEACHHUS  OOJIBIIMX  KOTOPTHBIX H
PaHIOMU3UPOBAHHBIX  KOHTPOJUPOBAHHBIX MCCIEHOBAHMW M Uil  CO3JIaHUA IPOTOKOJIOB
JUArHOCTUKM M TEpanmuu HCHOJB3YIOTCS JIMIIb TEMAaTHMYECKHE HCCIEJOBAaHUS HKCIEPTOB,
OMYOJTUKOBAHHBIE B MOCIETHUE JIBA JECSITUIICTHSI.

Onenka kadyecTBa JI0Ka3aTeIbCTB M CHJIBI PEKOMEHAAIMA MPUMEHEHUS MEIUIIMHCKUX
TEXHOJIOTUH TMPOBOAMIACHE B COOTBETCTBHM C YHU(UIMPOBAHHOW IIKaJIOW, MPUBEACHHON B
tabiuiax 1-3.

]_le.]'leBaﬂ ayauTopusa JaHHBIX KIIHHHY€CKUX peKOMeHI[aHHﬁ:

1. Bpauu o6mieit BpaueOHOM MpaKTUKH (CeMeiHbIe Bpaun);
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. Bpauu-niequarpsr;

. Bpaun-racTpo3HTEpOJIOTH;

. Bpauu-tepanestsi;

. Bpauu-reneruxuy;

. Bpauu-nabopaTopHble T€HETUKY;
. Bpaun-kapauosoru;

. Bpauun-nerckue kapauoJiory;

. Bpauu-neBpouiory;

10. Bpauu-peHTreHosory;

11. Bpaun (hyHKIIMOHATBHOW TUArHOCTHKH;
12. MenuInuHCKHE IICUXO0JIOTH;

13. Ctynentsl MmenunuHCKUX BY30B;

14. OGyuaromuecs B OpJuHaType.

Taoauna 1. Ikasa oueHKH ypoBHEH J0CTOBEPHOCTH AoKa3aTeabCcTB (Y1)
JJIS1 METOI0B THATHOCTUKHU (IUATHOCTHYECKUX BMEIIATEIbCTB)

YA

Pacmmdposka

1

Cucrematndeckue 0030pbI MCCIIENOBAHUM C KOHTpOJIeM pedEepeHCHBIM METOJOM WIIH
CUCTEeMAaTU4YEeCKUi 0030p pPaHIOMM3HPOBAHHBIX KIMHUYECKMX HCCIEIOBAHMM C
INPUMCHCHUCM MCTaaHalln3a

OT,Z[GJ'IBHBIC HUCCIICO0OBAaHUA C KOHTPOJIEM pe(i)epeHCHBIM METOAOM MW OTACIIBHBIC
PAaHAOMHU3HUPOBAHHBIC KIMHHUYCCKHUEC  HUCCICAOBAHHA HW  CUCTEMATHUYCCKUC 0630pI>I
I/ICCJ'IC,ZLOBaHI/II\/'I JIF000TO zmsaﬁHa, 3a UCKIOYCHHUEM PAHAOMU3SUPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'IC,HOBaHI/II\/'I, C IPpUMCHCHUEM METaaHalIn3a

UccnenoBanuss 0e3 mocCHeAOBAaTENbHOIO KOHTPOJS pePepeHCHbIM METOJOM WU
UCCIEOBaHUSl C peQepeHCHbIM METOJIOM, HE SBISIONUMCS HE3aBUCHUMBIM  OT
HCCIIEyeMOTr0 METO/1a MJIM HEPaHIOMU3UPOBAHHBIE CPABHUTENIbHBIE UCCIIEI0BAHUS, B TOM
YKclie KOTOPTHBIE UCCIIE0BAHNUS

HeCpaBHI/ITeHBHBIe HCCICO0BaHMs, OIIMCAHUEC KIIMHUYCECKOTO Ciiydasd

Hmeercs muinbs 000CHOBaHHE MEXaHHU3Ma ,Z[CﬁCTBHH HJIM MHCHHUC DKCIICPTOB

Taoauna 2. lllkana oueHKH ypoBHeH J0CTOBEPHOCTH JoKa3zaTeabeTB (Y1)
JJIS METO0B NMPOPUIAKTHKH, JeYeHUS U peaduauTanuu (MpopuiakTHYeCKuX,
JieyeOHbIX, peadWINTAMOHHBIX BMEIIATEIbCTB)

Y PacmndpoBka
1 Cucremarnueckuit 0630p PKU ¢ npuMeHeHnemM MetaaHanmsa
2 Otnensupie PKM u cuctemaruueckue 0030pbl HCClieOBaHMM Jro00ro jau3aifHa, 3a
uckmouenrueM PKH, ¢ npumeHnenreM MeTaaHanmsa
HepannomusnpoBaHHbIe CpaBHUTEIbHbIE UCCIIEAOBAHMS, B T.4. KOTOPTHBIE UCCIIEIOBAHMS
4 HecpaBuutenbHble MCCIeI0BaHNS, ONMUCAHUE KIMHUYECKOTO CIIydyasl MJIM CEpHH CIydacs,

HCCIIEeI0BaHus "Cilyqaii-KOHTPOJIb"
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S) Nmeercst nmuimb 000CHOBaHHWE MEXaHW3Ma JCHCTBHS BMEIIATENBCTBA (JIOKIMHHYECKUE
HCCe0BaHus) WM MHEHHUE SKCIIEPTOB

Tadmmpa 3. IlIkajna ouneHKH ypoBHed YOeAUTEIBLHOCTH PEKOMEHAAlM
(YYP) nias meTronoB npopujIaKTHUKH, JMATHOCTUKHU, JIeYEHUS] U PeaduInuTaAlNU
(mpopuIaKTHYECKUX, [TUATHOCTHYECKHX, Jie4eOHbIX, pPeaduINTAIMOHHBIX
BMeEIATeJIbCTB)

YVyP Pacmmgposka

A CunbpHas pekoMmeHanus (Bce paccMaTpuBaeMble KpUTEPUU IPPEKTUBHOCTH (MCXOIbI)
SIBJISIFOTCSL Ba)KHBIMHU, BCE€ HCCIIEOBaHUS HMMEIOT BBICOKOE WM YIOBJIETBOPUTEIBHOE
METO/I0JIOTMYECKOE KayecTBO, MX BBIBOJBI IO HHTEPECYIOUIUM HCXO0JlaM  SBIISIOTCA
COTJIaCOBAHHBIMH)

B YcnoBHas pekoMeHaalus (He Bce paccMaTpuBaeMble Kputepuu 3pekTuBHOCTH (MCXO/IbI)
SBIIIOTCA Ba)KHBIMM, HE BCE MCCJIEIOBAaHUS UMEIOT BBICOKOE HJIM YJOBJIETBOPUTEIHHOE
METO/IOJIOTMYECKOE KAayeCTBO W/WJIM HMX BBIBOABI MO HMHTEPECYIOUIUM HCXOJaM He
SBJISIFOTCS COTJIACOBAHHBIMHU)

C Cnabass pexoMeHmaius (OTCYTCTBHE JOKAa3aTelbCTB HAJUICKAIEro KadyecTBa (Bce
paccmatrpuBaeMble KpuTepuun 3(PPEeKTUBHOCTU (HMCXOIbl) SIBISIOTCS HEBaXHBIMHU, BCE
UCCIICIOBAaHUSI HMMEIOT HU3KO€ METOJ0JIOIMYECKOe KadyecTBO M HMX BBIBOJBI 110
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIFOTCS COIVIACOBAHHBIMU )

Iopsiiok 00HOBJIEHHUS KIMHUYECKUX PEKOMeEH AU

MexaHusm OOHOBJICHUS KJITMHAYECKHX peKOMEeHaaIuit peaycMaTpUBaeT X
CHUCTEMATHYECKYIO aKTyaJM3aIio — HEe peXe YeM OJMH pa3 B TPH I'oJia, a TaKKe MPHU IMOSBICHUN
HOBBIX JAHHBIX C TIO3WIMM JO0Ka3aTeIbHOW MEIUIMHBI TI0 BOIPOCAM JHWAarHOCTHKH, JICUCHUS,
npodUIaKTUKH U peaOUIuTallMd  KOHKPETHBIX  3a00JIeBaHWM, HaJIM4YMK O0OOCHOBAaHHBIX
JIOTIOJTHEHUI/3aMeuaHui K paHee yrBepxkaeHHbIM KP, Ho He damie 1 paza B 6 mecsIies.

[Tpunoxenne A3

CnpaBovHble MaTepHuaJibl, BKIKYas COOTBETCTBHE NOKA3aHUI K NIPUMEHEHHU IO
U NIPOTUBOINOKA3AHUI, CIOCO00B NIPUMEHEHH S U /103 JIeKAPCTBEHHbIX
NnpenapaToB, HHCTPYKIUY 110 IPUMEHEHHUIO JIEKAPCTBEHHOI' 0 Mpenapara

1. ®enepanbHblil 3ak0H "O0 OCHOBAX OXpaHbI 3/10pOBbs rpakaaH B Poccuiickoit deneparn”
(N 323-®3 01 21.11.2011).

2. Ilpukaz Munsnpasa Poccun ot 21.04.2022 N 2741 "O6 yrBepxaenun [lopsaka okazaHus
MEJULMHCKOM MOMOIIY MalMEHTaM C BPOKJIECHHBIMU U (MJIN) HACJIEACTBEHHBIMU 3a00JI€BaHUSAMU "

3. IIpukaz MuHucTepcTBa 31paBoOXpaHEHHs U COLMAIBHOTO pa3BuTus PP ot 16 anpens 2012
r. N 366H "O06 yrBepxaenuu [Topsiaka okazaHus neauaTpudeckoit momomu"

4. Tlpuka3 MunucrepctBa 31paBooxpaneHus: Poccuiickoit denepauun ot 12 HosOps 2012 r.
N 906n "OO6 yrBepxaenun [lopsaka okazaHus MEAMIIMHCKOW MOMOIIM HACENEHHUIO MO MPOQUIio
"ractposHTeposorus”
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Wudopmanus o nekapcTBEHHBIX cpeacTBax: https:/grls.rosminzdrav.ru/

OcHOBHBIE HOPMATHBHO-NIPABOBbIE AaKThl, PperyJupyroumue OKa3aHue
NaJIMATUBHOM MEeJIUIIMHCKON MOMOIIH

1. ®enepanpubiii 3akoH "O BHeceHun u3MeHeHuid B DenepanbHbiii 3akoH "OO OCHOBax
OXpaHbl 3/10pOBbs rpakjaH B Poccuiickoii @enepauuu" 1no Bompocam OKa3zaHUs MaJUIMATUBHOMN
MeauuHckoi nomouu" ot 06.03.2019 N 18-03.

2. Ilpuka3 Munzapasa Poccunm N 345H, Muntpyna Poccun ot 31.05.2019 N 3721 "O6
YTBEPKIACHUM TIOJIOKEHUS] 00 OpraHu3alliy OKa3aHWs NaJUIMaTUBHONW MEAMLMHCKON MOMOIIH,
BKJIIOYasi TOPSAJOK B3aMMOJEWUCTBUS MEAMIIMHCKMX OpraHM3aliii, OpraHu3aluil COIUaJIbHOTO
o0cHyXMBaHUS U OOIIECTBEHHbIX OOBEAUHEHMH, WHBIX HEKOMMEpPYECKHMX OpraHu3alui,
OCYILIECTBIISIOLINX CBOIO JESITENILHOCTD B cpepe OXpaHbl 310pOBbs".

3. IIpukaz Munzapasa Poccuu N 348u ot 31 mas 2019 roga "OO yTBepkKAe€HHUU NEpEyHS
MEIUIMHCKUX W3JIeNUH, MpeIHa3HAaYeHHbIX [UIs TMOJAEpKaHHUs OPraHoB M CHUCTEM OpraHu3Ma
YeJI0BEKa, IPEI0CTABIIEMBIX JJISl UCIIOJIB30BaHUS HA TOMY'".

4. Ilpuka3 MunszapaBa Poccunt N 5051 ot 10 utong 2019 roma "O6 yrBepxknenun Ilopsaka
neperaud  OT MEIUIIMHCKOM OpraHu3aly ManueHTy (ero 3aKOHHOMY IIPEJICTaBUTEIO)
MEUIMHCKUX W3JIeNUHA, TNpeaHa3HAYeHHBIX U1 NOoJAepKaHus (QYHKIUNH OpPraHoB M CHUCTEM
OpraHu3Ma 4eJoBeKa, JJIs MCMOJIb30BaHUS Ha JOMY IpPHU OKa3aHWU MaJUIMATHUBHOW MEIUIUHCKOM
romMoIu".

IIpoune HOPMATHBHO-IPABOBbIe JOKYMEHTBI, € YYeTOM KOTOPBIX
pa3padoTaHbl KJIMHUYECKHE PEKOMEHIaAlNu:

1. ®enepanbubiii 3akoH OT 21 HOsOps 2011 1. N 323-®3 "OO6 ocHOBax OXpaHbI 3JI0POBbs
rpaxknan B Poccuiickoit @enepanun" (Cobpanue 3akoHoaTenbcTBa Poccuiickoit deneparuu, 2011
r., N 48, ct. 6724);

2. MexnayHnapoHas kiaccudukanus 00e3Hel, TpaBM U COCTOSHUI, BIMSIOMIUX HAa 3JJ0POBbHE
(MKB-10);

3. Tlpukaz M3 P® or 20 nmexabps 2012 r. N 11831 "OO yTBEepKACHHMM HOMEHKJIATYPHI
JOJIKHOCTEH MEIULIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX paOOTHUKOB";

4. Ilpukaz Munsapasa Poccun N 1031 ot 28.02.2019 "O6 yTBepKACHUHU MOPSIKA U CPOKOB
pa3paboTK KIMHUYECKHX PpEKOMEHIAlMi, HX TMepecMOTpa, TUIIOBOM (OPMBI KIMHUYECKUX
pexoMeHAanuil 1 TpeObOBaHUM K UX CTPYKTYpE, COCTaBy U HAy4YHOW 0OOCHOBAHHOCTH BKIFOYAEMOM
B KJIIMHUYECKHE peKoMeHAauuu nadopmanuu'.

5. Tlpuka3 MunzapaBa Poccuu ot 13.10.2017 N 8041 "OO yTBep>kKIE€HHUH HOMEHKIATYpPbI
MEJIULHUHCKUX YCIyr".

6. IIpuka3z MunucrepcTBa TpyJa u conuanbHou 3amutsl PO ot 27 aBrycra 2019 r. N 5851 "O
KIacCU(PUKAUAX M KPUTEPHUSAX, HCHOIB3YEMbIX TIPU OCYIIECTBICHHH MEIUKO-COIHMATIbHOM
AKCIEPTU3Bl TpaKIaH (eaepalbHbBIMI TOCYJAPCTBEHHBIMH YUPEXKICHUSIMH MEIUKO-COIIMATbHOM
IKCIEPTU3BI";
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CpaBHeHue

NPOSAIBJICHUI HHPAHTUWIBHOH (opMbI

JJIKJI  (0ose3Hm

BoubMmana) u 00J1e3HH HakomIeHUs 3pupoB xonectepruna (bHIX)

[IposiBnenune Wndantunsaas dopma JIIKIT BHOX
(boneznp Bonbmana)
Bo3spacT Hauana/muaraocTuku 0-3 mecsana JleTckuii — B3pOCIBIi
BO3pacT
Bo3pact Ha MOMEHT JI€TaJbHOIO |0 6 MECSILIEB BapuaGenbHbiii
rcxoja (6e3 jgeueHus ) (B cpennem 3-4 mec.)
PBora, nuapes + +/-
I'emaromeranus + +
dubpo3/1Uppo3 neueHun +/- +/+/-
CruteHoMeranus + +/-
Kanpuudukanms HaamoueYHUKOB + -
CunapoM ManbadbcopOIum + +/-
l'unotpodus/Kaxexcus + -
HeBponornueckne  mposiBICHUST  Ha |+ -
MO3/IHUX CTaIUsIX O0JIe3HU
Panuwuit arepockiiepos +/- +
JAuddepenunanbuas quarnoctuka HAKBIT n JJIKJL
[Tpusnak HAXBII BHOX
Bospact nosiBneHus NepBbIX CHMIITOMOB OO0b1uHO crapmie | OOBIYHO — MOJIOXKE
25 ner 25 ner

CaxapHnslii tuadeT 2 Tuma

OOBIYHO eCcTh OOBIYHO HET

Oxupenue

OOBIYHO eCcTh OOBIYHO HET

Dddext ot noxynanus

OOBIYHO eCcTh OOBIYHO HET

Crutenomeranus 0e3 acuura Her V 3/4 mauuenTton
Cumnrombsl  ManmpabcopOruu  (creatopes,  auapesi, | OObIYHO HET Moryt ObITH
OTCTaBaHUE B Pa3BUTHUH)

[IpexxneBpeMeHHOE pa3BUTHE aTepockiepo3a u ero|Her Yacrto

ocnoxHenuit (UbC, aneBpuzma aoptel, OHMK)
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3abop Omomarepuana Ajisi JUATHOCTUKH B MATHAX KPOBU

KpoBb cobupaercss Ha CTaHAAPTHYIO KapTOUKY-
¢mwietp (N 903), koTOpas mpUMEHsIeTCS IS
CKpMHHHIa HOBOpOXJAECHHBIX B Poccuiickon
denepauy UM aHAJIOTUYHYIO Ui HOJIy4EHUS
CyXOro msTHa KpoBH. KpoBb MOXkeT ObITh, Kak
KamwuisipHas (W3 manblia, TMATKH), TaK W
BEHO3Has. BeHo3Has KpoBb coOupaercs B
MpOOUPKY, aKKYpaTHO MEpPEMEIINBAETCS U 3aTEM
OBICTPO C TOMOIIBIO MHIETKM HAHOCUTCS Ha
¢bunbTp 1o 25-50 KpoBM Ha  KaxAYIO
BBIJICICHHYIO 001acTh. HeoOxomumMo xoporo
MPOINUTATh BBIJCJICHHYIO 00JIacTh Ha (PUIBTpE
(pucynok 1). IlpenmoututenbHo cOOUpPAThH
oOpastel mocne ensl dyepe3 40 muayt — 1 dac.
Bo3MOXHO Takke OCYIIECTBUTH 3a00p KPOBH U
HATOIIAK.

Ha xaptouke-QpuibTpe 0053aT€TbHO JOJIKHBI
ObITh ueTko ykazanel DPUO, kem U OTKyna
HaIpaBJIeH MAalUEeHT, 1aTa POXKACHUS U TeaedoH
JIeqalero Bpaya (pUcyHoK 2).

Bricymiennsiii  0o0paser] CyxuxX IATEH KpOBH
BKJIAJIbIBACTCA B YUCTBIM KOHBEPT, JMOO B
yucTeii ¢ain. Kaprouka-GuiabTp HE A0MKHA
COMPUKACATHCS C TPSI3HOM IMOBEPXHOCTHIO U C
oOpasmamu Apyrux mnarueHToB. Heobxomaumo
MPUWIOKUTh K oOpa3naM HH(POPMUPOBAHHBIC
corjacvsi MamuMeHTa WM €ero  3aKOHHBIX
Mpe/ICTaBUTENel Ha MpOBeieHUE TabopaTOPHBIX
HUCCIIEIOBAHUI

$0006

Mo craire Woas— d s Ha aTrAVeSh &fu YVECEE b

- Kammm J0KHBI  TOJHOCTBIO — MPOINUTATH
KPY)XKH ¢ 00paTHOM CTOPOHBI
- He kacaiitecy o0nactu, NpoONUTaHHON KPOBBIO

Pucynok 1. OOGpa3zerr mpaBUILHOTO HAHECCHUS
KPOBH Ha KapTOUKY-(QUIBTP

i "N ey W i T i Y o
I Vi v i \ 7 LI} \
\ I\ I\ I\ I\ !
Saa? Sua? Nl N N

803 8 202310 0000020001
Xpasaare npst +2 - 425 C*

G« 6 0010608

SHO Maymewra

Lata powi s Lava aaTws spOaM MNoa
10 Bpara

MY J Topia [ Aapec

E-mail pr<

Teandon spiras

Tect
[Jostem [Jromne [Jrowe [Jmncs [Juse-ctt [Jumoors

[[] Comerimin cxprus. Myram

Pucynox 2. O6pazen kapTouku-puiabTpa

AJITOPUTM JeHCTBHII MEIUIMHCKOr0 MeEePCOHAJIa NPH B3SITHH 00pa3unoB

KpOBH

- BBIMBITh PYKH (TUTHEHUYECKUN YPOBEHB), HA/IETh IIEPUATKH;
- BBIMBITh PYKHU NAIMeHTa (MATKY peOeHKa B clydae, eClid KpoBb OepeTcst U3 MATKH);
- MpoTepeTh 001acTh MPOKAJIBIBAHUS CTEPUIIBHOM candeTkoit, cmMoueHHoi 70% cruprom,

IIPOMOKHYTb  CyXOH CTEpWJIBHOU

cangeTKoi;

IMMPOKOJIOTH CTCPUIIBHBIM  OJJHOPA30BbIM
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CKapu(UKaTOPOM;

- CHSTb [IEPBYIO KAILIIO KPOBU CTEPUIIBHBIM CYXUM TaMIIOHOM;

- MSTKO HaJaBUTh JUIsl IOJIY4€HUsI BTOPOM KaIlIu KPOBHU;

- NPWIOKUTH MEPHEHIUKYIIPHO TECT-OJaHK K Kalule KPOBU M IIPOINUTATh €ro KpPOBBIO
HACKBO3b;

- aHAJIOTUYHBIM 00pa30M HAHECTH Ha TeCT-0JIaHK 6-8 Karelb, BUJI IIATE€H KPOBH JI0JKEH OBITh
OJIMHAKOBBIM C 00EUX CTOPOH.

- BBICYIIUTh TECT-OJAHK B TOPHU30HTAJIbHOM IIOJIO)KEHMH Ha YHUCTOM 00€3KUpEHHOMN
IIOBEPXHOCTH HE MeHee 4 4 0e3 NPUMEHEHHUs TEeIJIOBOM 00pabOTKM M MONaJaHusd MPSAMBIX
COJIHEYHBIX JIy4eH;

- yIakoBaTh TECT-OJAHKM B YHUCTBHIMH KOHBEPT TakKUM 0O0pa3oM, 4YTOObI MSTHAa KPOBU HE
COIIPHUKACAJIHCE.

Oco0enHocTu npy HHGY3MOHHOM TepaANUK

HekoTopsele nanyenTsl MOTYT HOJy4aTh HHQY3MOHHYIO TEPaInIo, epeIMBaHNE KOMIIOHEHTOB
KpPOBH, YTO MOKET OKa3aTh BIUSHUE HAa pe3yibTaThl TeCTOB. Hampumep, npu nepenrBaHuU MJ1a3Mbl
KpOBM MOTYT OBITH TOJY4YEHBl JIO)KHOOTPHUIATEIbHBIE pEe3yJabTaThl, TaK Kak OIpeesieMble
(dbepMeHTbl HaxoJITCs B IJIa3Me€ U B KJIETKAaX KpoBU. PekoMeHIyeTcsi OCylecTBUThH 3a00p KpOBU
st depmentHot u JIHK-gumarnoctukum He 9 panee yem depe3 6-7 JHEW mocie TNEpeTdBaHHS
IJ1a3MbI KpOBHU M 4yepe3 7-10 nHel mocie nepenuBaHusl KOMIIOHEHTOB KPOBU

He nomyckaercs 3a060p kpoBu

- cpa3y 1nocie IpoBeACHUs MALUEHTY HH(Y3MOHHON Tepamuy;

- cpa3y IOCJe 3aMEHHOTO NIEPEINBaHUs KPOBH.

XpaHeHHe 1 TPAHCMIOPTHPOBKA OHOMAaTepHaIa

OO0pa3ibl BBICYIICHHBIX MATEH KPOBU MOKHO XPaHUTh B OOBIYHON KaMepe XOJIO0MIbHUKA TPU
+40 C no otnpaBku. Cpok XpaHEHHS 10 MOMEHTa OTIIPABKU HE JOJKEH IMpeBbIaTh 7 aHei. Eciu
XpaHUTh JIOJIbIIIE U TIpU OoJiee BBHICOKOW TemrepaType, TO aKTUBHOCTh (pepMEeHTa Jlake B HOpME
MOKET CHH)KAThCS, YTO MPUBEJIET K JIO)KHOMOJIOKUTEIbHBIM PE3YJIbTaTaM.

PexomenaoBaHHbIe 00beMbI BBeAeHUS ce0euna3bl ajbpa**

Benuunna maccel Tena (Kr) OO6uuit 06bemM uHPy3un (M)
1-10 10

11-24 25

25-49 50

50-99 100

100-120 250

<*> O0beM uH(QY3UU [ODKEH O0a3UpOBaThCA HA HA3HAUEHHOW 103€ M JOJDKEH OBITh
IIPUTOTOBJIEH JI0 OKOHYATEIbHOM KOHIEHTpaluu cebenunassl anbda** 0,1-1,5 mr/mi.
(mo3a 1 mr/kr) (https://grls.rosminzdrav.ru/)
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PacunppoBka npuMeyaHui

..** — mpernapaT BXOJUT B IIepeUeHb )KU3HEHHO HEOOXOIMMBIX M BAKHEUIINX JIEKAPCTBEHHBIX
npemapatoB (Pacnopsbkenue I[lpaButensctBa PO ot 12.10.2019 N 2406-p "OO yrBepKIcHHUH
IepeyHsl J)KU3HEHHO HEOOXOJMMBIX M BaKHEHIIMX JIeKapCTBEHHbIX mpemnaparoB Ha 2020 rox, a
TaKKe MepevHel JEKapCTBEHHBIX MPENapaToB sl MEAUIUHCKOTO MPUMEHEHHS W MUHUMAJIBHOTO
aCCOPTUMEHTA JICKAPCTBEHHBIX MPEMapaToB, HEOOXOAUMBIX JUTS OKa3aHUSI METUIIMHCKOM oMo "

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HHCTPYKIMH JIEKaPCTBEHHOTO
CpeAcTBa IMOKa3aHUH OCYIIECTBISIETCS 10 PEUICHUI0 BpayeOHONH KOMHCCHUH, C pa3perieHus
JIOKaTbHOTO 3THUYECKOTO KOMHUTETa MEIWIMHCKOW OpraHu3amuu (MpH HAJIWYUH), C YCIOBHEM
MOANKUCAHHOTO MH()OPMHUPOBAHHOTO COTJIACUS pPOAUTENEH (3aKOHHOTO MPEJCTaBUTENS) U MallMeHTa
B BO3pacre crapiue 15 ner;

folalal MEIUIIMHCKOE H3/eTNe, UMIUIAaHTUPYEMOE B OpraHM3M 4YelloBeKa IpU OKa3aHUU
MEJIUIMHCKOW TIOMOIIHA B paMKax MpOrpaMMbl TOCYAapCTBEHHBIX TapaHTHI OECIUIaTHOTO OKa3aHHS
rpakJaHaM MEIUIMHCKOW TOMOIITH.

[Tpunoxenne b

AJITOPUTMBI IeCTBUI Bpa4ya

IIpezgars T v DanmesTa
(XpOHEYECKEH IeIaTHT, HAPVIIEHER
NEOEIHOMD ofMeHA)

JaSopaTopeas THATHOCTHER
(ompegeneHHe AETHEHOCTH
H30COMHCH KHCI0H JTHIASH B
MATHAX EPOEH)

OuddepennEanpEan
OHATHOCTHEA © JpVIHME
safolesaHHAME

$3T Tepamea

stdbexTHERR
o

|

PaccuoTperEns EOIMOMEHOCTEH
OpVTHE MeTOZOE NETeHHE (B TOM
YHCTE TPEHCINTAHTAHA OPTaHoE)
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IIpunoxenue B
Nupopmanus g naumeHTa

Ilouemy Bo3HHKaeT 3a00/1eBaHue?
JUIKJI — HacnencTBeHHOE 3a00JI€BaHKE U CBSI3aHO C MOJIOMKaMH (MyTanusiMu) B rene LIPA.

I'ensr mpeacTaBisitor coboi mocnenoBatenbHocTh JJHK 1 B HUX 3amucaHbl MHCTPYKIUH 1O
"mpurotoBnenuto" OenkoB winu PHK (pubonykinennoBas kuciora). ['eHbl HaxongsaTcss B
XpoMocomax. ¥ denmoBeka 23 mapbl XpOMOCOM, OJIHY U3 XPOMOCOM C COOTBETCTBYIOIIUM HaOOpOM
IT€HOB OH HaclelyeT OT MarTepH, BTOpylo oT oTma. Cpeau XpoOMOCOM e€lle €CTh JBE OCOObIe
XPOMOCOMBI, KOTOpBIE€ ONPEAEIAIOT M0JI peOeHKa — y JI€BOYEK JABE X-XpPOMOCOMBI, a Y MAJIbYUKOB
onHa X U 07Ha Y -XPOMOCOMBI.

I'en LIPA naxonutcs Ha 10 xpomocome.

JUIKJI macnmemyercsi MO0 ayTOCOMHO-PEIIECCUBHOMY THITY, YTO O3HAYaeT, YTo 00a pOIUTEINS
ABIISSFOTCA HOCUTCIISIMHU MYTaIII/II/I, HO HC 60J'I€IOT, T.K. Y HUX €CThb BTOpaﬂ KOIIUA 3,210p0B01"O TCHa.
Pebenok c¢ JJIKJI nacinemyer omaHy komuio "OOJBHOTO" TeHa OT OTIAa U OJHY — OT MATEpH.
3aboneBaHre TPOSBISIETCS TOJBKO B Cllydae HAJIMYUSA JABYX KOMHH MOBPEXKICHHOTO TeHAa. Puck
poxaenus pedenka ¢ JIJIKJI B manHOM citydae cocraBisetr 25%. Mallbuuki ¥ I€BOYKH OOJICIOT C
oIMHAKOBOM yacToTol. Hocurens Goyie3HM HaciaeAyeT TOJIBKO OJIHY KOIMHUIO MO0 OT OTIIa, TUOO OT
Marepu. OHU He O0JICIOT U HUKAKUX NMPU3HAKOB 0OJIE3HH Y HUX HET.

< ¢
OTteu-HocuTENb ﬁ ’ MaTtb-HOCUTENbHULA

| | J
00 00 O

@ ¢ LB ®
/AN AN /A /AN
&4 &/ L & ¥4
3poposble 25% Hocurenu (retepo3urotsl) 50% bonbHbie 25%

Yro Hapymaercsi B MeTaboauzme npu JJIKJI?

ITpu JUIKJI ¢depment nuzocomHas kucnas junasza (JIKJI) He pabGoraer, 4ro HmpUBOAUT K
HaKOIJICHHIO B OCOOBIX KJIETOYHBIX OpraHeisax, Ha3bIBaéMbIX JIM30COMaMH, TaKHUX KPYMHBIX
MOJIEKYJ Kak TpHUIIMLepuasl U 3(upbl xojectepuHa. B Hopme Tpuriauuepuasl U 3(upbl
XOJIECTEpUHA PACLIEIUIAIOTCS B JIM30COMAaX, a OOpa3yrolluecsl >KUPHbIE KUCIOThI U XOJECTEPHH
YCBAaWBAIOTCSl OPraHU3MOM JJISi CTPOUTENBCTBA HOBBIX KJIETOK M Ul TOIOJHEHHUS SHEpPruu. Y
narenToB ¢ JUJIKJI u3-3a Hemoctatka aktuBHOCTH JIKJI KJIeTkM HAcCTONBKO NEpPENOIHSIOTCS
HEpaCIIETUIEHHBIMUA MOJIEKYJaMM, YTO OHM NEepPECTalOT BHINOIHATH CBoU (pyHKuMU. Bonbine Bcero
TakuX HE(QYHKIHOHHUPYIONIMX KJIETOK HAXOJUTCS B IEUEHH, CEJIE3€HKE, CTEHKaX KPOBEHOCHBIX
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COCY/IOB, HAANOYEYHUKAX, HO MNOpaXaroTcsl TaKKe U Jpyrue opranbl U TKaHu. Co BpemeHeM,
HarpuMmep, NeueHb, 3HAYUTEIHHO YBEIMUMBACTCS B pa3Mepax, rnepecraet GyHKIHOHUPOBATH, MOCIIE
4ero opraH 3apacraeT COCAUHUTEIbHOW TKaHBIO C MEPEXOJOM B LIMPPO3. A MOBBIIIEHUE YPOBHS
XOJIECTEpUHA B KPOBU COTPSDKEHO C MOBBIIEHHBIM PHCKOM 3a00JIEBaHUI Cepala, a TakkKe PAIoM
Jpyrux 3a00JeBaHul, BbI3BaHHBIX HAPYIIEHUEM IIPOXOIMMOCTH apTEepUil.

Kak nposiBasiercs JIJIKJI?

Briepsrie onmcanneie M. BonbmaHoOM Kak oThenbHBIC 3a00s1€BaHuUs, MHpAHTUIBHAS GopMa
JUJIKJT (60one3us Bosbmana) (B 1956 romy) u 6osie3Hb HakoruieHus 3pupoB xosiectepuna (B 1963
rojly), B HacTOsIIIee BpeMsl pacCMaTpUBaroOTCs Kak kinHudeckue Gopmsl 1JIKIL.

Bo3spact Hawana 3a0ojeBaHMS U TEMIIBI €r0 MPOTPECCUPOBAHMS B 3HAYMTEIBLHOW CTENEHU
BapuabeIbHbl ¥ MOTYT OBITh CBSI3aHbI C MPUPOJIOH, JIeXKAIIHUX B OCHOBE MYTaLIUM.

[Ipu nndantunsaoit popme JIKII (Gosiesnu BosibMana) y MiazieHIIeB BO3HUKAIOT ITyOOKHE
HapylleHus pocTa W pa3BuTusA, (GuOpo3 medeHw, MUpPpO3; AECTH MOTHUOAIOT OT TEUYECHOYHOU
HEJ0CTaTOYHOCTH B PaHHEM BO3pacTe.

[Ipn mnozgueit dopme JJIKJI (BH3X) y gereit um B3pociblXx HaOMIOJAeTCsl COYETaHUE
TUCTUNUACMUN (HapylieHue OallaHca JUMIHAIOB B OpraHU3Me), TenmaToMeraiuu (yBETHYCHHE
M€YEeHH), TMOBBILICHUS YPOBHS TpaHcaMuHa3 ((epMEHTOB, YpOBEHb KOTOPBIX MOBBIIIAETCA MpPU
3a00JIEBaHUSX TIEUEHU) U MUKPOBE3UKYIISIPHOTO CTeaTo3a (HAKOTJIEHHUS )KUPOBBIX Karellb B KJIETKax
TICYECHHN ).

YV nereir m B3pocnsix ¢ JJIKJI Ha mnpoTskeHun 3 J€T TOCHE Hadyala CHUMIITOMOB
npubnausutenbHo B 50% ciydaeB HabOmiogaeTcss mporpeccupoBaHue B ¢GuOpo3, LUPpPO3 HIU
BO3HHMKAeT HEOOXOJAMMOCTh B TNPOBEICHMM TpAHCIUIAHTAMU TMedeHu. HaumHas ¢ jaerckoro
BO3pacTa, MOTYT TPOSBIATHCA HApYIIEHUS CO CTOPOHBI CEPACYHO-COCYIUCTONW CHUCTEMBI,
00yCIIOBJIEHHbBIE pPAHHUM aT€POCKIIEPO30M.

Juarno3 JIJIKJI moxxer ObITH 3amoji0o3peH MpU HAJTUYUU H3MEHEHHMHA CO CTOPOHBI IEYEHU
(remaTtoMeranuy, MOBBIMIEHUS AKTUBHOCTU TpaHCaMUHA3, MPU3HAKOB CTEaTo3a) W HapYLICHUS
munuaHoro  npoduns.  CIOXKHOCTh  UMArHOCTHKM — 3aKJIIOYaeTcsi B OTCYTCTBUU WM
HEMHOTOYMCIICHHOCTH >Kajio0 MalueHTa, HECMOTpsl Ha MPOrpecCHpPOBAHHME MATOJIOrHMYECKOTo
npouecca B Me4eHW W Apyrux opranax. Bo muorux ciydasx [JJIKJI maxoasT cinydailHO mnipu
OoOHapy)KeHUM H3MEHEHHIl B aHaiu3e KPOBHM OMOXMMHUYECKOM OOIIETepaneBTUYECKOM HIIU
yIIbTPa3BYKOBOM HCCIIEIOBAaHUU NEUYeHU. TeM He MeHee, pa3jinyuHble OpraHbl, B OOJbIlIEH CTENeHU
MIe4YeHb, TEPSIOT CBOIO (PYHKIIMOHAIBHOCTh. B CBS3H € TEM, UTO OPraHMU3M MOXKET HEKOTOPOE BpeMs
(GYHKIIMOHUPOBATh Jake ¢ HEOOJIBIION YacThio MedeHu, HekoTopble manueHtsl ¢ JJJIKJI y3natot o
CBOEM JHMAarHo3e, UMes MOCIeIHHE CTaIuu LUPpo3a, KOraa Jr00H CTPEecCOBOE COCTOSHUE MOKET
3aKOHUYUTHCS TOJTHON MoTepei PyHKIMOHUPOBAHUS TIEUECHHU U 1a)Ke CMEPTHIO MaI[UEHTA.

Co CTOpOHBI NTeYEeHHU:

- ®ubpo3

- llnppos

- [lopTaneHas runepTeH3us

- [leueHOUHAs HETOCTATOYHOCTh

Co CcTOpPOHBI CEpIEUHO-COCYIUCTON CHCTEMBI:
- YckopeHHoe (popMUpOBaHHE aTEPOCKIEPO3a
- Nmemuyeckas 60se3Hb cepama

- UncynsT

- Nudapkr Muokapaa
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Co CTOPOHBI CElIe3EHKHU:

- Anemus

- TpomOonuTonIeHUs

- Puck TpaBMaTu4yeckoro pa3pbiBa CEIE3CHKH W/WIM CIUICHIKTOMUHI

Co CTOpOHBI KeTyA0YHO-KUILIEYHOTO TPaKTa
- bosib B )xuBOTE

- Hapymenue numnieBapenus

- OTcTaBaHue B pocTe

Kaxkwue y 31010 3200/1eBaHUA OBIBAKOT OCJI0KHEHUA?

ITo mepe mporpeccupoBanus [JJIKJI mMokeT pa3BHBaThCs MEUYEHOYHAs HEJOCTATOYHOCTh. B
CBSA3M C HapyuleHHeM OOMEHa >XHpPOB U XOJECTEpHUHA MOXET pPa3BUThCS aTePOCKIEpO3, YTO
MPUBOJUT K HH(pAPKTaAM U UHCYJIbTaM. AHEMUS U CHUKEHUE KOJTUYECTBA TPOMOOITUTOB, a 3HAYUT U
yacThie KpoBoTeueHus — 3710 ocnoxHenue JIJIKJI B cBsi3u ¢ HapyiieHneM (yHKIIMHM CEJIe3E€HKH.

Kak ycranaBausawT B jaboparopun auaruos JJIKJI?

Bpaun Ha OCHOBaHMM KIMHHMYECKHX CHMIITOMOB MOTYT 3allOJ03pUTh 00Je3Hb. 3aTeMm
MIPOBOJATCS  JIabOpaTOpHbIE TECThl W HWHCTpyMEHTaldbHOe wuccienoanue. [uarno3z JIJIKJI
MOATBEP)K/IAeTCSI Ha OCHOBAaHUHM OOHAPY)KEHMsI 3HAUUTEIBHOTO NePHUIMTa aKTUBHOCTH (epMEHTa.
AxtuBHOCTh JIKJI o1ieHMBaeTCs myTem onpeneseHus akTUBHOCTH (DepMEHTa B CYyXHX ISITHAX KPOBHU
Ha ¢unpTpax. Takol crnoco0 ompeaeneHus MPaKTUUECKH OoHO3HAa4HO ykasbiBaeT Ha JIJIKJI, Tak
Kak y manueHToB akTuUBHOCTH JIKJI cHmXeHa B NIECATKM U COTHU pa3, a MHOTJA, MPU THKEIBbIX
¢dbopmax, BoBce OTCyTCTBYeT. HensBecTHO Oouiblile HUKAKUX APYTUX COCTOSTHUM, KOTJ]a aKTUBHOCTh
JIKJI nactosbko Hu3Kas. AHain3 KpoBu Ha JIKJI MOXXET BBICTyNaTh B KaueCTBE MHCTPYMEHTa B
MporpaMMax CKpUHUHTA M KPYITHBIX MOMyIAnuoHHBIX uccnenoBanusx JIJIKJI, a Taxke MoxkeT ObITh
aJaliTUPOBaH Il CKPUHUHTA HOBOPOXICHHBIX. ECIU aKTUBHOCTh (epMEHTa CHUXKEHa, TO
npoBoautcs JHK-muarnoctuka. B pesynbraTte KOTOpo BbIABIAIOT MyTanuu B rene LIPA. Ilpu
3TOM 3a00JI€BaHUH Yy MALMEHTA BBIABISIOT JIB€ MyTall B reHe. OHU MOTYT OBITh B TOMO3UT'OTHOM
COCTOSIHUM (TO €CTh JBE OJMHAKOBbIC MyTAllMU) WIH B KOMIIAyH/[-T€T€PO3UTOTHOM COCTOSIHUHM (JIBE
pasHble MyTalluHn).

Tonpko Ha ocHOBaHMHU Ja0OPATOPHOTO TECTUPOBAHUS JUATHO3 MOXKET ObITh YCTaHOBJICH.

Kakoii nporno3 y manuenton ¢ JJIKJI?

be3 nedenus mporHo3 HeOmaronmpusATHBIM. MiaaeHnsl ¢ uHGaHTUIRHON (Gopmor JIJIKJI
(6one3npio BonbMana) moru6arT B TEUEHUE MEPBBIX IIECTH MECSIIEB JKU3HH.

VY monoBUHBI JETe M B3pOCIBIX C MEIUICHHO pa3BUBarolleiics dopmoit Oose3nu (60ae3Hb
HakKoIUIeHHsI A(UPOB XOJecTepuHa) B Te4eHHe 3X IJeT mocie mnosiBieHus cumntomoB JIJIKJI
MOpaXEHNE TIEYEHW CTAHOBUTCS HACTOJBKO TSDKENBIM, YTO pa3BUBaeTcs (GuOpo3, IUppo3 WM
TpeOyeTcs mepecaika neyeH .

Kak neuat manuenTon ¢ JJIKJI?

Jlnst eyeHusl HeaBHO CYIIECTBYET Mpernapar, KOTOpPbId sBiseTcs (pepMEHTOM JIMMa30u, HO
TOJILKO TIOJIyYEHHON T'e€HHO-MHXKEHEpHbIM IyTeM. JTo mpenapar HasbiBaeTcs "Cebenumaza
anbda**" u oH yxe 3apeructpupoBat B Poccun. CyTh jeueHust O4eHb MPpOoCcTasi — MalUeHTy BBOJST
HEIOCTAIOLINI B opranusMe (epMeHT, B pe3ynabTaTe cebenunasza anb(a™* HauMHaeT paciieriiarh
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HaKaIJIMBA€MbIC BEIICCTBA U OCTAHABJIMBACT IMTPOTPCCCUPOBAHUC 00JIe3HU.

Tepanus siBjsieTcs MOKU3HEHHON MM MOKHO NIPOMTH HECKOJbKO KYPCOB U
BbLICYUTH 00J1€3Hb?

3amecturenpHas (epMeHTHas Tepanus cebenumazoi anbda** sgBiIsSeTCS MOKU3HCHHON W
3HAQUYUTENIHO YJy4IllaeT MPOTHO3 3a0oJieBaHMs, yiyuinaeT kadecTBo ku3Hu aerer ¢ JJIKJI u
MpeJOTBpAIlaeT pa3BUTHE IMppo3a nedeHH. K coxaleHuio, (QEepMeHT, KOTOPbId BBOJAT
BHYTPUBEHHO '"KHMBET" TOJBKO OrPaHHMYEHHOE BPEMsI U €ro HEJAOCTAaTOK HYKHO BCE BpeMs
BOCIIOJTHSATb.

Cebenunaza anpda** HazHauaercs | pa3 B ABe HEAEIH OETSIM U B3pOCIBbIM U | pa3 B Helemno
MiazneHuam. Jlosza cocraBisier 1 MI/Kr, TO €cTh paccuMThIBaeTcs Mo Becy pebenka. [Ipemapar
BBOJMTCS] BHYTpUBEHHO. Koppekuus 10361 mpemnapara IpoBOIUTCS MTPHA CHIDKEHUH WM YBEITHUCHUH
Beca peOeHKa.

Yero cTout onacarbCsi IPU HA3HAYEHUH cedeTunasbl aabpa**?

3% marMeHToB BO BpeMs KIIMHUYECKUX MCCIEIOBAaHUHN YKa3bIBAIHM HA MPU3HAKH U CUMITOMBI
aHapWIakCUM, TO €CThb TSDKeNoW aiepruueckoi peakuuend. [loatomy uHOy3uM cedenumnasbl
anbha*™*  MOKHBI TMPOBOJUTHCS TOATOTOBIEHHBIM MEIUIIMHCKUM DPAOOTHUKOM, YMEIOIIUM
OOpOTBCS C TSDKEIBIMH QJUIEPTUUECKUMH peakmusiMu. B ciydae pa3BuUTHS MOAOOHBIX PEAKIIUM,
HEOOXOIUMO HE3aMeIUTENFHO TMPEKPAaTUTh BBEJACHUE TperapaTa U Ha4aTh COOTBETCTBYIOIIEE
JICUCHUE.

MoxkHo JM JiedyuTh 3a0ojeBaHMe JAPYrHMHM NpPenapaTaMd — KOTOpPbIe
CHUZKAIOT YPOBEHb X0JIECTEPHHA WJIH IOMOTralT padore nevyenu?

Dta Tepanusi, KOTopas MPUMEHsIach 10 MOSBJICHUS MperapaTa, ClocOOHOT0 BO3CHCTBOBATh
Ha TeyeHue Oone3nn. K coskalleHHIo, Takoe JI€YEHHE SBJISETCS CHMIITOMATUYECKHM, HMEET
HECTOMKHI W HEMpOJODKUTENBHBIA 3(PQeKT, HE BIUAET Ha HUCX0Hbl 3aboieBanus. Kpome Toro,
Hccae0BaHuM, MOKa3bIBAONUX A()(PEKTUBHOCTh ATOM TEpamv HE MPOBOAMIOCH. OIHAKO HANIO
OTMETHUTh, YTO OJIMH U3 TOJXOJIOB K TEpallUd COXPAHSET aKTyaJbHOCTb JIO CHX TOp M YyJIydllaeT
coctrosaue mnanueHtoB ¢ JIJIKJI. Drto Hm3koxupoBas guera. OnpHako 0€3 NpoBEICHUS
3aMECTUTENBHON PepMEHTHOM Tepanuu e d3PPEeKTUBHOCTL OYAET HEIOCTATOYHOM.

Tabnuua 1. O6cnenoBanue maruenton ¢ JJJIKJI

Poct, cm

Bec, kr

Pa3mepsl neueHu (maiabpHnaTopHo), CM

Heckonpko | Pa3MEpPBI cele3eHKH (IaabIaTopHo), CM

pa3 BIO | Pazmepsl MeUeHU U CeNe3eHKH (AbIIaTOPHO), CM

OO0muit aHanu3 KpoBH (JIeHKouThHI), X 10*9

OO0t ananu3 KpoBu (3pUTpoLUTH), X 10%12

OOmuit aHau3 KpoBU (T€MOTIO0NH), T/11
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OOmuit ananm3 KpoBH (TpoMOOIHTHI), X 10*9

buoxumuueckuii ananus kpou (AJIT), en/n

buoxumuueckuii ananms kposu (ACT), en/n

XouecTepuH OOIIHiA, MMOJIB/JT

Tpurmumnepuabl, MMOJIB/ T

Xomnectepun-JITTHIL, Mmmoub/n

Xomnectepun-JI [IBI1, Mmmons/n
Koarynorpamma (mapamerp )

V3U OpromHo#i noj0cTH (TI€UeHb), CM

Heckonbko
pas B roj

V3U OpromiHoii moocTy (cene3eHka), cM

VY3U OpromHoi NoJa0CTH (HAAMOUYEYHHUKH ), CM

Kpome TOrO, HY)KHO MPOXOAWTH KOHTPOJHHOE OOCIEIOBAaHWE B KPYTJIOCYTOYHOM WM
JTHEBHOM CTallMOHape 2 pa3a B TOJI I OIeHKH Y(PPEKTUBHOCTH COCTOSHUS.

ITpunoxenne I'l-I'N

I kaJjbl OlleHKH, BONPOCHUKHU M IPyrue olleHOYHbIe HHCTPYMEHTbI COCTOSTHUSA
NaluMeHTa, NPUBeJeHHbIe B KIIMHNYECKUX PEKOMEeHIalusAX

He npumenunmo.

Hogesie, nznannbie B 2020-2023 rr. 1 ourmanbHo yrBepKAEHHBIE MuH3IpaBoM PO,
KJIMHUYECKHE PEKOMEHIANHU (PYKOBOJICTBA, IIPOTOKOJIBI JICUCHHS ) — HA HAIIIEM CaiTe.
WHTepHeT-CcChIIKA:
http://disuria.ru/load/zakonodatelstvo/klinicheskie _rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To AaHHBINA JOKyMEHT OBl paHee pacliedartaH, JaHHoe n3oopaxkenue QR-kona
MTOMO’KET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMakKHOM KOMUHU — B HEM HAXOJUTCS 3Ta CChUIKA.
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