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Cnucok coxkpanieHui

AJIT — ananmHamuHOTpaHcdepaza

ACT — acnaparunamuHOTpaHcdepasza

I'b — rnmukorenoBast 60J1€3Hb

I'TT — ramma-riryramMmuntpancdepasa

I-KC® — rpanynonuTapHbiii KOJTOHUECTUMYIUPYIONIHHI GakTop
JHK — ne30xkcuprnOOHyKICOTHHOBASL KACIOTA

K®K — kpeatnnkuHaza

K®K-MB - uccienoBanne ypoBHs/aKTUBHOCTH M30()epPMEHTOB KPEaTHHKUHA3HI B KPOBU
JIALI' — nakraTaeruaporeHasa

JIITHII — niumonpoTenHsl HU3KOM INIOTHOCTH

JIITOHII — nunonpoTeruHbl OY€Hb HU3KOM TIJIOTHOCTH

MHO — mexayHapoiHOE€ HOpMAJIM30BaHHOE OTHOILLIEHHE

OTII — opToTonuyeckasi TpaHCIJIAHTAIUS [T€YEHU

[N — npoTpOMOMHOBBIN UHAEKC

CHIJA — Coenunennbie IlTtaTer AMepuku

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHNE

OIIP — sH0MmIIa3MaTUYECKUNA PETUKYITYM

3XO-KTI" — sxoxapauorpadust



TepMuUHBI U onIpeaeJeHUus

AJleHOMA TeYeHH — HOBOOOpa3oBaHUE JOOPOKAYECTBEHHOTO XapaKTepa, pa3BHBAIOIICECS B
SMUTEINATBHONW TKaHU U COCYAaX MEYEHHU.

I'emaromeraJinst — yBeqnueHue NEYECHHU.

I'unepaunugeMusi — aHOMaJIbHO MOBBIIICHHbIE KOHIIEHTPALMU JIMIIUIOB W/UIU JUIOIPOTEHHOB B
KpPOBH.

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

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

I'mnkorene3 — OGMOXMMHYECKHI MPOIECC, MPOTEKAIOIMA B OCHOBHOM B IEYEHHE U MBIIIIAX, B
pe3yJibTaTe KOTOPOTO IIFOKO03a ITPEBPAILAETCS B TIIMKOTEH.

I'nmukoreHonu3 — OMOXMMUYECKHI TMPOIECC PACIICIUICHUS] TJIMKOT€HA JIO TJIOKO3bI, KOTOPBIN
OCYIIECTBISICTCS TJIaBHBIM 00pa3oM B MEUEHU M MBIIIIAX U He TpeOyeT 3aTpaT dHEPTUH, C LEIbI0
MOAIEpKaHUs TIOCTOSIHHOTO YPOBHS TJIFOKO3bI B KPOBH.

I'nmukoau3 — MpoIecc OKUCICHUS TJIFOKO3bI, MPU KOTOPOM U3 OJIHOM MOJIEKYJIbI TJIHOKO3BI
00pa3yroTCs IBE MOJICKYJIbl TUPOBUHOTPATHOMN KUCIIOTHI.

I'mokoHeorene3 — npoiecc 00Opa3zoBaHus B MEUEHU U OTYACTH B KOPKOBOM BEIIECTBE MOYEK (OKOJIO
10 %) MoJleKy I TIIFOKO3bI U3 MOJIEKYJ APYTUX OPraHMYECKUX COCAMHEHUNW — MCTOYHHKOB SHEPTHH,
HanpuMep CBOOOIHBIX aMUHOKHUCIIOT, MOJIOYHON KUCJIOTHI, TNIULEPHHA.

JlakTaT-anumao3 — MaTOJIOTHYeCKOe COCTOSIHHE, BO3HUKAOIIEE TPU PA3IMYHBIX 3a00JICBAHHIX U
CHUHJIpOMAx, KOrja COAEpPKaHUE MOJOYHOM KHCJIOTHI B CBHIBOPOTKE KPOBHU CTOMKO MPEBBIIAET 35
MMOJIB/JI, UTO COMPSHKEHO CO CHIKeHUEeM pH apTepuaibHO KpOBH.

HeiiTponenusi — TMOHIKEHHBI YPOBEHb HEUTPOQPHUIBHBIX TPAHYJIOIUTOB B OOIIEM KJIETOYHOM
COCTaBe KPOBH JI0 ypoBHs MeHee 1500/MKit.

CreaTo3 meyeHu — HanboJee paclpOCTPAHCHHBINA TEMaTo3, MPU KOTOPOM B MEUEHOUHBIX KIETKAX
MIPOUCXOAUT HAKOIUIEHHE KHUpa.

ChIpoii KYKYPY3HBIH KpaxmaJ — 3TO Kpaxmajl, MOJy4aeMblii U3 KyKypy3bl, HE MpPOIIeAINI
KyJMHApHYI0 00paboTKy, KOTOPBIM CO3/aeT 3amac IIIOKO3bl B KHUIIIEYHUKE, OTKYJa OHA MEIJIEHHO
BCACHIBACTCSI B KPOBb, TIOITOMY NMPHUMEHEHHE CHIPOTO Kpaxmayia MO3BOJIsIeT 000MTHCH 0€3 4acToro
KpPYIJIOCYTOYHOTO KOPMJIEHHS M 30HJ0BOT'O MMUTAHMUSL.

®dudpo3 meyeHn — pa3zpacTaHUE COCAUHUTEIBLHOM TKaHU OpPraHa, BO3HMKAIOLIEE MPHU YPE3MEPHOM

HAKOIUIEHUH OEJIKOB BHEKJIETOYHOTO MAaTPHKCa (OCHOBBI COEIMHUTENbHON TKaHHU).
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1. Kparkas nadopmanus no 3a060/1eBaHUI0 WJIH COCTOSIHUIO (Tpyme

3a00J1eBaHUI MJIA COCTOSIHUH)

1.1 Onpenejienue 3a00JeBaHUSA UJIH COCTOAHNA (TPYHIbI 3200J1€eBAHNI HJIN COCTOSHUI)

I'nuxozenoevie 0one3nu (21uK02eH03bl) — 3a0071€6aHUA U3 ZPYNNbL HACIEOCHIEEHHBIX
Oonesnei oomena eeujecma, 00yCi06/1eHHbIE HAPYUICHUEM MEMADOIUIMA 2TUKO2EHA.

I'nmukoreHoBasi 00J1e3Hb, THN la (cuHOHUMMEBL: OoJyie3Hb GOH ['HMpke, remaTopeHaIbHBIN
TNIMKOT€HO3, TenaToOHe(pPOMETANbHBI  TJIMKOT€HO3, JNeDUIUT  [IoK030-6-hocdarazel) —
3a0ojeBaHre OOYCIIOBICHO HEIOCTAaTOYHOCTBIO —IIIOK030-0-pocdaraspl, YTO MPHUBOAUT K
HAKOIUICHUIO TJIMKOT€Ha HOPMAlbHOW CTPYKTYpPhl B IE€YEHH, IMOYKAX M CIH3UCTOH OO0OJIOUKe
KHIIIEYHHUKA. TUI HACIIeOBAHUS - Ay TOCOMHO-PEIIECCUBHBIN

I'niukorenoBasi 6oJie3Hb, THn Ib — 3a0oneBaHue 0O0YCIOBIIEHO HEIOCTATOYHOCTHIO
MHUKPOCOMAJIBHOTO  TpaHCmopTHOro Oenka Ti  (TpaHCiOKa3sl  IIIIOK030-6-pocdarazel) u
aCCOLIMUPOBAHHOE C M30BITOUHBIM HAKOIJIEHUEM TJIMKOT€Ha HOPMAaJIbHOW CTPYKTYpbl B IE€YCHH,
MOYKaxX M CIM3UCTOM 000J0YKe KUIlIEUHHUKA. THIl HACIeAOBAaHUS - Ay TOCOMHO-PEIIECCUBHBIN

I'nukorenoBasi 6oJie3Hb, Tun II- Oosiesns IMomme (cm. KnmHuueckue pekoMeHIanuu
«boines3ns [Tommey)

I'nmukorenoBasi 6oJiesnb, Tun III (cunonumser: OGonesnp Kopu, Oonesnp DopoOca,
JTUMUTACKCTPUHO3, NePUIUT aMuio-1, 6-riroko3uaasbl, ASQUIUT TIUKOI€H-BETBSIIEro ¢GepMeHTa
«nebOpaHvepa») — 3abojeBaHHe, OOYCIOBICHO HEIOCTATOYHOCTHIO TJUKOTEH-ICBETBSAIIETO
(depMeHTa, TMpEACTaBIEHHOrO0  amuio-1, 6-rmoko3una3ol U 4-a-riroKaHoTpaHcdepasoil, Hu
ACCOIIMUPOBAHHOE C HAKOIUICHHEM TJIMKOT€HAa aHOMAallbHOM CTPYKTYPBI C KOPOTKUMH OOKOBBIMH
BETBSAMH B TICUEHU W/WIU MBIIIIAX. B 3aBUCHMOCTH OT aKTHUBHOCTH KATaUTHYECKHX EIUHUI] U
nokanuzanuu aeurutHoro ¢pepmenTta, BeiaenstoT 4 noaruna I'b 11 tuna: Illa, IIIb, Illc u 1IId. Tun
HACJIETOBaHMs - Ay TOCOMHO-PELECCUBHBIN

I'niukorenoBasi 60s1e3ub, TN IV (cuHOHUMBI: Oone3Hb AHIepceH, aeduuut amuno-1,4:1,6-
IIIIOKaHTpaHchepasbl, JePUINUT TIMKOTeH-BETBAIETO (hepMeHTa, aMHIIONIEKTHHO3) — 3a00JIeBaHue,
00yCJIOBIIEHO  HEIOCTAaTOYHOCThIO —amumio-1, 4:1, 6-raokanTpaHcdepasbl  (TIMKOTE€H-BETBSIIETO
(dbepMeHTa) U CONPOBOKIAOIIEECS HAKOTUIGHUEM TIIMKOT€HAa aHOMAJIBHOW CTPYKTYPHI B Pa3IMYHBIX
OpraHax W TKaHsX, BKIIOYas MeYeHb ¥ MBIIIIIBI. THUIT HACTIEeTOBAaHUS - Ay TOCOMHO-PEIECCUBHBIM

I'nmukorenoBast 0oJie3Hb, TUN V (CHHOHMMBL: 0Ooie3Hb Mak-Apana, HEJOCTaTOYHOCTb
MbIIIeYHON (ochopuiasbl) - 3a00sieBaHre 00YCIOBIEHO HEAOCTATOYHOCTHIO MBIIIEYHON TIMKOTEH
dbocdopunassl, NpUBOAIIEH K HAKOIUICHUIO TIIMKOTEHa B MbIIIIAaX. THUIT HAacIeOBaHUs - Ay TOCOMHO-

PELIECCUBHBIN.



I'nmukoreHoBasi 6ojie3Hb, TUn VI (cuHOHMMEBI: Oose3Hbp Xepca (Opa), npedurut
dbochopmnazel  medeHw) — 3a0ojeBaHUE OOYCIIOBICHO HEAOCTATOYHOCTHIO  TEYCHOYHOM
¢dochopurnassl U aCCOMUMUPOBAHHOE C HAKOIUIEHUEM TJIMKOT'€HAa HOPMAJIBHOW CTPYKTYpHI B IICUCHH.
Tun HacnenoBaHUs - ayTOCOMHO-PELIECCUBHBII

I'nmuxorenoBasi 6ojie3nb, THun IXal wm IXa2 (cunommmer mnsa [Xal: X-cuersieHHBIN
IICYCHOYHEBIA TJIMKOreHo3 THna I; cuHonumbel misg 1Xa2; X-cHelUIeHHBIH IEYEHOYHBIM INIMKOTCHO3
tuna II) — 3aboneBanue 00yCIOBICHO HEIOCTATOYHOCTHIO 0-CyOBEIMHUIIBI KHHA3BI ochopriiasbl
(pochoknnaspl) meueHH U aCCOMUPOBAHHOE C M30BITOYHBIM HAKOIUIEHHEM TJUKOI€Ha B MEUCHHU.
Tun HaciienoBaHus - X-CLUEICHHBIN peIIeCCUBHBIN

I'nukorenoBasi 60J1e3Hb, THI IXb (CHHOHUMBL: E(UIUT MBIILICYHON/TIEYCHOUHON KUHA3HI
docdopminazel ayTOCOMHO-PEIIECCUBHEIN) — 3a0o0yieBaHre OOYCIOBIEHO HEIOCTATOYHOCTBIO [3-
CyOBbEeIMHHUIIBI MBIIIEYHOW/TIEYeHOYHOW KUHA3bl (ochopuiazbl U aCCOLMUPOBAHHOE C HAKOIUICHHEM
[JIMKOT€HA B IIEYEHU U MbIIIIAX. TUIl HACIeI0BaHUS - ayTOCOMHO-PELIECCUBHBII

I'nukorenoBas 00J1€3Hb, THII IXc (CUHOHUMBI: HEIOCTATOYHOCTh
TECTHKYJISIPHOW/TIe4eHOYHON M30(OpMBI Y-CyOBeAMHUIBI KUHA3bl Gochopuinazel) — 3aboJeBaHue,
00yCIIOBJIIEHO HEAOCTATOYHOCTHIO TECTUKYJISPHON/IEYCHOYHON HM30(OPMBI Y-CyObEeIMHUIIBI KHHA3HI
dbochopunassl U acCOIMUPOBAHHOE C HAKOIUICHHEM TIJIMKOTeHa B TI€UYEHM W MbIInax. Tum
HACJIEJOBaHUs - Ay TOCOMHO-PELIECCUBHBIN

I'aukoreHoBasi 60J1e3Hb, THN IXd (CHHOHUMBL: AeHUIIUT MBITIIEYHONW KUHA3BI (ocoprIIazsl
X-CIIeTIeHHBII) - 3a00eBaHue 00YCIOBICHO HEAOCTATOYHOCTHIO allb(ha-CyObeAMHUIIBI MBIIICYHON
K1Ha3bl (hochopunazsl, MPUBOAIICH K HAKOTJICHUIO TIIMKOTEHA B CKEIETHBIX MBIIIIAX.

Tun HacnenoBanus - X-CLETJIEHHBIN PEECCUBHBIN

I'nmukorenoBasi  06ojie3Hb, TUn X  (CHHOHUMBI:  HEJOCTAaTOYHOCTh  MBIMICYHOMN
¢dochorauneparmyTassl) - 3a001€BaHUE 00YCIOBIEHO HEAOCTATOUHOCTBIO (ochorauiepar MyTasbl,
MPUBOAIIECH K HAKOIUIEHUIO IJIMKOT€HA B CKEJETHBIX MbIMINAaxX. Tl HacieloBaHUs - ayTOCOMHO-
PELIECCUBHBIN.

I'nmukorenoBasi 60J1e3Hb, TUN XI (CHHOHUMBI: AEPUIIUT MBIIICYHON JIAKTATICTUIAPOTEHA3HI
A) - 3aboneBaHue OOYCJIOBIEHO HEIOCTATOYHOCTHIO JAKTAaTACTHAPOTeHa3bl A B MHUOIUTAX,
MPUBOAIIECH K HAKOIUIEHUIO IJIMKOT€HA B CKEJETHBIX MbIIAX. TN HacieloBaHUs - ayTOCOMHO-
PELIECCUBHBIN.

Cunapom ®ankoHu-bukensi (remaTopeHalbHbIN TNIHKOTEHO3 € CHHIpoMOM {DaHKOHW,
TNIMKOTeHo3, Tun @aHKOHM, TIWKOreHoBas Oone3Hb. XI) - 3a0oneBanue OOYCIOBIECHO
HEJIOCTAaTOYHOCTBIO TIIOKO3-TpaHCcHopTepa 2, KOTopas NPUBOJUT K HAKOIUIEHHIO TJIMKOreHa B

IIEYEHU U NTOYKaX. THIl HACIEeTOBAHMS - AyTOCOMHO-PELIECCUBHBIN.



I'iukoreHoBasi 6ojie3Hb, TUN ( (CHHOHWMBI: arjJUKOTE€HO3, NEMUIUT TEUCHOYHOW WU
MBIIIEYHON TIMKOTEHCUHTA3bl) — 3a00JIeBaHNe 00YCIOBICHO HEAOCTATOYHOCTHIO TIIMKOTCHCHHTA3HI
B IEYEHU WJIM B MBIIIIAX, KOTOPOE MPUBOAUT K HAPYIICHUIO CUHTE3a [NIMKOTeHa B MEYEHU, MBIIIIAX
B 3aBucuMOCTH OT joKanu3auuu AeGUUUTHOrO (HepMEHTa, BBIACISIOT MEYCHOUYHYI0 M MBIIICYHYIO
¢dopmy 3aboneBanus. Tun HaciIeOBaHUS - Ay TOCOMHO-PEIIECCUBHBIN

BoJie3Hb HAKOIUIEHUSI TJHKOTeHa B cepjile, BPOXKIAeHHAs, JeTajdbHas (CHHOHUMBI:
HEJ0CTaTOYHOCTh (ochopmuinazkuHazel cepana, PRKAG2-cunapom) 3abosneBaHue 00YyCIOBICHO
HEJOCTAaTOYHOCThIO  (ochopuiazkiuHa3bl B  KApAHUOMHUOIMTAX, MPUBOASIIEH K HAKOIUICHUIO

[JIMKOT€HA B CEPICYHON MbIIILE. THUI HACIEAOBAaHUS - Ay TOCOMHO-TOMHUHAHTHBIN.

1.2 DTHOJOrMS M HATOreHe3 3a00J1eBaHUs WU COCTOSHHUA (Ipynnbl 3200JeBAHUI WU
COCTOSTHM )

I'makorenoBas 00J1e3Hb, THII 1a

3aboneBanre 00yCIOBICHO MATOI€HHBIMU BapuaHTamMu reHa G6PC, KOAUPYIOIIEeM TII0K030-
6-bocdarazy, 9TO TPHUBOAWT K €€ HEIOCTATOYHOCTH B IEYCHH, TOYKAX, CIM3UCTOH OO0OJIOYKE
KMILIEYHHKA, a TAKK€ B OCTPOBKAX [-KJIETOK IMOKEITYyJOYHOW >KeJe3bl U KEIYHOro mys3bips. ['eH
kaptupoBan Ha 17q21.31.[1, 2].

['mroko030-6-pochaTaza katanu3upyeT KOHEUHYIO PEaKIMI0 KaK TIJIFOKOHEOTeHe3a, TaK u
TUAPOJIN3a TIUKOTeHA, THAPOJIN3YS TITIOK030-6-pocdaT Ha ToK03y U Heopranudeckuid ¢ocdart (Pi)
U SBISSACH €AMHCTBEHHBIM MCTOYHMKOM OO€CIEeYeHMs] OpraHu3Ma OOJBIIMMH KOHIIEHTPALMSIMU
rioko3bl. HecrmocoOHOCTE opraHn3Ma 00JIbHOr0 MPEBPATUTh IUIFOK030-0-pochaT B INIIOKO3Y BEAET K
TUMOTJIMKEMUH JIaX€ TIPU KPAaTKOBPEMEHHOM TOJIOJIaHUM U3-3a ONOKaAbl TIWKOTCHOIH3a U
IJIIOKOHEOT€He3a U K HaKOIJIEHUIO INIMKOTeHa B MIEUEHU, TOYKax M CIU3UCTON 000JI0UKe KUIIEYHHKA,
npuBoJsi K nuchyHKuuu 3THX opraHoB [1, 3]. Hakomnenue cybcrpata OJOKMpOBaHHOM peakluw,
TII0K030-6-pocdara, cTUMYIUPYeT TIMKOIU3 M HAKOIUICHHWE JIaKTaTa, KOTOPBIM, CHHTE3UPYSICH B
SPUTPOLIUTAX W MBIIICUYHON TKAaHU, HE MOXET OBITh MpPEBpAIleH B TIIOKO3Y B medeHH (OIokaaa
[JIIOKOHEOoreHes3a). ['ummoriaukeMuss OOyCIIOBIMBAE€T OTHOCHTENBHO HHU3KYH0  KOHIIEHTPAILMIO
nHcynuHa. CHHMKAeTCs COOTHOIICHHWE WHCYJIMH/TIIOKArOH, CTUMYJIHMPYS JHUIOIU3, U MOBBIIIAETCS
YPOBEHb KHUPHBIX KHUCIOT B Mia3Mme. CTUMyNSLMS TJIMKOJIW3a BEAET K YBEIUYEHHUIO CHHTE3a
riuiepona u anetun-KoA, cyberparoB u KohakTOpOB CHHTE3a TPUTITUIEPUIOB B TIeUeHHU. [ mokaron
TaKK€ CTHUMYJIUPYET METa0OJMYecKHe IyTH, YyTHETAIoU[e [-OKUCJIEHHWE >KUPHBIX KHUCJIOT B

MUTOXOHJIPUSIX, YTO COIPOBOXKIAETCS TUKApOOHOBOM anmmmypueit. [1oCKoIbKy CKOpOCTh CHHTE3a



aTOJIUTIONIPOTEMHOB M OOpa30BaHMs JIMIONPOTEHMHOB oOuYeHb HHu3koW mmioTHoctH (JIIIOHIT) u
aunonporenHoB Hu3kod miotHocty (JIIIHII) oTcraer or yckopeHHOro cuHTE3a JMUIHMIOB, B
rernaTouuTax oO0pa3yroTcs Kaluld >KUpa, BBI3BIBAS BBIPAKCHHYIO TeMaTOMETaTUI0  (KUpOBas
nHOWIbTpauus, cTearo3 nedeHu). JlakTar sBiseTcss KOHKYPEHTHbIM HMHIHOUTOPOM I1OYEYHO-
KaHaJIbLIEBOM CEKpelru ypaToB, YTO BEAET K TMIEPYPUKEMUHU U T'MIIOYPUKO3ypuu. ['unepypuxkemus
SBJIIETCS CJIEJCTBUEM HE TOJIBKO CHM)KEHMSI [TIOYEYHOI'O KJIMPEHCA, HO U TUIEPHPOAYKLIUHA MOUYEBOI
KHUCJIOTHl B pe3yJbTaTeé HCTOIICHUS BHYTPHUIIEYEHOUHOro (pocdara M yCKOPEHHOH Jerpananuu
aJICMHOBBIX HYKJIEOTUIOB [4, 5].

Mexanusmsl popMupoBaHus (OKaIbHO-CETMEHTAPHOTO IioMepyJiockieposa npu I'b I tuna
OKOHYaTeNbHO He scHbl. [IpeanonoxurensHo, ¢GopmMupoBaHue (hoKaabHO-CErMEHTAPHOTO
IJIOMEPYJIOCKIIEPO3a CBSI3aHO TaKXKE C MEPCUCTUPYIOLIEH TMIEepIuNuAeMuei, Hano1o0ue Toro, Kak
3TO MPOUCXOAMUT MPHU NMEPBUUHOM HEPPOTUYECKOM CHHIPOME C HEaJEKBATHBIM KOHTPOJEM YaCTOTHI
peLMIUBOB M aKTUBHOCTH Oose3Hu. Ha ponb Apyrux maroreHeTHdyeckuX (PakTopoB MpPETEHAYIOT
apTepualibHas TMIepTeH3us, Hepeako Bo3HuKatoulas npu I'b I tuna, u runepypukemus. (6, 7].

I'nukorenoBas 60J1e3Hb, TUN Ib
3a0oneBanne OOYyCIIOBJIEHO TMaTOreHHbIMU Bapuantamu reHa SLCI7A4, KOOUpYIOUIEero
MHUKPOCOMaJIbHBIN TpaHcHOpTHBINA Oenok Ti (TpaHcnokasy ritoko30-6-gocdatassl), 4TO IPUBOAUT K
€€ HEJOCTaTOYHOCTU B IEYEHHU, MOYKaxX, CIM3UCTOM OOO0JIOUKE KHILIEYHHMKA. ['eH KapTupoBaH Ha
11g23.3.

PacnonoxeHue akTUBHOTO LIEHTpa IITI0K030-6-hocdarasbl B MPOCBETE IHAOMIA3MATHYECKOTO
perukynyma (OIIP) o0ycnoBnuBaeT HEOOXOAMMOCTh TPAHCHOPTUPOBKH BCEX CyOCTpaToB W
MIPOJIYKTOB peaKIMU, KaTaauzupyeMoil epmentom, uepe3 memopany DIIP. Henocrarounocts Genka
T1 compoBoXAaeTcsi HEJOCTATOYHOCTHIO TIIOK030-6-pocdaTasbl [1]. CnenudpuieckuM mpu3HAKOM
I'b Ib Tuna sBnsercs HEUTpoONeHHsT U yXyJIIeHHe (QYHKUUU HEUTpopmioB. Y Takux OOJIbHBIX
HapyIlleHa Kak JBUraTejbHas CoCOOHOCTh HEUTPO(UIIOB, TaK U UX AKTUBHOCTH IPH PECITUPATOPHOM
B3pbiBe. KpoMe TOro, 3T mNaTOJOTMYECKHE H3MEHEHHS MOTYT OBITh CBSI3aHbl C HapylLIEHHEM
TpaHCIOpPTa TJIIOKO3bI uepe3 MeMOpaHy mnoiauMopgHOsAepHbIX JielkouuToB. CornacHo
CYLIECTBYIOIIUM MPEINOI0KEHUAM, MHKPOCOMAIBHBIM TpaHCHOPT TJOK030-0-pocdara wurpaer
OIpEJICIEHHYI0O pPOJIb B AHTHOKCUIAHTHOW 3alluTe HEUTpo(dUIOB, a reHeTHyeckas MOJOMKa
TPaHCIIOKa3bl TIIIOK030-6-pocdara3pl BeleT K HapyLIEHUIO KJIETOYHBIX (YHKIMI, B 4YacTHOCTH,
arornro3a, 4To MOXET CIYKUThb 0ObACHEHHEM HelTpodumibHON nuchynkuuu y OonbHbix ¢ I'b Ib
tumna [§, 9].

I'nuxorenoBast 60s1e3ub, THI 111



3aboneBanne OOYCJIOBJIICHO TATOTEHHBIMU BapuaHTamMu TeHa AGL, KOIUPYIOIIETO TJIUKOTeH-
JeBETBALINNA GepMeHT («1edpaHuepy), KOTOPBIH MpeACcTaBisieT co00i O0NIBIION MOHOMEPHBIN OETI0K
C MOJIEKYJISIpHOM Maccol mpuban3utenbHo 160kl 1 uMeeT 2 KaTaauTUYEeCKUX €AUHMIBL: aMuio-1,6-
IIIIOKO3UAa3y U 4-0-rirokaHoTpaHcdepasy, crnocoOHble (YHKIIMOHUPOBATH HE3aBUCUMO JPYr OT
JpyTra, OJHAKO JUIsl HOPMAJIBHOTO JEHCTBUS AEBETBsIIEro pepMeHTa Heo0X0[uMa aKTUBHOCTh 00euX
KaTaIuTH4ecKuX enuHull. Ilogasistoniee OOJBIIMHCTBO OOJBHBIX UMEIOT JNE(UIMT TOrO HH3MMA
Kak B MEYEHH, TaK U B MOMEPEYHO-TIOJIOCATHIX MBIIIIAX, BKIOYas cepacunyto (moarum Illa), onnaxo
npuMepHo y 15% manueHToB oH oTMedaercs Tojbko B neueHu (moarum IIlb). Hannuue ykazaHHbIX
MOJATUIIOB OOBICHSETCS pa3IM4HONl dSKcrpeccueidl ¢epMeHTa B TKaHsAX. B penkux cimyuasx
CEJIEKTUBHOE CHIKEHHE aKTUBHOCTH 0o aMuJiIo-1,6-rJIroK0311a35l, 1mmbo 4-0-
rIIIoKaHoTpaHcdepassl npuBouT K passutuio noarunos Illc u IIId 6one3nu, cooTBeTcTBeHHO. ['eH
KapTupoBaH Ha 1p21.2. [1].

Amurno-1,6-raroko3ua3a  yyacTByeT B METa0ONU3ME TJIMKOTeHa B TOYKaX BETBICHUS
TJIMKOTEHOBOTO «aepeBay. MepMeHT sBisieTcss OM(YHKIIMOHAIBHBIM, C OJTHOW CTOPOHBI TpeBpaIas
JUMUT-JIEKCTPUH B TVIMKOTCH C HAPYKHBIMH IIETISIMA HOPMAITBHOW JITUHBI U, C JIPYTOi, OCBOOOXKIast
TJIIOKO3y MyTeM Tuaponusa o-1,6-raroko3unHoi cBsizu. HemoctarodyHOCTh (hepMeHTa MPUBOAMUT K
HapyUICHUIO Mpolecca TIMKOTEHOJIM3a, MPUBOJAS K HAKOIUIEHWIO B TKaHSAX (II€YEHb, MBIIIIIIHI)
MOJICKYJI TJIMKOT€HAa aHOMaJIbHOW ()OPMBI C YKOPOUEHHBIMU HApPYXHBIMH LEMSIMH, KOTOPBIA
OKa3bIBaeT IIUTOTOKCUYECKOE JMACHUCTBHE, NMPHUBOIAS K AUCOYHKIHHA COOTBETCTBYIOIIMX OPTaHOB.
Mexanu3mbl (HOpMHPOBAHUS TUIIOTTUKEMUU U JIAKTAaTallM03a CXOAHBI ¢ TakoBbIMU Tipu I'b I Tma
[10,11].

I'nukorenoBas 60J1e3Hb, THI [V
3aboneBanue OOYyCIIOBICHO NMATOT€HHBIMU Bapuantamu TeHa GBEI, komupyromiem amuio-1,4:1,6-
rIoKaHTpancdepasy, 4TO MPUBOAUT K €€ HEJOCTaTOYHOCTH B TI€YEHHU, MBIIIIAX, JEHKOIUTAX,
sputponmTax u ¢pudpobdiacrax. ['en kaprupoBan Ha 3p12.2.

Amuno-1,4:1,6-rmrokanTpadcdepaza ydyacTByeT B MeETa0OJM3ME TIJIMKOTeHa IpU TOYKax
BETBJICHUS TJIMKOI'€HOBOTO «JjepeBa». HemocraTouHocTh ¢epmeHTa 0OyCIOBIMBAET HapylleHUE
HOPMaJbHOTO CHHTE3a TJIMKOTEHA, BCJEICTBHE Yero oOpa3yeTcss aHOMaJbHBIA MONHCAXapuji C
aMIIONIEKTUHOMOA00HOM CTPYKTYpOU (MOJIUTIIUKO3TINKAH), KOTOPBINA, HAKAMIUBAsCh B PA3IUYHBIX
TKaHSX, BKITFOYas TI€YEHb U MBIIIIIBI, TOBPEXKIAET UX KieTku [1, 12].

I'nuxorenoBasi 60J1e3Hb, THII V

3aboneBaHrne OOYCIOBIIGHO TMAaTOTEHHBIMH BapuaHTamu TeHa PYGM, KoIupyoIero

MbIIeuHyto ¢ocdopunazy. I'en kaprupoBan Ha 11ql3.1. BcenencrBue aeduuuTa MBIIIEUHOM
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dbochopriaszel HapymiaeTcsl pacIieIUICHHe TIMKOTeHa 10 TI0K030-1-pocdara, B pesynbraTe dero
MPOUCXOAUT HAKOIUICHUE TIIMKOT'€Ha B MBIIIIIAX.

I'nukorenoBasi 60J1e3Hb, THII VI

3aboeBaHre BO3HUKAET BCIICJICTBHE MATOTEHHBIX BapHaHTOB TeHa PYGL, Koaupyromiero
dhochopmiazy neuenu. I'en kaptupoBan Ha 14q21.1. [1].

Jedumur mnedeHouHoil ¢ocdopmiiaspl, KaTATH3UPYIONICH TEPBYI0 PEAKIUI0 pacmajaa
TJIMKOTeHA, BEJIET K €r0 M30BITOYHOMY HAKOIUICHUIO B TenaronuTax [13,14].

I'makorenosas 6oJ1e3nb, THI IXal n I1Xa2

3aboneBanrue OOYCIIOBIICHO NATOTCHHBIMH BapuaHTaMu TeHa PHKA2, KOaupyrooumero oo-
CyOBeIMHHUILY TICUEHOYHOM KMHA3bI (OCcOpHIIashl, 4YTO MPUBOIUT K €€ HEJOCTATOYHOCTH B MEYCHH U
sputpouutax (moarun [Xal) wiu tonsko B neuenu (noxarun [Xa2). I'en kaptuposan Ha Xp22.13. [1].

I'makorenoBas 6oJ1e3nb, THI IXb

3aboneBanrue OOYCJIOBIEHO NATOreHHBIMU BapuaHTamu reHa PHKB, xoaupyromiem [3-
CyOBeIMHHMILY MBIIICYHOW/TIeYeHOUHOM KHa3bl (hocopuinassl. I'eH kapTuposan Ha 16q12.1.

I'nukorenoBas 60.1e3Hb, THN [Xc

3a0oneBanrue OOYCIOBJICHO TMAaTOT€HHBIMH BapuaHtamMmu reHa PHKG2, xoaupyrolem
TECTUKYJISIPHYIO/TIEYCHOUYHYI0 M30pOopMy Y-CyObennHUIbl KMHA3bl dochopunaspl. ['eH kapTupoBaH
Ha 16pl1.2.

I'nukorenoBas 6oJ1e3Hb, THN 1Xd

3aboneBaHue OOYCIIOBIEHO MATOICHHbIMU BapuaHTamMu TreHa PHKAI xoxupyomeM
MBIILIEYHYIO H30(opMy anbda-cyOobequHULBI KHHA3bI pochopuiiassl. ['en kapTupoBan Ha Xq/3.1.

ITaToreHes riiMKOreHoBbIX 0o0Jie3Hel, Tun IX

Hedunut 1r060it u3 cydobenuuuil KuHassl ¢pochopuiiassl b HapymaeT nporecc Gocdoponnsa
nedyeHoyHoH (ocdopunazel b B pocopunasy, a, 4To BeJeT K HapyIICHUIO aKTUBALIUKN MOCIEeTHEH U
B WUTOr€ — K HEBO3MOXKHOCTH pacllerieHus riukoreHa. docgokuHaza cocTouT u3 4 pa3HbIX
CyOBbEeIMHHUL, KOKIYI0O U3 KOTOPBIX KOAUPYIOT pa3IMYHbIE I'€HbI, PACIOJIaratoluecs: Ha pa3InyHbIX
XpoMOcOMax U MO-pa3sHOMY 3KCIPECCUPYIOLIUECS B pa3NuyHbIX TKaHiX: o (PHKA?2), B (PHKAB), y
(PHKG2), & (CALMI). CyObeauHullbl o0 U [3 BBIIOJHSIOT PEryJsTOpHble (YHKIUH, Y —
KaTaJUTHYeCKyI0 GYHKIHMIO, a § — (yHKIHIO cBa3biBaHus HoHoB Ca’’. CyObeMHHIA 0. UMEET JBE
n30OopMbl  —  MBIIIEYHYIO U  TE€YEHOYHYI0, KOIHpPYyEeMble JIByMS pa3HbIMH TI'€HaMH,
pacnonaratomumucs Ha X-xpomocome Henocrarounocts kuHa3bl hochopuiasel, B 3aBUCUMOCTH OT
130(OpMBI, IPUBOJUT K HAKOIJICHUIO TNIMKOTEHA B MEYEHH, B MEYCHU U MBIIIAX, H30JUPOBAHHO B
MbIIIax, B cepaue [15,16].

I'nukoreHoBasi 60J1€3Hb, THIT X
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https://omim.org/geneMap/X/407?start=-3&limit=10&highlight=407

3aboneBanrue OOYCIOBIECHO TATOTEHHBIMH BapuaHTamMu TeHa PGAM?2, xkomupyromiem
MBbIIIeYHYI0 (ocdormuuepar myrtazy. ['en kaprtupoBan Ha 7pl3. Hemocrtarounocts ¢epmenTa
MPUBOJIUT K HApYIIEHUIO TpeBpamieHus 3-pocdormunepar, B 2-hocdornumepar, HapyIICHUIO
IIPOLIECCOB INIMKOJIN3a U HAKOIUIEHHUIO TJIMKOT€HA B MBIIIILAX

I'makorenoBas 60J1e3Hb, THI XI

3aboneBanue OOyCIOBIEHO TMATOTCHHBIMU BapuaHTamMu TeHa LDHA, xoaupyromem
cybenuuuiy A makrataeruaporenassl. ['en kaprupoBaH Ha 11pl5. Henmocrarounocts ¢epmeHTa
IIPUBOAUT K HAPYLIECHUIO IPOLIECCOB INIMKOIN3a U HAKOIUIEHUIO TJIMKOI€HA B MbIIIILAX.

Cunapom Pankonu-bukess

3aboneBanne OOYCIOBJICHO TIaTOTEHHBIMH BapuaHtamu reHa SLC2A42, xoaupyrouem
rioko3o-Tpancmoprep 2. I'en kaprupoBan Ha 3q26.2. HemocrarouHocth hepMeHTa MPHUBOIUT K
HapyIIEHUIO TPAHCHOPTA TJIOKO3bl M TajakTO3bl yepe3 KJIETOUHYI0 MeMOpaHy B TIenaToLuTax,
SMUTEINU KUIIEYHUKA M TOYEYHBIX KaHAJIBLEB, YTO MPUBOJUT K HAKOIUICHHUIO INIMKOI'€HA B KJIETKaX.

I'nukorenoBas 601e3Hb, THI (

3aboneBanne 0OYCIIOBICHO MATOTEHHBIMH BapuaHTamMu reHoB GYS2 u GYS2, xoaupyromux
MIEYEHOUYHYIO M MBIIIEUHYI TJIMKOreHcuHTtasy. ['en kaptupoBaH Ha 12pl2.1 — nns nedyeHO4HOU
dopmer, 1 Ha 19q13.33 — g mbimeyHo. HemocTaToyHOCTh TIIMKOTCHCHMHTA3bl MPUBOJUT K
HEBO3MOXXHOCTH CHHTE€3a TIJIMKOT€HA, U COOTBETCTBEHHO, K BBIPA)KEHHOMY CHMKEHHUIO €ro
COJIep’KaHus B IEUEHU WJIM MBIIIIIAX.

Bos1e3Hb HaKoOIUIEHUsl TVINKOTeHa B cep/Alle, BPOKIEHHAas, JieTaJbHAas

3aboneBaHue OOYCIIOBJIEHO NAaTOT€HHBIMU BapuaHTamMu reHa PRKAG2, koaupymoomem y2-
cyObenuHuLly 5’aieHo3uHMOHO(OChaT-aKkTUBUPYEMOil poTenHKUHa3bl. ['en kapTupoBan Ha 7q36.1.
HenocraTouHocTh ¢epMeHTa MPUBOAMT K HApPYLIEHUIO pEryisuuu aneHo3uHTpudocharta (ATD),

HapyUICHUIO MeTa00I13Ma TIIFOKO3bI U JKUPHBIX KUCJIOT, OTJIOKCHUTIO I'NIMKOT'CHA B KapAUOMUOINUTAX.

1.3 DnuaemMuoJorus 3a00JeBaHUd WJIM cOCTOAHMA (rpynnbl  3a00JeBaAHUN WU
COCTOSIHM )

YacroTa BCTpeuaeMOCTH INIMKOTEHOBBIX Oose3Hei coctasisietr oT 1 Ha 20 000 go 1 Ha 40 000

HOBOpOXAeHHBIX [17]. Hanbomnee gacTo BcTpedaroTcst rMKOTeHOBast 6ose3Hb, Thn 1, tum I, Tunm VI
u tun IX.
I'b Ia Tuna Bctpevaercs npumepHo y 80% maruenToB cpenu Beex 6oibHbIX ['B I Tma [18].

UYactora Bctpewaemoctu I'b la tTuma B oOmieit momymsiuu coctasmsier 1:100 000-300 000, cpenm
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eBpeeB amikeHasu -1:20 000 [2]. I'b Ib tuna BcTpeuaercss nmpumepHo y 20% mMmanueHTOB Bcex
6ompHBIX ['b I TN [2].

I'b III Tuna Bcrpeuaercs y 24% ot Bcex nauuentoB ¢ I'b. Yacrora nanHoro 3aboseBaHus B
EBponie coctaBnger 1:83 000 >xuBbIXx HOBOpOXkAeHHBIX, 1:5400 - B U3pawmne, Ha dPapoilckux
octpoBax (CeBepHas Atmantuka) 1:3600 HOBOPOXXKIEHHBIX OIMMCAaHBI, YTO CBSI3aHO C 3PdexkToM
ocHoBarens [19].

I'b, Tun VI Berpeuaercs ¢ yactoroit 1:100 000 HOBOPOKI€HHBIX.

I'b, tun IX mnpaktuyecku B 25% ciydaeB oO0ycJOBIIEHA HEIOCTATOYHOCTBHIO anbda-2
cyObenuHuIbl KuHa3zbl (ocdopunassl, coorBerctBeHHOo ['b, Tunm IXa sBnsercs wHaumbosee

pacnpoctpanenHoi cpenu I'b tuna [16,21].

1.4 Oco0eHHOCTH KOIUPOBAHHNS 3200JIeBaHUS HWJIHM COCTOSHUSA (IPynnbl 3a00J1eBaHUM

MJIM COCTOSIHMI) 10 MeKIVHAPOIHOH CTATHCTHYECKOH Kiaaccudukammm 0o1e3Heid M npoodJiem,

CBA3AHHBIX CO 310POBHEM

E74.0 — bone3nu HakomjIeHus TIIUKOT€Ha.

1.5 Kaaccudukauus 3a00j1eBAHUA WM __COCTOSSHUS (TPynnbl _3200JIeBAHUIN WU

COCTOSIHMA)

B HacTosimiee BpeMsi MPUHATO HUCIOJIB30BATh Kiaccuukanuio, npeanoxennyro J[x. Kopu B
1954 r. ¥ MOCTPOEHHYI0O MO XPOHOJOrMYecKoMy HpuHUuUIy: Tulbl I'b 0003Havar0OTCsT pUMCKUMHU
nudpamMu ¥ pacrojiaraloTcs B MOPSIKE OTKPBITHS CHHAPOMOB M COOTBETCTBYIOUIMX (DEPMEHTHBIX
nedexroB. IlpuBogumas pabouas knaccudukanus ['b yuuteiBaer Tunel 3a0oneBaHMs, (HEPMEHT,
HEJIOCTATOYHOCTh KOTOPOI'O NPHUBENIA K Pa3BUTHIO KIMHUYECKON KAPTUHBI, BOKHEUIINE KIMHHUKO-
nabopaTopHbIe XapaKTePUCTUKU, OCOOCHHOCTH T€UEHUs U MporHo3a 3toi naronoruu (Ilpunoxenne

A3.2).

1.6 Kiannauyeckas KapTHHA 3200JeBAHUS HWJIM COCTOSHHSA (Tpynnbl 3a00JeBaHUIi WM

COCTOSIHMIT)

I'nuxorenoBasi 60J1e3Hb, THII 1A

Bo3spact Hauana 6one3Hn — HeoHATaIbHBIN Mepuo, yarie 1-it roj xxu3nu (B 3—4 mec).
OCHOBHBIE KIMHHUYECKHE IIPOABJICHUSA 3a00JIEBAHHUS: 3aCPIKKa (I)I/ISI/I‘ICCKOI‘O pa3BuUTHA,
«KYKOIIBHOE» JIMIIO, OOJBINOHN, BBICTYMAIOIIUNA JXUBOT, remaToMeranus, AudQy3Has MbIIICYHAS

TUIIOTOHMSA, KCAHTOMBI Ha KOXK€.
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B GonpmmHCTBE ciydaeB 3a0osieBaHue MaHU(DECTUPYET OCTPO: AMHU30IbI CIIA0OCTH, BSIIOCTH,
BIUIOTH 7O KOMBI, OOYCJIOBIIEHHBIC THIIOTJIMKEMUEH M JAKTaTallMJ030M. Y 4YacTH IalUeHTOB
pa3BHUBACTCS CyIOPOKHBINA CHHAPOM, OOYCIIOBICHHBIN TUITOTITUKEMUEH.

Co croponbl JKKT BeisiBiIsSIeTCS renaroMeranusi, HapylieHne (QyHKUUW MEYEeHU, NMEeUSHOUHAs
HEJIOCTAaTOYHOCTb. MOXKET pa3BUBaTbCAd aJEHOMATO3 II€YEHU, WMEIUMHA CKIOHHOCTh K
3JIOKAUECTBEHHOMY TE€PEPOXKICHUIO (TermaroMa, renaroueunoyisipHas KapuuHoMma). I[leuenounsie
aJIEHOMBI OTHOCSITCSA K XOpOIIO U3BECTHBIM OclIo)KHEHUsM ['b I tuma. IlosiBnenne aneHoMBbl eyeHU
pu ['b Bo3MokHO B 11000M BO3pacTe, OJHAKO OOBIYHO OHH 00Pa3ylOTCsl MEXYy BTOPHIM U TPETbUM
JECATUIICTUEM JKU3HHU € 9acTOTO OT 16 10 75%, KoTOpas He 3aBUCHUT OT IoJja nanueHtoB. Ha done
TUTICPIUITHIEMUAN MOXKET CPOPMHUPOBATHCS XPOHHUECKUN TTAaHKPEATHT.

[Topaxenne Tmodek BKIOYaeT B ce0s (OKaTbHO-CErMEHTAPHBIA TIIOMEPYJIOCKIEPO3,
COMPOBOXKAAIINNA NPOTCHHYPHEH U CHIDKEHHEM [MOYEYHBIX (PYyHKIMA, HEPPOKaIbIIMHO3,
aMmiIono3, cuHapoM DaHKOHU, AWCTAIbHBIA IMOYEYHO-TYOYJISIPHBIM auao3 C HUCXOAOM B
XPOHUYECKYIO TOYCYHYI0 HEJOCTaTOYHOCTh, TPEOYIOIIYI0 TeMOAWAIN3a W/WIM TpaHCIUIAHTAIHH
nouek [18,22]. B mocT myOepTaTHBIN MEepuoj Ha TEPBBIM IJIaH BBICTYMAET THIEPYPUKEMHS C €€
KJIMHUYECKUMU OCJIOKHEHUAMHU [23, 24].

Takke xapakTepHbl HOCOBBIE KpPOBOTEUYEHHS, OCTEOIIEHMS, OCTEOIOPO3, CKIOHHOCTh K
repesioMamM, THIOTOHATN3M.

Y HEKOTOpBIX TAIMEHTOB PAa3BHBACTCS JIETOYHAs THUIEPTEH3MUs, MPOrPecCUpYIolas B
XPOHUYECKYIO CEPACUYHYIO HEJOCTATOUHOCTh U MIPUBOJSIIAS K CMEPTH B FOHOIIIECKOM BO3pacTe.

[lopaxxeHre = TOJOBHOTO  MO3ra, BO3HMKAae€T  BCJIEACTBUE  MOBTOPHBIX  TSKEIBIX
TUTIOTJIMKEMHYECKUX aTaK, HEPEJIKO BhIsABIIsAEeTCS Y anuenToB ¢ ['b I tuma [25].

[Topaxenue mpin npu I'b [a Tuna npotekaer ¢ popmMupoBaHEM MUONIATUYECKOTO CHHAPOMA
1 HapymeHueM (yHKUIUU MBI, CHMOTOMBI OONIE3HH XapaKTepPU3YIOTCS HAUYHEM BBIPAKEHHOM
MBIIIEYHON TUIIOTOHUU C TIOCTEAYIONUM HapacTaHUEM CIIa00CTH U aTPOPUU MBIIII] MPOKCUMATBHBIX
OTJIEJIOB PYK U HOT (aMHOTpO(UUYECKUI CUMIITOMOKOMILIEKC) [26].

[Tpu maGopaTopHOM HCCNEOBAaHUU BBISBISIOTCS TUTIOTJIMKEMHUS, JIAKTATAIM103, TTOBBIIIICHUE
ACT, AJIT, runepypukeMusi, TUTIEPIUMUIEMHUS (3HAUUTENBHOE TIOBBIIIIEHHE YPOBHS TPUTIIULIEPHIOB,
yMEpPEHHOE TOBBIIIEHHE YPOBHS (OCHOTUMHUIOB, JTUIMONPOTEUHOB, Xonectepuna, JIITHII, Huzkwmii

ypoBens JITIBIT).

I'makorenosas 00J1e30b, THI Ib

B03paCT Hauaja 3a00JIeBaHUs — HEOHATAIbHBII nepuon u HCpBBIﬁ o4 )KU3HH.
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OcHOBHbIE KJIMHUYECKHE IMPOSBICHUS 3a00JieBaHUs; 3aJepKKa (PU3MUECKOro pa3BUTHS,
«KYKOJIbHOE» JUI0, OOJNBINOH, BBICTYNAIOUIMA KHUBOT, (ypyHKYJIe3bl, NepUOpalbHbIE H
nepuaHalibHbIe U3bA3BICHHS. B O0NbIIMHCTBE cilydyaeB 3a00JieBaHEe HAYMHAETCS OCTPO, C SIH30/I0B
ci1abocTH, BSJIOCTH, HApYyIIEHUs CO3HAHUS, BIUIOTH JO KOMBI B CBS3M C THUIOINIMKEMHEH WU
BBIPA)KCHHBIM JIAKTATAIIUJ030M, YTO CBA3aHO C YBEJIMYEHHEM HMHTEPBAIA MEXIY KOPMIICHUSIMU.
[TopakeHue medeHU BKIIOYAECT B ce0sl remaToMErayivio, HapylleHne (yHKIUHM MEYeHH, BIUIOTH IO
pa3BUTUS LUPpPO3a, aJCHOMATO3 II€YEHW, HMCEIOIIMM CKIOHHOCTh K  3JI0KQY€CTBEHHOMY
MEePEePOKICHUIO (renaroMa, refnaTouesuTIoNspHas KapuuHOMa). Y NallMeHTOB 4YacTO Pa3BHBAIOTCS
MMaHKPEATHUTBHI.

Jns 3aboneBaHusi XapakTepHBl TSDKEIbIE pElUIUBUpPYIOMME HHPEKIHH, (YpPYHKYIIE3HI,
CTOMATUTBI, THHTUBUTHI, OTUTHI, BOCHAJHUTEIbHbIC 3a00JIEBaHUS KHUIIEYHHKA, YTO CBSI3aHO C
HaJIMYMEeM HEUTPOTeHUU U AUC)YHKIUU HEUTPODUIOB.

[Topaxenne TmOYEK BKIJIOYAET B ce0s MPOTEUHYPUIO, THUIEPYPUKEMHUIO, (HOKaIbHO-
CErMEHTapHbIN ITIOMEPYIOCKIEPO3, HEPPOKATIBIMHO3, aMHIION103, CUHJIpOM (DaHKOHHU, TUCTAJIbHBIN
MIOYEYHO-TYOYJIAPHBIN aI[1/103 C UCXOA0M B XPOHUUYECKYIO IIOYEUHYIO HEOCTATOYHOCTD,

B panHOIl rpymnme mnaiueHTOB IOBBIIIEHA YacTOTa BCTPEYAEMOCTH ayTOMMMYHHBIX
MOPaXEHUM IMUTOBUIHOM Kese3bl U runoTupeosa. [27,28,29,30].

[Ipu  nabopaTopHOM  HCCIEAOBAHWU  BBIIBJISIOTCS ~ HEWTPOIIEHUS,  TUIOTIMKEMHUS,
naktarauuao3, noseimienne ACT, AJIT, runepypukemusi, THUNEPIUNUIEMUS (3HAYUTEIHLHOE
MOBBIIICHUE  ypPOBHS  TPUTIUIEPUIOB, YMEPEHHOE TMOBBINIEHHE YpoBHA  (ochonumnuaos,
JUNONpoTenHoB, Xonectepuna, JINTHII, Huskuii yposens JITIBII).

I'nukorenoBas 60s1e3Hb, THN 111

Bo3spact nauana 3a0osieBaHNs — EPBbII r0J1 KU3HU.

OCHOBHBIE KJIMHUYECKHE TPOSBICHUS 3a00JeBaHUS - 3a7epKKa (PU3NYECKOTO Pa3BUTHSL.
[lopaxeHue mneyeHH BKJIIOYAeT B ce0s rernaToOMEraivio, HapyuleHue (yHKIUM TmedeHd, (Hudpos
nieyeHu. Co CTOPOHBI CEPJCYHO-COCYIUCTON CUCTEMBI - KapauoMeranus, kapaunomuonartus, Ha KT -
MIPU3HAKU TUIIEPTPO(UH JIEBOTO HKETyI0UKa.

Co CTOpOHBI MBIIIEYHOW CUCTEMbI Y MAIMEHTOB BBIABIACTCA UG Qy3HAs MbIIIeUHas
TMIIOTOHUS, MbllleyHas ciaabocte, muonarus. C BO3pacToOM MblllIeYHas Ci1a0OCTh HapacTaer,
pa3BUBaeTCAd TUNOTPO(US MBI JUCTAIBHBIX OT/AEJIOB KOHEYHOCTEH, BO3HHUKAET OTrpaHUYEHHE
ITOABMKHOCTH ITO3BOHOYHUKA.

Y 4acTM DaAnUEeHTOB BCTPEYAOTCS XPOHHUYECKHE OTUTBHI, CHHYCHUTBI, OCTEOIOpO3,
runoronagu3M. Hekotopeie GonmpHble ¢ ['b III momanmatoT B rpymnmy BBICOKOTO PHCKA Pa3BUTHA

OCTCOIIOPO3a, UTO, B CBOKO OUYCPEAb, MOXKET ABJIATHCA CICACTBUCM JIaKTaTallua03a U TUIIOTrOHaAnU3Ma.
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[Topaxxenne nouek nipu I'b 11l Tuma nposiBnsercs peHanbHBIM TYOYyIapHbIM artuao3om [10,11, 31].

[Tpu maGopaTOPHOM HCCIICIOBAHUH BBISIBIISTFOTCS TUTIOTIIMKEMUS, Y YACTH JIETEH - YMEPCHHBIN
nakratanuao3, nosbiuenne ACT, AJIT, runepaunuaeMus (TOBBIIIEHUE YPOBHSI TPUIVIMLIEPUAOB,
xoJyiectepuHa), yBenudeHue KOK u KOK-MB B kposwu.

VY 15 % nauueHToB BBIABISIETCS U30JIMPOBAHHOE NIOPAYKEHUE NTEYEHHU.

I'nukorenoBasi 60J1e3Hb, THII IV

Pazmuuaror 6 ximHWYeckux (GopM IaHHOTO 3a00JEBaHMsS: KIacCUYECKas MEYCHOYHAs, HE
Iporpeccupyromasl mneuyeHouHasi, (QaranbHas MepUHATalbHAs, BPOXKIEHHAS HEPBHO-MbIIICUHAS,
JIETCKasi HEPBHO-MBIIIICUHAs, B3pOCiias HEPBHO-MBIIIECYHAs ¢ U30JIMPOBaHHON Muonarueit [20, 32].

Knaccuueckas neu€nounas ¢opma I'b IV xapakrepusyercst rernaroMeraineid, BOZHUKAIOIIEH
B Bo3pacte 12-18 mecsneB, mioxoil mpuOaBKoil Beca, OBICTPO MPOrPECCHPYIONIUM IMOPAKEHUEM
MIEYEHU BIUIOTh 10 Pa3BUTUs LUppo3a. [ledeHouHass HETOCTAaTOUYHOCTh Pa3BUBAETCS B BO3pacTe 3-5
JIET U IPUBOJUT K THOENH MalUeHTa.

Y OONBHBIX HE TPOTPECCHPYIOMICH IEYCHOYHOW (OPMON BBISBISETCS TeNaTOMETaINs,
renaToCIUICHOMET Ml M HE3HAYUTEIHbHOE TOBBIIICHUE MEUYEHOYHBIX TPaHCAMHUHA3 TPaHCAMHHA3 B
KpPOBH, KOTOPAasi C BO3PACTOM MOXET BEPHYTHCSI K HOPMAJIbHBIM 3HAUEHUSIM.

[TepunatansHoi (daTtanpHOM) Gopmoit I'b IV: aHTeHaTabHO BBIABIISICTCS BOASHKA TUIOAA U
000JI0YEK TIJIOJHOTO ITy3bIpsi, HAOIIOAACTCS CHIDKCHUE JIBUTATEIIbHON aKTHBHOCTH IUIONA, B YaCTH
CIy4yaeB y Mareped OIMCaHbl KUCTO3HBIE TUTPOMBI B Ileiike MaTtku. (OCHOBHbBIE KIMHHUYECKHE
MPOsIBIICHUS 3a00JI€BaHUS - apTPOrPHUIO3, AU Py3Hast MblllIeUHAS TUIIOTOHUS, MBIIIIEUHAsl CIa00CTh,
runopedIiekcusi, KapAUOMHOINATHs, YrHETEHHWE [bIXaHUS, yMEpPEHHOE TIOpaXeHHE TEeUeHHU.
JleTanbHBIN UCXOJ] B HEOHATAIIBHOM TEPHOJIe Ha (JOHE TSIHKEIOTO MOPaKEHHS CePACUHO-COCYIUCTOM,
JBIXaTEIBbHON CUCTEM M MPOTPECCUPYIOIIETO TOPAKEHUS MBITIIII.

BpoxxneHHass u JeTcKas HEPBHO-MBIIIEYHBIE (QOpPMBI 3a00NIEBaHUSA XapaKTEPU3YIOTCS
nporpeccupytoieii muonatueil u kapauomuonaruend [33]. IlepBrie mpu3HaKu 3a0oneBaHUS —
HETIEPEHOCUMOCTh (PU3MUECKUX HArpy30K, OJbINKa TpH (u3udeckux Harpyskax. C Bo3pacToM
3a00J1€BaHUs HEYKJIOHHO MPOTPECCUPYET, Pa3BUBACTCS MBIIIEUHas c1ab0oCTh. B TshKenbIx ciydasx -
W 3acTolHas cepJedHas HEAOCTaTOYHOCTh. [Ipum 1mabopaTOpHBIX HCCIEIOBAHUSX BBISBISETCS
noBblenne KOK.

B3pocnass ¢popma manHOro 3a0o0sieBaHUSI MPEACTABISET COOOM M30JIMPOBAHHYIO MHUOMATHIO
WJTU TIOJIMTITFOKO3aHOBYIO Ooie3Hb (6ome3ns Jladopa).

I'makorenosas 00J1e3Hb, THII V

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

3a00JieBaHUs - HEMEPEHOCUMOCTh (PU3NYECKUX HArpy30K, MbIIIEYHAasl claboCcTh, 00N B MBIIIIAX,
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cynoporu mociie (pu3MYecKux Harpysok, padmaomuonus. Ilpum mabopaTropHOM HCCIIEIOBAaHUU -
yBenuueHus: ypoBHs K@K kpoBu, mpu ¢(uszndeckoil Harpys3ke -yBEIMYEHHE JIaKTaTa, MOYEBOM
KHUCJIOTBI KPOBU, MUOTJIIOOMHYPHSI.

I'makorenoBas 60J1e3Hb, THI VI

BospacT nauana 3a0osieBaHus - epBbIE TOJIbI )KU3HH.

OcHOBHBIE KIIMHHYECKOE IMPOSBICHUS 3a00J€BaHUs — 3aJlepKKa pocTa B JETCKOM BO3pacTe,
rernaToMeraius, HapyuieHune (QpyHKuuu nedeHu. Ilpum mabopaTOpHOM HCCIENOBAaHMM — YMEpEHHas
TUMNOMIMKeMHus], runepaunuaemus.  OObIYHO 3a0oyieBaHME MPOTEKAeT JA0OPOKAYECTBEHHO, C
JOCTUKEHHEM CTOMKOM peMHCCHM CHMIITOMOB 0 Mepe pocTa pebeHka. [Ipu HEeKOTOpBIX MyTalusx
COXpaHSETCs OCTaTOYHAsi AKTUBHOCTH (PEpPMEHTa, W Yy TaKUX MAIMEHTOB OOJIE3Hb NPOTEKAET C

MHHUMAJIbHOW KJIMHUYECKON CUMITTOMATUKOM [34].

I'makorenosas 60J1e30b, THI IXA

3a0oJieBaHNE BO3HUKAET B IEPBBIE TOAbI )KU3HU.

OCHOBHBIC KIIMHUYECKUE MPOSBICHUS 3a00J€BaHUsS - 3a/Iep’KKa POCTa B JETCKOM BO3pPAaCTe,
3aJiepKKa MOTOPHOTO pa3BUTHs, renaToMeranus, HapyieHnue ¢pyHkuuu nedenu. Ilpu naboparopHom
00ClIeZIOBaHNM BBIABISAIOT YMEPEHHYI TMIIOIIMKEMHIO, HEOOJIbLIOE IOBBIIIEHUE MEUYEHOUYHbBIX
TpaHCaMMHa3, XOJIECTEpUHA, TpUIrauLepuoB. TeueHnue 3adboneBanue OnaronpustHoe. C BO3pacToM
KIIMHAYECKHUE MTPU3HAKH 1 OMOXUMHUYECKUE TIOKA3aTeNN TOCTETIEHHO HOPMAIIU3YIOTCS.

I'makorenosas 6oJ1e3nb, THI IXb

Bospact Havana 3a0oseBaHus - epBble ToJbl )KU3HU. OCHOBHBIE KIIMHUYECKUE MPOSBICHUS
3a00yieBaHUs - HU3KHUM pOCT, remaroMeranusi, HapylleHue (QpyHKUMU MedeHu, auapes, nudpdysHas
MBIILIEYHAs] TUIIOTOHUS B COYETAaHUHM C JIETKOW MblieyHo cnabocteio. Ilpu maboparopHom
uccnenoBanuu BeisiBisiercs yBenuuenue ACT, AJIT, unoraa - runorimkeMust.

I'makorenoBas 60J1e30b, THII IXC

Bo3spact Hauana 3a0osieBaHME - IEPBbIE TOJIbI )KU3HH.

OcHOBHbBIE KJIIMHUYECKUE MPOSABIIEHUS 3a00JIeBaHUs - 3aJiep’KKa pocTa B JETCKOM BO3pAcTe,
rernatoMeranus, ¢GuOpo3 MeyeHH, B psAle CIyyaeB - LUPPO3 MEUeHH, Mpoiudepanus >XKeTUHbIX
IIPOTOKOB, CIUIGHOMEraius, MbliieyHass runotoHus [34,35]. Ilpu naGopatopHoM oO0cieq0BaHUN
BBISIBJISIETCS] TUIIOTIIMKEMUs (TOJI0[), JaKTaTalll/103, yBEJINYEHHE MeYEHOYHBIX TPaHCaMUHA3 KPOBH,
THIIEPTPUTIIHIICPHIEMHESI, TIOBBIIIICHHE YPOBHS KETOHOBBIX TEJ IPH T'OJOIaHUH.

I'makorenoBas 6oJ1e30b, THI IXd

3abosneBaHre BO3HUKAET Ha 1-2 necaTwiieTHH >ku3HU. OCHOBHBIE KIMHUYECKHUE MPOSBICHUS

3a00JIeBaHUs - HEMEPEHOCUMOCTh (DU3MUECKUX HArpy30K, MbIIIEYHas ci1a00CThb, aTpo(uM MBI
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KOHEYHOCTEH, 6071 B MBIIIIAX NpU (PU3NYECKUX HArpy3Kax, NEpeHaINpsHKEHUE MBIIIL], BbI3BAHHOE
¢dbusnueckuMu Harpy3kamu. [Ipw nmaGopaTOpHOM HCCiIeIOBaHWM BbIABIsAeTCS yBenmumueHne KOK
KpPOBH, MHOTTIOOMHYpHS (TI0C]Ie (PU3UIECKUX HATPY30K)

I'makorenoBas 00J1e3Hb, THII X

3a0oneBanne MaHUGECTUPYET B JETCKOM WIH MOAPOCTKOBOM Bo3pacte. (OCHOBHbBIE
KIMHUYECKUE TPOSABICHUA 3a00JICBaHUS - HENEPEHOCUMOCTh (U3UYECKUX HAarpy3ok, OOiIu B
MBIIIIAX, MBIIIEYHAsT CIaboCTh, pPaOJOMHONM3, y 4YacTH NAIMEHTOB pPAa3BUBACTCS IOYECYHAS
HegocTaToyHOCTh. KilMHMYeckass cMMOTOMAaTUKa MPOBOLMpYETCS (PU3MYecKMMH Harpyskamu. [Ipu

naboparopHoM uccienaoBanuu - ypenuuenne KOK kpoBu, MUOTIIOOUHYpUSI, TUTMEHTYPUSL.

I'nukorenoBas 60s1e3Hb, TN X1

3aboneBanre MaHU(PECTHPYET B JETCKOM BO3pACTE, MPOBOLUPYETCS (PU3MUECKON HATPY3KOM.

OcHOBHBIE KIMHUYECKHE TPOSBICHHUS 3a00JEBaHUS — HEMNEPEHOCHUMOCTh (DHU3HUECKUX
Harpy3ok, OO W CMa3Mbl B MBIIIIAX, MBIIICYHAS PUTHIHOCTH, PaOJIOMHOIU3, IPUTEMATO3HOEC
MOPaKEHUE KOXKHM, MHOT/A - MOpaXKEHUE MOYEeK, MouYedyHasi HeJ0CTaTOYHOCTh. [Ipu maboparopHoM
uccinenoanu - ypenudenne KOK kpoBu, yBenndyenue jJakraTa U mupyBaTa KpOBH, MUOTIIOOUHYPHSI.

Cunapom Pankonun-bukesns
3abosieBanre MaHU(PECTUPYET B MEpPBbIC TOJbI JKU3HU. OCHOBHBIC KIMHHYECKHE IPOSBIICHUS
3a00JieBaHus: 3a7epkKKa (PU3NIECKOTO PA3BUTHS, HU3KUH POCT, OOJBIIOH, BHICTYHAIONINHA >KHBOT,
OTCYTCTBHE PaxUTHUECKHE W3MEHEHHUS KOHEYHOCTEH, XapakTepHble i runodochareMuyeckoro
paxura, OCTEONOpO3, HEPEAKO MEepeloMbl TPyOuaThIX KOCTEH, 3a/ep)kKKa Mpope3biBaHUs 3y0OB,
OTCTaBaHUE TOJIOBOTO PA3BUTHS MHOTJA - 3aJ€PKKa NICUXOMOTOPHOTO pa3BuTus. s 3a0oneBaHus
XapakTepHO TMOpaXeHHE IIO0YeK, BKIouarolmee B ce0id  HeppoMeranuio, JUCHYHKIHIO
MPOKCUMAIIBHBIX KaHamblleB, TyOynonatuto. Co croponsl KKT — mioxas mpubaBka macchl Tena,
rermaroMeraius, HapyueHue GyHKIUH eYeHH, MaTbabcopOIusl.
Jl1st 3a00J1eBaHMs XapaKkTepHa NMEPHUOInUECcKast INXOpaIKa.
[Ipu nmaGopaTopHOM WCCIEAOBAHUHM BBISIBIISICTCS TUIOTJIMKEMHUS HATOIAK, THUIMOKaJTUEMUs,
runodocdaremMusi, THIOYPUKEMHUS, YBEIMUEHUE MENOYHON (ocdaTa3sl B KPOBH, TUIEPKATBIUYPHUS,
TIIIOKO3YypHsl, MPOTeUHypus, runepdocdaTypusi, THIEpaMUHOAINAYPUS, KETOHYPHSI.

I'nukorenoBast 060J1e3Hb, THI ()

Bo3spact Hauana 3a06oneBanus - B MEPHUO HOBOPOXKJICHHOCTH WJIA HA TIEPBOM TOY JKU3HHU.
Paznuyarot nBe knuHuYeckue Gopmbl 3a007IeBaHUS - MEYEHOUYHYIO U MBIIICYHYIO.

OcCHOBHBIE KJIMHUYECKHE MIPOSBICHUS TIMKOTeHOBON O0se3HH, Tull 0 neuéHouHON (hOpMBI -
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BAJIOCTb, CJ1A00CTh, OJIEAHOCTh KOKHBIX MTOKPOBOB, TOIIHOTA, PBOTA, THIIONIMKEMUYECKHE CY10pPOTH,
TUIOIIMKEMMsI HATOUIAK, I'MIIEPKETOHEMMsI, TMIIEPIIMKEMUEH M JIAKTaTalUA030M IIOCiIE Ipuema
nuuy. KnuHuueckas cMMIITOMAaTHKA KyIIUPYETCsl IPUEMOM MUY, Ba)kHO OTMETUTH, YTO, HECMOTPS
Ha HU3KHME II0Ka3aTelM TIMKeMHHM, Y OOJIbIIMHCTBA JeTel He pa3BuBaercsa nopaxenue LIHC u He
IPOUCXOIUT HApYIIEHUs PYHKLUHU ITEYEHH.

OcHOBHBIC KIMHUYECKHE NpOsBIEHUS MbledHol ¢opmbl I'b 0 Tuma Bkimo4aloT B ceds
THNEepPTPO(PUIECKYI0 KapIMOMUONATHIO, YBEIHMYCHHE JI€BOTO TpEACEpausi, HapyLIeHHe puTMa
cepAla, BIUIOTh JO CHHIPOMA BHE3aIIHOW CMEPTH, ObICTpas yTOMIIAEMOCTb, MbIIIEYHAsl CJIa00CTh.
HENEepeHOCUMOCTb (PU3MUECKUX HArpy30K, MHOTJA - CYA0POKHBIH CUHIIPOM.

BoJie3nb HaKoMJIeHUs IIMKOTeHa B cep/ille, BPOXK/AeHHAs, JeTaJlbHas

3abosieBaHre MaHUPECTHPYET BHYTPHYTPOOHO. VY IJI0/1a OTMEYAeTCs OpaTuKapamsl.

OcCHOBHBIE KJIMHUYECKHE IPOSIBICHUS 3a00JIeBaHMs: IpyOOBaThIe YepPThl JIULA, MAKPOTJIOCCHUS.
Co  CTOpOHBI  CEpJEYHO-COCYIUCTOM  CHUCTEMbl —  KapAMOMeraaus, runepTpoduyeckas
Kapauomuonatusi (OMBEHTPUKYJSIpHAs THUIEPTPO(dUs), 3acCTOWHAS CepAeYHas HEIOCTaTOYHOCTH,
TSDKENbIE HapylLIeHHE pUTMa CepAlla, CHUHIPOM YKopoueHHoro PR, cHuxeHue aprepuanbHOro
JaBiieHus. Y NAlMEeHTOB Tak)Ke HAOIIOMAIOTCS OTEK JIETKUX, aCLUT, PEHOMETalusl, THIOIJINKEMHUS.
JletanbHbIM HCXO/ B HEOHATAJIBHOM IEPHO/IE.

Pasmuuator nBe Oosee OuaronpusATHBIE KIMHHYECKHE (OPMBI  3a00JEBaHUSA, TaKKe
oOycrnoBiennpie MyTtammsiMu B reHe PRKAG2: runeprpoduueckass KapaumoMHONaTtus, TAO 6 U

cunapom Bonbda-ITapkuncona-Baiira.

2. IlnarHocTuka 3a00/1eBaHUs UM COCTOSIHUMA (TPpyNNbI 3200/ 1eBaHUI HJIH
COCTOSIHMI), MEAMIIMHCKHE NMOKA3aHUS M IPOTHBONOKA3aHUS K IPUMEHEHHIO
METOHAOB IUATHOCTHKH

O6beM oOcienoBaHus 3aBUCUT OT npennonaraemoro tuna ['b u cocrosanus nanuenta. [IpumepHsiit
wiaH oOciefoBaHus mauueHToB ¢ I'b mpu TsokenoM TeueHMM W mpU OOOCTPEHUHU TPEACTaBIEH B

[Tpunoxxennn A3.4.

2.1 /Ka100bI 1 aHaAMHE3

. [Ipu cOope aHamHe3a C JAMAarHOCTUYECKOW LIEJIbI0 PEKOMEHJ0BAaHO OOpaTHTh BHMMAaHHE Ha
KaJoOBbI:
[Ipy HeoHaTaNBHBIX (POPMAX, IPOTEKAKIINX C MYJIbTHCUCTEMHBIM NOPAKEHUEM

O BSUIOCTB;
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o 0JeIHOCTh KOKHBIX TOKPOBOB, ITHAHO3;
O BSJIO€ COCAHME, OTKA3 OT CJIbI;

O MBbIIIeYHas CIad0CTh;

O OJBIIIKA, HAPYIICHUS JbIXaHHUS;

O OTEKH;

O B YaCTH CIIy4yacB — apTPOTPHIIO3;

O 3MIU304bl Cyaopor npu HM3MCHCHHHM PCKUMA MTUTAHUA (YBGJII/I‘IGHI/II/I HHTCpBaJIa MCKIAY

KOPMJICHUSIMH );
O pe3Koe yXyALICHHE COCTOSHUS peOCHKa, BIUIOTh JJ0 KOMBI.
IIpn knaccnueckux popmax I'b ¢ Bo3pacTom Havasia Ha IEPBOM-BTOPOM 'Oy KM3HU
o c¢mabocTh;
O MOBBILEHHYIO YTOMJIIEMOCTb;
O OJeIHOCTh KOXKHBIX IIOKPOBOB;
O TOBBILIEHHAS TOTJIMBOCTS;
O 3amax «aueroHa U30 pTay;
O TpEeMOpP KOHEYHOCTEN;
O MOBBIIEHHOE YyBCTBO '0JIOAA;
O IU1ay 0€3 NPUYMHBI, OBBIILIEHHAS Pa3ApaXKUTEIbHOCTh HATOLIAK;

O TPYIHOCTH NPH NMPOOYXKIAEeHUH (0COOEHHO NOCIIe HOYHOTO CHA);

O 3MU304bl Cyaopor mnpu HU3MCHCHHU PCKHMa IMUTAHUSA (YBGJ'II/IIIGHI/II/I HHTCpBaja

KOPMJICHUSIMN);
O yBEJIWYEHHE B pa3Mepax KHUBOTA;
O HOCOBBIE KPOBOTEUEHUS;
O 3a7ep)KKa (PU3MYECKOTro pa3BUTHUS;
O TrenaroMeraims;

O 3aJICp’KKa II0JIOBOTO pa3BUTHUA.

MEXITY

IIpu ¢opmax 3a0os1eBaHNsl, NPOTEKAIIMNX € MPEUMYIIECTBEHHbIM MOPa’KeHHEM IeYeHU ¢

BO3PacToOM HavaJjia 3a00/1eBaHHSA B IeTCKOM BO3pacre
O 3aJepiKKa pocra;
O BBICTYNAIONIINHN KHUBOT;
O TemMmnaToMeraius;

O 3IIHU304bI CJ'Ia6OCTI/I, BAJIOCTH.

ITpu I'b, mpoTekaromux ¢ TSKEJIbIM MopakeHHueM mouek (cunapom PankoHU-bukerns)

o anI/ITOHOHO6HBIe HN3MCEHCHHA CKEJICTA,
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O HU3KHH pOCT;

O 3aJlepKKa MPOope3bIBaHUS 3y0O0B;
O YacTbIe IEePESIOMBI;

O 3aJlep’KKa MOJIOBOTO Pa3BUTHSL.

IIpu I'b, nporekaIMX ¢ NOPasKeHNeM MbIIIEYHON CHCTEMBI

o) MBbIIIICYHAs CIa00CTh;

¢ HEMEePEHOCUMOCTh (PU3MYECKUX HArpy30K;

o 0011 B MBIIIIAX;

o MOJIEPTUBAHUSI MBIIIILI, )KECTKOCTh MBIIII] B OTBET Ha (pU3NUECKHE HATPY3KH;
o g dy3Has MbIIIEYHAS TUTTOTOHHUS;

o TEMHBII IBET MOYH, 0COOEHHO NpU (PU3NIECKUX HATPY3KaxX;

o aTpodus MbIII KoHeuHocTel [19, 24, 36, 37,38].

Yposensb yoeaureabHocTH pekoMenaanuu C; (YpoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB 5)

2.2 Pu3ukKajIbHoe 00CaAeT0BAHUE

o [Ipn puzmKanbHOM OCMOTpPE C AMATHOCTUYECKOM LENbI0 PEeKOMEHAYEeTCs 0OpaTUTh BHHUMaHHUE Ha
HaJU4ue:
[Tpu HeoHATAJBHBIX (POPMAaX, MPOTEKAIOIINX ¢ MYJIbTHCHCTEMHBIM MOPAKEHHEM
o runopedrekcus;
o muddy3Has MbIlIeYHAs TUTTOTOHMS;
O KapJIuoMerasus;
O KapJIWOMHUONATHS;
O HapyllIeHHE pUTMa CepLa;
O cepleydHas HeJOCTaTOYHOCTb;
O HapyIUICHUE JIbIXaHMUS;

O OTCKH JIMlia, KOHEYHOCTEH.

IIpu kaaccnueckux popmax I'b ¢ Bo3pacTom Havasa Ha IEPOBOM-BTOPOM TOAY KU3HHU
O 3a7epkKKa (PU3NYECKOTO Pa3BUTHUS
O OOmNBIIOH, BRICTYMAIOIINIA KUBOT C PACITUPEHHON BEHO3HON CEThIO
O JIOKaJbHOI'O OTJIOKEHHUS NMOJKOXHOM >KUPOBOM KJIETYATKH, NMPEUMYILECTBEHHO Ha IIEKax
(«KYKOJIBHO®» JIUIIO), TPY/IH, ATO/INIIAX, Oempax
O KOKHBIE KCAHTOMBI Ha JIOKTSIX, KOJICHSX, SITOAUIaX, Oeapax
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O TemaToMeTraus Pa3HON CTENEHH BBIPAXKEHHOCTH

o HedpoMeranus

o KapauoMmeranus, kapauomuonatus (mpu I'b, mpoTekaromux ¢ mopaxeHneM cepa)
O THUIOTOHAIN3M

o nuddy3Has MpIIICUHAS TUTTOTOHUS

o (ypyHKyIe3, CTOMaTUThI, OTUTHI, peluIuBUpYomuii nHdekunu (y nanueHtos ¢ I'b Ib)

IIpu ¢opmax 3a00s1eBaHMsl, NPOTEKAIIMUX € NPEUMYIIECTBEHHbIM NMOPAa’KeHHEM IeYEeHH ¢

BO3pacToM Hadajaa 3a00/1eBaHMs B I€TCKOM BO3pacTe

(@]

(@]

o

3anepkka pU3NIECKOro pa3BUTHUS
I'enaroMeranus pa3JIM4HON CTENIEHU BBIPA)KEHHOCTH

Huorna 3aJICPIKKa MOTOPHOI'O pa3BUTHUA

IIpu I' b, nporexaIMX ¢ MOpasKeHUeM MBIIIEYHON CHCTEMBI

o

Mpimevnast cnnadocth, AudQy3Has MbIIICYHAS TUTIOTOHUS, YCUITHBAIOMIASICS TPU (HU3UIECKON
Harpyske

CHIKEHHUE UM OTCYTCTBHE CYXOXKUIIBHBIX pediekcoB

[Tpu BeIpaXCHHONW MHOTJIOOMHYPUY M TUTMEHTYPHUH, YIBTPA3BYKOBBIC IPU3HAKU HAPYIICHUS
(GYHKITUY TIOYCK

Ha DHMI" — nepBUYHO-MBIIIEYHBII XapaKTep NOPAKEHUS

le/l TJIHMKOIr¢HOBBIX 60.11e31mx, MPOTEKAKINHUX C MOPAKECHUEM MMOYECK:

(0]

o

o

(0]

(@]

Paxuronono6ubie nedomarnum ckenera, neopMariiu HUKHIX KOHEUHOCTEH
3anepkka (pU3NIECKOro pa3BUTHUS

Hedpomeranus, nucyHKIms MpOKCUMANIbHBIX KaHAJBIIEB, TYOYIOMaTUs
Ocreonenus, OCTEONOPO3 MO JTAHHBIM JICHCUTOMETPUU

CunnpoM manbabcopOIu

[19, 24, 36, 37,38].

Yposensb yoenureabHocTH pekoMenganuu C; (YpoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB 5)

KOMMCHTapHﬁ: yeeauderue nevyeHu O5yCJ106‘JZ€H0 KAK HAKonjleHuem 2iauKozceHa (He MOJIbKO 6

Yumonuazme, HoO U 8 0pax Kiemox), maxk u HaKOnJeHuem Iunuoos (cmeamo3s nevenu). Ilpu smom

cene3eHKa 0ObIYHO He yeeaudeHna 6 pasmepax 3a UCKIoYeHUuem ciyuiaes, Ko20a paseueaencs yuppos

nevyernu.

Iloopobrnee — cm. pazoen « Knunuueckas kapmunay
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2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCIAe10BAHUS

Jlabopamopnas OuazHoCmuKa 2nuKo2eH0308 6KIUAen.:
Jlns ecex munog I'b

o  Obwuil (KnuHuwecKkul) aHanus Kposu (Pa3eepHymviii)

O aHamuz Kposu oOuoxumuyeckuti obuemepanesmuueckuil. Hccnedosanue ypoeHs.
2noKo3bl 8 Kpogu, Onpedenenue aKMUGHOCMU aACHAPMAMAMUHOMPAHCHEPA3bl 8
Kkposu,  Onpedenenue  aKMUBHOCMU  AIAHUHAMUHOMPAHCepa3vl 6  KpOSU,
HUccneoosanue yposHs Mmonounou xuciomsl 6 Kposu (nakmam), OnpedeneHue
AKMUBHOCIU 2AMMA-2TIOMaMUIMpancgepasvl 6 kpoesu, Onpedenenue aKmueHOCMuU
wenounou ¢pochpamazvl 6 Kposu, Hccnedosanue yposHs obwezo berka 6 Kposu,
Hccneoosanue yposus anvoymuna 6 kposu, Mcciedosanue ypoeHs MOYeBOU KUCIOMbL
8 Kkposu, Hccnedosanue yposus obwezo ounupyouna ¢ kposu, Hccireoosanue ypoeHs
Cc680000H020 U CB8A3aHHO20 OunUpyouHa 6 Kposu, OnpedeieHue aKMUHOCMU
KpeamuHKuHazvwl 6 Kposu (Kpeamunkuuasza) Hccnedosanue yposHs/akmueHOCmU
usoghepmenmos  KpeamuHkumazol 6  Kposu),  OnpedeneHue  aKmueHoOCmu
aaxkmamoezuopozenaszvl 6 kposu (JIAI'), Uccrnedosanue ypoens nampus 6 Kposu,
Hccneoosanue yposns xanus 6 Kposu, Hccrnedoeanue yposHsi XA0puodos 6 Kposu,
uccnedosanue  YposHs — 0Owjeco  Kaibyus 6 KpoBU, UCCIe008aHUe  YPOGHS
UOHUBUPOBAHHO20 Kalbyus 6 Kposu, Mccredosanue yposHs c60000H020 L-kapnumuna
6 kposu, Hccrnedosanue yposns oowezo L-kapnumuna 6 kposu [36, 37]

o Jaunudoepamma kposu: HMccredosanue ypoems xoiecmepuna 6 kposu, Hccredosanue
VPOBHsI XONlecmepuna IUnonpomeuHo8 Huskot niomuocmu, HMccredosanue yposHs
Xonecmepuna IUNONPOMeuHo8 8blCOKOU NIOMHOCMU 8 Kposu, Hccredosanue yposus
MpuIUYepud08 8 Kposi,

o KIU|C xposu (Hccredosanue yposHs 6000poonsix uonos (pH) kposu, Hccnedosanue
VpoeHsi OyghepHblx sewjecme 6 Kposu (cmanoapmuulil ouxapoonam - HCO3-, BE))

O Koazynoepamma  (OpUEeHMUpPOBOUHOe  UCCIe008AHUE  CUCMEMbl  2eMOCmaA3sa):
(HUccrneoosanue npompombdbunogoeo unoexca, Mccireoosanue mpomouno8o2o 8pemenu,
Hccneoosanue nPOMpPOMOUHOBO2O Hccneoosanue MeANCOYHAPOOHO20
HOpMAnUu308anHo20 omHoweHus, Hccnedosanue axKmueupoBaHHO20 YACMUYHO20
mpomooniacmunogozo epemenu, Hccnedosanue KoHyenmpayuu Guopunocena 6
Kpogu)

O onpeoeneHue cooepiIcanHus arb@a-gemonpomeuna 8 Kposu
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Lononnumenvno, npu I'b ¢ nopasicenuem mviueunoii cucmemoi:
® uccnedosanue ypoeHs/akmueHOCMU U30ghepMeHmos Kpeamunkunaswl 6 kposu (KOK-
MB)
® onpeoenerue coOepAHCAHUSL MUOLTIOOUHA 8 MOYE
Jononnumenvho, npu cunopome Pankonu-bukes

O onpedenenue pocghamos 8 Kposu

O onpeoeineHue CymouHol npomeuHypuu

O onpedeneHue MUKPOAIbOYMUHYPUU

O OUOXUMUYECKULl aHANU3 CYMOYHOU MOYU. onpedeieHue IKCKpeyuu Kaubyus u

Gocchamos

O coomHoweHull hochamvl/Kpeamurun 8 pazosou NOpYUU Moyu
o PekoMeHZ0OBaHO NpU TEPBUYHOM TUATHOCTHKE BCEX THIOB TJIMKOTE€HO30B IPOBEACHUE
aHann3a OMOXMMHUYECKOro oobmerepaneBTuueckoro (MccnemoBanue ypoBHSI TJIOKO3BI B KpPOBH,
OmnpeneneHre aKTHBHOCTH acmapraTamMuHOTpaHcdepassl B KpoBHW, OmpejeneHue aKTUBHOCTH
allaHnHaMuHOTpaHcdepassl B KpoBH, VccnenoBaHue YpOBHS MOJIOYHON KUCIIOTHI B KPOBH (JIAKTaT),
OmnpeneneHre akTUBHOCTH TaMMa-TioTaMuiaTpancdepassl B KpoBH, OmpeneneHue aKTUBHOCTH
menouHoi ¢ocdaraszel B kpoBH, MccnenoBanue ypoBHsi oOmiero Oenka B Kpow, McciienoBanwme
YpOBHS ansOyMuHa B KpoBH, MccnenoBanue ypoBHs obmiero omnupyOonHa B KpoBH, VccnenoBanue
YPOBHSI MOUYEBOI KUCIIOTHI B KpoBH, MccienoBanue ypoBHsl CBOOOHOTO U CBSA3aHHOTO OMIMpyOnHa B
KpoBH, OrmpejeneHne akTUBHOCTH KpEeaTMHKHUHA3bl B KpPOBU (KpeaTWHKHHA3a), McciemoBanue
YPOBHSI/aKTUBHOCTH HM30()EPMEHTOB KpEaTHMHKWHA3bl B KpoBU), OmpenereHue axkTUBHOCTU
nakrataeruaporesassl B kpou (JIAT'), UccnenoBanue ypoBHs HaTpusi B KpoBH, McciemoBanue
YpOBHS Kalusi B KpoBHU, VccrienoBanre ypoBHsI XJIOPUAOB B KPOBH, UCCIIEIOBAaHUE YPOBHS OOIIETO
KaJbIUsl B KPOBH, HUCCIIEIOBAHUE YPOBHS HOHU3UPOBAHHOTO KabIus B KpoBH MccnenoBanue ypoBHS
XOJIeCTepUHa B KpOBHU, VcciemoBaHue YpOBHSI XOJECTEPUHA JIMIIONPOTEHMHOB HU3KOM IJIOTHOCTH,
UccnepoBanue ypoBHs X0JieCTEpUHA JIMITIONPOTEMHOB BBICOKOW IJIOTHOCTU B KpoBH, MccnenoBanue
YPOBHSI TPUTJIHUIEPUIOB B KpoBH), McciemoBanue ypoBHSI CBOOOMHOTO L-kapHUTHHA B KPOBH,
HccnenoBanmne ypoBHs obmiero L-xkapHUTHHAa B KpOBM — C JUArHOCTHUYECKOH 1enbio [19, 24, 36,
37,38].
Yposenb yoeaureabHocTH pekoMenaanun C; (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB 5)
Kommenrapmii: Ilpu I mune I'B ['unocnuxemus (0,6-3,0 mmonv/n), wawe 6eccumnmomHas uiu ¢
cyoopoeamu, msidcenvim nakmamayuoozom (3,0-10,0 mmonv/n), e6o3Huxaem npu maneuuiem
20100aHUU U NPU OMCYMCMBUU CBO0EBPEMEHHOI Bepuurayuy OUAcHO3a U JledeHus Npusooum K

cmepmu 6 so3pacme om 1 0o 3 nem. KpOM@ moeo, 8 Cbl6OpPONnIKe Kpoeu ommedaemcs noevluieHue
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KOHYeHmpayuii mpueiuyepuoos («XulesHas» Cul8OpomKa), o0we20 XonecmepuHnd, a makxoice
JIIIOHII, JIIIHII, anonunonpomeunos B, C u E. Ommeuaemcs cunepypuxemus, nogvluieHue
CbIBOPOMOYHBIX KOHYeHmpayuil aranunamunomparncgepasvl (AJIT), acnapmamamunompancghepasvi
(ACT), WenouHolul Gocpamasvi (LLD), 2AMMA-2IYyMaAMuImpancepasvl (ITT),
aaxkmamoezudpozenasvl (JI[I) [22,37]. ¥V oemeu ¢ I'B Il muna ¢ 6o6neuenuem 6 namonocudeckuii
npoyecc Mululy, Kpome YKA3AHHbIX USMEHEHUll, Yacmo OUASHOCMUPYIOM NOGblUUeHUe CblBOPOMOYHO
koHyenmpayuu kpeamungocpokunazvl (KOK) 6 nokoe [30]. V nayuenmos ¢ I'b VI u IX munos
OMMeyames aHalo2uyHvle 1aO0pamopHslie USMEHeHUs, GbIPANCEHHOCMb KOMOPLIX 3HAYUMETbHO
MeHbule U Kynupyemcs ¢ 6o3pacmom (00vluno 6 nybepmamuom nepuooe)[34]. Konyenmpayus
2NIOKO3bl 8 CblBOPOMKe Kposu 00610 Hopmanvha npu I'B IV muna [32]u npu mviweunou gopme 0
muna. Ilpu neuenounoti ¢opme I'B 0 muna ommeuaemcs unociukemus u 2unepkKemoHemus
Hamowax, Ho cunepeiuKemusl U 1aKmamayuoo3 nocie eovl.

Hccnedosanus makoice npogoosamcsi npu OUHAMUYECKOM HAOMOOeHuUu, 6 cpeonem, Kadicovie 3
Mmecaya, 1bo npu yxyoulenuu cocmosnus nayuenma. Qovem ucciedo8anuii onpeoensemcs munom

2JIUKO2eHo3a

. PekoMeHZOBaHO TMpPOBEIEHUE HCCIEIOBAaHUS KPOBH HAa KHUCIOTHO-OCHOBHOE COCTOSIHUE
(MccnenoBanue ypoBHs BogopoaHsix noHOB (pH) kpoBu, HccnenoBanue ypoBHs 0y(epHBIX BEIIECTB
B KpPOBM) NPHU TUATHOCTHKE W Jlajee Mpu AuHaMudeckoMm HabOmoneHuun mnamueHTam ¢ ['b I tuma
(IOTIOTHUTENIBHO TIPU O00OCTPEHUM M MHTEPKYPPEHTHBIX 3a00JIEBAHUSAX) C IEIbI0 CBOEBPEMEHHOTO
BBISIBJICHMSI U KOPPEKIIMH HapYLIEHUH KUCIOTHO-IIEI0YHOro cocTosiHus [36, 37].

Yposenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB 5).
Kommenrapmii: Memabonuyeckuii ayuoos (pH kposu 0o 7,34 u Hudice) yxyowiaem cocmosHue
nayuenma u npusooum K 0eKOMHEeHCayuu ¢ pa3zeumuem pecnupamopHo20 OUCmpecc-cUuHOpomMa npu
3a60718aAHUAX 6EPXHUX ObIXAMENbHBIX NYMElL.

Kpamnocmo uccneoosanus, 6 cpeonem, 1 pas 6 3 mecaya. Ilpu yxyoulenuu cocmosinus —yauye.

o PexomennoBano mposeneHne OOmiero (KJIMHUYECKOT0) aHaiM3a KPOBU Pa3BEPHYTOrO IpH
JMArHOCTHKE W Jajiee MpU TUHAMHUYECKOM HaONto/IeHnu BceM mainueHTam ¢ ['b ¢ menpio KOHTposs
YpOBHSI HEUTPODUIOB U CBOEBPEMEHHOU TUAarHOCTUKUA aHEMUU (JIOMOTHUTENHLHO MPU XPOHHUECKON
HEUTpOTICHUEH U ee eueHun) [24, 25, 28, 39].

YpoBenb yoeaureabHoCcTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTENbCTB 5)
Kommenrtapuii: y nayuenmos ¢ I'B Ib muna ommeuaemcs abCcomomuas HelumponeHus: MeHee
1000 knemox/mn, a makace anemusi paziudHol cmenenu svipasxicennocmu. Y nayuenmos ¢ I'b VII

muna — aHemMuA.
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Kpamnocmo uccneoosanus, 6 cpeonem, 1 paz 6 3 mecaya

e PekOMEHI0OBaHO  NPOBEACHHE  UCCIEAOBAHMS  KPOBM Ha  TeMocTa3d  (KoaryjorpaMma
(OpHEHTHPOBOYHOE HCCIIEIOBaHUE CHUCTeMbl Temoctasa)): (MccrmemoBanue mpoTpOMOMHOBOTO
uHjaekca, MccnenoBanue TpoMOMHOBOTO BpeMeHu, VccnenoBanue nporpomouHoBoro VccnenoBanue
MEXIyHapOAHOTO HOPMAJIM30BAHHOTO OTHOIIEHUs, MccienoBaHue aKTUBUPOBAHHOTO YaCTUYHOTO
TPOMOOIIJIACTUHOBOTO BpeMeHH, lccienoBaHue KOHIEHTpaluu (GuOpHHOreHa B KpOBU) NIpU
JMArHOCTUKE BCEM IMalMEeHTaM ¢ mojo3peHueM Ha ['b ¢ mopaxkeHueMm IMeuyeHu, MPU HAITUYUU
KPOBOTEUEHUN C LEJIbI0 JMArHOCTUKHM HAPYIIEHUHA TEeMOCTa3a W OIPEICICHHS IO0Ka3aHUuh K
Ha3HAauYCHMIO Tepanuu [24, 25, 28, 39].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 5)
KomMmenTapmuii:

Hccreodosanue nposooumcsi oanee 8 npoyecce OUHAMUYECKO20 HAOM00eHus He pedce 1 paza 6 200.
Obvem uccredosanusi onpeoensiemcs: UHOUBUOYATbHO.

. PexomennoBano y manueHtoB ¢ ['b I Tuma mpu mocTaHoBKe AuarHo3a y MalUEHTOB C
CUMITOMaMH{ TMOBBIIICHHOW KPOBOTOYMBOCTH IUIOXMM METa0OMMYECKUM KOHTPOJIEM W/WIH
MEePEHECHINX XUPYPTUYECKOE BMEIIATENbCTBO - CEJIEKTUBHO MpoBeleHue lccnemoBanue ypoBHs
anTureHa ¢axtopa Bunnebpanna u McciaenoBanne akTUBHOCTH M CBOMCTB (pakTopa BuneOpanna B
KPOBU C IIEJIbI0 UAarHOCTUKW HAapYIIEHUN TeMocTa3a U OIpeACNICHHs MOKa3aHUW K Ha3HAYCHUIO
Tepanuu [49].

Yposenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

J PexomensoBaHo mnpoBefeHUE 72-9acOBOTO HEMPEPHIBHOTO MOHUTOPUPOBAHUS TIIFOKO3BI
(HUccnenoBanue ypoBHs TITIOKO3bI B KPOBH METOJOM HEMPEPHIBHOTO MOHUTOPUPOBAHMS) JISI OIICHKU
s dextuBnoctu npumenenus CKK), nanee dyepes 6 mec, 3arem 1 pa3 B rog BceM nanuentam ¢ I'b.
[36,37].

Yposens yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
KommenTapuii: oo0nokpamHublx XaomuunelX usMepenuti KOHYeHmpayuu 2n10K03bl 6 KpOo8U C
NOMOWBIO 2NIOKOMEmMpPA Yacmo Ovleaem HeOOCMAamoyHo O/l BblAGNEHUs CKPbIMbIX SUNO2TUKEMUL,

0CODEHHO 8 HOUHOE 8peMS, 8 C853U C YeM PeKOMEeHOYemcs OaHHbl Memoo ucciedosanus [40].

L4 PexomennmoBano OIMPEACIICHUC TIIMKEMHUYCCKOT'O HpO(I)I/IJBI (HpI/I HCpBH‘IHOﬁ ToCIIMTaJIU3aln
HJIA BCpI/I(bI/IKaI_[I/II/I Juarfosa — C PHmKOSOﬁ, Jajee — C MUIIEBOM Hany3K0ﬁ) (I/ICCHGILOBaHI/IC
oOmeHa T'JTIOKO3EI, HpOBCI[eHI/IC TJIFOKO30TOJICPAHTHOI'O TCCTa), HUCCICIOBAaHUC YpPOBHA

TJIMKUPOBAHHOT' O reMorjIoOnHa B KpOBH C LCJIBIO )II/IaFHOCTI/IKI/I/KOHTPOHH COCTOsIHUA YTJICBOJHOI'O
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oOMeHa, CBOEBPEMEHHOM KOPPEKLUU TEparneBTUYECKUX, B T.4., JUETOJOTMYECKUX (ompeaeneHue
peKuMa NMUTaHMsI) MEPOTIPUATUN M CKPUHHMHTA caxapHoro nuabera [36; 41, 42, 43, 44.].

YpoBens yoenurtebHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)
KomMmeHnTapuu: ucciedosanue ¢ nuwjeoti Hazpy3xkot 8 OUHAMULECKOM HADII0OeHUU NPOBOOUMCSL C
yacmomoi He pedice 1 pasa 6 200

. PexomennoBano MccnenoBanue ypoBHsi 25-OH Butamuna /| B xkpoBu mnauuentam ¢ I'b 1,
IILVI, IX TumoB C 1enbl0 CBOEBPEMEHHOTO BBISBICHUS AcPUIMTa BHTaMHHA D W Ha3HauYeHUs

Tepanuu Ui NpopHIakTHKK/IedeHus octeornoposa [ 19, 24, 38].

KommeHnTapuu: uccrneoosanue credyem npogooums He pedxce 1 pasa 6 200, uawe — no
Heobxooumocmu
J PexoMeHnoBaHo ompeseneHne KOHIEHTpauu anbda-peronpoTerHa B CHIBOPOTKE KpOBU 1

pa3 B roa BceM namueHTam ¢ I'b ¢ mopakeHuneM nedeHu, Mpu HAJIMYUK afieHOM TedeHu 1 pa3 B 3-6
MECSIIEB JJIs UCKITIOUYCHIS/TIOITBEPKICHUS MPOIIecca MAIMTHU3ANWHY B TieueHu [36, 45].

YpoBenb yoeauresbHocTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB )
KommenTapuii: aoerombl newenu omuocames K XOpouio U38eCMHbIM OCIIONCHEHUAM 2IUKO2EHOBO
oonesnu I muna. Pazsumue adenom nevenu npu I'B 603mM0cHO 6 11060M 803pacme u He 3A8UCUM OM
noaa NaYueHmos, OHu Mo2ym Oblmb eOUHUYHBIMU U MHONACECMBEHHBIMU, HEPEOKO NePepoICOambCsl 8
3nokayecmeentvle [46, 47]. Cnedyem ommemums, 4mo OAHHbIL MAPKEP He MOMCem CUUMAmuCsl
abconomuo Haodedxcuvim y nayuenmos ¢ I'b [48].

. PekoMennoBaHo mpoBeaeHue oOmIero (KIMHUYECKOr0) aHajdu3a MOYM IpU TOCTAaHOBKE
nuarHosa u jgaiee 1 pa3 B 3 mecsna (1BeT, KETOHOBBIE TeNa, CONHM), aHAM3a MOYHU MO Ajauc-
Kakockomy (COop moum st jaboparopHoro wuccienoBanus, OmpeneneHue oObemMa MOYH,
Mukpockonuueckoe ucciefopanue ocaaka Mouw, OmnpeneneHue KoaudecTBa Oelika B CYTOYHOMU
moue, Ompenenenue ansOymuHa B Moue) W 3uMHunkomy (MccrmemoBanne MOYH METOAOM
3umHHIKOr0) manueHtam ¢ I'b ¢ mopaxkeHueM modek, B T.4., ¢ cuHApoMoM DaHkoHH-bukens c
1[eTbI0 CBOEBPEMEHHOW TUArHOCTHKU/KOHTPOIIS opaxeHus movek [19,24, 36,39].

KommenTapmii: [lpocpeccupyrowee nopasxcenue nowex npu [Ib 1 muna npossnsiemcs
B03HUKHOBEHUEM MUKPOANbOYMUHYPUU C MpaHCchopmayuell ee 8 HApAcmalowylo npomeuHypuro u
NapanieibHblM CHUNCEHUEeM CKOpOCmuU KIyOOUKo8oU @uibmpayuu 6nioms 00 GOopMUposans
XpoHuueckou  noveyHou  Heoocmamounocmu. Ha  ¢one pazsumus  negpponumuasza u
HeppoOKanbYUHO3A MOXCEN OMMEUAmbCs 2eMamypusl, 603HUKAMb UHDEKYUU MOYe8blBOOAUUX nymel
[26], komopwie mpebylom OuacHOCMUKU U Mepanuu 8 PamMKax COOMEEeMmCmeEYIOUUx KIUHUYECKUX
pexomenoayuii. I[lopasicenue nowex npu I'B Il muna nposensiemcs peHATbHbIM MYOVIAPHLIM

ayuoosom [19]. Kemonoewvie mena nogviwaromes npu I'b I, I, VI, IX muna
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Hccnedosanue nposooumcs, 6 cpednem, ¢ yacmomoti 1 pasz 6 200, npu Heobxooumocmu — uauye.
YpoBensb yoenuteabHocTH pekoMenaauuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 5)

J PexomennoBano nposenenue VccnenoBanus GyHKIUK HEPPOHOB MO KIMPEHCY KpeaTHHUHA
(mpo6a PeGepra) (MccnenoBanue ypoBHSI KpeaTHHHHA B KPOBH, VcciaenoBanrue ypoBHS KpeaTHHIHA B
Moue) y nauueHtoB ¢ I'b ¢ mopaxkenuem mnodek, B T.4., ¢ cuHapomoM dankonu-bukens c uenbto
JMArHOCTUKHU/KOHTPOJIS COCTOSIHUS TTovyeuHol ¢pyHkumu [39, 49, 50]

YpoBensb yoenuteabHocTH pekoMenaauuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 5)
KommeHTapuu: xiupenc Kpeamununa (ckopocms — KIyOOuKO80oU  uivmpayuu)  ciedyem
paccuumvleams no ¢opmyne (noopobHee — cMm. KIUHUYECKUE DPEKOMeHOayuu NO XPOHUYECKOLU
Oone3HU nouex (01 803PACMHOLU Kame2opuu 0emu U 0Jis 803PACMHOL KAme2opuu 63pocivle).

. PexoMeH10BaHO MCClieIOBaHUE CYyTOYHOM MOYM Ha KcKpenuto coiel (McecnenoBanue ypoBHs
docdopa B moue, MccrnenoBanre ypoBHs Kanbliusg B Mode, MccaenoBanue ypoBHSI MOUEBOM KUCIOTHI
B Moue, COop Moun jiist 1abopaTtopHOro uccienoBanus, OnpeneracHne 00beMa MOYU) COOTHOIIICHUS
¢docdaTe/kpeaTHHUH B pa30BOW MOPIUM MOYM y HanueHToB ¢ I'b ¢ mopaxeHuem mouek, B T.4., C
cugapomoM @ankoHu-bukens Npu OUArHOCTUKE M B JWHAMUYECKOM HAONIOJIEHUU C IIENbIO
MPEAOTBPALIECHUS/KOHTPOJISI KAMHEOOpa3oBaHus B rmovkax [49, 50].

YpoBensb yoenuteabHocTH pekoMenauuu C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB 5)

KommenTapuu: ucciedosanus cnedyem nposooums He pedxce 1 paza 6 200

. PexomennoBano manuentam ¢ I'b ¢ mopaxenuem mouek, B T.4. ¢ cuHApoMoM DaHKOHU-
bukens onpenenenue ypoBHs ¢pocdopa B kpoBH, MccienoBanre ypoBHs TapaTUPEOUTHOIO TOPMOHA
B KpPOBM TIpU JUAarHOCTUKE H B TMpoIlecce AUHAMUYECKOTO HAONMIONEHUsT C  LeNbio
MPeIOTBPAICHHS/KOHTPOIIs KamHeoOpa3zoBanus [39,50,51].

YpoBens yoenurteabHocTu pekoMenaannu C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTelbCTB 5)

KommenTapuu: ucciedosanus cnedyem nposooums He pexce 1 paza 6 200.

. PexomennoBano OrmpeneneHne akTUBHOCTH KpEaTMHKHMHA3bl B KPOBU /WM HCCIIEJOBaHHE
YPOBHSI/aKTUBHOCTH M30(epMeHTOB KpeaTHMHKHHa3bl B KpoBu (K®K-MB) mnamuentam c¢ I'b c
MOpaXEHUEM MBIIIEYHONM TKAaHU MpPU JUMArHOCTUKE U NMPH AMHAMUYECKOM HAOIIONEHUM C LENbIO
CBOEBPEMEHHOM TMarHOCTUKU MOPaXeHUsI MbIIlIeyHOU TKaHu [39].

YpoBenb yoeaurteabHoCcTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 5)
KommeHnTapuu: 6 ounamuueckom Habaro0eHuy 4acmoma uccie008anus, 8 cpeonem, 1 pasz @ 200, npu

Heobxooumocmu — auye.

28



. PexoMeHna0BaHO ompeneneHue coiepkaHus MuoriioomHa B wmoue (OOHapykeHHE
MHUOIIIOOMHA B Moue) manueHTaM ¢ ['b ¢ mopakeHreM MBIIIEYHOW TKaH! MPH TUATHOCTUKE U TIPU
JTUHAMHYECKOM HaOIIOICHUH C [IEIbI0 KOHTPOJIS TeueHus Oonesnu [39].

YpoBens yoenuteabHocTH pekoMeraanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)

KomMmeHTapuu: 6 ounamuyueckom Habar0O0eHUuU Yacmoma uccied08anus, 8 cpeotem, 1 paz 6 200

2.3.1. MosekyJIIpHO-TeHeTUYeCKasi JUATHOCTHKA.

. PexomennoBaHO BceM IManueHTaM C KIMHUYECKMMM npusHakamu I'b  mposeneHue
MOJICKYJISIPHO-T€HETUUECKOTO ~ HCCIIEIOBAHUA: OIpEACIICHUE BapUaHTOB TI€HOB B  oOpasle
OMOJIOTMYECKOT0 MaTepuaia JPYyroM WM HEYTOYHEHHOM, HEKIIACCU(PUIIMPOBAHHBIE B JIPYTUX
pyOpHKax, METOIOM cekBeHupoBaHus Mo CeHrepy W/WiM OIpeleieHHe CTPYKTYpHBIX BapHUaHTOB
TeHOB B 00pa3iie OMOIOrMYecKOro MaTepuana ApyroM Wik HEyTOUHEHHOM, HEeKJIacCU(UIIMPOBAHHBIE
B JIpYrUX pyOpHKax, METOJOM MHOKECTBEHHOW JIMTa3HO-3aBUCUMON aMIUTH(UKAIIMN 30HIO0B H/HIU
onpe/ieJICHUE BApUAHTOB TE€HOB B 00pa3iie OMOJOTUYECKOro MaTepraia APyroM UM HEYTOUHEHHOM,
HEKJIaCCU(UIIMPOBAHHBIE B JAPYTrUX pPyOpUKax, METOJAOM TapreTHOro BBICOKOMPOU3BOIUTEIHLHOTO
CEeKBEHHUPOBAHUS W/WIM ONpEJEICHHEe BapUaHTOB T€HOB B oOpa3ie OMOJOTMYECKOro marepualia
IpPyroM WM HEYTOYHEHHOM, HEKJIACCU(UIMPOBAHHBIE B JAPYTUX pPyOpUKax, METOJOM
BBICOKOIIPOU3BOIUTENBHOIO CEKBEHUPOBAHUS € LIENbI0 BepuuKauu nuarsosa. [2, 10, 13]:
Yposenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
KommenTapun:

I'nukxozenoeasn oonesnv, mun la

MONeKYIAPHO-2eHemu4eckoe UcCcie008anue; 6vlsaslenue namozenHvlx eapuanmos 2ena GOPC,
Kooupylowem 2noKo30-6-gpocpamasy.

I'nuxozenosasn oone3nsv, mun Ib

MONEKYIAPHO-2eHemu4eckoe Ucciedosanue: @ulsaslenue namozeHuvlx eapuanmog cera SLCI17A44,
KOOUpyloue20 MUKpoCOMAanbHblli mpancnopmuuli 6enok T;.

TI'nuxozenoeasn oone3nnv, mun Il

MONeKVIAPHO-2eHemu4eckoe UCCle008anue: 8vlagileHue namozeHuvlx eapuanmos 2ena AGL,
KOOUpylowe20 21uKo2eH-6esemeasauull hepmenm.

TI'nukxozenoeasn oonesnv, mun IV

MONeKVIAPHO-2eHemu4eckoe UCCLe008anue; GulagileHue namoeennvlx eapuanmos ceia GBE],
Kooupytowem amuno-1,4:1,6-entokanmpancghepasy.

I'nukozenosas 6one3nv, mun V
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MONeKVIAPHO-2eHemu4eckoe UCCie008anue: GulasleHue namoz2eHHvlx eapuanmos 2ena PYGM,
KOOUpYIOWe20 MblieyHylo gocgopunasy.

I'nuxozenoean 6one3nv, mun VI

MOJLEKYNAPHO-2eHemu4ecKkoe UCCIed08aHue. BbulieleHue namozennvlx eapuanmos ecena PYGL,
Kooupyiowezo gocgopunasy nevenu.

I'nuxozenoesasn oonesnv, mun IXal u IXa2

MONEKYNIAPHO-2eHemU4eckoe UCCIe008anue: GvlsagleHue namoceHHvlx eapuanmos cena PHKA2,
KoOupyowe2o a.2-cyobeOuHuyy neyeHoYHol KUHaswvl pocgopunasol.

I'nukozenoean oonesnv, mun IXb

MONEKYNIAPHO-2eHemuieckoe Ucciedosanue: 6vliaeieHue namoeeHHvlx eapuanmos zena PHKB,
Kooupyowezo0 f-cyoveouHulyy MuliledHol/neyeHOuYHOU KUHA3bl hocghopunasol.

I'nukxozenosasn oone3ns, mun IXc

MONeKVIAPHO-2eHemu4eckoe Ucciedosanue: @vlasileHue namozenHvlx eapuanmos cena PHKG2,
KOOUpYIOwe20 MmeCmuKyIAPHYIO/NedeHoOuHyI0 U30popmy y-cyovbeOunuybl KuHazvl @Goc@opunasuvl.
I'nukozenoesasn 6one3nnv, mun IXd

MONeKVIAPHO-2eHemu4eckoe UcCCie008anue: 6visaglenue namozenHvlx eapuanmos ceva PHKAI
KOOUpPYIoue20 MbluleyHyro u3oghopmy anvgha-cyowveounuyvl Kunassl hocgopunasvi

I'nuxozenoeasn oone3nnv, mun X

MONEKYNIAPHO-2eHeMU4Ieckoe — UCCIe008aHue:  GulasleHue namozeHuvlx  eapuanmos PGAM?,
KoOupyioue2o mvlieutyro gochoenuyepam mymasy.

I'nukozenoean 6one3nnv, mun XI

MONEKYNIAPHO-2eHeMUIecKoe UCCLed08anue: 6blid6leHUue NamoceHHblX eapuanmos zena LDHA,
Kooupytowezo cyoeounuyy A rakmamoecuopozenasvl. Cunopom @ankonu-buxens
MOeKVIAPHO-2eHemUu4eckoe UCCcie0osanue: GvlsaslleHue namozeHuvlx eapuanmos cena SLC2A2,
KOOupyowez0 21oKo30-mparcnopmep 2.

I'nukxozenoesasn oone3nv, mun 0

MONEKYIAPHO-2eHeMmU4eckoe UCCIe008aHue; GblAGleHUe Namo2enHblx eapuanmog 2enoe GYS2 u
GYS2, kooupyrowux neueHoUHyI0 U MbIUEUHYIO 2IUKO2EHCUHMA3Y

Bone3nv nakonnenus znukozena @ cepoye, 8p0rHcOEHHAs, 1eMAIbHAA

MOJIEKYIAPHO-2eHemu4ecKoe Ucciedosanue: evliagieHue namozeHusix sapuanmos 2ena PRKAG?2,

Kooupytowezo y2-cyovedunuyy 5’ adeno3uHMoHopocham-akmusupyemoi npomeuHKUHAa3ol.
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2.4 UHCTPpYMEHTAJLHBIE TUATHOCTHYECKHE HCCJIETOBAHNS

. PexomeH0BaHO mpoBeleHNE YIbTpa3BykoBoro uccienoBanusi (Y3M) opraHoB OpromnrHoiM
nonoctd  (YIIBTpa3ByKOBOE HCCICIOBAaHUE OpPraHOB OpIOMIHOM TOJOCTH (KOMIUIEKCHOE)) TIpH
MIOCTaHOBKE JuarHo3a u aauee 1 pas B roj nanueHTam ¢ I'b ¢ mopaxeHneM neueHu ¢ LeIblo OLIEHKU
COCTOSIHMSI TAPEHXUMBI II€YE€HU, KOHTPOJISI pa3MEPOB NIEUCHH, BBISIBJICHUS aJICHOM I€YEHH, TUaMeTpa
BOPOTHOM U CEJI€3€HOYHON BEH, COCTOSTHUS MOKENyN0YHOM xkemne3sl, [36, 39].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB 5)
KommenTapmii: npu Y3U y ecex 6onvbhbix ommeuaemcs 3nauumenvHoe ygeaiuuerue obeux ooell
nevenu, 6 ocobennocmu  aeeou. Illapenxuma neuenu  2unepPIXO2EHHA, CMPYKmMypa — ee
xapakmepusyemcsa — Oug@ysHou  HEOOHOPOOHOCMbIO 3 CHem  MHOMNCECIBEHHbIX — MENKUX
2UNEPIXOCEHHBIX IXOCUSHANIO8 C DABHOMEDHBLIM DACHpeOeleHueM No 8cemy 00vbemy NapeHxumbl.
Ommeyaemcs maxoice ociabneHue NPOXONCOeHUs YIbMpA3eyKa 6 6uoe CHUNCeHUS YemKOoCmu
uz0bpadicenuss OUCMATbHLIX YYACMKO8 napeuxumvl om 1/4 0o 1/2 no enybune opeana. Oma
ocobeHHOCMb  9X02paguueckoli KapmuHvl 00bIYHO Haubonee evipasxcena npu I mune I'b no
cpasnenuio ¢ I, VI, IX munom. Oonospemenno umeem mecmo oOeOHeHue cocyoucmo20 pUcyHKd
neyeHu. U3YAIUZUPYIOMC eOUHUYHbIe, MOHKUE, 20PUSOHMATILHO HANPABIeHHble NeYeHOUHble GeHbl C
POBHBIM KOHMYPOM, NPAKMUYECKU OMCYMCMEYem PUCYHOK MeIKUX 6emeeli 80pOmHOU GeHvl. B
PEOKUX  CYUasX BU3VaIUUPYIOMCcs A0eHOMbl nedeHu (eOUHUYHble UTU  MHOMCeCmEeHHble),
OMAUYAIOWUEC CIMPYKIMYPHBIM PA3HOOOPA3UEM — SUNOIXO2EHHbLE C 2UNEPIXO2EHHBIM 0000KOM UlU
2UNEPIXO2EHHbIE C AHIXO2EHHBIM 0000KOoM. MHo20a ommeuaemcs HebOnbUIOE Y8eIuyeHUe PA3MePOs
celeseHKU 6e3 U3MEeHeHUll ee napeHxumsl U cocyoucmoco pucyuka. Ilpu wnanuuuu L[I1
BUZYATUSUPYEMCSI HEPOBHBILL KOHMYP NedeHU, MHOMCECMEeHHble V3/bl PA3IUYHOU IXO2EHHOCMU 8
napeHxume opeana, pacuiuperue Ouamempos cmeolos 60POMHOLL U cele3eHo4YHouU een. Pacuupenue
CMB0IA BOPOMHOU U Cele3eHOYHOU BeHbl CEUOeMeNbCMEYIom 0 (QOPpMUPOSAHUU NOPMANbHOU
2unepmeHsuu.

Takowce umerom mecmo pasiuyHvle AHOMANUU QOPMbL HCENUHO20 NY3bIps (uauje — nepecudvl 8
obnacmu OHa), yeeruyeHue e20 pasmepos, HApyueHue COKpamumenvHou QYHKYuu, ymoaujeHue
cmeHok. Buzyanusupyemcs oughghysnoe ysenuuenue nooxceay0ouHou sxicenesvl, NApeHxuma ee 2uno-
UNU 2UNepPIX02eHHA, UH020d HeOOHOPOoOHa [52].

. PexomeH0BaHO TIPOBENCHHE YIIBTPA3BYKOBOTO WCCJIEAOBAHHUS TIOYEK IPU TIOCTAaHOBKE
JMarHo3a U jiajnee mpy JHHAMHYECKOM HabmrofeHnn mnanueHTam ¢ ['b ¢ mopakeHneM mouex ¢ neibio
OTpeNelIieHUusT  pa3MEpoB  MMOYEK, JUATHOCTUKH  CTPYKTYPHBIX  HApyIIEHUH,  KOHTPOJS
kamHeoOpazoBanus [36,39,49].

YpoBensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB 5)
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KommenTapmii: npu I'b I, cunopome @ankonu-bukens ommeuaemcs ygenuduenue pasmepos novex,
VMoaujeHue napeHxumvl U NOGbIUUEHUE IXO2EHHOCMU KopKoeoco cios. CobupamenvHas cucmema
nouex 6e3 ocobennocmeti [6,52]. Uccredosanue npoeoosam, 8 cpeonem, He pedce | paza 8 200, ¢
sospacma 10 nem - obs3amenvHo

. PexomengoBano mpoBeaeHue sxokapauorpadpun (DXO-KI) wu snexrpokapauorpaduu
(peructparus snmekTpokapauorpammbl, DKI') mpu nocranoske auarnosa I'b III u IV tunos u ganee
IIPH ©KETOJHOM OOCIICIOBAaHHUH C IEJIbI0 CBOEBPEMEHHOTO BBISIBIICHUS U TEPANUU KapIAOMHOTATHH
[36,53].

YpoBenb yoOenurteiabHOCTH pekoMenaanuu C (YpoBeHb [J0CTOBEPHOCTH 10Ka3aTelbCTB
S5)KommenTapuii: y nayuenmos ¢ I'b Il u IV munos nopasxcaromes opeanvl cepoedHo-cocyoucmou
cucmemvl — om IKI-npusnakos dicenyo0oukosol sunepmpoduiu 00 8bIPANCEHHOU KapOUOMe2anul,
Kapouogubposa u cepoeunoi Hedocmamoyrnocmu [19,32,33].

. PekoMeH7i0BaHO MpoOBeAeHHE HEMHBA3MBHOW TpaH3MEHTHOU snacrorpaduu mneuenu (TIII)
(a;macTomMeTpus TMEUYEHU) JJIA OIEHKU COCTOSHHS CTPYKTypbl meueHu y neteit ¢ ['b ¢ mopaxenuem
MEYECHH C IEJIbI0 HEMHBA3UBHOM OIICHKU COCTOSIHHSI TAPEHXUMBI 1eueHu [36].

Yposenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 5)
Kommenrapuii: y nayuenmos ¢ I'b ommeuaromes pubpomuueckue usmeneHus paziuiHol cmenenu
gbipasiceHnocmu  éniomes 00 gopmuposanus LIl Baxcno ommemums, umo TOIl noszsonsem
8bIABUMb CMPYKMYPHbLE USMEHeHUsl NeYeHU 0adice Npu Omcymcmeuu 1a60pamopHuix U3MeHeHU!.
Hccnedosanue nposooumcs, 6 cpeonem, 1 pasz 6 200

. PexoMeHnnoBaHO TpoOBeNEHHE MAarHUTHO-pe30HaHCHON Tomorpapuun (MPT) opranos
OpromrHOM monocTtu (IMpU  HEOOXOAMMOCTH — MarHuTHO-pe30HaHCHass ToMorpaduu OpraHoB
OpIOLIHOM MOJOCTH C BHYTPUBEHHBIM KOHTpacTHpoBaHueM) uin Kommnerorepayto Tomorpaduto (KT)
OpraHOB OPIONTHOM TMOJIOCTH C BHYTPUBEHHBIM OOJIFOCHBIM KOHTPACTHUPOBAHUEM - TIPH T0JI03PEHUN
Ha HAJIMYUE HOBOOOPA30BAHMI C LIEIbI0 UX TUATHOCTHKH, & TAKXKE JJII KOHTPOJIS COCTOSIHHSI aJIEHOM
M€YEHU NpHU UX Hamuuuu [38,39].

YpoBens yoenurteabHocTu pekoMenaannu C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTelbCTB 5)
KommenTapmii: /[emam 0o 16 nem ¢ 0annou yenvio uawe nposoosam yabmpazeyKo8oe UCCie008aHue
oprownoll  nonocmu  (komnnekcroe), nocie 16 gem — MPT wum KT- wuccredosanue c
KOHmMpacmuposanuem Kaxcovie 6-12 mec. 015 8vlA8N1eHUA A0eHOMAMO3a NeYeHU

Ilpu evlasnenuu adewomamosa nedeHu — YIbMPA3EYKOBOE UCCAE008aHUe OPIOWHOU NOI0CmU
(KomniexkcHoe) unu MacHuUmHo-pe3oHaunchyo momoepaguio (MPT) opeanos oprownou norocmu uiu
Komnvromepuyto momoepaguio (KT) opeanog bprownoli nonocmu 6 3a8UCUMOCMU OM 803pacma u

B803MOMCHOCMEU nayuesma, npu Haﬂultuu/omcymcmguu npomueonOKaaaHuﬁ.
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° PexomenoBaHo mpoBeaeHne 330(¢aroracTpoayoeHOCKONNH nanueHTam ¢ I'b u npusHakamu
IHUPPO3a MEUYCHU JJIsI OLICHKH COCTOSIHUS BeH nuieBoja [38,39].

YpoBenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

. PexoMeHnnoBaHO MpoBe/ieHUE PEHTreHOrpaduu KUCTEH C MENbI0 OIEHKA KOCTHOTO BO3pacTa
nanuentam ¢ I'b [36,39].

YpoBenb yoeauteabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
Kommenmapuii: y noodasnaowezo uucna oemeti ¢ I'B ommeuaemcs omcmagaHue KOCMHO20
go3pacma om nacnopmuozo. Hccnedosanue nposodumcs c¢ uacmomotl, 8 cpeoHem, I paz 6 2
200a/200

. PekomeH10BaHO TPOBEICHHUE JIBYXIPHEPreTUYECKOH PEHTTEHOBCKOH abcopOIHoMeTpun
(PenTrenoieHCUTOMETPUH) TOSICHUYHOTO OT/Aena no3BoHouHMKa nanuentam ¢ I'b LIII, VI, IX tunos
C IIEJIbIO OIICHKU COCTOSIHUSI MUHEpaIbHOW IJIOTHOCTH KOCTHOM TKanu [19,24, 36, 38, 51, 54, 55].
Yposenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
Kommenmapuir: y oemeii ¢ I'E uacmo ommeuaemcs cuudicenue MIIKT, ennomv 00 pazsumus
0CMeonoposa, 6 CéA3U C ueM HeoOX0O0UM pe2yisApHbIll KOHMPOIb HA QOHe cmpoco coOn00eHUs
ouemomepanuu 01 NPUHAMUS CBOEBPEMEHHbIX MEPONPUAMULL € Yeablo Npedomsepauetus
NOBLIUEHHOU KOCMHOU pe30poyu.

HUccnedosanue nposooumcs, 6 cpeonem, 1 paz 6 200 demsm cmapuie 5 iem

. PexomennoBano nauuentam ¢ I'b, mporekaommx ¢ nmopakeHueM MbIIIEYHOH CHUCTEMbI
npoBefaeHue  Dnektponeripomuorpadpun (OHMI)  (Dnexrponeiipomuorpadgusi  Uroab4aTbIMU
a7eKTpoaMu (OJIMH HEPB)) MPHU MEPBUYHON JMATHOCTUKE U B JUHAMHUYECKOM HAOIOJICHUU MJIS
CBOEBPEMEHHOM TMarHOCTUKU U KOHTPOJIS opakeHust MbIil [39, 56].

Yposensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 5)
Kommentapun: vacmoma uccieoosanus, 6 cpeonem, 1 p/200

. PexomennoBano marmuentam ¢ I'b, mpoTekaromyuMu € MOPAKEHUEM MBIIMIEYHOW CUCTEMBI
npoBegeHue MPT Ml HUKHUX KOHEYHOCTeH (MarHUTHO-pe30HaHCHas TOMOTrpadusi MbIIIEYHON
cUCTEMBI) (Mpu HEOOXOAMMOCTU JJIS BU3YaAJIW3AlMM JETCHEPATUBHBIX W3MEHEHUH, >XUPOBOTO
3aMEIICHHS MBIIIIBI, HATUYUS OTEKa U BOCTIATUTEIHHBIX U3MEHEHHH CKEJIEeTHOM MyCKyJaTypsbl) [39].
Yposensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

. PexomengoBano nauuentam ¢ I'b, mporekaronMu ¢ IOpaKEHUEM CKEJIETHOM MYCKYJIaTyphbl
MPOBOANTH UCClenoBaHus (YHKIUU BHemrHero aeixaHus (McciemoBaHue HECTPOBOIIMPOBAHHBIX
JBIXaTeNbHBIX 00bEMOB U MOTOKOB) C LEIbI0 KOHTPOJIS JIETOYHOW (PYHKIIMH, KOTOpas MOXKET OBbITh
HapyIlleHa BCIEACTBUE MOPAKECHHS IBIXaTeIbHOU MYCKyIaTypsI [39].

YpoBensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
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2.5 Nuble THATHOCTHYECKHE HCCAe10BAHUS

J PekoMenzoBaHo mpoBeAeHHE MyHKIUMOHHON Ouoncuu nedenu (buorncuss nedenun mnon
KOHTPOJIEM YJBTPAa3BYKOBOI'O HMCCIEA0BaHUsA) € MOPGOIOTHYECKUM HCCIeIoBaHUEM OuorraTta
(ITaronoro-anaromMmuueckoe UCCleOBaHUE OMOICUIHOrO (OMEepaliOHHOr0) MaTepuania Me4eHn) mpu
o0CIIeZIOBaHUH JIOTIOIHUTENFHO MO TMOKa3aHWAM ¢ Ienbio auddepeHnnanbHoil TUarHOCTUKU |
yTOYHEHUs cTaauu Gudpo3a B COMHUTENBHBIX cirydasx[17].

YpoBenb yoOenurtesbHOCcTH pexkoMeHAauuu C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJNbCTB 5)
KommenTapuu: ocobennocmuio mopghonocuueckoii Kapmunsvl neyeHu npu 2iuKo2eHosol bonesnu la
Muna A611emcsi MUunu4Hoe UsMeHeHue 2enamoyumos: OHU UMeIOm 6U0 «PACMUMENTbHBIXY KIemOK,
2panuybl UX Yemkue, UMEIOM WMAMNOBAHHLIU 6U0, ONMUYECKU NYCMYI0 YUMONLA3MY, YACmO
8AKYONU3UPOBAHHOE U CMeujeHHoe K nepugepuu s0po. B yumonnasme cenamoyumosg Habnooaemcs
2nvlbyamoe pacnpedeiieHue 2IUKO2eHd, YAcCmo CKANIUBArnule2ocs 6 OO0NbUX KoAUuyecmeax.
I'nuxoeen eviasnsiemcsi HepeoOKO U 6 BAKYOIUBUPOBAHHBIX A0pax cenamoyumos. Hapsaody ¢ smum
ommeuaemcs  8blpadceHHas 0Oenkogas  (6niomv 00  B8AKYOIbHOU), a makdice Meiko- U
KPYNHOKANENbHAS  HCUPOBAs OUCMPOQus  2enamoyumod ¢ Ux HeKpoOUo3oM U HEeKPO30M.
Pemuxynunogvlie u Konnacenogvle 60J10KHA, paA3paACMAicL HA Mecme 2ubenu 2enamoyumos,
obpazyiom ozpanuuenHvie QUOPO3Hble O0YANCKU 8 OO0NbKAX, HAOM00aemcs «KAnuLIApU3ayus»
CuHycoudos ¢ nociedyiowei obaumepayuell ux npoceema. Bocnanumenvuvie uzmenenus aubo
omcymcmeyiom, aubo ommeuaemcs He3HAYUmenbHas, NpeumMyujeCmeeHno MOHOHYKIeapHas
UH@UILMPAYUsL NOPMATLHLIX MPAKMO8, UX uopo3uposanue ¢ paspacmanuem COeoOUHUMmMeNIbHOU
MKAHU U 8HeOpeHUeM Cenm 8 NApeHXUMy Op2aHd, 4mo eedem K nepecmpouKe e20 apXumekmoHUuKu.
Bosmoorcno pazeumue yupposa ¢ popmuposanuem «10#CHbIX» NEUEHOUHBIX OOJIEK.

Ilpu I'b IlI muna mopgonocuueckue uzmeHeHus: NeYyeHUu 6 Yeiom Cx00Hvl ¢ maxogvimu npu I'b 1
Muna, 0OHAKo GbIpAdXCEHHAas 6enKosas oucmpoghus Kiemok npeoodnradaem Hao Hcuposoi. ObviuHo
uMeemcs NnepunopmanbHulll UW/uiu cenmanbHull uopo3, a uHoeoa u MUKPOHOOYIAPHBIN YUPPO3
neyeHu, Ymo, 603MONCHO, CE5A3AHO C HAKONIEHUEM AHOMAIbHO20 KOPOMKOYENOYEUHO20 2IUKO2EH .
Ilpu I'B IV muna xapakxmephvim MOp@hOoI02udecKum NPUSHAKOM AGNAEMCS HATUYUe 8 YUMONniasme
2enamoyumos C8emuo-303UHOPUIbHbIX GKIIOUEHUl OKPY210U, 08aNbHOU U 60O08UOHOU hopmbl C
onmuyecku nycmoim 0000kom no nepugepuu, PAS-nozumuenvix, ycmouuusvlx K amuiase (m.H.
2NIUKO2EHOBble Melbya Wl NOAUSTIOKO3aHosble meavya — menvya Jlagopel). Ilpu smom naubonee
yacmo ommedaemcs: yuppomuyeckas mpaucgopmayus nevenu. llpu 31eKmMpoHHOU MUKPOCKORUU
0OHapYHCUBAIOM HAKONIEHUE aMUIONEKMUHONO00OH020 6euwjecmea KAk 6 HeUupoHax, mak u 8

MbIUEUHBIX B0JIOKHAX.
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Ilpu I'B VI u IX munoe cucmonamonozuyeckas KapmuHa neweHu 8 yeiom cxoona ¢ maxkosou npu I u
11l mune 3a6onesanus. Oonaxo berkosas oucmpo@us 2enamoyumos npeodiadaem Hao HcUposoll, a
CmeneHb UX BbIPANCEHHOCU HeBbICOKAA. 3auKcuposanvl ciyuau UHMEHCUBHOU NOPMANbHOU U
BHYMPUOOTLKOBOU UHPDUILMPAYUU MEIHCYMOYHOU MKAHU NeYeHU NPeuUMyuecmeerHo TUMBOUOHbIMU
anemenmamu. Puobpo3 0OLIYHO YMepeHHbILl, HO ONUCAHBL CIYYaU YUppo3a neuenu, ocobenHo npu 1Xc
mune [59, 60].

J PexomeHn10BaHO TpOBeNEHHE MEIUKO-TeHETHYECKOTO KOHCYJIbTHpOBaHMA (IIpueM (0cMOTp,
KOHCYJIbTAITs) Bpaya-reHeTHKa MePBUYHBIN U TIOBTOPHEIE) MPU JUATHOCTHKE M BEJACHHUH MAIUEHTA C
I'b, a Taxke mNpU IJIAHUPOBAHUM TMOCIEIYIONIMX JETOPOXKACHUNA B OTATOLICHHBIX ceMbsx. [Ipu
HEOOXOUMOCTH — TPOBEACHHME TNPEHATANbHOW JIMAarHOCTUKUA WM  MPEUMIUIaHTallMOHHON
reHeTHu4ecKom quarnoctuku [38,39,54,58].

Koncynemayuu cneyuanucmos

. PekoMennoBaHno BemeHue manueHToB ¢ ['b  MympTUAMCIMILTUHAPHON  KOMaHAOH,
BKJTIOYAIOIIEH CIEIMAINCTOB: B COOTBETCTBUU C KIMHUYECKHMHU TPOSIBICHUSIMUA 3a00JIEBaHUS TIPH
MEepPBUYHON JUArHOCTMKE W JUHAMHYECKOM HaOMIOJACHUM TpU HAJIUYUM TOKa3aHWH ¢
JMArHOCTHYECKON W/WiM JieyeOHOM Leblo: Bpau-leauaTp/Bpay-TepaneBT, Bpad-TeHETHUK, Bpau-
racTPO’HTEPOJIOT, BPay-HEBPOJIOT, Bpau-He(poJIor, Bpad-AueToIor, MEAUIIMHCKUHN TICUXO0JIOT, Bpad-
KapauoJIOT/Bpay AETCKUN KapAHOJIOT, BPay-IyJIbMOHOJIOT, Bpad-aJuIepProJIOT-MMMYHOJIOT, a TaKKe
Bpau oOmield mnpakTuku (ceMmeiHbii Bpad) (mpuem (OCMOTp, KOHCYINbTallusl) Bpada-meauarpa
MEePBUYHBII W TOBTOpHBIE/ TpHEeM (OCMOTp, KOHCYJbTallMsl) Bpada-TepareBTa MEPBUYHBIA U
MOBTOpHBIE/ TpUeM (OCMOTp, KOHCYyJIbTallusl) Bpadya oOOLEeHd MNpakTUKU (CeMEeMHOro Bpaya)
MEPBUYHBI M TIOBTOPHBIE, TpueM (OCMOTp, KOHCYJIbTAIlMs) Bpauda-TeHETUKA TIEPBUYHBIA U
MOBTOPHBIE, TIpHEM (OCMOTp, KOHCYJbTAIMsI) Bpada-racCTPOIHTEPOJIOra MEePBUYHBIN U MOBTOPHBIE,
mpueM (OCMOTpP, KOHCYNbTaIlusl) Bpaya-HEBPOJIOTa IMEPBUYHBIA M TOBTOPHBIE, MpUEM (OCMOTP,
KOHCYJIbTallMsl) Bpauda-Hedposora NEpBUYHBIM M TOBTOPHBIE), HpUeM (OCMOTp, KOHCYJIbTalus)
Bpadya-KapAuoJora TEepBUYHBIM W TOBTOPHBIE/ MpHEeM (OCMOTp, KOHCYJbTAlWs) Bpada-IeTCKOTO
KapauoJjiora TIEPBUYHBIA M TOBTOPHBIE, IpHeM (OCMOTp, KOHCYJbTAlMs) Bpada-IHeTONIora
MEPBUYHBIII M TOBTOpPHBIE, TMpUeM (OCMOTp, KOHCYJbTAIMsI) Bpada-ajuieproyora-uMMyHOJIOTa
MEPBUYHBIN M TMOBTOpPHBIC, MpHEM (OCMOTpP, KOHCYNbTallMs) Bpadya-MyJIbMOHOJIOTa MEPBUYHBIA U
MOBTOPHBIE, TpUEM (TECTHPOBAaHWE, KOHCYJBTALMS) MEIUIIMHCKOTO TICHXOJIOTa TEPBHYHBIA U
noBTopHbIe [36,38,39,54,58].

YpoBenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB 5)
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3. JleyeHne, BKJIKOYASI MeIUKAMEHTO3HYIO M HEMeIUKAMEHTO3HYI0 Tepanumu,
AHETOTEpPaNuIo, 00e300,JUBaHUe, MeIMIIMHCKHE TOKA3aHNsI U IPOTHBONOKA3AHUS

K IPUMEHECHUI0 METOAO0OB JICUCHUA

Cneyughuueckoe neuenue I'B 0o Hacmosawezo epemenu He paspabomano. OCHOBHbIM BUOOM
NAmMo2eHemu4eckoll  mepanuu  A6IAemcs pedcuM NUmauus U Ouemd, HANpasieHHvle Ha
npeoynpedicoeHue u 00pbOy ¢  euno2iukemuel, MemadoIUYecKUM —ayudo30M, Kemo30M,
eunepaunuoemueli, Koppekyuro HapyweHui @OYHKYUOHANbHO20 COCMOSHUSA —2enamoOunuapHoll
cucmembvl U AHceryOOUHO-KuuieuHo2o mpakma. [lompebHocmb 6 OCHOBHBIX NUWEBLIX BEUecmEax U

aHepeuu npeocmasnena 8 Ilpunoscenuu A3.3.

3.1 KoncepBaTuBHOE JIeUeHHE

Hpu yciaosuu aoexeamHotul duemomepanuu B03MOINCHO MUHUMU3UPOBAINDb Memabonuyeckue
HApyuileHus, CeA30HHble C medYeHuem 60]Z€3H1/l, a makotce CHU3Uumb puck paszeumus omcpo4eHHblX
ocnosichenuti. Coomuouienue OCHOBHbIX nuwesvlx eeuecme 6 numaHuu OONbHBIX C PasiudnbimMu
munamu ciauKoceHo3a Omiau4Ho om maxKoeozco )y 3@0p06blx Oemell U3-30 NOBLIULCHUS COO€p9fCClHMﬂ

y2ﬂ€60006 U OenKa u CHUICEeHUsL 00U HCUBOMHO20 aHcupa.

3.1.1 /luemomepanus npu enukozenosoii oonesnu I, INl, VI u IX munoe

. B cBA3M €O CKIOHHOCTBIO NAIMEHTOB C TIVIMKOTE€HO3aMHM K Pa3BUTHIO anuao3a U
rUNepIaKkTaTeEMUHM PEKOMEH0BAaHO OTPAHUYMBATh WM MOJTHOCTHIO UCKIIIOYATh U3 palliOHA caXxapo3y
(nmumieBo#t caxap), GpyKTO3y M rajakTosy, T.K. 3TH caxapa y nauueHToB ¢ I'b oOMeHuBaroTcs He 110
TJIIOKO3bI, KaK y 37I0pOBBIX, a JI0 JIaKTaTa C LEJbI0 MpeaynpexIeHus ycyryOneHus JaKTaTainuao3a
[19,24,38,62,63].

YpoBens yoenurteabHocTu pekoMenaannu C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB 5)
KommenTapum: coodeporcanue nezkoyceausaemvix yeneeooos cocmaeisem 5—20% om obwezo
CYMOUHO20 KOIUYECmEa y21e60008 NUU, NPeuUMyujeCmeerHHo 3a cuem 2niokosbl — & cpeonem 40-80

2 2JIIVKO3bl 6 CYMKU.

eBBuny ocoOeHHocTel  Merabonu3sma npu  pa3iMuHbIX  Buaax I'b pexomenmoBaHO
MPEUMYIIECTBEHHOE yBelndeHne norpediaenus yrieBoaos (I tum) mim sxuBotHoro 6enka (111, VI u
IX tumnsr) [19,24,38,62,64].

YpoBenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJbCTB 5)

KommenTapuu: crusicenue codepwcanus scupa 6 ne4ebOHbIX Ouemax HAnpaeieHo Ha KOPPeKyuro

UMEIOWUXCS HAPYUIEHUL TUNUOHO20 0OMEHA.
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K coorcanenuro, aghgpexmuenocmo ouemomepanuu 3a4acmyro CHUNCEHA U3-3d MO20, YMO NaAyuUeHmbl
yacmo napywarom ee [40].

. PexomennoBana, ocobenHo i manueHToB ¢ | Tunmom I'b, opranuzanus qpoOHOro muTaHus C
UCKITIOYEHUEM TMHIIEBOrO0 caxapa (caxaposbl), OTrpaHHMYEHHWEM TajakTo3bl W  (QPYKTO3a, C
PaBHOMEpHBIM pacCHpe/eICHUEeM JIETKOPACTBOPUMBIX YIJIEBOJAOB B TEYEHHE CYTOK C LEJBI0
nojjep>kanus HopMoriukemuu [24,62,64].

YpoBens yoenuteabHocTH pekoMenaannu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)
KommenTapuu: ¢ smoii yenvto Koauuecmeo npuemos nuwu ygeauuusaiom 00 6—8 pas 6 OeHb
(éxnrouas pannuil 3aempax 6 6—7.00 u nozonuil yocur ¢ 22-23.00), umo noseonsiem noodoepicusams
HOPMO2TIUKEMUIO.

I1pu konyenmpayuu enoKo3vl Hudxce 2,5 MMOb/1 OONOIHUMENbHO 66005M [—2 HOUHBIX KOPMAEHUSL.

. PexomennoBano nanuenram ¢ I'b HazHaueHue ChIpOro KyKypy3HOro Kpaxmania, HMEIIETO
CBOMCTBO MEJUICHHO W HENPEPBIBHO PACIICIUIATHCS MOJ JEHCTBUEM MaHKPEATHUYECKOW aMIIIa3bl JI0
TJIFOKO3BI, YTO TIO3BOJISET OOOWTHCH 0€3 YacToro KPYIVIOCYTOYHOTO KOPMIICHHUS, JOCTHYL U
MOA/IEPKUBATH YIOBJIETBOPUTEIbHYIO KOHLIEHTPALUIO IIFOKO3bI B KpOBHU [24,62].

Yposens yoenureabHocTH pekoMenganuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
KommenTapuu: 6 ceiasu ¢ ocobeHnocmamu MONEKYIAPHOSO CMPOEHUs, YCE80EHUe 2NI0KO3bl U3
KVKYPY3HO20 Kpaxmana eviuie, yem u3 kapmogheavHozo. Ilepsvlie nonvlmxu ucnoib308aHus coblpo2o
KVKVPY3HO20 KPAXmMaia npeOnpunumarom K kouyy 1-eo eooa swcusnu pebenxa. Kpaxman cmewugarom
€ 80001, 6e31aKMO3HbLIMU/DE3CAXAPOIHBIMU CMECAMU, COeBbIM MOJIOKOM WU C OpY2UMU HANUMKAMU,
He codepxicawjuMu caxapa, Komopvle noayidaem peOenok. [[ns maaoenyes u Oemeu paHHe20
so3pacma yenesas 003a KYKYPY3H020 Kpaxmana cocmasisem nopsoka 1,6 e/ke (kasicovie 3—4 u,
BKIIIOYASL HOUHOU npuem), a 0I5l NayueHmos, 00CMUSUUX WKOIbHO20 803PACMA, OHA 803pacmaem 00
1,7-2,5 2/ke (kaxcovie 4—6 y) [62,63].

Ilpumenenue Kpaxmana noseonsiem  OOCMUYbL U NOOOEPIHCUBAMb  YOOBIEMEOPUMENLHYIO
KOHYEHMpayuro 210K03bl 8 KpOBU 6 CpeOHeM Ha npomsdicenuu 4,25 u (Ouanazon om 2,5 0o 6 u). Ilpu
oCYuecmeneHuy pe2yiapHo20 KOHMPONs 2AUKEMUU MONCEm CHUSUMbCA CMeNneHb 6081e4eHHOCmU
nouex 8 namoioeuiecKull npoyecc.

B 20242 ¢ P® 3apecucmpuposana Hosas hopmyna 2uopomepmuyecku MoOUpUYUUpo8anHo2o
Kpaxmana, umerowe2o  NpoJOHSUPOBAHHOe  Oelicmeue 8  NOO00epHCAHUU  HOPMOSTUKeMUU
(cneyuanuzupo8anHvlil NPOOYKM OUEMUYEeCKO20 1e4eOH020 NUMAHUSA C HelUmpaibHbIM 6KYCOM Ol
Ooemeli ¢ 2 nem ¢ 00ne3HAMU HAKONJEHUA 2IUKO2EHA), NPOU3BOOUMbIU U3 CHEeYUATbHbIX COPMOE
80CKO0B01U KYKYpY3bl. Hasznauenue e2o ABIAEMCA GANCHLIM 6 CEA3U C BO3MOICHOCMBIO VEETUUEHUs

unmepeaia Meofcdy npuemamu nuwyu, obecneuusaem HOYHOU COH Oe3 nepepvleoe Ha KOopMmjieHue.
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Ucnonvzyemess 6 Ouemuueckom JaeweOHOM numauvuu oemei, cnocobocmeyem npoguiaxmuxe
UNO2TUKEMUU U MemadoIUdecKux OeKOMNeHCayull, NpUMEeHAemcs: Npu 00Ne3HAX HAKONIeHUs
2nukozena: bonesnv I'upke (enuxoeenos la, 16 munos), 6oneznv Kopu u 6one3nv @opbca (2nuxoeenos
3a, 36 munos), 6onesnv I'epca u Hedocmamounocms ocpopunazvl neuenu (enuxoceHo3 mun 6),
2NUKO2eH03 mun 9, HedOCMAamoyHOCMb 2IUKO2EH CUHMA3bL NeyeHouHas (enukoeenos mun () (Oanee
co2nacHo npunodicenuio) [65, 66].

Ilpu 1 mune I'B cpedusis npodoadcumenvHocms b6e3onacHou naysvl 8 ede 7,8 uacos, npu I'b 3,
6, 9 u 0 munax — 0o 9,6 uacos, umo 6 6onee yem 3,5-4 paza borvuwe, uem NPU UCNONBL3OBAHUU CHIPO2O
KYKypy3Hoeo kpaxmana. Haznauenue npooykma npu I mune I'B — om 60 0o 1502 6 3aéucumocmu om
sozpacma, npu 3, 6,9,0 munax — 0oza nodbupaemcs unousuoyaibrno om 30 0o 60z na npuem,
He3a8UCUMO Om Maccul mena u eospacma [65].
. [Ipu nuerorepanuul TIMKOTEHO30B PEKOMEHIOBAHO COONIOACHHE OMPEICICHHOTO pPEeKuMa
MUTAaHUS C PEryJSpHBIMH TpUEMaMU MHUIIM C LEeJbl0 MOJJEpXKAaHUS YPOBHS TJIOKO3bl Ha
JIOCTATOYHOM YPOBHE U MPEIyIPEKICHUS TUIIOTIIMKeMuu [24,62].
Yposenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB S)
KommenTapuu: nepswiti npuem nuwu, Kax npasuno, Hashauaiom Ha 06-7.00 ympa, om modxcem
coCmMosimos U3 Kauil, OMEApPHOU GepMUuleny, 4ds ¢ 2MI0KO030U, oanee cledylom OCHOBHOU U 2-U
3aempak, 06ed, noidHuK, yoicun. Ilocneonuii npuem nuwu npuxooumcs na 22-23.00 4, cocmoum
2N1A8HBIM 00pazom u3 Kegupa u obeszdcupennoco meopoza. B 24 u u npu neobxooumocmu Houvio
0arom KyKypy3Hulll KPAxmal.
Cpeonecymounvie HOpMbl NOMPEOHOCMU 6 NUWEBbIX BeUwecmeax U dHepeuu oemel C Yacmo
scmpeuarowumucs munamu I'b npeocmasnenvt 6 Ilpunoscenuu I'2.
o B cBsi3u ¢ BhIpaKEHHBIMU HapyIICHUAMH (QYHKIIUHM MTEYSHH U KEITYCOTEICHUS MallueHTaM C
I'b pekoMeHIOBaHO Ha3HA4YaTh WHAMBUAYAIbHYIO IHETY, JHUIICHHYIO JKCTPAKTHBHBIX BEIIECTB,
MPOJYKTOB, OOTaThlX S(QUPHBIMH MacllaMd W OPTaHWYECKUMH KHCJIOTaMH, JKHPHBIX, OCTPBIX H
NpsiHBIX OtoJ, mpuripas [19,24,38,62].
YpoBeHns yoenuteabHOCTH pekoMeHaannu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB 5)
o PekoMeH0BaHO MCKITIOYUTH KUPOBBIE MPOAYKTHI (CIMBOYHOE M TOIJIEHOE Macjo, CMETaHa,
CIIUBKH), OOTaThlii XOJECTEPUHOM SIUYHBIA OENOK, KOHIUTEPCKHUE H3MEHHS C KPEMOM, MATKas
cnoOHas Beitieuka [19,24,38,62,63].
YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJNbCTB 5).
o PekoMeHI0BaHO OTpaHWYMBATHL WM HWCKIIOYaTh MPOAYKTHI, COJEpKalue QpyKToly u
raJlakTo3y: MUIICBOW caxap, IEJIbHOE MOJIOKO M €r0 MPOU3BOJHBIC, COJIEpIKANIUEe MOJIOYHBIA caxap
(makTo3y), (pykThl (CBeXHE U CyIICHBIC), KOPHEIUIOMABI, IIMMHHAT, IIaBelb, BCE CIIAIKUE
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KOHJIUTEPCKHUE W3JENHs, IUIOJOOBOIIHBIE KOHIIEHTPUPOBAHHBIE COKH, (PYKTOBBIC BOMABI, ME]I,
BapeHbE, CHPOIBI, KOH(PETHl, a TaKXKe HEKOTOpPble MEANKAMEHTBI, COJEpKallhe caxap
[19,24,38,62,63].

YpoBenb yoeaurteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 5)

J Jns npenynpexxaeHusi pa3BUTHA KeToaluao3a nanueHTam ¢ ['b pekoMeHa0BaHO HCKITIOUUTH
MPOJAYKTHI, Oorarble CpeIHElENOYeYHbBIMU TPUTIUIEpUIaMU (KOKOCOBOE Maciio, HEKOTOphIe
CHeIMaIU3UPOBAHHbBIE CMECH IS SHTEpasibHOrO nutanus) [19,24,38,62].

YpoBeHns yoenuteabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)

J PexomennoBanbl nanuentam ¢ I'b HexxupHbIe copTa Msica U PbIOBI, BCE KPYIIbl, MAKAPOHHbIE
W3JIeHsl, SUYHBIA OENOK, MOJIOKO, Kedup, Heclagkue HOTYPTHI KHUPHOCThIO He Oomee 1,5%,
00e3KUPEHHBI TBOPOT, HEOCTPBIH ChIp >KUPHOCTHIO 5-10%, MOACYIIEHHBIM NIIEHUYHBIN XI1e0,
CYXHU€ HEeCJaJKHUe TajeThl, CIaJ0CTH, IPUTOTOBICHHBIC HA TTIOKO3€, PPYKTHI U OBOIIH, COJEPKAIIHE
CPaBHHUTEIHHO HEOONBINOC KOJTHMIECTBO (DPYKTO3BI (JINMOH, 3€JICHBIC SOJIOKH, KITFOKBA, 3€MIISTHHKA,
obnenuxa, Kaprodenb), BCe BHIbBI KamycThl (O€lIOKa4aHHYI0 — YMEPEHHO), OTYpIbI, TOMATHI
(orpaHMYeHHO), TBIKBA, KabauoK, TMaTUCCOHBI, OaKIaXKaHbl, IJIyK-TOpEeH, OropoaHas 3eJleHb
(orpaHn4eHHO), GPYKTOBBIE COKHU, pa30aBiieHHbIe Ha 1/2 KUMSYEHOUN BOMIOM, HEKPEIIKHIA Yyail, OTBApHI
U MOpPCHI, TNPHUTOTOBICHHBIC W3 pa3pEHICHHBIX (PYKTOB M STOJ C JOOABJICHHUEM TJFOKO3HI,
pacTuTenbHOEe Macio (IOJCONHEYHOE, KYyKypy3HOE, JIBbHSHOE, COSBOE, PAliCOBOE, THIKBEHHOE) B
KoJIn4yecTBe 3—4 4.j1. B IcHb (100aBIATh HEMOCPECTBEHHO B Oimroa) [19,24,38,62,63].

Yposensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTebCTB 5)

° Hetssm ¢ 1 tumom I'b pexomeHA0BaHO TMpUMEHEHHWE HU3KO- M 0€3JIaKTO3HBIX CMecel st
NUTaHUA AeTed 1 roaa >KW3HM Ha MOJIOYHOW M COEBOM OCHOBE, CMECH JUISl DHTEPAIBHOIO MUTAHUS,
JIMIIEHHBIE JJAKTO3bl U HE COJEPKAIINE CPEIHELENIOYEYHBIX TPUTIIMIIEPHUIOB C LEJIBIO MOAIEP/KAHUS
YPOBHSI TJIFOKO3bI Ha JIOCTATOYHOM YPOBHE U MIPEAYIPEXKACHHS KeToaruao3a [24,62,63].

Yposensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJbCTB 5)

. [Tpuniuns! teye6Horo nutanus npu I'b 11l Tuna pexkoMeHa0BaHBI TakKe XK€ KaK MpU O0Ie3HH
I Tuma, HO NOCKOJIBKY TEHAECHLHS K TUIOIIMKEMHM MEHEE BBIpaXEHa, TO IS NOLEpKaHUS
HOPMaJIbHOTO COJEP>KAaHUS TIFOKO3bl B KPOBH B HOYHOE BPEMs JOCTaTOYHO HCIIOJIB30BAHUS CHIPOTO
KYKYpY3HOT'0 Kpaxmaja C LeJIbIo oepaHusi HopMoriukemud [19,62,64].

YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTENbCTB 5)
Kommenrapumu: makum obpasom, ouema npu enuxoeenoze muna Il menee pecmpukmuena, u
ocpanuuenus caxapa npu Heul 3adacmyio He mpedOyemcs. Paspewaemcs maxoice npumenenue 6

payuone numarus ZPyOHOZO MOJIOKA, cmaH()apmelx e20 3ameHumernell Uau cmecell ¢ NOBbIUECHHbIM
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cooepoicanuem  oenka. Ilockonvky nuwegvle OenKu  CAYHCAm  UCMOYHUKOM — AMUHOKUCTIOM,
ABIAIOWUXCS  CYOCMPAMOM  2IIOKOHeo2eHe3d, Ux nompebieHue cnocoocmeyem yMeHbUEeHUIO
Velle800HOU HaAzpy3KU (HOMEHYUATbHO NPUBOOWell K PA3GUMUIO 2UNO2TUKeMUY U JIAKMamayuoosa),
a npu 11l mune — u yryuuienuro mviueuHo2o oomena benxa.

J [TocTossHHOE UWHTparacTpajbHOE TMHUTAHUE TPU THKEIOM TeueHUuW 3al0osieBaHUS U
HECTaOUJIbHOW HOPMOTJIMKEMHH PEKOMEHJOBAHO OCYIIECTBISTh MyTEM 30HJIOBOTO BBEICHUS
MUTATEIIbHBIX CMECEl B HOYHOE BpEMs, C aHAIOTHMYHOW IEJhI0 MOTYT HCIIOJIB30BATHCS PACTBOPHI
JOEKCTPO3bI** (NpH YCIOBHM MEMJICHHOTO M KOHTPOJIMPYEMOTrO TIOCTYIUIGHHSI B OPTaHU3M).
[19,24,38,40, 62].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 5)
KomMmeHnTapumu: unmencuenocms nocmynieHusi numamenvHol cMecu onpeoensemcsi CKopoCcmbvio
@uzuonrocueckol NpPOOYKyuu 2iK03bl NEYeHblo. 8 MIA0eHYeCKOM 803pacme OHA COCMmAasiisem
npumepro 8—10 me enoxo3vi/ke 8 MUH.

3.1.2 Meoukamenmo3naa mepanus

. PekoMeHZOBaHO TNpHMEHEHHWE BHUTAMUHOB, MHUHEpPAJIbHBIX BEIIECTB U BUTAMUHHO-
MUHEPAIBHBIX KOMIUIEKCOB OOYCIOBICHHOE MPEUMYIIECTBEHHO Ne(UIIUTAPHOCTHIO PECTPUKTHUBHBIX
IWET TO Py MHUKPOHYTPHUEHTOB (0coOeHHO mpu | Tume 3a0oieBaHMs) C IETBIO BOCIOIHEHHS
nedunnTa U NoAepKaHUs aJIEKBaTHOTO HYTPUTUBHOTO cTtatyca [19,24,37,62].

Yposenb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
KommenTapuu: yenecoobpasnocms npumeneHuss mex Uil UHbIX GUMAMUHHBIX NPEenapamos,
nuujegblx 000a80K C COOepicaHuemM MUHEPATbHBIX 6eujecms Ul GUMAMUHHO-MUHEPATbHBIX
KOMNIEKCO8 ONpeOeisiemcsl 1e4aujum 8paioMm.

Hayuenmam ¢ I'b I, IIl muna nasuauaromces konexanvyughepon™**, speoxanvyugepon, npenapamoi
Kanbyus (kareyus enuyepoghocgham, Kanvyus 2nokoHam** u  Op.) unu  KOMOUHUPOBAHHblE
npenapamul (Konexanvyughepon+rkanoyus kapbonam,).

Iayuenmam ¢ I'B Ib u neumponenueu naznavenue eumamuna E (Oemsm ¢ 5 nem — 600me/cym,
s3pocivim 900 me/cym) 6 meuenue 00HO20 200a CROCOOCMBYEm NOBLIULEHUIO YPOBHS HEUMPODULO8 U
VMEHbULEHUIO YaCOmbl UHQEKYUOHHBIX 3a001esanuil [67].

Hayuenmam ¢ I'b I u, npu neobxooumocmu, ¢ I'b 11l muna mozym Ovims HA3HAYEHbI GUMAMUHO-
MUHEpalbHble KOMNIEKChbl (NONUSUMAMUHbL, NOIUSUMAMUNbL+MuHepanst) [19,24].

Hayuenmam ¢ I'b ¢ pecmpukxmusnvimu ouemamu (Hanpumep, npu I mune) modxxcem nompeb6oeamucs
HA3HAYeHue npenapamos xceie3a u/unu yuaHokooaramuna** u/unu ghonuesoti kuciomolr **,
Hayuenmam c eapuanmamu I'b, npomexarowumu ¢ nopasxcenuem moiuweunou mranu (V,VLVILIX)

HasHawaemcs #nupuooxkcun™** [68].
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Ilpu Opyeux @opmax ['F pewenue o Ha3HAUEHUU BUMAMUHO8 U MUHEPANO8 peuaemcs 6

UHOUBUOYATILHOM NOPsIOKe

. B xommuiekcHOM JiedeHMH 0OMEeHHBIX HapyueHuil npu I'b ¢ neyeHouHOH HENOCTATOYHOCTHIO
PEKOMEHI0BAHO BBEJIEHUE KOKAapOOKCHIIa3bl, C IIETbI0 CIIOCOOCTBOBaHUS 00pa3zoBaHMIO alui-KoA,
pEryJIsIUM YTIIEBOIHOTO OOMEHA U YMEHBIIIEHUS JJaKTaT-anua03a [37,62].

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

. [lpu pedunmre kapHuTMHAa manumeHTaMm ¢ ['B pekoMeHIOBaHa 3aMECTUTENbHAs Teparus
JIEBOKAPHUTUHOM C JieueOHOMH 11enbio [69].

YpoBens yoenurteabHocTu pekoMenaannu C (YpoBeHb J0CTOBEPHOCTH J0KAa3aTeIbCTB 5)

. [Tpu BrOpmuHBIX ocioxHeHusx ['b (BropuyHble TyOynomaTtuu, MEYEHOYHbIE W OMIIMapHBIC
TMCYHKIMM ¥ JIp.) PEKOMEHIOBaHAa KOPPEKUHUs TyOyJISPHBIX pPaCcCTPOMCTB, OCTEONOpO3a,
YCTpaHEHUE 3aCTOMHBIX SIBICHUH B JKETYHOM ITy3bIpe (PEKOMEHJOBAHO NMPUMEHEHUE JKEITYErOHHBIX
MpernapaToB, IOBBIINICHUE JBaKyaTOPHOW (YHKUMU IKETYHOTO IMYy3bIps), PEKOMEHIOBAHO
Ha3HayaeHHE TenaToONPOTEKTOPOB, JIUIOTPOIHBIX BemiecTBa [37, 63].

YpoBenb yoenureabHocTn pekomenanuu C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

J [Ipr BO3HMKHOBEHUH METAOOIMYECKOTO alM03a PEKOMEHJIOBAHO BHYTPHBEHHOE BBEIICHHE
HICJIOYHBIX PACTBOPOB HATPUs THAPOKApOOHATA™*™ C 1eJIbI0 KOPPEKIIMHU META0OJUTHBIX HAPYIICHUI
[70].

KommenTapumn: 6 ciyuae passumus ayuoosa HeoOX00UMO 68edeHue pacmeopa HaTpus

rusipokapOoHara** (1-2 mmonv/ke 6 cym 6 4 npuema) unu yumpama xanus (5-10 MEO kaxcovie 8—12

y).

J C aHTUNIPOTEHHYPUYECKOW ILEeNbI0 M s MPEAOTBPALEHUS yXyALIEHUS (QYHKUHUU IMOYEK
pekomeHnoBaHO mnanueHTaM ¢ I'B ¢ mopakeHueM IOYEK HCHOJIb30BAHWE HMHTUOMTOPOB
aHTMOTEH3UHIpEeBpaliaomero (¢epMeHTa (HampuMmep, KanTonmpuin**, pamunpwin®™* u nap) umm
aHTaroOHKMCTOB PeLenTopoB aHrnoTeHsuHa Il (Hanpumep, Bancaptan u ap.) [6,24,39, 49,71,72,73].
YpoBens yoenurteabHocTu pekoMenaannu C (YpoBeHb 10CTOBEPHOCTH A0Ka3aTeIbCTB 5)

J [Ipy pasBUTHM THIEPYPHKEMHH PEKOMEHJOBAHO IIPHMEHATh AIONMYPUHON =~ C IIEJIBIO
Koppekuuu qaHHoro coctosinus (10 mr/kr B cyT, B 3 puema) [6].

YpoBenb yoeauteabHoCTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH A10KAa3aTEJNbCTB 5)

J Ecnu KOHIEHTpauusi TPUIIIMLEPUIOB B CHIBOPOTKE KPOBH coxpaHsieTcs Bbiie 10 MMOIb/1,
HECMOTpPSl Ha JAMETOTEpaIrio, PEKOMEHJ0BAaHO HAa3HAUYEHHE MPENapaTroB, CHUKAIOUINE WX YPOBEHb!

TUIOJIMITU/IEMUYECKUE TIpernaparsl (HampuMep, HUKOTHHOBAas KucioTa, HHruoutopsl ['MI-KoA
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penykTasbl (cTaTuHbl), GUOpaThl), YTOOBI YMEHBIIUTh PUCK PA3BUTHS XOJIEJIUTHA3a M MAaHKpEaTHTa
[36,37,63].
YpoBens yoenuteabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)

KOMMCHTapHH: 6bl60p npenapamoe 6 coomeencmeuu ¢ 603pacniom nayuenma

J [Ipy HeHTponeHUH PEKOMEHJO0BAHO Ha3HAYEHHE PEKOMOMHAHTHOTO T'PAHYIOMUTAPHOTO
KoJIoHHuecTUMYJpytomiero ¢akropa denoreka [pul -KCD] (I'-KCD) ¢ nenbo KOPPEKIUU TaHHOTO
nposBienus (10 yposas bimie 0,5-1,0x10%/m) u cBA3aHHBIX ¢ HUM cocTosHuit [27, 28, 74, 79].
YpoBensb yoenuteabHocTH pekoMenaauuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 5)
KommenTapmii: ucnonvzosanue I'-KC® npu I'B muna Ib noszsonsiem eoccmarosumsv GyHKYuu
KPACHO20 KOCMHO20 MO032d, CKOPPEKMuUpoeams HeumponeHuro, CHU3UmMb CmeneHb maxcecmu
bakmepuanbHulX  UHQeKyull, BOCNATUMENbHBIX USMEHEHUU KUWeYHUKa U MemadoaudecKux
Hapywlenutl, YIyyuue mem camvlm npocHos sabonesanus. Hauanvnas 0osza 1 mxe/ke/cymku uepes
oenw. /[numenvnasn mepanus I'-KCD nposooumcs 6 003e 5 mke/ke maccvl mena Ha uHbeKyuro 0o 2-3-
X 6gedenuti 6 Hed. [27, 28]. [Jo3y cnedyem nogvluiams NOCMENEHHO, NPUOIUUMENbHO 4 2-
XHeOeNbHbIMU — UHMEP8ANamMu 00 OOCMUNICEHUS YeleBo20 3HAYEeHUs  aOCONOMHO20  YuUcia
netimpoghunos om 6onee 500 0o 1 x 10°/n. [54]

Jleuenue crnedyem npoeooums noo muwamenvhuvim Habnrooenuem. ¥ nayuenmos ¢ I'61b muna
onucanvl pedkue cay4au MueioOUCniIacmu4ecko20 CUHOPOMA Uil OCMPO20 MUEIOUOHO20 N1eliKo3d, He
cesazanuvle ¢ npumenenuem [-KC®, umo oOukmyem HeoOXOOUMOCMb KOHMpPONL U, Hpu
Heobxooumocmu, ouggepeHyuanbHou OUACHOCMUKY NPU HellmponeHuu.

. [TarmenTtam, nomyuatouMm JjedeHue [-KC®, pexkoMmeHI0oBaH THIATENbHBII MOHMTOPHUHT
pa3Mepa cene3eHKU (CIJIEHOMEralns), KIMHUYECKUX MapaMeTpoB KpOBU (TPOMOOLMTONEHMS) U
IUIOTHOCTH KOCTEH (0CTEOonopo3), a Takxke peryisipHoe HaOlro/leHHe y Bpada-remarosiora U Bpaya-
JIETCKOTO OHKOJIOTa-reMaToJiora/Bpaya-oHKkosora (kapuuaoma nouex) [17, 75, 79].

YpoBensb yoenuteabHocTH pekoMenaauun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB S)
KommenTapmii: nposedenue ynompaseykosozo ucciedoganus cenesenku, Qoweeo (KIuHU4eckozo)
AHANU3A KPOBU PA3BEPHYMO20, PEHMEEHOOEHCUMOMEMPUL.

o VYV mnauuentoB c¢ I'b Ib Tunma c HeiTponeHued w/wim HEUTpodmIbHOW AuChHYHKIMEH
PEKOMEHIOBAHO CEJIEKTHBHOE NPUMEHEHHE OHMMarin(diIo3MHa B KayecTBE IaTOTCHETUYECKOM
Tepanuu B JOMOJIHEHHE WU B KadecTBe anbTepHATUBBI [-KC®D 111 yMEHbIIEHUS! BBIPAXKEHHOCTH
HEUTPOTICHNH, NHPEKIIMOHHBIX OCJIOKHEHUH M CHMITOMOB HeWTpodmiasHOW muchyukmuu [80, 81,
82, 83, 84].

YpoBensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 2).
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Kommenmapuii: yauThiBas pUCK Pa3BUTHUS THIIOTTIUKEMUN Ha (POHE MPUMEHEHHSI SMITari(IIo3uHa y
MAlMEHTOB C HApYIICHHEM YTJIeBOJHOrO oOMeHa npu I'b, pekoMeHIyeTcsl peryysipHblii KOHTPOJIb
INIMKeMuH (KamWUBSIPHOW W/WJIM ¢ WCIOJIb30BAaHUEM CHCTEM HETNPEPHIBHOIO MOHHTOPHPOBAHUS
TIIOKO3bI) ¢ WHAMBUAYAIBHONH KOPPEKIMEH CXEMbl HYTPUTHBHOM IOMJCPKKH W COIYTCTBYIOIICH
TeparuH.

° PekoMeH0BaHO Ha3HAUEHWE TMPEMapaToB TPYIMIBl «AMUHOCAIHMIIMIOBAS KHCIOTA W
AQHAJIOTUYHBIC Tpenaparbl» (AaMUHOCATHUIIIIOBAS KHUCIOTa**)  mpuM Je4eHWH BOCHAIHUTEIHHBIX
3a00J1cBaHUl KHIlIeuHUKa [74, 85].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
Kommenmapuii: npu neuenuu 6ocnanumenvuvix 3a001€8aHUll KUUWEYHUKA YACmMo 3@P@exmuena
komounayus [-KC® u npou3800Hbix amunocanuyunogou xuciomol [85]. .O0nako 6 nexomopwvix

CIYYasx makoe jieueHue ne umeem ycnexd, 4mo mpeoyem opy2ux mepanesmuyeckux nooxo0o8

. ['MIOKOKOPTUKOUIHASL TEepanusl MpU JICYCHUHU BOCIHAIUTENbHBIX 3a00JIeBaHUN KUIIEYHUKA Ha
¢done I'b He pexkomeHAOBaHA, YUYMUTHIBAS CTEPOU-MHAYLUPYEMBIA TIUKOTEHOJN3, BO3MOKHOCTb
yCcyryOJieHHs JaKTaTalu103a u runepaunuaemMus [76].

YpoBeHns yoenuteabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)

o He pekoMeHI0BaHO MPUMEHSATH MPH JICYCHUN BOCIIATUTEILHBIX 3a00JICBaHUI KHIIICYHHKA Ha
¢done I'b uMMyHOCYNIpEeCCHUBHYIO Tepanuio (MeToTpekcar™**, azarmonpuH™* u MepkanTomypuH**),
TaK KaK OHa COMPOBOXKIACTCS PUCKOM M30BITOYHONH MMMYHOCYIIPECCUU M YCHIJICHUS HEUTPOIICHUH Y
MMalMEeHTOB ¢ MIMKOTeHOo30M Tura Ib [74].

Yposensb yoeaureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)
Kommenrtapuu: Onucan eOunuunslii ciyuati yCneuwHo2o 1e4enus NOOpoCmKa ¢ 2IUKO2eH030M Munda
1b ¢ nomowvro ungnuxcumaba™* [77].

YV 00noeo 6onvrozo ¢ enukozcenozom muna Ib, umesuieco socnarumenvroe 3a001e8anue KUUEYHUKA,
pedpakmeprHoe K CMAHOAPMHOU JNeKAPCMEEHHOU mepanuu U ailepeudecKue peakyuu Ha
unghaukcumad ** ovino nposedeno neuenue adarumymabom** ¢ nonosxcumenvuvim 3gpgpexmom [78].

YpoBenb yoenureabHocTn pekomenanuu C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

3.2 Xupypruueckoe Je4eHue

Upessviuaiino  eadicen  8onpoc nod2omoexku nayuenmoé c¢ Ib Kk  onepamugHbvim
emewamenvcmeam. Ileped nposedenuem Kakux-1ubo Xupypeuvyeckux MAHUnyIayutl y makux
nayueHmos HeoOX00UMO HOPMAIU308AMb NOKA3AMENU CEEPMbIBAEMOCU  KPOBU  (CKOPOCHb

acpezcayuu mp0M6014um06) nocpedcmeoM I’lpOdOJZDfCMmefleOZO numaxusl 4epes HClSOZClcmpaﬂbellZ
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30HO (HenpepvlHO 6 meuenue | Hedenu) uiu NOCPeOCmeoM GHYMPUBEHHOU UH@Y3UU 2TIOKO3bl 8
meueHue 24—48 u. B 00- u nocreonepayuoHHoM nepuooe KpauHe 8adiCeH pecylspHbulll KOHMPOIb
VPOBHSL 2II0KO3bl U TAKMAMA 8 KPOBU.

J PekoMeHZOBaHO B pse clOydyaeB TMpU TOKENbIX MOPAXKEHUSX TMedeHH (LUppo3 ¢
OCJIO)KHEHUSIMU) TPOBEJEHUE TpaHCIUIaHTalMu medenn oproronuueckord (OTII) ¢ menbro
3amenieHus GyHKIUM redeHu [86, 87].

YpoBensb yoenuteabHocTH pekoMenaauuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 5)
Kommenrtapuii: s61s51co eOuncmeenno sghgexmusHvimM cnocobom paouKaibHo20 leyeHus maxHceablx
GamanvHuIX 3a0071€6aHUL NedeHU, YCNewHO NpumeHsemcs 6 neduampudeckou npakmuxe. Ilpu
enukozenozax noxkazanusa k OTII ycmanasnusarom npu HaIuyuu yuppo3a neyeHu U e20 0CI10HCHEeHUl,
Haubonee uacmo eosnuxarowux npu Il u IV mune 3abonesanusi. B nacmosiwee epems onvim
gvinoanenuss OTIl y Oemeii ¢ 2nuko2eHO3aMU 8eCbMd O2PAHUYEH, NOIMOMY Ppe3VIbmambl
XUpypeuueckoz2o JjedeHus HeoOHO3HauHvl. Tem He MmeHee, mpaHncnianmayus neyenu npu 1B
n0360Ji5lem CKOPPeKMupo8ams 8ce OUOXUMUYECKUe HAPYULEHUS, 8KAI0YAS 2UNO2TIUKEMUIO, CBA3AHHbIE
C nopasiceHuem opeamd, OOHAKO 00 CUX NOp He ACHO, CHOCOOHO U Makoe OnepamuHoe
eMeuamenbcmeo obpamums Uiy npeoomepamums nopadzxcenue nouex. Ilpu smom OTII obviuno
HUKAK He 61uUsem Ha NepcucmeHyulo HeumponeHuy Uil npueooum Iutdb K 6peMeHHOU ee KOppeKyuu.
Ocmaemcs HeOOKA3AHHOU 803MOICHOCb NPEOOMBPAUYEHUS NPOSPECCUPOBAHUSA NOPAXNCEHUs NedeHl,
Komopoe Modicem oadice yCunueamscsa Ha one ummyrnocynpeccusnou mepanuu nocie OTII. Cpedu
ONUCAHHBIX ~ OCNOJCHEHUN  603MOJICHbL.  XPOHUYECKOe  OMMmMOpICeHUue  MpaucniaHmama,
nocmmpancgysuonnsiii cenamum C, noueunas HeOOCMAmMoO4YHOCMb, NOO0ASPUYECKULl apmpum U
mpomo0o3 eopomuoul eenvl, mpebyiowuii nosmoproii OTII. Kpome mozo, umeiomes céedeHust o mom,
umo 'y NAYUeHmo8 C 2NUKO2EHO3aMu Mo2ym Oblmb  OOCMUSHYMbL  Y0081emEopumeibHble
cpeonecpounvie ucxoowvl. Cywecmeyem makdce mHenue, ymo neped nposeoenuem OTII sadxcna
mujamenbHas OYeHKA PUCKA U NOJb3bl, OHA YenecoobpasHa Nullb NPU GbICOKUX PUCKAX PA3BUMUS
2enamoyeNioNapHol  KapyuHomel uiu  oucyukyuu nedenu. Ilpu Hanuuuu noxazawmuti K
MPAHCNAAHMAYUY PACCMAMPUBAENIC 8APUAHM COYEMAHHOU MPAHCNAAHMAYUY NedeHU U NoYeK
(Tpancnianmayus neuenu opmomonudeckas, nepecaoka nouku) 6 ciyyae O0OHOBPEMEHHO20
HapyweHus @QYHKYuil 3mux OpeaHos, 6 JIUMepamypHblX UCMOYHUKAX COOOWANIOCh O HECKONbKUX

no0obHbvIX ycnewnvlx caydasx. [87, 88].

. [Tpu neyenun ajgeHoM mnedeHH y nanueHToB ¢ ['B pekoMmeHoBaH MepcOHUPUIMPOBAHHBIN
MIOAXOJ K KaXIOMY KOHKPETHOMY IAI[MEHTy B 3aBUCHUMOCTH OT PUCKA MAIUTHU3ALMHU C LEIbIO

BBIOOpa HanboJiee ONTUMAIBLHOTO T0/1X0/1a K JiedueHuto [89].
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YpoBenb yoeauteabHOCTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTEJNbCTB 5)
KommeHnTapuii: Jjeuenue adenom ocmaemcs osmnupuyeckum. Moowem Ovimb  npumeneHa
BBIHCUOAMENbHASL MAKMUKA UIU XUPYP2UYeCKoe eMeuamenbcmeo. Y nayuenmos ¢ aaukozenoszom Ib
Modicem — BOZHUKHYMb — HEOOX0OUMOCMb 6  NPOBeOCHUU  MPAHCHAAHMAYUU  neyeHu O
npeoomepaujeHuss MAalucHU3ayuy Nne4eHOYHvIX aA0eHOM, a maKdxce 8 Clyyde BO3HUKHOBEHUs.
msoicenoll, peppaxmeproil K ievernuto euno2nuxkemuu [89].

. PekoMeHI0BaHO CENEKTHBHOE TIPOBEJACHHWE TPAHCIUIAHTAIIMHM IIOYEK IPU XPOHUYICCKOM
MOYEYHOM HEIOCTATOYHOCTH Yy TanueHToB ¢ ['b mpu Hanwuumu MMOKa3aHW COTJIACHO OOIIUM
MOJIX0JIaM K MPOBEACHUIO TaHHOTO BMENIATEIhCTBA C 1ENbl0 oOecreueHus nodeuHnoil ¢pyHkuuu [6,
71.

YpoBens yoenuteabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 5)
KommenTapmii: npu xpouuueckoit noueyHou HeOOCMAMOYHOCMU MPAHCNIAHMAYUL NOYEK
N0360JI51em CKOPPEeKMUpo8ams moabKo HApYuleHus QYHKYUU noyex, He 8lUssl Ha 2UNONUKEMUTO.

. PekomennoBana mnanuentaMm ¢ ['b npu Hammuuu HedpokaidblMHO3a U HedponuTHaza
YpEeCKOXKHAasi yAapHO-BOJIHOBAs JIUTOTPUIICHS WM XUPYPrUUYECKOe JeueHue (M0 IMOKa3aHUSIM) C
LEJIBI0 YAAICHHS] KOHKPEMEHTOB [6, 7].

YpoBenb yoeaureabHocTH pekoMeHaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJLCTB 5)
KommenTapuu: nposoosamcsi no noxkazaumusim, cm. KiuHudeckue pexomenHoayuu «MouexamenHnas
bonesnvy y oemeti

3.3 Unoe jeuyenune

He noxkaszano

4. MeauuMHCKas peadMIMTALUA U CAHATOPHO-KYPOPTHOE JICYeHHE,
MeJIMIUHCKNE OKA3aHUA ¥ POTHBOINOKA3AHUSA K IPUMEHEHUI0 METO10B
MeIMUIMHCKOI peadMIuTALMH, B TOM YHCJI€ OCHOBAHHBIX HA HUCIIOJIb30BAHUHN
NPUPOIHBIX Je4eOHbIX (PAKTOPOB

He nposoaurces.
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5. IlpodunakTuka U AUCNAHCEPHOE HAOIIOIeHNE, MeIUIIUHCKHE MOKA3AHUS U

NPOTUBOINOKA3AHUA K IPMMEHEHUIO MeTO10B NPOPUIAKTUKHA

5.1 IlpodpunaakrTuka

Ilpogunaxmuxka ¢ yenvio NPeOYNpescOeHUus pox*COeHUusi pedeHKa ¢ HACIe0CmEeHHO
namonoeuett — I'b umu paunneco mauana nevenus nayuewma ¢ I'B noopasymesaem credyroujue

pexkomeHoayuu:

J PexoMeHayeTcsi MEAMKO-TEHETHUECKOE KOHCYJIBTUPOBAHHUE TIAp C OTATOIICHHBIM CEMEHHBIM
aHamue3oMm 1o I'b (mpuem (ocMOTp, KOHCyJbTalMsl) Bpada-r€HETUKA NEPBUYHBIM U ITOBTOPHBIE),
IUTAHUPYIONIUX OepeMEHHOCTh, € OOCJIeJOBaHMEM Ha HOCUTEIIBCTBO CEMEHHBIX MNaTOT€HHBIX
BapUaHTOB B T€HAaX, OTBETCTBEHHbIX 3a pa3BuTue I'b, ¢ 1enplo NpUHATUSA pelIeHHs ceMbeil o
IIPOBE/ICHUH NIPEUMITIAHTAL[MIOHHON WM NPeHaTanbHOM quarHoctuku [90].

YpoBens yoenuteabHocTH pekoMenaauuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KommenTapuu: [7uxoecenosvl Hacneoyiomces, npeumyujecmeeHHo, no daymocoOMHO-PeYecCusHOMY
muny (3a ucknioyenuem muna IX u epoowcoennou nemanvHou 6one3HU HAKONNEeHUs 2MUKO2EHAd 8
cepoye). Ilpu nanuyuu 6 cemve pebenKa ¢ 2IUKO2EHO30M GEPOAMHOCHb HOBMOPHO20 POICOCHUS.
pebenka ¢ dannvim 3a6oneeanuem cocmaegniem 25%. Ilpu dcenanuu cembu 803MOINCHO NpPoOGeOeHUue
0bcnedosanus — NPEUMNIAHMAYUOHHOU OUACHOCIUKU C NOUCKOM CeMEeUHbIX Namo2eHHbIX
8apUAHMOB 6 KIemKax dIMOPUOHA, TUOO NPEHAMANbHOU OUACHOCIMUKY (ACNUPayus 60PCUH XOPUOHA 6
10-14 nedenv/amnuoyenmes 6 16-20 nedenvb) ¢ NOUCKOM CeMEUHbIX NAMOLEHHbIX 6APUAHMOE 8
KIemKax XopuoHa/oKo10n100HbIX 600).

IIpu enuxozenose IX muna, nacnedyrowemcs no X-cyenienHomy peyecCugHoMy muny, 6eposmHoCcms
nosmopenus 3abonesanus y nomomcmea cocmaeisem 50% o0nsa manvuuxos. Bce desouku 6yoym
300poavl, 50% u3 Hux yHacieoyiom cemeunvili Namo2eHHblll 6apUAHmM.

Beposmnocmv  nosmopenus  6podicoennoll  1emanvHol  O0Ne3HU  HAKONJNEeHUs  2IUKO2eHd,
Hacneoyroweucs no aymocoMHO-OOMUHAHMHOMY mMuny, Oauzka kK obwenonynsiyuonnou. OOnaxo,
HeNb3s UCKIOYamb GEPOSAMHOCMb 2ePMUHANILHO20 MO3AUYUZMA, 6 CBA3U C YeM PEeKOMEHOYemcsl
npogedenue  NPEHAMANbHOU — OUACHOCMUKU  (acnupayus  eopcun  xopuona 6  10-14
Hedenv/amHuoyenmes 6 16-20 Hedenrb) ¢ NOUCKOM NAMOEHHO20 6APUAHMA 6 KIEMKAX
XOPUOHA/OKOJIONIOOHBIX 800)

o PexomMeH0BaHO MPOBEICHNE BAaKIIMHAIIMY B paMKaX HAI[MOHAILHOTO KaJIeHIaps MAI[HeHTaM C

I'b ¢ nienpio mpeaoTBpanieHus/00IerYeHus TeYSHUST BaKITMHOYTIPaBIsieMbIX nHpekmid [91].
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KommenTapuu: saxyunayus nayuenmos c¢ I'B uckniouumenvHa 6ajxcha, mak Kak npu OO0Ne3HsX
HAKONJIeHUsL 2IUKO2eHA HePeOKU UMMYHOOeuyumHsle COCMOSIHUSL.

Baoicna saxyunayus npomus ce30uH020 epunna, nHeeMoKokkogou ungexyuu [24, 38].

Hmeromes nybauxkayuu 0 HeOOCmMamo4HOCmu 8aKYUHAYUU CPeOUu NAYUEHMO8 ¢ MemaboiudecKumu
HAPYWeHUAMU U He0OX00UMOCMU 00PA308aMENbHbIX NPOSPAMM NO HeOOX0OUMOCIU UMMYHU3AYUU 8
oannou epynne [92].

5.2 IucnancepHoe Haodaoaenue nanuentos ¢ I'G

Jlucnanceproe Habarooenue u KOHMpPOib 3a A0EKBAMHOCMbIO aedenus: cm. Ilpunoocernue A3.5

6. Opranusanus oka3aHusi MeIUIUHCKOH IMOMOIIH

6.1 IToxa3zaHus K roCIUTAJIN3ANMNHA

[Tokazanus 115 UIAaHOBOM TOCIUTAIU3ALMY B MEAUIIMHCKYO OPTaHU3aLUIO:

1. mpoBeaeHHE TUATHOCTHKYU U JIEYCHHUS, TPEOYIOIIHNEe MPOJOHKUTEIHLHOTO (JHEBHOE WIIH
KpYyTJ0CyTOYHOE IPeObIBaHKNE) MEAUIIMHCKOTO HA0JIIOIEHUSI 1 MOHUTOPUHIA KIIMHUKO-
1ab0paTOPHBIX MTOKA3aTENICH;

2. HeoOXOIUMOCTb TPOBEACHHS pPA3IMYHBIX BHJOB OSKCIEPTHU3 WIUM O0OCIeoBaHUSA B
MEIUIIMHCKOW OpraHMu3allid TPU HEBO3MOXKHOCTH IMPOBEIEHUS HX B amOyJIaTOPHBIX
ycIoBUSIX (B TOM uuciie OpOpMIICHHE 3aKiIIoueHus (eaepaabHOro KOHCHUIMYMa/BpaueOHOM
KOMHCCHH).

[Tokazanus 1151 5KCTPEHHOM/HEOTIOKHON TOCTIMTAIIN3AIIUN B MEIUIIMHCKYIO OPTaHU3AIIUIO:

1. ocTpeie yrpoxarommue g >KMU3HH W Pa3BUTHS OCIOKHEHUH COCTOSHUS, Tpedyromue
HEOTJIOKHOTO JIEUECHHUs, B TOM YHCJIE MHTEHCHUBHOM TepanuH, a TaKKe KpPYIJIOCyTOYHOTO
MEIUIIMHCKOTO HAa0II0IEHNH U MPOBEICHUS CIIEIMAIbHBIX BUJIOB 00CIIEIOBAHUS U JICUEHHUS.

[TokazaHus K BBITUCKE NAIIMEHTA U3 METUIIUHCKON OpraHu3aluu:

1. oTcyTcTBHE yTpo3bl AJS KU3HM TAIlMEHTa W yTrPo3bl Pa3BUTHUSA OCIOKHEHUH, TPeOyrOMIMX
HEOTJIOKHOTO JICUECHHUS NP 3aBEPIICHNUE TUATHOCTUUECKUX MEPOIPUSITHIA.

2. crabunu3amnysi  COCTOSIHMSI M OCHOBHBIX  KJIIMHHKO-JTA0OpaTOpHBIX  TOKa3aTesien
MATOJIOTUYECKOTO0  Ipollecca, OTCYTCTBUE  HEOOXOJAMMOCTH B  IPOAOHKUTEIHLHOM
MEIUIIMHCKOM Ha0JI0IeHNH (JIHEBHOE WITH KPYTJIOCYTOUHOE MpeObIBaHUE);

3. BBITNOJHEH TUIaH 00CTeI0BaHUs U JICYCHUS TAIIMEeHTa, JaHbl PEKOMEH IAIMH 10 TaTbHeHIeMy
HaOJIIOJIEHUIO U JIEYEHHUIO.

4. HeoOXoIMMOCThH NEepeBoJia MalMeHTa B IPYroe MEIUIIMHCKOE YUPEeXkKJACHUE WIH YUpexKIeHUe

conuaJibHOIro obOecrnieyeHUs.
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6.2 [IpuHUMOBI OPraHU3ANNHA MeIHIUHCKON moMonm namuentam ¢ I'b

Hayuenmam c¢ I'B, 6 3asucumocmu om HeobOXoOuUMoOcmu, Mmodxcem OblMb OKA3AHA
MEOUYUHCKAsL NOMOWDb 100020 8U0d, YClo8Us, (PopMbl, NPeOdyCMOMPEHHBIX 3AKOHOOAMENbCMBOM
Poccuiickoii @edepayuu.

Yuumeieas cneyuguxky memabonuveckux HapywieHul, KiuHudeckue u J1abopamopHvie
NPUSHAKU  3a00]1e6aHUs, HepPeoKO NPOMeKamnuie2o0 ¢ Heyoos1emeoOPUMENbHLIM — NPOSHO30M,
ouazHocmuxa u nedenue nayuenmos ¢ I'b 0019cHbL ocyujecmenimocs Ha 3 YPOBHSX:

I — nepevlii  yposenv (MeOuyuHCKUe Op2aHU3ayuU, OKaA3blearowue npeuUMyujeCmeeHHo
NepeUUHYI0 MeOUKO-CAHUMAPHYI0, 8 MOM YUCAe NEPEUUHYI0 CReYUATUSUPOSBAHHYIO, MEOUYUHCKYIO
nomoun),

Il — emopou yposeHb (MeOUYUHCKUe Op2aHU3AyUU, OKA3bIEArUUe NpPeuMyujecmeeHHo
CReYUuaAIU3UPOBAHHYI0 MEOUYUHCKYIO NOMOWb, UMelowue 8 c8oeli CmpyKmype Cneyuaiu3uposantole
MENCMYHUYUNATIbHBIE OMOeNeHUs U (UIU) MeHCMYHUYUNATbHbIE YEeHMPYbl, d MAaKH#ce PaloHHble U
20pOOCKUe OUCNAHCEPDL, MHO2ONPODULbHbIE 20POOCKUe DOIbHUYDL),

Il — mpemuii ypogenv (DedepanvHuvill - Meduyunckue opeanuzayuy, O0Ka3wvlearoujue
CReYUuAIU3UPOBAHHYIO MEOUYUHCKYIO NOMOWb, d MAKHCe MEOUYUHCKUE OP2AHU3AYUU, OKA3bI8AIOuUe
8bICOKOMEXHONOSUUHYIO MEOUYUHCKYIO NOMOUYb).

3aoauu I ypoens:

1. 3an0003pums 3a060/1e6anue No KIUHUYEeCKUM NPUSHAKAM (01e0HOCb KOJICHbIX
NOKpPOBO8,  VBeIUUEeHUEe pAa3Mepo8  HCUBOmMd,  2enamomeanus, Ccyoopozu,  mpyoHbvie
npooyscoenus, 6ecnoKoucmeo pebenka npu OJIUMENbHbIX NepUuooax Mexcoy KOpMIAeHUIMU,
Hanuyue I'B y cubcos u op.);

2. eciu  BO3MOJICHO, NPOBeCMU UCCIe008aHUe 2NUKEMUYECKUX KPUBbIX Npu
HaepysKe noK0301;

3. Hanpasumsv Ha KOHCYIbMayuro 6 Meouyunckoe yupexcoenue Il yposns.

3aoauu 11 yposus:

1. noomeepoicoaemcs (unu ucknouaemces) ouaenos I'b;

2. oucnancepnoe  HabOMOOeHue - —  UCHOAB3YSL  PEeKOMeHOayuu,  Npo8oOUmb
OONOIHUMENbHYIO KIUHUKO-(DYHKYUOHANLHYIO OUACHOCMUKY U JleYeHue.

3aoauu 111 yposus:

1. demanvHoe obcnedosanue nayuenma ¢ I'b ne peoce I paza 6 200 ¢ evioauell
3aKI0OYEHUs 0 OaNbHeluell MaKmuKe jledenus,

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

3. njiaHoeoe jederue.
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Ilocne eepugpurxayuu ouacnoza «lnuxocenosas 60ae3HbY JicelamenbHO, YMoObl UMEHHO
Jevawuil 8pay cooowun pooumenam o 3abonesanuu ux pebenka. Becoma éeposmuo, umo 60 epems
nepeoil  becedvl pooumenu 6 C6A3U C WOKOBOU peakyuell HA COOOWeHUue o OuacHose U
HEeNpubIYHOCMbI0 MEOUYUHCKOU MEPMUHONIOSUU HE CMO2YM YCBOUMb 6CHO HEOOX0OUMYIO OJisl HUX
unghopmayuro. Ilosmomy eaxcrno, umoodwvl 00bACHEeHUsL 8paAyua ObLIU OOCMAMOYHO NPOCHbL U NOHAMHDL
JIO0SIM, He UMeIouuM MeOuyurckoz2o oopazosanus. C pooumenamu ciedyem nposecmu NOGMOPHYIO
gcmpeuy uepes 1—2 OHA u omeemumv HA BONPOCHL, KOMOPblE MO2YM V HUX 803HUKHYMb. [pyeum
COMPYOHUKAM — YeHmpa  (MeOUYUHCKUM — CeCmpam, MeOUYUHCKUM —NCUXONL02AM, COYUATbHbIM
pabomuuxam, spauy-ouemono2y u op.), yiacmsyrowum 6 nevenuu pedenxka ¢ I'b, maxoice credyem
yoenums GHUMAHUE POOUMENIM pebeHKd, O0BACHAA UMW AKYEHMUPYs UX GHUMAHUe HA Hauboiee
gadicHblx acnekmax Jneuenus. Kax uszeecmmno, Oaneko me 6ce pooumenu cnocoOHvl adeK8amuo
OYeHUmb Hekomopwvle Kuouesvle akmol, Kacarowuecsi I'B, nosmomy 6 Kkauecmee UCMOYHUKA
unpopmayuu HeoOX00UMO UCHONIBL308AMb COOMBEMCMEYIOWYVIO TUMEPAMypy, KOmopas 6ce20d
00./191CHa ObIMb OOCMYNHA.

Haubonvuwee xonuvecmeo munog I'B omnocames Kk Heusnieuumvim 3a001€6aHUAM, 8 CE:3U C
yeM nayueHmvl HyHCOaromes 6 aKMuHOM OUCNAHCEPHOM HAOII0O0eHUU U HENpepbleHOU mepanuu 6
meuenue eceul scusnu (Ilpunoscenue I'3).

Jleuenue nayuenmos c¢ I'B Heob6x00umo npoooums 8 CReyuaru3upoOBaHHbIX YEeHMPAx.
Tepanus He ocpaHuyuBaemcsa pamKamy MeOUKaAMEHMO3HO20 JeYeHUs: MAKuUM OObHbIM mpedyemcs
KOMNAEKCHASL MEOUYUHCKASL NOMOWb NPU AKMUBHOM YUACTUU He MOIbKO épayell, HO U MeOUYUHCKUX
cecmep, OUeMOJI0208, NCUXOLO208 U COYUATbHBbIX pabomuukos. Credyem axmueHo 6081eKamb 8
npoyecc jevenus 060ux pooumeneti nayueHma u o6yyamsv ux HeoOXOOUMbIM HABBIKAM NOMOUWU
bonvHOMY pebenky. B psoe ciyuaes neobxoouma eenemuueckas KOHCYIbmayus pooumenei u opy2ux
OUKUX POOCNBEHHUKOB DONbHO20 2IUKO2EHO30M.

Hayuenmor ¢ I'B HysxcOoaromcss 6 uYACmbIX NOBMOPHBLIX  0OCIE008AHUSX C  UYEIblO
CBOEBPEMEHHO20  GbIAGNICHUS  BO3MOJICHBIX — OCIONCHEHUU  3a0071e6anus U  CB0EBPEMEHHOI
mepanesmu4eckoll ux Koppekyuu, no3e0asat0wel npeoomepamums Heoopamumwvle NoC1e0CMaEUsl.

B ycnosusx ®edepanvrozo yenmpa pexomenoyemcs pe2yisipoe amoyiamopHoe HabaooeHue
3a  nayuenmamu  (AMOYIAMOPHO-NOIUKIUHUYECKULL Npuem Uuld  OHEeHOU  CMAayuoHap) ¢
eocnumanuzayuell 8 CReYUaIU3UPOSBAHHYI0 KIUHUKY (KPY2lOCYMOUHbI CMAYuoHap) 6 ciayuae

paseumus 0CNIOdCHEeH U 3a001e8aHUS.
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7. JonmosHuTebHAst ”HPopManus (B TOM 4Yucje (PAKTOPbI, BJUAIOIINE HA UCXO0/

3200J1eBAHUA UJIH COCTOSTHHUA)

7.1. Ucxoanl M IPOTrHO3

Jokazano, umo paunulli u S¢hhexkmuenslii. nepesod HA CHEYUATUSUPOBAHHYIO OUEmy
CnocobCcmeyem CHUNCEHUIo noKkasamenel cmepmuocmu u 3abonesaemocmu nayuenmos ¢ I'b I muna,
Ymo no360.em OONLUUHCMEBY OOIbHBIX 6eCMU 00bIUHYIO HCU3HL. [Ipu docmudiceHuu HOpMO2IUKeMUU
Memabonuueckue OMKIOHEHUs U KIUHUYecKue napamempuvl yiydywiaromcs y  OolvuuHcmea
nayuenmos, HeCMoOmps Ha coxpaneHue cunepaunudemuu. Yacmoma passumus a0eHOM CHUMCAEMCS,
00HAKO He NPeoOCcmasisiencs 603MONCHbIM NOTHOCbIO NPEOOMBPAMUMb NOPAdCEHUE NOYEK, dddice V
NayueHmos ¢ XOpowuM omeemom Ha npoeoouUMyIo OUemomepanuio U MeoOuKameHmo3Hoe jedenue.
Hexomopvle  6onvuvie He  docmuearom — YOO81emMBOPUMENbHO20 — Omeemad  00CMAmMOYHOU
NPOOOINCUMENILHOCIU, 8 C843U C YeM O/l HUX MOdcem Oblmb paccMOmper 8apuUanm COYemanHoll
mpancniaumayuu  novex/nedenu. Ilpu enukocenose Ib  Odocmudicenue y0061emeoOpUmMenbHO20
Memadonuieckoeo KOHMPOAs Modxcem Obimb 0Oojnee NpoOIeMAMUYHO 8 C8A3U C MANCENbIMU
PeyuousUpYIOUUMY UHDEKYUAMU U 80CNATUMENbHbBIMU 3abonesanuimu Kuwednuxa. Ilpu I mune
2NIUKO2EHO3A ~ BO3MOJCHO — KAK  VMEHbUeHUe  BbIPANCEHHOCMU  KIUHUKO-IA00paAmopHou
CUMNMOMAMUKU, MAK U ee NPO2PecCUuposanie ¢ pazgumuem maxceioco uoposa neveHu 6nioms 0o
yupposa, mpedyiowezco OTII. I'B IV muna naubonee uyacmo 3aKAHUUBAEMCS YUPPOMUUECKOLL
mpancopmayueli  neuewu u  HapyweHuem  @Qyukyuu opeama. bez coomeemcmayowezo
Xupypauueckozo JaedeHuss makue oOemu ymupaiom 6 eo3pacme 0o 5aem. Tunwr VI u IX
xapaxkmepusyromcs.  Oonee  O1A2ONPUAMHBLIM ~ MeYeHUeM, CUMNMOMbL  3a0071e6aHUusl  0ObIYHO

Kynupyromcs )y 63pOocCJlblX.

Kpurepuu oueHKH KayecTBa MeIUIUHCKOH IMOMOLIH

Ne Kpurepun kauecrsa BoinosHenue
1. |BbIlosHEHO HCCIIENOBaHME YPOBHS TIJIIOKO3bI B KPOBH IPU IEPBUYHON Ha/ner

MUArHOCTUKE U JaJICC — KaXKJbIC 3MCC${LI8.

2. |BbINOJIHEHO YJIBTPAa3BYKOBOE HCCJIEIOBAHUE OPraHOB OPIOUIHOW IMOJOCTH Ha/uer

(KOMILJIEKCHOE) MTPU IMOCTAHOBKE TMArHo3a U Jajiee — €XKeroIHO

3. |BhINOMHEHO  HA3HAUYEHHUE  CHIPOrO  KYyKypy3HOro  Kpaxmana  Jjs Jla/uet
HOpMaau3alMyd KOHIEHTPALMKU TJIFOKO3bl B KpoBHU maruentam ¢ ['b 1 u III

[TUIIa IMPU OTCYTCTBUU MCIAUITMHCKUX HpOTI/IBOHOKaSaHI/II\/'I

4. |BBIIOIHEHO Ha3HAYCHHUE JAUCTHI, HaHpaBHCHHOﬁ Ha  YMCHBIIICHHC I[a/HCT
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IIpuioxkenue Al. CocraB padoydeil rpynnbl

ABepkuHa H.A. — x.M.H., rnaBHbli ciequanuct @I'BY «llenTpanbHblil HAYYHO-UCCIE0BATENBCKUM
MHCTUTYT OpraHM3alud ©u WH(OpMATH3alMK 3ApaBOOXpaHeHHs» Mun3npaBa Poccun, Bpad-
racTpoaHTepoior, Bpau-neguarp aerckoro K10 HMULL THO um.ak. B.U.lllymakoBa

baraeea M.J. - KMH.,, CTapmuid Hay4yHbId COTPYJHHUK OTIEJICHUS MEAUATPUUYECKOU
racTposHTepojioruu, renatojorun u guerorepanun PI'BYH « DU nutanus u OMOTEXHOJIOTHM
BapanoB A.A. - akaa. PAH, npodeccop, a.M.H.; moueTHbI npe3uacHT Coroza neauarpoB Poccuu,
coBeTHUK pykoBoautenss HUU neauarpun u oxpansl 310poBbst HKL[ Ne2 ®I'BHY «PHIX umenu
akanemuka b. B. IlerpoBckoro», mpodeccop kadeapbl mneauaTpud U JACTCKOM PEBMATOIOTHU
OTI'AOY «IlepBbiit MI'MYVY um. I.M. CeuenoBa» Munsapasa Poccun (CeueHOBCKUI YHUBEPCUTET),
IJIaBHBIM BHELITATHBIN ClieUanuCT neauarp Munsapasa Poccun.

Bamakmanze H.J. - 1.m.H., 3aBenytomas otnenoMm peakux 6onesneit HUM nemuatpuu u oxpassl
3nopoBbs aereit HKI[ Ne2 ®I'BHY «PHIX umenu akagemuka b. B. IlerpoBckoroy», mpodeccop
kadenpsl (HakyIbTETCKOW MeauaTpud WHCTUTYTa MAaTEpUHCTBA W JETCTBA MEIUATPUUYECKOTO
¢akynereta PI'AOY BO «PHUMY um. H.M. IluporoBa» MunsnpaBa Poccum (ITuporosckmuii
VYuusepcurer), wieH Coro3a neauatpoB Poccun

Bumnesa E.A. - 1.m.H., npodeccop PAH, 3amecturens pykoBonutens no Hayke HUW nenuatpun n
oxpanbl 3710poBbsi nered HKI[ Ne2 OI'BHY «PHIX umenu akagemuka b. B. IlerpoBckoroy,
npodeccop kadenpbl  (GakyJIbTETCKOM NeIMaTpud HMHCTUTYTa MAaTE€pUHCTBA M JIETCTBA
neauarpudeckoro daxynsreta GI'AOY BO «PHUMY um. H.W. ITuporosa» Munsapasa Poccun

(ITuporosckuii YHuBepcurer), wien Corosze nenuatpoB Poccun
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Boabinen I'.B. — a.m.H., pykoBoautenb otaena ractposnreponorun OCII  Hayuno-
HCCIIE0BATENIbCKOTO KIMHUYECKOTO MHCTUTYTa MEAMATPUM U JIETCKOM XUPYPIUM UM. aKaJeMUKa
IO0.E.Benbtumiea ®I'AOY BO Poccuiickuii HallMOHaIbHBIM HCCIEA0BATENBCKUN MEIUIIMHCKUN
yuuBepcurteT uM. H.M.ITuporosa Munznpasa Poccun, uien oOuiecTBa AETCKUX TacTPOIHTEPOIIOTOB,
rernaroyioroB U HyTPHUIMOIOroB, wieH HayuHoro o6mectBa ractposnTeposnoros Poccuu
I'onoBanoBa E. B. - n.Mm.H., npodeccop kadeapsl nonukiauHudeckoil teparnuu, ®I'BOY BO
«MOCKOBCKHH TOCYJapCTBEHHBI MEIUKO- CTOMAaToJIOTHMYeCKuM yHuBepcurer um. A. M.
EBnmoxumoBay MunzapaBa Poccuu, (yn. [enerarckas, 20/1, r. Mocksa, 127473, Poccuiickas
denepanms)

I'ynpoduna O.C. - K.M.H., BeAyIlIUi HAyYHbIH COTPYAHUK, Bpau-ractposureposor HUM neauarpun
u oxpansl 310poBbs aAereid HKI[ Ne2 ®I'BHY «PHIIX umenu akagemuka b. B. I[lerpoBckoroy, wiexn
Coro3a neguatpos Poccun.

Kypxosa H.B. - kx.M.H., Benymuid HayuyHbli coTpynaHuk Otaen opdanHbIx OonesHel u
MpoQUIAKTUKE WHBAUTMIU3UPYIOMUX 3a0oiieBaHui, Bpad-reHetuk HWW memuatpum w OXpaHbI
3nopoBbst gereit HKL[ Ne2 ®I'BHY «PHIX wumenu akamemuxa b. B. IlerpoBckoro», wien
Accoumanuu MeaUIMHCKIX TeHeTukoB (AMI'), uwien coro3a neauarpos Poccum .

KaiitykoBa E.B. — k.M.H., 3aMmecTutesb pPyKOBOAMUTENS [0 MEIULUUHCKOW JEATEIbHOCTH -
PYKOBOJUTENIb KOHCYJIBTaTUBHO-IMAarHOCTUYECKOIO LIEHTpa MJIs JIeTeil, Bpay-racTpOIHTEPOJIOT,
B.H.C. oTznena opdaHHBIX OoJje3Held W MPOQPMIAKTUKH WHBATUAM3UPYIOMUX 3a0oneBanuii HUUN
nequatpu U oxpaHbl 370poBbsi  gereid HKI[ Ne2 ®I'BHY «PHIX wuMm. akagemuka
b.B.ITerpoBckoroy, noneHT kKadeapsl paKyIbTeTCKON MeIuaTpul HHCTUTYTa MATEPUHCTBA U JIETCTBA
neauarpudeckoro daxynsreta PI'AOY BO «PHUMY um. H.W. ITuporoa» Munsapasa Poccun
(ITuporosckuii YHuBepcurer), uieHn Coro3a nenuatpoB Poccun

Komaposa E.B. - 1.M.H., 3aMecTUTelIb PYKOBOJAUTENS MO 3KCIEPTHU3€ MHHOBALMOHHBIX METOJOB
JeYeHUs W peabuiuTaliy, Bpad-racCTPOdSHTEPOJOr, TILH.C. oOTAena opdaHHbIX Oone3Hell u
NpopUIAKTUKH HHBaTUAN3UpYONMX 3adoneBanniit HUW neamatpum u oxpaHbl 3710pOBBS JeTEH
HKII Ne2 ®I'bHY «PHIIX um. akanemuka b.B.IlerpoBckoroy, mpodeccop kadeaps! hakyIbTeTCKOM
MeAuaTpud WHCTUTYTAa MaTepUHCTBA M JAeTcTBa menuatpuueckoro dakympreta OIAOY BO
«PHUMY um. HU. Iuporosay Munszapasa Poccuu (Iluporosckuii YHusepcurer), wien Corosa
nenuatpoB Poccun

Jlazeonuk JLI.B. - 1.m.H., mpodeccop, mpodeccop kadeapsr nomukmmangeckoit Teparmuun ®I'BOY BO
«MOCKOBCKHI TOCYJapCTBEHHBI MEIUKO- CTOMAaTOJIOTMYECKUMH yHuBepcurer uMm. A. .
EsnoxumoBa» Munszapasa Poccuu, Bunie-npesugenTr PHMOT, Ipesunent HOI'P, unen npesunanyma

O6mectBa Bpaueit Poccun, unen npe3nanyma HarmonansHON MEAUITMHCKON TaiaThl
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Mapruesa T.B. — K.M.H., TJaBHbI coenuamuct METONMYECKOTO LEHTpa aKKpeIAuTalluu
cnenuanucto  ®I'AOY BO «lepepiit MI'MY um.M.M.CeuenoBa» Munzgpasa Poccuu
(CeuenoBckuii YHUBepcHTeT), Bpad-Hedpoor, wieH Corosa neauarpos Poccun
HamazoBa-bapanosa JI.C. - akaa. PAH, npodeccop, n.m.H., npe3unent Coro3a nexuatpoB Poccuu;
nact-nipe3usienT EPA/UNEPSA; pykoBogutens HUW neamatpun um oxpansl 3m0poBbs nereid HKI]
No2 @®I'BHY «PHIX wumenu akamemuka b. B. IlerpoBckoro», 3aBemyromias kadempoi
(hakynbTeTCKOW MeauaTpud HMHCTUTYTa MATEPUHCTBA M JETCTBA TNEIUATPUUECKOTO (haKkymbTeTa
OI'AOY BO «PHUMY um. H.U. [MuporoBa» MunznpaBa Poccum (IluporoBckuii YHHUBEpCHUTET),
TJIABHBIA BHEIITATHBIN JETCKUM CIICIMAIIMCT 10 nMpoduIakThIeckon Meauinae Munsapasa Poccun.
HoBukosa B.II. — n.Mm.H., ipodeccop, 3aBeayromas kadeapoi mponeaeBTHKN ASTCKUX OOJe3HEH C
KypcoM 0OIIero yxojaa 3a JeTbMH, 3aBEAYIOIIas. JIaDOpaTOpUE MEIHKO-COLMANBHBIX MPoOiIeM B
neauarpun  Cankt-IleTepOyprckoro  rocy1apcTBEHHOrO — MEAUATPUYECKOTO  MEIUIIMHCKOTO
yHuBepcurera Munszapasa Poccun.

Herpsiikuna E.E. - n.m.1., tupextop PAIKb ®I'AOY BO PHUMY um. H.U. ITuporoBa Munsznpasa
Poccun, mpodeccop kxadenpsl (akyIbTETCKOW IMEIUATPUNM WHCTUTYTAa MATCPUHCTBA W JETCTBA
neguarpudeckoro Qaxynsreta GI'AOY BO «PHUMY um. H.W. Iluporosa» Munzapasa Poccun
(ITuporoBckuii YHuepcurter), mpodeccop Kadeapbl T0Ka3aTEIbHOW MEIUIIMHBI MEIUIIMHCKOTO
nactutyta PYJIH, I'7maBHBI BHEMITAaTHBIA CHELUATUCT JOETCKUK 3HIOKpUHOJOr [lernaprameHTa
3ApaBOOXpPaHEHUS TOpoJa MOCKBBI

IlnatonoBa M.M. — k.M.H., HayuHblid coTpyiHUK HUW neanatpun u oxpansl 310poBbs aereit HKL]
Ne2 ®I'bBHY PHIIX um akan. b.B.IletpoBckoro, Bpau-myJbMOHOJIOT

IMoranos A.C. - 1.M.H. mpodeccop, HaYaTbHUK IIEHTPA BOCTIAIUTEIBHBIX 3a001€BaHNN KUIIIEYHUKA Y
JeTeH, 3aBelyrolui ractpodHTeponorndeckum otraenennem PI'AY «HMUL[ 3mopoBes perein»
MunznpaBa Poccum; mpodeccop kadenpsl mnemuaTtpunm u AeTCKoi peBMaTtonoruu [lepBoro
MOCKOBCKOr0o rocyJapCTBEHHOTo MeauiuuHCKoro yHueepcurera uMm. M.M.CeuenoBa (CeueHOBCKUI
VYuusepcurer), wieHn Coro3a neauatpoB Poccun

Canosnukosa U.B., n.m.H., mpodeccop kadenpsr nequarpuu um. O.J[. Aradgonona [IpuBomkckoro
HCCIIEA0BATENIbCKOr0 MEAUIIMHCKOr0 YHUBepcuTeTa Mun3apasa Poccun

CvmupnoBa O.fl. — Bpay-reHeTUK, CTaplIMid HAy4YHBId COTPYIHUK OTIEeJa CTaHJAPTU3alUUd U
M3y4EHHUs OCHOB JAoKa3arenbHON meauuuusl HMM nennarpun m oxpansl 310poBbs aerei HKIL No2
OI'bHY «PHIIX um. akan. b.B.IlerpoBckoroy, unen Coro3a nenuatpos Poccun

CrpokoBa T.B. — nwmH., mnpodpeccop PAH, 3aBemyrommii oTaeneHueM MeauaTpPUYECKON

racTposHTeposoruu, remaronoruu u auerorepanuud GI'BYH «®UILl nutanus u OMOTEXHOIOTUNY,
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3aBeayromas kabeapor ractpodHteposiorud u guetonorun DIAIIO ®PTAOY BO PHUMY um.
H.N.ITuporosa Munzapasa Poccu (ITuporosckuit YHuBepcurer)

CypkoB A.H. — n.m.H., podeccop PAH, noneHt, 3aBenyroniuii OTAeIeHHEM raCTPOIHTEPOTIOTHH C
IOHEBHBIM cTanuoHapoM CranuoHapa I JETeH, 3aBeNyIOUIMil OTAEIOM HAay4HBIX OCHOB JIE€TCKOM
racTPO’HTEPOJIOTHUH, TenaTojIoruu M meradbonuueckux HapymeHuil HUW nenmatpum u oxpaHsl
3nopoBbst aereit HKL[ No2 ®I'BHY «PHLX um. akaa. b.B.Ilerposckoroy», mpodeccop kadenps
¢bakynpTeTcKON meauarpuu MHCTHTyTa MaTepMHCTBA W JAETCTBA IEJUATPHUUYECKOro (haKyJbTeTa
OI'AOY BO PHUMY wum. H.U. [TuporoBa Mun3zapasa Poccuu (ITuporoBckuii Y HUBEpCHTET);
Tapan H.H. - kMH., crapmuidi Hay4YHbId COTPYJHHK OTIEJICHHUS MEIUATPUYECKOU
racTpodHTepoioruu, renaronorun u guerorepanun @IBYH «OUI] nutanus 1 OMOTEXHOIOTHIY
Typkuna C.B. - 1mH., npodeccop Kadeapsl BHYTpeHHUX Oonesnerr dDenepanbHoe
rOCyJapCTBEHHOE  OlO/pKeTHOe  00pa3oBaTelbHOE  YUPEKIEHHE  BBICHIETO  OOpa3oBaHMS
«Boarorpanckuii rocyjapCTBEHHBIM MEAULIIMHCKUNA YHUBEPCUTET» MHUHUCTEPCTBA 3paBOOXPAHECHHUS
Poccuiickoit denepanun

Yenencknii FO. I1. - 1. M. H., ipodeccop, 3aBenyromuii kKagenpoit (hakyIbTeTCKONH Teparnuu UMEHH
npodeccopa B. A. Bampamana, denepanbHoe rocynapcTBEHHOE OOJKETHOE 00pa30BaTEesIbHOE
yupexaeHue Bbiciiero ooOpasoBanHusi «CaHkT-IlerepOyprckuil rocy1apcTBEHHBIH MeIUATPUUECKUI
MEIUIMHCKUI YyHUBepcuUTeT» MuHucTepcTBa 3apaBooxpaHeHus Poccuiickoit ®enepauuu, (yi.
JIutoBckas, 2, Cankt- [lerepOypr, 194100, Poccus)

®enoceenko M.B. - K.M.H., 3aBeiyIolIas OT/AEIOM pa3pabOTKH HAy4YHbIX [1OX0JI0B K UMMYHHU3aIUU
NAIlMeHTOB C OTKJIOHEHMSMHU B COCTOSHUM 3I0POBbS U XPOHMYECKHMMH OOJIE3HSAMH, BeILyIIHii
Hay4yHbIM coTpyaHuK, Bpau-nieauarp HUW nenuatpun u oxpansl 310poBbs nereit HKI[ No2 ®I'BHY
«PHUX wum. akan. b.B.IlerpoBckoro», moueHT kadenpbl ¢(akyIbTeTCKOH NEAMATPUM HHCTUTYTa
MaTepUHCTBA U AeTcTBa nenuarpudeckoro gaxkyiabrera PI'AOY BO «PHUMY um. H.U. ITuporosa»
(ITmporoBckuit Yausepcuret) Munsapasa Poccun, unen Coroza neguarpos Poccun

XaBkun A.M.. —1OKTOp MEOUIIMHCKUX  HaykK, Tmpodeccop, 3aBeayroumi  kadeapoun
racTPO’HTEPOJOTUN U nuerosnoruu uM. A.B. Masypuna, pykoBoautenb MOCKOBCKOTO 00JaCTHOTO
LIEHTPa JIETCKOM TacTPOIHTEPOJIOTMHM M renaTojorud HaydHo-McciaenoBaTeNnbcKOro KIMHUYECKOTO
MHCTUTYyTa JeTcTBa MUHHCTEpCTBa 3/ipaBooXpaHeHus MockoBckoil obnactu; npodeccop kadeaps
MeANaTpuu ¢ KypcoM JETCKUX XUpYpruueckux oonesHeil MenuuuHckoro nHcTuTyTa benropoackoro
roCy/apCTBEHHOI'O0 HAIlMOHAJIBHOTIO HCCIIEI0BAaTEIbCKOTO0 YHHUBEpPCUTETa, npezacenatens OOiecTBa
JNETCKUX TacTPO’HTEPOJIOTOB, TEMaToIOroB U HyTpuinuosnoros Poccun, Unen Coro3a neamarpos

Poccun.
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slonokoBa E.A. — k.M.H., BeAylIUil Hay4yHbId COTpYAHUK oTaena neauatpun ['bY3 MO “Hayuno-
HCCIEA0BATEIIbCKUM  KIIMHUYECKUM  MHCTUTYT  JeTCTBAa  MMHHUCTEpCTBAa  34paBOOXPAHEHUS
MockoBckoit obmactu”, poueHT kKadenpsl agerckux Oonesneit KUA3 wum. H.®.Dunarosa
CeueHoBckoro YHuBepcutera, uigeH OOmiecTBa AETCKUX TacTPOIHTEPOJIOrOB, TIeENaTojOroB H
HyTpuLuoJoros, 4iaeH Coro3za neauatpoB Poccuu, IiiaBHbIA BHEWITATHBIM CIELMATUCT — JETCKUN

racTpod’HTeposior MUHHCTEPCTBA 3/1paBOOXpaHeHus] MOCKOBCKON 00J1acTH

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (DMHAHCOBOW MOIICPKKU/KOH(IUKTA HHTEPECOB, KOTOPHIi

HEO0OXO0IMMO 0OHAPOI0OBATh.
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Ipuiaoxenue A2. Metomos10rusi pa3padoTKu KINHAYECKUX PEKOMEeH Al

Knunuueckue pexomenoayuu co30anvl Ha OCHOBAHUU COBPEMEHHBIX MENCOYHAPOOHBIX KIUHUYECKUX
PpeKomMeHOayull N0 OUASHOCMUKE, Je4eHUI0 U 8e0eHUI0 DONbHBIX C 2TUKO2EHOB0U DONIEe3HbIO.
I uxocenosas Oone3Hb OMHOCAMCA K PEOKUM HACIeOCMBEHHbIM 3a00Ne8AHUAM, 4MO UCKIIOYAem
B03MOJNCHOCMb NPOBEOeHUsL DONLUUX KO2OPMHBIX U PAHOOMUSUPOBAHHBIX KOHMPOIUPOBAHHBIX
uccnedosanuil. U 0as CO30aHUsL NPOMOKON08 OUACHOCMUKU U Mepanuu UCNOIb3VIOMC Ul
memamuiecKue Uccied08anusi IKCNePmos, OnYOIUKO8AHHbIe 8 NOCIeOHUe 08a OeCIMULemusl.
[leneBas ayauTOpus JaHHBIX KIMHHYECKUX PEKOMEHIAITNN:

Bpauu-racrposnreposoru

Bpauu-neguatpsl

Bpauu- teparneBTsl

Bpauu o0mieii BpaueOHOM MTPaKTUKH (CEMEHHBIC BpAUH )

1
2
3
4
5. Bpauu-mpueronoru
6. Bpaumn-reneruku
7. Bpauu- KapIuO0JIOTH/KapIUOJIOTH IETCKHE
8. Bpaum - Hedposoru
9. Bpauu ynpTpa3ByKOBOI JUArHOCTUKHU
10. Bpaun-nabopaHThl
11. Bpauu-naromopdosnoru
12. MeauimHcKHe TICUXO0I0TH
13. Ctynentsl MeguiuHckux BY3oB
14. Oby4aromuecs: B OpuHATYpe
MeTtob1, UCHIONIB3YEMBIE I cOOpa/CeNeKIIMM JOKa3aTeIbCTB: MOUCK B AJIEKTPOHHBIX 0a3ax JIaHHBIX.
Onucanue MeT010B, HCHOJB30BAHHBIX /Il OLEHKH Ka4YeCcTBAa M CHJIbI /I0KAa3aTeJIbCTB:
JI0Ka3aTeNnbHOM 0a30i Ui peKOMEHJIAIMi SBIAIOTCS MyOauKanuy, Bowenmue B KoxpelHOBCKYIO
6ubnuoreky, 6a3bl nanubix EMBASE, MEDLINE u PubMed. I'nyOuna noucka — 8 nert.
MeTo/1b1, NCIIOJIB30BAaHHBIE I OIIEHKU Ka4eCcTBa U CUJIBI I0Ka3aTeIbCTB!
® KOHCEHCYC JKCIIEPTOB;
® OIICHKA 3HAYMMOCTH B COOTBETCTBUU C PEUTHUHIOBOM CXEMOM.
MeTo/1b1, NCTIONIB30BAaHHBIE U1 aHAIN3a JI0Ka3aTeNbCTB:
e 0030pHI OITyOJIMKOBAaHHBIX METa-aHAIH30B;
® CHCTeMaTHYEeCKHEe 0030pbI C TAOIUIIAMHU JJOKA3aTEIIbCTB.

Omnucanue MCTOA0B, HCITIOJIb30BAHHBIX AJIA aHaJIlu3a JO0Ka3aTCIbCTB
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IIpu orbope myOaukanuii, Kak MOTEHIHAIbHBIX HWCTOYHMKOB JOKA3aTENbCTB, HMCIIOJIB30BaHHAsS B
KaXX/IOM HCCIICIOBAaHUHM METOJOJIOTUSI M3Y4aeTcsl JUIs TOro, YTOObl yOeAMThCS B €€ BaJIMTHOCTH.
PesynbraT n3yueHus BIUSIET Ha YPOBEHb JOKA3aTEIbCTB, IPHUCBANBAEMBIN MyOIHKAIIMH, YTO B CBOIO
ouepe/ib, BIUAET Ha CHITy PEKOMEHAALUH.
JUis MUHMMH3AaLUU HOTEHIMAIbHBIX OIIMOOK KaXKJ0€ MCCIEeIOBaHHE OLICHHWBAIOCh HE3aBHUCHMO.
JIroOble pa3nuuus B OLEHKaX OOCYKIaTUCh BCEH TpyNIod aBTOpPOB B IMOJHOM cocrtase. I[lpu
HEBO3MO>KHOCTH JIOCTH)KEHUSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBIN KCIEPT.
Mertobl, HCIIOIB30BAHHBIE AT POPMYJIMPOBAHUS PEKOMEHIALNN: KOHCEHCYC 3KCIIEPTOB.
WNunukaTopsl noopokauectBeHHo npakTuku (Good Practice Points — GPPs)
Pexomennyemass noOpokadecTBEHHasl IMpakTHKa Oa3upyercs Ha KIMHHUYECKOM OIbITE aBTOPOB
pa3paboTaHHBIX PEKOMEH/IAIINH.
DKOHOMMYECKHUI aHAIN3
AHanm3 CTOMMOCTH HE IPOBOJMIICS U ITyOIMKalKu 0 (apMaKO3KOHOMUKE HE aHAJIM3UPOBAIHCH.
Meron Baaanuy peKoMeHaauuii

e BHemHss s5KcniepTHast OLIEHKA.

e BHyTpeHHsIs 5KcIIepTHAas OL[CHKaA.
Onucanue MeTo/1a BaIUIalluy PEKOMEHJAUil
Hacrosimue pexkoMeHAalnuu B HpeABapUTENIbHON BEpCHM ObUIM PELIEH3MPOBAHBI HE3aBUCHUMBIMU
JKCHEepTaMM, KOTOPBIX, MPEXKAE BCEro, MOMPOCHIN TPOKOMMEHTUPOBATh, HACKOJIBKO JAOCTYIIHA JUIs
MIOHUMAaHUSI UHTEPIIpETaLHs I0Ka3aTeIbCTB, JEKaIasi B OCHOBE PEKOMEHJalHi.
Ot Bpauell MNEpPBUYHOIO 3BeHa (MEIUATPOB, TACTPOIHTEPOJIOrOB) IOJYYEHbl KOMMEHTApUU B
OTHOIIEHUN JOXOIYMBOCTU H3JIOKEHUS JaHHBIX PEKOMEHIALMM, a TakKe UX OLEHKa BaXKHOCTU
IIpeIaraéMblX peKOMEHJAlUi, KaKk MHCTPYMEHTA IIOBCEIHEBHOM NMPAKTUKH.
Bce xoMMeHTapuu, MOITy4eHHbIE OT KCIEPTOB, THIATEIBHO CHCTEMATU3UPOBAIUCH U 00CYKIaIHUCh
yjieHaMu pabouell rpynibl (aBTopaMu pekoMeHaanui). Kaxxapiii myHKT 00cykajcst B OTACIbHOCTH.
KoHcynpranus 1 okcriepTHas OLEeHKa
[TpoekT pekoMeHnanuii ObUT pelleH3UPOBaH HE3aBUCUMBIMH IKCIEPTaMHU, KOTOPBIX, MPEXIE BCETO,
MOMPOCHIIM TPOKOMMEHTUPOBATh JOXOJYMBOCTh U TOUHOCTHh MHTEPHPETAIMH J0Ka3aTeIbHOW 0asbl,
JIe)Kallel B OCHOBE PEKOMEH AU,
Jis  OKOHYATEeNbHOM pelakUMd U KOHTPOJS KayecTBa PEKOMEHJAIMM ObUIM  MOBTOPHO
MPOAHATM3UPOBAHbl YICHaMH pabodeld TpyMIbl, KOTOpble MNPHIUIM K 3aKJIIOYEHHI0, YTO BCE
3aMeyaHusl ¥ KOMMEHTapuu SKCIIEPTOB NMPUHATHI BO BHUMAaHUE, PUCK CHCTEMaTHUYECKUX OIIUOOK IpH

pa3paboTKe peKOMEHIAINi CBE/IeH K MUHIMYMY.

65



Tadoauua 1.10kama oneHKW ypoBHEW aocToBepHOCTH mokazatenbcTB (Y J1)mis meromos

JMArHOCTUKU (JIMAarHOCTUYECKUX BMEIIATEIIbCTB)

Y Pacumdponka

1 Cucrematnueckue 0030pbl HCCIEAOBAHUNA C KOHTPOJEM pPEePEpeHCHBIM METOJIOM HIIU
CUCTEeMAaTUYeCKUil  0030p  paHJOMHU3UPOBAHHBIX  KIMHMYECKHUX  HCCIEIOBaHHN  C
MIPUMEHEHUEM METa-aHau3a

2 OTnenbHbIE WCCIENOBaHHUS C KOHTPOJIEM peQepeHCHBIM METOJAOM MM  OTJENbHbIC
PaHIOMU3MPOBAHHBIE  KIMHMYECKHE HCCIEOBAaHUS M  CHCTEMAaTH4eckue  0030pbl
UCCIIeIOBaHN J1I000r0 AM3aifHa, 3a UCKIIOUEHHEM pPaHJAOMH3UPOBAHHBIX KIMHUYECKHUX
HCCIEA0BaHUM, C IPUMEHEHHEM METa-aHalIn3a

3 I/ICCJ'IGI[OBaHI/IH 0e3 IMOCJIICAOBATCIIBHOIO  KOHTPOJIA pe(bepeHCHBIM METOAOM  HJIK
HCCIICIOBaHUA C pe(bepeHCHbIM MCTOOM, HE ABJIAIOIIMMCS HE3AaBUCUMBIM OT UCCIEAYEMOI'O
MCTOda WM HCPAHIOMHU3UPOBAHHBLIC CPABHHUTCIBHBIC MCCICAOBAHUSA, B TOM UYHUCIIC
KOTOPTHBIC UCCICIOBAHUS

HeCpaBHI/ITCJII)Hble HCCIICO0BaHNUA, OIIMCAHNE KIIMHUYCCKOT'O CiIy4das

5 Hmeercst aump 000CHOBaHUE MEXaHU3Ma JEUCTBUS MU MHEHHUE OKCIICPTOB

Ta6auna 2.1llkana omeHKU ypoBHEH TOCTOBEpHOCTH AokazaTtenscTB (Y /1) mist metomoB
npoHUIaKTUKH, JedeHus WU peadbumuranyu (MPoQHIAKTUYSCKUX, JIEYCOHBIX, PEea0MIMTAMOHHBIX

BMEIIATENICTB)

Y Pacmugposka

1 Cucrematnueckuii 0030p PKU ¢ npuMeHeHneM MeTa-aHaiusa

2 Otnenpabie PKM u  cucremarnueckue 0030pbl  HCCASAOBaHUN J000TO JH3aiiHa, 3a
nckioyenrneM PKH, ¢ npuMeHeHneM MeTa-aHanusa

(98]

HepaHIIOMI/I3I/IpOBaHHI>I€ CPaBHHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 | HecpaBHUTENBbHBIE HCCIIECNOBAHUS, ONMCAHME KIMHUYECKOTO CIydas WIM CEpUHU CIIy4daes,
HCCIEA0BAHUS «CIY4al-KOHTPOJIb

5 HNmeercs numb  00OCHOBaHHE MEXaHU3Ma JIECTBUSL BMEIIATEIbCTBA (,Z[OKJ'II/IHI/I‘-ICCKI/IG
I/ICCJ'IGJIOBaHI/ISI) HJIM MHCHHE SKCIICPTOB

Tabauua 3.1Ikana oueHku ypoBHeH yOenutenbHOCTH pekomeHmauui(YVYP) mans metonos
Npo(UIAKTUKH, JTUATHOCTUKH, JICYEHHUS] U peadunuTanuu (MpopuiIakTHYECKUX, TUArHOCTHYECKHUX,

ne4eOHBIX, peaOUIINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacmiugposka

A CunpHas pexkoMeHanus (Bce paccMaTpuBaeMble KpuTepun 3h(GEeKTUBHOCTH (MCXO/IbI)
ABIIAIOTCS BaXHBIMHU, BCE HCCIIEJOBaHMS MMEIOT BBICOKOE WJIM Y OBJIETBOPUTEIBHOE
METOJI0JIOTUYECKOE KaueCTBO, MX BBIBOABI MO MHTEPECYIOIIMM HCXOJaM SIBIISIFOTCS
COTJIACOBaHHBIMH)

B VYcnoBHas pekoMeHAalnus (HE Bce paccMaTpuBaemble KpUTepuH 3((EKTHBHOCTH
(ucxompl) SIBIAIOTCS BaXXHBIMH, HE BCE MCCIIEOBAHUS WMEIOT BBICOKOE WM
YIOBJIETBOPUTEIILHOE  METOJOJIOTMYECKOe KadyecTBO W/MJIM MX BBIBOJBI IO
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIIOTCS COTTIACOBAHHBIMU )
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C Cnabast pexomeHmanus (OTCYTCTBHE JIOKa3aTeNbCTB HAJICXKAIIEro KadecTBa (BCe
paccmaTtpuBaeMbie KpuTepun 3H(PEKTUBHOCTH (MCXOIBI) SBISIOTCS HEBAaXKHBIMU, BCE
WCCJICIOBAaHMSI MMEIOT HU3KOE METOJOJIOTHYECKOe KayeCTBO M HMX BBIBOJABI II0
MHTEPECYIOIIMM UCX0/IaM He SIBJISIOTCS COTJIACOBAHHBIMHU )

IMopsinok 00HOBJIEHHS KIMHUYECKUX PEKOMEH/IAIHIA.

MexaHu3M ~ OOHOBJIGHHS ~ KIMHHYECKUX  PEKOMEHIAIMA  TpeAycMaTphBaeT  HX
CHCTEMATHYECKYIO0 aKTyaJH3allMi0 — HE PEXe YeM OJIMH pa3 B TPU rojlia,a TaKXkKe MPHU MOSBICHHU
HOBBIX JAHHBIX C IIO3UIMU JOKA3aTEJIbHOH MEAWIIMHBI IO BONPOCaM JIHATHOCTHKH, JICUCHUS,
npopuIakTUKH ¥ peadWIMTAallid  KOHKPETHBIX  3a00JIeBaHUN, HaIWM4Md  OOOCHOBAaHHBIX

JIOTIOJTHEHU/3aMeYaHnil K paHee yrBepxkAEHHBIM KP, Ho He yarie 1 pa3a B 6 mecsiies.
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Ipunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIKYAasl COOTBETCTBHE NMOKA3AHUI
K NPUMEHEHUIO U TPOTHUBONOKA3AHMA, CIIOCOOOB MPUMEHEHHUS H /103
JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMHU MO NMPUMEHEHHIO JIEKAPCTBEHHOT 0

npemnapara

Ipuioxenue A3.1 HopmaTuBHbIe JOKYMEHTbI U pecypchbl, HA OCHOBAHUM
KOTOPBIX pa3padoTaHbl KJIMHHUYECKHE PeKOMEeHIaluu

1. [Ipuka3z MunucrepcTBa 34paBOOXpAHEHUS U COLIMAIBHOTO pa3BuTus P® ot 16 anpens
2012 r. N 3661 «O0 ytBepxaeHuu [lopsiika oka3aHust neguaTpuyeCcKOl MOMOLIN

2. [Tpuka3z MunucrepctBa 3apaBooxpanenuss PO «O6 yreepxkaenun Ilopsaka okazanus
MEAMIIMHCKOW TOMOIIM OOJMBHBIM C BPOXKIEGHHBIMM U  (WJIM) HACJIEJCTBEHHBIMU
3a0osneBaHusMmu» 0T 21.04.2022 Ne 274n

3. [Toctanosnenue I[lpaButennctBa Poccuiickoit @enepauun ot 9 ampens 2015 roxa
Ne333  «O6 yrtBepxknaenuu IlpaBun ¢dopMupoBaHuss TMepeuHs CleHUaTU3UPOBAHHBIX
MPOJYKTOB JICUeOHOTO MUTAHUS AT IeTeH-MHBAINUIOBY

4. [Ipukaz MunsnpaBa Poccun (MunucrtepctBo 3apaBooxpanenus P®) ot 24 HoaOps
2021 r. Nel094n «OG6 ytBepxaeHuu llopsaka Ha3HaueHUs JIEKAPCTBEHHBIX MPENaparTos,
dopM perenTypHeIx OJaHKOB Ha JeKapcTBEHHbIe mpemapaTsl, l[lopsaka odopmiaeHus
yKa3aHHBIX OJIaHKOB, MX YydeTa M XpaHeHus, (GopMm OJaHKOB pELENTOB, COJEpKaIUX
Ha3HAYeHHE HApKOTUYECKUX CPEIACTB WM ICUXOTPONHBIX BemecTB, Ilopsaka wux
W3TOTOBJICHUSI, pACHpEeNIeHUs], PETUCTpalluu, y4yeTa M XpaHeHus, a Takxke IlpaBun

O(i)OpMJ'ICHI/ISI OJIaHKOB peueiTtos, B TOM YHCIC B cbopMe OJICKTPOHHBIX HOKYMCHTOB»

5. Pacnopsxenue IlpaButensctBa P® ot 31 nexabps 2018 r. Ne 3053-p «OO0
YTBEPKACHUM MEepeUYHEed MEIUIMHCKUX W3AeNui, UMIUIAHTUPYEMbIX B OpraHM3M 4YeJoBeKa
IIPY OKa3aHUM MEIULMHCKON NOMOIIM B paMKax IPOrpaMMbl I'OCYJapCTBEHHBIX TapaHTHN
0ecIUIaTHOrO OKa3aHUs rpa)k1aHaM MEIUIUHCKONW MOMOIIM M OTITYCKaeMBbIX 10 peLenTaM Ha
MEAMIMHCKHUE U3/ETHUS TIPU PEIOCTaBIEHUU Ha00opa COLMATIBHBIX YCIYT»

6. Mexnynapoanas knaccudukamnus Oone3Hed, TpaBM W COCTOSHUM, BIUSIOMNAX HA
3nopoBbe (MKB — 10)

7. IIpukaz MunznpaBa Poccunm ot 02.05.2023 Ne 2058 «OO0 yTBepKICHHU

HOMCHKIJIATYPbI }IOH}KHOCTeﬁ MCEIHUIIMHCKHUX pa60THI/IKOB n Q)apMaHeBTI/I‘-IeCKI/IX pa6OTHI/IKOB>>
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8. [Ipukaz M3 P® ot 23 wmroms 2010 1. Ne 541n. Enuneii xBamudukanoHHBIN
CIPAaBOYHHUK  JIOJDKHOCTEH  pYKOBOJIWTENEW, CIELMAIUCTOB M  CIyXallluX, paszael
KBanudukannoHHble XapaKTEPUCTHKH JTOJHDKHOCTEH paOOTHHUKOB B cepe 3ApaBOOXPAHEHUSI.
9. ®enepanbublii 3akoH OT 25.12.2018 Ne 489 489-®d3 «O BHeceHUHM W3MEHEHUU B
crateto 40 @enepanbHoro 3akoHa «OO0 00s3aTENTPHOM MEIUIMHCKOM CTPaXOBaHUM B
Poccuiickoit denepannm» u DenepanbHblii 3ak0H «O0 OCHOBaX OXpaHbI 3A0POBbS T'PAXKIaH B
Poccuiickoit @eaepanuu 1o BOMpocaM KIMHAYECKUX PEKOMEH AU,

10. [Tpuka3z MunznpaBa Poccuu Ne 1031 ot 28.02.2019 1. «O0 yTBEepKIeHUH TOPSAKA U
CPOKOB pa3pa0OTKM KIMHUYECKMX PEKOMEHJAlMH, HX I[epecMoTpa, TUIOBOH (HopMsl
KJIMHUYECKHX PEKOMEHIAIMi M TpeOOBaHUI K HX CTPYKType, COCTaBy U HAay4HOU
000CHOBaHHOCTH, BKJIFOUAEMOH B KIIMHUYECKHE PEKOMEHIAIIMH HH(POPMALIUN.

11. [Ipukaz MunzapaBa Poccum ot 13.10.2017 N 804 «O06 yTBep)AeHUH
HOMEHKJIATypbl MEIULIUHCKUX YCIYI»

12. [Ipuka3z MunucrepcTBa TpyJia u counanbHou 3amutel PO ot 27 aBrycra 2019 r. 5851
«O  xmaccupuKanMsIX U KPUTEPUAX, HCIOIB3YEMbIX TIPH OCYIIECTBICHHH MEIUKO-
COLMAIIBHOM 3KCIEpTU3bl TpakAaH (enepanbHbIMU TOCYIAapPCTBEHHBIMU  YUPEXKIECHUSIMU
MEANKO-COLIMAIBHOM IKCIIEPTU3bD)

13. IIpukaz MuHucrepcTBa 31paBOOXpPAHEHUS U COLMAIBHOrO pas3Butusa Poccuiickoi
O®enepannn «O MOpsiIKE NPUMEHEHUS JEKaPCTBEHHBIX CPEACTB Y OOJIbHBIX IO KM3HEHHBIM
nokasaHusiM» oT 9 asrycra 2005 r. Ne 494

14. NudpopmannonHoe mnucbMo Mun3apaBa PoccuM 10 BO3MOXKHOCTH — 3aKyTNKH
JIEKapCTBEHHOI'0 IIperapara 1o TOproBOMy HauMEHOBAHHUIO

15. Pacniopsxenue [IpaButenbctBa Poccuiickoit ®enepannn «O0 yTBEpKIEHUU MEPEUHS
CHELMATN3UPOBAHHBIX MPOAYKTOB JIe4eOHOrO MUTaHMA JUIs JeTed-uHBaiuaoB» or 11

nekadbps 2023 r. Ne 3551-p (pen. ot 01.11.2025)

Nudopmanus o nexkapcTBeHHbIX cpeacTBax: https:/grls.rosminzdrav.ru/

OcHoBHbBIE HOPMATHUBHO-IIPABOBLIC AKThbI, PEryJIMPYHOINHUE OKa3aHUE

NAJJIMATUBHON MEAUIMHCKON MOMOIIH

1.

®denepanbHblil 3ak0H «O BHeceHHH M3MeHeHui B denepanbHblil 3akoH "OO OCHOBaX OXpaHbI
310poBbsi TpaxaaH B Poccuiickoii ®denepanuu’ 1o BONpocaM OKa3aHUs NaIMATUBHOMN

MeTuIHCKoHN moMotntiy oT 06.03.2019 Ne 18-D3

2. Ilpuka3 MunznpaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372n «O6

YTBCPIKACHUHU ITOJIOKCHUA 00 OopraHu3al OKa3aHUA NaJIdaTUBHON MEIUITUHCKOM IIOMOIIH,

BKJIFOYAs MMOPSAJIOK B3aUMOJICUCTBUS MEIUIIMHCKUX OpraHU3aluid, OpraHu3alyii COUaTbHOTO
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00CITy’)KUBaHUsI U OOLIECTBEHHBIX OOBEIUHEHUH, WHBIX HEKOMMEpPYECKHX OpraHHu3alui,
OCYIIECTBISIONIMX CBOIO JAEATEIBHOCTD B Chepe OXpaHbl 3T0POBbS»

[Tpuka3 MunzapaBa Poccun Ne 348u ot 31 mas 2019 roma «OO6 yTBepKIEHHH IEepedHs
MEIULUHCKUX U3/EIMH, TpeIHa3HaueHHbIX AJIS MOJIep KaHUsl OPraHOB U CUCTEM OpraHu3Ma
YeJI0BEKa, IPEAOCTABIIAEMBIX Ul UCIIOIb30BAHUS HA JOMY»

[Tpukaz MunzapaBa Poccun Ne 505H ot 10 mrons 2019 roga «O6 yrepxkaenun I[lopsaka
nepefayv OT MEIUMLMHCKOM OpraHu3aluy HalUeHTy (ero 3aKOHHOMY IpEACTAaBUTEINIO)
MEIULMHCKUX W3JEIUH, MpeJHa3HAuUCHHbIX JUIs MOAAepKaHusl GYHKLIUHA OPraHOB U CUCTEM
OpraHu3Ma 4YelloBeKa, JJIi MCIIOJIb30BaHMs Ha JOMY IIpU OKa3aHUU MaJUIMATUBHON
MEJIULIMHCKOU ITOMOIIM

[Tpukaz M3 PO Ne 831 ot 3 okTs10ps 2019 roga «O0 yTBep:KIeHHH BETOMCTBEHHOH 11€JI€BOM

IIporpaMmabl «Pa3BuTHE CUCTEMBI OKa3aHUs MaJJIMaTUBHON MEIUIIMHCKON MOMOIIM»
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Ipuiaoxkenue A3.2 Kiaaccupukanms, KIMHHKO-JIa0opaTopHas W OMOXMMHUYECKAs XapPaKTEPUCTHKA IJIMKOICHOBOM

00J1e3HHM [93]

Tun depmeHT CrpykTtypa Tkanu waM KIETKH, B KOTOpbIX BbIsiBIseTcs | JlaboparopHble | [Ipyrue cumMnToMmsbl, T€YEHHUE,
IJINKOT€HOBOM 0COOEHHOCTH HEI0CTaTOYHOCTh (pepMEeHTa WU3MEHEHUs IIPOTHO3
0oJe3Hn HAaKOIUICHUS [lewenp | Mpiuner | Oputpo | Jleiiko- | ®ubpo- | 'uno- | I'unep
[JIMKOT€Ha -LIUTBl | IIUTHI OnacTel | raMKe- | -
Must TN
-eMHs
Ia (6one3ns | I'mrox030-6- Hopmanbhnas + — — — — + + 3azepkKa pocTa U IOJIOBOTO
I'upke) ¢docparaza CTPYKTYpa, pa3BUTHA, JIaKTaTalu103,
MOBBILICHHOE TUIEpypUKeMUs,  ToJarpa,
coJiepiKaHue aZICHOMBI NIEYEHH,
renaToLeIUTIOSIpHbIE
KaplLMHOMBI, HedpoMmeranus,
HepoauTHa3/HepoKaIbIU-
HO3, ¢dokanbHO-
CEerMEeHTapHbIN
TJIOMEPYIO0CKIEPO3,
MOYEYHasl HEIOCTATOYHOCTh,
KPOHOIIO100HbIE
BOCTIAJIUTENbHbBIE
3a00JIeBaHMs KUIIIEUHUKA
Ib Tpanciokasa Hopmanbsnas + — — - - + + AHanornunsl npu tune la +
III0K030-6- CTPYKTYpa, HEUTPONICHUS
docdarassl MOBBIIICHHOE

72




(MHKpOCOMaNBH | cofep)KaHue
Bl TPaHCIIOPT-
HbI 6enok T1)
Ic Muxkpocomansl | HopmanbhHas AmHanoruunsl npu turne la
Bl TpaHCIOPT- | CTPYKTYPA,
HBIH 0ok Tz MOBBIIIEHHOE
coJiep>KaHue
11, 0oie3us | a-1, 4- Hopmanbnas Mbimeunas c1a00CTh,
[Tomme TIIIOKO3HU/1a3a CTPYKTYpa, ceplieuHass HeIOCTaTOYHOCTb,
(kucnas MOBBILIEHHOE CMEpPTh B BO3pacTe OKOJIO
MaibTasa) coJiep:KaHue, 2 ner (MnageHueckuit
TJIMKOTE€H BapHaHT)
HAKaIlJMBaeTCs B
JIM30COMax
11, 0omne3ns | Ammio-1, 6- Kopotkue Muonarus, ¢ubpo3  wuiam
Kopu—®opbca | rmoko3uaasza OOKOBBIE  IIeMH, Uppo3 MEYEHH, 160
(ITIa, b, ¢, d) u/mma  4-a-D- | TOBBIIICHHOE VIY4YIIEHUE  COCTOSIHUS  C
IJIIOKAHOTPAHC | COZEp KaHUe YMEHBIIIEHUEM CTEeTNeHU
¢epaza BBIPAKEHHOCTHU
(rmukoreH- CUMITTOMATHUKH
JIEBETBALLINN
(dbepmeHT)
IV, 607e3Hb | Amuio- VY MHeHHbIe OrcraBanue B  pa3BUTHUH,
AHJniepceH 1,4:1, 6- OOKOBBIE  IIeMH, LUPPO3, CMEPTH B BO3pACTE
TJIIOKaHTpaHcd | HoOpMaIbHOE OKOJIO 5 JIET OT NEYEHOYHOM
epasa coJiep)KaHue HEJ0CTaTOYHOCTH oe3
(rauKoreH- TpaHCIIaHTAIUH MIEYEHH,
BETBSAIINI pexe — OTCYTCTBHE
(dbepmeHT) MIPOTPECCUPOBAHUS
3a00JeBaHus
v, 60se3Hb | Mblmeunas Hopmanbsnas dusnueckas Harpyska
Mak-Apia bocdopmiaza CTPYKTYpa, IIPOBOLIUPYET 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 pab1IoMHOIHN3,
HOBBILIEHHOE MHUOTTIOOMHYpHSI, — [OYEHHas
CoJIepXKaHue HEJOCTATOYHOCTh
VI, 6one3np | [leueHounas Hopmanbhnas OtcraBanue B pocre,
Xepca dbochopunaza CTPYKTYpa, perpeccupoBaHue
HOBBILIEHHOE CUMITOMAaTUKH C BO3PACTOM
COJIepXKaHue
VII, 0ose3Hb | Mbleunas Hopmansnas dusnueckue Harpy3Ku
Taypu bochodpykToK | CTPYKTYpa, POBOIUPYIOT cnabocThb
nHa3a MOBBILIEHHOE MBIILII] U CyJIOpOTH,
cojiepaHue reMOJINTUYECKAS aHeMusl,
3aJIepKKa pocTa
IXal o2- Hopmanbnas 3anepxka MOTOPHOTO
cyObeuHuIa CTPYKTYypa, pa3BUTHSA u pocra,
[IEYEHOYHOMN MOBBILIEHHOE perpeccupoBaHue
KHHAa3bl cojiepaHue CUMIITOMAaTUKH C BO3PACTOM
dhochoprnassl
[Xa2 To xe Hopwmainbsnas OrcraBanue B pocre,
CTPYKTYpa, perpeccupoBaHue
MIOBBILIEHHOE CUMITOMAaTUKH C BO3PACTOM
COJIepKaHue
IXb B-cyobenununa | HopmaneHas OrcraBanue B pocre, nuapes,
MEYeHOYHOH / CTPYKTYpa, MBIILIEYHAs] TUIIOTOHUS
MBILLIEYHON MIOBBILIEHHOE
KHHAa3BbI coJiep)kaHue
dochopunasbl
IXc v-cyobenununa | Hopmanehas OtcraBanue B pocre,
TECTUKYJISAP- CTPYKTYpa, MBIILIEYHAs] TUTIOTOHMS
HOM / IEYeHOYH | MOBBILICHHOE
oM KHMHA3Bbl | COEPIKAHNE
dhochopriazsl
IXd 0-CyObeIMHHUIA MpleyHast TUIIOTOHMS,
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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

MBIIIEYHOH
KHHA3BI
dhochopriasel

MbIlIeyHas arpodus, 0onu B
MBIIIIAX TpH  (pusHuecKon
Harpyske

MpbimeyHas
dbocdormuuepar
MyTa3a-2

IIpun BBIPAKEHHBIX
bu3nueckux Harpyskax
MBIIIICYHBIE CIIa3MBbl,

MHAJITHH, pa6I[OMI/IOJ'II/13

CUHJIPOM
dankonn—
bukens

Tpancnoprep
[JIIOKO3BI
(GLUT2)

3anepkka IICHXOMOTOPHOTO

X1

JlakraTnerua-
poreHasza A

XII

Anpnonaza A

XIII

Enomnaza 3

X1V

docdormokom
yTasa-1

XV

I'nukorennn

Ileuenounass u
MBIIIEYHAas
TJIAKOT€H-
CHHTa3a

Hopmanbsnas
CTPYKTYpa,

MTOHMKEHHOE
coJiepiKaHue

pa3BUTHS, TyOynonarus,
MaJbabCcopOITus
Pabnomuoinus, noyeyHast
HEJ0CTATOYHOCTh
Henepenocumoctb
buznueckux Harpy3oK,
CyJlIoporu

Henepenocumocts
du3naeckux Harpys3ox,
CYJIOpOTH, yCHJIEHUE
BBIDAKEHHOCTH MHUAITHA €
BO3pPacToOM

MEInieuHsIe CHa3MBl,
HENEPEHOCUMOCTh
buznyecKux Harpy3okK,
pabaomMuonus, cnabocTh
MBIIII] TA30BOTO JTHA
Mpiieunas c11a00CTh,
HapylUleHHe puTMa cepua
MEImieudsie CHa3MBl,
HENEPEHOCUMOCTh
buznyecKkux Harpy3oK,
runeprpoduyeckas
KapJAMOMUONaTHs,
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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

HapylIeHHEe pUTMa cepAla
BILIOTH 10 OCTAHOBKH

bone3nn
HaAKOILJICHUS
IIMKOIeHa
cepaie

B

dochopunazku
Ha3a cepaua

HopmanbsHas
CTpYKTypa,
MOBBILICHHOE
coJiep)KaHue
MHUOKap/ie

Peskas Opanukapausi,
BBIABIISIEMAsl ~ QHTEHATAJILHO,
KapIMoMeraus,
KapIMOMHOTIATHS,
OMBEPTPUKYIISIPHAS
runeprpodus, 3acToMHasI
cepeuHasi HEJJOCTATOYHOCTb,
OTeK JIETKHUX, aCIINT,
Hedpomeranus, auddysHas
MBIIICYHAS THIIOTOHMUS,
MHOTIATHS

IIpumeuanue: «?» - HET JaHHbBIX.
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Ipuaoxenue A3.4 Ilnan o0ciie10BAHUA MANUEHTOB C IIMKOTE€HOBOW 00JI€3HBIO MPH

TSKEJIOM Te€UYEHHH, a TAKKE BO BpeMsi 000cTpeHuid 3a00/1eBaHu sl

Oo0s13aTesIbHOE NPU KAXKIAOM CTAIHOHAPHOM
00cJIeI0BAHNH

Yacrora npoBeaeHust

AnTponomerpus (poct, Macca, pacueT Macco-
POCTOBOIO COOTHOIIEHHSI)

1 pa3 3a roClruTalIn3aluo

O0mmit  (KIMHWYECKWI)  aHalu3  KPOBH
pa3sBEpPHYTHIN

2-3 pasa 3a rocuTaaIu3aluio

OO0t (KIMHUYECKUI) aHAJIM3 MOYHU

1-2 paza 3a rocnuTaau3aue

Konrpons rimkemun (MccnenoBaHue ypoBHs
[JIIOKO3bI B KPOBH)

ExenneBHo 3-5 pa3 3a rocnuTanu3aiuio

HccnenoBanue KHUCJIOTHO-OCHOBHOTO
cocrosinusi (MccnenoBanue ypoBHs OyQepHbIX
BEIIECTB B KpoBH, MccienoBanue ypoBHs
BO10pOAHBIX HOHOB (pH) KpoBH)

2-3 paza 3a rocuTaau3aluio

AHamM3  KpOBH  OMOXMMHYECKHH  0oOIIe
tepanesTuueckuil  (MccnenoBanue  ypoBHs
IJIFOKO3BI B KpoBH, OrmpeneneHne akKTHBHOCTH

acniapraTaMUHOTpaHc(epasbl B KpOBH,
Onpenenenue aKTUBHOCTH
aJlaHMHaMUHOTpaHcdepassl B KpOBH,

HccnenoBanue ypoBHSI MOJIOYHOM KHCIIOTHI B
KpoBu (nakrar), OrmnpeneneHre aKTUBHOCTH
raMMa-riaroTaMuiITpaicdepassl B KpOBH,
Omnpenenenue aKTUBHOCTH LIEJIOYHON
¢docdarasel B kpoBu, MccienoBaHue ypoBHS
oOuiero 6enka B kpoBH, MccrenoBanue ypoBHs
anp0yMuHa B KpoBH, MccnenoBanue ypoBHSA
MOU€BO KHCIOTHI B KpoBH, lccrnenoBanue
ypoBHS oOmiero OunupyOMHa B KpOBH,
UccnenoBanne  ypoBHS ~ CBOOOZHOTO M
CBSI3aHHOT'O OounupyOuHa B KpOBH,
OmnpeneneHne akTUBHOCTH KPEaTMHKHUHA3bl B
KpPOBHU (KpeaTMHKHHA32) Hccnenosanue
YPOBHS/aKTUBHOCTH n30(hepMEHTOB
KpeaTuHKWHa3bl B KpoBH), OrmpeneneHue
AKTUBHOCTH JIAKTATAETUJPOreHa3bl B KPOBU
(JIAT), UccnenoBanue ypoBHS Kaius B KPOBH,
UCCIIEJOBAaHUE  ypPOBHSA  HOHU3HPOBAHHOTO
KaJIbIUsl B KPOBH)

1-2 pa3a 3a rocnuTagIu3aIuIo

Koarynorpamma (OpuEeHTHPOBOYHOE
UCCIICIOBaHHE CUCTEMBI remMocrasa)
(MUccnemoBanne mpoTpOMOMHOBOTO WHIEKCA,
HccnenoBanne  TpoMOMHOBOTO  BpEMEHH,

HccnenoBanue MPOTPOMOMHOBOTO
Hccnenosanue MEXyHapOAHOI O
HOPMAJIN30BaHHOI'O OTHOIICHNA,

HccnenoBanue AKTUBUPOBAHHOT'O YaCTUYHOI'O

1-2 pa3a 3a rocnuTaIN3aIUI0
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TPOMOOTLTACTHHOBOTO BpPEMCHH,
HccnenoBanue KoHIeHTpauuu (puOpuHOTEHA B
KpPOBH)

72-yacoBO€ HENPEPHIBHOE MOHUTOPHUPOBAHUE
[JIIOKO3bl B MEXKJIETOYHOM  >KMJIKOCTH
((MccnenoBaHue YpOBHS IJIIOKO3bl B KPOBU
METOJIOM HENIPEPHIBHOTO MOHUTOPUPOBAHMUS]))

1 pa3 3a roClruTalIn3aluo

OmnpeneneHue COZIePIKaHHUS
anb(adeTornpoTenHa B CHIBOPOTKE KPOBH

1 pas3 3a roClruTalIn3aluo

UccnenoBanue CyTOYHOM 3KCKpEIMU COJIEH C
mouoit (MccnemoBanue ypoBHs (ochopa B
Moue, MccienoBanue ypoBHS Kaiblisl B MOYeE,
HccnenoBanue ypoBHA Kamusg B MOUe,
HccnenoBanue ypoBHS HaTpus B  Mode,
WccnenoBanne ypoBHS XJIOpUIOB B MoOue),
KaJIbIIM-KPEAaTHHUHOBBIN kodurmeHT
(UccnenoBanue ypoBHS KalbliMsi B MOYE,
VccnenoBanue ypoBHs KpeaTHHHHA B MOYE)

1 pas3 3a roClruTalIn3aluo

Ananmusz moun no Apnuc—Kaxosckomy (COop
MOYHM IS J1aDOpaTOpPHOTO  HMCCIIECIOBAHUS,
Onpenenenue obbema MOYH,
MUKPOCKOIIMYECKOE —HCCIICIOBAHUE —OCajKa
moum, Ormpenenenne KoindyectBa Oenka B
cyrouHoit moue, OmpezneneHue anpOyMHHa B
MOY€)

1 pa3 3a rocruTanu3anuo

AHanu3 Mo4H Mo 3UMHUIIKOMY (HUCCIeI0BaHUE
MOYH METOJIOM 3UMHHIIKOTO)

1 pas3 3a roCluTalIn3alnuro

yHLTpaSBYKOBOG HCCIICOOBAHUC OpraHoB

OpronIHoM MOJIOCTH (KoMILIEKCHOE),
yIIBTPa3BYKOBOE UCCIeIoBaHNe MOYeK,
IxoKapauorpadus

1-2 pa3a 3a rocnuTagIu3aIuIo

[IpoBeneHne HEMHBA3MBHOW TPAaH3UEHTHOMN
anacrorpaduu neuenu (TOII) (amactomerpus
NIEYEHHU)

1 pa3 3a rocruTanu3almo

MarnuTHO-pe3oHaHcHass Ttomorpadus (MPT)
OpraHoB Opro1IHOM MOJIOCTH (npu
HEOOX0UMOCTH — MarHuTHO-pe30HaHCHas
ToMOrpauu OpraHoB OpIOLIHOM MOJOCTH C
BHYTPUBEHHbIM  KOHTPACTUPOBAHHEM)  WJIH
Kowmnerorepnas tomorpadus (KT) opranos
OpIOIIHOM  TOJOCTM  C  BHYTPUBEHHBIM

1 pa3 3a roCruTaIn3annuro

OOJTFOCHBIM KOHTPAaCTUPOBAHUEM (o

MOKAa3aHUsIM)

D30¢aroracTpo1yo/IeHOCKOIHUS (mo | 1 pa3 3a rocmuTaNIM3AIUIO
MOKAa3aHUsIM)

[TpoBenenune peHTreHorpaduu KUCTel ¢ 1ebio
OLICHKM KOCTHOT'O BO3pacTa

1 pa3 3a rocnATanU3aLKUIO

IIpoBenenue JIBYX3HEpreTudeckoil | 1 pas 3a rocnurann3anuio
PEHTTEHOBCKOM abcopOuomMeTpun
(PentreHoieHCUTOMETPUHN) MTOSICHUYHOTO
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OT[ACJa ITIO3BOHOYHHUKA IMallUCHTAM

[IpoBenenue Dnektponeiipomuorpaduu | 1 pa3 3a TOCIUTATIU3ZAIIIO
(OHMI) (Onekrponeiipomuorpadus
UTOJIbYATBIMH JJICKTpOJIaMu (OJUH HEpB) (IO
IIOKa3aHUsIM)

HccnenoBanust (yHKIIMM BHEUIHETO JbIXaHMs | 1 pa3 3a roclHTaIM3anuio
(UccnenoBanue HECIPOBOIIUPOBAHHBIX
JbIXaTeIbHBIX 00BEMOB W TIOTOKOB) (TI0
NIOKAa3aHUsIM)

DnekTpokapauorpadus (peructpanus | 1 pa3 3a TOCIUTAIU3ALINIO
AJIEKTPOKAPIUOTPAMMBI)

[TpoBenenue MEIMKO-T€HEeTUYEeCKOro | 1 pa3 3a roCHUTAIN3aLHIO
KOHCYJIbTUPOBAHUS (npuem (ocMmorTp,
KOHCYJIbTAllMsl) Bpaya-reHeTHKa NepBUYHBbIH)

JIOTIOTHUTENBHO, 1O MOKAa3aHHUsIM, NPOBOIAT PEHTTEHOrpaduIo JIETKHX, PEHTTeHOrpaduu
TPYJHOTO M TOSACHUYHOTO  OTJeNa  [O3BOHOYHMKA,  pEHTreHorpaguu  KHUCTH,
Dnexrposunedanorpaduto/InekTpodniedanorpaduio ¢ Bugeomonutopuarom, MPT ronoBHOTO
Mo3ra, TMyHKIHMOHHas Ouorncus medeHu (buomncus medeHu moJ KOHTPOJIEM YIBTPa3ByKOBOTO
UCCIeIoBaHusg) ¢ Mop¢osornueckuM uccienoBanuem Ouonrata (IlaTonmoro-aHarommueckoe
UCCIIeJ0BaHHE OMOICUIHOTO (ONepanroHHOI0) MaTepHaia MEeYeHH), MPOBOISAT KOHCYJIbTallUuH
pa3IMYHBIX CIEHUAINUCTOB (Bpad-AUETOJIOT, Bpady-KapAHOJIOT/Bpad-IeTCKUN KapaAHuoJIor, Bpad-
Hedposor, Bpau-remMaroJior, BpPady-HEBPOJIOI, Bpad-XUPYpI/Bpay-AeTCKUH XHUPYpr, Bpad-
OTOPUHOJIAPUHTOJIOT, Bpay-TPaBMAaTOJIOT-OPTOTIE]L, Bpay-3HIOKPUHOJIOT/Bpad-IeTCKUI
SHJIOKPHHOJIOT, Bpay-ajuIeproJIor-UMMYHOJIOT, BpPa4-CTOMATOJOr, MEIUIIMHCKUHA TCHXOJIOT,
COLIMAJIbHBINA paOOTHHK) U AP.
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IIpunoxenne A3.3 IloTpeOHOCTH B OCHOBHBIX NHMINEBBIX BelIECTBAX M JHEPITUU JAeTeil

¢ IVINKOTreHOBOoi 00J1e3HBbIO [62]

WNHrpenuenTs Bospact (rossr) % oT
1-3 [46 |7-10 [11-13 14-17 CyTOHHOI
KaJIOpUHHOCT
M Ji| M Ji u

['mukorenoBas 60se3ub [ Tuna

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

Kupsl, T 28 36 43 50 46 55 48 17

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

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

KKaJI

I'muxorenosas 6one3us 11, VI u IX Ttuma

benku, r 75 96 115 | 134 122 146 | 127 |20
Kupsl, T 41 53 63 74 67 81 70 25
YrneBosl, 207 |261 |315 |368 337 402 | 349 |55
KanopuiinocTs, 1538 | 1957 | 2349 | 2746 | 2505 | 3000 | 2603 | 100
KK

dusunonornyeckas Hopma

benkwu, r 53 68 77 90 82 98 90 14
Kupsr, T 53 68 79 92 84 100 |90 31
VrieBojsl, T 212 | 272 335 |390 335 425 360 |55
Kanopwuitnocts, 1540 | 1970 | 2350 | 2750 | 2500 | 3000 | 2600 | 100
KKaJl

80



Ipuiaoxenue A3.S Ili1aH BeaeHUs] NAUMEHTA ¢ IJIMKOT¢HOBOU 00JI€3HBIO

Oo0s13aTe/IbHOE MPH KAXKIOM JUCHAHCEPHOM
npuemMe 00cJieI0BaHHue

Yacrora MMPpOBECACHUSA

AnTponomerpus (poct, Macca, pacueT Macco-
POCTOBOrO COOTHOIIEHHSI)

1 pa3 B 3 mec

O6mmit  (KIMHUYECKHIN)
pa3BEepHYTHIN

aHaJIu3 KpOBHU

1 paz B 3Mec (IONOJHHUTEIBHO TIPH
XPOHHUYECKON HEWUTPOICHUU U ee JiedeHuH ['-

KC®D)

OO0t (KIMHUYECKUI) aHAJIM3 MOYHU

1 pa3 B 3 mec

Konrpons rimkemun (MccnepmoBanme ypoBHs | 1 pa3 B 3 Mec (AOHNOJHUTENBHO IIpU

[JIIOKO3bI B KPOBH) oboctpennu, Ha (oHE MHTEPKYPPEHTHBIX
3a00J1€BaHU)

HccnenoBanue KHMCJIOTHO-OCHOBHOTO | 1 pa3 B 3 Mec (HONOJHUTENBHO IpU

cocrosHus (MccnenoBanue ypoBHst OyepHbIX | 000CTpeHHH, Ha (OHE MHTEPKYPPEHTHBIX

BEIIECTB B KpoBH, VcciemoBanue ypoBHs | 3a00JeBaHMIA)

BOJIOPOJAHBIX HOHOB (pH) KpoBH)

AHanu3z  kpoBH  Ouoxumuueckuid  oOmie |1 pa3 B 3 Mec (IOMONHUTEIBHO MpU

tepaneBThueckuii  (MccinegoBanue  ypoBHS | o0ocTpeHUM, Ha (OHE HMHTEPKYPPEHTHBIX

TJIIOKO3BI B KpoBH, OrmpeneneHne akTUBHOCTH | 3a00JIeBaHMN)

acrapTaTaMHUHOTpaHC(epa3bl B KpOBH,

Omnpenenenue aKTUBHOCTH

aJlaHUHaMUHOTpaHchepassl B KpOBH,

HccnenoBanue ypoBHST MOJIOYHOM KHCJIOTHI B
KpoBU (nakrtar), OmnpezpeneHue aKTHBHOCTH
raMma-rifoTaMuwiTpaicepassl B KpPOBH,
Omnpenenenue aKTHBHOCTH IIEIOYHON
docdarazsl B kpoBu, VccrnemoBanue ypoBHS
obmero 6enka B KpoBH, MccnenoBanue ypoBHs
anbOymMuHa B KpoBH, VccienoBaHue ypoBHSA
MOYEBOH KHCJIOTHI B KpoBH, lccremoBanue

ypoBHs oOmero OunMpyOMHa B KpOBH,
HccnenoBanne  ypoBHS ~ CBOOOAHOTO M
CBSA3aHHOTO ounupyorHa B KpOBH,
OmnpeneneHne akTUBHOCTH KPEAaTUHKHWHA3bl B
KpOBU (KpeaTHHKHHA3a) HccnenoBanue
YPOBHSI/aKTUBHOCTH U30(pepMEHTOB
KpeaTMHKUHa3bl B KpoBHW), Omnpenenexnue

aKTUBHOCTH JIAKTaTJETUIpOreHassl B KpPOBH
(JIAT), UccnenoBanue ypoBHS Kaiusi B KPOBH,
UCCIIEIOBAaHUE  YPOBHS ~ MOHHM3HPOBAHHOTO
KaJIbIUSI B KPOBH)

0O0a3aTelIbHOE €XerogHoe 00cjJeI0BaHNe B

Yacrora npoBeneHus

cTalMOHape
Koarynorpamma (MccnenoBanue | 1 pa3 B rof
MpOTPOMOMHOBOTO HWHJEKca, VccrnemoBanue
TpoMOMHOBOTO  BpeMmeHM, MccienBoanue
IPOTPOMOMHOBOTO HccnenoBanue
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MEXyHapOJIHOT O HOPMaJIU30BaHHOIO
oTHoweHwus, MccnenoBanue akTHBUPOBAHHOTO
YaCTUYHOTO TPOMOOIIJIACTUHOBOTO BpEMEHH,
HccnenoBanue KOHLEHTpauK (UOPUHOIEeHA B
KpPOBH)

72-4acoBO€ HENPEPHIBHOE MOHUTOPUPOBAHUE
[JIIOKO3bl B MEXKJIETOYHOM  KUAKOCTH
(UccnenoBanue ypoBHS TIIIOKO3bI B KpPOBU
METO/IOM HENPEPHIBHOTO MOHUTOPUPOBAHMSI)

1 paz BTOA

OmnpeneneHue COZIePIKaHHUS
anbdadeTonpoTenHa B CHIBOPOTKE KPOBH

1 pa3 B roj (mpu HAJIMYKMU aJICHOM TIeueHH — 1
pa3 B 3—6 mec)

UccnenoBanue CyTOYHOM 3KCKpEIMU COJICH C
mouoit (MccnemoBanue ypoBHs (ocopa B
Mmoue, VccnenoBanue ypoBHs KalbliMsl B MOYeE,
HccnenoBanue ypoBHA Kamusg B MOUe,
HccnenoBanue ypoBHS HaTpus B  MoUe,
WccnenoBanue ypoBHS XJIOpUIOB B MoOue),
KaJbIUI-KPeaTHHUHOBBIN KodhhUIUEHT
(MccnenoBanue ypoBHS KalbliMsl B MOUE,
HccrnenoBanue ypoBHsI KpeaTHHHHA B MOY€)

1 paz BTOA

Ananmusz moun no Apnuc—Kaxosckomy (CoOop
MOYHM IS J1aDOpaTOpPHOTO  HMCCIIEIOBAHUS,
Onpenenenue obbema MOYH,
MUKpOCKOIIMYECKOE HCCIICIOBAHUE —OCajKa
moum, Ormpenenenne KoindyectBa Oenka B
cyrouHoit moue, OmpezneneHue anpOymMHHa B
MOY€)

1 pa3 B TOzI

Ananus MOYH o 3UMHULKOMY
(MccnenoBanue MoYM METOAOM 3UMHMIIKOTO)

1 paz BTOA

VYnbTpa3ByKOBOE  HCCIIEOBAaHHE  OPIaHOB
OpromIHOM MOJIOCTH (KoMILIIEKCHOE),
yIIBTPa3BYKOBOE UCCIIeIOBaHNe MOYeK,
IxoKapauorpadus

1 pa3 Broa

[IpoBeneHne HEMHBA3MBHOW TPAaH3UEHTHOM
anacrorpapuu neuenu (TOII) (anmactomerpus
MIEYECHH)

1 pa3 B rOz1

MarnuTHO-pe3oHaHcHas Ttomorpadus (MPT)
OpraHoB Opro1IHOM MOJIOCTH (npu
HEOOX0UMOCTH — MarHuTHO-pe30HaHCHas
ToMOrpapuu OpraHoB OpIOLIHOM TMOJOCTH C
BHYTPUBEHHbIM  KOHTPACTUPOBAHHEM)  WJIH
Kowmnerorepnas tomorpadus (KT) opranos

1 pa3 B rox (Ipu HaJIM4YUU aICHOM TeueHu — |
pa3 B 3—6 mec)

OpIOIIHOM  MOJIOCTH €  BHYTPUBEHHBIM
OOJTFOCHBIM KOHTPAaCTHPOBAHUEM (o
MOKAa3aHUsIM)

D30¢aroractTpo1yo/IeHOCKOIHS (mo | 1 pa3 BTOx
MOKAa3aHUsIM)

[TpoBenenue peHTreHorpaduu KUCTei ¢ 1esbio
OLICHKH KOCTHOT'O BO3pacTa

1 pa3 B 2 rona/ron

IIpoBenenne JIBYXJHEpPreTUIeCKOi

1 pa3 B rog
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PEHTI€HOBCKOM abcopOuomMeTpun
(PenTrenoneHcuTOMETPHHN ) MTOSICHUYHOTO
OTJIeJIa TO3BOHOYHMKA MAIIEHTaM

[IpoBenenue Dnektponelipomuorpaduu | 1 pa3 B roj
(OHMI) (Dnektponeiipomuorpadus
UT0JIbYATHIMU 3JEKTpOoAaMHu (OJIMH HEPB)

HccnenoBanusi pyHKIMM BHENIHETO IbIXaHus | 1 pa3 B Tox
(MUccnenoBanue HECITPOBOIIMPOBAHHBIX
JIBIXaTeIbHBIX 00BEMOB M TTIOTOKOB)

DneKTpoKapauorpaMma (peructpanus | 1 pa3 B roa
AJIEKTPOKAPIUOTPAMMBI)

[Tynknmonnas Owoncusi mnedenn (buoricus |1 pa3  mnpu  NEpBUYHONM — TUArHOCTHKE
NEYEHH TOJl KOHTPOJIEM YIBTPa3BYKOBOTO | 3a00JICBaHHS

HCCIICIOBAHMS) c MOP(OIIOTHIESCKUM
UCCJIEJOBAaHUEM ouonrara (ITatonoro-
AHATOMUYECKOE HCCIIEJOBaHHE OHOICUIHOTO
(onepalroHHOr0) MaTepuaia NeYeH!)

[IpoBenenue MEIUKO-T€HEeTH4YecKoro | 1 pa3 npu  NEpBUYHOM  JAMArHOCTUKE
KOHCYJIbTUPOBAHUS (mpuewm, 0CcMOTp, | 3a00JICBaHHS
KOHCYJITAIMs]) Bpaya-reHeTHKa IePBUYHBIN )

JIOTIOTHUTENBHO, 1O TMOKAa3aHMsIM, NPOBOIAT PEHTICHOTpaQHI0 JIETKUX, pPEHTreHorpaduu
TPYJHOTO M TOSCHUYHOTO  OTAeNa  I[O3BOHOYHMKA,  pEHTreHorpaguu  KHUCTH,
Dnexrposunedanorpaduto/Inekrposrnedanorpaduro ¢ Bugeomonutopuarom, MPT rososHoro
Mo3ra, IyHKIMOHHAs Ouorncus nedyeHu (buomncus medeHu MmoJ KOHTPOJIEM YIIBTPa3ByKOBOTO
UCCIeIoBaHusg) ¢ Mop¢osornueckuM uccienoBanuem Ouonrarta (IlaTonoro-aHarommueckoe
UCCIIeJOBaHHE OMOIICHITHOTO (ONEepalMoOHHOT0) MaTepHajia MEUeHH), MPOBOIAT KOHCYJbTALUH
pa3IMYHBIX CIIEHUAINCTOB (Bpad-AUETOJIOT, Bpady-KapAHOJIOT/Bpad-IeTCKUH KapaAuoJor, Bpad-
Hedposor, Bpau-remMaroJior, BpPady-HEBPOJIOI, Bpad-XUPYpI/Bpay-AeTCKUH XHUPYpr, Bpay-
OTOPUHOJIAPUHTOJIOT, Bpay-TPaBMAaTOJIOT-OPTOTIE], Bpay-3HI0KPUHOJIOT/Bpad-IeTCKUI
9H/IOKPUHOJIOT, Bpad-ajlIeprojor-uMMYHOJIOT, BPay-CTOMATOJIOT, MEIUIMHCKUN MCHXOJIOT,
COLIMAJIbHBINA paOOTHHK) U AP.
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Ipuiaoxenue A3.6 PacmudpoBka npumMeyaHui

** — nexapcTBeHHBIN mpenapar, Bxoasmui B Pacniopsokenue [paBurensctBa PO ot 12.10.2019 Ne 2406-
p «O0 yTBEepKIECHUU MEPEUHS KU3HEHHO HEOOXOIMMBIX M BRXHEHUIIUX JICKAPCTBEHHBIX MPENapaToB, a
TaK)Ke IEepevyHel JIeKapCTBEHHBIX MPEnaparoB Il METUIMHCKOTO MPUMEHEHHS U MHHHUMAaJIbHOTO
ACCOPTHMEHTA JIEKApPCTBEHHBIX MpernapaTroB, HEOOXOAUMBIX JJI OKa3aHUS MEIUIIMHCKON MOMOIIW» B

peaaKunu, aKTyaHBHOFI Ha MOMCHT YTBCPKIACHHUA KIIMHUYCCKUX peKOMeHI[aI_II/Iﬁ

# - [lpuMeHeHue JIeKapCTBEHHOT'O Mperapara B COOTBETCTBHH C IOKA3aTeNIsIMU (XapaKTEPUCTUKAMU), HE
yKa3aHHBIMH B MHCTPYKIIMHU 10 ero nmpuMmeHeHuro (off-label), ocymiecTBisieTcss mo pereHuto BpauyeOHoM

KOMHCCUU TIPH YCJIOBUH TOANMCAHHOTO MH()OPMUPOBAHHOTO J0OpOoBONBHOrO coriacus (cormacuo @3

Ne323-®3 ot 21.11.2011r. c U3MEHEHUSIMH).
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Ipuiaoxenue b. Anropurm BeieHUs1 MALUEHTA

HaHI/IeHT C IIOJO3PCHUEM Ha

I'mukoreHoByo 60J€3Hb

v

Jnarnoctuka

Koncynpranus

popUILHOTrO Huarnos ,

CIIEI[HAINCTa HOATBEPKICH !
Her

Ectb MeTabonnueckas
JIeKOMITeHcarus?

A 4

Iloxa3ana

TOCHUATAIA3AIIIS?

CTalbMIbHOE COCTOSIHHE

HZV
A 4

JucnancepHoe Jlerkoe, Tsoxenoe
cpeane- TEUYCHHUE
HaOJII0ICHUE, TKET0e
IUTaHOBAs Teparnus TedeHme
v
I'ocniuranuzanus
v
CrauuoHapo-
3aMelaroIme 4
TEXHOJIOTUHN A\ JTy4dIlIEHUe
A\ 4 A 4 A 4

basuchas TCpamua
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IMpuioxenue B. Uudopmanus 11 NauMeHTOB

I'mukorenoBass 0o0ye3Hb (TJTUKOT€HO3bI, OOJE3HU HAKOIUICHHS TJIMKOT€Ha) — 3TO 0000Iaroiee
HA3BaHME TPYIIbI FTEHETUYECKUX 3a00JIeBaHUN, B OCHOBE KOTOPBIX JICKUT HApyIlIeHUE 00pa3oBaHus WU
paciIeruieHHsl TNIMKOTeHa — I1aBHOIO0 MCTOYHUKA TIIIOKO3bl B OpraHu3Me, KOTopas HeoO0Xo/AuMa HaM JUIs
MOJJICP)KAHUST HOPMAIIbHOM  JKU3HEIESATEIIbHOCTH. [ JTMKOTCHOBYIO OO0JIE3HH OTHOCAT K PEIKUM
3a00JIeBaHUSAM, TaK KaK YacTOTa €€ BCTPEYaeMOCTH cOCTaBiser npumepHo 1 cmydair ma 60 000
HOBOPOXKICHHBIX. B 0oOMeHe riamKoreHa B OpraHuM3Me€ y4acTBYeT MHOXECTBO (DEpMEHTOB, aKTHBHOCTH
KOTOPBIX IIPU TNIMKOT'€HOBOI 00JIE3HH B pe3ysbTare TeHeTudeckoro nedekra (MyTauun) JIn00 CHUXKAETCS,
7100 TMOJHOCTBIO OTCYTCTBYET. B 3aBUCHMMOCTH OT HapyiieHus (PyHKIHMM TOTO WJIM MHOTO (hepMeHTa
NPHUHSITO BBIICIATh Pa3JIMIHbIC TUIBI 3a00iieBaHus. Tak, B HAcCTOSIIEe BPEMsl M3BECTHO 110 15 THIOB
TJIMKOTEHOBOW 00JIE3HH, KOTOPBIE MOPA3ACAIOT Ha TIEYEHOYHbIE, MBIIIICYHbIE U CMelIaHHbie (GopMbl. B
HACTOALIEM MOCOOMH MBI KOCHEMCSI TOJBKO T€X THIIOB TTUKOT'€HOBOH 0O0J€3HU, KOTOphIE MPOTEKAIOT C
npeumyiectBeHHbIM nopaxkenuem nedend (I, [I, VI u IX tumnsr).

B pesynbpraTe reHeruueckou MpeapaciionoKEHHOCTH Y HOBOPOXKICHHOTO pPEOCHKa TJIMKOTEH He
MO>KET OBITh MPEBPAIEH B INIIOKO3Y, IOATOMY OH HAKAIJIUBACTCS B MEYCHH B OOJBIINUX KOJIUYECTBAX, U3-
3a 4ero opraH MpuoOpeTaeT OrpoMHbIE pa3Mephl, a B KPOBU OTMEYAETCs HU3KH ypOBEHb ITIOKO3bI. bes
CBOEBPEMEHHOT0 Hayalla JICYeHHsI COCTOSHUE Majbllla yXYAIIAeTcsl, HEMPOIOHKUTEIbHOE TOJIOAaHHE
MOKET TPHUBECTH K THIIOTJIMKEMHYECKOW KOME W Jlaxe JIeTATbHOMY HCXOAy. [lOoCKOIBKY TIIFOKO3a
y4acTBYeT BO MHOTHX OOMEHHBIX IpOIleccax B OpraHu3Me, €€ Je(QHINT BhI3BIBACT U3MEHEHUS JIPYTHX
nokasareneil KpoBu. Hampumep, yBennyMBaeTCs KOHIIGHTpAIMS XOJIECTEPUHA W TPUIIIMIIEPHIOB, B
pe3yNbTaTe 4Yero pa3BUBAeTCsA >KMpOBas WHDUIBTpalUS MEYEeHU, KOTOopas eimie Ooyble yXyAIlaeT ee
(YHKIIMOHATIFHOE COCTOSTHUE. BhICOKass KOHIIEHTpAIUs JJaKTaTa B KPOBH MPHBOJUT K TaK HA3BIBAEMOMY
METa0OJTMUECKOMY allUI03y, a YBEIUYECHUE COJEPYKAHUS MOYEBOW KHCIOTHI CIIOCOOCTBYET Pa3BUTHIO
nonarpel. Jlepunur xanpuus SBISETCS MPUUUHON MEJIEHHOTO POCTa JEeTel, ocTeomnopo3a U aedeKToB
3yOHOU HMau.

Cnernuduyeckoe JieYeHWE TIUKOTEHOBOM OOJIE3HU 10 HACTOAIIETO0 BpeMEHW He paspaborano. Ha
CETOHSIIHUN JICHh OCHOBHBIM TIPABHUJIOM TEPAIUU SBISETCS CTPOTOE COONIOJCHHUE PEKMMA IMHUTAHUS U
CHEINAM3UPOBAHHON JUETHI JUIS MPEAYNPEKIACHUS CHUKCHHSI YPOBHS TJIIOKO3BI HIDKE JIOMYCTUMBIX
3HAUEHUH M CBSI3aHHBIX C OTUM JIPYTUX HapYLICHUI OOMEHa BEIIECTB, a TAKXKE KOPPEKIINI0 HAPYIICHHHA
(YHKITMOHATBLHOTO COCTOSTHUSI TICUCHH, JKEITUEBBIBOIANINX MyTeH W JKEIYyJOYHO-KHUIIIEYHOTO TpPAKTa.
Bonbimoe 3HaYeHWE TPHUIACTCS OpPTaHW3AIMU JAPOOHOTO IMHTAHUS C PABHOMEPHBIM pacrpeiesieHueM

JICTKOPACTBOPUMBIX YTJICBOAOB B TCUCHUC CYTOK.
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HeorbemieMmoil cocTaBisiolied JOUEThl SIBISETCS Ha3HA4YEHHWE CBIPOrO KyKypy3HOro Kpaxmana,
UMEIOILIETO CBOMCTBO MEAJICHHO M HENPEPHIBHO pPACHICIUIATHCA IMOJ  JACUCTBHEM (hepMEeHTOB
HOJDKETY0OYHOM KeJe3bl 10 TIIoK03bl. Ero HeoOXxomumo ynorpelnars Kaxable 4-6 dacoB (BKIIOYast
HOYHOM mnpueMm). V3 muieBoro panuoHa HCKIIOYAIOTCS caxapo3a (MUIIEeBOM caxap), (QpyKTo3a H
rajakTo3a, Tak Kak 3TH caxapa IpU IJIMKOT€HOBOW 0OJ€3HM MOryT yCHUJIMBAaTh HapylIeHHs oOMeHa
BCIICCTB 1 yXyAlIaTb COCTOSIHUC OOJIBbHEBIX.

XpoHudeckoe 3a00J€BAHUE OKa3bIBACT HETaTHMBHOE BIIMSHME HA (DU3UYECKOE COCTOSHHUE OO0JIBHOTO,
CHMJKAET €ro aKTUBHOCTh Y OIPAHUUYMBACT KU3HEAEATEIbHOCTh, IOCTENIEHHO MTPUBO/S K MHBAIMAU3ALIUY.
Ceroans, Onarofapst pa3sBUTHIO Y3PPEKTUBHBIX TUATHOCTUYECKUX M JI€YEOHBIX IOJXO0/10B, IJTMKOTCHOBYIO
6oe3Hb MOXHO 3(P(PEeKTHUBHO KOHTPOJIMPOBATh, a C IOMOIIBIO CHCTEMATHYECKOH KOMIUIEKCHOM
peadmIuTaIMi TPEeAyNpeX1aTh BOZHUKHOBEHUE OCJIOKHEHUH. DTO MO3BOJSET CHU3ZUTH A0 MHUHHUMYMa

OT'paHHUYCHUS KU3HCACATCIbHOCTH 6OJ'IBH01"O, TEM CaMBbIM CHOCO6CTBy5{ €ro HHTCIrpaliiu B O6H.I€CTBO.

Haub6os1ee yacTo 3a1aBaemMble NallHEHTAMH M UX POAUTEISAMH BONIPOCHI M OTBEThI:
1. Bompoc: CkoyIbKO NAIIUEHTOB C TAKUM 3a00JI€BaHUEM?

OtBer: B Mupe pacnpocTpaHeHHOCTh OOJe3HEH HaKOIJIeHHs TJIMKOreHa BCTpevaercs,
IpUMEpPHO, y ojaHoro xuBopoxzaeHHoro Ha 50 000-100 000. 3nauur, Takux oAU B
Poccuiickoit @eaepanuym HECKOIBKO THICAY.

2. Bompoc: CnocobHa i1 neyeHb U30aBiIATbCA OT HAKOIUIEHHOI'O TJIMKOI€Ha, BhIOpachIBas
ero
B OpraHusm?

Oteet: CaMm 110 ce0Oe He MomnagaeT B OPraHu3M U3 NeYeHH. [ JIMKOTeH 3TO oueHb OoJIbIas
MOJIEKYJa, KOTOpasi HE MOXKET MPOXOJIUTh Yepe3 KIETOUHbIE CTECHKH.

3. Bompoc: [Ipu rimukoreHose 1 tuna (aeguuuT rioko30-6-pocharaspl) HaKaIMBaeTCs JId
IJIMKOTEH B KaKUX-JIHOO APYTUX OpraHax, Kpome rne4eHu?

OtBet: [epuur rioko30-6-pocdarassl Takke U3BECTEH KakK rernaropeHanbHast 00JIe3Hb
HAKOIUICHUS TJIMKOT€Ha. JTO MPOUCXOAUT M3-3a TOTO, YTO TJIMKOI'€H HaKaIlUIMBaeTcs, KaK B
IIEYEHH, TaK U B ITOYKAX, YTO MPUBOJUT K YBEIUUYEHHUIO MOYEK.

4. Bompoc: Y Bcex M JeTell ObIBatOT CyIOpOTH MPH MAJEHUN YPOBHS caxapa B KpOBHU?

OtBer: Y HEKOTOPBIX J€Tel C TIUMKOreHo30M | M 3 THMNOB Jake IpH HU3KOM YpPOBHE
caxapa
B KPOBH CYyJIOPOTHM BO3HUKAIOT HE BCEIr/Ia, YTO MOXET OBITh CBSI3aHO C H3MEHEHHUEM Y
O0JBIIMHCTBA JIeTeil MeTabosn3Ma, IPU KOTOPOM UCTIONB3YIOTCS IPYTHe UCTOUHUKU YHEPTUH.

5. Bonpoc: Baxna 1 151 1eTei ¢ TIIMKOTEHO3aMH JIeTa ¢ BEICOKUM COJIepKaHueM Oenka?
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OrtBet: Vcnonb30BaHue JUETHI C BBICOKUM COJIEp)KaHUEM Oelika MOKET OBITh MOJIE3HO IS
JrOIeH € TIMKOTEHO30M 2 W 3 TUNOB. Y NAalMEHTOB € JASPHUIUTOM IIIIOK030-6-pochaTassl
0eNIoK HEe MOKET MpeBpalaTrbcs B IIIIOKO3Y M3-3a2 JeQHIMTA 3TOTO KIIOUEBOro (pepmeHra.
[TaniueHTHI ¢ TIIMKOTEHO30M | THTa 00bIYHO moJyudaroT 60-70% Kamopuii B BUIE yrieBoaoB. B
HACTOAIIEE BpeMsl CUMTAETCS, YTO JUETa C OTHOCUTEIIbHO HU3KHM COJEpKAaHUEM KHPOB
IPUHOCUT TIOJIb3Y BCEM, MOCKOJIBKY NPH HEKOTOPHIX (POpMax TITUKOTEHO30B MMEET MECTO
TUTICPJIUITHIEMHUSL.

6. Bompoc: Ilpu ciydaliHBIX MOrpemIHOCTSAX B AueTe (KOH(EThl, HApUMEp) HACKOIBKO MOTYT
OBITH CepbE3HbI IOCIEACTBUA?

OtBer: Baxno  mnpuaepxuBatbcsi  cOamancupoBaHHOM — auertsl.  Coydaiinble
HEOCTOPOKHOCTH BPSi/I JIU BBI3OBYT CEPbE3HbIEC MPOOIEMBI.

7. Bompoc: Korna netn 3a0601eBat0T HHPEKIMEH, COTPOBOKIAIONICHCS PBOTOM, YTO
HEO0O0XO0IUMO MPEANPUHSTH?

OrtBert: Jletsim ¢ 3a00/1€eBaHUAMU HAKOIUIEHUS [NIMKOT'€HA, Y KOTOPHIX HA0JII01aeTCs
JUIMTENIbHAs. PBOTA, HEOOXOIMMO MPOBEACHHE MH(PY3MOHHON Teparnuu (BBEIACHUE >KUIKOCTH
yepe3 BEHY), cojepikaiiedl rioko3y. Eciam Bbl Bble3xkaeTe 3a Mpeaesibl Balllero MecTa
MPOXKUBAHUS, HEOOXOAMMO MOMPOCUTH BAIIErO JICYaI[ero Bpaua COCTaBUTh HMHCTPYKIUIO B
MMCbMEHHOM BHJI€, YTOOBI MOKHO OBLJIO CIIPABUTHCS C 3TOM CUTYAIUEH B 4y»KOM rOpOJIE.

8. Bompoc: KakoBbl 1aHCHI, YTO y YeJIOBEKa ¢ 00JIE€3HBI0 HAKOIUIEHHUS TJIMKOT€Ha Oy 1yT
coOCTBeHHBIE feTh?

OtBeTt: MHOrHE B3pOCIbIE C TIIUKOI€HO3aMH UMEIOT COOCTBEHHBIX J€TEH.

9. Bompoc: Eciu O 1ByM JI€TSIM OJJHOTO BO3pacTa C INIMKOIe€HO30M | TUIIa, HO C pa3HbIM
OTHOIIEHHUEM K BBIMOJIHEHUIO PEKOMEH AN Bpaya, ciejain OUOTCHIO TIEUeHU, MOKHO ObLIO
OBl BUJIETHh PA3HUILY B X TIEUEHU?

OtBeT: buorncus nedeHd y malyeHTa ¢ XOpOIIeH KOMIUIAGHTHOCThIO K JICUEHHIO Oyjaer
coJiep’kaTh MeHbIIIEe KHupa. KoHIIeHTpaus IIIMKoreHa CyeCTBEHHO HE U3MEHHUTCS.
10. Bonpoc: IlepepacteT it Mo#t peOGeHOK 00JI€3Hb HAKOIIICHHUS?

OtBeT: D10 reHeTH4eckuii 1eeKT, KOTOPBIA HaBCET1a 3aKOAUPOBAH B T€HETHIYECKON
CTPYKTYp€ 4EJIOBEKA.

11. Bonpoc: IIpoBoasTcs 11 uccienoBanust Juist ©300peTeHUs JeKapCcTBa OT MIMKOTE€HO30B?

OrtBet: B nouckax nedenus 6oje3Hel HAKOIIEHUS TIIMKOTe€Ha POBOIUTCS OTPOMHAs

pabora. HekoTopsle kiroueBble (DepMEHTHI BBIACIEHBL. BBICTpBIN Mporpecc B MOIEKYISIPHOM

TCHCTUKC NACT CaMbIC OIITUMUCTUYHBIC ITPOTHO3LI B 9TOH 00JIaCTH.
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Hpuaoxenue I'I-I'N. IIkajabl oneHKH, BONPOCHUKHA U JAPYyrue OLEHOYHbIE
HHCTPYMEHTbI COCTOSIHMSl TAIlHeHTa, MNpPHUBEACHHbIE B KJIHMHHYECKHUX
PeKOMEeHAauusAX

He npumensrorcs
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