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Cnmcok cokpameHui

AJIT — ananmHamuHOTpancdepaza

ACT — acnaparunamuHOTpaHCcepasza

I'b — rnmukorenoBas 60J1€3Hb

I'TT — ramma-riryramMmunTpancdepasa

I'-KC® — rpanynouutapHbiii KOJTOHUSCTUMYIUPYIOTHI GakTop
JHK — ne30xkcuprnOOHyKICOTHHOBASI KACIOTA

K®K — kpeatunkuHaza

K®K-MB - uccrnenoBanuie ypoBHs/aKTUBHOCTH M30()€PMEHTOB KPEATUHKHHA3BI B KPOBU
JIAI" — nakraTaeruaporeHasa

JIITHII — niumonpoTenHsl HU3KOM INIOTHOCTH

JIITOHII — nunonpoTerHbl O4€Hb HU3KOM MIJIOTHOCTH

MHO — mexayHapoiHO€ HOpMAJIM30BaHHOE OTHOILIEHUE

OTII — opToTonuyeckasi TpaHCIJIAHTAIUS [TE€YEHU

[N — npoTpOoMOMHOBBIN UHAEKC

CHIJA — Coenunennbie IlTaTer AMepuku

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHUE

OIIP — sHA0MmIa3MaTUHYECKUN PETUKYIIYM

9XO-KTI" — s3xokapauorpadus



TepMuHbI U onpeaeIeHUs

AJleHOMA TleYeHH — HOBOOOpa3oBaHWE JOOPOKAYECTBEHHOTO XapakTepa, pa3BHBAIOIICECS B
SMUTEIUATBHONW TKaHU U COCY/IaX MEUYEHHU.

I'emaromeraJiust — yBeMueHue NEYEHHU.

I'unepaunugeMusi — aHOMajabHO MOBBIIICHHbIE KOHIIEHTPALMU JIMIIUIOB W/UIU JTUIONPOTEHHOB B
KpPOBH.

I'mnepypukemus — MOBBIIIEHHAS! KOHLIEHTPAIMS MOYEBOU KUCIOTHI B KPOBHU.

I'mnorjimkeMusi — CHIDKEHHE COJICPIKaHUS TITFOKO3bI B KpOBH MeHee 3,33 MMOJIb/JI.

I'imkorene3 — OGMOXMMHUYECKHI MPOLECC, MPOTEKAIOMMNA B OCHOBHOM B IE€YEHHE W MBIIIIAX, B
pe3yJIbTaTe KOTOPOro IIFOKO3a MPEBPAILAETCS B TIIMKOTEH.

I'nmukoreHonu3 — OMOXMMHUYECKHI TMPOIECC PACIICIUICHUS] TJIMKOT€HA JO TJIOKO3bl, KOTOPBIH
OCYILIECTBIISICTCS TJIABHBIM 00pa3oM B TEUEHU M MBIIIIAX U HE TpeOyeT 3aTpaT SHEPruu, C LEIbI0
MOA/IepKaHUs TIOCTOSIHHOTO YPOBHS TJIFOKO3bI B KPOBHU.

I'nmukoau3 — MpoIecC OKUCIICHUS TIIOKO3bI, MPU KOTOPOM W3 OJHOM MOJIEKYJbl TJIFOKO3BI
00pa3yroTCs IBE MOJICKYJIbl TUPOBUHOTPAJTHON KUCIIOTHI.

I'mokoHeorene3 — npoiecc 0Opa3zoBaHus B MEUEHU U OTYACTH B KOPKOBOM BEIIECTBE MOYEK (OKOJIO
10 %) MomneKyn TI0KO3bl U3 MOJIEKYI APYTUX OPraHMYeCKUX COSAMHEHUN — UCTOYHHKOB SHEPTUH,
HampuMep CBOOOIHBIX aMUHOKHUCIIOT, MOJIOYHON KUCJIOTHI, TNIULEPHHA.

JlakTaT-anua03 — maToJOTUYECKOe COCTOSIHHME, BO3HUKAIOIICE MPU PA3IUYHBIX 3a00JICBaHUSAX U
CHUHJIpOMAx, KOrJa COAEpPKaHUE MOJIOYHOW KHCIJIOTHI B CHIBOPOTKE KPOBHU CTOMKO MPEBBIIAET 35
MMOJIB/JI, UTO COMPSHKEHO CO CHIKeHUeM pH apTepuaibHO KpOBH.

HeiiTponneHusi — TMOHIKEHHBI YpPOBEHb HEUTPO(PHUIBHBIX TPAHYIOIUTOB B OOIIEM KJIETOYHOM
COCTaBe KPOBH JI0 ypoBHs MeHee 1500/ MKit.

Crearo3 nevyeHu — HamboJee pacIpOCTPAHCHHBIA TEMaTo3, MPU KOTOPOM B MEUEHOUYHBIX KIIETKAX
MIPOUCXOAUT HAKOIUICHHE KHUpa.

ChIpoii KYKYPY3HBIH KpaxMmaJ — 3TO Kpaxmajl, MOJy4aeMbli U3 KyKypy3bl, HE MpOIIEIIINN
KyJIUHApHYI0 00paboTKy, KOTOPBIM CO3/JaeT 3amac TIFOKO3bl B KHIIIEYHUKE, OTKyJa OHAa MEJJICHHO
BCACBIBAETCSI B KPOBb, TTOITOMY NMPHUMEHEHHE CHIPOTO Kpaxmayia MO3BOJseT 000MTHCH 0€3 4acToro
KpPYIJIOCYTOYHOTO KOPMJIEHHS ¥ 30H/I0BOTO MMUTAHUS.

®dudpo3 nmeyeHn — pa3zpacTaHUE COCAUHUTEIBLHOM TKaHM OpPraHa, BO3HMKAIOIEE MPHU YPE3MEPHOM

HAKOIUIEHUU OEJIKOB BHEKJIETOUHOTO MAaTpHKCa (OCHOBBI COETUHUTENIbHON TKaHH).
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1. KpaTkasi ungopmanus mo 3a00J1eBAaHNI0 UM COCTOSTHUIO (TpyIme

3a00J1eBaHUil UM COCTOSIHUI)

1.1 Onpenenenue 3a00JeBaHUS MM COCTOSIHNS (TPVIIILI 3200J1eBAHUI MJIN COCTOSTHHIA)

I'nuxozenoevie 0Oone3nu (21UK02eHO03bl) — 63a00/1€6AHUA U3 2PYNRNbL HACTEOCHEEHHBIX
Oone3neil 00Mena eewyHcmae, 00yCi10671eHHbIE HAPYUIEHUEM MeMAdoNIUIMA 2TUKO2EHA.

I'nmukoreHoBasi 00J1e3Hb, TN la (cuHOHUMMEBL: OoJyie3Hb (GOH ['HMpke, remaTopeHaIbHBIN
TJIMKOT€HO3, TenaToOHe(pPOMETANbHBI  TJIMKOT€HO3, JNe(QUIUT  III0K030-6-docdarazer) —
3a0oneBaHre OOYCIOBIEHHO HEAOCTATOYHOCTBIO TIIOK030-6-ocaraspl, YTO MPHUBOAUT K
HAKOIUICHUIO TJIMKOT€Ha HOPMAalbHOW CTPYKTYpPhl B IEUYEHHU, IMOYKAX M CIM3UCTONW 000JIOUKe
KHIIIEYHHKA. TUI HACIIeOBAHUS - AyTOCOMHO-PEIIECCUBHBIN

I'nmukorenoBasi 06ose3nb, Tun Ib — 3a0oneBanne OOYCIOBIEHHO HEAOCTATOYHOCTHIO
MUKpPOCOMAJIBHOTO  TpaHCmOpTHOro Oenka Tjp  (TpaHCiOKa3sl  IIIOK030-6-pocdarazel) u
ACCOLIMUPOBAHHOE C M30BITOUHBIM HAKOIUIEHUEM TJIMKOT€HAa HOPMAalIbHOW CTPYKTYpbl B TEYEHH,
MOYKaxX U CIM3UCTON 000J0YKe KUIlIEUHHUKA. THI HACIeAOBAaHUS - AyTOCOMHO-PEIIECCUBHBIN

I'nukorenoBasi 6oJie3Hb, Tl |l- Oose3sns Ilomme (cm. KinmHuueckue pexoMeHIanuu
«bone3np [Tomne»)

I'mukorenoBasi 06oJiesnb, THH |ll  (cunoHumbl: OGonesnp Kopu, O6onesnp PopoOca,
JUMUTIACKCTPUHO3, JNePUIUT amuio-1, 6-raroko3uaassl, JeQUIUT TIIMKOTE€H-BETBSIIEro (epmeHTa
«nebpaHuepa») — 3a0oyieBaHuE, OOYCIOBIEHHO HEJIOCTATOYHOCTHIO TJIMKOTCH-IECBETBSIIETO
dbepMeHTa, TPEACTaBIEHHOTO  ammiio-1, 6-rimoko3nga3oi W 4-o-TarokaHoTpaHchepa3or, W
aCCOIIMMPOBAHHOE C HAKOIUIEHHMEM TIJIMKOTe€Ha aHOMAIbHOH CTPYKTYpbl C KOPOTKUMH OOKOBBIMHU
BETBSAMH B TICUEHU H/WIM MBIIIAX. B 3aBUCHMOCTH OT aKTHMBHOCTH KATaUTHYECKHX EIWHUI] H
nokanuzanuu aeurutHoro ¢pepmenTta, BeiaenstoT 4 noaruna I'b 11 tuna: Illa, IlIb, Illc u IIId. Tun
HACJIEIOBAHMSI - Ay TOCOMHO-PEIIECCUBHBIN

I'iukorenoBasi 60s1e3ub, THN IV (cuHOHUMMEL: Oone3Hb AHaepceH, Aepuuut ammio-1,4:1,6-
IIIIOKaHTpaHchepasbl, JePUINUT TIMKOTeH-BETBAIET0 (hepMeHTa, aMHIIONIEKTHHO3) — 3a00JIeBaHue,
OOYyCIIOBJICHHO HEIOCTaTOYHOCThIO ammiio-1, 4:1, 6-rimokanTpanchepaspl  (TITMKOTEH-BETBSIIETO
(dbepMeHTa) U COMPOBOKIAIOIIEECS HAKOIUIGHHEM TIIMKOTeHAa aHOMAJIBHON CTPYKTYPHI B Pa3IHYHBIX
OpraHax M TKaHsX, BKJIOYas €YeHb M MBIIIIBL. THUIT HACTIe10BaHUS - AyTOCOMHO-PELIECCUBHBIN

I'nmukorenoBasi 6ose3Hb, THN V (CHHOHUMBI: Ooyie3Hb Mak-Ap/uia, HEJOCTaTOYHOCTh
MBIIIEYHON (ocdopuiasbl) - 3a00eBaHNe 00YCIOBICHHO HEMOCTATOYHOCTHIO MBIIICYHOM TIIMKOTEH
dochopurnasel, MPUBOIAIIEH K HAKOTUICHUIO TJIMKOTEHA B MBIIIIIAX. TUI HACIEIOBaHUS - AyTOCOMHO-

PELIECCUBHBIN.



I'nmukorenoBasi 6ojie3nb, TUn VI (cuHOHMMEBI: Oose3np Xepca (Opa), npedurut
dbochopmnazel  medeHw) — 3a0ojeBaHUE OOYCIOBICHHO HEAOCTATOYHOCTHIO TEYCHOYHOMN
dbocdoprnasel U aCCOMUPOBAHHOE ¢ HAKOIUICHUEM TJIMKOTCHA HOPMAIIBHON CTPYKTYpHI B ICUYCHH.
Tun HacienoBaHus - ayTOCOMHO-PELIECCUBHBII

I'aukoreHoBast GosesHb, Tum IXal m 1Xa2 (cunonmmmer mas IXal: X-cuerseHHBIH
MEYEHOYHBIM TIMKoreHo3 tumna |, cunonumsbl g 1Xa2; X-cleniaeHHBIA ITeYEHOYHBIH TIIMKOI'E€HO3
tuna  |l) — 3aboneBaHue OOYCIIOBICHHO HEIOCTATOYHOCTBIO  Ol2-CYOBEIAMHUIIBI  KUHA3BI
dbochopmazer  (pochokrHA3zbl) MEUEHH M aACCOIMUPOBAHHOE C M30BITOYHBIM HAKOIUICHHEM
[JIMKOT€HA B oprase. Tum HacineaoBaHus - X-CLEIICHHbIN PELleCCUBHBIN

I'nukorenoBasi 60J1e3Hb, THI IXb (CHHOHUMBL: E(UIUT MBIILICYHON/TIEYCHOUHON KUHA3HI
dochopunazsl ayroCOMHO-PEIIECCUBHBIN) — 3a00JieBaHHE OOYCIIOBICHHO HEIOCTATOYHOCTHIO [3-
CyObEeIMHUIIBI MBIIIIEYHON/TIEYeHOYHON KHUHA3bl Gochopuiiazbl U aCCOLMUPOBAHHOE C HAKOIUICHUEM
TJIMKOT€HA B MEYEHH U MBIIIAX. TUI HAaCIeAOBaHUS - AyTOCOMHO-PEIIECCUBHBIN

I'nukorenoBas 00J1€3Hb, THII IXc (CUHOHUMBI: HEJIOCTaTOYHOCTh
TECTHKYJISIPHON/TIe4eHOYHON M30(OpMBI Y-CyOBeAMHUIBI KUHA3bl Gochopminazel) — 3aboJeBaHue,
00yCIIOBJICHHO HEIOCTATOYHOCTHIO TECTUKYISAPHOM/ TIEUeHOUHON U30OPMBI Y-CyOBETUHULIBI KHHA3HI
dbochopunassl U acCOIMUPOBAHHOE C HAKOIUICHWEM TIJIMKOTeHa B TI€UYEHM W MbIINax. Tum
HacJeA0BaHUS - AyTOCOMHO-PEIECCUBHBIN

I'aukoreHoBasi 60.1e3Hb, THN | Xd (CHHOHMMBI: Te(DUITUT MBIIIEYHON KUHA3BI (Hochopriazsl
X-cleneHHbiil) 3a00eBanne 00YCIOBICHHO HEJOCTATOYHOCTHIO anb(a-CyObeTUHUIIBI MBIIIEYHOM
KrHa3bl (ocopuiaspl, MPUBOASIICH K HAKOIJICHHIO TJIMKOT€HA B CKEJIETHBIX MBIINIAX. Ul
HacJeI0BaHUs - AyTOCOMHO-PEIECCUBHBIN.

Tun HacnenoBanus - X-CLETJIEHHBIN PEECCUBHBIN

I'iukoreHoBasi  Gosie3Hb, THN X  (CHHOHHMBI:  HEIOCTATOYHOCTH  MBINICUYHON
dbocdormuuepaTrmyTasbl), 3a00eBaHne 00YCIOBIEHHO HEOCTATOUHOCThIO (pochormuiepar MyTassl,
MIPUBOJIANICH K HAKOTUICHHUIO TJIMKOTEHA B CKEJICTHBIX MBINIIAX. THIT HACIEIOBAaHUS - ayTOCOMHO-
PELIECCUBHBIN.

I'nmukoreHoBasi 60s1e30b, THI X| (CHHOHMMBI: TEDUITUT MBIIICYHOW JIAKTATIETUIPOTECHA3BI
A) - 3aboneBaHHe OOYCJIOBJICHO HEIOCTATOYHOCTHIO JIAKTATACTHAPOTreHa3bl A B MHOIUTAX,
MIPUBOJIANICH K HAKOIUICHHUIO TJIMKOTEHA B CKEJICTHBIX MBIIIIAX. THIT HAacIeTOBaHUS - ayTOCOMHO-
PELIECCUBHBIN.

Cunapom ®ankoHu-bukensi (TemaTopeHaNbHBIN TIHMKOTEHO3 € CHHIpOMOM DaHKOHHW,

rIMKoreHo3, Tun @DaHKOHW, TIIMKOreHoBas Oone3nb. Xl|) - 3a0oseBaHue OOYCIIOBJICHO



HCAOCTAaTOYHOCTBIO TJIFOKO3-TPAHCIIOPTEpPaA 2, KOTOpass MNpPUBOAWT K HAKOIUICHUIO TJIHUKOICHA B

IIEYEeHU U NouKax. Tul Hacieq0BaHUs - ayTOCOMHO-PELIECCUBHBIN.

I'nukorenoBasi 6o0Jie3Hb, THN O (CHHOHMMBI: arJIMKOr€HO3, NCHUIMT IEYCHOYHOU WIIU
MBIILICYHOH TNTUKOT€HCHHTAa3bl) — 3a00JieBaHUE 00YCIIOBICHO HEJOCTATOYHOCTBIO INIMKOI€HCHHTA3bI
B INICYCHHU UJIM B MbIIINAX, KOTOPOC MPHUBOJUT K HAPYIICHHUIO CUHTE3a INIMKOI'CHA B IICYCHU, MbIIIIAX
B 3aBucuMoCTH OT JOKanu3anuu AeHUIUTHOTO (HEepMEHTa, BBIACISAIOT NMEYCHOUYHYIO U MBILIICUYHYIO
bopmy 3ab0eBanus. THIl HACIEJOBAHUS - AyTOCOMHO-PELIECCHBHBIN

BoJjie3Hb HAKOIUIEHHsI TJHKOTeHa B ceplle, BPOXKIAEHHAsi, JeTajJbHasi (CHHOHHMBI:
HEIO0CTaTOYHOCTh (ocdopunazkunazsl cepana, PRKAG2-cunapom) 3aborneBanue 0O0YCIOBIECHO
HEJOCTATOYHOCThIO  ochopriia3KMHA3sl B KApAUOMHUOIUTAX, TIPUBOMSINCH K HAKOIUICHHIO

T'JIMKOI'CHA B cepnequﬁ MelIe. Tum HaciaenoBaHus - aYTOCOMHO'HOMHHaHTHLIﬁ.

1.2 DTHOJOrMA M HATOreHe3 3a00JeBaAHU WU COCTOSAHUA (IPynnbl 3200JeBAHMIT UJIU
COCTOSIHMH)

I'nukorenoBas 60J1e3Hb, TN la

3abosieBanue o0ycnoBiieHO MyTanusmMu B reHe G6PC, komupyromem rimroko30-6-pocdarasy,
YTO MPUBOAMT K €€ HEIOCTATOYHOCTH B TEYEHH, IIOYKAX, CIM3UCTON 000JI0UKE KUIIEYHUKA, a TAKKE
B OCTPOBKax B-KJIETOK MOJKETyJOUYHOH XKeJe3bl U KeIYHOro my3bips. ['en kaptupoBan Ha 17021.31.
[1, 2].

I'moxo030-6-hochaTasa karanm3mpyeT KOHEUHYIO PEAKIMIO0 Kak TIJIIOKOHEOTeHe3a, TaKk U
TUAPONN3a TIIMKOTeHA, THAPOJIN3YS TIII0K030-6-hocdar Ha ritoko3y U Heoprannueckuid ¢pocdar (Pi)
U SBIAACH €IMHCTBEHHBIM HCTOYHMKOM OOECIEYEeHHs OpraHu3Ma OOJIbIIMMU KOHLEHTPALUSIMU
TIII0K03b1. HecrmocoOHOCTE oprann3Ma 00JIBHOTO MPEBPATUTH TIIFOK030-6-pochaT B IIIIOKO3Y BEAET K
THIOTJIMKEMHH JIa)Ke TIPU KPATKOBPEMEHHOM TOJIOaHWM W3-3a OJOKAIbl TIIMKOTEHONHW3a W
TJIFOKOHEOT'€HEe3a U K HAKOIJICHUIO INIMKOTe€Ha B MIEYSHM, TOYKaX U CIU3UCTON 000JI0UKe KUIIeYHHKA,
npuBoas K mucdyHkumu 3tux opraHoB [1, 3]. Hakomnenue cyOctpara OJOKMPOBaHHOW pEakIHy,
TIII0K030-6-ocdara, cTUMYyIHpYeT TIIMKOJINW3 M HAKOIJICHHWE JIAKTaTa, KOTOPHIH, CHHTE3UPYICh B
OPUTPOIMTAX W MBIIIEYHOW TKaHHW, HE MOXKET OBITh NPEBpaIleH B TIIOKO3y B Ie4YeHH (Oiiokama
TJIIOKOHEOreHe3a). [ 'mmornukemMuss OOYCIIOBIMBAaeT OTHOCHUTENBHO HU3KYIO  KOHIICHTPAIMIO
uHCynuHa. CHMXKAETCs COOTHOLICHHE HWHCYJIUH/TIIOKAroH, CTUMYJIUPYS JHUIIONNU3, M TOBBIIIACTCS
YPOBEHb JKUPHBIX KHCIOT B Tutazme. CTUMYJSIMS TIMKOJIHM3a BENeT K YBEIMYCHUIO CHHTE3a

riuuepoia u anetuia-KoA, cydcrpaTtoB u KohakTOpOB CHUHTE3a TPUTIHULEPUIOB B IIeUeHU. [ okaron
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TaKXKe CTUMYJIHUPYET MeTaboIMdecKue IyTH, YrHeTarouue [-OKUCIEHUE MKHUPHBIX KHCIOT B
MUTOXOHJIPHSX, YTO COMPOBOXKAAETCS TUKApOOHOBOW amuaypuei. I10CKOIbKy CKOpPOCTh CHHTE3a
arloJUIIONPOTENHOB U OOpa30BaHMs JIMIONPOTEMHOB oOueHb Hu3KkoW miuotHoctu (JIIIOHII) nu
nunonporernHoB Hu3kod 1wiotHoctd (JIITHIT) orcraer OT yCKOpPEHHOrOo CHHTE3a JIMIHAOB, B
rernaTouuTax oO0pa3yroTcs KalUld JKHpa, BBI3bIBAs BBIPAKEHHYIO TI€NaTOMErajuio (KUpoBas
TpaHchopmanus, creaTo3 meudeHH). Jlakrar sBiseTCs KOHKYPEHTHBIM HMHTHOMTOPOM IOYEYHO-
KaHaJIbLIEBOM CEKPELMHU YpaToB, YTO BEeIET K TUIEPYPUKEMHUH M TMIIOYPUKO3ypuu. [ unepypuxkemus
ABJISICTCS CJIEJCTBUEM HE TOJBKO CHIDKEHUS IOYEYHOTO KJIMPEHCA, HO U TUIEPIPOAYKIIUH MOUYEBOU
KHUCJIOTBl B pe3yjbTaTe HCTOIIEHUS BHYTPUIIEYEHOUHOro (ocdara M yCKOPEHHOM Jerpananuu
aJICMHOBBIX HYKJICOTUIOB [4, 5].

Mexanusmbl GpopMupoBaHus (HOKATEHO-CETMEHTAPHOTO TiIoMepysockieposa npu I'b 1 tuna
OKOHYaTeJbHO He scHbl. [IpennonoxurenbHo, ¢GopMupoBaHue (PoKaIbHO-CErMEHTApHOTO
IJIOMEPYJIOCKIIEpO3a CBSI3aHO TAKXKE C NEPCUCTUPYIOLIEH TUIepiunuaeMueii, Harogo0ue Toro, Kak
3TO MPOUCXOAMT TPHU MEPBHYHOM HEPPOTUUECKOM CHHIPOME C HEAJCKBATHBIM KOHTPOJIEM YaCTOTHI
pPELMINBOB M aKTUBHOCTH Oose3HH. Ha ponb Apyrux maroreHeTH4ecKnX (PaKTOpOB MPETEHAYIOT
apTepuanbHas THIIEPTEeH3MsI, HepeaKo Bo3HuKatomas npu ['b I Tuna, u runepypukemust. [6, 7].

I'makorenoBas 60J1e30b, THII Ib
3aboneBanne oOycnmoBieHo MytanusmMu TeHa SLC17A4, xomupyromero MHKPOCOMAbHBIHN
TpaHCOpPTHBIA Oenmok T;  (TpaHcioka3y TIIOK030-6-ocdaraspl), dYro MPUBOAUT K €€
HE/JIOCTaTOYHOCTH B IMEYEHH, IOYKaX, CIM3MCTOM 000JI0YKe KHUIIEYHMKA. ['eH KapTUpoBaH Ha
11923.3.

PacriosioxkeHre akTUBHOTO TICHTpa TIIF0K030-6-pocdaraszel B mpocsete DIIP oOyciosnmBaer
HEOOXOMMOCTh TPAHCIIOPTHPOBKU BCEX CYOCTPaTOB M TPOIYKTOB PEAKIMH, KaTaIH3HPyeMOM
¢depmenTom, uepe3 MemOpany OIIP. Hemocratounocts Genka Ty compoBoXkaaeTcs
HEJJOCTaTOYHOCTBIO TJI0K030-6-octaraser [1]. Cnenuduueckum npusnakom I'b Ib tuna seisercs
HeliTporieHuss u  yxymameHue (yHkoum HedtpoduiaoB. Y Takux OONBHBIX HapylleHa Kak
JBUTATENbHAs CIIOCOOHOCTh HEUTPOQHIIOB, TaK W WX AKTHBHOCTH IPH PECIIUPATOPHOM B3pHIBE.
Kpome Toro, 3TM marosoruuyeckue M3MEHEHHs MOTYT OBITh CBS3aHbI C HAapyLUIEHHEM TPaHCIOPTa
[JIIOKO3bI  4epe3 MeMOpaHy NOIMMOP(HOSAEPHBIX JieHKonuuToB. COIMNIacCHO —CYIIECTBYIOUIUM
MPEIOI0KEHUSIM, MUKPOCOMAIBHBIN TPAHCIIOPT TIIFOK030-6-pocdara urpaer onpeneneHHyo0 poib B
AHTHOKCUIAHTHON 3alIuTe HEUTPOPHUIIOB, a TEHETHYECKas ITOJIOMKA TPaHCIOKAa3bl TIOK030-6-
¢docdarazpl BeeT K HAPYLUICHUIO KIETOYHBIX (DYHKIIMHA, B YACTHOCTH, aIrloNTo3a, YTO MOXKET CIYKUTh
00BsCHEHHEM HEHTpopuIbHOM auchyHKImK y 6onbHbIX ¢ I'b Ib Tuna [8, 9].

I'nukorenoBas 60Js1e3Hb, THI |11



3aboneBanue 00ycioBieHo MyTanusiMu reHa AGL, Koaupyromniero riimKoreH-aeBeTBsIImni pepMeHT,
KOTOPBIM TPEACTaBIsIeT COO0O0W OOJNBIIOH MOHOMEpPHBIM O€lOK ¢ MOJEKYJISIPHOW Maccoit
npubmu3utenbHo 160k 1 mMeer 2 KaTaIMTUYECKUX EAWHHIBI: ammiio-1,6-rimoko3unasy u 4-o-
rIIIOKaHOTpaHcdepaszy, CrnocoOHble (PYHKIMOHUPOBATH HE3aBHUCHUMO JPYr OT Jpyra, OJHAKO IS
HOPMaJIbHOTO ACHCTBUS AEBETBSAIIEr0 (hepMeHTa HE0OXOauMa aKTUBHOCTh O0EMX KaTalIUTUYECKUX
enunuil. [TogaBistomniee OOIBIIMHCTBO OOJIBHBIX UMEIOT ACPUIUT 3TOTO YH3UMA KaK B MEYCHH, TAK H
B IMOMNEPEUHO-TIONOCATHIX MBIIIIAX, BKIOYas cepaeunyro (moarun llla), onnako mpumepno y 15%
MAIl[MEHTOB OH OTMedaeTcss Tonbko B medenu (moxrum |11b). Hammuwme yka3aHHBIX MOATHIIOB
OOBSICHSICTCSL Pa3IMYHOM HJKcmpeccued QepMeHTa B TKaHSAX. B peakux ciiydasx CeleKTHBHOE
CHIDKEHHE aKTUBHOCTHU JT00 amuiio-1,6-rmoko3naassl, 160 4-o-TaroKaHoTpanchepassl IPUBOAUT K
paszBurtuio noarumnos l11c u I11d 6one3nu, coorBercTBeHHO. ['eH kapTupoBan Ha 1p21.2. [1].

Amuno-1,6-raroko3ugaza  ydyacTByeT B MeTa0OJMM3Me TIJIMKOTE€HAa B TOYKaxX BETBJICHUSA
TJIMKOTEHOBOTO «/iepeBay. DepMeHT sBisieTcss OMQYHKIMOHANBHBIM, C OJIHOM CTOPOHBI IpeBparast
JUMUT-IEKCTPUH B TJIMKOTCH C HAPYKHBIMH LEMISIMA HOPMAIBHON JJTMHBI M, C IPYroid, OCBOOOXTast
TJIIOKO3Y TyTeM Tuaponu3a o-1,6-Taroko3uaHoi cBs3u. HemocTtaTo4HOCTH (epMEeHTa MPHUBOAMT K
HapyIICHUIO Tpolecca TIMKOTE€HOJIM3a, MPUBOMAS K HAKOIUIEHUIO B TKaHSAX (II€YEHb, MBIIIIIHI)
MOJIEKYJ1 TJIMKOT€HAa aHOMaJbHOW (OPMBI C YKOPOUEHHBIMH HApPYKHBIMH LEMSMH, KOTOPBIi
OKa3bIBaeT IIMTOTOKCHYECKOE JCHCTBHE, MPHUBOJAS K IUCPYHKIUU COOTBETCTBYIOIIUX OPraHOB.
Mexanu3mbl POPMUPOBAHUS TUTIOTIMKEMHUHU U JAKTaTallM103a CXOAHbI ¢ TakoBbiMU nipu ['b 1 Tuma
[10,11].

I'nuxorenoBasi 60y1e3Hb, THI IV
3aboseBanne oOycimoBieno wmyrtanmusmMu B rene GBE1, komupyromem — ammio-1,4:1,6-
TIIIOKaHTpaHcepasy, 4TO MPHUBOAUT K €€ HEJOCTATOYHOCTH B IE€YEHHW, MBIIIIAX, JEHKOIUTaX,
sputponmTax u ¢pudpobdiacrax. ['en kapruposan Ha 3p12.2.

Ammuio-1,4:1,6-rimokanTpancdepaza yyacTByeT B MeTaOONM3Me TJIMKOT€Ha IpU TOYKax
BETBJICHUSI TIMKOTEHOBOTO «AepeBa». HemoctaTOYHOCTh (epMeHTa 00yCIOBIMBAECT HapyIIEHHUE
HOPMAJILHOTO CHHTE3a TJIMKOT€HAa, BCJIEACTBHE Yero o0pa3yercsi aHOMAJBHBIA IOJIMCaxaphj C
aAMIJIONIEKTUHOTIO00HOM CTPYKTYpOH (MOJUTIIMKO3TINKAH), KOTOPBIN, HAKAMIUBAsCh B PA3IUYHBIX
TKaHsX, BKJIIOYAask ICUCHb U MBIIIIIBI, TOBPEXIACT UX KieTku [1, 12].

I'nukorenoBas 60J1e3Hb, THI V

3aboneBanne 00ycnmoBieHO MyTtanmusMu TeHa PYGM, Koaupyroomero MbIIICYHYO
dbochopunazy. I'en xaprupoBan Ha 110913.1. BceneactBue nedunura mbimeuHoi (ochopumnazsl
HapyllaeTcs paclielieHue TJIMKOTeHa A0 ToK030-1-gocdara, B pesynabTare 4yero MpOUCXOIUT

HAKOIIJICHUE I'NIMKOI'CHA B MBIIIIIIAX.
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I'nukorenoBasi 00J1e3Hb, THII V|

3abosieBaHre BO3HUKAET BeiencTBUEe myranuid B reHe PYGL, komupyromero ¢ochopunazy
neuenu. ['en kapruposan Ha 14021.1. [1].

Hedumut mnedeHouHoil ¢ocdopmiiaspl, KaTaTU3UPYIOUIEH TMEpBYI0 peakIuio pacrnajia
TJIMKOTEHa, BEJET K €ro M30bITOYHOMY HAaKOIUICHHIO B remaronurax [13,14].

I'mukoreHoBasi 60s1e3Hb, THI | Xal u 1Xa2

3aboneBanue 0OycCNIOBIEHO MyTauusiMu TeHa PHKA2, KOAUPYIOUIETO 0o-CyObEAHMHUILY
MEeYeHOYHON KMHAa3bl pochopuiiasbl, 4TO MPUBOJUT K €€ HEIOCTATOYHOCTH B IMIEUEHU U SPUTPOLIUTAX
(moxrun 1Xal) wiu Tonbko B meyenu (moarun 1Xa2). I'en kapruposan Ha Xp22.13. [1].

I'mukorenoBasi 60s1e3ub, THII | XD

3a0osieBanue o0OycinoBiaeHo MmyramusmMu B reHe PHKB, komupyromem p-cyObeaunuily
MBIIICYHOM/TIeYeHOYHON KMHAa3bl pocdopuiasbl. I'eH kaptupoBan Ha 16012.1.

I'nukorenoBasi 00J1e3Hb, THI 1XC

3alosieBaHue 00yCIIOBJICHO MYTaLUSIMU B reHe PHKG2, KOJMPYIOIIEM
TECTUKYIIIPHYIO/TICUCHOYHYIO H30QOopMy Y-CyObeIUHUII KHHA3BI ochopmiaszel. ['eH kapTupoBaH
Ha 16pl1.2.

I'iimkorenosasi 60.1e3ub, THI | Xd

3aboneBanue o0ycnoBineHo MytanusiMu B reie PHKAL koaupyromiemM MbIIIeuHyI0 n30hopmMmy
anb(ha-cyobeAMHUIBI KuHa3bl hocdopunassl. I'eH kapTuposan Ha X(13.1.

IIaToreHes riamKoreHoBbIX 0oJie3Hel, Tum | X

Jedunut ar000it n3 cydobeauuuil KuHassl Gochopuiassl b Hapymaer nporecc hocdoponnsa
nedeHouHo (ochopunaser b B pochopunasy, a, 4To BeAeT K HapPYIICHUIO aKTUBAIIUH MOCICTHEH U
B HWTOT€ — K HEBO3MOXKHOCTH pacHIeIUIeHUs1 TimkoreHa. docdokmHaza cocTouT u3 4 pasHbIX
CYOBEIMHHULL, KaXKIYI0 U3 KOTOPHIX KOAUPYIOT pa3iIMuHbIE I'€HbI, pacloiaraloliiecs Ha pa3InyHbIX
XpOMOCOMax U MO-pa3HOMY SKCIpeccupyromuecs B pasnnynbix Tkausax: o (PHKA2), B (PHKAB), v
(PHKG2), & (CALM1). CyObeauHuil o W [} BBINOJHSAIOT PErylsTOpPHbIC (YHKIMH, Y —
KaTaJIUTHYECKYI0 QYHKIUIO, a 0 — (PYHKIHUIO CBA3BIBAHUS HOHOB Ca®. CyObenunuiia o UMeeT JBe
n30pOpMBl  —  MBIIIEYHYIO UM  [EYEHOYHYI0, KOJUpPYEeMble JBYMS pa3HBIMH T€HaMH,
pacrionararoumucs Ha X-xpomocome HenocratouHocTs KuHa3bl ¢pochopuiasbl, B 3aBUCUMOCTH OT
130(pOpMBI, IPUBOJUT K HAKOIUICHHUIO TJIMKOTEHA B IEYECHH, B MMEYCHNW M MBIIIIAX, H30JUPOBAHHO B
MBIIIIax, B cepame [15,16].

I'1ukorenoBas 60s1e3Hb, THI X

3aboneBanue oOycnoBieHO MyTauusmMu B TeHe PGAM2, koaupyromem MbBIIIEYHYIO

dbochormunepar myra3dy. ['en kaptupoBan Ha 7pl3. HemocraTtounocts ¢depMeHTa TPUBOAUT K
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HapylIeHuto TmpeBpamieHuss 3-pochormmnepar, B 2-pocdoriaumepar, HaPYIICHUIO TPOILECCOB
TJIMKOJIN3a ¥ HAKOTICHHIO TNIMKOT€HA B MBIIIIAX

I'nukorenoBas 60s1e3Hb, THI X|

3aboneBanue o0ycimoBiaeHOo MyrtamusamMu B TeHe LDHA, komupyromem cyoeauHuily A
nakraraeruaporeHasbl. ['en kaptupoBan Ha 11pl5. HemocraTtounocTh ¢depMeHTa NPHUBOIUT K
HapYIIECHHUIO MPOLECCOB TIMKOIN3a U HAKOTICHUIO TJIMKOTE€HA B MBIIIIIAX.

Cunapom Pankonu-buxens

3aboneBanue oOycioBieHo MytamusmMu B reHe SLC2A2, komupyromieMm TIIFOKO030-
Tpancnoprep 2. I'en kaptupoBan Ha 3(26.2. HemoctatouHoCTh (hepMEHTa MPUBOIUT K HAPYIICHUIO
TPAHCIIOPTA TJIOKO3bI W TaJaKTO3bl Yepe3 KIETOYHYI0 MeMOpaHy B TeNaToLUTax, SIUTEIUU
KHIICYHUKA M TIOYEYHBIX KaHAIBIIEB, YTO MPUBOAUT K HAKOIUICHHUIO TJIMKOTeHA B KIETKAX.

I'maxorenoBasi 60J1e3Hb, THII O

3abosneBanue oOycnoBieHO MyTauusMu B reHax GYS2 m GYS2, xoaupylomux NEYEHOUYHYIO U
MBIIICYHYIO TIUKOTeHCHHTa3zy. I'eH kaptupoBan Ha 12pl2.1 — st medeHOYHOH (GOPMBI, U Ha
19913.33 — s mbimeyHoi. HemocTaToyHOCTh TIIMKOTEHCHHTA3bl MPUBOJUT K HEBO3MOXKHOCTHU
CHHTE3a INIMKOT'eHa, U COOTBETCTBEHHO, K BHIPAXKEHHOMY CHUKEHHIO €r0 COACpIKAHUS B MEUEHU WIIH
MBIIIIIAX.

BoJjie3nb HaKOMIeHUSI ITHKOTeHA B cep/ue, BPOKIeHHasl, JeTaJlbHast
3aboneBanue o0ycinoBieHo myranusimu B rene PRKAG2, kogupytromem y2-cyObeTnHUITY
5’aneHo3uHMOHOpOCc(haT-aKTUBUPYEMON IPOTEeNHKHHA3bI. ['eH kapTupoBaH Ha 7036.1.
HenocrarouHocTh pepMeHTa IPUBOAUT K HAPYIICHUIO PETYIISIINUU afeHo3uHTpUdochaTa (ATD),

HapyYICHHUIO MeTa00I13Ma IITFOKO36I U JKUPHBIX KUCJIOT, OTJIOKCHUTIO I'NTIMKOT'CHA B KapJUOMUOIUTAX.

1.3 DnuaemMuoJsoruss 3a00JeBaAaHUA  WJIHM  cOCTOsTHMS (rpvnnbl  3200J1€eBaHUN  WJIH

COCTOSIHMH)

YacroTa BCTpe4aeMOCTH TIIMKOT€HOBBIX OonesHel coctasnseT oT 1 Ha 20 000 mo 1 wa 40 000

HOBOpOXIeHHBIX [17]. Hanbonee yacto BCcTpedaroTcs rimkoreHoBas 6osnesus, tui |, Tum 1, tun VI
u tutm X,

I'b la Tuna BcTpeuaercs npumepHo y 80% manuentoB cpean Beex 6onbHbIX ['B 1 Trma [18].
Yacrora Bctpeuaemoct I'b la tuna B o6meit monymsiuuu coctasnser 1:100 000-300 000, cpenu
eBpeeB amkeHasu -1:20 000 [2]. I'b Ib tuma BcTpewaercs mpumepHo y 20% nanumeHTOB Bcex

oonpHbIX ['B | THIA [2].
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I'b Il Tuna Bctpewaercs y 24% ot Bcex nmanueHtoB ¢ I'b. Hactora nanHoro 3abojeBaHus B
EBpone cocraBnsier 1:83 000 xuBbIX HOBOpOXAEHHBIX, 1:5400 - B M3paure, Ha Papoickux
octpoBax (Cesepnast Arnantuka) 1:3600 HOBOPOXKAEHHBIX OMHCAHBI, YTO CBSI3aHO C 3 (dHeKToMm
ocuosaress [19].

I'muxorenoBas 6one3ns, Tun VI Bctpeuaercs ¢ yactoroit 1:100 000 HOBOPOKIEHHBIX.

I'b, Tun IX mpaktuyeckun B 25% cimyyaeB 0OycllOBIIeHAa HEIOCTaTOYHOCTHIO anb(da-2

cyObequHULBl  KUHA3bl  (pochopunassl, coorBerctBeHHO I'b, Tum 1Xa sBugercs Hambomee

pacrpoctpaneHnoi cpeau I'b  tuma [16,21].

1.4 Oco0eHHOCTH KOAMPOBAHHUA 3a00JIeBaHHS MJIM_COCTOSIHMS (TPVIObLI 3a00J1€BaHMH MM

cocTosinuii) no Me:XIVHAPOAHOH CTATHCTHYeCKOH KJaaccuukannu 0oJiesHell W npodjaeM,

CBAI3AHHBIX CO 310POBbHEM

E74.0 — bone3nu HakoIJIeHUs TIIMKOTEHA.

1.5 Kuaaccudbuxkanmms 3a00JeBaHUs HWJIH  COCTOSAHHUA (rpynnbl  3200J0eBaHMI  WJIH

COCTOSTHMI)

B Hacrosiee BpeMsi IpUHATO UCHOJIB30BaTh Kiaccugukaiuio, npeanoxennyo Jx. Kopu B
1954 1. ¥ TOCTPOEHHYIO MO XPOHOJOTHYECKOMY MpuHIMIY: THIBI I'b, 0003HaualOTCsI pUMCKUMH
nudpaMu M pacroyiaratloTcsi B MOPsIIKE OTKPBITUS CHHIPOMOB M COOTBETCTBYIOUIMX (DEPMEHTHBIX
negexroB. IlpuBoaumast pabouast knaccuduxanus I'b yuuteiBaeT TuUnbl 3a0oneBaHus, (PEPMEHT,
HEJ0CTaTOYHOCTh KOTOPOTO MNpHBEJAa K Pa3BUTHIO KIMHUYECKOW KApTUHBI, Ba)KHEHIIME KIMHUKO-
n1a00paTOpHbIE XapaKTEePUCTHKH, OCOOEHHOCTH TE€UYEHUs U MporHo3a 3Toi natonoruu (IIpunoxenue

T1).

1.6 Kaunnuyeckass kapTuHa 3a00JJeBaHUA WJINH COCTOAHUSA (rpynnbl 3a00JeBAHNHA WJIH

COCTOSIHMH)

I'nuxoreHoBasi 60s1e3Hb, TUII 1A.

BospacT Hauana 6one3Hn — HEOHATANbHBIN MepuoI, Jamie 1-it rox xu3nu (B 3—4 mec).
OcCHOBHBIE KJIMHHUYECKHE TIPOSIBICHUS 3a00JIeBaHUS. 3a/epiKKa (PU3UYECKOrO pa3BUTHS,
«KYKOJIbHO€» JIMIIO, OOJbINOM, BBICTYNMAIOIIUNA >KUBOT, rematoMeranus, Aud¢y3sHas MbIIEYHAS

THUITIOTOHUA, KCAHTOMBI Ha KOXKE.
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B GonbmmHCTBE ciydaeB 3a0osieBaHHE MaHU(ECTUPYET OCTPO: DMH30ABI CIIA00CTH, BSUIOCTH,
BIUIOTH JO0 KOMBI, OOYCJIOBIIEHHBIC THIIOTJIMKEMUEH M JAKTaTallMJ030M. Y 4YacTH MalUeHTOB
pa3BHUBACTCS CYIOPOKHBINA CHHAPOM, OOYCIIOBICHHBIN TUITOTITUKEMUEH.

Co croponsl JKKT BeisIBIsSIETCS renaroMeranusi, HapylieHue (QyHKIUU NEYeHHU, IeUYeHOYHas
HEJOCTAaTOYHOCTb. MOKET pa3BUBaTbCAd aJEHOMATO3 II€YEHU, WMEIOUMHA CKIOHHOCTh K
3JI0KAYECTBEHHOMY IEPEPOXKACHUI0 (renaTtoMa, renaTrouesultoiisipHas KapiuHoma). lledeHounble
aZIEHOMBI OTHOCSITCA K XOpOIIO U3BECTHBIM OclIo)KHEHUsM ['b I tuma. IlosiBneHne aneHOMBbI edeHu
pu ['b Bo3MoxHO B 11000M BO3pacTe, OJHAKO OOBIYHO OHH 00Pa3yloTCs MEXY BTOPHIM U TPETbUM
JECATUIICTUEM JKU3HU C 9acTOTON OT 16 10 75%, KoTOpas He 3aBUCHUT OT moJjia marueHToB. Ha ¢one
TUTICPIUITHIEMUAN MOXKET CPOPMHUPOBATHCS XPOHHUECKUN TAaHKPEATHUT.

[lopaskxenne moOYEeK BKIIOYaeT B ce0s (OKAIbHO-CErMEHTApHBIA  TIIOMEPYJIOCKIEpPO3,
COMPOBOXKAAOIIUNA TPOTECHHYPUEH UM CHIDKEHHEM [OYEYHBIX (PYHKUMNA, HEPpPOKaIbIIMHO3,
aMmiIono3, cuHIpoM DaHKOHU, AUCTAIBHBIA MMOYEUHO-TYOYISIPHBIM aluao3 C HUCXOAOM B
XPOHUYECKYIO0 TIOYEYHYI0 HEIOCTaTOYHOCTh, TPEOYIOUIYI0 TEeMOAWAIN3a W/WIN TpPaHCIIAHTAIH
noyek [18,22]. B moct myOepTaTHbBI Mepuol Ha IMEpPBbIM IUIAH BBHICTYIIACT TUICPYPUKEMHS C €¢
KIMHHYECKUMH OCIIOKHEHHIMU [23, 24].

Takke xapakTepHbl HOCOBBIE KpPOBOTEUYEHHS, OCTEOINEHMS, OCTEOINOPO3, CKIOHHOCTh K
repesoMam, TUIOrOHAU3M.

Y HEKOTOpBIX TAIMEHTOB pPa3BUBAETCS JIETOYHAs THUMEPTEH3Us, MPOTPECCUpPYIOMas B
XPOHUYECKYIO CEPACUYHYIO HETOCTATOUHOCTh M MIPUBO/SINIAS K CMEPTH B FOHOIIIECKOM BO3pacTe.

[lopaxxeHHe  TOJOBHOTO  MO3Ta, BO3HHUKAeT  BCIEJICTBUE  MNOBTOPHBIX  TSKEJBIX
THITOTJIMKEMHYECKUX aTakK, HEPEIKO BhIsBIIsgeTcs y manueHToB ¢ ['b | Tuma [25].

[Topaxenne wmpimn npu b la Tunma nporekaer ¢ ¢GopMUpPOBaHHEM MHUONATUYECKOTO
CUHApOMa W HapyuieHHeM (yHKUUU MbII. CHUMITOMBI OOJNE3HH XapaKTePU3YIOTCS HATUYHEM
BBIPKEHHOW MBIIIEYHON TUIIOTOHUU C TMOCIEAYIOIIMM HapacTaHHeM clIaboCTH U aTpOodUU MBIIIII
MPOKCHMAIIbHBIX OTEJIOB PYK U HOT (aMHOTpoduUecKuit cumnroMokomIuiekc) [26].

[Ipu 1abopaTopHOM HCCIEOBAaHUY BBISBISIOTCS TUIIOTJIMKEMUS, JTAKTATAIIM03, TIOBBIIIICHUE
ACT, AJIT, runiepypukeMusi, TUIIEPJIMIUAEMUS (3HAYMTEIHHOE MMOBBIIICHUE YPOBHS TPUTIUIICPUJIOB,
yMEpEHHOE TOBBIIICHHE YPOBHA (OC(OIUMHUIOB, TUIONPOTEUHOB, Xxonectepuna, JIITHII, Hu3kwmii

yposens JITIBIT).

I'mukorenoBasi 00s1e3Hb, THII I1D.

B03paCT Hauaja 3a00JIeBaHUs — HEOHATAIbHBII nepuon u HCpBBIﬁ o4 )KU3HH
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OCHOBHBIE KIMHUYECKHE TPOSBICHUS 3a00JieBaHMs; 3aJepKKa (DU3NYECKOTO pa3BUTHS,
«KYKOJIbHOE» JIUIO, OOJIBIION, BBICTYHNAIONIMH JKUBOT, (YpPYHKYJE3bl, IEPUOPATBHBIE U
MepHaHaIbHBIC U3bA3BICHUSA. B O0NbIIMHCTBE cydaeB 3a00JIeBaHHE HAUMHAETCSI OCTPO, C IMMH30]I0B
cnaboCTH, BSJIOCTH, HApPYIICHHS CO3HAHMS, BIUIOTH JIO KOMBI B CBSI3U C THUIIOTJIMKEMHEH U
BBIPQXKCHHBIM JIAKTATAI[MJI030M, YTO CBS3aHO C YBEJIMYECHUEM HMHTEpBaJa MEXKAY KOPMIICHUSIMU.
[TopaxeHue MeYeHH BKIIIOYACT B ce0sl TeaTOMETAINI0, HapylieHHue (PYHKIMHU TEYCeHU, BIUIOTH JI0
pa3BUTHS LUPPO3a, AJCHOMATO3 I[I€YCHH, MMEIOUIMKA CKJIOHHOCTh K  3JI0KAYE€CTBEHHOMY
MepepoXAcHUI0 (TermaroMa, TermaTolue/UTIoIIpHas KapiuHoMa). Y TaIMeHTOB YacTO Pa3BHBAIOTCS
MMaHKPEATUTBHI.

s 3aboneBaHMsl XapakKTEPHBI TsDKENbIC PEIUAUBHpYIOMNE HHPEKIUN, (QypyHKYIE3bl,
CTOMATHThI, THHTUBHMTBI, OTHUTBI, BOCIAJIUTECIbHBIC 3a00JICBaHUS KHIICYHUKA, YTO CBSA3aHO C
HaJIMYMEeM HEUTPONeHUU U AUC(HYHKINN HEUTPOPHUIIOB.

[Topaxenre TmOYeK BKIJIOYAET B ce0s MPOTEUHYPHUIO, THUIEPYPUKEMHUIO, (HOKaIbHO-
CEerMEHTAapHBIN TTIOMEPYIIOCKIEPO3, HEDPOKATIBIIMHO3, AMIIION03, CUHIPOM DaHKOHU, TUCTAILHBIN
MMOYCYHO-TYOYJISPHBIN aIlMI03 C UICXOJI0M B XPOHHUYECKYIO MIOYCUHYIO HEIOCTATOYHOCTD,

B opganHOM Trpynme mnmanMeHTOB IMOBBINIEHA YacTOTa BCTPEYAEMOCTH ayTOMMMYHHBIX
[Opa)KEHHUH IUTOBUIHOM KeJIe3bl U runoTupeosa. [27,28,29,30].

[Ipu  naGopaTOpHOM  UCCIENOBAHMM  BBISBJISIOTCS ~ HEUTPOINEHHUS,  TUMOTIUKEMHUS,
naktaranuao3, mnoseimienne ACT, AJIT, runepypukemwusi, THOEPIUNUIEMUS (3HAYUTEIHLHOE
MOBBIIICHUE  yPOBHS  TPUTIMUIIEPUIOB, YMEPEHHOE TMOBBIIEHUE YpoBHSA  (ochonunuaos,
JUMONPOTENHOB, Xonectepuna, JITTHII, Huskuit yposens JIIIBII).

I'nukorenoBas 00J1e3Hb, TN |11,

Bo3spact Hauana 3a0osieBaHus - EPBHIN TOJT KU3HU.

OcHOBHbBIE KJIMHMYECKHE MPOSBICHUs 3a00JieBaHUA - 3aJepikKa (U3NYECKOTO Pa3BUTHSL.
[Topaxenune medeHU BKIIOYAaET B cels remaToMeralivio, HapyuieHue (yHKuuu mnedeHu, ¢Gudpo3
nieyeHu. Co CTOPOHBI CEPIICYHO-COCYIUCTON CUCTEMBI - KapauoMeranus, kapanomuonatus, Ha DKI -
MIPU3HAKU THUTIEPTPOPUU JIEBOTO JKETYI0UKA.

Co CTOpOHBI MBINIEYHOW CHCTEMBl Yy TAIMEHTOB BbIABIsAETCS AUdy3HAsST MbIIIeYHAs
TUTOTOHMSI, MBbIIeYHas crnabocts, muomnatus. C BO3pacTOM MbIIIeYHas ClIa0OCTh HapacTraer,
pa3BUBaeTCA TUMOTPO(HS MBI JUCTATBHBIX OTJEIOB KOHEYHOCTEH, BO3HHUKACT OTpaHUYCHHE
MMOIBM>KHOCTH ITO3BOHOYHHKA.

Y 4YactM TDAUMEHTOB BCTPEYAKOTCA XPOHHYECKHME OTUTBI, CHHYCHUTBI, OCTEONOPO3,
runoronagu3M. Hexotopsie 6onpHbie ¢ I'b |l momagaror B rpynmy BBICOKOTO pHICKa pPa3BUTH

OCTEOII0PO3a, YTO, B CBOIO OUEPEb, MOXKET SIBJIATHCS CIICCTBUEM JIAKTATAIM103a U TUTIOTOHATU3MA.

15



[Mopaskenue mouek mpu I'b 111 Tuna nposBisieTcs peHanbHbIM TyO Yy IsIpHBIM arimo3om [10,11, 31].

[Tpu mabopaTOPHOM HCCIICIOBAaHUH BBISBIISFOTCS TUTIOTIIMKEMUS, Y YACTH JIETEH - YMEPECHHBIN
nakratanuaos3, nosbiueHue ACT, AJIT, runepaunuaeMus (TOBBIIIEHWE YPOBHS TPUIVIMLIEPHUIOB,
xonecrepuna), yeenuueHue KOK u KOK-MB B kposwu.

VY 15 % nauueHToB BBIABISIETCS U30JIMPOBAHHOE MTOPAKEHUE [TEUEHHU.

I'nukorenoBas 60J1e3Hb, THI |V.

Paznuuator 6 knmHMYeckHX (OPM JAHHOTO 3a00JIEBaHUS: KIIACCHMUYECKas MEYCHOYHas, He
mporpeccupyomas neyeHoyHasi, (QaranbHas TIepuUHATalbHAs, BPOXKJIEHHAS HEPBHO-MbIIICUHAS,
JIeTCKasi HEPBHO-MBbIIIICUHAsI, B3POCIIasi HEPBHO-MBIIICYHAS ¢ H30JIMpOBaHHOM Muonarueii [20, 32].

Knaccuueckas neu€nounas ¢opma I'b IV xapakrepusyercs remnatoMeranneid, BOZHUKAIOIIEH
B Bo3pacte 12-18 mecsues, mioxoil npubaBkoil Beca, OBICTPO MPOrPECCUPYIOLIMM IOPAKEHUEM
MEYeHU BIUIOTH JO pa3BUTHUA Luppo3a. [ledeHoUHass HETOCTATOYHOCTH pa3BUBAeTCs B Bo3pacTte 3-5
JIET U IPUBOJUT K THOENN MalUeHTa.

Y OONBHBIX HE TPOTPECCHPYIONMICH IEYCHOYHOW (OPMON BBISBISETCS TeMaTOMETaINS,
renaToCIUICHOMETaIMsI M HE3HAUYUTEIbHOE TOBBIIICHUE MEUYEHOYHBIX TPaHCAMHUHA3 TPaHCAMHHA3 B
KpPOBH, KOTOpPasi C BO3PACTOM MOXET BEPHYThCS K HOPMAJIbHBIM 3HAUCHUSM.

[TepunatansHoi (daTtanpHOM) Gopmoit I'b IV: aHTeHaTaIbHO BBIABIISICTCS BOASHKA TUIOAA U
000JI0YEK TIJIOJHOTO ITy3BIPs, HAOIFOMACTCS CHIDKCHUE JIBUTATCIIbHON aKTHMBHOCTH IUIONA, B YaCTH
CIy4aeB y Mareped OIMCaHbl KUCTO3HBIE TUTPOMBI B IIeiike MaTku. (OCHOBHbBIE KIMHHUYECKHE
MIPOsIBIICHUS 3200JI€BaHUS - apTPOTpHUIO3, AU Py3Hast MbIllIeUHAS TUIIOTOHUS, MBIIIIEUHAsI CIa00CTh,
runopedekcusi, KapAUOMHOINATHs, YTHETEHHE [IbIXaHUs, YMEPEHHOE TMOpaXKeHHe TEUYCHHU.
JleTanbHBINM UCXOJ] B HEOHATAIIBHOM TEpHOJIEe Ha (JOHE TSIHKEIOTO MOPaKEHHS CePACUHO-COCYTUCTOM,
JBIXaTEIBbHON CUCTEM U MPOTPECCUPYIOIIETO OPAYKEHUS MBITIIII.

BpoxxnenHass u JeTckas HEPBHO-MBIIIEYHbIE (QOpPMBI 3a00JIEBaHUS XapaKTEPU3YIOTCS
nporpeccupyromeii Muonarueii u kapauomuonarueit [33]. IlepBole mpusHaku 3a00JeBaHUS —
HETIePEHOCUMOCTh (PU3MUECKUX HArpy30K, OJbIKa TpHu ¢u3ndeckux Harpy3kax. C Bo3pacTom
3a00JIeBaHNs HEYKJIOHHO IIPOrPECCUPYET, Pa3BUBAETCS MbILIEUHas c1abocTh. B TskenbIx ciydasx -
W 3acTOlHas cepJedHas HEAOCTaTOYHOCTh. [Ipu 1abopaTOpHBIX HCCIENOBAHUSX BBISBISETCS
noBblenne KOK.

B3pocnas ¢popma manHOoro 3a0osieBaHUSI MPEACTABISET COOOM M30JIMPOBAHHYIO MHOMATHIO
WJTU TIOJIMTITFOKO3aHOBYIO Ooie3Hb (6ome3ns Jladopa).

I'iukoreHoBast 60J1e3Hb, THI V.

3aboneBanre Bo3HHMKaeT Ha 1-2 nmecatuietun >ku3HU. OCHOBHBIC KIIMHUYECKUE MPOSBICHUS

3a00JieBaHUs - HEMEPEHOCUMOCTh (PU3NYECKUX HArpy30K, MbIIIEYHAs claboCTh, OONM B MBIIIIAX,
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CyZloporu Tociie (U3WYECKUX Harpy3ok, padmaomuonus. [Ipu mabopaTopHOM HCCIEIOBAaHUH -
yBenuueHus: ypoBHs K@K kpoBu, mpu (u3ndeckoil Harpyske -yBeIMYEHHE JaKTaTa, MOYEBOM
KHCJIOTBI KPOBU, MUOTJIIOOMHYPHSI.

I'nukorenoBasi 00J1e3Hb, THII V|

Bospact Hayana 3a0o5ieBaHus - EPBbIE TOJIbI )KU3HH.

OcCHOBHBIE KIIMHUYECKOE MPOSBICHHS 3a00JIeBaHUS - 33aJepXKKa POCTa B JAETCKOM BO3pacTe,
rernaToMeraiys, HapymeHue (yHKUWu redeHd. [Ipu 1abopaTOpHOM HCCIIEAOBAHHM - YMEpEHHas
TUMNOMNIMKeMus], runepaunuaemus.  OObIYHO 3a0oyieBaHME MPOTEKAeT JA0OPOKAYECTBEHHO, C
JOCTUKEHHEM CTOMKOM peMUCCHHM CHUMIITOMOB 10 Mepe pocTa pedeHka. [Ipu HeKoTopbhIX MyTanusx
COXpaHSeTCAd OCTaTOYHAasi AKTUBHOCTH (PEpMEHTa, W Yy TAaKUX MAIMEHTOB OOJIE3Hb HPOTEKAET C

MHUHUMAIIbHON KIIMHUYECKOW CUMIITOMATUKOM [34].

I'nukorenoBast 00J1e3Hb, THII | XA

3a0oJieBaHrE BO3HUKAET B IEPBBIE TObI JKU3HU.

OCHOBHBIEC KIIMHUYECKUE TPOSBICHUS 3a00JE€BaHUS - 3aJIEPKKa POCTa B JAETCKOM BO3pAcCTe,
3aJiepKKa MOTOPHOTO pa3BUTHs, TenaToMeranus, HapyueHue gyHkuuu neuenu. Ilpu naboparopHom
00CJIeZIOBaHNM BBIABISIOT YMEPEHHYIO THUIOIVIMKEMHIO, HEOOJbLIOE MOBBIIIEHUE IEYCHOUYHBIX
TpaHCaMMHa3, XOJIECTepUHA, TpUrauuepuoB. Teuenue 3aboneBanue OnaronpustHoe. C BO3pacToM
KIIMHAYECKHUE MTPU3HAKA U OMOXMMHUYECKHE TTOKA3aTeNN TIOCTETIEHHO HOPMATU3YIOTCS.

I'immkorenoBast 6oJ1e3ub, THn | Xb

Bospact Havana 3a0oseBaHus - epBble IO/l KU3HU. OCHOBHBIE KIIMHUYECKUE MPOSBICHUS
3a00JieBaHUs - HU3KHUI pOCT, remaroMeranusi, HapylieHue QyHKIUU NMedeHu, auapes, nuddysHas
MBIIIIEYHAs] TUTIOTOHHWS B COYETAHWW C JIETKOW MBbImeyHOU ciabocteio. [lpu maGopatopHOM
uccnenoBanuu Beisiisiercs ysenuuenue ACT, AJIT, nnoraa - runoryiimkeMust.

I'nnkorenoBasi 600J1e3Hb, THI | Xc

Bospact Hauana 3ab6oeBaHne - IEPBbIE TOBI )KU3HH.

OCHOBHBIC KIIMHHUYECKUE TPOSBICHUS 3a00JIeBaHUs - 3aJlep’KKa POCTa B AETCKOM BO3pacCTe,
rernatoMeraius, ¢GuOpo3 meyeHHw, B psAle CIy4yaeB - LUPPO3 MEUeHH, Mpoiudeparnus >XeTUHBIX
MPOTOKOB, CIUIEHOMeranus, MblmeuHas runotonus [34,35]. Ilpu nmaGoparopHOM o0O0cCIeIOBaHUU
BBISIBIISIETCSI TUTIOTIIMKEMUST (TOJION), JTAKTATAINI03, YBEIIMYCHUE TICUCHOUHBIX TPaHCaMUHA3 KPOBH,
THIIEPTPUTIIHIICPHIEMHESI, TIOBBIIIIEHNE YPOBHS KETOHOBBIX TEJI IIPH T'OJIOIaHUH.

I'iukorenoBasi 60j1e3Hb, THIN | Xd

3abosneBaHre BO3HUKACT Ha 1-2 necATwiieTHH Ku3HU. OCHOBHBIE KIMHUYECKHUE MPOSBICHUS

3a00JIeBaHUs - HEMEPEHOCUMOCTh (DU3MUECKUX HArpy30K, MbllIedHas ci1aboCTh, aTpo(HuM MBI

17



KOHEYHOCTEH, 0071 B MBIIIIAX NpU (PU3NYECKUX HArpy3Kax, NEpeHaIpsHDKEHUE MBIIIL, BbI3BAHHOE
¢dbusnueckuMu Harpy3kamu. [lpw nmaGopaTopHOM HCCieqOBaHWM BbIsABIsIeTCS yBenmudeHne KOK
KpPOBH, MHOTJIOOMHYpHS (TIOCie (PU3UIECKIX HATPY30K)

I'nukorenoBasi 00J1e3Hb, THII X

3a0oneBanne MaHUGECTUPYET B JETCKOM WJIH MOAPOCTKOBOM Bo3pacte. (OCHOBHbBIE
KIIMHUYECKUE TIPOSBICHHUS 3a00JCBaHUS - HEMEPEHOCHMMOCTh (DM3MUECKUX HArpy3oK, 0ol B
MBIIIAX, MBIIIEYHAs] CIa00CTh, pPa0AOMHUONIM3, Y YacTH NAIMEHTOB pPa3BUBACTCS IOYCUHAS
HegocTaToyHOCTh. KilMHMYeckass cuMOTOMAaTuKa MPOBOLMpYyeTcs (Qu3ndecKuMu Harpyskamu. [Ipu

nabopatopHoM uccieaoBanuu - yeennuenne KOK kpoBu, MUOTIIOOMHYpHS, TUTMEHTYPUSL.

I'nukorenoBas 60s1e3Hb, THI X|

3aboneBanre MaHU(PECTUPYET B JJETCKOM BO3PACTE, MPOBOLUPYETCS PUINYECKON HATPY3KOM.

OcHOBHBIE KJIMHUYECKHE TMPOSIBICHUS 3a00JIeBaHUS - HEMEPEHOCUMOCTh (PU3MUEeCKUX
Harpy3ok, OOJM W CIa3Mbl B MBIIIIAX, MBIIICYHAS PUTHIHOCTH, PaOIOMHOIN3, dPUTEMATO3HOEC
MOPAKEHUE KOXKHM, MHOT/A - MOpPaXEHUE MOYEK, MouYeyHask HeJ0CTaTOYHOCTh. [Ipu maboparopHoM
uccinenoBanu - ypenudenrne KOK kpoBu, yBennyeHue gpakraTa v nupyBaTa KpOBH, MUOTTIOOUHYPHSL.

Cunapom Pankonun-bukesns
3abosieBanne MaHU(PECTUPYET B IEpPBbIC TOJbI JKU3HU. OCHOBHBIE KIMHHYECKHE IPOSBIICHUS
3a00J1€BaHusA: 3aJIepKKa (PU3MUECKOT0 PAa3BUTHUsI, HU3KUN POCT, OOJBIINON, BHICTYHMAIOMIUMA >KUBOT,
OTCYTCTBHE PaxHTHUECKHE W3MEHEHHUS KOHEYHOCTEH, XapakTepHble i runodochareMuyeckoro
paxura, OCTEONOpO3, HEPEAKO MEepeloMbl TPyOuaThIX KOCTEH, 3aJep)kKKa Mpope3bIBaHUs 3y0OB,
OTCTaBaHUE TOJIOBOTO PA3BUTHUS MHOTJA - 3aJ€PKKa ICUXOMOTOPHOTO pa3ButTus. s 3a0oneBaHus
XapakTepHO TMOpa)XX€HHE I[I0YeK, BKIIoyHawomee B cedid  HeppoMeranuioo, JUCHYHKIHIO
MPOKCUMANbHBIX KaHanblieB, TyOymomatuto. Co croponsl XKT - mmoxas mpubaBka B Bece,
rermaroMerasius, HapyuieHue GyHKINH TeYeHH, MaababcopOIusl.
J1st 3a00J1eBaHMs XapaKTepHa MEPHOInUECcKast INXOpaIKa.
[Ipn 712a00paTOpHOM WCCIICIOBAaHWHM BBISBIISCTCS THIIOTJIMKEMHS] HATOMIAK, THUIIOKAIMEMUS,
runodocdaremMusi, THIOYPUKEMHs], YBEIUYEHUE MENOYHON (hocdaTa3sl B KPOBH, THIEPKATBIIUYPUS,
TIIIOKO3YpHsl, MPOTeUHYpUs, THrephochaTypusi, THIEPAMUHOAINTYPHUS, KETOHYPHSL.

I'mukorenoBas 60J1e3Hb, THH ().

Bo3spact Hayana 3a6oneBanus - B MEPHUO HOBOPOXKJICHHOCTH WJIA HA TIEPBOM TOY KU3HHU.
Paznuyarot nBe knuHudeckue Gopmbl 3a007IeBaHUS - MEYEHOUYHYIO U MBIIICYHYIO.

OCHOBHBIE KJIMHUYECKHE MIPOSBICHUS TJIMKOTeHOBOU O0se3HH, Tull 0 neu€HouHON (hOpMBI -
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BAJIOCTb, CJ1A00CTh, OJIEAHOCTh KOKHBIX IIOKPOBOB, TOIIHOTA, PBOTA, THIIONIMKEMUYECKHE CYIOPOTH,
TUIOIIMKEMMsI HATOUIAK, I'MIIEPKETOHEMMsI, TMIIEPIIMKEMUEN M JIAKTaTalUA030M II0CiIEe IMpuema
nuuy. KnuHuueckas cMMIITOMAaTHKA KYIUPYETCsl IPUEMOM MUY, BakHO OTMETUTH, YTO, HECMOTPS
Ha HU3KHME IOKa3aTelM TIMKeMHM, y OOJIbIIMHCTBA JleTei He pa3BuBaercsa nopaxenue LIHC u He
IIPOUCXOIUT HAPYIIEHUS! PYHKIUU [TEYEHH.

OcHOBHBIE KIMHUYECKHE NpOsBIEHUS MbledHol ¢opmbl I'b 0 Tuma Bkimo4aloT B ceds
THNEepPTPOPUIECKYI0 KapIAMOMHUONATHIO, YBEIMYCHHE JIEBOTO TPEACEpIusi, HapyIIeHHE pUTMA
cepAla, BIUIOTh JO CHHIPOMA BHE3aIIHOW CMEPTH, ObICTpas yTOMIIAEMOCTb, MbIIIEYHAsl CJIAa00CTh.
HENepeHOCUMOCTb (PU3MUECKUX HArpy30K, MHOTJA - CYI0POKHBIH CUHIIPOM.

Boaesnb HaKoIIeHHs! IIHKOreHa B cepaue, BPOKIeHHas], JJeTaJIbHas

3abosieBanre MaHUPECTHPYET BHYTPUYTPOOHO. Y TIJI01a OTMEYAETCs OpaTuKapams.

OcCHOBHBIE KJIMHUYECKHE IPOSIBICHUS 3a00JIeBaHus: IPyOOBaThIe YepPThl JIULA, MAKPOTJIOCCHUS.
Co  CTOpPOHBI  CEpAEYHO-COCYIUCTOM  CHUCTeMBl -  KapauoMeraiuusi, runeprpoduyeckas
Kapauomuonatusi (OMBEHTPUKYJSpHAs TUNEPTpodus), 3aCTOWHAS CcepAevHas HeIO0CTaTOYHOCTH,
TSDKENblE HapyUIeHHE pUTMa CepAlla, CHUHIPOM YyKopoueHHoro PR, cHukeHue aprepuanbHOro
JaBiieHus. Y NAlMEeHTOB Tak)Ke HAOIIOMAIOTCS OTEK JIETKUX, aCLUT, PEHOMETalusl, THIOIJINKEMHUS.
JletanbHbIM HCXO/ B HEOHATAJIBHOM IEPHOJIE.

Pazmuuator nBe Oosee OnaronpusATHBIE KIMHHYECKHE (OpPMBI 3a00JCBaHMSA, TaKKe
oOycnoBinenHble MyTtauusimu B reHe PRKAG2: runeprpoduueckass kapauomuonaTusi, TUO 6 U

cuipoM Bonbda-Ilapkuncona -Baiira.

2. InarnHocTuka 3a00/1eBaHUs WM COCTOSIHMSA (TPYIIIbI 3200/ 1eBaHUI HJIH
COCTOSIHMI), MEAMIIMHCKHE NMOKA3aHUA M POTHBONOKA3AHUS K IPMMEHECHHUIO

METOA0B JUATHOCTHKH

2.1 Kano0bl 1 aHaAMHe3

[Tpu cbope aHaMHEe3€e peKOMEHI0OBAHO OOpAaTUTh BHUMAaHKE Ha KaJlOObI:

[Ipu HeoHaTaJBHBIX (hopMaX, NPOTEKAIOIIUX C MYJbTHCHCTEMHBIM NOPA’KEHHEM
O BAJIOCTb,
o OJeHOCTh KOXKHBIX TOKPOBOB, IIU1AHO3

O BAJIOC COCAaHHUC, OTKA3 OT €IbI
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O MBbIIlIEYHas c1aboCTh

O OJIBIIIKA, HAPYIIECHUS JbIXaHUs

O OTEKH

O B YaCTH CIIy4aeB - apTPOrPUIIO3

O Ppe3Koe YXYKIIEHHE COCTOSAHUS peOeHKa, BIUIOTh JJO KOMbI

IIpu knaccnuyeckux popmax I'b ¢ Bo3pacTom Havana Ha IEPOBOM- BTOPOM I'OZLY KU3HH

o c¢iaabocTh;
O MOBBILEHHYIO YTOMIISIEMOCTS;
O OJeIHOCTh KOXKHBIX IOKPOBOB;
O IOBBIIEHHYIO [IOTJINBOCTH;
O 3amax «aueToHa U30 pTay;
O TpEeMOpP KOHEYHOCTEN;
O MOBBIIEHHOE YYBCTBO I'0JIOAA;
O IUI1a4y 0€3 MPUYMHBI, OBBIILIEHHAS Pa3ApaXKUTEILHOCTh HATOLIAK;

O TPYIHOCTH NPH MPOOYKIeHUH (0COOEHHO TOCIIe HOYHOTO CHA);

O J3MIU304bl CyAOopor HIpHh HU3MCHCHHU PCKHUMaA IMUTAHUS (YBGJII/I‘ICHI/II/I HHTCPBAJIa

KOPMJICHUSIMH )
O YBEJIMYCHHE B pa3Mepax >KUBOTA;
O HOCOBBIE KPOBOTCUCHHUS;
O 3alepikka (pU3NYEecKoro pa3BUTHUS
O TemaroMeraius

O 3aJICpiKKa I10JIOBOI'O pa3sBUTHUA

MEXIy

IIpu ¢opmax 3a0os1eBaHNsl, NPOTEKAIIMX € MPEUMYILIECTBEHHbIM MOPa’KkeHHEM IeYeHU ¢

BO3PacTOM Ha4aja 3a00JIeBaHNs B JeTCKOM BO3pacTe
O 3aJepiKKa pocTa
O  BBICTYJIAFOLIUH )KMBOT
O TIeMIIaTOMErajus
O 3NH30AbI c1ab0CTH, BSUIOCTH
[Tpu I'b, mpoTekaromux ¢ TSKEJIbIM MopakeHHueM mouek (cunapom PankoHU-bukerns)
O paxuTONnoA0OHbIE U3MEHEHUS CKeleTa
O HM3KHH pOCT
O 3ajepKKa IMpope3bIBaHUs 3yO0B
O 4acThI€ NIEPEIOMBI

O 3aJI€piKKa I10JIOBOI'0 pa3sBUTHUA
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IIpu I'b, nporexkawIMX ¢ NOpaKeHMeM MbIIEYHON CHCTEMBI

(@]

(@]

MBIILIEYHAsl c1a00JICTh

HEMEPEHOCUMOCTh (PU3HUYECKUX HATPY30K

00JIM B MBIIIIIIAX

MOJICPTUBAHMS MBIIIIII, )KECTKOCTh MBIIIII B OTBET Ha (DU3MUYECKHE HATPY3KH
mudQy3Has MpIIIEYHAS TUITOTHHS

TEMHBIN [[BET MOYH, 0COOCHHO MPHU PUINIECKUX HATPY3KAX

aTpodus MBI KOHEUHOCTEH

2.2 duzukajbpbHoe 00cae10BaAHUE

[Ipu pu3ukasbHOM OCMOTpE CIeayeT 0OpaTUTh BHUMHAHUE HAa HAIUYUE!

HpI/I HEOHATAJBbHbIX c[)opMax, NnpoTrekarmux ¢ MyJIbTUCHCTCEMHBIM MMOPAKECHUEM

o

o

runopediiekcus

muddy3Has MbIIIEYHAS THTIOTOHUS

KapIHOMET IS

KapAuoOMHUOIIaTusA

HapylmeHue purtMa cepana

cepacuHad HEAOCTATOYHOCTDb

HApYUIEHUE JIBIXaHUS

OTEKH IUIa, KOHETHOCTEH

IIpu kaaccnyeckux popmax I'b ¢ Bo3pacTom Hayana Ha IEPOBOM- BTOPOM I'OAY KU3HU

(0]

o

o

3a7iepKKa (PU3MIECKOTO Pa3BUTHS

00JIBIIIOH, BBICTYIAIOLIET O KUBOT C PACIIMPEHHON BEHO3HOH CEThIO

JIOKAJIHOTO OTJIOKEHHsI TIOJIKOKHOW JKUPOBOW KJIETUYATKH, MPEUMYLIECTBEHHO Ha ILEKax
(«KYKOJIBbHOE» JUII0), TPYAH, ATOIUIAX, Oeapax

KO>KHBIE KCAHTOMBI Ha JIOKTSIX, KOJICHSIX, ATOJTUIIAX, Oempax

BBIpa)KEHHAs TeMaTOMeTaHs

Hedpomeranus

Kapauomeranus, kapauomuonarus (npu I'b, mpoTekaromumx ¢ nopaxeHueM cep/ia)
THITOTOHAT3M

nud¢y3Has MblIeUHas TUITOTOHUS

(bypyHKyIe3, CTOMaTHTBI, OTUTHI, peUIUBHPYIOmNi nHpekmu (y nauueHToB ¢ I'b 1b)

21



IIpu ¢opmax 3a00JieBaHMsi, MPOTEKAIIUX € NPEeMMYIIECTBEHHBbIM MOPAa’KEHUEM IEeYeHU ¢

BO3pacToOM HadaJjia 3a00/1eBaHNsA B AE€TCKOM BO3pacTe

(@]

©)

©)

3anepkka GU3NIECKOro pa3BUTHUS
[enaroMeranus pa3IMYHON CTEIIEHH BBIPAKCHHOCTH

I/IHOF,Z[a 3aACPKKa MOTOPHOI'O Pa3sBUTHUA

IIpu I' b, npoTekaIMX € MOPaKeHUeM MBIIIEYHON CHCTEMBI

©)

MpimiedHas ¢1adbocTh, Tu(Qy3Hast MBIIIICUHAS THIOTOHMS, YCUIIHBAIOIIASACS MPU (HU3HUSCKON
Harpyske

CHIDKEHUE WM OTCYTCTBHE CYXOXKUIIBHBIX pedIeKcoB

[Tpu BBIpa’k€HHOH MHOTJIOOMHYPHUH U MMUTMEHT YPUH, YIITPA3BYKOBBIC MPU3HAKH HAPYIICHUS
GbyHIMU TTOYEK

Ha DHMI" — nepBUYHO-MBIIIEYHBII XIIPAKTEP MOPAKEHUS

le/l IJTMKOI€HOBBIX 60.11e31mx, MPOTEKAKIIHUX C MOPAKEHUEM MMOYCK:

o

(@]

Paxuronono6usie nedomainuu ckenera, nedopMalud HUKHUX KOHEUHOCTEH
3anepxka (pU3NIECKOro pa3BUTHUS

Hedpomeranus, TucHYHKIUS TPOKCUMATBHBIX KaHAJIBLIEB, TYOYyI0TaTHs
OCTEOIIeHHSI, OCTEOTIOPO3 IO TAHHBIM JIEHCUTOMETPUH

CHHJIpOM MajibabcopOuuu

KommenTapuii: ysenuuenue neuenu 06ycioeileHO KaKk HAKONJIEHUEM 2IUKO2eHa (He
MONLKO 8 YUMOnaasme, Ho U 8 A0pax KIemokK), maxk u HAKOWJIeHueMm JIUnuoos (cmeamos
neuenu). Ilpu smom cenezenka 0ObIYHO He Y8elUYeHd 8 pazmepax 3a UCKIIOYeHUeM Cyuaes,
K020a pa3eusaemcs Yuppo3 neyeHu.

IIpopobnee —cm. pazoen « Knunuueckas kapmunay

2.3 JIa0opaTopHbIe TUATHOCTHYCCKHE UCCISTOBAHUS

Jlabopamopnas ouaznocmuka e1uK02eH0308 GKIoUaem:
Jlns 6cex munog I'b
o  Obwuil (KnuHu4ecKutl) aHanus Kposu (Pa3eepHymuoiii)
O aHamuz Kposu Ouoxumudeckuti obwemepanesmuyeckuil: enokosa, AJIT, ACT,

nakmam, TTT (camma-enymamunmpancgepasa), wenounas Gocpamasa, obwuil
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OeNoK, anbyMuH, XOJeCmepuH, MmMpueiuyepuosvl, Modesas KUCIOMd, OUIUpyOuH,
Onpedenenue akmueHoCmu KpeamuHKUHAa3wvl 8 Kposu (kpeamunkunasa) Mccieoosanue
VPOBHA/AKMUBHOCMU uzoghepmenmos KpeamuHKUHa3vl 8 Kposu,
nakmamoezuopozenasa (JI[I), nampuil, xanuil, X10p, UCcie0o8anue ypoeHs ooue2o
Kanbyus U UOHUSUPOBAHHO20 Kalbyus 6 Kposu, Hccredosanue yposHs c60600H020 L-
KapHumuna 6 Kposu, Mccrneoosanue yposHs obwezo L-kapnumuna 6 kposu [36, 37]
O Junuoozpamma kposu: onpedenenue xonrecmepuna, JINHII, JIIIBII, mpuenuyepuoos
o KIUIC kposu ((pH xposu, cmanoapmuwiii 6uxapoonam - HCO3-, BE)
O  KO0a2yno2pamma Kposu
O onpeoeneHue cooepiHcanus arb@a-pemonpomeuna 8 Kposu
Lonoanumenvno, npu I'b ¢ nopasicenuem mvlueyHou cucmemyl.
® uccnedosanue yposHs/aKmueHOCMU U30ghepMeHmos KpeamuHkunaswl 6 kposu (KOK-
MB)
® onpeoenenue COOEPHCAHUA MUOLTOOUHA 8 MOYe
Jlononnumenvho, npu cunopome Pankonu-buxens
O onpedeneHue ¢ocghamos 6 Kposu
O onpedeneHue CymouHol NpomeuHypuu
O onpeoeneHue MUKpOaIbOyMUHypuu
O Ouoxumuyeckuil aHamu3 CYMOYHOU MOYU. ONpeoeleHue IKCKpeyuu Karbyus u
Gocghamos
O coomHowenull pocghamvl/Kpeamurun 6 pazosou NOPYUU Moyu
o PekoMeHZ0BaHO MpU TEPBUYHOW TUATHOCTHKE BCEX THUIOB TJIMKOTEHO30B IPOBEACHUE
aHanM3a OMOXMMHYECKOTo oOIieTeparneBTuUeckoro (TioKo3a, amaHnHamuHOTpaHchepasza (AJIT),
acrapraramuHoTpancdepasa (ACT), mosodHas Kuciora (JIaKTaT), raMma-riroTaMuiITpaHcdepasa
(I'TT), menounas ¢ocdaraza, oOmUA OeIOK, anbOyMUH, XOJIECTCPHH, TPUTIHLCPHIBI,
HccnenoBanme ypoBHS JUIONPOTEMHOB B KpoBHW, lccriemoBaHwe ypoBHS — XOJECTepUHA
JUTIONPOTENHOB HU3KOW TUIOTHOCTH, MccnenoBaHue ypoBHS XOJIECTEPHHA JIMTTOTPOTSCHHOB BBICOKOM
IUIOTHOCTH B KPOBW, MOYEBas KHCIO0Ta, OMmupyowH, OmpeneieHrne akKTUBHOCTH KPEaTHHKHHA3BI B
kpoBu, UccrenoBaHue  ypOBHS/aKTUBHOCTH  HM30()EPMEHTOB  KpPEaTHHKWUHA3bl B KPOBH,
nakrataeruaporenaza (JIAI'), HaTpwii, xamuid, XJIOp, HUCCIEIOBAHHUE YPOBHS OOIIET0 KalbIUS U
HMOHHU3MPOBAHHOTO Kaiblins B KpoBu) [19, 24, 36, 37, 380mmnoka! McTOYHMK CCHIJIKHM He HalIeH.].
YpoBenb yoeaurteabHocTH pekomMenaanun C; (YpoBeHb 10CTOBEPHOCTH A0KA3aTeJbCTB 5)
Kommenrapuii: [unozciuxemus (0,6-3,0 mmons/n), uawe Oeccumnmomuas uiu ¢ cyoopocamu,
mscenvim nakmamayuoosom (3,0-10,0 mmons/n), 6osnuxaem npu manetiuiem 20100aHuu U NpU
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OMCYMCmMeuUU C80e8PeMeHHOl epuburkayuu OUAeHO3ad U JeyeHuss NPUBOOUM K CMepmu 8 803pacme
om I 0o 3 nem. Kpome mozo, 6 cbigopomke Kpo8u OmMedaemcs NOGvlueHUe KOHYEHMpPayull
MpusIuyepuoos («XuiesHasy covleopomra), obwe2o xonrecmepuna, a maxxce JIIIOHII, JIIIHII,
anonunonpomeuros B, C u E. Taxoice ommeuaemcs eunepypuxemusi, nogbluieHue Cbl8OPOMOYHBIX
KoHyeumpayuil  aranunamunompancgepasor  (AJIT), acnapmamamunompancgepasvr  (ACT),
wenoynou gocpamaszvr (L[PD), eamma-enymamurmparncgpepaszvr (I'TT), naxmamoecuopozenasvl
(JIIT) [22,37]. V 0emeir ¢ I'B Il muna c éoereuenuem 6 namono2udeckull npoyecc Mulidy, Kpome
VKA3AHHBIX UBMEHEHULl, 4acmo OUAZHOCMUPYIOM NOGbIUUEHUE CblGOPOMOYHOU KOHYEHMpayuu
kpeamunpocpokunaszvl (KOK) 6 noxoe [30]. V nayuenmos ¢ I'b VI u IX munos ommeuaromes
auHanocuuHvlie J1aOOpPaAmMopHbvie UBMEHEHUs, BbIPAINCEHHOCMb KOMOPbIX 3HAYUMENbHO MeHbule U
Kynupyemcsi ¢ 6o3pacmom (0oviuno 6 nybepmammuom nepuooe)[34]. Konyenmpayus enrokosvl 6
cvigopomre kposu 06viuno Hopmanvha npu I'B 1IN muna [32]u npu morweunoi popme 0 muna. Ipu
neuenounoti gopme I'b 0 muna ommeyaemcs eunociukemus U cunepkemoHemusi HAmowjax, Ho
2unepeiuKemMust U 1aKmamayuoo3 nocie eobl.

Uccneoosanus makosce npogoosamcsi npu OUHAMUYECKOM HaAOM0OeHuu, 6 cpeoHem, Kadcovie 3
Mecaya, 1bo npu yxyouieHuu cocmosinus nayuenma. Obvem uccie0o8anull onpeoessemcs munom

2JAUKOceH03a

J PexoMeHI0BaHO TMpOBEACHUE MCCIEIOBAHNUSA KPOBH Ha KHCIOTHO-IIEJIOYHOE COCTOSTHHE
(MccnenoBanue ypoBHs BopopoaHbix HOHOB (pH) kpoBu, MccnenoBanue ypoBHs O0y(depHBIX BEIIeCTB
B KPOBH) TIPHU JHMATHOCTHKE U Jajiee TPU TUHAMHYECKOM HAOJIOJCHUN TTAallMEHTaM CO TJIMKOTEHO30M
| Tuma (ONMOJHUTENBHO TPU OOOCTPEHHMM M HWHTEPKYPPEHTHBIX 3a00JI€BAHUAX) C LENbIO
CBOCBPEMEHHOT'O BBISIBJICHHSI U KOPPEKIMU HAPYIIEHHH KHCIOTHO-IIEN0YHOTro cocTostaus [36, 37].
Yposenb yoenurenbnoctu pekoMmenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENLCTB 5).
KommenTapmii: Memabonuueckuii ayuoosz (pH kpoeu 0o 7,34 u Hudxce) yxyowiaem cocmosiHue
nayueHma u npueooum K 0eKOMneHcayuu ¢ pa3zeumuem pecnupamopro20 OUCmpecc-CUHOPOMAa npu
3a001€8aHUAX 8EPXHUX ObIXAMENIbHBIX NYMEI.

Kpamnocmo uccnedosanus, 6 cpeonem, 1 paz 6 3 mecaya. Ilpu yxyowenuu cocmosinus —auye.

J PexomennoBano mpoBenenue OOmero (KIMHUYECKOTO) aHajdM3a KPOBHU PA3BEPHYTOTO IPH
JMAarHOCTHKE ¥ Jlajiee TpU JHHAMUYECKOM HaONI0JIeHHH BceM marueHTam ¢ ['B ¢ menpro KOHTposs
YPOBHSI HEUTPO(HIIOB U CBOEBPEMEHHOW TUArHOCTUKM aHEMHH (JIOTIONHUTENFHO MPH XPOHUYIECKOMH
HelTporieHueii u ee neuenun) [24, 25, 28, 39].

YpoBenb yoeaureabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
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Kommenrapwmii: y nayuenmos ¢ I'B b muna ommeuaemcs abconromuas HeumponeHus. Mmenee
1000 xnemox/mn, a makce anemusi paziuyHol cmenenu gvipadxcenrHocmu.y nayuenmos ¢ I'b VII
Muna — aHemusl.

Kpamnocmo uccneoosanus, 6 cpeonem, 1 pas 6 3 mecaya

PexoMeHn10BaHO MTpOBE/IEHUE UCCIIEIOBAHMS KPOBH HAa reMOCTa3 (KoaryjaorpaMma) pu JUarHOCTHKE
BCEM IanueHTaM ¢ nogo3penueM Ha I'b ¢ nmopaxkenuem nedyenu u ¢ I'b ¢ nopaxxkeHussMu ne4eHu, pu
HaJIMYUK KpoBoTeueHuit [24, 25, 28, 39].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A10KA3aTENbCTB 5)
KommenTapmii: Onpedenenue npompomouro6o2o (mpomooniacmuno8o20) 8pemen 8 Kposu Uil 8
nnazme, Onpedenenue MeHCOYHAPOOHO20 HOopmanuzosanno2o omuouwenuss (MHQO), Onpedenenue
MpPOMOUHOBO20 B8peMeHU 6 Kposu, AKmueupoganmoe yacmuynoe mpoMOONIACMUHOB0E BDeMs,
Hccneoosanue ypoeus ¢pubpurozena 6 kposu, npompomourossiii unoexc (I1H)

Hccnedosanue nposooumces oaiee 8 npoyecce OUHAMUYECKO20 HAO0OeHus He pedce | paza 6 200.
Obvem uccredosanusi onpeoesiemcsi UHOUBUOYATbHO.

Y nayuenmoe ¢ I'b' | muna ¢ cumnmomamu nogvlUeHHOU KPOBOMOUUBOCTNU MAKHCE MOHCem Obimb
paccmompeno nposedenue Hccnedosanue yposHs anmueena ¢hakmopa Bunnebpanoa

o PekoMeHn0BaHO TIpOBEACHHE 72-9aCOBOTO HEMPEPHIBHOTO MOHHUTOPUPOBAHUS TIIFOKO3BI
(MccnenoBanue ypoBHSI TITFOKO3bI B KPOBH METOJOM HEMPEPHIBHOIO MOHUTOPUPOBAHHUA) 2 pas3a MpHu
MEePBUYHON rocmuTamn3anuu (MpU MOCTYIUICHUH U Tepel BBIMUCKON ISl ONeHKU 3(PGEKTUBHOCTH
CKK), nasnee uepe3 6 mec, 3atem 1 pa3 B rox Bcem maruentam ¢ I'b. [36,37].

YpoBens yoenuteabHocTu pekomMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB )
KommeHnTapuii: o0HOkpamHblx XaomuuHblX u3MepeHuti KOHYeHmpayuu 2nioKo3bl 6 KpOosU C
NOMOWBIO 2NH0KOMEmpPa Yacmo Ovléaem HeOOCMAamoyHO O/l 6blAGNeHU CKPbIMbIX SUNO2NUKEMUL,

0COOEHHO 8 HOUHOEe 8PeMS, 8 C53U C YeM PEKOMeHOYemcst Oanublli memoo ucciedosanus [40].

J PexoMeH0BaHO ompeneneHne rIIMKeMUYeckoro npoduis (mpu MepBUYHON TOCTIHTATN3AIUU
U BepuHUKAIlMK JMarHO3a — C TUIIOKO30H, Jajgee — c muiieBod Harpyskoi) (MccriemnoBanue
oOMeHa TJIOKO3bI, [IpoBeficHHWEe TIIFOKO30TOJIEPAHTHOTO TECTa) C IEThI0 JUArHOCTHKH/KOHTPOJIS
COCTOSIHUSL YTJICBOJHOTO OOMEHa M CBOEBPEMEHHOM KOpPPEKIMHM TeparneBTUYecKuX, B T.4.,
JHMETOJIOTUYECKUX, MeponpusTuii [36].

Yposenb yoenuteabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB D)
KommenTapuu: ucciedosanue ¢ nuwjegoti Hazpy3kou 8 OUHAMUYLECKOM HADII0OeHUU NPOBOOUMCSL C

yacmomotl He pedice 1 paza 6 200
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. PexomennoBano Hccnenosanue yposHs 25-OH Buramumua [l B kpoBu namueHtam c I'b |,
[,VI, IX TumoB ¢ 1enp0 CBOEBPEMEHHOTO BbIABJICHMs AcuiMta BuTamMuHa D u HazHaueHUs

Tepanuu Ui npoduirakTuku/ieueHus ocreonoposa [19, 24, 38].

KommeHnTapuu: ucciedogsanue ciedyem npogooums He pedce | paza 6 200, uawe — no
Heobxooumocmu
. PexoMmeHnnoBaHo ompeseneHne KOHIEHTpaluu anbda-heronpoTernHa B CHIBOPOTKE KpOBHU 1

pa3 B roa BceM namueHTam ¢ I'b ¢ mopakeHueM mnedeHu, Npu HAJIMYUK afieHOM medeHu 1 pa3 B 3-6
mecsies [36, 41].

YpoBensb yoenuteabHocTH pekoMenaanuu C (YpoBeHb JOCTOBEPHOCTH /10KA3aTeIbCTB )
KommenTapuii: aoenomul neuenu omuocames K XOpouio U38eCMHbIM OCIONCHEHUAM 2NUKOSEHOBOU
oonesnu I muna. Pazsumue adenom neveru npu I'B 603mM0cHO 6 11060M 803pacme u He 3A8UCUM OM
no1a NAYUueHmos, OHU Mo2ym Oblmb eOUHUYHBIMU U MHOMCECIBEHHBIMU, HEPEOKO NePepoICOambCs 8
310KAYeCmEeHHble [42, 43]. Jannwii Memoo uccne008anus NnoKa3zau ons
UCKIIOYEHUSI/NOOMBEPIHCOEHUs. NpoYecca ManueHuzayuu 6 nevenu. Ilpu smom cnedyem ommemums,
YUMo 00 OAHHbBIIL MAPKEP He MOICEem CUUmamoscsi abConOmuo HadexcHvim y nayuenmos ¢ I'b [44].

o PexomenmoBano mpoBefeHUe OO0IIEro (KIMHMYECKOT0) aHajlu3a MOYHM TPH TOCTaHOBKE
nuarHosa u jgaiee 1 pa3 B 3 mecsna (1BET, KETOHOBBIE Tela, COJM), aHAJIM3a MOYU MO AJauC-
Kaxosckomy u 3umnuikomy (Coop Mouu it 1abopaTopHOro uccienoanus, OnpeaeneHue oobema
MOuYH, MUKpPOCKONMUYECKOE HCCIIeoBaHNe ocanka Mouu, OrmpeneneHue KoimudecTBa Oenka B
cyrouHoit Mmoue, Onpenenenne aap0ymMuHa B Mode) manueHTam ¢ I'b ¢ mopakenneM mouex, B T.4., C
cuapomoM daHkoHU-BUKeNs ¢ IeNbl0 CBOEBPEMEHHOM TUarHOCTHKU/KOHTPOJIS OPAKEHUS TTOUEK
[19,24, 36,39].

KommenTapmii: [lpocpeccupyrowee nopasxcenue nowex npu 15 1 muna npossnsiemcs
B03HUKHOBEHUEM MUKPOATbOYMUHYPUU ¢ MPpAHChopMmayuell ee 8 HApACMAalowyio npomeuHypuro u
NapanieibHblM  CHUMNCEHUEeM CKOpOCMU KIyOOUKo8oU Guibmpayuu 6nioms 00 GopMuposaHus
XpOHUYeckou  noweyHou  HedocmamouyrHocmu. Ha  ¢one  pazeumus  uegporumuaza  u
HepPOKATLYUHO3A MONCEM OMMEUAMbCsl 2eMamypusi, uH@ekyuu mouesbleoosiuux nymeil [26],
Komopbsle mpeoyiom OUAcHOCMUKU U Mepanuu 68 pamMKax COOMEEemCmeyowux KIUHUYEeCKUX
pexomenoayuii. I[lopasicenue nouwex npu I'B Il muna npossnsiemcsi peHATbHbIM MYOVIAPHLIM
ayuooszom [19]. Kemonoswvie mena nosvuuuaromes npu I'B 1, 111, V1, IX muna

Ucneoosanue nposooumcs, 8 cpednem, ¢ uacmomoti 1 paz 6 200, npu Heobxooumocmu — uauye.
YpoBenb yoeaurteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTENbCTB 5)

. PexomennoBano nposeaenue MccnenoBanus GyHKuMM He(POHOB MO KIMPEHCY KpeaTHHUHA
(npoba Pe6epra) (MccnenoBanue ypoBHs KpeaTUHHHA B KpoBH, VcciieqoBaHye ypoBHSI KpeaTUHHHA B
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Mode) y manueHToB ¢ I'b ¢ mopakeHuem modyex, B T.4., ¢ cuHaApoMoM DaHkoHU-bukesns ¢ mensto
JIMAarHOCTHUKH/KOHTPOJISI COCTOSIHUS TToueuHor ¢ynkimu [39, 45, 46]

YpoBens yoenuteabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)
KommeHnTapuu: xaupenc Kpeamuununa (ckopocmv — KIyOOuKogou  ¢hurempayuu)  cieoyem
paccuumvléams no gopmyne (pacuemnas no opmyne Lllseapya, no nogvluenHol macce mena — no
@opmyna Kokpogppma-I'onoa) — (ycayeu omcymemayiom ¢ Homenxknamype meOuyuHcKux yciye)

o PexoMeH10BaHO MCCIIeIOBaHUE CYTOYHOM MOYH Ha dKCKpenuto cojeil (McciaenoBanue ypoBHs
docdopa B moue, MccrenoBanre ypoBHs Kalblius B Mode, MccaenoBanue ypoBHS MOUYEBOUM KUCIOTHI
B Moue, COop Mouu st 1abopaTopHOTo UccienaoBanus, OnpeneneHne 00beMa MOUH) COOTHOIICHUS
¢docdaTel/kpeaTHHUH B pa30BOW MOPIUM MOYM y ManueHToB ¢ ['b ¢ mopaxeHueM Imouek, B T.4., C
cuagapomoM @DaHKOHHM-BHKeNIss TpW MUArHOCTUKE M B JWHAMHUYCCKOM HAONIOJICHUU C IICINBIO
IpeI0TBPAICHHUS/KOHTPOJISl KaMHEOOpa3oBaHusl B movkax [45, 46].

Yposenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

KommenTapuu: uccireoosanus credyem nposooums He pedice 1 pasza é 200

° PexomennoBano manuenram ¢ ¢ I'b ¢ mopaxenuem noyek, B T.4., ¢ cuHApoMoM DaHKOHH-
bukens onpenenenue ypoBHs docdopa B kpoBu, MccienoBanre ypoBHs HapaTUPEOUTHOTO TOPMOHA
B KpOBM TIpM JIMarHOCTUKE H B TMPoOIeccCe JTWHAMHUYECKOrO0 HAOIIOJEHUS C  IENblo
Npe0TBPAILICHUS/KOHTPOJIs KaMHeoOpa3oBanus [39,46,47].

Yposensb yoeaureabHocTH pekoMeHAanun C (YpoBeHb 10CTOBEPHOCTH J0KA3AaTEJIbCTB 5)

Kommentapumn: uccreoosanus cnedyem npogooums ne pedce I paza 6 200.

o PexomennoBano OrmpeneneHue akTUBHOCTH KpEaTMHKMHA3bl B KPOBU /WM HCCIIEOBaHHE
YpOBHS/aKTUBHOCTH H30(epMeHTOB KpeaTnHkuHa3bl B KpoBu (K®K-MB) nauumentam ¢ I'b ¢
MOPaXEHUEM MBIILIEYHON TKaHU NpPHU AMATHOCTUKE U MPH JUHAMHYECKOM HaONIOJIEHWU C LENbI0
CBOCBPEMEHHOM THATHOCTHKU MTOPKCHHUS MBIIIEUHO# TKkaHu.[39].

Yposensb yoeaureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

KommenTapuu: 6 ounamuueckom Habaro0eHuu 4acmoma uccied08anus, 6 cpeonem, 1 paz 6200

. PexoMeHI0BaHO oOIpelelicHUe cojaepkaHus Muorioomna B Moue (OOHapyxeHHE
MHOTJI00MHA B Mo4Ye) manueHtam ¢ ['b ¢ mopaxeHreM MbIIIEYHONW TKAHW MPU JMATHOCTUKE M MPH
JTMHAMHUYECKOM HaOJIIOJICHHUH C IIEIbI0 KOHTPOJIS TeueHus 6oe3uu [39].

YpoBenb yoeaureabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB 5)

KomMmeHnTapuu: ¢ ounamuueckom Habao0eHuy 4acmoma uccie0osanus, 6 cpeonem, 1 paz 6200
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2.3.1. MoJiekyJISIpHO-TeHeTHYeCKasi TMArHOCTHKA.
J PekoMenzoBaHo BceM MalueHTaM C KIMHMYeCKUMHU mpu3zHakamu ['b  mposenenue
MOJICKYJISIPHO-TEHETHYECKOTO ~ MCCIICZIOBAHUS: ONpEICIICHUEe BapUaHTOB Te€HOB B  oOpasie
OMOJIOTMYECKOT0 MaTepuaia JPYyroM WM HEYTOYHEHHOM, HEKJIACCU(PUIIMPOBAHHBIE B JIPYrHX
pyOpHKax, METOIOM CcekBeHupoBaHUs Mo CeHrepy W/WIK OIpeleieHHe CTPYKTYPHBIX BapUaHTOB
TeHOB B 00pa3iie OMOJIOrMYecKOro MaTepuaia ApyroM Wikl HEeyTOUHEHHOM, HEeKJIacCU(UIIMPOBaHHBIE
B JIpYTUX pyOpHKaxX, METOJIOM MHO>KECTBEHHOW JIMTa3HO-3aBUCUMON aMIUTU(UKAIIMU 30HIO0B H/HIU
orpesieliecHue BapUAHTOB I'€HOB B 00pa3Iile OMOJOTUYECKOr0 MaTepraia IPyroM WK HEYTOUHEHHOM,
HEKJIaCCU(UIMPOBAHHBIE B JAPYTrUX pPyOpHKax, METOAOM TapreTHOro BBICOKOIMPOU3BOIUTEILHOTO
CEeKBEHHUPOBAHUS W/WIM OMNpEJEeIeHHEe BapUaHTOB T'€HOB B oOpa3le OMOJOTMYecKoro marepualia
IPYroM WM HEYTOYHEHHOM, HEKJIACCU(UIMPOBAHHBIC B JPYTUX pPYOpUKax, METOIOM
BBICOKOIIPOM3BOUTEIILHOTO CEKBEHUPOBAHHUS C LIENbI0 BepudHKanuu quaruosa. [2, 10, 13]:
Yposenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
KommenTapun:
I'nuxozenosan 60n1e3nv, mun la
MONEKYNIAPHO-eeHemuieckoe ucciedosanue: evisagienue mymayuti 6 cewe GO6PC, xooupyrowem
2noK030-6-ghocchamasy.
I'nuxozenosasn oone3nsv, mun Ib
MONeKVIAPHO-2eHemu4eckoe ucciedosanue: evisagienue mymayuti 8 ceve SLC17A44, xooupyrowezo
MUKPOCOMATbHBIU MPAHCHOPMHbLU OenloK T1.

TI'nuxozenoeasn 6one3nv, mun 111
MONeKVIAPHO-2eHemu4eckoe ucciedosanue: eviagnenue mymayuti 6 cewe AGL, kooupyrowezo
2NIUKO2eH-6e8eMBAUULL (hepMeHm.
I'nukxozenoeasn oonesnv, mun IV
MONIeKYIApHO-2eHemu4eckoe ucciedoganue: evlasnenue mymayuu 6 cene GBEI, kooupyiowem
amuno-1,4:1,6-enroxanmpancgepa3sy.
I'nuxozenoean 6o0ne3uv, mun \/
MOJLEKYNAPHO-2eHemu4ecKoe Ucciedosanue: evissienue mymayuti 6 2ene PYGM, kooupyrowezo
Mulueunyio ghocgopunasy.
TI'nuxozenoesasn oone3nv, mun VI
MONEeKYNIAPHO-ceHemuieckoe ucciedosanue: eviasienue mymayuti 6 ceme PYGL, kooupyrowezo
gocpopunazy newenu.

T'nukozenoeas oonesns, mun IXal u 1Xa2
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MOJLEKYNAPHO-2eHemuuecKoe ucciedosanue. eviasienue mymayuil 6 cene PHKAZ2, kooupyowezo ao-
cyOveOuHUYy neveHoYHol KUHA3bl ocghopunasol.

I'nuxkozenoean 6one3nv, mun IXb

MOJNIEKYNAPHO-2eHemuyeckoe ucciedosanue: evissienue mymayuii ¢ cene PHKB, xooupyrowezo [-
CcyObLeOUHUYY MbIUEYHOU/NeYeHOYHOU KUHA3bL (hocghopunaszvl.

I'nuxozenoeasn oone3nnv, mun IXCc

MONeKYIAPHO-2eHemu4eckoe ucciedosanue: evisasienue mymayuil ¢ cene PHKG2, kooupyrowezo
MeCMUKYISPHYIO/NEUeHOYHYI0 U30opMY Y-CYObeounHuybl Kunazvl ocgopunasel. Inukozenosasn
ooneznv, mun 1 Xd

MONeKVIAPHO-2eHemu4eckoe ucciedoganue: evissienue mymayui 6 cene PHKAL kooupyrowezo
MbIUEYHYI0 U30¢hopmy anb@a-cyowveounuysvl KUHa3vl ocgopuiasvl

I'nuxozenoean 60n1e3ub, mun X

MONeKVIAPHO-2eHemu4eckoe ucciedosanue: eviagienue mymayui 6 2eme PGAM?2, kooupyrowezo
mulueunyio ghocghoenuyepam mymasy. I'nukozenoeasn o6onesns, mun Xl

MONEKYNIAPHO-2eHemu4eckoe Uccie0osanue. eviaeieHue mymayuti ¢ eene LDHA, kooupyrowezo
cyoeounuyy A raxkmamoecuopozerasvl. Cunopom @ankonu-buxens

MOJIEKYIAPHO-2eHemuyeckoe ucciedosanue: evissienue mymayuti 8 cene SLC2A2, xooupyroweco
2N0K030-mpancnopmep 2.

I'nukozenosean doneznn, mun O

MONeKVIAPHO-2eHemu4eckoe ucciedosanue: evisagienue mymayui 6 eewax GYS2 u GYS2,
KOOUPYIOWUX NEYEHOUHYIO U MBIULEYHYVIO 2IUKO2EHCUHMA3Y

Bone3nv nakonnenus ziukozena 6 cepoue, 8p0yicOeHHAs1, 1eMalbHaA

MONEKYNAPHO-2eHemuieckoe ucciedosanue: aviasnenue mymayuil 6 2cene PRKAG2, kooupyowezo

y2-cyovLedunuyy 5’ adeHo3uHMOHOGOCham-aKkmusupyemo nPpomeuHKUHA3bl.

2.4 HNHCTpYMEHTAJIbHBIE IHATHOCTHYECKHE MCCIETOBAHMS

J PexomennoBano mnpoBeneHue yibTpa3zBykoBoro uccienoanus (Y3U) opranoB OpromHoi
nosioctd  (YIIbTpa3ByKOBOE UCCIIEJIOBAHUE OPraHOB OpIOMIHONW TOJOCTH (KOMILJIEKCHOE)) TpHU
MIOCTAHOBKE JMarHo3a u jaaiee 1 pas B roa nauueHtam ¢ I'b ¢ mopakeHneM nevyeHu ¢ 1eslbio OLeHKH
COCTOSIHUSl TIApEHXUMBl TI€UEHH, KOHTPOJS pa3MEpoB TII€YCHM, BBIABICHHUS aJC€HOM II€YCHH,
COCTOSIHUS TIOKEITYIOUHOM xkere3nl, [36, 39].

YpoBenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJLCTB 5)
Kommenrapmii: npu Y3U y eécex 60nvnbix ommeuaemcs 3nauumenvHoe ygeauderue obeux 0o.ell

nevyernu, 6 ocobenHocmu  J1€6OI. Hapewawa neyeHu  cunepsxoceHHa, cmpykmypa ee
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xapakmepusyemcs — Oug@ysHot  HeOOHOPOOHOCMbIO  3d  CUEMm  MHOMNCECMBEHHbIX — MEeNKUX
2UNEPIXO2EHHBIX IXOCUSHANIO8 C DPABHOMEPHBIM pdcnpedeieHuem Nno 6cemy 00bemy NaApeHXUMDbL.
Ommeuaemcs makdce ocaabienue NpoOXoNCOeHUs YIbMpazeyka 6 6ude CHUNCEHUS HemKoCmu
uz06pasicenuss OUCmanvublx yuyacmkos napeuxumol om 14 oo 112 no emybume opeana. Sma
0cobeHHOCmb  3X02paguueckol KapmuHbl 00bluHO Haubonee evipaxcena npu | mune I'B no
cpasnenuio ¢ I, VI, IX munom. Oonogpemenno umeem mecmo odeOHeHue cocyOucmoz20 pPUcyHKd
neueHu’ 8U3VAIUUPYIOMCcs eOUHUYHble, MOHKUE, 2OPUSOHMAILHO HANPAGIeHHble NeYeHOUHble BEHbl C
POBHBIM KOHMYPOM; NPAKMUYECKU OMCYMCMEYem PUCYHOK MeNKUX 6emeeli 80pOMmHOU GeHvl. B
PeOKUx CHyyasx GU3YAIUBUPYIOMCSA  AOeHOMbl NedeHu (eOUHUYHble UIU  MHOINCeCMBeHHblE),
oMaAUNArOWUecs CMpyKmMypHuIM PA3HO00PA3UEeM — SUNOIXO2EHHbIE C 2UNEPIXO2EHHBIM 0000KOM UlU
2UNEPIXO2EHHBIE C AHIXO2EHHBIM 0000KoM. MHo20a ommeuaemcs nebonbuioe ygeruyeHue pasmepos
celeseHKU 6e3 U3MEHeHUll ee NnapeHxumsvl U cocyoucmozo pucyuka. Ilpu wnanuuuu LI
BUZYATUSUPYEMCST HEPOBHDIL KOHMYP NedeHU, MHOMCeCmEeHHble V3/bl PA3IUYHOU IXO02eHHOCMU 8
napeHxume opeaua, pacuupenue Ouamempos Cmeoa08 60pOMHOU U Cele3eHOYHOU BEH.

Takoce umerom mecmo pasiudnvie AHOMAIUU OPMbL IHCETYHO20 NY3bIps (Yawe — nepecudvl 6
obnacmu OHa), yeeluyeHue e20 pasmepos, HapyuleHue COKpaAmumenvbHou QYHKYuu, ymolujeHue
cmeHoK. Buzyanusupyemcs oughghysnoe ysenuuenue nooxceiy0ouHouU dicenesvl, NApeHxuma ee cuno-
UNU 2UNEPIX02EHHA, UH020A HeoOHopooHa [48].

J PekoMeHZ0BaHO TMpOBeNEHUE YIbTPA3BYKOBOTO HKCCIEAOBAaHUS TIOYEK TPU TOCTAHOBKE
JIMarHo3a U Jlajiee Py JHHAMUYEeCKOM HaOIoJeHnn TanueHTaM ¢ I'b ¢ mopaxxeHnem movek ¢ neibro
ONpe/eNICHUs]  pa3MepoB  TOYEK, JIMAaTHOCTUKHA  CTPYKTYPHBIX  HAPYIICHWH,  KOHTPOJIS
KamHeoOpa3zoBanus [36,39,45].

Yposensb yoeaureabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
Kommenrapmii: npu I'B |, cunopome @ankonu-bukens ommeuaemcs ygenuduenue pasmepos noyex,
VMoNueHue napeHxumvl U NOo8blUeHUe IX02eHHOCMU Kopkogozo cinos. CobupamenbHas cucmema
nouex 6e3 ocobennocmeti [6,48].Hccredosanue npoeoosm, 6 cpeonem, ne pedxce 1 pasa 6 200, ¢
so3pacma 10 n1em - o6s3amenbHO

. PexomennoBano npoBenenue 3xokapauorpadpuu (3XO-KI') u snexkrpokapauorpapuu (OKI)
npu noctaHoBke nuarto3a ['b Il u IV TunoB u nanee mpu €XerogHoM OOCIEIOBAaHUH C LENbIO
CBOEBPEMEHHOTO BBISBIICHUS U Tepanuu Kapauomuonatiu [36,49].

YpoBenb yoOenuteabHOCTH pekoMeHaanuu C (YpoBeHb [J0CTOBEPHOCTH [10Ka3aTeJlbCTB
5)Kommenrapuii: y nayuenmos ¢ I'b 1l u IV munos nopascaromes opeanvt cepoeuno-cocyoucmotl
cucmemvl — om IKI-npusnaxos sHceny0ouxosoi eunepmpoduu 00 6blpadiCenHoU KapOuomMe2aiuu,

Kapouopubposa u cepoeunoi neoocmamounocmu [19,32,33].
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. PexomeH10BaHO TMpOBEACHWE HEWHBA3WBHOW TpaH3WEHTHOH snmactorpaduu mnedenu (TOII)
(amacToMeTpusl TEYeHH) AJISl OLEHKU COCTOSIHMSI CTPYKTYphI medyenu y aereid ¢ I'b ¢ mopaxeHuem
neuenu [36].

YpoBenn yoenureabHocTu pekoMenaannu C (YpoBeHb J0CTOBEPHOCTH A0Ka3aTeIbCTB 5)
KommenTapmii: y nayuenmos ¢ I'b ommeuaromes pubpomuyeckue usmeHeHus paziuiHol cmeneHu
svipasicenHocmu  eniomo a0 gopmuposanus L[I1. Basxcno ommemums, umo TOII noszeonsiem
8bIABUMb CIMPYKMYPHBLE USMEHEHUs NedeHU 0adice NPU OMCymcmsu 1a00pamopHslx UsMeHeHUl.
Hccneoosanue nposooumcs, 6 cpeonem, 1 pas 6 200

. PekomeH0BaHO MpOBEJCHWE MAarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) opranos
OpIOIIHOI NOJOCTH (IPH HEOXOAMMOCTH - MarHUTHO-pPE30HAHCHAsE TOMOTparK OPraHOB OPIOIIHOM
MOJIOCTH C BHYTPHBEHHBIM KOHTpacTupoBanueMm) min Kommbiotepayio tomorpaduio (KT) opranos
OpIOLIHOM TOJOCTH C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHHWEM - MHpPHU MOAO3PEHUU Ha
HAJIMYME HOBOOOPA30BaHUH C IENbI0 UX JUATHOCTHKH, a TaKXKe ISl KOHTPOJISI COCTOSIHHUS aleHOM

neveHu npu ux Hajauuuu [38,39].
Yposenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

Kommenrtapuii: /Jemam 0o 16 nem ¢ danHotl yenvio yauie npogoosim yibmpasgyKo8oe UcCiedo8anue
oprownon  nonocmu  (komnaexcroe), nocie 16 gem — MPT wum KT- wuccredosanue c¢

KOHmMpacmuposanuem Kaxcovie 6-12 mec. 015 8bla61eHUSL A0EHOMAMO3a NeYeHU

Ilpu eviseneHuyn adeHOMAmMO3a NedeHu — YIbMpa3eyKogoe UCCledosanue OpPIOWHON NOAOCMU
(KomMneKcHoe) unu MacHumHo-pe3oHancuyro momozepaghuio (MPT) opeanose dprowiHot nonocmu unu
Komnwviomepuyto momoepaghuio (KT) opzanos dprowinou norocmu 6 3a8UCUMOCIU OM 803pACMA U

B03MOACHOCELL nayuesma, npu Haﬂuuuu/omcymcmeuu npomueonOKaS’aHuﬁ.

J PexomengoBaHo npoBeneHue 330¢aroracTpoIyoieHocKonuu namnueHTam ¢ I'b u mpusznakamu
UPpO3a MeUeHH ISl OIICHKU COCTOSIHUS BeH muiieBoa [38,39].

Yposens yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

. PexomenoBaHo mpoBeneHne peHTreHorpaduu KUCTEH ¢ 1EeTbI0 OIIEHKH KOCTHOTO BO3pacTa
naruenTam ¢ I'b [36,39].

YpoBenb yoeaureabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
Kommenmapuii: y noodasnarowezo uucna oemeti ¢ I'B ommeuaemcss omcmaganue KOCMHO20
so3pacma om nacnopmnozco.Mccredosanue npogooumcs ¢ yacmomot, 8 cpeonem, 1 paz 6 2 200a/200
° PexomeH0BaHO TpOBEJAEHUE JIBYXIPHEPIETHUECKOW PEHTTEHOBCKOW a0copOInuoMeTpuun

(PeHTreHOICHCUTOMETPHH) TIOSCHUYHOTO OT/IeNa mo3BoHounuka namuentam ¢ I'b LI, VI, IX tunos
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C IENTBIO OIEHKH COCTOSIHUS MUHEPATbHOM IUIOTHOCTH KOCTHOM TKauu [19,24, 36, 38, 47, OmmoKka!
HCcTOYHUK CCHUIKHM He HalijIeH. ).

YpoBenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB 5)
Kommenmapuit: y oemeii ¢ I'b yuacmo ommeuaemcs cuudcenue MIIKT, eniomv 0o passumust
0CmMeonopo3a, 8 CeA3U C YeM HeoOX0OUM pe2ViApHblll KOHMPOdb HA (POoHe CMmpo2o CcOoOM00eHUs
ouemomepanuu Ol NPUHAMNUSL  CBOEBPEMEHHbIX MEPONPUAMUL C Yelblo Npedomepaujenus
NOBBIUEHHOU KOCIMHOU pe30poyuu.

Hccnedosanue nposooumcs, 6 cpeonem, 1 paz 6 200 demsam cmapuie S iem

. PexomennoBano nauuentam ¢ I'b, mporekawimmx ¢ nmopakeHMeM MbIIIEYHOH CHCTEMbI
npoBeacHUe  InektpoHerpomuorpapuu (OHMI')  (Dnekrponelipomuorpadgusi  Uroab4aTbIMH
37eKTpoaMu (OJIMH HEPB)) MpPH MEPBHUYHOM JMATHOCTUKE U B JUHAMHUYECKOM HAOJIOJCHUU MJIS
CBOCBPEMCHHOM JIMATHOCTHKH U KOHTPOJIs nopakeHus Mbii [39, Ommoka! UCTOYHMK CCHUIKH He
Haiien., Ommoka! UCTOYHUK CCHLUIKH He HaiIeH. .

Yposenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
Kommenrapuu: uacmoma uccnedosarnus, 6 cpeonem, 1 p/2oo

. PexomennoBano mnamuentam ¢ ['b, mpoTekalmUMU € MOPaKEHHUEM MBIIICUYHON CHCTEMBI
nposegeHrne MPT Ml HUKHUX KOHEYHOCTeH (MarHUTHO-pe30HaHCHas TOMOrpadusi MbIIICYHON
cucTeMbl) (mpu HEOOXOAMMOCTU MJIS BU3YyaJU3allMM JETCHEPATUBHBIX WM3MEHEHUH, >KUPOBOTO
3aMEIICHHUS MBIIIIbI, HATHYKSA OTeKa U BOCTIATUTEILHBIX H3MEHEHHH CKeJIeTHON MycKynaTypsl) [39].
Yposensb yoeaureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

. PexomennoBano nanuentaMm ¢ I'b, npoTekaromumu ¢ mopaxeHUEM CKEIETHON MYCKYJIaTypbl
MPOBOANTH HCClenoBaHus (YHKIMU BHemrHero nesixanus (McciemoBaHue HECIPOBOIIMPOBAHHBIX
JIBIXaTeNIbHBIX 00ObEMOB U MOTOKOB) C LIEIbI0 KOHTPOJIS JIETOYHOW (PYHKIIMM, KOTOpasi MOXKET OBbITh
HapyleHa BCISICTBHE MOPAKEHHUS IbIXaTeIbHONU MyCcKyIaTypsI [39].

Yposenb yoeaureabHocTH pekoMenganuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 5)

2.5 UHble IMarHocTHYeCKNe UCCIeI0BAHNSA

o PekoMeHI0BaHO TpOBEJCHWE NYHKIIMOHHOW OHWONCHH TIeYeHH C MOPQOIOTHUSCKUM
WCCIIe/IOBAaHUEM OHoOmTara TMpH OOCIEeNOBAHWM JOMONHHUTEIBHO TIO TOKAa3aHWSIM C IEJbIO
muddepeHIraIbHON TUarHOCTUKY U YTOUHEHUS cTaauu (uOpo3a B COMHUTENBHBIX ciydasx[17].

YpoBenb ybOeaureabHocTH pexkoMenaannu C (YpoBeHb [10CTOBEPHOCTH JA0KAa3aTeJbCTB 5)
KommenTapuu: ocobennocmoio mMopghonocuueckoli Kapmunsl nedeHu npu 2iuKoeenosol bonesnu la
MUNa A618emcsi MUnuUYHoe U3MeHeHue 2enamoyumos: OHU UMeIOm 6U0 «PACMUMENTbHbIXY KIemoK,

cpanuybl ux uyemxKue, umerom WMAaAMNOBAHHbLU 8140, onmu4eckKku nycmyrn yumoniasmy, U4acmo
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BAKYOIUSUPOBAHHOE U CMeujeHHoe K nepugepuu 0po. B yumonnazme cenamoyumos nabirooaemcs
envlouamoe pacnpeoenenue 2AUKO2EHA, YACMO CKANIUBAWe20cs 6 O0NbUUX KOAUYeCmBax.
Iiuxocen eviasnsiemcs Hepeoko U 6 B8aKYOIUIUPOBAHHBIX A0pax eenamoyumos. Hapsady c smum
ommeuaemcs,  8blpadceHHas 0Oerkoeas (6niomv 00  BAKYOIbHOU), a makdice Meiko- U
KPYNHOKANENbHASL  JHCUPOBAsL  OUCMPOQUS  2enamoyumod ¢ Ux HeKpooOuo3omM U  HEKPO3OM.
Pemukynunosvie u KonnazeHogvle 60I0KHA, pPA3PACMAACL HA Mecme 2ubenu 2enamoyumos,
obpasylom ozpaHuyeHHvle QUOPO3HbIE OUANCKU 6 OO0NbKAX, HAOM00Aemcs «KANUIIAPUIAYUSLY
cumycoudos ¢ nociedyoweli obaumepayuell ux npoceema. Bocnanumenvuvie uszmenenus auoo
omcymcemeyom, Jaubo  Ommedaemcs He3HAYUMENbHAs, NPeuMyujeCmEeHHo MOHOHYKIeapHas
uHpUILMPAYUsL NOPMATLHBIX MPAKMOS, UX Quopo3uposanue ¢ paspacmaruem CcOeOUHUmMeIbHOU
MKAHU U BHEOPEeHUEeM Cenm 8 NAPeHXUM) OpeaHd, 4mo 6eoem K nepecmpoike e20 apXumeKmoHUuKuU.
Bosmoorcno pazeumue yupposa ¢ popmuposanuem «L0NCHbIX» NeUeHOUHbIX OOJIEK.

Ilpu I'b 1l muna mopgonocuneckue uzmenenuss neveHu 6 yeiom cxooHvl ¢ maxogvimu npu I 1
Muna, 0OHAKO BbIPAdICEHHAs OeNK08as. Qucmpoghus Kiemok npeobdnradaem Hao sHcuposou. Obviuno
uMeemcs. nepunopmanbHulll UW/Uiu CenmanbHull uopo3, a uHo20a u MUKPOHOOVIAPHLIUL YUPPO3
neuenu, Ymo, 03MOINICHO, CEA3AHO C HAKONIEHUEM AHOMANIbHO20 KOPOMKOYENOUEeUHO20 2IUKO2EH .
Ilpu I'b IV muna xapaxmepHvlm MOpGON0SULECKUM NPUSHAKOM AGTAEMCs HATUYUE 68 YUMmoniazme
2enamoyumos C8emio-303UHOPUIbHbIX GKIIOUEHULl OKPY2l0U, 08AIbHOU U O0O0BUOHOU (HopMbl C
onmuyecku nycmvim 0000kom no nepugepuu, PAS-nozumuenvix, ycmouuusvix Kk amunaze (m.H.
2nuKo2enosvle menvya). Ilpu smom Hauboree yacmo ommeuaemcs Yyuppomuieckdas, mpaHchopmayus
neuenu. Ilpu 31eKMPOHHOU MUKPOCKONUU OOHAPYICUBAIOM HAKONJEHUE AMULTONEKMUHONOO0OHO20
geujecmea Kax 6 HetlpoHax, mak U 6 MblUeyHbIX 80JIOKHAX.

Ilpu I'B V1 u IX munos cucmonamonozuyeckas KapmuHa neweHu 8 yeiom cxooHa ¢ maxkosou npu I u
11l mune 3a6onesanus. Oonako benkogas oucmpogus cenamoyumos npeodraoaem Hao Huposou, a
CMENneHb UX BbIPANCEHHOCU HEeBbICOKASA. 3auKrcuposanvl ciyuau UHMEHCUBHOU NOPMATbHOU U
BHYMPUOOTILKOBOU UHDUIbMPAYUU MENHCYMOYHOU MKAHU NeYeHU NPeuUMyuecmeeHHo TUMPOUOHbIMU
anemenmamu. Quopo3 0OLIYHO YMePEeHHbIl, HO ONUCAHbL CIVYAU Yuppo3sa nederu, ocobento npu IXc
mune [OQuwuoxa! Hemounuk ccvtnku ne nHatioen.,Quuoka! Hemounuk ccoliku ne Haiioen.].

o PekoMeHI0BaHO TIPOBEJACHHE MEIMKO-TEHETHUYSCKOTO KOHCYJIBTHPOBAHUS (KOHCYIIBTAIUS
Bpaya-TeHEeTHKa) TMpH JIUAarHOCTUKEe W BeAeHMH manueHTa ¢ ['b, a Takke mpH IUIIaHUPOBAHUU
MOCIEAYIONMUX JIETOPOKICHUI B OTSATOIICHHBIX CeMbAX. [Ipu HEOOXOIUMOCTH - TPOBEACHUE
MpeHATAILHON JMAarHOCTHKY WIIH ITPEUMILTaHTAIIMOHHOM reHeTnyeckoi muarnoctuku [38,39,50,52].

Koucyﬂbmauuu cneyuaiucmoe
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. PexomennoBano BeneHue nanueHToB ¢ I'b MyJIbTHIMCHMINIMHADHOW  KOMAaHJIOW,
BKJIIOYAOIIEH CHEeMAIMCTOB: B COOTBETCTBUHU C KIMHUYECKUMU NPOSABICHUSAMM 3a00JI€BaHUS MPH
NEPBUYHON JMAarHOCTHKE ¥ JIMHAMUYECKOM HaONIONEHUH TpUW HAIWYMHM TI0Ka3aHW. Bpau-
neMaTp/Bpad-TepaneBT, Bpady-TEHETHK, BPay-TaCTPOIHTEPOJIOT, BPay-HEBPOJIOL, Bpad-HEPpOJIOT,
Bpay-IMeTONO0r, MEIULIUHCKUM ICHUXOJIOT, Bpay-KapAHOJIOT/Bpad JAETCKUN KapIuoJor, Bpau-
IIyJbMOHOJIOT, Bpa4-ajyIeporoJIor-MMMYHOJIOT, a TakXe Bpad oOliedl NpakTUKu (CeMelHBbIN Bpauy)
[36,38,39,50,52].

YpoBenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

3. Jlequne, BRKJIIOYasl MCANKAMECHTO3HYIO H HEMEINKAMEHTO3HYI0 TEPaIrunuu,
AUETOTEPAIINIO, 066360HI/IB3HH6, MEIUIMNHCKHUE NMIOKA3aHUA U IIPOTUBOIIOKA3AHUSA
K IPUMEHECHNI0 METOAO0B JICUCHUA

Cneyuguuecxoe neuenue I'b 0o Hacmoswezo 6pemenu He pazpabomaro. (OCHOBHBIM GUOOM
namoceHemu4eckol mepanuu  AGNAEMCA  PedCUM NUMauus U Ouemd, HANPasieHHvle Ha
npedynpedicoenue u  00opbby ¢ eunociukemuel, MemadoOIUYecKuUM — AyUOO30M,  Kemo30M,
eunepaunuoemuell, Koppekyuro HapyweHuil @OYHKYUOHANbHO20 COCMOSHUSL  2eNnamoOuIuapHotl

cucmembsvl u mceﬂydquo-Kumequeo mpaxkma.

3.1 KoncepBaTuBHOE JIeUeHHE

Hpu yciosuu aoexkeamHoul duemomepanuu 603MOINCHO MUHUMUUPOBAMb Memabonuyeckue
HAPpYUleHUs, C6A3AHHblE C NMeYeHUuem 60]l€3Hu, a makoice CHU3umb puck paseumusi omcpo4eHHblX
ocnodichenuti. Coomuouienue OCHOBHbIX nuwesvlx eeujecme 6 numaHuu OONbHBIX C Pa3iudHbiMuU
munamu 2jiuKocero3d OomiudiHo om maxKkoeozo y 3()0p06blx oemell U3-3a NOGLIUEHUSA CanprCClHuﬂ

y2ﬂ€80008 U OenKa u CHUICEeHUs: 00U HCUBOMHO20 aHcupda.

3.1.1 /luemomepanusn npu znuxozenogoit 6onesnu I, I11, VI u IX munos

° B B3 CcO CKIIOHHOCTBIO MNanuceHTOB C€ TJMKOICHO3aMHW K pPa3sBUTHUIO anuao3a U
TUIEpJIaKTaTeMUU PEKOMEHIOBAaHO OTPAaHUYMBAThH WM MOJHOCTHIO UCKIIIOYATh U3 PallOHA CaXxapo3y
(nmumieBo#t caxap), GPyKTO3y M TrajakTo3y, T.K. 3TH caxapa y nauueHToB ¢ I'b oOMeHuBaroTcs He 10
TITFOKO3bI, KaK y 3I0POBBIX, a JI0 JaKTaTa, 4TO MOXET yCyryOsTh gakraraiumo3 [19,24,38,56,57].
Yposenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB S)
KommenTapum: coodeporcanue neckoyceaugaemvix yeneooos cocmaegisem 5—20% om obwezo
CYMOYHO20 KOIUYECmEa Yy21e60008 NUU, NPEeuMyuecmeeHHo 3a cuem 2nioko3vl — & cpeonem 40-80

2 2JIIVKO03bl 6 Cyni.
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eBBuny ocoOeHHOCTel  Mera0onm3mMa Tpu  padiMuHBIX  Bupax [b pexomeHmoBaHO
MIPEUMYIIECTBEHHOE YBeNIn4YeHHE MoTpedsenus yriaeBoaoB (I tum) uinu sxuBotHoro 6enka (111, VI u
IX tunsr) [19,24,38,56,58].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 5)

KommenTapum: cuudicenue cooepiicanusi iHcupa 6 1eyeOHbIX Ouemax HAnpasieHo HA KOPPeKyuro

UMEIOUWUXCS HAPYULEHUL TUNUOHO20 0OMeHa.

K coorcanenuro, agpgpexmusnocms Ouemomepanuu 3a4acmyro CHUMCEHA U3-3a MO20, YMO NAYUEHMbL

yacmo napywaiom ee [40].

J PexomennoBana, ocobenHo st nanueHToB ¢ | Tumom I'b, opranu3zaius qpoOHOTO MUTAHUS C

UCKJIFOYEHUEM THINEBOro caxapa (caxapo3bl), OrpPaHHYCHUEM TallaKTo3bl H  (PYKTO3a, C

PaBHOMEPHBIM PACIPEICIICHUEM JIETKOPACTBOPHMBIX YIJICBOJIOB B TEYEHHUE CYTOK  C IIEJIbIO

noJiiepKanusi Hopmoriukemun [24,56,58].

YpoBens yoenuteabHocTH pekoMenaauun C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB 5)

KommenTapumu: ¢ smoii yenvio Koiuuecmeo npuemos nuwu yseauuusarom 0o 6-8 pasz 6 Oewb

(éxntouasn panuuil 3aémpax 6 6—7.00 u nozonuil yocur 6 22.00), umo nossonsem noooepiucusams

HOPMO2TUKEMUIO.

Ipu xonyenmpayuu noKo3vl Hudxice 2,5 MMob/1 00NOIHUMENbHO 88005iM [—2 HOUHBIX KOPMIEHUSL.

o PekoMeHIOBaHO Ha3HAUYEHUE CHIPOTO KYKYPY3HOTO KpaxMayia, WMEIOIIEr0 CBOWCTBO

ME/JICHHO W HEMPEPHIBHO PACHICTIISATHCS O] JSHCTBHEM MAHKPEATHISCKOW aMUIa3bl JI0 TIFOKO3HI,

YTO TMO3BOJISIET OOOHTUCH 0€3 YacTOro KPYIrJIOCYTOUYHOTO KOPMIIEHUS, JOCTUYh U TOJACPKUBATH

YIOBJIETBOPHUTENbHYIO KOHIIEHTPAIIMIO TJIIOKO3bI B KpoBH [24,56].

YpoBennb yoeaureabHocTH pekoMenaanuu C (YpoBeHb JO0CTOBEPHOCTH 10KA3aTeJLCTB 5)

KommenTapumu: 6 csiasu ¢ ocobeHHOCmMAMU MONEKVIAPHO2O CMPOEHUs, YCBOeHUe 2NI0KO3bl U3

KVKYPY3HO20 Kpaxmana evluie, yem u3 kapmogheivnozo. Ilepsvle nonvlmiu ucnoib308anus cblpoco

KVKYPY3HO20 Kpaxmana npeonpunumarom k Kouyy 1-2o 2ooa scusnu pebenxa. Kpaxman cmewusarom

¢ 680001l, 6e31aKMO3HLIMU/0E3CaAXAPOZHBIMU CMECAMU, COEBbIM MOLOKOM UTU C OPYeUMU HANUMKAMU,

He coldepoicawumu caxapa, Komopuvle nonyuaem pebeHok. [[na maadenyed u Oemell paHHe2o

go3pacma yenegas 003a KyKYpy3H020 Kpaxmana cocmaeisem nopsaoka 1,6 o/ke (kaxcovie 3—4 u,

8KNIOYAS HOUHOUL NpUem), a 018 NayueHmos, OOCMUSIUUX WKOAbHO20 803pACMA, OHA 803pacmaem 00

1,7-2,5 e/ke (kasicovie 4-6 u) [56,57].

Ilpumenenue Kpaxmana no3eonsiem  O0O0CMUYL U NOO0EPHCUBAMb  YOOBILEMBOPUMENbHYIO

KOHYEHMpayuio 210Ko3bl 8 Kposu 8 cpeoHem Ha npomsicenuu 4,25 y (Ouanazon om 2,5 0o 6 u). Ilpu
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oCyujecmeneHuy pe2yiapHo20 KOHMPONs 2AUKEeMUU MOACEem CHUSUMbCA CMeNneHb 6081e4eHHOCmU
noueK 8 namon02udecKull npoyecc.

J [Ipu nuerorepanuu TIMKOTEHO30B PEKOMEHIOBAHO COOIIOACHHE ONPEICICHHOTO pPEeXKuMa
MUTAaHUS C PETYSIPHBIMU TpUEMaMd TUIIM C [EeIbI0 TOIJACPXKAHUS YPOBHSI TJIIOKO3BI Ha
JOCTAaTOYHOM YPOBHE U MPEAYNPEKACHHS THITOrIuKemun [24,56].

YpoBenb yoeaurteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A10KA3aTENbCTB 5)
KomMmeHTapuu: nepswiti npuem nuwu, Kax npasuno, HasHauarom ua 5-6.00 ympa, on moocem
cOCmosmyb U3 Kauwil, OMEAPHOU GepMuulent, 4ds ¢ 2l0K030U, Odanee Cledylom OCHOBHOU U 2-1
3a8mpak, 06ed, noaoHuK, yxcuw. Ilocreonuti npuem nuwu npuxooumcs na 22—23.00 u, cocmoum
2/1a8HbIM 00pazom u3 Kegupa u obeszdcupennoco meopoza. B 24 u u npu neobxooumocmu Houwvio
0arom KyKypy3Hbulll KpAxmal.

CpeoHnecymounvlie HOpMbl NOMPeOHOCMU 6 NUWEeBbIX Geujecmeax U dHepeuu oemel € 4aACmo
scmpeuarowumuca munamu I'b npeocmasnenvt ¢ Ilpunoscenuu 172.

o B cBsi3U ¢ BRIpQXXCHHBIMH HapYIICHUSIMHA (DYHKIIUU TTCYCHH U JKETUICOTICICHHS IMAIIUCHTaM C
I'b pekoMeHIOBaHO Ha3HA4YaTh WHAMBUAYAIbHYIO AMETY, JHUIICHHYIO JKCTPAKTHBHBIX BEIIECTB,
MPOJAYKTOB, Ooratbix »(GUPHBIMU MaclaMd M OPTaHMYECKUMHU KHUCJIOTaMH, JKUPHBIX, OCTPBIX H
npsiHbIx 0o, mpumnpas [19,24,38,56].

YpoBeHnb yoenuteabHOCTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB 5)

o PekoMeH10BaHO HCKITFOUUTE KUPOBBIC TPOAYKTHI (CITMBOYHOE M TOILICHOE MAaciio, CMETaHa,
CIIUBKH), OOTaThIi XOJIECTEPUHOM SIUYHBIA OCJIOK, KOHIUTEPCKHE W3MEIHS C KPEMOM, MsATKas
cnobHnas Beineuka [19,24,38,56,57].

Yposenb yoeaureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 5).

o PekoMeHZO0BaHO OrpaHMuYMBATh WM HCKIIOYaTh MPOAYKTHI, cojepkamie ¢GpykToly u
rajlakTo3y: MUIIEBON caxap, LeIbHOe MOJIOKO U €ro MPOU3BOJIHBIE, COAEpIKAIlMe MOJIOYHBIN caxap
(;1akto3y), GpykThl (CBEXHME W CYIIEHbIE), KOPHEIUIONbI, IINMHAT, IIaBelib, BCE CIAJIKHE
KOHJUTEPCKHE W3JCTHs, TUIOJOOBOIIHBIC KOHIICHTPUPOBAHHBIE COKH, (PYKTOBBIC BOJBI, Me],
BapeHbE, CHUPOMNbI, KOH(ETH, a TaKKe HEKOTOpble MEANKAMEHTBI, COJIEpKallhe caxap
[19,24,38,56,57].

Yposenb yoeaurteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A10Ka3aTEJNbCTB 5)

° Jlns mpenynpexaeHus pa3BUTHS KeToaluao3a namueHTam ¢ ['b pekoMeHI0BaHO HCKITIOYUTh
MPOJIYKTHI, OOTaThle CpPEIHEIETIOYECYHBIMU TPUTIUIEpHIaMU (KOKOCOBOE MAaciio, HEKOTOpbIe
CIeNHAIM3UPOBAHHBIE CMECH JIJISl SHTEepabHOro uTanus) [19,24,38,56].

YpoBensb yoeaureabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
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. PexomennoBanbl namnuentam ¢ I'b HexxupHble copTa Msica U pbIObI, BCe KPYIbl, MAKApPOHHBIE
u3lenusi, SIMYHBI OeNoK, MoJoKo, Kedup, HeclaJkue HOTrypThl >KMpHOCTBbIO He Ooree 1,5%,
00€3KUPEHHBIII TBOPOT, HEOCTPBIA CBHIP KHUPHOCTHIO 5-10%, MOACYHIICHHBIN NIIEHUYHBIA XJe0,
CyXH€ HECJIaJIKue TaJeThl, CIaJ0CTH, IPUTOTOBJICHHBIE HA TIIOK03€, (PPYKTHI M OBOILH, COJCPIKALIHIEC
CPaBHHUTEIILHO HEOOJIBIIOE KOJIMYECTBO (PPYKTO3bI (JIMMOH, 3€JICHBbIC SOJIOKH, KIIIOKBA, 3eMIITHHUKA,
obnenuxa, Kaprodenb), BCe BHIbI KamyCcThl (OCIOKAYaHHYIO — YMEPEHHO), OrYpPIbI, TOMAThI
(orpaHWYeHHO), THIKBA, Ka0adoK, IMaTUCCOHBI, OaKIaXaHbI, JIYK-TIOpEH, OropoJHAas 3EJICHb
(orpannueHHO), PPYKTOBBIC COKH, pa3daBicHHbIC Ha 1/2 KuNsTYeHOW BO/IOM, HEKPEIKHUI Yail, OTBaphI
U MOpPCHl, MPUTOTOBJIEHHBIE W3 pa3pelIeHHbIX (PYKTOB M AroJ C J00aBICHHEM TJIHOKO3bI,
pacTuTenbHOe Macio (MOACONHEYHOE, KYKYypy3HOE, JIbHSIHOE, COEBOE, PalcoBOE, THIKBEHHOE) B
KosyecTBe 3—4 u.j1. B JIeHb (100aBJIsITh HemocpeAcTBeHHO B Oioa) [19,24,38,56,57].

YpoBenb yoenurenbHocTn pekomenanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 5)

° Hetsim ¢ | tunom I'b pekoMeH10BaHO NMPUMEHEHHE HHM3KO - U O€3JIaKTO3HBIX CMECeW st
mUTaHUs AeTeid 1 roja >KW3HM Ha MOJIOYHOW M COCBOM OCHOBE, CMECH JUISl DHTEPAIBHOTO MUTAHUS,
JUIICHHBIE JIAKTO3bl M HE COJAEpIKAIllie CPEAHEIETIOYSUHBIX TPUTIUIEPHUIOB C LENbI0 MOAIePKaHUs
YPOBHS [IFOKO3bI Ha JIOCTATOYHOM YPOBHE U MPEIypexIcHus KeToanuaosa [24,56,57].

YpoBeHnb yoenuteabHocTH pekoMeraanuu C (YpoBeHb 10CTOBEPHOCTH T0KA3aTeIbCTB 5)

. [Tpunuummne! neyebnoro nutanus npu ['b |1l Tuma pexkomennoBanbl Takue ke Kak Mpu 00JIe3HU
| TWma, HO TOCKOJIBKY TEHJICHIUS K TUIOTIMKEMHH MEHEE BBIpaXeHa, TO IS TOJICpKaHUSI
HOPMAJHHOTO COJICP’KAHUS TIIFOKO3BI B KPOBH B HOYHOE BPEMs JOCTATOYHO HCITOJIb30BAHUS CHIPOTO
KyKYpY3HOT'O KpaxmaJa ¢ [ebio nojaaepkanus Hopmornukemun [19,56,58].

Yposensb yoeaureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
KommenrTapuu: maxum obpazom, ouema npu enuxocenoze muna |l menee pecmpuxmuena, u
ocpanuuenus caxapa npu Heil 3adacmyro He mpeOyemcs. Paspewaemcs maxoice npumenenue 8
payuone numaHus 2pyoHo20 MOJIOKA, CIMAHOAPMHBIX €20 3aMeHumenell Ui cmecell ¢ nOGblULEeHHbIM
cooepoicanuem  Oenka. Ilockonbky nuwesvle OenKu — CAyHCam UCMOYHUKOM — AMUHOKUCIIOM,
AGNAIOUUXCA  CYOCMPAmom  2NIOKOHeo2eHe3d, Uux nompebienue cnocoocmseyem ymeHbULeHUIO
VeleB0OHOU HA2PY3KU (HOMEHYUATbHO NPUBOOSYEU K PAZGUMUIO SUNOTUKEMUU U JIAKMAmayuoosa),
a npu 1l mune — u ynywwenuro mviuweynoeo obmena benxa.

o [TocTossHHOE WHTparacTpaJibHOE IHTAHUE TPU TOKEJIOM TEUeHWUW 3a00JIeBaHUS U
HECTaOUIFHOW HOPMOTJIMKEMHUHPEKOMEHJIOBAHO OCYIIECTBISATh IYyTEM 30HJOBOTO BBEICHUS

MMUTATEIBHBIX CMECE B HOYHOE BpewMs, C aHAJIOTUYHOM IIEIIhIO MOTYT HCIIOJIB30BaThCA PAaCTBOPLI
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JIEKCTPO3bI**  (IIpU  yCIOBHUM MEIJICHHOTO M KOHTPOJHUPYEMOTO TIOCTYIUICHHSI B OpraHU3M).
[19,24,38,40, 56].

YpoBens yoenuteabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)
KommenTapuu: unmencugnocms nocmynieHusi NUmMamenvHol cmecu Onpeoensiemcs CKOpOCHbIO
@u3uonocueckol npoOYKYuu 2iroKo3bl NeUeHblo. 6 MIA0EHYeCKOM B03pacme OHA COCMABIsem
npumepro 8—10 me enoxozvi/ke 6 MuH.

3.1.2 Meoukamenmo3nan mepanus

o PekoMeHO0BaHO TNPUMEHEHHE BUTAMHHOB, MUHEPAIbHBIX BEIIECTB W BHTAMUHHO-
MUHEPAJIBHBIX KOMIUIEKCOB OOYCJIOBIECHOE MPEUMYIIECTBEHHO ACPHUIIMTAPHOCTHIO PECTPUKTHUBHBIX
JTUET TI0 PSIAYy MHUKPOHYTPHEHTOB (ocoOeHHO mpu | Tume 3a0osieBaHUs) C 1EIBIO BOCIOJHEHUS
nedunyTa ¥ NoJIepKaHUs aJIeKBaTHOIO HYTpUTUBHOTO craryca [19,24,37,56].

YpoBeHnsb yoenuteabHoCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)
KommenTapuu: yenecoobpasHocms npumeneHuss mex Ul UHbIX GUMAMUHHBIX NPEenapamos,
nuwesblx 000a80K ¢ COOepAcaHueM MUHEPATbHBIX Geujecms Ul GUMAMUHHO-MUHEPATbHBIX
KOMNJLEKCO8 ONpeoeisiencsl 1edaujum 8paiom.

Hayuenmam ¢ I'B I, Nl muna nazunauaromces xonexanvyughepon™*, speoxanvyugepon, npenapamol
Kanbyus (kanbyus eauyepogpocham, Kanbyus 2nOKOHam™** u  Op.) uau  KOMOUHUPOBAHHbLLE
npenapamul (Konexanvyughepon+ranvyus xapbonam,).

Hayuenmam ¢ I'B Ib u neiimponenueii nasnauenue sumamuna E (Oemsim ¢ 5 nem — 600me/cym,
s3pocivim 900 me/cym) 6 meuenue 00HO20 200a CROCOOCMBYem NOBLIULEHUIO YPOBHS HeUMPOhuULos u
VMEHbUEHUIO Yacmomyl UH@eKyuonHwlx 3aboneéanutl [59].

Hayuenmam ¢ I'b I u, npu neobxooumocmu, ¢ I'B IIl muna moeym Ovime Ha3Ha4eHbl GUMAMUHO-
MUHEPANbHble KOMNILEKChl (ROIUSUMAMUHBL, ROTUSUMAamMuHbl+ymunepannt) [19,24].

Hayuenmam ¢ I'b ¢ pecmpuxmusnvimu ouemamu (Hanpumep, npu I mune) modxxcem nompeboeamucs
HA3HAYeHue npenapamoes xceiesa u/uiu yuanokooaramuna** u/unu gponuesou kuciomor**,
Hayuenmam ¢ eapuanmamu I'b, npomexarowumu ¢ nopadxicenuem mviuteunou mranu (V,VILVILIX)
nasnavaemcs #nupuooxcun™* [60].

Ilpu Opyeux ¢opmax ['F pewenue o HaA3HAUEHUU BUMAMUHOE U MUHEPANIO8 peulaemcs: 8

UHOUBUOYATILHOM NOPSIOKe

. B xommiekcHOM JieueHrnr 0OMeHHbIX HapylleHui npu I'b ¢ meyeHoYHON He0CTaTOYHOCThIO
PEKOMEHIOBAaHO BBEJEHHE KOKApOOKCHIIA3bl, C IEIbI0 CIIOCOOCTBOBAaHMs 00pa3oBaHUIo anuia-KoA,
PETyJISIMK YIIIEBOJAHOTO OOMEHA M YMEHBIIICHHUS JIakTaT-anua03a [37,56].

YpoBensb yoeaureabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
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. [lpu peduumre kapHuTMHA mauumeHTaM ¢ ['B pekoMeHIOBaHa 3aMECTUTENbHAs TEparus
JICBOKAPHUTHHOM C JieueOHOM 1eibio [61].

YpoBensb yoenuteabHocTH pekoMeHauuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 5)

J [Tpu BTOpHuHBIX ocnoxHeHusx ['b (BTopuuHble TyOynaomaTtuu, MEYEHOUYHbIE U OHIIMApHbBIC
TUCHYHKIIMKM ¥ JIp.) PEKOMEHIOBaHA KOPPEKLHUs TYyOYJSPHBIX PACCTPOMCTB, OCTEONOpPO3a,
yCTpaHEHHUE 3aCTOMHBIX SBICHHH B JKEIYHOM Iy3bIpe (PEKOMEHIOBAaHO MPUMEHEHHE KEeTYETOHHBIX
MpernapaToB, IMOBBIIICHUE JBAKyaTOPHOHW (YHKIUH SKETYHOTO IMy3bIps), PEKOMEHIOBAHO
Ha3HAYaEHHUE IeMaToNMPOTEKTOPOB, JIUITOTPOITHBIX BemecTsa [37, 57].

YpoBenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

. [Ipr BO3HMKHOBEHUH META0OJIMYECKOTO allM03a PEKOMEHJIOBAHO BHYTPHUBCHHOE BBEIICHHC
HICJIOYHBIX PACTBOPOB HATPHs THAPOKAPOOHATA™™ C 1EJIbI0 KOPPEKIIMHU META0OJUTHBIX HAPYIICHUI
[62].

KommeHnTapuu: 6 ciyuae pazsumus ayuooza HeoOX00UMO 68edeHue pacmeopa HATPUs

ruapokapoonara** (1-2 mmonsv/ke 6 cym 6 4 npuema) unu yumpama xanus (5-10 MEO xkasxcovie 8-12

y).

. C aHTUNIPOTEMHYPUYECKOW IEeNbI0 M A MPEAOTBPALCHUS YXYALICHUS (QYHKIUU IMOYEK
peKOMEeHJI0BaHO mamueHTaM ¢ [b ¢ mopakeHHeM TOYeK UCIOJIb30BaHWE HWHTHOUTOPOB
AHTMOTEH3UMHIIPEBpAIIAONIEro (GepMeHTa (Hampumep, KanTONpuiI™™, paMunpuin™* u Ap) Wiu
AHTarOHUCTOB perenTopoB anrnoren3una |l (Hanpumep, Bancaprau u ap.) [6,24,39,45,63,64,65].
Yposenb yoeaureabHocTH pekoMeHAanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB 5)

o I[Ipy pa3BUTHH THIEPYPHKEMHH PEKOMEHAOBAHO MPHMCHSTh AIUIOMYPHHOI ~ C IEJBIO
Koppekuuu qanHoro cocrostuus (10 mr/kr B cyt, B 3 npuema) [6].

Yposens yoenurteabHocTu pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10Ka3aTeJbCTB 5)

o Ecin xoHIEHTpaIs TPUTIUICPUIOB B CBIBOPOTKE KPOBH coxpansiercs Bbime 10 MMomb/i,
HECMOTpSl Ha JAUETOTEpaIlrio, PEKOMEHJ0BAaHO HAa3HAUYEHUE MPENapaTroB, CHUKAIOUINE UX YPOBEHD!
THITOJIMITHIEMHYECKHe Tpenaparbl (HampuMmep, HUKOTHHOBas Kuciora, HWHruOuTopel [I'MI-KoA
penykrasbl (CTaTuHbl), GUOPATHI), YTOOBI YMEHBIIUTH PUCK PA3BUTHS XOJEIUTHA3a U MAHKPEaTUTa
[36,37,57].

Yposenb yoeaurteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A10KA3aTENbCTB 5)

KOMMeHTapHH: 6bl60p npenapamoe 6 coomeenicmeuu ¢ 603pacniom nayuenma
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o [Ipn HeHUTpomeHUH PEKOMEHJOBAHO Ha3HAUYCHUE PEKOMOMHAHTHOTO T'PAHYIOIUTAPHOTO
KOJIOHHeCcTUMYIHpYyromiero ¢akropa yenoeka [pul -KC®P] (I'-KCD) ¢ nenpio KOppEeKIHH JTaHHOTO
nposierenns (10 yposms Boiute 0,5-1,0x10%1) 1 cBs3aHHBIX ¢ HUM cocTosHuit [27, 28, 66, 71].
YpoBens yoenuteabHocTH pekoMenaannu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)
Kommenrapmii: ucnonvsosanue I'-KC® npu I'B muna b nossonsem seoccmanosums ¢hynkyuu
KPACHO20 KOCMHO020 MO32d, CKOPPEKMupo8ams HeumponeHuto, CHU3UMb CMeneHb msdicecmu
bakxmepuanbHulX  UHQeKYull, BOCNATUMENbHBIX USMEHEHUU KUWeYHUKa U MemaboaudecKux
HapyuwleHutl, YIyuuue mem camvlm npocHo3 sabonesanusn. Hauanvnas o0osza 1 mxe/ke/cymku uepes
oenv. [numenvuas mepanus I'-KC® nposooumcsi 6 003e 5 mke/ke maccol mena Ha uHvekyur 00 2-3-
x eseoenuti 6 neo. [27, 28]. Jdozy credyem nosviwams nocmenenHo, NpubIu3UmenrvHo 4 2-
XHEOeNbHLIMU — UHMEPBANaMu 00  OOCMUMCEHUs  Yene8oe0 3HAYeHUs aOCONIOMHO20  YUCLA
netimpounos om 6onee 500 do 1 x 10%x. [50]

Jleuenue cnedyem nposooums noo mwamenvHoim Habaodenuem. Y nayuenmos ¢ I'B1b muna
ONUCAHBL pedKUe CLyYaAU MUETOOUCTIACIUYECKO20 CUHOPOMA UL OCIPO20 MUEOUOHO20 NelK03d, He
ceazanuvie ¢ npumenenuem [-KC®, umo oOukmyem He0OXOOUMOCMb KOHMPONL U, HpU
Heobxooumocmu, oughghepenyuanbHol OUAeHOCMUKYU NPU HeUMpPOneHU.

. [Marmentam, nonydatomm sedenne [-KC®D, pekoMeHIIOBaH TIIATCIbHBIA MOHHTOPUHT
pa3Mepa cele3eHKU (CIIEHOMErayus), KIMHUYECKUX IapaMeTpoB KpOBU (TpOMOOIMTOIIEHUS) U
IJIOTHOCTU KOCTEH (0CTEomopo3), a TakKe peryispHoe HAOMIOACHHE Y Bpada-reMarosiora u Bpaua-
JIETCKOTO OHKOJIOTa-TeMaToJiora/Bpada-oHkosora (kapiuHoma movek) [17, 67, 71].

YpoBeHnn yoenuteabHOCTH pekoMeHaannu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB 5)
Kommenrtapmii: nposedenue ynompaszsykosoeo ucciedosanus cenesenku, Obueco (KIuHuuecko2o)
AHAU3A KPOBU PA3GEPHYNO20, PEHMEEHOOEHCUMOMEMPUU.

o PekoMeH0BaHO Ha3HAYEHWE TMIPEIMapaToB TPYIIBl «AMHHOCAIHMIIMIOBAS KHCIOTa H
aHAJIOTHYHBIE TIPEnaparbl» (AMHHOCAIUIIMIOBAS KHCIOTa**)  TpH JICYCHHH BOCHATMTEIbHBIX
3abosieBaHMil KUIIeyHKUKa [66, 72].

YpoBeHnn yoenuteabHocTH pekoMeHaannu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB 5)
Kommenmapuii: npu neueHuu 60CnanumenvHviX 3a0071€6aHUll KUUWEYHUKA YACMOo 3(dexmusna
komounayus I'-KC® u npouzsoonvix amunocaruyunosoi kuciomsl [12]. .Oonako 6 Hexomopwvlx

cyuasx makoe jeyeHue ne umeem ycnexa, ymo mpebyem opy2ux mepanesmuieckux nooxo008

['mrokoKopTHKOMIHAS TEpaIvs MPH JIEYeHUH BOCHAIUTENbHBIX 3a001eBaHui kuieyHuka Ha ¢pone ['b
HE PEKOMEH/IOBaHa, YUUTHIBAsI CTEPOUA-UHAYLHPYEMBIA TTIMKOTEHOIN3, BO3MOKHOCTh YCYT'yOJIEeHUS
JaKTaTanuao3a u runepaunuaeMuun[68].
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YpoBenb yoeauteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH A10KA3aTENbCTB 5)
[IpuMeHEeHHEe MMMYHOCYIIPECCAHTOB TPH JICUCHUH BOCTAIUTEIBHBIX 3a00JCBAaHU KUIICYHUKA HA
¢oue I'b (Merorpekcar™*, azaTHONPHUH** W MEpPKANTONMYpUH**) HE PEKOMEHIOBAHO, TaK Kak
COIPOBOXKAAETCSA PUCKOM U30BITOYHON UMMYHOCYIIPECCHH U YCUJICHUSI HEUTPOIIEHUH Y TAI[UEHTOB C
riukoreHo3om turma Ib [66].

YpoBens yoenuteabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)
OnwucaH eIUHUYHBIA CIy4ai YCIEIIHOTO JICUEHHs MOJPOCTKA ¢ TIMKOreHo30M tuna Ib ¢ momorioro
uHbmkcumabda** [69].

Jleyenne amanmuMmymaboM™** (peKOMOMHAHTHBIC 4YEJIOBEUYECKHME aHTUTeda K (akTopy HEKpo3a
OIyXOJICH) TMpHU JICUCHUU BOCHAIUTENBHBIX 3a0ojeBaHWil kumedHuka Ha ¢one [b  He
pPEKOMEH/I0BaHO. bBbuIO MpoBeneHO y OJHOro OOJBHOrO ¢ TiMKoreHo3oMm tuma Ib, mmesmiero
BOCHAJIMTENbHOE 3a00JICBAaHUE KUIIEUYHUKA, peppakTepHOe K CTaHAAPTHOU JIEKApCTBEHHOM Tepamnuu
U aJUIeprHYecKHe peakiuu Ha uH(InKcumMa0, 1 okasanochk spdexkruBubiM. [70].

YpoBens yoenuteabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)

3.2 Xupypruuyeckoe Je4eHue

Upeszgviualino  8adicen  8onpoc nodzomosku nayuenmog ¢ 1B Kk onepamugHvim
emeuwamenvcmeam. Ileped nposedenuem KaKux-aubo Xupypeuueckux MAHUNYAAyuil y MaKux
nayuenmos HeobX00uMO HOPMAIU306AMb NOKA3AMENU CEEPMblBAeMOCMU KPOSU  (CKOPOCMb
azpezayuu mpomooyumos) nocpeocmeom npooOINCUMENbHO20 NUMAHUSA Yepe3 HA302aCMPalbHblll
30HO (HenpepvieHO 6 meuenue 1 Hed) uiu nOCPeoCcmeom 6HYMpPUBECHHOU UHQY3UU 2TIOKO3bl 8 MeYeHue
24-48 y. B 0o- u nocneonepayuonHmom nepuooe KpatiHe 6adiCeH pecyNsApPHbIll KOHMPOTb YPOBHS
2NIOKO3bl U JIaKmama 6 Kposu. B psiie ciiydaeB TPU TKENBIX MOPAXECHUSAX IMe4eHH (IUppo3 C
OCJIO)KHEHHUSIMH) pEKOMEHI0OBaHa opToTonuyueckas TpaHciuianTanus neuenu (OTIT) [73, 74].
Yposenb yoeaureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
KommenTapmii: s6155c6 eOuncmeenno sghgpexmusnvim cnocooom paouKanbHo20 leyeHus maHcenbix
gamanvubix 3a001e6aHUll NeueHU, YCNEWHO NpUMeHAemcs 6 neduampudeckou npakmuke. [lpu
enuxozenozax noxkaszanusa k OTII ycmanasnusarom npu HAIU4uu Yuppo3a neveHu U e20 OCL0HCHEeHUI,
Haubonee uacmo eosnuxarowux npu I u IV mune 3abonesanus. B nacmosiwyee epems onvim
guinonnenuss OTII 'y Oemeu ¢ 2nuxkozeHO3amu 6ecoMd O2PAHUYEH, NOIMOMY Ppe3yIbmambl
Xupypeuueckozco Jeyenus HeoOHO3HauHwl. Tem He MmeHee, mpancnianmayus nedenu npu I'b
nO360J51em CKOPPEeKMUpo8amy 6ce DUOXUMUYECKUe HaAPYULEeHUs, BKIIOYAS SUNO2TIUKEMUIO, CBA3AHHbIE
C nopadiceHueMm o0peana, OOHAKO 00 CUX NOp He SACHO, CNOCOOHO U mMakoe ONnepamueHoe
eMeuamenbcmeo obpamums uiu npeoomspamums nopagicenue nodex. Ilpu smom OTII obvruno

HUKAK He 6usem Ha nepcucmeryuro Heﬁmponeuuu uiu npueodum JAUULb K 6p€M€HHOﬁ ee Koppekyuu.
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Ocmaemcs HeOOKA3AHHOU 803MONCHOCTb NPeOOMEPAUEHUS NPOSPECCUPOBANUS NOPANCEHUS NeYeHU,
KOmMopoe Modicem 0axce yCunusamovcs Ha gone ummynocynpeccusnot mepanuu nocie OTII. Cpeou
ONUCAHHBIX ~ OCNOJCHEHUU  B03MOJICHbL.  XPOHUYECKOe  OMMOpICeHUue  Mpaucnianmama,
nocmmpancgysuonnsiii cenamum C, nouyeunas HeOOCMAMOYHOCMb, NOO0ASPUYECKUL apmpum U
mpomb03 sopomuoti eenvi, mpeodyrowuti noemoprot OTII. Kpome moeo, umeromcs céedenus 0 mom,
Ymo 'y nayuenmog ¢ 2AUKO2EHO3aMU MO2ym Oblmb  00CMUSHYMbl  YOO8IeMEOPUMenbHble
cpedHecpoyHvle ucxoovl. Cywecmeyem makdce mHenue, ymo neped nposedenuem OTII eadxchna
mujamenbHas OYeHKAa PUCKA U NOJb3bl, OHA YeNecoodpasHa IUlb Npu GbICOKUX PUCKAX PA3BUMUS
2enamoyeNioNapHol  KapyuHomel uiu  oucyukyuu nedenu. Ilpu Hanuuuu noxazawmuii K
MPAHCAAAHMAYUU PACCMAMPUBAECTNCI 8APUAHM COYEMAHHOU MPAHCNIAHMAYUU NedeHu U NOoYeK 8
cnyyae OOHOBPEMEHHO20 HApYWIeHUs (QYHKYUll SMux OpeaHos;, 6 JUMepamypHblX UCMOYHUKAX

CO00WANOCH O HECKOILKUX NOO0OHBIX ycneuwHblx caydasx. [14, 75].

. [lpu neuenun ajeHoOM reveHW y manueHToB ¢ ['B pexomeH0BaH NepcOHUMUIIMPOBAHHBIM
MOJXOA K KaXKJIOMY KOHKPETHOMY MAaIlMCHTY B 3aBUCUMOCTH OT PHCKa MaJUTHU3AIUHN C IEJIbIO
BbIOOpa HanboJIee ONMTUMAIILHOTO TI0X0/1a K JiedeHuto [76].

YpoBens yoenuteabHocTH pekomMenaauun C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB 5)
Kommenrapmii: seuenue aodewom ocmaemcs smnupuyeckum. Moowcem Ovimb  npumeneHa
BLIXHCUOAMENbHASL MAKMUKA WU XUPYp2U1ecKoe emeuamenscmeo. Y nayuenmos ¢ enuxozenozom 1o
Modcem — BO3HUKHYMb — He0OX00UMOCMb 8  NPOBeOeHUU  MPAHCHIAHMAayuu  nevyeHu  0Js
npeoomepaujenus MAIUSHU3AYUU NeYeHOYHbIX a0eHOM, a MmakKdxce 6 Cayiae BO03HUKHOBEHUs.
msicenol, peghpakmepnoll K iewenuro cuno2nuxemuu [76].

J PekomMeHIOBaHO paccMOTPETh NPOBEACHUE TPAHCIUIAHTAIIMM TIOYEK IPH XPOHUYECKOH
MOYEYHOH HEJOCTaTOYHOCTH y manueHToB ¢ ['b mpu Hanuyum mnokazaHWi CcOTIacHO OOIUM
MOJIX0/IaM K TIPOBEJICHUIO TAHHOTO BMEIIATENILCTBA C 1IeNblo obectieueHus [6, 7].

YpoBensb yoenuteabHocTH pekomMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB )
Kommenrapmii: npu xpounuueckou noueuHol HeOOCMAMOYHOCMU MPAHCHAAHMAYUS NOYEK
N0360.J19€m CKOPPEeKMUPO8ams Mo1bKO HAPYUWeHUs. YYHKYUY NOYeK, He U HA SUNOTUKEMUIO.

o PexomMeH0BaHa YpECKOKHAS YIApPHO-BOJIHOBAS JMUTOTPUIICHS WM XHPYPTUUYECKOE JICUCHHE
npu He(hpoKaIbIMHO3E U HepponuThase [6, 7].

YpoBenb yoeaurteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTENbCTB 5)
KomMmeHnTapuu: npogooamcs no nokazawusm, cM. KIuHudeckue pexomenoayuu «Mouexkamennas
bonesHby y Oemetl

3.3 Unoe JieyeHne
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He nmokaszano

4. MeIuIMHCKAs1 peaduaIuTaAlMs U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIUIUHCKNE MOKA3aHUA U POTHBONOKA3AHUSA K IPUMEHEHUI0 METO10B
MeIMUMHCKOI peaduIuTAlNMU, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUHN
NPUPOJHBIX Je4yeOHbIX (PAKTOPOB

He npoBoaurcs

5. HpocbnnaKTmca U JTUCITAHCEPHOE HaﬁJIIOI[eHI/Ie, MEAUIMNHCKHEC IIOKA3aHUA U

NMPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO0B HpO(l)I/I.]'laKTI/IKI/I

5.1 lIpodbniaakTuka

Ilpoguraxmuxa ¢ yenvlo npedynpexncoeHuss poNcOeHUusi pebeHKa ¢ HACAe0CMEEeHHOU
namonaocuetl - I'B unu panmneco mauana nevenus nayuenma ¢ I'B noopasymeseaem credyrowue

PpeKoMeHOayuu:

J PexomenayeTcsi MEIUKO-TCHETUYSCKOE KOHCYJILTHPOBAHUE TIAp C OTATOIICHHBIM CEMEWHBIM
anamue3oMm 1o I'b, mnaHupyromux 6epeMeHHOCTh, ¢ 00CIeI0BaHUEM HAa HOCHUTEIHCTBO CEMEHHBIX
MAaTOTEHHBIX BAapHAHTOB B T'€HAX, OTBETCTBEHHBIX 3a pa3BuTHe I'b, ¢ IeNbl0 MPUHATHSA pEHICHUS
CeMbeil O MPOBEICHUH NMPEUMILIAHTAI[MOHHOW WU MPEHATAIBHOW AUArHOCTHKH [77].

YpoBeHnb yoenuresbHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5)
KommenTapuu: [7uxoeeno3sl Hacieoyomces, NpeumyujecmeeHHo, no aymocoMHO-PeyecCusHOMYy
muny (3a uckmoyenuem muna X u 8poowcoennoli nemanvHol 60N1€3HU HAKONJIEHUs 2IUKO2eHAd 8
cepoye). Ilpu nanuuuu 6 cemve pebeHKa C 2NUKO2EHO30M GEPOSIMHOCHb NOBMOPHO20 POAHCOEHUS
pebenka ¢ dannvim 3abonesanuem cocmasnsiem 25%. Ilpu orcenanuu cemvu 803MONHCHO NpogedeHue
00Cne008anus — NPeUMNIAHMAYUOHHOU OUACHOCTUKU C HOUCKOM CeMEUHbIX NAMO2eHHbIX
8APUAHMOB 8 KIeMKAX IMOPUOHA, TUOO NPEHAMANbHOU OUACHOCMUKU (ACNUPAYUsi BOPCUH XOPUOHA 8
10-14 neoenv/amnuoyenmes 6 16-20 nedenv) ¢ NOUCKOM CEMEUHBIX NAMOSEHHBIX BAPUAHMOSE 8
KIIemKax XOpUOHA/OKOAONI0OHBIX B00).

IIpu enuxozenose |X muna, nacnedyrowemcsa no X-cyenienHomy peyeccugHomy muny, 6eposmHoCcs
nosmopeHnus 3abonesanusi y nomomcmea cocmaeisem 50% 0nsa manvuyuxos. Bce oesouxu O6yoym
300posbl, 50% u3 HUX YHACTIeOYIOm CeMeliHblLLl NAMO2eHHbI 8APUAHMI.

Beposamnocms  noemopenus  8podi#CcOeHHOU  1emanbHOU  OONe3HU  HAKONAeHUs  2UKO2eHd,

Hacredylowelcs no aymocoMHO-OOMUHAHMHOMY muny, Oauska k obwenonyiayuouuou. OOHako,
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Helb3sl UCKIOYAMb BEPOSMHOCb 2EPMUHAILHOCO MO3AUYUZMA, 8 CE5A3U C YeM PEeKOMEHOYemcs.
npoeedeHue  NPeHamaibHoOUu — OUACHOCMUKU  (acnupayusi — 6opcuH  xopuowa 6  10-14
HeOenv/amHuoyenmes 6 16-20 Hedenvb) ¢ NOUCKOM NAMO2EHHO20 BAPUAHMA 6 KIemKax
XOPUOHA/OKOIONIOOHBIX 800)

o PexoMeH10BaHO TIPOBEICHUE BAaKIIMHAIIMK B paMKaxX HAIIMOHAIBHOTO KaJeHIaps MallMeHTaM C
I'B ¢ 1ienbio npeaoTBpaIeHHs/00IerYeHNs TEUCHHS BaKIIMHOYIIPaBiiseMbIX HH(pekmuii [78].
Kommenrapuu: saxyunayus nayuenmos ¢ I'b ucknrouumenvHa 6adcha, max Kaxk npu 601e3HAX
HAaKONJIEHUsl 2IUKO2eHA HepeOKU UMMYHOOepuyumusle COCMOAHUA.

Baoicna saxyunayus npomue cezonno2o cpunna, nHeémMoxkokkoeou ungexyuu [24, 38].

Hmeromes nybrukayuu 0 He0OCMamoyHOCmMu 8aKYUHAYUU CPeOU NAYUEHMO8 C MemadoIudecKuMu
HapyuweHuamu u HeobXo0uMocmu 06pa308amenbHblX NPOSPAMM NO He0OX0OUMOCMU UMMYHUZAYUU 8
oannoti epynne [79].

5.2 IncnancepHoe Hadaonenue nanuenTos ¢ I'b

oucnancepHoe Habo0eHue U KOHMPOb 3a A0eK8AMmHOCMbio aedenus cM. Ilpunoscenue A3.4

6. Opranu3anusi OKa3aHusi MeJUIMHCKONA OMOIIH

6.1 IToxa3zanus K roCIUTAJIU3ZALMNHA

[MTokazanust U151 MIJIAaHOBOM FOCIMTAIU3AIMY B MEAUIIMHCKYIO OPTaHH3aLUIO:

1. mpoBeneHHe TUATHOCTUKY U JEUCHMS, TPEOYIOIIHE IPOI0JIKUTEIBHOTO (JJHEBHOE UITH
KPYTJIOCYTOYHOE NMpeObIBaHNE) MEAUIIMHCKOTO HAOIIOCHUS 1 MOHUTOPUHTA KITMHUKO-
ab0paTOPHBIX MOKa3aTesei;

2. HEOOXOIUMOCTh TPOBEIEHHUS PA3MUYHBIX BUAOB OKCIEPTU3 MM OO0CIeI0BaHHUS B
MEIULUHCKOW OpraHM3allid TpHU HEBO3MOXXHOCTH TPOBEAEHUS HUX B aMOyJaTOPHBIX
yCIIOBUSAX (B TOM uucie ohopMiIeHHE 3aKI4YeHHs (perepaJbHOro KOHCUIMyMa/BpaueOHOMN
KOMHCCHH).

[TokazaHus U1 SKCTPEHHON/HEOTIOKHON TOCIUTANIN3ALNN B MEUIIMHCKYIO OpPTraHU3alHIo:

1. octpele yrpoxaromue JUIs SKU3HM W Pa3BUTHS OCJOXHEHUH COCTOSIHMSA, TpeOyromue
HEOTJIO)KHOTO JICUEHHs, B TOM YHWCIIE WHTEHCHUBHOW Tepanvu, a TaKke KPYTIOCYTOYHOTO
MEIUIIMHCKOTO HAOIIOACHUH U TIPOBEICHUS CIICIIUATFHBIX BUIOB 00CIIEIOBAHUS H JICUCHHS.

[Toxa3aHus K BBIMMCKE MAIlMEHTa U3 MEAUIIMHCKOM OpraHnu3aluu:
1. oTcyTcTBHE Yrpo3bl Uil KM3HM MalMEHTa M Yrpo3bl Pa3BUTUS OCIOKHEHHUH, TPeOYIOIIHX

HCOTJIOKHOTIO JICUCHUS ITPHU 3aBCPIHICHUC NTUATHOCTUUCCKHUX MCpOHpHHTHﬁ.

44



2. cra0win3anusi  COCTOSIHHS M OCHOBHBIX  KIMHHKO-Ta0OpaTOpHBIX  TOKa3aTesel
MATOJIOTMYECKOTO  MpoIecca,  OTCYTCTBUE  HEOOXOAMMOCTH B HPOJOJDKHTEIHHOM
MEIUIIMHCKOM Ha0JII0ICHNH (JIHEBHOE WITM KPYTIIOCYTOYHOE MPEObIBaHNE);

3. BBINOJHEH IUIaH OOCIICIOBAHUS | JICYCHUS TAIIMEHTA, TaHbl PEKOMEHIAINH 110 JajbHEHIIeMY
HAOJIIOICHHUIO U JICYCHUIO.

4. He0oOXOIMMOCTPH MEpPEeBOJia MAIMEHTa B IPYro€ MEIUIIMHCKOE YUPEKICHUE WIH YUIPESKICHUE

COLIMAJIBHOTO O0ECIICUECHHUS.

6.2 IlpuHuunbI Oprasu3ali MeIHIMHCKOoN noMon nanuenram ¢ I'b

Yuumeieas cneyuguxky memabonuueckux HapyweHul, KiuHudeckue u J1abopamopHvie
NpUsHaKu  3a001e8aHUsl, HEPEeOKO NPOMEKAWe20 ¢  Hey0o8IemEOPUMENbHVIM — NPOCHO30M,
ouazHocmuxa u ieyenue nayuenmos ¢ I'b donicnvl ocywecmensimocst Ha 3 YyposHsX:

| — nepsviti  ypogenv (meduyunckue opeanuzayul, OKA3bLIBAIOWUE NPEUMYUECTNBEHHO
NepeUUHYI0 MeOUKO-CAHUMAPHYI0, 8 MOM YUCAe NEPEUUHYI0 CReYUATUSUPOSAHHYIO, MEOUYUHCKYIO
nomown),

Il — smopoti yposenv (Meouyunckue opeanuzayuu, OKA3LIBANOWUE NPEUMYUWECTBEHHO
CReYUuAIU3UPOBAHHYIO MEOUYUHCKYIO NOMOWb, UMelowue 8 c8oell CmpyKmype Cneyuaiu3uposantole
MENHCMYHUYUNATbHBIE OMOeNeHUs U (UIU) MEeHCMYHUYUNATbHbIE YeHMPbl, d MAaKdce patioHHble U
20pOOCKUe OUCNAHCEPDL, MHO2ONPODULbHbIE 20POOCKUE DObHULYDL),

Il — mpemuii ypogens (Dedepanvuviii — Hayunwviii yenmp 300pogvs demeti. MeouyuHnckue
opeanu3ayull, OKavlearowue CReyuaIu3upOBaAHHYI0 MEOUYUHCKYIO NOMOWb, A MAK#Ce MeOUYUHCKUEe
VupescoeHUs, OKa3vl8auue 6biCOKOMEXHOI02UYHYI0 MEOUYUHCKYIO NOMOUD).

3aoauu I ypoens:

1. 3an0003pums 3a001e8anue no KIUHUYECKUM NPUHaAKam (01e0HOCmb KOJHCHBIX
NOKPOB0OS,  YBeluYeHUue  pasmepos8  JHCUBOMA,  2enamomezanus, Ccyoopocu, mpyoHbvle
npoobyscoenus, 6ecnoKoucmeo pebenka Npu OIUMENbHbIX NePpUooax Mexcoy KOpPMAeHUIMU,
Hanuyue I'b y cubcos u op.);

2. ecnu  B03MOJICHO, NPOBECMU UCCIe008AHUE 2NUKEMUYECKUX KPUBLIX Npu
HaepysKe noK0301;

3. Hanpasumo Ha KOHCYIbMayuro 8 MeouyuHckoe yupexcoenue Il yposnsi.

3aoauu 11 yposHs:

1. noomeepoicoaemcs (unu ucknrouaemces) ouaernos I'b;

2.0ucnancepnoe  HaOMOOeHUe — —  UCHONb3YSL — PEKOMEHOayuu,  Npo8ooUntv

OONOIHUMENbHYIO KIUHUKO-()YHKYUOHATILHYIO OUACHOCIMUKY U JledeHue.
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3aoauu Il yposns:

1. demanvHoe obcnedosanue nayuenma ¢ I'B ne peoce I paza 6 200 ¢ evioauell
3aKMI0UeHUs 0 OaNbHelulel MaKmuKe 1e4eHus,

2. JHK-0uaenocmuxa, npenamanvras ouacnocmuka I'b;

3. NIAHOB0E eueHuUe.

Ilocne nocmanosku oOuaenosa «lnukoceno6as 00ae3HbY JHceNamenbHo, uYmodbl UMEHHO
Jevawuil 8pay cooobwun pooumenam o 3abonesanuu ux pebenka. Becoma éeposmuo, umo 60 epems
nepeoll becedvl pooumenu 6 C643U C UWOKOBOU peakyuell HA CcooOweHue o OuacHoze u
HeNpubIYHOCMbI0 MEOUYUHCKOU MEPMUHONIOSUU He CMO2YM YCBOUMb 6CH0 HeOOXOOUMYH ONsl HUX
ungopmayuro. [losmomy eadxcro, umobvl 06vACHEHUs 8paua ObLIU OOCMAMOYHO NPOCMbL U NOHAMHBL
JHO0SIM, He UMEWUM MeOUYyuHcKo2o o0opasosarnus. C pooumenamu ciedyem nposecmu nOSMopHYIO
ecmpeuy uepes 1-2 OHsi u omeemums HA BONPOCHL, KOMOPbIE MO2YM V HUX 803HUKHYMb. [[pyeum
COMPYOHUKAM — YeHmpa  (MEOUYUHCKUM —Cecmpam, NCUXONI02AM, COYUALbHbIM — PAOOMHUKAM,
ouemonozy u 0p.), yuacmeyrowum 8 neueHuu pebenxka ¢ I'b, makace credyem yoenums GHUMAHUE
pooumensim pebeHKd, 00BACHAAL UL AKYEHMUPYs UX 6HUMAHUe HA HAubojee BAXMCHLIX ACNeKmax
nevenus. Kax useecmmo, daneko me 6ce pooumenu CnocOOHbl A0EK8AMHO OYEHUMb HEKOMmopbie
Katouesvle gakmol, kacarowuecs I'b, nosmomy 6 kavecmee UCMoOuYHUKA uH@opmayuu HeobXooumo
UCNONB3068AMb COOMBEMCMBYIOWYIO TUMEPAMYPY, KOMOpas 8ce20a 00IHCHA ObimMb 00CMYNHA.

Haubonvwee xonuvecmeo munos I'B omnocames Kk Heusieuumvim 3a001€6aHUAM, 8 CEA3U C
yeM NayueHmvl HyHCOaAromcs 6 aAKMUSHOM OUCNAHCEPHOM HAOII0O0EHUU U HENpepbleHOU mepanuu 6
meuenue ecell scuznu (Ilpunoscenue I'3).

Jleuenue nayuenmos c¢ I'B Heobx00umo npoeooumv 8 CHeyuarusupoBaHHuIX YEeHMpax.
Tepanus He ocpaHuyueaemcs pamKamy MeOUKAMEHMO3HO20 JeYeHUs: MAKumM OOIbHbIM mpebyemcs
KOMNAEKCHASL MEOUYUHCKASL NOMOWb NPU AKMUSHOM YUACTUU He MOIbKO épayell, HO U MeOUYUHCKUX
cecmep, OUEMON0208, NCUXON0208 U COYUANbHBIX pabomuuxos. Credyem aKmueHO 6061EKAMb 6
npoyecc jevenus 06oux pooumeneti nayueHma u o6yyamsv ux HeoOXOOUMbIM HABBIKAM NOMOUWU
bonvHOMY pebenky. B psaoe ciyuaes neobxoouma eeHemuueckas KOHCYIbmayus pooumenei u opysux
OIUKUX POOCBEHHUKO8 DOJILHO20 2NUKO2EHO30M.

Hayuenmor ¢ I'B HyxcOaromcs 6 yaAcmvlX HOBMOPHBIX 00CNE008AHUAX C  YeNblo
CBOEBPEMEHHO20  GbIAGNCHUS  BO3MOJCHBIX — OCIONCHEHUU  3a007e6anus U  CB0EBPEMEHHOL
mepanesmu4eckoll ux Koppekyuu, no360asa0well npeoomepamums Heoopamumbvle NOCIeOCMEUsl.

B ycnosusax ®edepanbHozo yenmpa pekomeHoyemcs pe2yiapHoe ambyiamopHoe HabaooeHue

3a  nayuenmamu  (amMOYIAMOPHO-NOTUKIUHUYECKUL — NpUeM Ul  OHEeBHOU  CMAayuoHap) ¢
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eocnumanuzayueri 6 Cneyualu3uUpoOBaHHylo KIUHUKY (KPY2llOCYMOYHbIL CMAayuoHap) 6 ciyuae

paseumus 0CN0MCHEH UL 3a001e8AHUS.

7. JonoHuTEeIbHASA HH(pOpMaL U (B TOM YHc/Ie (PAKTOPbI, BJUSIOLINE HA HCXO/

3200J1eBAHUSAAUJIN COCTOSTHUA)

7.1. Ucxoabl M HPOrHO3

Jokazano, umo paunulli u S¢hhexkmuenslii. nepesod HA CHEYUATUSUPOBAHHYIO OUemy
CnOCcobCmeyem CHUNCEHUI0 noKasamenei cmepmuocmu u 3abonesaemocmu nayuenmos ¢ I'b I muna,
Ymo no3eosiaem OOIbUUHCIEY OOIbHBIX 6eCMU 0ObIYHYIO HCU3Hb. TIpu docmudiceHuu HOpMOTUKeMUU
Memabonuveckue OMKIOHeHUs U KIUHUYecKue napamempsvl YIV4UWAmcs y O0IbUWUHCMEA
nayueHmos, HeCMOmMpsi Ha coXpaneHue sunepaunudemuu. dacmoma paszsumus A0€HOM CHUNCAEMCS,
00HAKO He NPeOCMAasIsiencss 603MOICHBIM NOJIHOCHbIO NPEOOMBPAMUMb NOPANCEHUE NOYEK, Oddice
NayueHmos ¢ XOpowuUM Omeemom Ha Npo8ooUMYI0 OUemomepanuro U MeOuKameHmo3Hoe iedeHue.
Hexomopuvie  OonvHuble He  docmueaiom — YOOBIEMBOPUMENbHO20 — OmEema  00CMAamouHOU
NPOOONNCUMETTLHOCIU, 6 C853U C YeM Ol HUX MOJcem Oblmb paAcCMOMPEH 8aApUAnm COYemaHHoul
mpancnianmayuu  novex/nevenu. Ilpu enuxoeenoze b docmudicenue yoosnemsopumenvHoco
Memadonuieckoeo KOHMPOAs Modxcem Obimb 0Oonee NPOOIEMAMUYHO 8 C8A3U C MANCETbIMU
PeyuoOUBUPYIOWUMU UHDEKYUAMU U 80ChalumenbHbiMu 3abonesanuamu kuuweynuka. [lpu |ll mune
2NIUKO2EHO3A ~ B03MOJCHO  KAK — YMEHbUICHUE  BbIPANCEHHOCMU  KIUHUKO-TAOOPAMOPHOU
CUMNMOMAMUKU, MAK U ee NPOcPecCuposanue ¢ pazgumuem msiceioco hubposa neveHu 6nioms 00
yupposa, mpeoyrowezo OTIL. I'B IV muna uaubonee uacmo 3aKaHyu8aemcs YuppomuiecKou
mpancgopmayuell nedenu u  Hapyuienuem  @Qynkyuu opeana. bez coomeemcmeyrowezo
XUpypeuueckozeo JleyeHus maxue Oemu ymuparom 8 eospacme 0o 5Saem. Tuner VI u IX
xapakmepusylomes.  6ojnee  OIACONPUSAMHBIM — MedYeHUueM, CUMNMOMbL  3a001e8aHUsi  OObIYHO

KYNUPYIOMCsL Y 83POCTbIX.

Kpurepuu oueHKku KauyecTBa MeIUIUHCKOH IMOMOIIU

Ne
Kpurtepuu xkauecrBa BbinosnHenue
1. |BbimonHeHO HccieoBaHHE KOHIIEHTPALMU TJIIOKO3bI B CHIBOPOTKE KPOBH Ha/uer
MpY IEPBUYHON TUArHOCTUKE U Jlajiee — Kaxk Ible 3Mecsia
2. |BBIIOIHEHO YIBTPa3BYKOBOE HCCIICOBAHUE TICUCHH M OPTraHOB OPIOIITHON Ha/uer
[OJIOCTH MPH MMOCTAHOBKE JMArHO3a U Jlajee — €KEroHO
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10.

Ne Kpurtepun xauecrBa Beinoinenue
3. |BblmomHEeHO  HAa3HAYEHHE  CHIPOTO  KYKYpY3HOTO  KpaxMmama  Jyis Ha/aer
HOpMaJIM3allii KOHLIEHTPAIlMU [II0KO3bl B KpoBH nanuentam ¢ ['b 1 u Il
[TUIIa IIPU OTCYTCTBHUU MCIUIIMHCKUX HpOTI/IBOHOKaBaHI/Iﬁ
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(CeuenoBckuii YHUBEpcHTET), Bpau-Hedposor, uieH Coro3a neauatpos Poccun
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No2 ®I'bHY PHIIX um akan. b.B.IlerpoBckoro, Bpad-myjabMOHOJIOT

IMoramoB A.C. - mpod., AMH., TJIaBHBIH HAy4YHBIH  COTPYAHHMK,  3aBEAYIOIIUN
racTPOdHTEPOJIOrMUYECKUM OT/AENIeHneM ¢ renartojorudeckoid rpynnot ®I'AY «Hayusslii neHTp
310poBbs Aereity Munzapasa Poccun, npodeccop kadeapsl neguaTpuu U IETCKOH peBMAaTOIOTHH
OI'AOY «lepsreiit MI'MY um. .M. CeuenoBa» Munznpasa Poccun (CeueHOBCKMIT YHUBEPCHUTET).
CanosuukoBa U.B., n.m.H., mpodeccop kadenpsr nequarpuu um. O.J[. Aradonona [IpuBomkckoro
HCCIIEA0BATEIBCKOI0 MEAULMHCKOr0 yHuBepcurera Munsapasa Poccun

CvmupnoBa O.5l. — Bpau-reHETUK, CTApIIMi Hay4YHbIH COTPYAHUK OTHENa CTaHJapTU3ALUU U
M3y4yeHus1 OCHOB JoKa3arenbHol meaunuuael HUU nenuarpuu u oxpansl 300poBbs nereid HKI] No2
OI'bHY «PHIX um. akan. b.B.IlerpoBckoroy, wien Coro3a nenuatpoB Poccun

CrtpoxoBa T.B., n.m.H., mnpodeccop PAH, 3aBemyrommii oToeleHHEM MeIUATPUICCKOM
racTposHTeposoruu, renatojoruu u guerorepanun ®I'BYH «OUL] nutanust 1 OMOTEXHOJIOTUN»
CypkoB A.H. - 1.M.H., 3aBeyIOIIMI OTACJIIEHUEM T'aCTPOIHTEPOJIOTUU JIs I€TeH CTallMoHapa s
JeTe, 3aBeNYIOLIMK OTAEJIOM HAay4YHbIX OCHOB JIETCKOM TaCTPO’HTEPOJIOTHH, TeMaTojJOoruu U
Metabonuueckux Hapymenuidt HUW nenmarpun u oxpasbsl 310poBbs jereit HKL[ Ne2 OI'BHY
«PHIIX wum. akax. b.B.Ilerposckoro», mnpodeccop kadeapsl QakyIbTETCKOH MeAUATPUU
neaunatpudeckoro gaxkyinsrera PI'AOY BO PHUMY um. H.U. ITuporosa Munsnpasa Poccuu;
Tapan H.H. - xkMH., crapmuil Hal4HbBIA COTPYAHUK OTACICHUS IEIUATPUUYECKON
racTposHTeposoruu, renatojorun u guerorepanun ®PI'BYH «OUL] nutanus u OMOTEXHOIOTHUN»
Typkuna C.B. - 1MmH., dnpodeccop kadeapsl BHyYTpeHHHX OosiesHedr DenepasibHOE
rOCyJapCTBEHHOE  OlOpKeTHOe  00pa3oBaTelbHOE  YUPEKICHHE  BBICIIETO  OOpa3oBaHMS
«Bourorpaackuii Tocy1apCTBEHHBIA MEAUIIMHCKUM YHUBEPCUTET» MUHUCTEPCTBA 3APaBOOXPAHEHUS
Poccuiickoit ®eneparuu, (mmomans [Tasmmx bopios, . 1, r. Bonrorpan, 400131, Poccus)
Ycenenckuii FO. I1. - 1. M. H., npodeccop, 3aBenyromuii kadeapoit GpaxyIbTeTCKON Tepanuu UMEHH
npodeccopa B. A. Bampamana, denepanbHoe rocynapcTBEHHOE OOJKETHOE 00pa3oBaTEbHOE
yupexjaeHue Bbiciiero oOpasoBanusi «CaHkT-IlerepOyprckuil rocy1apCTBEHHBIH MeaUMaTpHUECKUit
MEIUIIMHCKUN YHUBEpCUTET» MuHHCTEpCcTBa 3apaBooxpaHeHust Poccuiickoit deneparuu, (yi.
JIutoBckas, 2, CankT- [lerepOypr, 194100, Poccus)

®enoceenko M.B. - K.M.H., 3aBeyIOIIast OT/IEIOM Pa3pabOTKU HAYUHBIX MMOJX0J0B K MMMYHHM3AIUU
NAIMEHTOB C OTKJIOHEHUSMHU B COCTOSHHUM 3J0POBbS U XPOHUYECKHMMHU OOJIE3HSMH, BETYyIIHA

Hay4HbII COTPYIHHUK, Bpad-neauarp HUU nennarpum u oxpansl 310poBbs aeteil HKL[ Ne2 ®I'bHY
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«PHIIX wum. akax. b.B.IlerpoBckoro», mgoueHt kadeapsl (aKyIbTETCKOW  IeIUaTpUu
neguarpudeckoro (dakynprera PI'AOY BO «PHUMY um. H.U. Tluporosa» Munsnpasa Poccun,
yien Coro3a nenuarpoB Poccun

XaBkuH A.HU.. — 1.M.H., mpodeccop, 3aBeayroNTui kKapeapoi raCTpOIHTEPOJIOTUH B TUETOJIOTHH HM.
A.B. Ma3ypuHa, TJIaBHBIA Hay4YHBI COTPYIHHUK OTHeNa neauarpur HaydHo-ucciaeqoBaTenbCKOro
KIIMHUYECKOTO0 WHCTHTYTa JeTcTBa MUHHCTEPCTBA 3JpaBOOXpaHeHUss MOCKOBCKON 00acTH,
npeacenarens OOLIECTBA IETCKUX raCTPOIHTEPOJIOTOB, FENaTOJIOrOB U HYTPULIMOJIOroB, uiieH Coro3a
neauarpoB Poccun, winen EBpomeiickoro obiiecTBa JETCKOM TracTpOIHTEPOJIOTUH, I'eMaTONOTHH U
nyrpunuosorud (ESPGHAN), wien Hayunoro oblecTBa racTposHTeposoros Poccuu.

SAdaokoBa E.A. — K.M.H., BeAylluii Hay4HbI! cOTpyAHUK oTaena neauarpuu ['bY3 MO “Hayuno-
WCCIIEAOBATEeIbCKUM  KIIMHUYECKUH  WHCTUTYT  JIETCTBA  MUMHHUCTEpCTBA  3paBOOXPaHEHUS
MockoBckoit obmactu”, nmoueHT kKadenpelr gerckux Oonesneir KWMJI3 wum. H.D.Dwumarosa
CeuenoBckoro YHmuBepcuTeTa, wieH OOIecTBa AETCKUX TaCcTPOIHTEPOJIOTrOB, TEMAaToIOTOB U
HyTpunrosoros, wien Coro3a meauaTpoB Poccuu, TiaBHBIM BHEIITATHBINA CHEIUATUCT — JETCKUM

racTpo3HTeposor MuHucTEpCTBA 3/1paBooXpaHeHuss MocKkoBCcKkoi 001acTu

ABTOpBI TOATBEPKAAIOT OTCYTCTBUE (UHAHCOBOM MOIICPKKU/KOH(DIUKTA HHTEPECOB, KOTOPHIi

HE00X0MMO 0OHAPOOBATH.

58



IIpunoxenue A2. Meron0Ji0rus pa3padoTKi KJIMHHYECKHUX PEKOMEH A i

Knunuuecxkue pexomenoayuu cozoanvl Ha OCHOBAHUU COBPEMEHHBIX MENCOVHAPOOHBIX KIUHUYECKUX
peKomMeHOayull no OUASHOCMUKE, TIe4eHUI0 U 8e0eHUI0 DONbHBIX C 2TIUKO2EHOBOL D0Ie3HbIO0.
I'nuxoeenosas 6o0n1e3Hb OMHOCAMCA K PEOKUM HACIEOCMBEHHbIM 3a00Ne8aHUAM, YMO UCKIIOYaem
B03MONCHOCIb NpPOGeOeHUsi OONbUIUX KO2OPMHBIX U PAHOOMUSUPOBAHHBIX KOHMPOIUPOBAHHBIX
uccnedosanuil U 0as. CO30AHUSL NPOMOKON08 OUACHOCMUKU U Mepanuu UCNOIb3VIOMC JTUlLb
memamuiecKue Uccie008anusi IKCNepmos, OnyOIUKO8AHHbIe 8 NOCTIeOHUe 08A OeCMULeMUsl.
LleneBas ayaAuTOpHs NaHHBIX KIMHUYECKUX PEKOMEHIALINMN:

Bpauu-ractposnreposioru

Bpauun-neauarpsl

Bpauu- teparneBTsl

Bpauu o01eli BpaueOHOM MPaKTUKK (CEMEMHBIC BpPAUH )

Bpauu-nuetosnoru

Bpaun-renetuku

Bpaun- xapuonoru/kapinoJIoTH JETCKUe

Bpauu - Hedposoru

© oo N o g B~ w DN PE

Bpatm YHBTpaBBYKOBOﬁ AUAardHOCTUKH

=
o

. Bpauu-naGopaHTsl

-
-

. Bpaun-natomopdooru

[EY
N

. MeaummHCcK1Ee TICUXOJI0TH

=
w

. Ctynentsl MmenuuuHckux BY3oB
14. OGyuaromuecs: B OpAUHATYpeE
MeTo/1b1, UCTIONTB3YEMBIC T COOpa/CeNIeKIINH JOKa3aTeIbCTB: MOMCK B JIGKTPOHHBIX 0a3ax JaHHBIX.
Onucanve MeTOAOB, MCIOJb30BAHHBIX /I OLEHKH KAayecTBAa M CHJIbI J0KA3aTeJbCTB.
J0Ka3aTeNbHON 0a30i Uid peKOMEHIAlMi SBISIOTCS MyOnukanuu, BomeAmue B KoxpelHOBCKyrO
oubmnoteky, 6a3nl nanabix EMBASE, MEDLINE u PubMed. I'ny6ouna mowcka — 8 jieT.
MeTo/1b1, HCITOIL30BaHHEIE IS OIIEHKH KaueCTBa U CHJIbI JJOKA3aTEIbCTB:
® KOHCEHCYC JKCIIEPTOB;
® OI[EHKA 3HAYMMOCTH B COOTBETCTBUH C PEUTHHIOBOW CXEMOM.
MeTo/1b1, HCITOIb30BaHHbIE IS aHAIN3a T0KA3aTebCTB:
e 0030pbI ONyOTMKOBAaHHBIX METa-aHAIIU30B;
e cucTeMaTH4ecKue 0030phI ¢ TAOIUIIAMH TOKA3aTEIbCTB.

Omnucanue MCTOA0B, UCITIOJIb30BAHHBIX AJIA aHaJId3a JO0Ka3aTCIbCTB
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IIpu orbGope myOnukanuii, Kak MOTEHIHAJIbHBIX HMCTOYHMKOB JOKA3aTEbCTB, MCIIONb30BAaHHAs B
KaXX/IOM HCCIICIOBAaHUH METOJOJIOTUSI M3Y4aeTcsl Uil TOTrO, YTOObI yOEAMThCS B €€ BaIHUTHOCTH.
Pesynbrar n3yueHus BIMSET HAa YPOBEHb JOKA3aTENIbCTB, IPUCBANBAEMBIN MMyOIMKAIMU, YTO B CBOIO
ouepelib, BIMET HAa CHIIy PEKOMEHAALMMN.
JU1s MUHMMH3AaLUMU TOTEHIMAJIbHBIX OIMIMOOK KaKJO€ HCCIEJI0BaHHE OLCHMBAJIOCh HE3aBUCHMO.
JIroOble pa3nuuus B OLEHKAaX OOCYXJadMCh BCEH TpyNIoil aBTOpPOB B MOJHOM cocrtase. llpu
HEBO3MO>KHOCTH JIOCTH)KEHUSI KOHCEHCYCa IPUBJIEKAJICS HE3aBUCUMBIN KCIEPT.
Mertobl, HCIIOIB30BAHHBIE AT POPMYJIMPOBAHUS PEKOMEHAALNN: KOHCEHCYC 3KCIIEPTOB.
Wuaukaropsl qoopokadecTBenHoi npaktuku (Good Practice Points — GPPS)
Pexomennyemass noOpokadecTBEHHass IMpakTHKa Oa3upyercs Ha KIMHHYECKOM OIbITe aBTOPOB
pa3paboTaHHBIX PEKOMEH AN,
DKOHOMMYECKHUI aHAIN3
AHanm3 CTOMMOCTH HE IPOBOJMIICS U ITyOIMKaluu 10 (apMaKO3KOHOMUKE HE aHAJIN3UPOBAJIKCH.
Meron Baaanuy peKoMeHaauuii

e BHemHsAA dKCIEPTHAs OLCHKA.

e BHyTpeHH:S DKCIIEpTHAs OLCHKA.
Onucanue MeTo/1a BaIUIallluy PEKOMEH AUl
Hacrosimue pexkoMeHAalnuu B HpeABapUTENIbHON BEpCHMM ObUIM PELEH3UMPOBAHBI HE3aBUCHUMBIMU
9KCIIEPTAMHM, KOTOPBIX, MPEXKE BCErO, MOMPOCHIA MPOKOMMEHTHPOBATH, HACKOJIBKO JOCTYIHA IS
MMOHUMAaHMSI UHTEPIpEeTaIHs I0Ka3aTeIbCTB, JIEKaIasi B OCHOBE pEKOMEHAalHii.
Ot Bpauell MNEpPBUYHOIO 3BeHa (MEIUATPOB, T'ACTPOIHTEPOJIOrOB) IOJYYEHbl KOMMEHTApUU B
OTHOIIEHUN JOXOIYMBOCTHU H3JIOKEHHs JAHHBIX PEKOMEHJAIMM, a TakKKe UX OLEHKAa BAKHOCTHU
IIpeIaraéMblX PeKOMEHJAlUi, KaKk MHCTPYMEHTA IIOBCEITHEBHOM MPAKTUKH.
Bce koMMeHTapuu, MOTy4YE€HHbIE OT 3KCIEPTOB, THIATEIBHO CHCTEMATU3UPOBAIUCH U 00CYKIAIHCh
yJieHaMu pabouell rpymnibl (aBTopaMu pekoMeHaanui). Kaxxaplii myHKT 00Cyk/1ajcs B OTAEIbHOCTH.
KoHcynpTanus u skcriepTHasi OLEHKa
IIpoekT pekoMeHaanuii ObUT pelleH3UPOBaH HE3aBUCUMBIMH IKCIEPTaMHU, KOTOPBIX, MPEXIE BCETO,
MOMPOCHIIM TPOKOMMEHTUPOBATh JOXOJYMBOCTh U TOYHOCTHh MHTEPHpETAIMH J0Ka3aTeabHOU 0a3bl,
JIe)Kalle B OCHOBE PEKOMEHAAINMN.
Jis  OKOHYATEeNbHOM peNakUMd U KOHTPOJS KayecTBa PEKOMEHJAIMM ObUIM  MOBTOPHO
MPOaHATU3UPOBAHbl YJI€HaMH pabodel TpyIIbl, KOTOpble MPHIUIM K 3aKIIOYEHHI0, YTO BCE
3aMeyaHusl ¥ KOMMEHTapuu SKCIIEPTOB NMPUHATHI BO BHUMaHUE, PUCK CUCTEMAaTHYECKUX OMIMOOK MpHU

pa3paboTKe peKOMEHIAINI CBEIeH K MUHIMYMY.
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Tadoauua 1.1llkama oneHKW ypoBHEW mocToBepHOCTH nokazatenbcTB (Y J1)mist meromos

JTMArHOCTUKU (JIMAarHOCTUYECKUX BMEIIATEIIHCTB)

Y Pacumdponka

1 Cucrematnueckue 0030pbl HCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOIOM HIIU
CUCTEeMaTUYeCKUil  0030p  paHJOMHU3UPOBAHHBIX  KIMHMYECKHUX  HCCIEIOBaHHN  C
MIPUMEHEHUEM METa-aHalu3a

2 OTnenbHbIE WCCIENOBaHHS C KOHTPOJIEM peQepeHCHBIM METOJAOM WM  OTJHENbHbIC
PaHIOMU3UPOBAHHBIE  KIMHUYECKHE HCCIEAOBAaHUS M  CHUCTEMAaTH4YeCKue  0030pbI
UCCIIeIOBaHM J1I000r0 AM3aifHa, 3a UCKIIOUYECHHEM PaHJAOMH3UPOBAHHBIX KIMHUYECKUX
HCCIEA0BaHUH, C IPUMEHEHHEM METa-aHalIn3a

3 I/ICCJ'IGI[OBaHI/IH 0e3 IMOCJIICAOBATCIIBHOIO  KOHTPOJIA pe(bepeHCHBIM METOAOM  HJIK
HCCIICOOBAaHUA C pe(bepeHCHbIM MCTOOM, HE ABJIIAIOMIMMCS HE3AaBUCUMBIM OT HUCCIICAYEMOI'O
MCTOAa WM HCPAHIOMHU3UPOBAHHBIC CPABHHUTCIBLHBIC MCCICAOBAHUSA, B TOM YHUCIIC
KOTOPTHBIC UCCICIOBAHUS

4 HeCpaBHI/ITeJII)HI)IG HCCIICO0BaHUA, OIIMCAHNE KIIMHUYCCKOT'O CiIyvdas

5 Hmeercst aump 000CHOBaHUE MEXaHU3Ma JEUCTBUS MU MHEHHUE OKCIICPTOB

Ta6nauna 2.1llkana omeHKU ypoBHEH IocTOBepHOCTH AokazaTtenbcTB (Y /1) mis metomoB
npoUIaKTUKH, JiedeHUus U peabumuranuu (MPoQHIAKTUYSCKUX, JICYCOHBIX, PEaOHITHTAMOHHBIX

BMEIIATENIbCTB)

YA Pacuugposka

1 | Cucremarunueckuit 0030p PKU ¢ npumeHennem Mera-aHanmsa

2 | Ormenpaple PKM w cucremarmyeckue 0030pbI  HCCIENOBAaHWEM JIFOOOTO Ju3aiiHa, 3a
uckmouennem PKU, ¢ mpumenennem MeTa-aHanmsa

w

HepaHI[OMI/BI/IpOBaHHLIC CPaBHUTCJILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICTOBAHU

4 | HecpaBHHUTENbHBIC HCCIEAOBAHUS, OMUCAHUE KIMHUYECKOTO ClIydasi WU CEepPUU CIy4aes,
HCCIIEAOBAHUS «CIY4ai-KOHTPOIIbY

5 | Umeercs numb 0OOCHOBaHME MeXaHM3Ma JAEWCTBUS BMEIIATENbCTBA (JOKIMHUYECKHE
MCCIIEIOBaHMsI) MJIM MHEHHUE SKCIIEPTOB

Tabauua 3.1Ikana oueHku ypoBHeW yoOenurenbHOCTH pekomeHmauui(YVYP) ans mertonos
Npo(UIaKTUKH, TUATHOCTHKH, JICUEHHUS] M peaduauTanuu (MpoQUIaKTUYECKUX, TUArHOCTHYECKHX,

ne4eOHBIX, peadMINTAlMOHHBIX BMEIIATEIbCTB)

YYP Pacuugposka

A CunbHas pekoMeHaanus (Bce paccMaTpruBaeMble KpUTEpHH 3()(HEKTUBHOCTH (MCXObI)
ABJIAIOTCA BAaXXHBIMH, BCC HCCICAOBAHUA MMCIOT BBICOKOC HIJIM YAOBJIICTBOPUTCIIBHOC
METO/JI0JIOTUYECKOE KAueCTBO, UX BBIBOABI 10 MHTEPECYIOIHMM HCXOAAaM SBIISIOTCS
COTJIACOBAHHBIMH)

B VYcinoBHass pekomeHaanus (He Bce paccMarpuBaeMble KpUTEpuu 3(P(HEeKTUBHOCTH
(Mcxonpl) SBJSIFOTCS BaXKHBIMHM, HE BCE HCCJIEIOBAaHUS HMEIOT BBICOKOE WIIH
yJIOBJIETBOPUTEIBHOE  METOJOJOTMUECKOe KAuyeCTBO H/MJIM HX  BBIBOABI IO
MHTEPECYIOIIUM HCX0JIaM HE SIBJIIOTCSI COTJIACOBAHHBIMHU )
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C Cnabass pekoMeHnanus (OTCYTCTBHE JOKAa3aTeJbCTB HaJICkKAIEro KadecTtBa (Bce
paccMaTpuBaeMble KpUTEpUH SPPEKTUBHOCTH (MCXOJbl) SBISAIOTCS HEBa)KHBIMHU, BCE
HCCIIEIOBAHUST HMEIOT HHM3KOE METOJ0JOTMYECKOE KavyeCTBO M HX BBIBOJBI 110
MHTEPECYIOIIUM UCX0J1aM HE SIBJISIIOTCS COTJIACOBAHHBIMMU )

IMopsinok 00HOBJIEHHS KIMHUYECKUX PEKOMEH/IAIHIA.

MexaHu3M ~ OOHOBJIGHHS ~ KIMHMYECKHUX  PEKOMEHIAIMA  TIpeAycMaTpuBaeT  HX
CHCTEMATHYECKYIO0 aKTyaJH3allMi0 — HE PEXe YeM OJIMH pa3 B TPU rojia,a TaKkKe MPHU MOSBICHHU
HOBBIX JAHHBIX C IMIO3UIMU JOKA3aTEIbHOH MEAWIIMHBI IO BONPOCaM JIHATHOCTHKH, JICUCHUS,
npopuIakTUKH ¥ peadWIMTAallid  KOHKPETHBIX  3a00JIeBaHMN, HaIWM4ud  OOOCHOBAaHHBIX

JOTIOJTHEHUH/3aMeYaHuil K paHee yrBepxAEHHBIM KP, Ho He vamie 1 pasza B 6 mMecsiies.
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Ipunoxenne A3. CipaBo4Hbie MaTepHAJIbl, BKIKYas COOTBETCTBHE MOKA3aAHUI
K IPUMEHEHUIO U IPOTHBOMOKA3AHMU, CIIOCOOOB MPUMEHEHHUS H /103
JIEKAPCTBEHHBIX NPENapaToB, HHCTPYKUMH 110 IPUMEHEHHIO JIEKAPCTBEHHOI'0

npemnapara

IIpunoxenne A3.1 HopmaTuBHbBIE JOKYMEHTHI H PeCypChbl, HA OCHOBAHUM
KOTOPBIX pa3padoTaHbl KJIMHUYECKHE PEKOMEH AN

1. [Tpuka3 MuHuCTEpCTBA 3/1paBOOXPAHEHUS U colaibHOro pa3Butus PO ot 16 anpens
2012 r. N 366H «O06 yrBepxnenun [lopsiaka oka3aHus MeIuaTpUIECKON MOMOIIN»

2. [Tpuka3z MunucrepctBa 3apaBooxpanenus PO «O6 yreepxknenuu [lopsaka okazanus
MEAMIIMHCKOW TOMOIIM OOJBHBIM C BPOXKIEHHBIMM U  (WJIM) HACJIEJCTBEHHBIMU
3aboneBanusMu» oT 21.04.2022 Ne 274n

3. [TocranoBnenne IIpaButenscTtBa Poccuiickoit @enepammu ot 9 ampens 2015 roma
Ne333  «O6 yrBepxknaenuu IlpaBun dopMupoBaHusi TMepeuHs CleUUaTU3UPOBAHHBIX
MPOJYKTOB JIEUeOHOTO MUTAHUS AJIS AeTeH-UHBAIHUIOBY

4. [Tpuka3z MunzapaBa Poccun (MunucrepctBo 3apaBooxpaHeHus P®D) ot 24 HosOps
2021 1. Ne1094n  «OO6 yrBepxkaenuu Ilopsiaka HazHaueHUS JIGKAPCTBEHHBIX MPENapaToOB,
dopMm peuenTypHbIX OJaHKOB Ha JIeKapcTBEHHbIe mpenaparbl, llopsnaka odopmieHus
yKa3aHHbIX OJIAHKOB, MX YydeTa M XpaHeHus, (opM OJaHKOB pELENTOB, COJEpKaIUX
Ha3HAYeHHE HApKOTUYECKUX CPEIACTB WM ICUXOTPONHBIX BemecTB, Ilopsaka wux
W3TOTOBJICHUSI, paCHpEeNIeHusl, pPETUCTpalliy, y4yeTa M XpaHeHus, a Takxke IlpaBun

O(i)OpMJ'ICHI/ISI OJIaHKOB peuciToB, B TOM YHCJIC B cbopMe OJICKTPOHHBIX TOKYMCHTOB»

5. Pacnopsokenmne IlpaButensctBa P® ot 31 nexabps 2018 r. Ne 3053-p «O06
YTBEP)KJICHUH TEPEYHEW MEIUIWHCKUX W3eNi, UMIUIAHTHPYEMBIX B OpPTaHU3M YeJIOBEKa
Opy OKa3aHUM MEAMIMHCKOW MOMOIIM B paMKax HpOTrpaMMbl FOCYIAapCTBEHHBIX TapaHTHM
0ecIUIaTHOTO OKa3aHUs rpa)kJ1aHaM MEIULIUHCKONW MOMOIIM U OTITYCKAEMBIX 10 pelenTaM Ha
MEIUIIUTHCKUE U3JIENNS TIPU TIPEIOCTABICHHH HaOopa COIUATBHBIX YCITYT)

6. Mexnaynapoanas kinaccudukamus Oone3Hed, TpaBM W COCTOSHUM, BIUSIOMNAX HA
3noposbe (MKB — 10)

7. ITpukaz MunznpaBa Poccunm ot 02.05.2023 Ne 205 «OO6 yTBepKICHUU

HOMCHKIJIATYPhbI )IOH)KHOCTGI)'I MCEIHUIIMHCKHUX pa6OTHI/IKOB n Q)apMaHeBTI/I‘-IeCKI/IX pa6OTHI/IKOB»
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8. [Ipukaz M3 P® ot 23 wmroms 2010 r. Ne 541n. Enuneii xBamudukarnoHHBIN
CIpPAaBOYHUK  JOJDKHOCTEH  PYKOBOJHTEJCH, CIEIHUATUCTOB W  CIY)KallUX, pasjaen
KBanudukannoHHble XapaKTEPUCTHKH JTOJHKHOCTEH paOOTHHUKOB B cdepe 3ApaBOOXPaHECHUSI.
9. ®enepanpubiii 3ak0H oT 25.12.2018 No 489 489-03 «O BHeceHMH W3MEHEHUH B
cratbto 40 ®DenepanbHoro 3akoHa «0OO0 00s3aTeNbHOM MEIUIIMHCKOM CTPaxOBaHUU B
Poccuiickoit denepannm» nu OenepanbHblil 3ak0H «O0 OCHOBaX OXpaHbI 3A0POBbS TPAXKIaH B
Poccuiickoit @eaepanuu 1o BONpOcaM KIMHUYECKUX PEKOMEH AU,

10. [Tpuka3z MunznpaBa Poccuu Ne 1031 ot 28.02.2019 r. «O0 yTBepKIeHUH TTOPSAKA U
CPOKOB pa3palOTKH KIMHUYECKUX pPEKOMEHJAIMil, HUX TepecMoTpa, THUIIOBON (QopMmbI
KJIMHUYECKHX pPEKOMEHIAIMi M TpeOOBaHUI K HX CTPYKType, COCTaBy M Hay4yHOU
000CHOBAaHHOCTH, BKJIFOUAEMOH B KIIMHUYECKHAE PEKOMEH AN HHPOPMALIUN.

11. [Ipukaz MunzapaBa Poccum ot 13.10.2017 N 804 «O0 yrBepx)aeHUH
HOMEHKJIATYPbl METUIIUHCKUX YCIIYT»

12. [Tpuka3 MunucTepcTBa TpyAa U connanbHoi 3amuTel PO ot 27 aBrycra 2019 r. 5851
«O  KmaccupUKANMIX W KPUTEPUAX, HCIOIB3YEMbIX TMPH OCYIIECTBICHHH MEIUKO-
COLIMANILHOM DJKCHEPTU3bl TpaxaaH (QenepalbHBIMU TOCYIapPCTBEHHBIMU YUPEXKICHUIMU
MEIMKO-COIIMATbHOM SKCIIEPTU3BI»

13. [Ipukaz MuHucrepcTBa 31paBOOXpPAaHEHUs M COLMAIBHOrO pas3Butusa Poccuiickoi
Oeneparun «O TOPsIIKE PUMEHEHUS JIEKAPCTBEHHBIX CPEACTB Y OOJIBHBIX MO KHU3HEHHBIM
nokazaHusaM» ot 9 aBrycra 2005 r. Ne 494

14. NudpopmannonHoe mnucbMo Mun3apaBa PoccuM 1O BO3MOXKHOCTH — 3aKYTKH
JIEKApCTBEHHOTO Tperapara o TOProBOMYy HaMMEHOBAHHIO

15. [lepeuenp crnenMaTU3UPOBAHHBIX MPOAYKTOB JIEUEOHOrO0 NUTAHUS JUIs  JieTeil-
unBanuaoB Ha 2024 rox, Pacnopsixenue IlpaButenbctBa Poccuiickoit denepauuu ot 11

nexabps 2023 r. Ne 3551-p

HNudopmanusi o 1ekapcTBeHHBbIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHoBHbBIE HOPMATHBHO-IIPABOBLIC AKThbI, PETYJIMPYIOLIUE OKA3aHUE

NAJVIMATUBHON MEeIUIMHCKON MOMOIIM

1.

2.

®enepanbHblil 3akoH «O BHeceHNH M3MeHeHni B DenepanbHblii 3akoH "OO 0CHOBAaX OXpPaHBI
310poBbsi rpaxaaH B Poccuiickoii denepanuu’ 1o BONpocaM OKa3aHUs NaIMATUBHOMN
MeaunuHckoi momorrm» oT 06.03.2019 Ne 18-D3

[Tpuka3 MunznpaBa Poccum Ne 345H, Muntpyaa Poccun ot 31.05.2019 Ne 372n «O0
YTBEPKJICHUHU TMOJIOKEHHU 00 OpraHu3aluy OKa3aHUs NAITTMAaTUBHOW MEAMLIMHCKON MOMOIIH,

BKJIFOYAs! MMOPSAJIOK B3aUMOJICUCTBUSI MEIUIIMHCKUX OpraHu3alui, OpraHu3alnii COUaTbHOTO
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o0CITy’)KMBaHMsI U OOIIECTBEHHBIX OOBEIUHEHUH, WHBIX HEKOMMEpPYECKHX OpraHu3alui,
OCYIIECTBISIONIMX CBOIO AEATEIBHOCTD B Chepe OXpaHbl 30POBbS»

[Tpuka3 MunsapaBa Poccun Ne 348u ot 31 mas 2019 roma «OO6 yTBep:KIEHHH IepedHs
MEIULMHCKUX U3/EIUH, TpeIHa3HaueHHbIX AJIS MOJIep>KaHUsl OpraHOB U CUCTEM OpraHu3Ma
YeJI0BEKa, IPEAOCTABIIAEMBIX [Tl UCIIOIb30BAHUS HA JOMY»

[Tpukaz MunzapaBa Poccun Ne 505u ot 10 wmrons 2019 roga «O6 yrBepxkaenuu I[lopsaka
nepegayd OT MEAMIMHCKOW OpraHu3alii MaIMeHTy (ero 3aKOHHOMY NpPEeJCTaBUTEIO)
MEJIULMHCKUX M3JEIUH, peJHa3HAuUeHHbIX U MOAAepKaHusl GYyHKLIUHA OpraHOB U CHUCTEM
OpraHu3Ma 4YelloBeKa, Ui MCIIOJIb30BaHMs Ha JOMYy IIpU OKa3aHUU NaJUIMATUBHON
MEIULIUHCKOU IIOMOLI

[Tpukaz M3 P® Ne 831 ot 3 okTs10pst 2019 romga «O06 yTBep:KIeHHH BETOMCTBEHHOH IEJIEBOM

IIporpaMmabl «Pa3BuTHe cUCTEMBI OKa3aHUS MATINATUBHON MEIUIIMHCKOM ITOMOIIHY
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IMpunoxenune A3.2 Kiaaccupukanusi, KIHMHUKO-IA00paTOPHAss M OHMOXHMHYECKAS XAPAKTEPUCTHKA TJIMKOT€HOBOM

0ose3nu [80]

Tun depmeHT Crpykrypa Tkanu wuaM KJIETKH, B KOTOPbIX BbIABisieTcs | JlabopartopHele | Jlpyrue cUMOTOMBI, T€YEHHUE,
IJINKOT€HOBOM 0COOEHHOCTHU HEIOCTaTOYHOCTh (pepMEHTA U3MEHECHHUS IIPOTHO3
0011e3HU HAaKOIUIEHUS [Teyenp | Mpmer | Oputpo | Jleiiko- | ®ubpo- | ['uno- | 'unep
TJIMKOTEHA -IIUTHl | IIUTHI OnmacTel | rauke- | -
MU TN
-eMusl
la (6onesns | I'mok030-6- Hopwmainbnas + — — — — + + 3aznepxKa pocta M IMOJOBOTO
['upke) docdaraza CTPYKTYpa, pa3BuTHS, JaKTaTaluI03,
HOBBIIIEHHOE TUIIEpYpPUKEMUs,  Hojarpa,
coJiep)kaHue aJICHOMBI TIeUeHH,
renaToLeUTIoIspHbIE
KapIMHOMBI, Heppomeranus,
HepoauTHa3/HePpOKaIbIH-
HO3, (b okanpHO-
CEerMEHTapHbIN
TJIOMEPYIOCKIIEPO3,
HoyeyHas: HEJOCTaTOYHOCTb,
KPOHOIO/100HbIE
BOCTIQJIUTENbHbIE
3a00JIeBaHNs KHIIEYHHUKA
Ib Tpanciokasa Hopmansnas + — — - - + + Amnanornussl npu tune la +
TITI0K030-6- CTPYKTYpa, HEHTpOIeHUs
docdarassl MOBBIILIEHHOE
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(MUKpOCOMAJIbH | COAEpIKaHUE
bI TpaHCIOPT-
HbIl Oeok T1)
Ic Muxkpocomansl | HopmanbHas AHaJIOTUYHBI IPH THTIE 1a
Bl TPAHCIIOPT- | CTPYKTYpa,
HEIN 6eltok Tr IIOBEIIICHHOE
coJiepKaHne
11, ooJsesus | o-1, 4- Hopwmainbnas MeIimeunas ¢1a00CTh,
[Tomme TIIIOKO3H 1332 CTPYKTYpa, ceplieuHass HEIOCTATOYHOCTD,
(xmcmas MOBBILICHHOE CMEpTh B BO3pacTe OKOJO
MajbTasa) coJiepKaHue, 2 ner (Mmanenueckuit
TJIMKOTEH BapHaHT)
HAKaIlJIMBACTCS B
JIN30COMax
I, 6one3np | Amuio-1, 6- Kopotkue Muonarus, ¢uOpo3  wiH
Kopu—®opb6ca | raroko3umasa OOKOBBIC  IIETH, UPPO3 NIeYeHH, 1100
(IMa, b, c, d) nw/wmu  4-0-D- | moBeieHHOE yAYYIICHHE  COCTOSHHSA  C
TIIIOKAaHOTPAHC | COZIepIKaHue YMCHBIIICHUEM CTCTICHH
depaza BBIPOKEHHOCTHU
(TIMKOTeH- CUMITOMATUKH
JIEBETBSIINH
dbepMeHT)
v, 0ome3Hb | Amuo- VY nuHeHHbIe OrcraBanne B  pa3BUTHH,
AHziepceH 1,4:1, 6- OOKOBBIE  IIEIH, HApPpO3, CMEPTh B BO3pACTE
TIIIOKaHTpaHcd | HOpMalbHOE OKOJIO 5 JIeT OT TEeYEHOYHOMU
epasa coJiep)kaHue HEJIOCTaTOYHOCTH oe3
(TIMKOTeH- TpaHCIUIAaHTAIHH MIEYCHH,
BETBAILIMI pexe — OTCYTCTBUE
(bepmeHT) IPOrPECCUPOBAHUS
3a00J1eBaHUs
Vv, 0one3up | Mbleunas HopmanpHas duznyeckas Harpyska
Maxk-Apia dbochopunaza CTPYKTYpa, MIPOBOLUPYET CYJIOpOTH,
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http://en.wikipedia.org/wiki/Pompe%27s_disease
http://en.wikipedia.org/wiki/Acid_maltase
http://en.wikipedia.org/wiki/Muscle_weakness
http://en.wikipedia.org/wiki/Heart_failure
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_III
http://en.wikipedia.org/wiki/Myopathy
http://en.wikipedia.org/wiki/Andersen_disease
http://en.wikipedia.org/wiki/Failure_to_thrive
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_V
http://en.wikipedia.org/wiki/Muscle_glycogen_phosphorylase

YMEPEHHO pabaomuomnus,
MOBBILICHHOE MUOTJIOOMHYpHS, TOYEUHAs
coJIep)KaHue HEJI0CTaTOYHOCTb
VI, Oose3ns | [leyeHounas Hopmanbshas OrcraBanue B pocre,
Xepca dochopunaza CTPYKTYpa, perpeccupoBaHue
MOBBILICHHOE CUMIOTOMATUKHU C BO3PACTOM
coJIepyKaHue
VI, Oosie3Hb | Mpleunas Hopmanbshas ®duznyeckue Harpy3Kku
Taypu dbochodpykTOoK | CTPYKTYpa, IPOBOIUPYIOT cmabocTh
MHa3a MOBBILICHHOE MBIIIII] u CyJIOpOTH,
coJiep)KaHue TeMOJTUTHYCCKAS aHemus,
3aJIepiKKa pocTa
IXal olp- HopmanbHas 3anepxka MOTOPHOTO
CyObeHAIIA CTPYKTYpa, pa3BHUTHUSA u pocra,
MIEYCHOYHOMN MOBBILICHHOE perpeccupoBaHue
KHHA3BI coJiepKaHue CHUMIITOMAaTHKHU C BO3PacTOM
hochoputasel
IXa2 To xe Hopmanbhnas OtcraBaHue B pocre,
CTPYKTYpa, perpeccupoBaHue
MOBBIIIICHHOE CHUMITTOMAaTHKHU C BO3PAcTOM
COJIEp)KaHue
IXb B-cyobenununa | Hopmanbhas OtcraBaHue B pocre, 1uapes,
MICYCHOYHOH / CTPYKTYpa, MBIIIIEYHAS] THTIOTOHUS
MBIIIICTHON MOBBIIIICHHOE
KHHA3BI coJiepKaHue
dhochopmiasel
IXc y-cyorenununa | Hopmanehas OtcraBanue B pocre,
TECTUKYIISP- CTPYKTYpa, MBIIIICYHAS] THTTOTOHUS
HOI / TICYCHOYH | MOBBIIICHHOES
on KWHAa3bl | COAEpKAHUE
bochopunasbl
IXd o-cyOBeMHUIIA MeImeunas TUIOTOHYS,

69



http://en.wikipedia.org/wiki/Rhabdomyolysis
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_VI
http://en.wikipedia.org/wiki/Liver_glycogen_phosphorylase
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_VII
http://en.wikipedia.org/wiki/Tarui%27s_disease
http://en.wikipedia.org/wiki/Phosphofructokinase_1
http://en.wikipedia.org/wiki/Haemolytic_anaemia
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_IX
http://en.wikipedia.org/wiki/Phosphorylase_kinase
http://en.wikipedia.org/wiki/Phosphorylase_kinase
http://en.wikipedia.org/wiki/Phosphorylase_kinase

MBIIIEYHON MbIlieuHass arpodusi, 6oin B
KHHA3BbI MBIIIIAX TpU  (PUIUYECKOU
dhochopumnassl Harpy3Ke
X MpblieyHas [Tpu BbIPAKEHHBIX
¢dochoraumepar du3nueckux Harpyskax
MyTaza-2 MBIIICYHbIE CIa3Mbl,
MHUAJITHH, pabJIOMHOJIN3
CHUHJIPOM Tpaucnoprep 3anmepkka [CUXOMOTOPHOTO
daHKOHH— TJTFOKO3BI pa3BUTHSI, TyOyIonarus,
bukens (GLUT2) MaJtbabcopOLHs
Xl Jlakraroerumu- PabaomMuonus, moyeuHas
poreHasza A HEJIOCTaTOYHOCTh
XIl Anpnonasza A Henepenocumocthb
du3naecknx Harpys3ox,
CyJIOpOTH
Xl Enosnaza 3 HenepernocumocTsb
buznueckux Harpys3oK,
CyJIOpOTH, yYCHIICHUE
BBIPQKEHHOCTH MHUAITUNA C
BO3PacTOM
XV docdornokom Mpieynsie CIa3Mbl,
yraza-1 HENEePEeHOCUMOCTh
buznuecKux Harpys3oK,
pabaoMuoaus, cnabocTh
MBI TA30BOTO JTHA
XV I'mukorenun Mernieunast cl1ab0CTh,
HapyIIeHUEe PUTMa Cepilia
0 [Teuenounas wu | Hopmanbnas Mpbleynbie CIIa3MBl,
MBIIICTHAS CTPYKTYpa, HEMEePEHOCUMOCTh
TJINKOTeH- MOHIKEHHOE buznuecKux Harpys3oK,
CHHTa3a CoJIepKaHue runeprpoduyaeckas
KapAMOMHUOTIATHUS,
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http://en.wikipedia.org/wiki/Fanconi-Bickel_syndrome
http://en.wikipedia.org/wiki/Glucose_transporter
http://en.wikipedia.org/wiki/GLUT2
http://en.wikipedia.org/w/index.php?title=Glycogen_storage_disease_type_XII&action=edit&redlink=1
http://en.wikipedia.org/wiki/Aldolase_A
http://en.wikipedia.org/w/index.php?title=Glycogen_storage_disease_type_XIII&action=edit&redlink=1
http://en.wikipedia.org/wiki/Enolase
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_0
http://en.wikipedia.org/wiki/Glycogen_synthase
http://en.wikipedia.org/wiki/Glycogen_synthase

HapylICHHEe pPUTMA CepALa
BILUIOTH JIO OCTAHOBKH

bone3np
HaKOIUIEHUS
TJIMKOI'CHA
cepaie

B

dochopunazku
Ha3a cepua

Hopmansnas
CTPYKTYpa,
IIOBBILICHHOE
coJlepiKaHue
MHUOKape

B

Pe3kas Opanukapausi,
BBISBIIIEMasl  aHTEHATaJIHO,
KapIuoMeranus,
KapHOMHOIIATHS,
OMBEPTPUKYISIPHAS
runeptpodus, 3acToiHas
cepAeyHasi HEJOCTATOYHOCTb,
OTeK JIETKUX, acIuT,
Heppomeranusi, auQQy3Has
MBIIICYHAS TUIIOTOHUS,
MHOTIATHS

IIpumeuanue: «?» - HET JaHHBIX.

71




IIpunoxenne A3.3 IloTpeOHOCTH B OCHOBHBIX NHMINEBBIX BelIeCTBAX M JHEPTUH JAeTeil

¢ IJIMKOT€HOBOM 00J1e3HbI0 [56]

WHrpenueHTsl Bospact (rojer) % oT
13 |46 |7-10 |11-13 1417 CYTOHHOM
KaJIOPUHHOCT
M Ji| M Ji| u

I'mukorenosas 60oie3Hb | Tuma

benku, r 64 82 98 114 104 124 | 108 |17

Kupsl, T 28 36 43 50 46 55 48 17

VrieBonsl, T 248 | 317 | 378 | 443 402 483 | 419 |66

KanopuiiHocTs, 1540 | 1971 | 2351 | 2749 | 2502 | 3000 | 2607 | 100

KKaJl

I'muxorenosast 6one3us 1, VI u IX tuma

benku, r 75 96 115 | 134 122 146 | 127 |20
XKupsl, r 41 53 63 74 67 81 70 25
VYriaeBoabl, I 207 | 261 |315 | 368 337 402 | 349 |55

KanopwuitHocTts, 1538 | 1957 | 2349 | 2746 | 2505 | 3000 | 2603 | 100

KKala

dusnojgoruyeckas HOpMa

benku, 53 68 77 90 82 98 90 14
Kupsl, 53 68 79 92 84 100 |90 31
VYraeBonsl, 212 | 272 | 335 |390 335 425 1360 |55

KanopwuitHocTs, 1540 | 1970 | 2350 | 2750 | 2500 | 3000 | 2600 | 100

KKala
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Ilnan o0c/ie0BAaHUSA NMALMEHTOB € IIMKOT€HOBOM 00/1€3HBI0 NMPH THAKEJIOM Te€UYeHHH, a TaK:Ke BO

BpeMsi 000cTpeHnii 3a00/1eBaHNS

Oo0s13aTesIbHOE NMPU KAXKIOM CTAIHOHAPHOM
o0cJiefoBaAaHNH

Yacrora NMpoOBEACHUSA

AHTpomnomerpus (pocTt, Macca, pacueT Macco-
POCTOBOTO COOTHOLIEHHUS)

1 pa3 3a rocruTanu3anuo

OO0muii  (KJIMHUYECKUI)  aHamu3  KPOBH
pa3BEpPHYTHII

2-3 pa3a 3a rOCIUTAIN3AIHIO

OO0t (KIMHUYECKU) aHAJIN3 MOYU

1-2 pa3a 3a rocnuTaIN3aALNIO

Kontpone rimkemun (MccienoBanue ypoBHs
TJIFOKO3bI B KPOBH)

ExenneBHo 3-5 pa3 3a rocnuTann3aiuio

KOHTpOnb  KHCIOTHO-OCHOBHOI'O  COCTOSTHUS
(MccnenoBanue ypoBHsI Oy(epHBIX BEIECTB B
KpoBH, VccienoBaHue YpOBHS BOJOPOJHBIX
noHoB (pH) kposu, HccrienoBanue ypoBHA
OuxkapOboHaTOB B  KpoBH, MccienoBaHue

napuaibHOTO JIaBJICHUSI KHCIIOpO/1a,
UCCIIEIOBAHUE  MAPIUAIBHOTO  JaBJICHUS
YIIIEKUCIIOrO rasa, UccnenoBanue
cTaHaapTHoro OukapOunHara, lccnenoBanue
CTaHIApTHOTO n30bITKA OCHOBAaHUH,

HccnenoBanue n30bITKA OCHOBAHHI)

2-3 pas3a 3a roCcriuTajan3aluro

buoxumuuecknit ananmuz kposu (AJIT, ACT,
I'TT, I1®, nakrar, oOmuii O6€JI0K, XOJIECTEPHH,

TPUTITUIICPUIBI, MOo4eBast KHCIIOTA,
OounupyOouH, HCCIIEIOBAHUE
YPOBHS/aKTUBHOCTH n30(epMEHTOB

KpeaTuHKuHa3el B  Kposu, JIJII, ,kamwii,
MOHM3UPOBAHHBINA KaJIbIUH)

1-2 pasa 3a rocnuTanU3aLKIO

Koarynorpamma (Uccnenosanue
MpOTPOMOMHOBOTO HWHJAEKca, VccrnemoBanue
TpoMOMHOBOTO  BpeMeHM,  MccienBoanue
IPOTPOMOMHOBOTO Hccnenosanue
MEXYHApOIHOT O HOPMaJIM30BaHHOT O
OTHoLIeHHUs, VccnenoBanne akTUBUPOBAHHOTO
YaCTUYHOIO TPOMOOIJIACTUHOBOIO BPEMEHH,
WccnenoBanue koHueHTpauuu GuOpUHOreHa B
KpPOBH)

1-2 pas3a 3a roClIuTaJIn3alunuro

72-9acoBO€ HEMPEPHIBHOC MOHHPOPUPOBAHUE
TJIFOKO3bl B MEKKJIETOYHOM KUJKOCTH

1 pa3 3a rocruTanu3almo

Omnpenenenue coJiepKaHus
anbaderornpoTerHa B CBIBOPOTKE KPOBU

1 pa3 3a roCrnuTajan3anuro

HccnenoBanue CyrO4HOM JKCKpPELUU COJIEH C
MOYOH, KaJIbLIN-KPEATHHUHOBBIN
K03 puLHEeHT

1 pa3 3a roCrnuTaaIn3anuro

Ananmuz moun 1o A nc—KakoBckomy

1 pa3 3a rocnuTAIN3ALMIO

AHaM3 MOYU 10 3UMHHIIKOMY

1 pa3 3a roCluTaJIn3aluro

VYIbTpa3ByKOBOE€  HCCIIEAOBAHHE  OPraHOB
OPIOIIIHOM MOJIOCTH, MTOYEK, Cep/lia

1-2 pa3a 3a rocnuTanu3aLUIo
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[IpoBeneHre HEWMHBA3WBHON TPAH3UEHTHOM | 1 pa3 3a roCUTAIM3ALIHIO
anacrorpaduu nedenu (TOII) (snmacromerpus
TICYCHH )

KommerotepHas Tomorpadus wWid MarHWTHO- | 1 pa3 3a TOCIUTAIN3AIINIO
pe30HaHCHAasE ToMOorpadusi OpraHoB OPIONIHOM
10JIOCTH (TI0 TTOKA3aHUsIM)

330¢aroracTpo1yoaeHOCKONUs (mo | 1 pa3 3a rocnuTanu3aLuI0
IIOKa3aHUsIM)

[TpoBenenue pentrenorpaduu KucTei ¢ nenpio | 1 pa3 3a rocnuTaan3anuio
OLIEHKH KOCTHOT'O BO3pacTa

[IpoBenenue JBYX3HEpPreTH4ecKoi | 1 pa3 3a roCuTaIn3aINIo
PEHTTEHOBCKOI abcopOumomMeTpun
(PeHTreHoneHCUTOMETPUH) HOSICHUYHOTO
OTJIeJIa TO3BOHOYHHKA MAIlUCHTaM

[TpoBenenue Dnexrponeiipomuorpadpuu | 1 pa3 3a TOCHUTATU3ALNIO
(OHMI) (OnexTponeiipomuorpadust
UTOJIbYATBIMKM JJICKTpOJiaMu (OJuH HeEpB) (1O
IIOKa3aHUsIM)

Hccnenoanust (pyHKUIMK BHEIIHEro AbIXaHUA | 1 pa3 3a roCIUTAIU3AIUIO
(MccnenoBanue HECTIPOBOIIMPOBAHHBIX
IbIXaTeJIbHBIX 00BEMOB W IIOTOKOB) (IO
IIOKAa3aHUsIM)

DJIeKTpOKapIMOorpaMma 1 pa3 3a rocuTaIU3aIII0

[TpoBeneHue MEINKO-TEHETHYECKOTO | 1 pa3 3a rOCIUTAIN3AIHIO
KOHCYJIbTHUPOBAaHUS  (KOHCYJIbTAIUS Bpadva-
TEHETUKA)

[Ipu exxeronHoM 00cCieI0BaHUH B OT/IEICHUH BBIIOJIHSIOT BCE UCCIIEOBAHMS, OCYLLECTBIISIEMbIE
pU KaxJoM amOynaTopHoM mpueme. KpoMe Toro, J0MOJHUTENBHO, O TOKA3aHUSAM, TPOBOJST
PEHTIE€HOJIOTMYECKOE HCCIEI0BAHUE OpPraHOB TPYAHOM KIETKH, TI'PYAONOSCHHUYHOIO OTHENa
NIO3BOHOYHHMKA, KOCTeH KucTed, siekTposHuedanorpammy, MPT romoBHoro Mosra,
MYHKIIMOHHYIO OHOIICHIO TEeYeHU C¢ MOP(OJIOrMUECKUM HCCIIEJOBAaHUEM OHOITaTa, MPOBOJSAT
KOHCYJIbTAllUM PA3JIMYHbIMU CHeLHaIucTaMHu (Bpad-IUETONIOr, Bpay-KapAHOJIOT/BpaueTCKUM
KapAMOoJor, Bpad-Hedposor, Bpay-TeMaroJior, Bpau-HEBPOJIOT, Bpay-XUPYPI/Bpad-IeTCKUN
XUPYpT, BpPad-OTOPUHOJIAPUHIOJIOL, BpPay-TPaBMATOJOT-OPTONE], Bpad-3HIOKPHUHOJIOT/Bpay-
JETCKMM  SHIOKPUHOJIOT, Bpad-aJuleproyIor-HMMYHOJIOT, Bpad-CTOMATOJIOT, MEAMIMHCKHUN
IICHXOJIOT, COIMAJIbHBIN paOOTHUK) U Jp.

IIpunoxenue A3.4 Ilian BeleHUs NALMEHTA € [JIMKOT€HOBOM 00J1€3HBIO

O0s13aTe1bHOE NMPH KaKAOM AucnaHcepHoMm | Yacrora npoBeneHust
npuemMe o0cjieJ0BaHue

AHTpomnometpus (pocT, Macca, pacuer macco- | 1 pa3 B 3 mec
POCTOBOT0O COOTHOIICHHUSI)

OO0umit  (knmuHMYeCKWi) aHamu3 KpoBu | 1 pa3 B 3 Mec (AOMOJTHHUTENBHO NpHU

pa3BEpHYTHIN XPOHUYECKOW HEUTPONEHUH MU ee jedyeHuu I -
KCD)

OO6muit (KIMHUYECKUI) aHaJIN3 MOYHU 1 pa3 B 3 mec

Kontpons rimukemun (MccnenoBanue ypoBHs |1 pa3 B 3 Mec (IOMOJHUTENBHO — IIPH

TJIFOKO3bI B KPOBH) o0ocTpeHuu, Ha (OHE HHTEPKYPPEHTHBIX
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3a00J1eBaHU)

KOHTpOHB KHUCIIOTHO-OCHOBHOI'O COCTOsIHUA
(MccnenoBanue ypoBHs Oy(epHBIX BEIECTB B
KkpoBu, MccnenoBanue ypoBHS BOJOPOIHBIX
nonoB (pH) kpou, HccnemoBaHwe ypoOBHS
OukapOoHaTtoB B  KpoBH, VccienoBaHue
HapIUalIbHOTO JTABJICHUS KHCJIOPO/a,
UCCJICOBAaHUE  MapLUUaIbHOrO  JIaBIICHUS
YIJIEKHCIIOTO rasa, HccnenoBanue
cTaHmapTHoro OwukapOuHara, IccrnenoBanue
CTaHJAPTHOTO U30bITKA OCHOBaHUH,
HccnenoBanue n30bITKa OCHOBAHUN)

I pas3 B 3Mmec
obocTpeHuu, Ha
3a00JIeBaHMA )

(1ONOTHUTENBHO — IIPH
(GoHE HMHTEPKYPPEHTHBIX

buoxumuuecknii ananmusz kposu (AJIT, ACT,
I'TT, HI®, nakraT, o0ImMii OEIOK, XOJIECTepPHH,
TPUTJIULIEPUIBL, MoueBast KHUCJIOTA,
OmpyouH, HCCIIEIOBAHUE
YPOBHS/aKTUBHOCTH n30(hepMEeHTOB
KpeaTuHKUHa3bl B Kpou, JIIAI', , HaTpui,
KaJIMii, HOHU3UPOBAHHBIN KaJIbI[Hii)

Il paz3 B 3 Mec
obocTpeHumn, Ha
3a00JIeBaHU)

(DOIOJHUTEBHO — IIPU
(doHE HMHTEPKYPPEHTHBIX

O0s13aTe/IbHOE €KeroHOe 00cje0BaHNe B
CTalHOHApe

Yacrora npoBeaeHUust

Koarynorpamma
OPOTPOMOMHOBOIO  MHJIEKCA,
TPOMOMHOBOTO  BpPEMEHH,
IPOTPOMOUHOBOTO HccnenoBanue
MEKTYHApOAHOTO HOPMaJIN30BaHHOT'O
oTHoweHus, MccnenoBanue akTHBUPOBAHHOTO
YaCTUYHOTO TPOMOOIIJIACTHHOBOTO BPEMEHH,
HccnenoBanue KOHLEHTpaK (UOPUHOTEHA B
KPOBH)

(Uccnenosanue
HccnenoBanue
Uccnensoanme

1 pa3 B rOzI

72-yacoBoe HCIIPEPBIBHOC MOHUPOPUPOBAHUC
TIIFOKO3EI B MEXKKIICTOYHOM KHUIKOCTU

1 pa3 Broa

Omnpenenenue CoJlepKaHus
anb(aderornpoTernHa B CBIBOPOTKE KPOBU

1 pa3 B roj (Ipu HAJTMYKU aJICHOM TieueHn — 1
pa3 B 3—6 mec)

UccnenoBanue cyTouyHOUM SKCKperuu coiieir ¢ | 1 pa3 B roa
MOYOH, KaJIbLIM-KPEATHHUHOBBIN

K03 puureHT

AHanu3z moun no Annnc—KakoBckoMy 1 pa3 B rox
AHanu3 MOYH 0 3UMHULIKOMY 1 pa3 B roj
YbpTpa3ByKOBOE  MCCIEJOBAHME  OpPraHos | 1 pa3 B roa
OPIONIHOM MOJIOCTH, TTOYEK, CepIla

[IpoBenenne HEMHBa3WBHOM TpaH3MEHTHOH | 1 pa3 B roa

anacrorpaduu nedenu (TIII) (amactomerpus
MIEYECHN)

Kommproteprass Tomorpadusi WJId MarHUTHO-
pe30HaHCHass ToMorpadus OopraHoB OpIOLIHOM
10JIOCTH (10 MTOKA3aHUSM)

1 pa3 B roj (Mpy HAJTUYHUH aICHOM TTedeHn — 1
pa3 B 3—6 mec)

330(aroracTpoyoJeHOCKOIHS (mo
MOKa3aHUsIM)

1 pa3 BTOZ

[TpoBenenme penTreHorpaduu KUCTeH C 1EIbI0

1 pa3 B 2 rona/ron
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OILICHKH KOCTHOTO BO3pacTa

IIpoBencHue JBYXdHEpreTuueckoi | 1 pa3 B rog

PEHTICHOBCKOM abcopOImoMeTpun

(PentrenonencutoMeTpun) IIOSICHUYHOT' O

OTJIeN1a MO3BOHOYHUKA MAI[HEeHTaM

[IpoBenenue Dnexrponeripomuorpaduu | 1 pa3 B roj

(OHMI) (Onexrponeiipomuorpadus

UT0JIbYAThIMU 3JIEKTPOAaMHU (OJIMH HEPB)

HccnenoBanus (QpyHKUMM BHEIIHEro AbIxaHus | 1 pa3 B ron

(UccnenoBanue HECTIPOBOIIMPOBAHHBIX

JIbIXaTeJIbHBIX 00BEMOB U MTOTOKOB)

DJIEKTPOKApIMOrpaMMa 1 pa3 B oz

[TpoBeneHne NyHKIIMOHHOM Ouoncuu meyeHu ¢ | 1 pa3  mpu  NEpBUYHOM  TUATHOCTHKE
MOP(}OJIOTHUECKUM UCCIICIOBaHNEeM OnonTara | 3a00JIeBaHUs

[IpoBenenune MEIUKO-TeHeTH4Yeckoro | 1 pa3 mpu  MEepBUYHOM  JMArHOCTHKE
KOHCYJbTHUPOBaHUSl  (KOHCYJNbTAlMsl —Bpaya- | 3a00J1eBaHUs

TeHETHKA)

[Tpu exxerogHOM OOCIIEIOBAaHUH B OTJEJIICHUHU BBITIOIHSIOT BCE UCCIEAOBAHNUS, OCYIIECTBIIIEMbIC
pU KaXxa0M aMOynaTopHoM rpueme. Kpome Toro, AOMOTHUTENBHO, IO MTOKA3aHUAM, TPOBOJISAT
PEHTTEHOJIOTUYECKOE HCCIE0BAHNE OpPraHOB TPYAHOM KIIETKH, TPYJOMOSACHUYHOIO OTAeNa
MO3BOHOYHHMKA, KOCTeH KuCTeH, anekrposnuedanorpammy, MPT romoBHoro mosra,
MYHKIIMOHHYIO OWOIICHIO TMEYeHU ¢ MOP(OIOrMUECKUM HUCCIIEJOBAaHHEM OHOITaTa, MPOBOJISAT
KOHCYJIbTAIIMM PA3IUYHBIMHU CIICIHATUCTaMH (Bpad-AUETONIOT, Bpav-KapIuoJIOT/BpavIeTCKAN
KapAHOoJor, Bpad-Hedposor, Bpau-TeMarosioT, Bpad-HEBPOJIOT, Bpay-XUPYPT/Bpad-IeTCKUN
XUPYpPr, BpPaY-OTOPUHOJIAPHHTOJIOT, Bpad-TPABMATOJIOr-OPTONEA, Bpad-dHIOKPHUHOJIOT/Bpad-
JNETCKUN  SHAOKPUHOJIOT, Bpay-ajuIeproior-uMMYHOJIOT, Bpad-CTOMATOJIOT, MEIUIMHCKUN
TICUXOJIOT, COITMAILHBIN PAOOTHUK) U JIP.
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IIpunoxenue A3.5 PacmdpoBka npuMedyanui

** _ JlekapCTBEHHBIN Mpenapar, Bxoasamwmii B Pacniopsikenne [IpaButensctBa PO ot 12.10.2019 Ne 2406-
p (pea. or 09.06.2023) «OO6 yTBEpKICHUM TIEPEYHS >KU3HCHHO HEOOXOAMMBIX W BaXKHEHIINUX
JICKApCTBCHHBIX MPEMapaToB, a TaKXKe MEpeYHEH JICKApCTBEHHBIX IPENapaToB Ui MEIUIIMHCKOTO
NPUMEHEHHS 1 MUHHUMAaJIbHOTO ACCOPTUMEHTA JICKAPCTBEHHBIX MPENapaToB, HEOOXOAMMBIX IS OKa3aHHsI

MEIULIUHCKOU TOMOILINY

# - TlpuMeHeHue JIEKapCTBEHHOTO Ipenapara B COOTBETCTBUH C MTOKa3aTeIsIMH (XapaKTepUCTHKAMHK), HE
yKa3aHHBIMH B HHCTpYyKIMHK 110 ero npuMenenuo (0ff-label), ocymecrisercs mo pemennio BpaueOHOM

KOMHCCUU TIPH YCJIIOBHH IOANMCAHHOTO MH()OPMUPOBAHHOTO J00pOBONBHOTO cornacusi (cornmacHo @3

Ne323-®3 ot 21.11.2011r. c U3MEHEHUSIMH).
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Hpuiaoxenue b. Anropurm BeleHUs1 MALUEHTA

HaHI/IeHT C IIOJO3PCHUEM Ha

I'mukorenoByo 601€3HB

v

Jnarnoctuka

Koncynbranus

poQHUIBEHOTO HuarHos 0

crenuanicTa MOATBEPKICH
Her

Ectp MeTabonnueckas
JIeKoMIIeHcanus?

A 4

CTabMIbHOE COCTOSIHHE

HV
\ 4

HucnancepHoe Jlerkoe,
cpenHe-

HaOIIoZicHHE, TSKEITOR
TUIAHOBASI TEPAITHSI Tedenne

A 4

TOCHUATAIA3AIINS?

CrauuoHapo-
3aMeIaronme
TEXHOJIOTUHU

A 4 A 4

Iloxa3ana

Tsoxenoe
TEUEHHE

A 4

TI'ocrmuranu3anms

ba3ucHas Tepanust
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Ipuiaoxkenue B. UHpopmanus 11 NauueHTOB

I'mukorenoBass 00ye3Hb (TJTUKOTCHO3bI, OOJE3HU HAKOIUICHHS TJIMKOT€Ha) — 3TO 0000Iaroiee
Ha3BaHHUE TPYIIBI TEHETHYECKUX 3a00JIEBaHMI, B OCHOBE KOTOPBIX JIS)KHUT HapyIIeHHEe 00pa30BaHUs WM
pacuieryieHus TIUKOreHa — TJIABHOTO UCTOYHHUKA TITFOKO3BI B OpraHU3Me, KOTopasi He0OOXOoquMa HaM st
MOJJICP)KAHUST HOPMAIIbHOM  JKU3HEIESATEIIBHOCTH. [ JTMKOTCHOBYIO O0O0JIE3HH OTHOCAT K PEIKUM
3a00JICBaHUSM, TaK KaK YacTOTa €€ BCTPEYaeMOCTH cocTaBiser npumepHo 1 cimydair ma 60 000
HOBOPOXXKJICHHBIX. B 0OMEHE TIIMKOTeHa B OpPraHU3ME Y4acTBYeT MHOXECTBO (PEpPMEHTOB, aKTHBHOCTb
KOTOPBIX MIPU TIIMKOTEHOBOM 0OJIC3HH B Pe3y/IbTaTe TEHETHYECKOTO JAedekTa (MyTauun) Tu00 CHUKACTCS,
T100 TOJIHOCTBIO OTCYTCTBYET. B 3aBHCHMOCTH OT HapymieHUs (QYHKIMHA TOTO WJIM WHOTO (hepMeHTa
MPHUHSITO BBIICIATH Pa3IMIHbIC TUIBI 3a00iieBaHus. Tak, B HACTOSIIEe BPEeMsl M3BECTHO N0 15 THIOB
TJIMKOTEHOBOM 0OJIC3HH, KOTOPBIC TOAPA3/CIISIOT Ha IIEYCHOYHbIC, MBIIICYHbIC U CMEIIaHHbie GopMbl. B
HACTOSIIEM MOCOOUU MBI KOCHEMCSI TOJIBKO TE€X THIIOB TNIMKOTEHOBOHM OOJIE3HH, KOTOPBIE MPOTEKAIOT C
npeumyiiecTBeHHbIM nopakenuem nedend (I, I, VI u IX tumsr).

B pesynbpTaTe reHernyeckou MpeApacioNoKEHHOCTH Y HOBOPOXKICHHOTO pPeOCHKa TJIMKOTEH He
MOYET OBITh ITPEBpAILICH B TIIIOKO3Y, TO3TOMY OH HAKAIUIMBACTCS B MICUYCHH B OOJIBIIUX KOJHMYECTBAX, H3-
3a 4ero opraH mpuoOpeTaeT OrpoOMHBIC pa3Mephl, a B KPOBU OTMEUACTCs HU3KUH YPOBEHb TJIHOKO3bI. be3
CBOCBPEMEHHOT'0 Hayalia JICUCHHS] COCTOSHUE MAJbIIA YXYIIIACTCS, HEMPOIOJDKUTEIBHOE TOJIOAaHUE
MOJKET TPHUBECTH K THIOTJIMKEMHYECKOM KOME W JaXe JIETAIBHOMY HCXOay. IIOCKONBKY TITFOKO3a
y4acTBYeT BO MHOTHX OOMEHHBIX IpOIleccax B OpraHu3Me, €€ JCQUINT BhI3bIBACT U3MEHEHUS JIPYTHX
nokasareneil kpoBu. Hampumep, yBenuuuBaeTcs KOHIICHTpAIUS XOJECTEPHUHA U TPUTIHIEPUIOB, B
pe3ynbTaTe 4Yero pa3BUBAaeTCs >KMpOBas WHDUIBTpAlUS TMEYEHU, KOTopas emie Oosblie yXyAIIaeT ee
(YHKIIMOHATBHOE COCTOSTHUE. BBICOKash KOHIIEHTpAIUs JaKTaTa B KPOBU MPHBOJUT K TaK HA3bIBACMOMY
METa0OJIMUECKOMY allUI03y, a YBEIUYECHUE COJNEP)KAHHS MOYEBOW KHCIOTHI CIOCOOCTBYET pPa3BHTHIO
nonarpel. Jlepuuur xanpuus SBISETCS MPUUUHON MEJIIEHHOTO POCTa JEeTel, ocTeomnopo3a U aedeKToB
3yOHOU HMaIH.

Cnemuduyeckoe JieYeHWE TIUKOTEHOBOW OOJIE3HW 10 HACTOAIIETO BpeMeHW He paspaborano. Ha
CCTOHSIIHUN JICHh OCHOBHBIM TIPABHJIOM TEPAIUU SBJISETCS CTPOrOe COOJIOJCHUE PeXUMa MUTAHHS H
CHEIMAM3UPOBAHHON JUETHI JUIS MPEAYNPEkKACHUS CHUKCHHUSI YPOBHS TJIIOKO3BI HIDKE JTOMYCTUMBIX
3HAUEHUH M CBSI3aHHBIX C OTUM JIPYTUX HapYIIEHH OOMEHA BEUIECTB, a TAKXKE KOPPEKIUIO HAPYIICHUN
(YHKITMOHATBHOTO COCTOSHUS TICUCHH, JKEITUEBBIBOMANINX IyTeH W JKEIYJOYHO-KHIIIEYHOTO TpPaKTa.
Bonbmmoe 3HaYeHWE TPHUIACTCS OpPTaHW3aIlMU JAPOOHOTO IMHTAHUS C PABHOMEPHBIM pacrpeiesieHueM

JICTKOPACTBOPUMBIX YIJICBOAOB B TCUCHUC CYTOK.
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HeorbemieMmoil cocTaBistolmied JOUEThl SIBISETCS Ha3HAYEHHWE CBIPOrO KYKYpYy3HOTO Kpaxmaia,
UMEIOIIET0 CBOMCTBO MEIJICHHO M HENPEPHIBHO pPACHICTUIATHCS IO JACUCTBHEM (PepMEHTOB
HO/DKETYAOYHOM KeJe3bl 10 TII0K03bl. Ero HeoOXxomumo ymoTpeOnsaTh Kaxable 4-6 4acoB (BKIIOYast
HOYHOM npueMm). M3 mumieBoro panumoHa HCKIKOYAIOTCS caxapo3a (MMILEeBOH caxap), (pykro3a H
rajakTo3a, Tak Kak 3TH caxapa IpU IJIMKOT€HOBOM OOJE€3HM MOryT yCHUJIMBAaTh HapylIeHHs oOMeHa
BCIICCTB 1 yXyAlIaTb COCTOSHUC OOJIBbHEBIX.

XpoHudeckoe 3a00J€BAHUE OKAa3bIBACT HETaTHMBHOE BIIMSHME HA (DU3UYECKOE COCTOSHHUE OO0JIBHOTO,
CHMJKAET €ro aKTUBHOCTh U OIPAaHUYMBACT JKU3HEAEATEIbHOCTb, IOCTENICHHO MPUBOJI K MHBAIHUIU3ALMH.
Ceroansi, Onarofapsi pa3BUTHIO 3(PGEKTUBHBIX IUArHOCTUYECKUX U JIEYEOHBIX MOIXO0/A0B, INIMKOT€HOBYIO
6oe3Hb MOXHO 3((PEKTHBHO KOHTPOJIMPOBATh, a C IOMOIIBIO CHCTEMATHYECKOH KOMIUIEKCHOM
peabuiuTaIuu Tpeaynpex/1aTh BOSHUKHOBEHUE OCJIOKHEHUU. DTO IMO3BOJISET CHU3UTH O MUHUMyMa

OTpaHUYCHUS KU3HCACATCIbHOCTH 6OJ'IBH01"O, TEM CaMBbIM CHOCO6CTBy5{ €Iro UHTCIrpalliu B O6H.[€CTBO.

Haub6os1ee yacTo 3a1aBaemMble NAIHEHTAMM M MX POAUTEISAMH BONIPOCHI M OTBEThI:
1. Bomnpoc: CkoipKO NallMEHTOB C TAKUM 3a00J1€BaHUEM?

OtBer: B Mmupe pacnpocTpaHeHHOCTh OOJI€3HEH HaKOIJIEHHs TJIMKOreHa BCTpevaercs,
npuMepHO, y ofHoro >xkuBopoxkaeHHoro Ha 50 000-100 000. 3HauuT, Takux IroaeH B
Poccuiickoit @eaepanum HECKOIBKO THICAY.

2. Bompoc: CriocoOHa nu miedeHb M30aBISITECS OT HAKOIUIEHHOTO TIIMKOTEHA, BHIOpAchIBas
ero
B OpraHu3m?

Oter: Cam 110 ce0Oe He MomnagaeT B OPraHu3M U3 NeYeHH. [ JIMKOTreH 3TO oueHb OoJIbIas
MOJIEKYJIa, KOTOpasi He MOXKET MPOXOJIUTh Yepe3 KIETOUHbIE CTECHKH.

3. Bonpoc: IIpu rimukorenose 1 tTuna (qeguuuT rioko30-6-pocdaraspl) HakanIMBaeTcs Jn
IJIMKOTEH B KaKUX-JIMOO APYrUX OpraHax, Kpome red4eHu?

OtBer: [lepunmr rmroko30-6-hocdaraspl TakKe U3BECTEH KaK TenaTopeHanbHas 00Je3Hb
HAKOIUICHUS TJIMKOT€Ha. JTO MPOUCXOAMUT M3-3a TOTO, YTO TJIMKOI'€H HaKaIllIMBaeTcs, KaK B
NIEYEHH, TaK ¥ B ITOYKAX, YTO MPUBOJUT K YBEITUUYEHHUIO MOYEK.

4. Bonpoc: Y Bcex i aereit ObIBalOT CyJJOPOTH MIPH MaJIC€HUH YPOBHS caxapa B KpOBH?

OtBer: YV HEKOTOpBIX J€Ted € IIUMKOreHo30M | W 3 TUNOB Aake MpH HU3KOM YPOBHE
caxapa
B KPOBH CYJOpPOTM BO3HUKAIOT HE BCEr/a, YTO MOXXET OBITh CBS3aHO C HM3MEHEHUEM Y
O0JBIIMHCTBA JIeTeil MeTaboIn3Ma, IPU KOTOPOM HCTIONB3YIOTCS IpYTHe UCTOUHUKU YHEPTUH.

5. Bonpoc: Baxxna nmu jy1st neTei ¢ TIIMKOT€HO3aMH JTIeTa ¢ BBICOKUM COJIepKaHueM Oenka?
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OrtBet: Mcnonb30BaHue JUETHI C BBICOKUM COJIEp )KaHUEM Oelika MOXKET OBITh MOJIE3HO IS
JrOIeH € TIUKOTEHO30M 2 W 3 TUNOB. Y NAalMEHTOB € JEQHUIUTOM IIIIOK030-6-(ocdaTassl
0eNI0K HE MOXKET MpeBpalaTbcs B TIIIOKO3Y U3-3a JeQHIMTA 3TOTO KIIOUEBOro (pepmeHra.
[TaniueHTHI ¢ TIIMKOTEHO30M | THTa 00bIYHO moJydaroT 60-70% Kamopuii B BUE yrieBoaoB. B
HACTOAIIEE BpPEMsl CUMTAETCS, YTO JUETa C OTHOCUTEIBHO HU3KUM COJAEpKaHHEM >KHPOB
IPUHOCUT TOJIb3Y BCEM, MOCKOJIBKY INMPH HEKOTOPHIX (POpMax TIMKOTEHO30B HMEET MECTO
TUIEPIUIUIEMUS.

6. Bompoc: Ilpu ciayuallHBIX TMOTpeUTHOCTSAX B AueTe (KOH(ETHl, HAmpHMep) HACKOJIbKO

MOTYT
OBITH CEPbE3HBI IOCIECTBUS?

OtBer:  BaxHo  mnpunepxkuBatbcsi  cOamaHcupoBaHHOM — jguerhl.  CiiydaliHble
HEOCTOPOKHOCTH BPSIZI JIU BHI3OBYT CEPHE3HBIEC MTPOOIEMBI.

7. Bompoc: Koraa neru 3a60s1eBaroT HHPEKIMEH, COTPOBOXKAAIOMIEHCS PBOTOM, YTO
HEO0OXOANMO MPEAIPUHSTH?

OtBert: /leTsim ¢ 3a001€BaHUSIMHI HAKOIUICHUS TIIMKOTE€HA, Y KOTOPBIX HAOIIIOJaeTCs
JUTUTENIbHAsT pPBOTa, HEOOXOAMMO TMpoBeneHHEe MHGY3MOHHON Tepanuu (BBEICHHUE >KUIKOCTH
yepe3 BeHY), cojepskaieidl rimoko3y. Eciam Bbl Bble3xkaeTre 3a Mpenaesbl Balllero MecTa
[IPOXKUBAHUS, HEOOXOAMMO IMOMPOCUTH BAIEro JEYalIero Bpaua COCTABUTh MHCTPYKIHMIO B
MMCbMEHHOM BHJI€, YTOOBI MOKHO OBIJIO CIIPABUTHCS C ATOU CUTYAITUEN B UY>KOM TOPO/IE.

8. Bompoc: KakoBbI IIaHCHI, YTO Y YeJIOBEKa C 00JI€3HbI0 HAKOIUIEHUS IIIMKOreHa Oy1yT
coOCTBeHHBIE AeTH?

OTtBet: MHOTHE B3pOCTBIE C TIMKOT€HO3aMH UMEIOT COOCTBEHHBIX JIETEH.

9. Bompoc: Eciii 0661 1ByM JeTSM OJTHOTO BO3pAcTa € TIIMKOTEHO30M | THIIa, HO C Pa3HBIM
OTHOILIEHHEM K BBIIIOJHEHUIO PEKOMEHAALUI Bpaya, cefand OMOICHIO TIeUeHH, MOKHO OBLIO
ObI BUJIETh pa3HUILY B UX IEYEHU?

OrtBer: buorncus nedyeHu y maiyeHTa ¢ XOpoIlled KOMIUIAEHTHOCThIO K JIEUEHUIO OyaeT
coJiep’kaTh MeHbIIE Kupa. KoHIIeHTpaus IIIMKoreHa CyluieCTBEHHO He U3MEHUTCS.
10. Bonpoc: Ilepepactet 11 Moii peGeHOK 001€3Hb HAKOTIICHHS?

OTtBet: DTO reHeTUYeCKHi 1eeKT, KOTOPbI HaBCeTAa 3aKOAMPOBAH B TEHETHYECKON
CTPYKTYypE 4eJIOBeKa.

11. Bonpoc: [IpoBoasTcs nu riccneaoBanus 1 M300peTeHus JIeKapcTBa OT TJIMKOT€HO30B?

OtBert: B nouckax yiedenus 60sie3Hel HAKOIUIEHUS TIIMKOT'€Ha MPOBOAUTCS OTPOMHAs

pabota. Hekoropbie kimtoueBble (DEPMEHTHI BBIAEICHBI. BBICTpBIM mporpecc B MOJEKYISPHOH

TFCHETUKE Oac€T CaMbIC OIITUMUCTUYHBIC ITPOTHO3EI B 9TOH 00JIaCTH.
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Ipuiaoxkenue I'l-I'N. HIkanabl oneHKH, BONPOCHHMKU M JPyrue OLCHOYHbIE
HHCTPYMEHTbI COCTOSIHMS NAIMeHTAa, MpPHUBEACHHbIE B KJIHHUYECKHUX
PEKOMEHIALMUAX

He npumensrorcs
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