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- HarmonaneHas acconmanusi IETCKUX peabuiIuToIOTOB
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Cnmcok cokpameHui

3-OH-riyrapoBas kucinoTa — 3-THAPOKCHUTITYTapOBasi KUCIOTA

ADII — aHTHANIHIIENITHYECKHE TTPENIapaThl

I'Al — rnyrapoBas auuaypus tan |

I'AMK — ramma-amuHOMAacCIsiHasi KHCIOTA

KT — xomnbroTepHas Tomorpadus

MPT — marauTHO-pe30HaHCHAass TOMOTpadust

TMC — TangeMHast MacCCIIEKTPOMETPHUS

HCX — nepedpocnmHanbHast )KUIKOCTh

C5DC (glutarylcarnitine) — rayrapuikapHUTHH

GA (glutaricacid) — rmyrapoBas kuciora

GCDH (enzymeglutaryl-CoAdehydrogenase) — dbepment riayrapuin-KoA neruaporeHasa

OMIM (OnlineMendelianinheritanceinMan) — smextponHas 06a3a JaHHBIX "MeHIEICBCKOE
Hacje0BaHue y yesioBeka'

KoA — xo3n3um A

DA/l — ¢prnaBUHACHUHINHYKICOTH]T

®AJIH> — BoccranoBineHHOM opma DAL

OPBMU — octpas peciuparopHas BUpycHasi HHPEKIUs

AUYTB — akTUBHPOBAHHOE YaCTUYHOE TPOMOOTIIIACTUHOBOE BPEMsI

MHO — MexayHapoAHO€ HOPMaTH30BAaHHOE OTHOILLICHUE

JIOK — neuebHas pusnyeckas KylIbTypa

TepMHUHBI U onIpeeICHUSA

"OHuedanuTonogo0HeIH Kpu3" uiau "Merabonuyeckuil Kpu3'" — KPUTHYECKOE, yrposKaroliee
KHU3HU COCTOSIHUE, CIIPOBOLMPOBAHHOE HEOIAroNpHATHBIMU (aKTOpaMu, OOYyCIaBIUBAIOIIUMU
YCUJIEHHE TIPOLECCOB KIIETOYHOIO KaTaboiM3ma U MpOSBISAIONIEeCs YIHETEHHEM CO3HaHHs 0
COIOpa M KOMBI B Pe3yJbTaTe Pa3BUBAIOIIEIOCS OTEKA FOJIOBHOTO MO3Ta.

Cunznpomom "tpsicku muagenna” ("Shaken baby syndrome") — xomruiekc mpeaoTBpaTUMBIX
CepBhE3HBIX MOBPEXACHUI T'OJOBHOTO MO3ra B pe3yjibTare rpyOoi TPsICKHM HOBOPOXKIAEHHOTO HIIU
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MIIaJicHIIa. SIBIISCTCS OJHMM W3 OPraHMYECKHX HApPYIICHWH, M3BECTHBIX KaK CHHAPOM JETCKOTO
COTPSICCHHUSI M Yallle BCEr0 BCTPEUACTCsA y JETCH 0 MIATH JIET, MJIAJCHIIBI J0 roja IOJABEPIKEHBI
HauOOJBIIEMY PUCKY.

1. KpaTtkaa wuHcpopmauumsa no 3aboneBaHUd WM COCTOSAHUIO (rpynnbl
3aboneBaHU UNN COCTOAHUN)

1.1. OnpepneneHue 3aboneBaHUsA WU COCTOSAHUSA (rpynnbl 3ab6oneBaHUN UK
COCTOSIHUN)

I'myrapoBas auumypus tun 1 (HegocraToyHocTh riyrapui-KoA neruaporenassl, rimyrapoBas
amuaemMus tun 1, [Al) — ayrocomHo-penieccuBHoe 3aboneBanue (OMIM # 231670),
o0ycnoBieHHoe natoreHHpIMU Bapuantamu B rene GCDH, kogupyromeM ¢epmeHT riayrapuin-KoA
neruaporenady (GCDH). HepocrarouHocTh maHHOTO (PepMEHTa MPUBOJIUT K HAKOIUJICHUIO B
OMOJIOTUYECKUX KUAKOCTSIX U TKaHsIX TiyrapoBoi u 3-OH-rmyrapoBoii (3-THapOKCH-TITyTapoBOil)
KHCJIOT, OKAa3bIBaIOIIMX HEMPOTOKCHYECKOE JEWCTBHE NPEUMYIIECTBEHHO Ha IOJKOPKOBbHIE
CTPYKTYpbl TOJIOBHOTO Mo3ra. [[uarno3 I'Al He sBIA€TCS HMCKIIOYUTEIBHO KIMHUYECKUM, OH
YCTaHABIIMBAETCS HAa OCHOBAaHUM OMNpEACNEHHBIX OHOXMMHYECKUX W/UIM  MOJIEKYJISIpHO-
TeHETUYECKUX W3MEHEHHH, BBISBISEMBIX Y MAIUEHTOB C OMNpPEAelIeHHOW KIMHHUYECKON
CUMITOMAaTUKOM WM Ha JOKIMHUYECKOW CTaguu TpU TPOBEIEHUU MacCOBOTO CKPHUHUHTA
HOBOPOXIEHHBIX [1, 2, 5].

1.2. JdtmmonorMa W nartoreHe3 3aboneBaHUsi WU COCTOSIHMA (rpynnbl
3aboneBaHU UM COCTOSIHUN)

I'en GCDH kaptupoBaH Ha KoOpoTkoM Iuiede 19 xpomocombl B Jjokyce 19pl13.2. K
Hacrosemy BpemeHn B rene GCDH omnmcano 6osee 260 pa3nuuHbIX MyTaIluid, OJHOW M3 CaMbIX
pacnpocTtpaneHHbIX siBisiercs ¢.1204C > T (p.Arg402Trp), BcTpeuatomasicsi ¢ yactoroit 12-40% B
cTpanax 3anaaHoi EBpombl. HexoTopble MyTanuu XapakKTepHbI AJS ONPEAENEHHBIX STHHYECKUX
rpynn u u3o0yatoB: Mytanuu ¢.743C > T (p.Pro248Leu) u ¢.1093G > A (p.Glu365Lys) ¢ BeIcOKOM
yacToTol BeTpedarorcss B Typruu, myranuu ¢.91 + 5G > T u ¢.1262C > T (p.Alad421Val) B
obmuHax amumei [2, 5, 15]. JIea mambosiee yacteix Bapuanrta (c.1204C > T (p.Argd402Trp) u
c.1262C > T (p.Ala421Val), onucanHpie B OOJBITUHCTBE MOIMYJAMHUN, HUISHTA(DHUIIMPOBAHBI Y
POCCHIMCKMX TAlUEHTOB U cOCTaBisItOT 56,38% u 11,7% MyTaHTHBIX ajuieneil, COOTBETCTBEHHO
[31].

®epment rayrapui-KoA-nerunporenaza (GCDH) yuactByer B MeTabonu3mMe aMHUHOKUCIOT
nu3uHa, ruaponusuna, Tpunropana. @epment GCDH nokanu3oBaH B MaTpUKCE MUTOXOHIPUN U
npenactaBisier coboil romoterpamep. Kaxmas cyOopemunuiia storo Oenka cocroutr u3 438
aMUHOKHCIIOT, N-TepMHUHAIBHBIN 0CTaTOK (44 aMHUHOKHCIIOTHI) YAaIseTCs MOCiie TPAHCTIOPTUPOBKHU
depmenta B murtoxonapuu. GCDH karanusupyer 2 mocneoBaTeNbHBIX PEaKUUU IMPEeBpalICHUS
riyrapmii-KoA B kpoToHun-KoA (peakuuu AeruIporeHUpoBaHUS U JeKapOoKcuimupoBaHus). B
pe3ynbraTe OJOKHMpPOBaHUS JaHHOU (pepMEHTHON peaklUy MPOUCXOIUT HAKOIUICHHE TIyTapoBOH U
3-OH-riyTapoBoii KUCIOT B OHOJOTHYECKHUX JKUAKOCTAX U TKausax (puc. 1) [1, 2].
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« Lhan Fpebca

OAJNl — ¢maBunaneHuaauHykieotun, ®AJ[H, — BoccranoBnennoit dopma DAJl, KoA —
K03H3UM A, CO2 — yIIIeKUCIBIN Ta3.

Puc. 1 — Cxema MeTabOIMYECKUX MPOIECCOB, MPHUBOMAIIMX K PA3BUTHIO TJIyTapoBOMH
anuaypuu Tanm 1: Mertabonamdeckue OJOKH BBIJACICHBI TOJYyObIM IIBETOM, I1aTOJOTHYECKUE
METa0O0JIMTHI BBIJCIICHBI JBOMHOW PaMKOM.

@depMeHT OTHOCHTCS K rpymnmne (IaBOINPOTEHHOBBIX JETUAPOTeHa3 MHUTOXOHIPUAIBEHOTO
MaTpHKCa, y4aCTBYIOIIUX B IEPEHOCE 3JIEKTPOHOB K YOMXMHOHY 4Yepe3 3JIEKTPOH-TIEPEHOCSIIUI
(bI1aBONIPOTEHH B JBIXATEIBHOM LM MUTOXOHIPHUIL.

Mexanusmbl pasButusi Al 1o koHma He wusydeHbl. llpenMyrnecTBeHHOE MOpaKeHHE
CTPHAPHOM CHCTEMBI TOJIOBHOTO MO3Ta CBS3BIBAIOT C M30MPATEIbHON TOKCHYHOCTBIO TIYTapOBOU
KUCIIOTHI W/MJIM €€ MPOM3BOAHBIX. Takke riryrapoBas KUCIOTAa M €€ METaOOJUTH MHIHOHPYIOT
nexapOoKcuiIa3zy riaIyTaMUHOBOW KUCIOTHI (epMeHT, yuacTByromuii B Mmetabommzme I'’AMK), dro
BBI3bIBAET CHIKEHHE KOHIEHTpAllUKd 3TOr0 TOPMO3HOro HeWpomeauatopa. Y mamnueHtoB ¢ ['Al
BBISIBJICHO 3HAYMTEJIbHOE CHI)KEHUE AKTUBHOCTH TyTamatriekapOOKcuia3bl B JIOOHBIX OTAenax
KOpPbI T'OJIOBHOTO MO3ra, XBOCTaThIX AJpax W CKOpiyne U CHwkKeHue koHueHTtparmu ['AMK B
uepedpocnuHanbHoi xuakocTH (LICXK). Ognako naHHbIe OMOXUMUYECKUE HAPYIIEHUsI MOTYT ObITH
BTOPUYHBIMU U BO3HUKATH BeileAcTBUE NMOBpexaeHuil ' AMK-spruueckux HelipoHOB MO3ra.

MexaHu3MBbl MAaTOr€He3a OCTPBIX SHUEPATUTONOJOOHBIX KPHU30B OKOHYATEIBHO HE SICHBI.
Cuuraercs, yto riyrapoBas U 3-OH-riyrapoBas KHCIOTBI, UMEIOIIME CTPYKTYPHOE CXOJCTBO C
rJIyTamMaToM, B3aUMOJEHUCTBYIOT ¢ N-MeTHII-acliapTaTHBIMU PELEenTOpaMHu, Uil KOTOPBIX TIyTaMmar
ABJISIETCA E€CTECTBEHHBIM aKTHBATOPOM, YTO BBI3HIBAET Upe3MepHOEe HakomueHue noHoB Ca’* B
MIOCTCUHANTUYECKUX HEHpOHaxX M TNPUBOIUT K rubenu Kierok. JIpyrum BO3MOKHBIM
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HEHPOTOKCHYECKUM (DAaKTOPOM CUHTAIOT HAKOIUICHHE IPOMEXYTOYHOTO MeTabonura oOMeHa
TpunTodana u IM3MHA — KBUHOJIMHOBOHM KHCIOTHL. B HacTosiiee Bpems, 10 KOHIIA HE paclo3HaHa
NpUYMHA JIOOHO-BHCOYHOW aTpOPUU W/MIM THIOIUIA3UU M CYOIypalbHBIX KPOBOM3IUSHHUHN TpU
I'Al. Cuauraercs, yto Bo Bpemsi smOpuoreneza 3-OH-riyrapoBasi KucCiIoTa MOXKET HapyllaTh
(dbopMUpOBaHHE CTEHOK COCYIOB, B NEPBYIO OUYEpelb — COCYAOB TOJIOBHOTO MO3ra, MPUBOJIS K
MOBBIIICHUIO X MMPOHUIIAEMOCTH U BOSHUKHOBEHHIO KPOBOM3IMsIHUI [ 2, 14].

[Ipn ayroncum y Bcex mnamueHTOB ¢ ['Al BBISBISIIOT BBIPRXKEHHYIO CYOKOPTUKAJIBbHYIO U
KOPTUKAJIBHYIO aTpO(HI0 TOJIOBHOTO MO3ra, aTpopHUECKyI0 BEHTPHKYJIOMEranuio. B 6onpmmHCcTBE
CIIydaeB BM3YAIM3UPYIOTCS HEKPOTHYECKME U3MEHEHUs B 00JacTU CKOpJIYIbl U TOJIOBKU
XBOCTATOro siipa. Pexxe nmopaxaroTcsi 3puTeNIbHbIE TPAKThl, MO30JIUCTOE TEJI0, BHYTPEHHSIS KaIlcyJa,
riy0oKHe OoTesbl 0eJ0ro BellecTBa MO3Keuka, CTBOJIa MO3ra. Y psija MaleHTOB OOHAPYKUBAaIOT
"rybuaryro" gereHepanuio 0enoro BEIIECTBA, IPEUMYLIECTBEHHO B NEPUBEHTPUKYISPHBIX
o0acTsx, pexe B Talamyce, OJICHOM IIape U CTBOJIE TOJIOBHOTO Mo3ra [2, 14].

Y OOnbIIMHCTBA MAlMEHTOB IPU AYTOIICUU BBIABISETCS JKUPOBAas MHQUIBTPALUS KIETOK
M€YEHH, MPOKCUMAIbHBIX KAaHAJBIEB IMOYEK UM MHUOKApIUOIMTOB, YTO MOXKET OBITH CBSI3aHO C
HecrenpUIecKoil MUTOXOHAPHATIbHOW AuchyHKImeH [2, 14].

1.3. Annaemmonorus 3aboneBaHUsi ULNIM COCTOAAHUA (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

I'myrapoBas amuaypus tun 1 (I'Al) oTHOCUTCS K 4MCITy PeIKHX HACJIEeJICTBEHHBIX Ooje3Hel
oOMeHa BemlecTB. YacToTa 3aboseBaHus B cTpaHax 3amagHoil EBpombl cOCTaBisieT B CpelHEM OT
1:30 000 mo 1:100 000 »xuBbIX HOBOPOXKACHHBIX [21, 24, 25]. Bricokas yacToTa BCTPEYAEMOCTH
I'Al otmeuena cpenu obmuH amumicii B Amepuke, Kanane u IlencunsBanun — 1:300 [32, 33]. K

HACTOSIIEMY BPEMEHHU B JIUTEpaType MMEIOTCs onmucanus 6osmee 600 ciydaeB 3Toro 3abojeBaHUS
[1, 2, 5, 26].

1.4. OcobeHHOCTM KoaMpoBaHuA 3aboneBaHMA WU COCTOAHMA (rpynnbl
3aboneBaHun unu coctossiHun) no MexayHapooHOW cTaTUYeCKOW Knaccudukaumm
6onesHen n npodnem, CBA3aHHbIX CO 3A0POBbLEM

E72.3 — Hapymienus oOMeHa JIM3uHa ¥ THAPOKCHIIM3HHA.

1.5. Knaccudmkauma saboneBaHnMsa Unmn cocTossHUA (rpynnbl 3aboneBaHun unm
COCTOSIHUN)

[To KIMHUYECKOMY TEUCHHMIO KJIACCH(HUIUPYIOT JBa OCHOBHBIX moaruna ['Al: ¢ ocTpbiM
3HIC(PATUTONOI00HBIM U TIOIOCTPHIM TeUCHHEM [2].

1.6. KnuHu4yeckas KapTuHa 3aboneBaHMA WNM  COCTOAHMA  (rpynnbl
3aboneBaHUN NN COCTOSIHUN)

I'A1 o0ObryHO nebroTHpPYET B paHHEM JETCKOM BO3pacTe — OoT 3 10 36 MecsIeB, ¢ MUKOM
Manupectaruu ot 6 1o 18 mecsnes. B 75% ciydaeB Habmrogaercs sHIEGANTUTONONO0OHBIN BapUaHT
3aboneBanus. Y 75-80% maieHTOB MEpPBBHIM CUMIITOMOM OOJIE3HHM MOKET OBITh Makpoliedanus,
KOTOpasi OTMEYaeTcsl C POXKIACHUS WM  pa3BUBAeTCs B  IEpPBbIE  MECSIbl  KU3HU.
OHuedanuTonooOHbI BapuaHT 3aboseBanust Habmomaercs B 75% ciydaeB. Hepenko mepBbie
MpOsIBIIEHUsT OOJIe3HW B BHUAE OJHIE(PATUTONOAOOHOTO KpH3a BO3HUKAIOT HAa (OHE TaKUX
MPOBOIUPYIOMINX (PAKTOPOB Kak dYEpPEmHO-MO3roBas TpaBMa, XUPYPTHUUECKHE BMENIATEIbCTBA,
JUIMTENbHBIA TEpUOJ TOJIOJAaHUsl, KpPOME TOT0, OCTPBIA JHIle(]ATONaTUYECKuil KpU3 MOMKET
BO3HHUKHYTH y JIeT€il B BO3pacTe MEPBBIX 6 JIET BO BpeMs J0OOro MH(PEKIIMOHHOTO 3a00JIeBaHuUs,

41345


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgauum — mytapoBas aumaypusa tun 1 — 2021-2022-2023 (30.08.2021) — YTBepxaeHbol MuHsgpasom PO

MPOTEKAIOIIEr0 C TOBBILICHUEM TEMIepaTypbl Tela, a Takke ¢(eOpuabHOW peakuuu B
MOCTBAaKIMHAIILHOM [E€PHOJE, KOTOPhIE COMPOBOXKIAIOTCA BBICOKMM ypPOBHEM Ipoliecca
katabommsma [28]. YUepes 24-72 wuaca or Bo3ueiicTBus "mpoBoumpyioriero” ¢akropa ocTpo
pa3BUBAETCS CUMIITOMATUKA B BHUJIE JIUXOPAIKH, SMHU30J0B CPHITUBAHUS MIIM HEYKPOTHUMOMH PBOTHI,
KHAIICYHBIX PACCTPOMCTB, AMUJICTITUIECKUX MPUCTYIIOB, YaCTO MPOUCXOAUT YTHETEHUE CO3HAHUS 0
COIOpa M KOMBI, B pe3yJIbTaTe Pa3BUBAIOIIETOCS OTEKa U HAOyXaHHs MO3ra, YTO MOXET IIPUBECTH K
ObIcTpoMy JieTasibHOMY Hcxony. CIyCTss HECKOJBKO JHEH WM HeAedb MOCie Kpu3a MOTYT
OTMEYAThCS  Pa3NUYHBIE  TUOBI  THUIEPKHHE30B  (XOpeu(OpMHBIE,  XOpPEOaTETOHHbIC,
OaTMCTHYECKHE, JUCTOHUYECKHE), KOTOPBIE MOTYT OBITh F€HEPAIM30BAHHBIMH, (POKATLHBIMU WIIH
pacrpenenaTbcsi M0 TEeMHUTHILY, a TaKXKe COYeTaTbCcs C W3MEHEHHEM MBIIIEYHOTO TOHYCa II0
crlacTUyeckoMy Tuiy. 3abosieBaHHE HOCHT BOJHOOOpPAa3HBIM XapakTep: IMOcjie IEpEeHEeCEHHBIX
SHIIE()ATUTOTIONOOHBIX KPU30B TPOWCXOJUT MEIJICHHOE, HO HE TIOJHOE BOCCTAaHOBJICHHE
HEBPOJIOTHYECKUX HapylmleHwid. B mocnenyromeM y NanueHTOB C TpyObIM JHUCTOHHYECKUM
CHHJIPOMOM 4YacTO (OPMHPYIOTCSI BTOPUYHBIE OCJIOKHEHUSI, TAKUE KaK THIIOTPO(US, XPOHHUECKHIHA
aCTIUPAI[MOHHBIA CHHJPOM, MOJIBBIBUXU CYCTABOB M BBIPAKEHHBIH 00JIeBOM cuHaApoM [ 6, 12].

B 25% cnydaeB 3a0oseBaHne UMeEET MOJOCTpoe, N0OpoKauecTBeHHOe TedeHue. Ha mepom
TOQy XKU3HHU JeTH HaONIONAIOTCS C 3aJep)KKOW ICHXOMOTOPHOTO DPa3BUTHSA, a B JAIbHEHIIEM
MIPOUCXOTUT TIOCTETIEHHAS yTpaTa paHee NproOPETEHHBIX HABBIKOB, M MIPHCOEANHSIOTCS pa3IHIHbIe
BUJIbl THIIEPKHHE30B B COYETAHWHU CO CHACTUYHOCTHIO. J[MCTOHWYECKHE THIIEPKHHE3bl PUBOIAT K
HApYIIEHUIO XOAbOBI, THCbMa W PEYEeBBIX (QYHKIMH. MHOTHE MalWueHTHl JITHTEIhHOE BpPEMs
HaOJI0JAIOTCSL Y HEBPOJIOTOB CO CHACTUKO-TUIEPKUHETHYECKOH (HOPMOI IeTCKOro 1epedpaibHOro
napanmnya. IlogocTpoe  TeueHwe  3a00NIeBaHMS  MOXET  OCIIOKHATBCS — METaOOJIHMYECKOU
JEKOMIICHCALIUEH, MOSBICHUEM HOBBIX HEBPOJIOTHYECKHX CUMIITOMOB WJIM YCUJIEHUEM HUMeEIoLIeics
KIIMHUKU.

JlpyruMu  4acTbIMH CHUMIOTOMaMU SIBIISIIOTCA  NpOo(dy3HOE TMOTOOTAENICHUE, SIMU30bI
HEMOTHBUPOBAHHOM JIMXOpPAIKH, OSIUJIENTHYECKUE MPHUCTYNbl. Y HEKOTOPhIX MaIMEHTOB
HaOIOAIOTCSl aTaKTUYECKHUE PAcCTPOICTBAa, OUYEHb PEOKO BCTPEYAIOTCS MHOKIOHHM U TPEMOp,
odpTanmpMonape3, Kocorjazue. Y OOJBIIMHCTBA MAlMEHTOB MHTEJUIEKT HE CTpajaeT WU
HaOJIOJAIOTCS JIETKUE KOTHUTHUBHBIC HapylieHus. Cpenu CHUMIITOMOB CO CTOPOHBI OpraHa 3peHHUs
HEpelIKo OOHAPYKHUBAIOT KPOBOM3JIHMSHHS B CETYATKY, KaTapakTy M MUTMEHTHYIO JeTreHepalfio
CeTYaTKU. Y HEJCUEHBIX IAallUeHTOB CMEpTENbHBI HCXOJ HACTylMaeT B TEUEHUE IEepPBOTO
JECSITUIICTHUS KU3HU Ha (POHE TSHKEIOro MeTadoJIMYeCKOro Kpr3a Uil B pe3yibTare pa3BuTHs Peiie-
M0JA0OHOTO CHHAPOMA.

Y psapa nanmentoB ¢ ['Al Ha mepBom roay xuszHu B 10-30% ciiyyaeB BO3HMKArOT
cyOaypaibHble KPOBOM3JIMUSHUA, KaK MPaBUIIO, MOCJIE IMEPEHECEHHOW JIETKOM YepernHO-MO3roBOM
TpaBMbL. Y  TAaIMEHTOB C CyOAypadbHBIMH TeMaToMaMu W/WIH  OUTEeMIIOPaTbHBIMU
apaxHOUJAIBHBIMU KHCTaMHU B COYETaHMM C Makpouedanueid ¥ JAUCTOHHSIMH JOJDKHBI OBITh
npoBenieHbl uccinenoBanus g uckiarouenus ['Al. Jlmarnoz I'Al gomxeH ObITh 00s3aTENbHO
UCKITIIOYEH J1a0OpaTOPHBIMH METOJaMH y MAlMEHTOB C MPENoJiaraéMbIM CHHIPOMOM "TPSICKU
miazaenia” ("Shaken baby syndrome™) [2, 9].

Knunuko-auarHoctuyeckue KpUTEPHH, MO3BOJISIIOMIKME 3arnoao3puTh Al mpeacraBieHbl B
[Tpunoxenun I'1.

2. [InarHocTtuKa 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHUMW WU
COCTOSIHUA) MeAMUMHCKME NOKa3aHMA WU MNpPOTMBOMNOKA3aHUS K MPUMEHEHUIo
MeTO[0B ANarHOCTUKMU

I[I/Ial“HO3 I'Al YCTaHaBJIMBACTCA Ha OCHOBAHUH COBOKYIIHOCTU KIIMHUYCCKUX CHUMIITOMOB,

CEMEHHOI0  aHaMHE3a, XapaKTEpHBIX  HEUPOPAAMOJIOTHUYECKMX  U3MEHEHUM, IOBBILICHUS
KoHIeHTpauuil riayrapuikapautuia (C5DC) B kpoBwu, riyrapoBoit U 3-OH-riyrapoBoil kucinot B
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MOY€, a TAKXKE BBISBJICHUS OMAJIICIbHBIX TATOreHHBIX BapuanToB B rene GCDH.

2.1. XXanoobl U aHaMHe3

[Tpu cO6ope aHamMHe3a U KaM00 PEKOMEHIOBAaHO 0OpaTUTh BHUMAHUE Ha:

- OTATOLUEHHBIH CeMEHHbI aHamMHe3 (HaJM4YME€ B CEMbE IMalMEHTa C IOATBEPHIACHHBIM
muarHo3om ['Al, HaiMuue B ceMbe Ciydasi CHHIpoMa "BHE3aITHOM cMepTH MitajaeHna')

- BHE3alHOE yXY/IIEHHE COCTOSIHUS (B BHJIE YTpaThl paHee MPUOOPETEHHBIX JBHUTATEIbHBIX
HABBIKOB, TIOSIBJICHUSI HACWJIBCTBEHHBIX IBIDKEHHH KOHEYHOCTEH, AMCTOHWYECKUX aTak) Ha (oHe
OJIHOTO 370poBbs Wi OPBU, nipu onepaTuBHBIX BMENIATEIbCTBAX, YEPETHO-MO3TOBOU TPABME;

- OJIM3KOPOJCTBEHHBIN Opak;

- BIU30/1bl TUXOPATKH;

- IUIOXO¥ aIIeTHT;

- HapylLIeHHs] BCKapMIIMBAaHMUSI,

- YaCThI€ CPBITMBAHMUS;

- HEYKPOTUMYIO PBOTY;

- YTHETEHUE CO3HAHNS,

- CYJOpOTH;

- BSUJIOCTB, CJIa00CTh, COHJIMBOCTH;

- OecriokoifHOE MoBeIeHHE, MJIAKCUBOCTb;

- TIOBBILLIEHHOE TIOTOOT/IEJICHUE;

- HapylIeHHe KOOPANHAIIUY IBKEHUM;

- HEIIPOU3BOJIbHBIE/HACUIILCTBEHHBIE IBUKCHHUS;

- IUCTOHUYECKUE aTaAKH;

- KJIMHUKA CMIaCTHUKO-THIIEPKMHETUYECKOM (POPMBI AETCKOTO LepeOpaIbHOTO Mapaanya.

2.2. dDusnkanbHoe obcnegoBaHue

[Ipn ocmoTpe HEoOXOAMMO OOpaTUTh BHUMaHHE Ha OCHOBHBIE (DHU3MKAIbHBIC MPOSIBICHUS
I'Al:

ety nepBbIX 3 JET )KU3HU

- Makportiedanus;

- BBICTYHAIOIINE JTOOHBIE OYTPHI;

- rernaToMeraus;

- 33/Iep>KKa MOTOPHOTO U IICUXOPEUEBOT0 Pa3BUTHS,

- UI3MEHEHHE MBIIIEYHOTO TOHYCA 10 TUIY AUCTOHUHU;

- SKCTpanupaMUHbIe HAPYIICHHS: U3MEHEHHsI MBIIIEYHOTO TOHYCa MO THIYy PUTHIHOCTH U
pa3nIMyYHbIE THUIBl TUIEPKUHE30B  (XOper(OpMHBIE, XOPEOATETOMJHBIC, OAIITUCTHYECKUE,
TUCTOHUYECKHUE) pa3HOU Nokanu3anuu ((okalbHbIe, FeHepaIln30BaHHbIE, TeMUTHII);

- crmacTuyeckuil  Terpamape3  (TOBBIIICHHE  CYXOXKWJIBHBIX  pediIeKcoB,  HaJIHuue
MATOJIOTUYECKUX CTOMHBIX 3HAKOB, CIIACTHYECKas MOXOKA H Ip.);

- IepUoINYecKas aTaKCHsl, TPEMOP;

- CyZ10pOry;

ITocne 3 ner

- Makpouedanus;

- 3a/Iep’KKa MOTOPHOTO M IICUXOPEUYEBOT0 PA3BUTHS;

- U3MEHEHHE MBIIIEYHOTO TOHYCA 110 THITY JUCTOHHH;

- OKCTpaluMpaMUJHbIE HAPYIIEHUS: PUTHIHOCTb M pa3iW4Hble TUIBl TUIEPKUHE30B:
TOPCUOHHBIE, OpodannaibHble, XopenhopMHbIE, XOpeoaTeTONIHbIE, OAIITMCTUYECKHUE;
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- coacTMyeckuid  Terpamape3  (TOBBIMICHHE  CYXOXWJIBHBIX  pe(IIeKCOB,  HaJHUUE
MATOJOTMYECKUX CTOMHBIX 3HAKOB, CIACTUYECKAas MMOXO0IKa U 1Ip.);

- IEpHOANYECKast aTaKCHsI, TPEMOP;

- CyJ10pory;

- nepudepruecKas HeBpOIaTHS;

- ICUXUATPUIECKHE HAPYIICHHUS;

- mpo(y3HOE TTOTOOT/ICIICHUE;

- IOBTOPHBIE AMU30/bl HEOOBSICHUMOMN JINXOPAAKH (TUIEPIUPEKCUUECKUE KPU3BI);

- AaHOPEKCHS;

- HIHCOMHUH;

- TUTIOTJIMKEMHH Ha (POHE JUTUTEITBHOU TOJIO0IHOH May3hl;

- TeraTOMeTalIus;

- penKo pabIoMHUOIIH3.

[MTongpoOHO nmaHHBIE (PU3UKAIBHOTO OOCJIEIOBAHUS OIHUCAHBI B pasjene "KIMHUYEeCKas
KapTuHa'.

2.3. JlabopaTopHble AMarHoCTUYeCKue uccrnegoBaHus

OcHOBHBIMU JTa0OPATOPHBIMU METOJAaMHU TOJTBEpKAaroliel auarHoctuku ['Al sBisiroTcst
OMOXMMHYECKHE U MOJIEKYJIIPHO-TEHETHUECKHE METO bl UCCIIEI0OBAHUSI.

- Pexomenpayercst uicciiemoBanne ypoBHs CBOOOJHOTO KApHUTHHA M AlUJIKAPHUTHHOB B KPOBHU
METO/JIOM TaHJEMHOW Macc-CIIEKTPOMETPUHM MalUeHTaM C KIMHUYECKUMU TMPOSBICHUSIMH,
xapakTepHbIMu 1151 ['Al ¢ 1eapi0 OHOXMMHUYECKON THAarHOCTUKY 3a0oseBanus 2, 7, 4, 14].

VYpoBeHb yOeAUTENBHOCTH peKOMeH 1alnii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommenTtapun: Metomom  TangemHoit — macc-criektpomerpuun  (TMC)  ompenpensitoT
KOHIeHTpamuioo rayrapwikapauTuHa (C5DC) B maTHax BeICyIIeHHOW KpoBHW. KoHmeHTpanus
[IIyTapWIKapHUTHHA MOBBIIIAETCS Y MAMEHTOB C PAHHEr0 BO3pacTa, eule 0 Hayana KIMHUYEeCKUX
NnposiBJieHUM. JlaHHBII TECT NPUMEHSIIOT TpPU IPOBEICHUM MAaccOBOTO CKpuHMHra Ha ['Al.
N3BectHbl BapuanTel ['Al ¢ mo3aHelt MmaHudecTanuel u JEerkuM TEeUSHHUEM, TIPU KOTOPBIX YPOBEHb
[IIyTapyIKapHUTHHA MOXKET ObITh B IIpe/ieiax HOPMbl. YPOBEHb CBOOOJAHOTO KapHUTHHA Y MHOTHUX
MAIMEHTOB MOYET ObITh CHIKEH.

- Pexomenayercs omnpejeicHHe B OMOJIOTMYSCKUX JKHIKOCTAX (MOYa) OPraHWYSCKUX KHCIOT
METOJIOM Ta30BOH XpoMarorpaud ¢ MaccC-CIEKTpOMETpHelH (KOMIUIEKCHOE OIpeIeiICHHE
KOHIICHTPALIMA OPraHUYeCKHX KHCIOT B KPOBH METOJIOM TAaHJECMHOM MacC-CIIEKTPOMETPHH)
MalUeHTaM ¢ KIMHUYECKUMU MPOSBICHUSAMH, XapakKTepHbIMH I ['Al, ¢ Heabio OMOXMMHYECKON
JIMarHOCTHKH 3a0oneBanwus [4, 14].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEeH AaIHii B (YypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 3)

KommenTtapuu: ¥V HEeKOTOpbIX HanueHToB ¢ ['Al KOHIIEHTpalys TIyTapoBOH KUCIOTHI B MOYE
Y KPOBU MOXKET OBITh B MIpeieNax HOPMBI, B TAKUX CIIy4asX JUArHOCTHYECKU 3HAYUMBIM MapKepoOM

SIBJISIETCS TIOBBINICHUE KOHIEHTpanuu 3-OH-riryTapoBOii KHUCIIOTHI, YTO W TO3BOJSET YCTAaHOBUTH
maaruos I'Al [2, 4,7, 14, 19, 20].

- Pexomennyercs monekymspHas [JHK nuarnoctuka (BbisiBIeHHE OWaIENbHBIX MaTOTEHHBIX
BapuaHToB B TeHe GCDH) manueHTaM ¢ TOBBIIIEHHOW KOHIEHTpalMed TIyTapriIKapHUTHHA
(C5DC), rayrapoBoii u 3-OH-TiyTapoBoii KUCIIOT C 1IEeIbI0 OATBEepKAcHus AuarHo3a ['Al [21].

YpoBeHs yoeautenbHOCTH pekoMeHaaluii C (ypoBEeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

Kommenrtapuu: [IHK auarnoctrka HeoOxoauMma Kak AJisi BepH(PHUKAIUU AUarHo3a, Tak U JIs
MEIMKO-TEHETHUYECKOTO KOHCYIBTUPOBAHUS CEMEW U MOCIEAYIOIIeH MpeHaTaJbHOW JUAarHOCTUKU.
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B HekoTOpbIX Cilydasx MyTaHTHBIN ajulellb HE YJAeTCs BBISBUTH CTaHIAapTHbIMH MetonaMu JIHK-
aHanuM3a, JMarHo3 B TaKWX CIydasX JOJDKEH ObITh YCTAHOBJICH Ha OCHOBAHWU KIMHUYECKUX H
OMOXMMHUYECKUX JTAHHBIX.

- Pexomenpyercsi mpoBeneHue oOmiero (KIMHMYECKOTO) aHajin3a KPOBH Pa3BEPHYTOTO
(reMorj00MH, KOJIMYECTBO JPUTPOLIMTOB, IBETOBOM IOKa3aTelib, KOJUYECTBO JICWKOIIMTOB,
TPOMOOILIUTOB, JICHKOIIMTapHAs (POPMYJia U CKOPOCTh OCEIAHUsI SPUTPOLUTOB) BCEM IAIUCHTAM C
I'Al u npu momo3peHnH Ha 3a00JCBaHUE ISl OLIGHKHM OCHOBHBIX MMapaMEeTPOB KPOBETBOPCHUS U
HAJIMYMUS BOCIIAJIMTENBHBIX Tporieccos [37, 51, 52].

YposeHs yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

- Pexomenpayercs mpoBeneHHe oO0mIero (KJIMHUYECKOrO) aHajiu3a MOYM BCEM IallMEHTaM C
I'Al ¢ 1enbio OLEHKH COCTOSIHUS Todek [34].
Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PexomennoBano manueHtaM ¢ ['Al mnpoBeaeHHe OHMOXMMHUYECKOTO aHajlu3a KpPOBU
oOlieTepaneBTUUYECKOro (CoJiep’KaHue TIIIOKO3bI, MOKa3aTelud KUCIOTHO-OCHOBHOIO paBHOBECHS,
obmero Oenka, OenkoBbIX (pakmuii, anpOymuHa, C-peakTHBHOTO Oenka, oOmero OwmIMpyOuHa,
XOJIECTepUHA, TPHUTIHALEPUIOB, JIATIONPOTEHIOB HU3KOH M BBICOKOH IUIOTHOCTH (HMCCIIEOBaHUE
YpPOBHSI  JIMTIONPOTEMHOB B  KPOBW), IeloyHOM Qocdara3bl, KpeaTHHWHA, MOYEBUHHI,
anannHaMmuHoTpaHcgepassl (AJIT), acmapratamunorpancdepassl (ACT), kpeaTuHGOCPOKHHA3HI,
KaJIblMsl OOIIeT0 W HWMOHM3WPOBAHHOTO, HATPHS, Kalks, HEopraHu4eckoro Qocdopa, xkemnesa,
dbepputriHa, MarHus), C 1EIBI0O OIEHKH COCTOSHUSI TICYCHH, TIOYeK, OajaHca BaKHEHIIMX
HYTPUEHTOB TpU JUETOTEpamnuu, KaiblHeBO-(hochopHOro oOMeHa U BBISBICHHS OTKJIOHEHHH
BaXHBIX OMOXUMHUYECKUX MTOKa3aTeeH I qaabHenei koppekuu [21].

VYposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PexomeHiyeTcss MOHUTOPUHI KIMHHYECKUX M JAaOOPAaTOPHBIX MoOKa3aTenel (KUCIOTHO-
OCHOBHOTO COCTOSIHHSI KPOBH, TJIFOKO32, 3JIEKTPOJIUTHI (KaJluid, HATPUH, KaJIbIIMA HOHU3UPOBAHHBIM,
XJIOp) B MEPHOJ META0OIUYECKOTO KpU3a KaK/Iple 4-6 4acOB UM paHblIle MPU HATUYUH YXYALICHUS
WM YIy4llleHu# cocTosiHuA nanuentam ¢ ['Al B mepuoa MeTaboIM4eckoro Kpusa ¢ LeNbl0 OLIEHKH
COCTOSTHHSI M CBOEBPEMEHHOM Koppekiuu teparnuu [21].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommentapun: B mepwon merabosmueckoro kpusza mnopbimarorcss KOK, nedeHouHble
dbepMeHTBl U MoOJO4yHas Kuciora. KoHIeHTpauus amMmuaka B KPOBH OOBIYHO HOpMasbHAsl J10
MO3HUX CTaIui METabOIMUECKO I1eKOMITCHCAIUH.

2.4. UHCcTpyMeHTanbHble AuarHoctuyeckue uccrnenoBaHus

HNHcTpymeHTalbHbIE METO/IBI UTPAIOT BAXKHYIO pojb B nuarHoctuke I'Al. Msmenenns na MPT
TOJIOBHOTO MO3Ta BBICOKOCTICIM(PUYHBIE U BBISBISIIOTCS Y MOABJISIONIET0 OOIBIINHCTBA MAIlHEHTOB
Ja’ke Ha paHHEH cTauu OOJIEe3HU.

- PexoMenayercs mpoBeaeHe MarHuTHO-pe3oHaHcHOH ToMorpaduu (MPT) ronosHoro mo3sra
W/UIM KOMIIBIOTEpHAs ToMorpadus TOJIOBHOTO MO3ra BceM MalMeHTaMm ¢ nogo3penueM Ha ['Al ¢
JIMAarHOCTUYECKOM 1IEJTbI0 U TS BBIABJICHUS HEHpoXupyprudeckoi marosorun [7, 11, 13, 19, 20].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

Kommenrtapuu: Hapko3 mo mnokazanusiM. Hauboniee dYacThiMM HEHpOPaaAHOJIOTHUYECKUMU
npu3HakaMu ['Al  gBiSrOTCS: JOOHO-TEMEHHAas THUIOIUIA3us/aTpodusi, BEHTPUKYIOMETaJHs,
CyOmypalbHble TE€MaTOMBI, 3aJepKKa MHUETHMHHM3AINH/IEMUCTHHA3AINSI U HEKpo3 0a3aabHBIX
TaHTJIUEB. JTH U3MEHEHUS MOTYT BCTPEUaThCs KaK M30JMPOBAHHO, TaK U B JIFOOOM COYETAHUHU.
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XapakTepHOH HEHPOPAIHOIOTUYECKON 0COOCHHOCTRIO I'Al SBIsIETCS CUMMETPUYHOE PACIIMPEHHE
CHJIbBUEBBIX 1IeNiei ¢ popmupoBanreM "s>pdexra HaAKyIIeHHOTO S0J0Ka" Wi "KPBLIbEB JEeTy4Yel
MbImH'", KoTOpas BcTpedaercs y 95%. Y OONbIIMHCTBA MAlMEHTOB BBISBICHO pACIIMPEHUE
cy0apaxHOMJAIBHBIX POCTPAHCTB AaXe HA MPECUMIITOMATUYECKON CTaIuK 3a00J€BaHMs, KOTOPbIE
HE MPETEePIEBAOT HUKAKUX U3MEHEHMI IPU NMPOBEACHUU KOHTPOJIbHBIX MPT rosioBHOro mMosra u
COUETAIOTCS C HOPMAJIbHOM TOJIIIMHON KOpBI TOJIOBHOTO MO3ra M HOPMAlbHO pa3BUTHIMU
W3BWIMHAMU.

Y OONBIIMHCTBA MAIMEHTOB CYOIypallbHbIE€ THIPOMBI/TEMAaTOMBI, YacTO paCIIOJIAraroTCs
OunarepanbHO, peXe — HMEIOT OIHOCTOPOHHIOW JIoKanu3anuioo. OMNHUCHIBalOT 00pa3oBaHHE
OUTEMIOPATIFHBIX  ApAaXHOWJAIBHBIX WM CyOITICHOMMApHBIX KHUCT, PEAKO BCTPEYAETCS HX
OJIHOCTOPOHHSS JIoKanu3anus. M3MeHeHus Oenoro BellecTBa IOJOBHOIO MO3ra BCTPEYAIOTCS Y
MHOTHX MaleHToB OoMbHBIX ¢ ['’Al W dYacTo coderaroTcsi ¢ HEKpO30M Oa3allbHBIX TaHTJIHEB.
[lopaxkenne Oenmoro BemecTBa, Kak MPaBWJIO, CHMMETPHYHOE, MPEUMYIIECTBEHHO B
MIEPUBEHTPUKYISIPHBIX 30HaX B OOJIACTH TEPEIHUX M 3aJHUX POTOB OOKOBBIX JKEIYIOYKOB H B
o0JIaCTH CEeMMOBAJBHOTO IEHTPA, B HEKOTOPHIX CIy4dasX OOHAPYKUBAIOT JAEMHEIMHU3AINIO
cyokopTukanbHeix U-BoJokoH. OcTaercs HE SCHBIM, SIBISIFOTCS JIM JaHHBIE 0O0JacTH odaraMu
JEMUCTMHU3AINN WM THIIOMHEIMHA3ANNU. Y HEKOTOPHIX TMAIlMeHTOB OOJBHBIX OIMCAHO
nopaxeHue mosojucroro tena [13, 16]. XapakTtepHble HelpopaauoJOrHYecKie U3MEHEHHUs MpH
I'A1 npusenens! B [Ipunoxenun 2.

- Pexomennyercs mnpoeneHue snektposHuedanorpapun (331) maumentam c¢ ['Al npu

HAJIMYMH HEBPOJIOTHYECKON CUMITOMATHKHY JUTS BBISIBIICHHUS SIS THYECKOW aKTUBHOCTH [ 7, 35].
Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmenTtapuu: B ToM uncie 931" ¢ BUIEOMOHUTOPUHTOM.

- Pexomenpgyercsi mpoBeneHue yiabTpa3zBykoBoro uccienoanus (Y3UM) opranoB OpromrHo#
moJstocTd manueHTaMm ¢ I'Al s BeIsBiICHHS opakeHus redenu [36, 52].
Yposens yoeaurenbHoCTH pekoMenaaiiii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PekomeHtyeTcst OIICHKa COCTOSIHUS ITOYEK C MPOBEJACHUEM YIbTPA3BYKOBOTO HCCIICIOBAHHUS
(Y3U1) nouek manuentam ¢ ['Al 11st BRISIBJICHUS CTPYKTYPHBIX HapymieHuit [37].
VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

- PexkomeHnmyercss uWcClieloOBaHUE  MHHEPAJbHOW  IUIOTHOCTH  KOCTHOM  TKaHU  —
(PeHTreHOIGHCUTOMETPHS) TAIIMEHTAM JUISl JJMAarHOCTHKH OCTCOTICHUH, BBISIBJICHUS TPYIIIIBI PUCKA U
MPHUHATHUS JIeueOHO-poduaakTrHueckux mep [21, 53].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrapuu: KparHocts — 1o nokazanusM. [lanmenram crapiie 5 jier.

- Pexomengyercss mpoBeneHue O(TaTIbMOCKONUM MAIlMEHTaM C IEIbl0 CBOSBPEMEHHOTO
oOHapyxeHHs oQTanbMoJorudeckoi narosoruu [38].
VpoBeHb yoeauTenbHoCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH I0KA3aTEIbCTB — 4)

2.5. UHble gnarHocTn4yeckmne nccnenoBaHus

KOHCYJ’ILT&HI/II/I CIICHUAJIMCTOB MOTYT OKAa3bIBATHCA MANUCHTAM Ha PA3HBIX 3TallaX OKa3aHUWA
MEIUIIUHCKOM oMoy, B TOM 49Y1CJIC B IEPpUOJA AUATHOCTHUKU 3a00JIeBaHUs.

- PCKOMCH,Z[YIOTCH B BCIACHHUU IIAIIMCHTOB C I'Al wucnoms3oBaTh MyJ'ILTI/I,[[I/ICI_[I/IHJ'II/IHapHHﬁ
nmoaxod B BUAY TOr'O, 4YTO 3a00JIeBaHUE XapaKTCpU3yeTCd IMOPAKCHUEM MHOTUX OPraHOB U CHUCTCM,
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TpeOyeT KOMIUIEKCHON TepaluH, YTO AMKTYET HEOOXOJMMOCTh COBMECTHOTO BEIEHHS MalueHTa
CHEIMAIMCTaMU pa3HbIX mpoduneit [28].

VYpoBeHb yoeauTenbHOCTH pekoMmeHaauii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: nokasaHbl EpBUYHbIE U ITIOBTOPHBIE KOHCYJIbTAllMM Bpaya-T€HETHKA, Bpaya-
o(ranemoriora, Bpaya-HEBpOJIOra, Bpada-AUETOJIOTa, Bpada-KapIuoJjora, JIoroneaa-aedeKroiora,
Bpaua-Hedposora, MEAUIMHCKOTO TICUXO0JIOTa, Bpaya — TPAaBMATOJIOra-OpTOIe/a, Bpada-TIeauarpa,
Bpaya-TepareBTa, Bpadya-HEHPOXUPYpra, Bpada-xXupypra, a TaKkKe Bpadel IPYrux CIEHUaJIbHOCTEH
narenTam ¢ ['Al, umeromum HapymeHus: GyHKIHA COOTBETCTBYIOIIUX OPraHOB U cucTeM [1, 2,
7].

2.5.1. AndcpepeHumanbHas gmarHocTmka

Heob6xomumo  mpoBoauTh  auddepeHnnanbHyl0  JUArHOCTHKY  CPeAM  CIEAYIOIIUX
3a00JIEBaHUI: C TMOCIEACTBUSMH IE€PUHATAIBHOIO MOPAXEHHWsS HEPBHOM CHCTEMBI, CHACTHUKO-
TUIEPKUHETHYECKOH (opMoON neTckoro 1epedpaibHOro mapajinya, BPOXKIACHHBIM IMOPOKOM
TOJIOBHOTO MO3Tra, MOCJIEACTBUSAMU BHYTPUYTPOOHON MHGMEKIMH, IPU MOJO3PEHMHM HA CHHIPOM
"rpsickm  mutaneHna", Oone3npio KanaBana, cuHapomoM JIM, METHIIMAJIOHOBOW allUJIEMUCH,
MIPONMMOHOBOM anuaemuen. [loBbIIeHNE YPOBHS TJIyTapOBOM KHCIOTBI B MOYE TAKXKE MOXKET
HaOmoIaThCsl TpPU TIIYTapoBOM auuaeMued 2 Tuma ¥ 3 TUNA M HaApYIIEHUAX TpaHCHOpTa
pubodasuna [20, 23, 27].

3. JleyeHne, BKnroOYvan MeAUKaMEeHTO3HYH0 U HeMeAMKaMeHTO3HYH Tepanuu,
AuvneTtToTepanuio, o6e3bonnBaHue, MegULMHCKUE MOKA3aHUA U NMPOTUBONOKa3aHUA K
nPpUMeHeHNno MeToao0B Jle4YeHusA

Crparerusi iedeHHs HarpapiieHa HAa KOPPEKLUHIO METabOIMUYECKUX HapYIIEHUNH KOMILIEKCOM
MEpPOTIPUATHI: KOHCEPBATUBHBIMU METOJIaMU (ITaTOT€HETHUYECKas TUETOTepamnusi, J€BOKApPHUTHH),
XUPYPrU4eCKUMH ~ METOAaMM  (JIeUeHHWE BHYTPUUEPEMHBIX KPOBOM3IUSHUI UM  KOCTHBIX
nedopmaruii), peabuIMTAITHOHHBIMA METOJaMu. JledeHne JOJDKHO OBITh HA4aTO BCEM OOJIBHBIM C
BBISIBJICHHBIM JIOCTOBEPHBIM MOBBIIICHHUEM YPOBHS TJIyTapOBOWM KHUCIOTHI B MOYE A0 MOJIy4EHHS
pesynbratoB JIHK mmarnoctuxku T'Al. Jlng seuenus dHIEhaIuTonogo0HOTO Kpuza B
MEXAYHapOAHbIE CTAaHAAPTHI BKJIIOYEHBI METOJbl MHTEHCUBHOW Tepanmuu. Takke MNpOBOIUTCS
CUMITOMAaTHYeckass Tepamusi C TUIaTeJIbHbIM  MOJA0OPOM  JIEKAPCTBEHHBIX  IpernapaTos,
HaIpPAaBJICHHBIX HA KOPPEKIUIO HEBPOJIOTMUECKUX HAPYIICHUH.

3.1. KoHcepBaTuBHOE ne4yeHue

- PexoMmeHayeTcs maroreHeTHYecKas IUETOTEpanusl C HUCKIIOUYEHHEM BBICOKOOCIKOBBIX
NPOJYKTOB,  OOraThlX JIM3MHOM H  TpUNTOGAHOM,  OOS3aTEIbHBIM  HCIOJIh30BAHUEM
CICHUAIM3UPOBAHHBIX MPOJYKTOB Ha OCHOBE CMeced aMUHOKHUCIOT 0e3  yKa3aHHBIX
MAaTOrCHETUYECKN 3HAYMMBIX aMUHOKHCIIOT ITAlIMCHTaM C YCTaHOBJICHHBIM JuarHo3oM ['Al ¢
IIENBIO MPEI0TBPAIeH s 00pa30BaHus HEHPOTOKCHUeCKHX MeTaboauTos [1, 3, 7, 18, 19, 20].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: [luerorepanus ¢ HU3KHM COJEpKaHWEM JM3WHA M TpuntodaHa I0JDKHA
coOirofaTbes cTporo moxu3HeHHo. /lueToTepanus mpu 3a00jieBaHUU HANpaBlieHA Ha CHIDKEHHE
MOCTYIUICHUS JIM3WHA, TpHUNTO(haHA, KOTOpPbIE SBISIOTCS OCHOBHBIMH TpEAIIeCTBEHHUKAMU
HEHPOTOKCUYECKHX MeTa0omuTOoB — riyrapoBo u 3-OH-rmyrapoBoit  kucnot. JlaHHBIE
AMUHOKHCIIOTBI COAepKATCS B OOJBIIIOM KOJMYECTBE B OENKax >KMBOTHOTO MPOUCXOXKACHUS (pBIOE,
Msice, MOJIOYHBIX MPOJYKTaxX W 1p.). B cpenHeM conepkaHue B HUX JIM3WHA COCTaBIsieT 6-9% wu
tpuntopana 0,6-2%. B pacTUTeNbHBIX ke MPOAyKTaxX (OBOIIH, (DPYKTHI, HEKOTOPHIE KPYIIBI)
COJIep’KaHNe YKa3aHHBIX AMUHOKHCIOT MUHUMAJBHO.
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IIpu I'A 1 npuMeHSIOT ABa BapuaHTa JIEYEOHOrO MUTAHUA: NEPBBIM — IUeTa C HU3KUM
COJIepKaHMEM JIM3MHA W TpunTtodaHa C HCHOJIb30BAHMEM CHEIHAIM3HUPOBAHHOTO TPOJIYKTa,
JAHHBIM BapHaHT AMETHI IIOKa3aH B MEPBYIO OUepenb AETIM (C poxaeHus A0 18 jer), y B3pocibIx
MAIMEHTOB TAK)K€ MOKET OBITh UCIIOJIb30BAaH ITOT BapUaHT JUEThI, HO U MOKHO IPUMEHATH BTOPOH
— JIe4eOHBII palloOH ¢ HU3KUM COJIep KaHHEM OOLIero Oemka.

[TanmeHTH! MEPBOrO roja *KU3HU MOTYT HaXOJAWUTbCA Ha T'PYyJHOM BCKapMiIMBaHHU. ['pynHoe
MOJIOKO B JIaHHOM cilydyae OyJeT SBIATHCS OCHOBHBIM HCTOYHHMKOM HaTypaJlbHOTO Oelika B
COUETaHUHM CO CIEUUAIU3UPOBAHHON CMECHhI0 aMHHOKHCIOT, II0 COCTaBy COOTBETCTBYIOLIEH
BO3pacTy pedenka. KonmnyecTBo MU3MHA B TPYJHOM MOJIOKE M3BECTHO U COCTABIISIET MPUMEPHO 86
mr Ha 100 mur.

[IpumeHeHre BTOpPOro BapHaHTa JWETHl MOBBIIIAET PUCK AJMMEHTAapHON HEZ0CTaTOYHOCTU
HE3aMEHHUMBIX AMMHOKHMCIOT M JPYTMX SCCEHIMAIbHBIX HYTPUEHTOB, YTO MOXET MPHUBECTH K
Pa3BUTHUIO  paA3IUYHbIX  HAPYIICHWW: IOBBIILIEHHOM  BO30YyIMMOCTH, HapyIIEHHIO CHA,
HEMOTHBHUPOBAHHBIM KOJIEOAHUSM TEMIIEpaTyphl, Mejuiarpe (B pe3yibTare CHIXKEHHsI 00pa30BaHuUs
HUKOTHHOBOW KHCJIOTBI), IMEHHO TIOATOMY JAaHHBI BapHaHT MOXET ObITh NMPUMEHEH TOJBKO Y
MAlUMEHTOB cTapiiero Bo3pacra. Crnienuaau3upoBaHHbIE MPOAYKThl Ha OCHOBE AMHUHOKHUCIOT 0e€3
nu3vHa ¥ Tpuntodana* npencrasnensl B [Ipunoxenun I°3.

MuHuManbHO JOMYCTUMbIE MNOTPEOHOCTH MATOTEHETHYECKU 3HAYMMbBIX AaMHUHOKHCIOT B
MUTAaHUM JETeH Pa3IMYHOTO BO3pacTa npejcTabieHsl B [Tpunokenun 4 [1, 2, 18].

[TarmeHTHl MJaIEHYECKOTO BO3pacTa MOTYT HAaXOJWUThCA Ha TPYIHOM BCKapMIIMBAHHUU.
['pynHOE MOJIOKO B TaHHOM ciiy4yae Oy/eT ABJIATHCS OCHOBHBIM HCTOYHHMKOM HaTypaJlbHOTO Oelka B
COUETaHUH CO CIEIHUATN3UPOBAHHON CMEChI0 aMUHOKHUCIIOT, COOTBETCTBYIOIIEH BO3pACTy peOeHKa.
KonndecTBo nu3nHa B TpyJHOM MOJIOKE U3BECTHO M cocTaBisieT 86 mr Ha 100 mit.

IIpu pacuyere HM3KOOEIKOBOM JUETHI CO CHMXEHHBIM COJIEpXKaHMEM JIM3MHA U TpunTodaHa
HE00X0AMMO MOMHHUTB, YTO JIM3UH M TPUNTO(AH COJEpkKATCi MPAKTUYECKH BO BCEX MPOIYKTaX, U
YUUTBIBATh 3TO NPH COCTABJIEHUU JIEYEOHOTO PallOHA.

Crnenuanu3upoBaHHas JaueTa TpeOyeT MOHUTOPMHIA 3a YPOBHEM aMHMHOKHUCIOT M HX
MEeTa0O0JIMTOB B IJIa3Me KPOBU M MOYE, OMOXUMUYECKUX MapKEPOB HYTPUTHBHOTO cTaTyca (0OmImit
0€eJoK, IpOTeHHOrpamMMma U Jp.), JUHAMHUYECKOTO HAOMIOAEHUS 3a (U3MUYECKUM pa3BUTHEM U
HYTPUTUBHBIM CTaTYCOM IAI[MEHTAa, a TAaKK€ NEPUOJUYECKON KOPPEKLUH JIedeOHOro paluoHa ¢
pacueToM ero XMMHYECKOIro COCTaBa.

B npunoxenun I'S mpenacraBieHbl TaOMUIBI, B KOTOPBIX COJEPXKATCA MEXAYHAPOIHBIE U
poccuiickie peKOMEHIALUU 10 CYyTOUYHBIM HOpMaM NoTpebseHus Oelka, JIM3uHa U TpunropaHa u
JAHHBIE [0 CPETHEMY CO/EPKAHUIO JIM3MHA B HEKOTOPBIX HATYPAJIbHBIX MPOAYKTAX.

3.2. MegukameHTO3HaA Tepanus

- PekoMeHIyeTcsl TOKU3HEHHO MATOTCHETHYECKass Tepamus JICBOKAPHUTHHOM MAIMEHTaM C
I'Al ¢ Uenblo BBIBEAECHHMS TOKCUYHBIX META0O0JIMTOB M KOPPEKLUHM BTOPUYHOM HEIOCTATOYHOCTH
kapautuHa [1, 2, 7, 16, 19, 20].

VYpoBenb yoeauteabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommentapuu: npu I'Al HabmomaeTcs BTOpUYHAs HEIOCTATOYHOCTh KaPHHUTHHA B TKAHSX.
Ero myn OBICTPO HCTOIIACTCS, MOCKOJBKY OH CBSI3BIBACTCS C TIIyTAPOBOM KHCIOTOHM, KOTOpas
NPUCYTCTBYET Y MAIIMEHTOB B OOJBINKX KojudecTBax. IIpemapatsl, coaepxkaiie JIeBOKapHUTHH
BOCIIOJIHSIFOT 3TOT BTOPHUYHBINA IE(DUIMT, CBS3BIBIOT TJIYTapOBYIO KHCIOTY M OOECIEYHMBAIOT €€
BBIBEJICHUE M3 OpraHM3Ma B BHUJE TIIyTApUIKAPHUTHHA. Y OOJBIIMHCTBA HEJICUCHBIX MAIUCHTOB C
I'A 1 xoHIeHTpamusi o0mero U cBOOOJHOTO KAapHHUTHHA B IUIa3ME M CBIBOPOTKE KPOBHM HHU3KAs.
HauaneHass mo3a JleBokapHuTHHa coctaBisteT 100 Mr/Kr/CyTKd, OHa MOKET OBITh CHHXKEHA [0
30Mr/Kr/CyTKH y TAIMEHTOB CTapiie 6 JIeT MPH HOPMAJIbHOM YpPOBHE CBOOOJHOTO KapHHUTHHA B
KPOBH.
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B [punoxennn ['6 cyMMHpOBaHbI OCHOBHBIE MEPOTIPHATHSA, KOTOPbIe 0053aTEIbHO JIOJKHEI
OBITH BBITIOJTHEHBI MOCTIE MOATBEpkKAeHUS quarHo3a [Al.

3.3. Xupypruyeckoe re4yeHuve

- PexoMennyeTcss Xupyprudeckoe JiedeHue CyOnaypalbHbIX THIPOM M apaxXHOUJAIBHBIX KHUCT,
rugporedaruy U Ipyrux marosioruil manuentam ¢ Al mo mokasaHusM C IENbI0 CTaOMIM3aIuu
COCTOSTHHS TIPU Helfipoxupypruyeckoit natonoruu [ 7, 19, 20].

VYpoBeHb yoeauTenbHOCTH pekoMenaanuii C (YpoBeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTtapun: Pemienue o0 1e1€CO00pa3sHOCTH  MPOBENEHUS  HEUPOXUPYPIHUECKOTO
BMEIIATENIbCTBA (BEHTPUKYJIONEPUTOHEATbHOE UIYHTUPOBAHWE M H3BaKyalus CyOaypalbHBIX
CKOIUIEHUH B MO3Te IPpHU Iporpeccupyromei Mmakpouedaan) NpUHUMAETCS B KaKJIOM KOHKPETHOM
cllydae KOHCHUJIMYMOM Bpaueil crneuuanuctoB. Helpoxupypruueckas Tepamnus apaxHOWJAIbHBIX
KHCT U cyOlypaibHbIX reMaToM y nanueHToB ¢ ['Al 1oikHa MPOBOIUTHCS KpailHE OCTOPOKHO MO/
HaOJII0JIEHUEM JIETCKOTO HEHPOXUpYpra.

- PekomeHyeTcst Xupyprudeckoe JieueHHe KOCTHBIX JedopManuii (TsKelble KOHTPAKTYPHI,
BBIBUX Oenpa u ap.) mamueHtam ¢ ['Al mo moka3zaHUSM C HEJIbI0 CTaOMIW3alH W YIy4IIeHUS
COCTOSIHUS TIPH OPTOTIEIUUeCcKO matooruu [2, 7, 39].

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrapun: Pemenne o 1emecooOpa3HOCTH  TPOBEACHUS  HEHPOOPTONEIHYECKOTO
BMEIIIATEIhCTBA IPUHIUMAETCS B KQKJIOM KOHKPETHOM CITydae KOHCHIIMYMOM Bpadeil CIenanicTOB
C COOTBETCTBYIOILIEH KOppEKIMEeld MeTa0OIMYecKUX HapyIIeHUH C LeNblo MpeloTBpalleHus
pa3BUTHSI KpHU3a.

- Pexomenmyercsi mpu TUIAHUPOBAHWU XUPYPIHUECKOTO BMEIIATENBCTBA 10 BO3MOYKHOCTH
n30erath roJIOAAHUS, TPUMEHATh UHPY3UH ACKCTPO3BI** W yIBOUTH JO3MPOBKY JEBOKAPHUTHHA
[21].

Yposens yoeaurenbHoCTH pekoMenaaiiii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHnrapun: Pemenne o0 1e51ecooOpa3HOCTH  TPOBEACHUS  HEHPOOPTONEIHYECKOTO
BMEIIATEICTBA TMPHHAMACTCS B  KaXJIOM KOHKPETHOM cjy4ae KOHCWJIMYMOM Bpadei
cnienuanucToB. Ha3HayeHune NBOWHON 03Bl JICBOKAPHUTHUHA B COOTBETCTBHU C WHCTPYKIMECH —
BTOPUYHAsI HEIOCTATOK KAPHUTHUHA UJIH €0 TMOBBIIICHHON MOTEPEH.

3.4. NHoe neyeHune

Jleuenue HCBPOJOIHYCCKHUX COCTOSIHHI IMPOBOANUTCA COrj1IaCHO COOTBCTCTBYIOIIIUM
KIIMHUYCCKUM PCKOMCHIAIIUAM (HeBpOJ'IOFI/I‘IeCKI/IC COCTOHHI/IH).

- PekomentyeTcst mpy BOSHUKHOBEHMH JIMXOPAJAKHU Bblie 38,5 HazHauaTh nOynpoden™* win
naparmeramon** [28].

VpoBeHb yoeauTenbHoCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapuu: nasie HIIBC moryt BeI3Bath cunapom Peiie.

- Pexomenayercs mpu BO3HHUKHOBEHHH WH(EKIMOHHBIX M MHTEPKYPPEHTHBIX 3a00JeBaHUI
Ha3HayaTh JICYCHHE COTIACHO COOTBETCTBYIOIIMM KIMHUYECKUM peKOMeHIanusM (MH(GEKIIHOHHbIe
3a00sieBaHMs). AHTHOAKTEPUANBHYIO TEpalHi0 Ha3HAYalOT B 3aBHCHMOCTH OT MPENojaraeMoro
MATOTCHHOTO areHTa B BO3PacTHBIX Jo03ax [21].

YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: TpOTHBOMOKAa3aHMWs K HA3HAYCHUIO JIOOBIX TPYIIN aHTHOAKTEpHUATbHBIX
MpenapaToB OTCYTCTBYIOT.
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- Pexomenayercss ¢apmakoTepanus SKCTpAaNUpaMHUIHBIX HApYIICHUWH TNpenapaTaMu U3
IPYIIBl MUOPEIAKCAaHTOB IIEHTPAIBLHOTO ACUCTBH, maunueHTaM ¢ ['Al mo mokazaHusiM C IENbIO
KOPPEKLIMY HEBPOJIOTMYECKUI Hapyienuit [2, 16, 21, 55].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrapuu: [Ipenaparamu nepBoil ouepean Juisi KOPPEKIUU CIIAaCTUYHOCTH U MBILIEYHOM
JUCTOHMM sBIfeTcs OakaoeH ¥ Tpemaparbl M3 TPYNIbl HPOU3BOAHBIE OEH301HA3ENMHA
(mmasemaM’, KIOHA3emaM ), HAIpPaBIEHHBIE HA KOPPEKIHMIO T'€HEPATN30BAHHBIX M (DOKATbHBIX
muctoHuil.  Jloza nmpemapaToB MOAOUPAIOTCS  MHIUBUIYATbHO COIJIACHO  OOIICITPUHSITHIM
CTaHJapTaM TEpanmuy HEBPOJOTMYECKHX HapylleHui. MHTpaTekanpHOEe TpuMeHeHne Oakinodena™*
MOJKET OBITh MCIIOJIF30BAaHO NIPY BHIPAKEHHBIX AUCTOHUSAX U CIIACTUYHOCTH.

[Ipemapatom BTOpOi oOuepear MpPH BHIPAKEHHOM JUCTOHUYECKOM CHHIPOME CUHUTAIOTCS
npenapatrsl  JieBogonbl  (JleBogoma + [KapOumomal]**, Jleomoma + [bencepasun]**) wu
#Tpurexcuperuaun  [55], KoTopklil Ha3HAYAETCA JETAM B BO3pACTE CTaplIe 5 JIeT.

OOwenpuHATHI OPUHLMI HazHaueHus #1purekcupeHuauna** y nerell ¢ JUCTOHHMEH:
CTapTOBaTh C HHU3KOW O3Bl C TIOCTEIICHHBIM TMOBBIIICHUEM KaXAYI0 HEAETI0 10 YPOBHS
npuobau3uTenbHo 1-2 Mr/kr, pasgeneHHbIXx Ha 3 mpuema. HekoTopbIM mnanMeHTam MOryT
MOHAJOOUTHCS 00JIee BHICOKHE J03bI. JJTUTEIHHOCTD JICUSHHS OTIPENSISICTCS HHIUBUIYaTbHO — OT
HECKOJIbKUX HEJENb 0 HeCKOJbKuX MmecsieB [59]. HauanpHas nosa #rpurekcudenummma** ne
noJikHa npessimath 0,5-1 mr/cyr.

Jo3upoBku #Tpurekcudenununa** y nmered C JUCTOHHEH COTJIACHO TPOBEICHHBIM
WCCIIEIOBAHUSIM:

1-s menens: 0,05 mr/kr x 2 p/cyt

2-s aenpenst: 0,05 mr/kr x 3 p/cyT

3-s memenst: 0,1 mr/kr x 3 p/cyr

4-5 nepens: 0,15 mr/kr x 3 p/cyr

5-st Hepenst: 0,20 mr/kr X 3 p/cyT

6,7, 8,9 memenu — 0,25 mr/kr x 3 p/cyr [60].

W

1-s menenst — 0,2 MI/Kr/cyT — pazieJieHHbIC Ha 3 TIpreMa

2-st aenenst — 0,5 Mr/kr/cyTt — pa3zesieHHbIe Ha 3 mpuemMa

3-s Hepenst — 1,0 Mr/kr/cyT — pa3zeneHHbIe Ha 3 mpuemMa

4-5 wepens — 1,5 mr/kr/cyt — pa3aeneHHbie Ha 3 pueMa

5-st Henenst — 2,0 MI/Kr/cyT — pa3zesieHHbIe Ha 3 mpuemMa

6-s1 Hemenst — 2,5 MI/Kr/cyT — pa3zielieHHbIe Ha 3 mpuemMa

7-12-5 Henenu — 2,5 MI/Kr/cyT — pa3jielieHHbIe Ha 3 mpuema [61].

VY B3pOCTBIX C AUCTOHUEH H#TpUreKkcupeHuana** 0O0bIYHO HAYMHAIOT C J03bI 2 MI X 2-3 p/cyT
C MOCTEIICHHBIM TIOBBIIICHHEM Ha 2 MT KXyt 1-2 Hemenu (4aie Kaxkable 2 HeJelu), OOBIYHO 10
noctrkenus 21,5 mr [62].

[IpuMeHeHrEe aHTUXOJIMHEPTHYECKUX CPEJICTB CICAyeT OTPAaHHYMBATh B CBS3H C PUCKOM
MOSIBJICHUS WJIM YCYT'yOJICHUM KOTHUTHBHBIX M IICHXUUeCKUX HapymieHui [40, 63].

Crnenyer yuuThIBaTh, YTO BBIPA)KEHHAsI CMIACTHYHOCTh, TUIIEPKUHE3bI M JUCTOHUYECKHUE aTaKu
MOTYT TPUBOAUTH K BBIPQKEHHOMY OOJEBOMY CHHAPOMY M  OEJIKOBO-3HEPreTHYECKON
HE/I0CTaTOYHOCTH, KOTOPBIE, B CBOIO OYEPE/Ib, IPOBOLIMPYET YCUIICHUE JBUTATENIbHBIX HApYIICHUH.
Takum 06pa3oM, B KOMITJIEKC JICYEHUS] CIACTUYHOCTH U AUCTOHUN 00s3aTEIBbHO JOJKHBI BXOAUTH
MEPONpUATHS JUId NPEJOTBPAICHUS M KyNHpOBaHHMA OOJIEBOTO CHUHApPOMA M OEIKOBO-
SHEPreTUYecKoro Ae(UIINTA, C YUETOM JTUETUIECKUX orpaHndeHui [41].

- Pexomennyercs 6oTynuHoTepanus namuenTaM ¢ ['Al mo mokasaHHsIM ¢ IENbI0 KOPPEKIIUU
HEBPOJIOTMYECKHIA HApYIIICHUH (IMCTOHUM, criacTuaHocTH) [ 7, 16, 20, 39].
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VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KomMeHnTapuu: AJBTEpHATHBHBIM METOJIOM JICUCHHUS TSOKEIBIX (DOKAJIBHBIX JUCTOHUH W
CIIACTHYHOCTH  SIBNISICTCS.  BOTYNMHUYECKUIT TOKCHMH THIA A-TeMarrjiOTHHUH —KOMIUIEKC* ¥,
Borynuandeckuii TOKCUH THa A**.

Teparmust IPOBOUTCS AaHAIOTHYHO TAKOBOM IPH JETCKOM LIepeOpaibHOM Mapainye

- Pexkomenpayercs Tepanusi SHWIENTUYECKUX IMPUCTYNIOB C HHIMBUIYAIbHBIM IMOJ00pPOM
MIPOTUBOAMIWIECITUYECKUX IpenapaToB nauveHtaM ¢ ['Al ¢ nenpio KOppeKuMu CUMITOMAaTHKH |7,
16, 19, 20].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 5)

KoMMeHTapun: Onunentuyeckue IpucTybl BOSHUKAIOT Y HEOOJBIIOrO YKCia NAlMeHTOB BO
BpeMsi MJIM TOCJI€ IEPEHECEHHBIX FHIEPATUTONOJOOHBIX KPU30B, MOTYT OBITh OJTHOKPATHBIMHU U HE
MOBTOPATHCS B JalibHelIeM. B psne ciydaeB 3a snuieNTHYECKHE NMPUCTYIBl Bpayd OLIMOOYHO
MIPUHUMAIOT IpyOble THIIEPKUHE3bl U TUCTOHUYECKUE aTaKH.

Coobmaercs, uyto MoHOTepanusi ¢deHodbapouTaiomM™** u okckapbazenuHOM™* MOXKeT
KyIIUPOBATh JIHJIENTUYECKAE TPUCTYIBI Yy TAaNUEHTOB 3TOM Kareropuu [27, 28]. Opnako, B
OOJBIIMHCTBE  CIIy4aeB MPUMEHSIOT  MOJUTEpPANHi0  TaKUMU  MPOTHBOSIMICITUYECKUMU
mpernapaTamMi, — Kak  JieBeTHpaueram™*,  JaMOTpHIKUH,  TomupamaT**,  deHuTOoMH™*,
kapOamaszenua** u KioHazemam™* [42-47].

- He pexomenyeTcsi Ha3HAYCHHE TPEMApaToB COJICH BAIBIIPOEBON KUCIOTHI** marueHTam ¢
I'Al ¢ nenbio npeaoTBpalieHus yXYAMIEeHHs cocTosHus [2, 7, 16, 20, 21].

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMenTapun: BambmpoaThl BBIBOISTCS M3 OpraHM3Ma B BHJAE BaJbIPOWIKAPHUTHHA, YTO
HCTOIIAET pe3epB CBOOOJAHOTO KApHUTHHA U yrHETaeT paboTy AbIXaTeIbHOM IEMH MHTOXOHIPUU.
Hasnauenue npemaparoB BaJbIIPOCBON KUCIOTHI**, TAKUM 00pa3oM, He xKenaTeabHbl [21].

3.4.1. JleyeHue B nepmnog metabonnyeckoro Kpmsa

Heo0x0auMO MOMHHUTB, YTO OCTPbIM 3HLE(ATUTONOAOOHBIM KpU3 MOXKET DPa3BUThCA IPU
1000M HMH(EKIMOHHOM 3a00JIeBaHUM, BAaKIMHAUMK WIM XUPYPIrHUECKUX BMEIIATEIbCTBAX B
OCHOBHOM B BO3pacTe JI0 1ecTu JjeT. HacTopaxuparouumMy CUMIOTOMaMHU, CBUAETEIIbCTBYIOLIUMU O
Pa3BUTHM JEKOMIIEHCALIMU 110 OCHOBHOMY 3a00JI€BaHMIO, SBJISIOTCS: MOBTOPHBIE PBOTHI, AUapes,
HEBPOJIOTUYECKHE  paccTpoilcTBa  (MblII€YHAas  TUIOTOHUS/PUTHIIHOCTb, HOBBIIIEHHAS
BO30YAMMOCTb, MbILIIEUHAs TUCTOHMS, YTHETEHUE CO3HaHUs). Y AeTeil crapiie 6 JIeT pUcK pa3BUTHS
OCTpPBIX HEBPOJIOTUYECKUX HAPYLICHUI BO BpeMs KPU30B CHHMIKAETCS, YTO CBSI3aHO C MOBBIIIEHUEM
TOJIEPAHTHOCTH MO3ra K KoJe0aHMAM KHUCIIOTHO-ILEJIOYHOIO COCTOSHUSL U BO3JEHCTBHIO
TOKCHYECKUX METa00JIUTOB.

OCHOBHBIMU TpUITE€pPaMHU JEeKOMIleHcauuu (¢dakTopaMmy, BbI3bIBAIOIIME pacrnaj Oenka)
SIBJIIFOTCS

- 'ononanne

- NndexumonHsle mpoliecchbl, 0c0OEHHO MPOTEKAIOLINe CO PBOTOM, Anapeeit

- JIuxopanka (11060 3THONIOTHH)

- lnTeHcuBHBIE (pU3NYECKHUE YIPaXKHEHUS

- Hapymenue nuetsl (n30pITOuHOE OTpedIeHE OerKa)

HCO6XO,[[I/IMO MMPOBCACHUC TINATEILHON KINHAYECKON OIEHKH COCTOSHUS nmanueHTa, BKIIro4as
HU3MCPCHHUEC apTCPUATIBHOI'O JAaBJICHUA W OLCHKY KOMBI IIO IHKaJIC I'maszro npu MnoAao3pCHHUU Ha
pasBUTUC MeTa00JINYEeCKOTO KpH3a.

OCHOBHBIMU IIpUHIUITIAMU JICYHCHHA BO BpEMA BHHe(paHI/ITOHOI[OGHBIX KPH30B SBJIAIOTCA:

- BOCCTAHOBJICHHE KaTaOOJIUYECKOTO CcTaryca, IMyTCM Ha3HAUYCHUA BLICOKOSHCpFCTH‘-ICCKOfI
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nH(Y3UOHHOU Tepanuu (IeKcTpo3a™*™* B coueTaHnu C HHCYJIMHAMU U X aHAJIOTAMH);

- OrpaHHYeHHE OOpa30BaHMS OPraHUYECKUX KHUCIIOT, MyTeM CHI)KCHHUS MOCTYIUICHHs Oenka
HaTypaJIbHbIX MPOAYKTOB WJIM IOJIHOE UX HMCKIIOYEHHUE (II0 BO3MOKHOCTH B Te€deHHME 24 4acoB
UCIIOJIB3YIOT TOJIBKO CHECIHUAIN3UPOBAHHbBIE IPOAYKTHI HA OCHOBE cMeceil aMMHOKHUCIOT) [28];

- BBE/ICHHUE BBICOKOJIO3HOTO JIeBOKapHUTHHA;

- BOCCTAHOBJIEHUE KHCJIOTHO-II[EJIOYHOIO COCTOSTHUS KPOBH.

[TonpoOHbIe KIMHIYECKHE U JTa00paTOpHBIC TIOKA3aTEeN MPUBEICHBI B pHtoskeHun ['7.

- Pexomennayercs KOppeKUMsI NAaTOI€HETUYECKOW JMeToTepanuu U J03 JIEBOKapHUTHHA
narieHTaM ¢ ['Al B mepuos MeTaboIM4ecKkoro Kpusa ¢ IeNblo ctadbuinm3anuu coctostaus [ 7, 19,
20].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

Kommenrtapuu: HeoTnokHas Tepanus JODKHA HAUMHATHCS HEMEJIEHHO U IMPOJOJDKATHCA
Bechb nepuoj (eOpuabHOM JMXOpaaKH, TIOCIE BaKLUMHALMU, OO U TIOCJIE XUPYPTHYECKOTro
BMEINIATENIbCTBA, 0COOCHHO Yy MAllMEHTOB B BO3pacTe 110 6 JieT.

Haznauatot BbicOk0103HbIH JIeBOKapHUTHH 150-200 mr/kr/cyTku (npunoxenue ['7)

JleBokapHUTHH BBOJAWUTCSA BHyTpuBeHHO — 150-200 mr/kr/24 4 B BHjae 2-4 pa3jelbHBIX JI03
win 6ontocHo mo 100 mr/kr B TeyeHwe 30 MUHYT ¢ MOCIEAYIOIIEH MeAJeHHOW BHYTPHUBEHHOMN
uH(py3uei no 4 Mr/kr/4. (MakcuMaibHas 103a 6 I/cyT).

Ecnmu BHYTpMBEHHOE BBEIIEHHE HEBO3MOXHO, BO3MOXKEH mNepopalibHblid mpuem 200
MT/KT/CYTKH JpOOHO.

- Pexomennyercs wH(py3nOHHas Tepanus B cCTampoHape mnamueHTam ¢ ['Al B mepwon
MeTaboJIMYEeCKOro Kpu3a C LEJIbI0 MPENOTBPALICHHS] Pa3BUTUS TSHKENbIX HEBPOJIOTMUYECKUX
Hapymenwii [7, 19, 20].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: [Ipu nosiBaeHun y 60JIHOTO PBOTHI, MOBBHIIICHUS TEMIIEpAaTyphl BbIlie 38,5
°C, HEBPOJIOTHUYECKUX PACCTPOMCTB MOKa3aHa CpOYHas TOCHUTANIM3alMs B cTalroHap. OCHOBHbBIE
NPUHIIAITEl MHTEHCUBHOMW TEpanuy B YCJIOBUSAX CTallMOHapa mpenctasieHsl B [Tpunoxennu I'7 [54].
PanHee Hayallo WHTEHCHBHOIO JIEYEHMSI TIO3BOJISIET MPENOTBPATUTH PA3BUTUE  TSKEIBIX
HEBPOJIOTHYECKUX HAPYIICHHWH Yy OOJbpIIMHCTBA ManueHToB ¢ 'Al. BHyrpuBeHHas wHGYy3HOHHAs
Tepamnusi BKJIIOYAET PacTBOp AEKCTPo3bl™* mu3 pacuera §-15 r/Kr/cyr, MHCYIMHOTEPAINHUIO MPU
runeprivkemun (Bbime 10 mmonb/n) w/mnu rmoko3ypuu. He cineayer Bo3MemiaTh MOTEpU
KHUIKOCTH 33 CUET SHTEpAIbHOrO muTanus (cM. mpuiiokenue ['7) [28].

Nnudysnonnas tepanus BKIOYALT:

- BayrpuBenHoe BBeneHHe IEKCTpO3bl*™* u3 pacuera 8-15 mr/kr/cyrku (IIpunoxenue I'7). B
cllyyae THUIOTJMKEMUU — HEMeAJeHHOoe BBeneHue nekcTposbr** 200 wmr/kr (2 mu/kr 10%
nekcTpo3bl** win 1 mi/kr 20% aekcTpo3er**) B TeueHHe HECKOIbKUX MUHYT.

- BuyrpuBennoe BBenenue JleBokapuutuna 150-200 wr/kr/cytku. IIpeamodrurensHO
pa3BoauTh JIEBOKapHUTHH pAcTBOPOM JEKCTPO3BI™* WM J100aBUTH B CYTOUYHYIO HH(Y3HIO
JEKCTPO3BI**,

B nepuon meraboanueckoro kpusa He0OX0AUM MOHUTOPHHI KIMHUYECKUX U JJAOOPATOPHBIX
nokaszaTesnieil (KHCIOTHO-IEIOYHOTO COCTOSHUSI KPOBH, TJIFOK03a, HJIEKTPOJIUTHI (KaJui, HATpUH,
KaJbIIMA MOHU3UPOBAHHBIHN, XJIOp) KaXkble 4-6 4acOB WM PaHbIIE MPU HATUYUU YXYIIICHUS WU
yAy4IIeHU cocTosHUs manueHTaM ¢ 'Al B mepuoa MeTaboJIM4eckoro Kpu3a ¢ IENbI0 OLEHKU
COCTOSIHUS M CBOEBPEMEHHON KOPPEKLIUU TEPAIINU.

- PeKOMeH,Z[yeTCH MNPUMCHCHUC aMHWHOKUCIIOTHBIX cMeceit 0e3 NMu3HMHa U TpI/IHTO(I)aHa (I/IJ'II/I C
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HU3KUM COJiepKaHueM Tpunrtodana) BceM manueHtam ¢ ['Al B mepruoa MeTaboIMuecKoro Kpusa ¢
[ETbI0 BOCIIOJIHEHUS TOTPeOHOCTH B OENKe 3a c4eT OEIKOBOTO SKBHBAJICHTA 0€3 MaTOrCHETUYECKU
3HAYMMBbIX aMHHOKHUCIIOT [28, 55].

YposeHsb yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTENIbCTB — 5)

KommenTtapun: [lpu HEBO3MOXXHOCTHM MEpPOPATILHOTO TMpHeMa CMECH PEKOMEHIOBAHO
KOPMJIEHUME 4Yepe3 Ha30racTpalbHbIl 30HA. [IpuMeHeHMe ChnenHalu3MpOBAHHOW CMECH Kak
€IMHCTBEHHOTO MCTOYHHKA O€JIKa BO3MOKHO B TedeHue He Ooiee 48 yacoB, [ajiee B IUTAHHE
HEO0OXOIMMO BBEJICHHE MCTOYHUKOB HATypajdbHOro Oenka (rpyaHOE MOJIOKO, MOJIOYHAS CMECh U
np.). Pacuer cornacHo npusosxenuto 6.

- Pexomenpayercs npu pBOTE IPUMEHATH IPOTUBOPBOTHBIE cpeAcTBa #OHIaHCETPOH** B 1036
0,1-0,15 Mr/kr/cyTkn) B BO3PACTHBIX J103aX C IEJbI0 KyUpoBaHus cumnToma |55, 56, 57, 58].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: [Ipunoxxenue ['7. Bo3MOXXHO pUMEHEHHE IPYTUX MpernapaToB, 001a1at0mmnx
MIPOTUBOPBOTHBIM JICHCTBHUEM B BO3PACTHBIX JIO3UPOBKAX.

- PexomeHtyeTcss mpu OTEUHOM CHUHApPOME JerujparanroHHas tepanus dypocemunom™* B
BO3PACTHBIX J103aX M0 KIMHUYECKON CUTYAIMH C IebI0 HOPMaIH3aluy BOJHOTO Oananca [55].
Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

4. MeauvumnHckasn peabunutaums, MeaULIMHCKue nokasaHus ]
NPOTMBONOKa3aHMA K NPUMEHEHUI0 MeToA 0B peadbunurauum

- Pexomennyercs ywacThe crenuanucra no (usuueckoid peadWIMTAaluU TMpU BEACHUU
naneHToB ¢ ['Al 1  KOppeKUUH HEBPOJIOTMYECKMX HApyUIEHH 10 THUIYy JETCKOTO
1uepeOpanbHOTO Mapajinya, MEAMIMHCKOTO TICHXOJiora M Je(eKTojiora C IeNbl0 MPOBEACHUS
[ICHXOJIOTO-TTearornuecKoi Koppekuuu [21, 28, 48].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KommenTtapun: PeaOunurtanuonasie  MeponpusiThss manueHtam ¢ ['Al  mpoBogsTcs
AQHAJIOTMYHO MAlUEHTaM C JIETCKUM IiepeOpaibHbIM HapaindoM. Beibop Merona peaOuiutaiuu
OCYILIECTBIISIIOT MOCJI€ MOCTAaHOBKU PeabMIMTAIIMOHHOTO JMarHo3a ¢ y4eToM peadHIUTAlMOHHOTO
MOTEHIIMaja Ha OCHOBaHWM MexayHapoaHoW kiaccuukanuu ¢yHkimoHupoBanus (MKO).
Lenbio peaOMIUTAlMOHHBIX MEPONPUATUHN SBIISETCS yAydllleHHe PYHKINOHAIBHBIX BO3MOXHOCTEN
pebeHKa, CHIKEHHE AaKTHUBHOCTH MATOJOTMYECKMX TOHUYECKUX U JAOUPUHTHBIX peQIIeKCcOB,
yCTpaHEHHE [MAaTOJIOTUYECKUX CHUHEPruidl U CHACTUYHOCTH, MNPOQPHIAKTUKA OPTONEIUYECKUX
OCIIOKHECHU.

bonbmioe yncno peaOMIMTAMOHHBIX METOJIUK (PM3UUECKOM HaNpaBiICHHOCTU CTUMYIMPYET
JBUTAaTEIbHYI0 AKTMBHOCTb M YCWJIMBAECT CEHCOPHBIM IIOTOK, KOPPUTHPYET I030TOHUYECKUE
YCTaHOBKH, IBUT'ATEIbHbIE MOTUBALIMOHHBIE U KOTHUTUBHBIE HAPYILICHHUS.

OCHOBHBIMU ~ HAIlPaBJICHUSAMHU peaOUIMTALUU  SABIAIOTCS: (u3Mueckas peadMiInMTanus
(ITpouienypsl, HampaBiIeHHbIE Ha YMEHBIIEHUE CIIACTUKH, Y CIYTU 10 MEIUIMHCKON peaduIuTanuu
naiueHTa ¢ 3a00JIeBaHUSAMHM LEHTPAIbHOW HEPBHOW CHCTEMbl KHMHE3WTEpamus, B T.4. JeyeOHas
TMMHACTHKa, aJanTUBHBIA crnopT (JleueOHas ¢uskynpTypa mpu 3a00JieBaHUAX IEHTPAIBHON
HEPBHOI cHCTeMBbl U TOJIOBHOrO Mo3ra. JleueOHas ¢u3KyIbTypa Npu 3a00JeBaHUSAX LEHTPAIbHOM
HEpBHOHM cHCTEeMBl M TOJOBHOTO Mo3ra B OacceifHe YmpaxHeHHs JedeOHOM (U3KYIbTYpOH,
HanpaBJCHHblE Ha yMEHbIIEHUE cracTuku, JledeOHas ¢u3KynpTypa npu adasuu, IU3apTpuu,
VYenyru mo MEIUIIMHCKOM peabuiuTanuu JAeTeil ¢ HeBpOJOTHYECKUMHU 3a00JI€BAHUSMHU METOAaMHU
NPUKIAJAHON KuHe30Tepanuu), Mmaccax (Maccax npu 3a00JeBaHUSAX LEHTPAIbHON HEPBHOU
CHCTEMBI), amnmaparHas (u3nueckas peaOWIMTalusi C HCHOJIb30BaHHEM (U3NYECKUX (aKTOPOB
(37EKTpO-, MarHUTO-, yAbTPa3BYKOBas Tepanus, Bo3nelcTBUE NepeMEHHBIM MAarHUTHBIM IOJIEM
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(ITeMII), MexanoTepamusi npu 3a00J€BaHUSAX LIEHTPAIBHON HEPBHOM CHCTEMBI U TOJIOBHOT'O MO3Ta,
PoGoTu3upoBanHass MexaHoTepamuss Hpu 3a00JeBaHHUSAX I[EHTPAJbHONM HEPBHON CUCTEMBI U
TOJIOBHOTO Mo3ra, JleueOHast (u3KylbTypa € HCIOJIB30BAHHEM AallapaToB U TPEHAXKEPOB IIPU
3a00JIeBaHUAX LEHTPAIbHOW HEPBHOW CHUCTEMbI M TOJOBHOTO MO3ra, [ MApOKMHE3UTEepamus mpu
3a00JICBaHUAX IIEHTPAJIbHON HEPBHOW CHCTEMBI M TOJOBHOTO MO3ra, KOppekius HapymeHHs
JBUTaTe€IbHON (YHKIMM MPU MOMOIIM OuoJioThdeckoil oOpaTHO cBsizu, Koppekuus HapyuieHus
JBUTaT€IbHOM (QYHKIMM C MCIOJIb30BAHUEM KOMIIBIOTEPHBIX TEXHOJIOTH), KOHCEPBAaTHUBHOE
OpTOIEANYECKOE JIEYEHHUE C UCIOJIBb30BAHUEM IOCTYPAIBHOTO MEHEIKMeHTa U opTe30oB (Ilocobue
110 BOCCTAHOBJICHHIO MMO30CTaTHYeCKNX (PyHKIMH, InHaMu4eckas IpOIPHOKOPPEKIHUS, Y CIyrH 1Mo
MEUIMHCKON peaduiauTanuy JeTed ¢ HEMpOoOopTONeIuYecKOd MaTOJOruell MEeToAaMu JIeueOHOro
TEUNUPOBAaHUS, YCIYyrd MO OOCIYyKHBaHMIO OpPTOINEAUYECKUX Mpucnocobnenuii, Koppekuus
CbEMHON OPTOINEAMYECKON KOHCTPYKLHMHU), Koppekuuto aucarun (JleueOHas Qu3KyiIbTypa mpu
mucaruu, MuaauBunyanbHOE 3aHsATHE JeueOHOW (Gu3KynbTypoil npu nucharuu, TpeHupoBka c
O0MoJOrMYecKkoi 0OpaTHOW CBSI3bIO MO 3JEKTpOMUOrpaduu MpH AUc(aruu), MeIUKO-TICUX0JI0ro-
[IEJarOTUYECKAE  PA3BHMBAIOLIME  CONPOBOJMUTEIBHBIE  TEXHOJIOTMM,  aJanTalus  Cpelsl
(Heitporicuxonoruyeckas peadumurarust) [49].

- Pexomenayercss KoHCyinbTauuu Joromena nanueHtamM ¢ ['Al ¢ uenpo nmpoBeneHUs
MEpPOTIPUATH, HAIPaBJIEHHBIX HA YIyYIllIeHWE PeYeBBbIX PYHKIUN U Koppekuuu aucdaruu [21, 28,
48].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KomMeHTapuii: MOryT NpUMEHATHCS: MEAMKO-JIOTONEeINYECKOE HCCIEI0BaHUE MPH
mucarun, Menuko-noroneauyueckoe HucciaenoBaHue Mnpu  adasuu, MeauKo-JIoroneanyecKoe
HCCIIeIOBAaHUE TpU AU3apTpuH, Meauko-moronenuyeckas mnpoueaypa npu aucharuu, Memauko-
joromnenuyeckas npoueaypa npu adasuu, Meauko-noroneanyeckas mpoueaypa Mpu AU3apTPHH,
Menuko-noroneaudeckass —~ TOHAJIBHO-PUTMHYECKass — mpoueaypa,  Meauko-ioroneandeckas
MPOLIEYpa C UCMOJIb30BAHUEM MHTEPAKTUBHBIX HH()OPMAIIMOHHBIX TEXHOJIOTHH.

5. NMpocdmnakTnka n gucnaHcepHoe HabnwaeHne, MegULMHCKUE MOKAa3aHUA U
NPOTMBOMNOKa3aHUA K NPUMEHEeHUI0 MeTOA0B NPodunakTMKm

5.1. NMpodunaktuka

- PexomeHmyercs TiepBUYHAs W TOBTOpPHAs KOHCYJIbTAIlMs Bpada-TeHETHKAa II0CIIe
yCTaHOBJIeHUsT auarHo3a ['Al mamueHTy WM ero O(UIMAIBbHBIM MPEJACTABUTEISAM C IIEJIbIO
pa3bsCHEHUN  TEHETHMYEeCKOro  pUCKa, OOCYKIEHHS  BO3MOXKHOCTEH  NIpEHATaIbHOH |
MPEUMILIaHTAIMOHHOM quarnocTrku [50].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTapuu: [Ipodunakruueckue Mepbl BKJIFOYAIOT MEIUKO-TE€HETHYECKOE
KOHCYJIbTUPOBAHWE M IMPEHATaJbHYI0 JIHATHOCTHKY, KOTOpas MPOBOJUTCS C IOMOIIbIO
MOJIEKYJISIPHO-T€HETHYECKOT0 McclieoBaHus OuonTara xopuoHna [2, 15]. HeonaranbHbIN CKpUHUHT
B P® na I'Al He npoBoauTCs.

- PexomengoBaHo mamueHtaM ¢ ['Al mpoBoauMTh NPOMUITAKTUYECKYIO BaKIMHAIMIO T10
HAI[MOHAJILHOMY KaJICHapI0 MPUBUBOK C COONIOJICHUEM MeEp MPEIO0CTOPOKHOCTH, B TOM YHUCIIC, Ha
(GOHE CTPOroro BBHITIOJHEHUS JUETHUYSCKMX M JICUCOHBIX Ha3HAUCHHWH C TENbl0 (OPMUPOBAHHMS
WMMYHHOM 3alIUThI OpraHu3Ma OT UHPEKIUI ¥ MPEIOTBPAIICHUS Pa3BUTHS dHIIE(DATUTOIOA00HBIX
kpu3oB [7, 40].

YposeHs yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMMmeHTapuu: BaKIMHAIIMIO 1EIeCO00pa3HO MPOBOIUTH CIEIHATUCTAMHU, UMEIOIIMMHU OITBIT
paboThI C MAIMEHTAMH C META00TMYECKIUMHU OOJIC3HSIMHU, WITU TTOJT UX KOHTPOJIEM.
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B mocTBakiMHANBHOM MEPUOJE CIEAYeT NPUCTAILHO HAOMI0AaTh 3a HPUBUTBIMU C
NOBTOPHBIM M3MEPEHHEM TEMIIepaTypbl Tela, YTO HEOOXOMUMO JUIs HEe3aMEeTUTEIbHOTO
HA3HAYEHUS >KAPONOHMKAIOIIEH Tepanuyu IpU JMAarHOCTUpoBaHMM juxopaaku > 38,5 °C,
(mapaneramon** wumu, uOynpoden**). Kaxmpie 2 uaca HEOOXOIMMO TMOBTOPHO OIEHUBATH
COCTOSIHWE CO3HAHUS MallMeHTa, OKa3aTeIl TEMIIePaTyphl Tela U YCBOCHUE KOPMIICHUS] peOCHKOM.
Ecnu poauTeny mNpoNUIM COOTBETCTBYIOIIYIO MOJIrOTOBKY, PAaCTBOPBI MabTOACKCTPUHA WM
COINOCTaBUMBIC YIJICBOJHBIC NOOABKM MOYKHO BBOJHUTH MEPOPAJIbHO WM UYepe3 Ha30racTpajbHBIH
30H]I, FACTPOCTOMY HJIU CFOHOCTOMHUIO ISl 00ECIICUCHHUS TOCTATOUYHOrO 3araca sHepruu [28].

5.2. AucnaHcepHoe HabniogeHue

- PexomeHtyercst onpezieieHue KOHIIEHTpAallud aMUHOKHUCIIOT B KpoBH y nauueHToB ¢ ['Al ¢
1EJIBbI0 TPOGUIIAKTUKY HEIOCTATOYHOCTH TuTanus [19, 21].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: OObIYHO oOmpeAesieHne aMUHOKHCIOT B Ila3Me€ KpoBH marmeHTam ¢ ['Al
MIPOBOJIUTCS C YaCTOTOM: Kakaple 1-2 Mecsla manueHTaM J0 Tofa, Kaxaple 3-6 mecsieB y neten
wiaame 6 Jser, Kaxable 6-12 MecsaueB mnamueHtaM crapme 6 Jjer. OnpenesieHue ypOBHSA
TpunTo(aHa u JM3MHA HA3HAYAIOT BCEM MallMeHTaM IIPU BOSHUKHOBEHUHU MIPOOJIEM C MUTAHUEM (CM.
[Ipunoxxenne ['8. buoxumudeckuii 1 MHCTPYMEHTAJIBHBIM MOHUTOPHUHT NAMeHToB ¢ ['Al).

- Pexomenpayercst uicciienoBanue ypoBHs CBOOOJHOTO KAPHUTHHA M AIUJIKAPHUTHHOB B KPOBU
BceM mnareHTam ¢ ['Al ist BBISIBICHUS BTOPUYHON KAPHUTHHOBOW HEJOCTATOYHOCTH [28].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: OOBIYHO HcCCI€IOBAaHUE YPOBHS CBOOOJHOTO KapHUTHHA B KpPOBU U
AllWJIKADHUTHHOB B KpOBWM TNanueHtam ¢ ['Al mpoBoauTCa € 4YacTOTOM: Kaxaple 2 Mecsua
MalMeHTaM JI0 ToJia, Kakaple 3 Mecsda ImanueHTtaM oT 1 roga jgo 6 Jet, Kaxaple 6-12 mecsies
nanueHtam crapme 6 ser (cm. [lpunokenwe ['8. buoxumudeckuid W HHCTPYMEHTATBHBIN
MOHUTOPHHT TaneHToB ¢ ['Al). Heo6xoqumMo OTMETHUTBH, YTO yPOBEHb AlMIKAPHUTHHOB MOXKET
MOBBIIIATHCS IPU Ha3HAYeHUH JIeBOKapHUTHHA.

- Pexomennyercsi peryispHbIi KOHTpOJIb OO0IIero (KJIMHHUYECKOr0) aHajdu3a KpPOBU BCEM
MaIyeHTaM ¢ eJIbI0 MOHUTOPHUHTa HYTPUTHBHOTO cTaryca [28].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTapun: O0b19HO 00mIMH (KIIMHUYECKHI) aHaTW3 KPOBH nareHTam ¢ ['A1 npoBoauTcs
C YacTOTOM: KaXKble 6 MECSIEB MalueHTam 10 6 JeT, Kaxaple 6-12 MecsieB maiuenTam crapuie 6
net (cMm. [Tpunosxxenue I'S. bruoxumuueckuil 1 THCTPyMEHTAIbHBIA MOHUTOPUHT ManueHToB ¢ ['Al).

- Pexomennmyercs BceM malnMeHTaM MPOBEJICHUE aHalM3a KPOBU OHOXMMHYECKOTO
o0IeTepaneBTUYECKOro (CoepKaHue TIIFOKO3bI, MOKA3aTeN KHUCIOTHO-OCHOBHOTO PAaBHOBECHS,
obmiero Oenka, OenkoBbIX (pakuuii, anpbOymuHa, C peakTUBHOro Oenka, oOuiero OunIMpyOHHA,
XOJIECTEPHHA, TPUTIHMLEPUAOB, JTHIIONPOTEHUIOB HU3KOM W BBICOKOW IUIOTHOCTH (HMCCIIEIOBaHUE
YPOBHSI  JIUIONPOTEMHOB B  KPOBM), IIENOYHON Qocdara3pl, KpeaTHHWHA, MOYEBUHBHI,
anannHaMmuHoTpaHchepassl (AJIT), acnapraramuHoTpancdepassl (ACT), kpeatuHpochokuHasbl,
KaJblMsg OOILEro M HOHU3MPOBAHHOIO, HATpHs, Kalus, HeopraHudyeckoro Qocdopa, xernesa,
deppuTHHA, MarHus) C IEJIbI0 OLEHKHM COCTOSHHUS TII€YeHM, IOoYeK, OajlaHca BaKHEMIIMX
HYTPUEHTOB TNpHU AUETOTEPaINUH, KalblUeBO-(hocHOpHOro oOMEHAa W BBISBIECHHUS OTKIOHEHHH
Ba)XHBIX OMOXUMHYECKUX MIOKa3aTeNel s nanpHenel koppekuuu [21].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKAa3aTENbCTB — 5)

Kommenrtapun: OOGBIYHO HCCIeI0OBaHUE YPOBHS albOyMHMHA B KPOBM HA3HAYaAIOT MallMEHTaM
IpU BO3HUKHOBEHHH IpobieM ¢ mutaHueM. MccienoBaHust ypoBHS Kaublusi, (ocdopa Kposw,
MEYEHOUHBIX TpPaHCAMHMHA3 TMPOBOJMTCA C YAaCTOTOM: KaxkJple 3 Mecslla HalMeHTaM A0 Toja,

18 n3 45


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgauum — mytapoBas aumaypusa tun 1 — 2021-2022-2023 (30.08.2021) — YTBepxaeHbol MuHsgpasom PO

KakJiple 6 MecsIeB nanueHTam ot 1 roga no 6 jer, kaxple 12 mMecsleB nauyMeHTam crapiie 6 Jiet
(cm. [Ipunoxenue I'8. buoXxuMu4eckuili U MHCTPYMEHTAIBHBIM MOHUTOPUHT NAMEHTOB ¢ ['Al).

- Pexomenpayercs mnpoBeneHHe 00mIero (KJIMHUYECKOIO) aHajiu3a MOYM BCEM IIAlIMEHTaM C
I'Al ¢ 1enbio KOHTPOJIS TA0OPAaTOPHBIX MOKa3atesei [ 7, 34].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTtapun: OObI9HO 00U (KIMHAYECKUH) aHAIN3 MOYH nareHTam ¢ I'Al npoBoautcs
C YaCTOTOM: KaXJIble 6 MECSIIEB MalMeHTaM JI0 6 JIeT, Kaxbie 6-12 MecsIeB manueHTam crapiie 6
net (cM. [Tpunoxxenue I'8. buoxumuueckuii 1 THCTpyMEHTaIbHBIE MOHUTOPUHT ManueHToB ¢ ['Al).

- PexoMeHayercs IpoBeAeHUE HEMPOPAIHOJIOTMYECKOTO HMCCIENIOBAHMS TOJIOBHOTO MO3ra
(MPT/KT ronoBHoro mo3ra) nanuentam ¢ ['Al mo mokazaHusM ¢ 1eJbl0 BU3yaTn3alui H3MEHEHHI
rosioBHoro mo3ra [29, 30].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNIbCTB — 4)

KommenTtapun: OObIYHO HEWPOPAAMOIOTHUECKOE MCCIEI0BAHUE TOJOBHOIO MO3ra MPOBOJST
ManueHTaM NPy YCTaHOBJIEHUM JAMArHO3a, a TaKKe IMOCJe MepPEeHEeCeHHOro 3HIe(hatuTonoa00Horo
Kpu3a, TMOSBICHUS MPOrPECCUpPYIOIIE HEBPOJIOrMYECKOW CHMITOMATUKM TpPU OTCYTCTBUHU
npotuBonoka3anuii (cMm. Ilpunoxxenue I'S8. bruoxumuueckuid ¥ MHCTPYMEHTAIbHBIH MOHUTOPHHT
nanueHToB ¢ ['Al). Hapko3 no noka3aHusiM.

- PexomeHayercs  umccienoBaHME ~— MMHEPAIBHOM  INIOTHOCTHM  KOCTHOM — TKaHU — —
(Pentrenonencuromerpusi) y nanueHToB ¢ ['Al 1y AMarHOCTUKYM OCTEOTIEHUH, BBISBIICHUS TPYIITIHI
pHCKa 110 OCTEONOPO3Y U NPUHSITHUS JieueOHO-TIpodumakTHueckux Mep [21].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTapuu: [IpoBoauTcs nanueHTam ctapiie S JeT 1Mo MOKa3aHHUIM.

- Pexomennyercs mpoBeaenue sinektposHiedanorpabun (O3I) mammentam ¢ ['Al mpm
HAJIMYUHU HEBPOJOTHYECKON CHMIITOMATHKHU JIJIs BBISBJICHUS SMIJICIITHYECKON akTuBHOCTH [ 7, 35].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmentapuu: B Tom yncie 931" ¢ BUACOMOHUTOPUHTOM. [Ipu OTCYTCTBUU MPUCTYNOB — HE
pexe 1 pasa B roJi, mpu HATMYUH STUICTITUYECKUX TPUCTYIIOB — MO MOKA3aHUSM.

- Pexomenpayercss mpoBeneHue yiabTpa3BykoBoro uccienoBanus (Y3UM) opraHoB OpromiHo#
moJtoctd manueHTaM ¢ ['Al 11st BeIsSIBJIEHUS maToJioruu rnevyenu [36, 52].

VYpoBeHb yoeauTenbHOCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTtapuu: KpaTHoCTb IpH OTCYTCTBUU U3MEHEHHH — He pexe 1 pas3a B Tof, pH HaJIU4UU
MATOJIOTUU TICUEHU — IO TIOKA3aHHSIM.

- Pexomenpgyercss mpoBeleHHE OQTAIBMOCKOIMHM TAIMEHTaM C IIeJbI0 CBOCBPEMEHHOTO
oOHapyxeHHs opTaabMoJIorudecko naroyoruu [38].

VYpoBenb yoeautenbHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KommenTtapun: KpaTHOCTb IpH OTCYTCTBUU U3MEHEHHH — He pexe 1 pa3a B Tof, pH HaJTUYUU
MATOJIOTUU — TIO TIOKA3aHHSIM.

- Pexomenayercs mnamuentam ¢ ['Al mpoBeaeHue KOpPpeKIMM Je4yeOHOro MNHUTaHHUsS WU
CHUMIITOMAaTUYECKON Tepamnuu ¢ LENbl0 UCKIIOUEHUS OEIKOBO-IHEPreTUUecKO HEeJ0CTaTOYHOCTU
[1, 3,7, 18,1, 20]

VpoBeHb yoeauTenbHOCTH pekoMeHaluii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — D)

Kommenrtapuu: Koppekiuio querorepanuu MpoBOJAT Bpauyl-TeHETUKN UM BPayH-HETOJIOTH
c yactoToii 1 p/Mec Ha 1 rony *u3nu, nanee 1 p/3 mec u no nokazanusm a0 3 net; 1 p 6 mec nocie
3 ner [50, 51].
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- Pexomennyrorcss npu HaOnroneHuH manueHToB ¢ I'Al ¢ menpio KOPpeKUUH Teparuu |
JMHAMHYECKOTO MOHUTOPUHTA MPUMEHSTh MYJIbTHIUCIUILTHHAPHBINA TIoaxox [28].

VYpoBeHb yoeauTenbHOCTH pekoMmeHaauii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapuu: moxasaHsl IEpBUYHBIE M ITOBTOPHBIE KOHCYJIBTALIMM Bpada-reHETHKa, Bpada-
o(ranemoriora, Bpaya-HEBpOJIOra, Bpada-AUETOJIOTa, Bpada-KapIuoJjora, JIoroneaa-aedeKroiora,
Bpaua-Hedposora, MEUIUHCKOTO MICUX0JIOTa, Bpadya-opTolle/ia, Bpaya-rneanarpa, Bpadya-TeparneBTa,
Bpaua-HeHpOXUpypra, Bpada-xupypra, Bpada-odraipmorora, Bpada-JIOK, a takxke Bpaueil apyrux
cnienuanbHOCTed manuentam ¢ I'Al, uMeronM HapymeHus GyHKIUNA COOTBETCTBYIOIIUX OPTaHOB
u cucreMm [1, 2, 7].

- Pexomenpayercst o6s3aTenibHOE HAOIOIEHNE Bpaya-HEBPOJIOra BCEM MallMeHTaM JJisl OLEHKU
TSOHKECTH HEBPOJIOTHYECKUX HAPYIICHHUH U MX TOCIeaAyoIei koppekuuu [2, 7, 16, 19, 20].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: YacTbIMi HEBPOJIOTUYECKUMU OCTIOKHEHUSAMH ['A1 aBnstoTcs:

- DJKCTpanmupamMujaHble HapylieHus (Oonee ueM B 95% ciydaeB, pa3BUBAIOTCA IIOCIE
MIEPEHECEHHOT0 OCTPOr0 TOKCUKO-METa00INUYECKOTO KpU3a);

- SMUIIENTHYECKUE TPUCTYIBI (4-40%);

- cyonypanbhbie kpoBomsnusiaus (10-30%);

- IBYCTOPOHHHE apaxXHOUJAIbHbBIE KUCTBI

- Pexomennyercs oOydeHre poAuTeNiel TpaBuiIaM OpraHU3aIluy TeParui B MEKIIPUCTYITHBIA
MEPUOJ ¥ B TIEPHOJT YTPO3bl META00TMYECKOTO Kpr3a manueHToB ¢ ['Al ¢ 1enpio mpeaoTBpanieHus
Pa3BUTHUS MOBTOPHBIX HIIEPATUTONOT00HBIX KpH30B [55].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommentapun: V poaurteneir pebOeHKa Bcerga JODKHA OBITh MaMsATKa € YKa3aHHEM
HEOTJIOKHBIX MEPOIPHUATHI B NEpUoJ HauuHaromerocs: meradonnyeckoro kpusza. B Ilpunoxenuu
I'9 npuBeneHbl MepONpPHUATHS, HAMpaBJICHHbIE HA MPEAOTBpAIICHUE Pa3BUTHS IMOBTOPHBIX
sHIIe(haTUTONOJ00HBIX KpH30B [7, 20].

6. OpraHusauusa okasaHMA MeAULMHCKOW NoMoLUn

NMoka3aHusa Ans nnaHoBoOM rocnutanun3auimm B MEAULNHCKYHO OpraHu3auuio:

1. mpoBejeHUE NUATHOCTUKH W JICYCHHUsS, TPEOYIOIIME IMPOJOJDKUTEIBHOTO (IHEBHOE WIIH
KPYIJIOCYTOYHOE TpPeObIBAHUE) MEIMIIMHCKOTO HAONIONCHHUS W  MOHUTOPUHTA  KIIMHHUKO-
1a00paTOPHBIX MOKA3ATEIICH;

2. HeoOXOJMMOCTh TMPOBEACHUS PAa3IUYHBIX BHJIOB O3KCIIEPTU3 WM OOCICIOBaHUS B
MEJIUIMHCKOW OpraHu3aluy MPH HEBO3MOXKHOCTH MPOBEACHUS UX B aMOYJIATOPHBIX YCIOBHUSX (B
TOM uncie odopMileHHe 3aKITI0UeHUs (peepaabHOro KOHCUINYMa/BpaueOHOM KOMUCCHH).

MokasaHusA Onsi 3KCTPEHHOM rocnuTanMsauMm B MeQULMHCKYIO OpraHM3auuio:

1. OCTpBIC YIpOXaromue i XKU3HU WU PA3BUTUA OCIOXKHEHUN COCTOsAHHUA, B TOM 4YHUCIC
MeTa6OHHqCCKHﬁ KpH3, Tpe6y10H_II/IC HCOTJIOXKHOTI'O JICUCHUA, B TOM YHCIIC UHTEHCUBHOM TCpalunu, a
TAKKXC KPYIJTIOCYTOUYHOI'0O MCIUIUHCKOT'O Ha6J'IIO,Z[eHI/II/I U TPOBCACHUA CIICHHUAIBHBIX BHIOB
O6CJ'ICI[OBaHI/I$I " JICUCHUA.

MNoka3aHuA K BbINUCKe NauueHTa U3 MeAULMHCKOW opraHusauum:

1. oTcyrcTBHE Yrpo3bl JUIS JKU3HU MAIlMEHTa M Yrpo3bl pa3BUTHs OCJIOXKHEHUH, TPeOyIoIuX
HEOTJIOKHOTO JICUEHUS MPH 3aBEpIICHUE TUArHOCTUYECKUX MEPOIPUSATHIA.

2. crabunu3amys COCTOSHHUS M OCHOBHBIX  KJIMHUKO-JIAOOPATOpPHBIX  IOKa3aTesei
MATOJIOIMYECKOr0 Tpoliecca, OTCYTCTBHE HEOOXOAMMOCTH B IPOJOKUTEIEHOM MEIUIIMHCKOM
HaOJI01eHUH (JTHEBHOE UITH KPYIJIOCYTOYHOE MpeObIBaHKe);
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3. Heo0X0AMMOCTh TepeBojia OOJBHOTO B Jpyroe MEIUIIMHCKOE YUPEKICHHE WU
yUpexIeHHE COIMATIBLHOTO 00eCIIeUeHusI.

Oco6eHHOCTM opraHu3auum okasaHus MeaUUMHCKON nomMoluum naumeHTam c N'A1

- Ilaumentsr ¢ I'Al yacTo rocnuTaau3UpyrOTCSl B OTHEIEHHE MAaTOJOTMM JIETEHl paHHEro
BO3pacTa, HEBPOJOTHUECKOE, HWH(EKIHMOHHOE OTHCNCHHUS WIM pPEaHHNMAalui0 B COCTOSHHUU
sHIePAUTONIONOOHOTO  Kpu3a  (NIEPBHYHOTO WM TOBTOPHOro).  I[IponomkurensHOCTh
TOCHUTAIM3AIMKA 3aBUCHT OT CKOPOCTH BepH(UKAIMM TUarHo3a, KOPPEKIHUH METaboIMYeCcKuX
HapylIEHWH IIyTeM IPOBEACHHMS MHTCHCUBHOM TepallMd W Hayajla IaTOr€HETHYECKOU
IUETOTepanuy, a TakKkKe OT CpPOKOB TOSIBJICHUS TOJOXHUTEIBHOM JWHAMHUKH CO CTOPOHBI
LEHTPAJIBbHON HEPBHOW CHCTEMBI U JPYIrUX OPraHOB, CKOPOCTH BOCCTAHOBJICHMSI OMOXMMHYECKHUX
ToKa3aTeseil 1 B cpelHeM cocTaBisieT 21 neHb.

- Tlocne BBIMMCKM W3 cTalMOHapa peOEHOK JOJKEH HAaXOJUThCA Ha dTane aMOynaTopHO-
MOJIMKJIMHUYECKOTO HAOMIO/IEHUsl y Bpaya-TlieinaTpa, Bpada-HEBpOJIOTa, Bpaua-TeHeTHKa, OOJIbHbIE
MAlUEeHThl C CUMITOMAaTHYECKON SHuUieNcUel HYKJalTcs B HAOMIOJEHMM Bpauda-3IUIIENTOJIOrA.
KoHcynpTanuu Japyrux crneuuanucToB (Bpau-odTanbmolor, Bpau-opromnen, Bpau JIOK u ap.)
Ha3HAYyaroTCs MO MOKa3aHUsIM.

- ExerogHo manyeHTaM J0JDKHBI MPOXOIUTH YIUTYOJNEHHYIO THCHAHCEPU3alUI0 B YCIOBUSX
JTHEBHOTO CTaIiOHapa (IMTEILHOCTh TOCHUTaIM3aiuu He MeHee 10 cyTok), rae Takke
OCYILIECTBIISIOTCS HEOOX0 UMbl peaOUIUTALIMOHHBIE MEPOTIPUSTHS.

- PeaOunuranmoHHble  MEpONpPHUATHS, BKIIOYAIOMIME JIEYeOHYI0  (QU3KYIbTYpYy H
¢bu3noTepaneBTUYECKUe NPoLeaypbl HEOOXOAUMMO MPOBOAUTE KaXIple 3 MecsIa.

7. OJononHutenbHas uMHdopmauua (B ToOM uucrne dakTopbl, BRuswowme Ha
ncxopn 3aboneBaHUA UNKN COCTOAHUA)

Ecnu guerotepanus u npuMeHeHre JIeBokapHUTHHA HAYaTO B MEPUOJI HOBOPOXKAEHHOCTH 10
pPa3BUTHUS KIMHUYECKOW CHMIITOMATHKH, TO y OOJBIIMHCTBA IMAllMEHTOB 3a00JIeBaHHE MPOTEKAET
npakTuuecku OeccumnTomMHo. [Ipu HapylleHHM pPEKOMEHJAIMii MO HEOTIONKHOMY JICYCHHIO
MeTaboJIMYeCKUX KpHU30B 3a00JieBaHUE MMEeT HeONaronpusTHbIA MTPOrHO3 C  pa3BUTHEM
CTPYKTYpPHBIX ~H3MEHEHHMH TOJIOBHOTO MO3ra M  IPOTPECCHPYIOIIEH  HEBPOJIOTMYECKOM
CUMITOMATHUKH.

Kputepumn oueHkn kayecTBa MeAULMHCKOW NOMOLLUM

N Kpurepun kauecta Ouenka
BBITIOJTHEHUS
KpUTepus
1. Brimonneno omnpezneneHue B KpoBH CBOOOAHOTO KapHuUTHMHA u |[la/HeT

AI[MIIKAPHUTUHOB W YPOBHS OPraHMYecKHX KHUCIOT B Moue (Tpu
MEPBUYHOMN TUArHOCTUKE)

2. Brimonnena monekynsipaas JJHK-nuarnoctuka (mouck matoreHHsix | Jla/Her
BapuanToB B reHe GCDH) nmpu nepBUYHOI TnarHocTuke

3. IIpoBeneHa mepBUYHAs KOHCYJIbTAllMM Bpada-reHeTuka 1mpu | [la/Her
IIOCTAHOBKE JUarHo3a

4. Beinosinena MarHUTHO-PE30HaHCHAs ToMorpadus u/unu | [a/net
KOMIbIOTEpHass TOMOrpadusi TOJOBHOTO Mo3ra (Ipu NEpBUYHOM
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JMArHOCTHKE U TIOCIE TEPEHECEHHOTO AHIE(ATUTONo 00HOTO
KpH3a, MOSIBJICHUS IIpOrpeccupyromen HEBPOJIOTUYECKOMN
CUMITOMATUKH IIPU OTCYTCTBUM MPOTUBOIIOKA3AHUM)

5. Haznauena nmuerotepanus ¢ orpaHU4YeHUEM JIM3HHA, TPUNTO(haHA Ha/uer
6. Haznauena tepanus 1€BOKApHUTHHOM Ha/uer
7. BrimonHeHo ompeneneHne cBOOOJHOTO KapHUTHHA B auHamuke | Jla/Her

(kaxaple 2 Mecsla NaluMeHTaM [0 Troja, Kaxaple 3 Mecdla
nauyenTaMm ot 1 roma g0 6 ner, Kaxable 6-12 mecsleB manueHTaM
crapie 6 Jer.)

8. BeinonHena rocnuTtanuzanMs B CTAlMOHAap B ciydae Hanuuus | [a/Her
CUMIITOMOB METa00JIMYECKOTO KpH3a
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NeANATPUUYECKOW TacTpO’HTepoJioruu, remarosornn U jaueronoruu Knunukn OI'BYH "OUILL
MUTaHUS ¥ OMOTEXHOJIOTUH"

®denoceenko MapuHa BriagucnaBoBHa — K.M.H., 3aBEAYIOIIas OTJAEIOM Pa3padOTKH HAYYHBIX
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IIOAX0/I0B K MUMMYHH3AIMHM MAllMEHTOB C OTKJIOHEHUSMHU B COCTOSIHUM 3J10POBbSI U XPOHUUECKUMU
00JIe3HsIMHU, BEYIIUH HAy4YHBIH COTPYAHUK, Bpau-nieauaTp HUW nmeamatpum m oXpaHbl 340pOBBS
nereii LIKb PAH MunucrepctBa Hayku u Bbicmiero oOpazoBanusi P®, moueHt kadeaps
¢bakynbTeTCKON nenmaTpuu nenuarpuueckoro gakynprera @I'bOY BO "PHUMY wum. H.W.
[Tuporosa" Munszapasa Poccuu, wien Coroza nequarpos Poccun

®ducenko Annpeir [lerpoBuu — mpodeccop, n.M.H.,, gupekrop PI'AY "HMMUIL] 3m0poBes
nereil" MunsnpaBa Poccuu, Ilpesunent IIpodeccrmonanbHOW OONMIECTBEHHONW OpraHU3aIiu
(accommanmu) nerckux Bpaded "MHunmaTtuBa CHEUANIMCTOB IMEIWATPUU M HEOHATOJIOTUU B
Pa3BUTUU KIMHUYECKHUX MPAKTUK" 110 BOIIPOCAM NEAUATPUH.

ABTOpBI TIOJNTBEPKIAIOT OTCYTCTBHE (DMHAHCOBOW MOJUICPKKU/KOH(IIMKTa HWHTEPECOB,
KOTOPBI HE0OOX0IMMO 0OHAPOIOBATh.

[Tpunoxxenue A2

MeTtonoJiorusi pa3padoTki KIMHUYECKUX PeKOMEH AU

LleneBas ayanTopus AaHHbIX KIMMUHU4YeCKnNx peKomer,auuﬁ:

. Bpaun-reneruku;

. Bpauu o6mieit BpaueOHON MPaKTHKHU (CeMEeNHbIE BpauH);
. Bpaun-niemmatpsr;

. Bpaun-TepaneBTsi;

. Bpauun-guerosioru;

. Bpauu-neBponoru;

. Bpaun-odransmosnoru;

. Bpauu — TpaBMaTosioru-opTone sl

. Bpaun-snunenronory;

10. Bpaun-nicuxuatpsi;

11. Bpauu-nedposoru;

12. Bpauun ¢hyHKITMOHATBHOM TUArHOCTHKHY;

13. Bpauu-1abopaTopHOil FT€HETHKH;

14. Bpaun KIuHUYECKOH J1a0OPaTOPHOU THAarHOCTHKY;
15. Ctynentsl MmeguuuHckux BY30B;

16. OGyuaromuecs B opArUHATYPE.

O 0 NN W —

Tabnuua 1. LLikana oueHKn ypoBHeN AOCTOBEPHOCTU Aoka3aTtenbcTB (YAO) ansa
MeTOAOB ANArHOCTUKMU (AMAarHOCTUYECKNX BMeLLlaTeNnbCTB)

YA Pacmmudposka

1 CucremaTnieckue O630pBI HCCIIeNOBaHUM C KOHTPOJIEM pe(l)epeHCHLIM MCTOJO0M HIIN
CHUCTEMaTUYECKHUI 063013 pPaHAOMU3BHUPOBAHHBIX  KIIMHUYCCKUX HCCIIeNOBAaHUN C
NPUMCHCHUCM MCTaaHaJIn3a

2 OTILeJ'ILHLIe HCCIICAOBaHUA C KOHTPOJIEM peq)epeHCHBIM MCTOJAOM WM OTACIBHBIC
PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC HCCICHOBAHUA U CHUCTEMATUYCCKHUC O630pBI
HCCIIeJOBaHUI 000r0 I[PI3aI>iHa, 3a UCKIIFOYCHHUEM PAHIOMHU3NPOBAHHBIX KIMHUYCCKUX
HCCHCHOB&HHﬁ, C IPpUMCHCHUCM MCTaaHalin3a

3 HccnegoBanus oe3 MOCJICAOBATCIIBHOIO KOHTPOJIA pe(l)epeHCHLIM METOJOM HJIH
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UCCICOJOBaHUA C pe(bepeHCHbIM METOJO0M, HEC MABIAIOIMMCA HC3aBUCHUMBIM OT
HucciaeayemMoro Meroja Uik HCPaHAOMU3SUPOBAHHBIC CPABHUTCIIBHBIC MCCJIICAOBAHUSA, B
TOM YHUCJIC KOTOPTHBIC UCCIICAO0OBAHUA

4 HCCpaBHI/ITeJII)HI)IG HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOTO CiIydasd

Hmeercs nuiib 000CHOBaHHE MEXaHU3Ma I[ef/'ICTBI/IH HJIM MHCHHE 5KCIICPTOB

Ta6nuua 2. LLikana oueHKn ypoBHEeN AOCTOBEPHOCTU AokasaTenbcTs (YOO) ansa
MeToooB nNpodmnakTUkKu, rneyvyeHus wu peabunutaumm (npodunakTM4eckux,
neyvyeGHbIX, peabunNUTaLMoHHbIX BMeLLaTeNbCTB)

YA Pacumgposka
1 Cucrematnueckuii 0630p PKU ¢ npuMenenuem meraananusa
2 Otnenbabie PKM u cucremarnueckre 0030pbl MCCIENIOBAHMM JTHOOOTO TU3aifHA, 3a
nckirouennem PKH, ¢ npuMeHennem Meraanaimsa
3 HepannomusupoBaHHble  CpaBHUTENbHBIE  HCCIEIOBaHUSA, B T.4. KOTOPTHBIE
HCCIIeI0OBaHUs
4 HecpaBHuTenbHble UCCIIEIOBAHUS, ONUCAHUE KIMHUYECKOTO ciiydass WIH Cepuu

CIIy4aeB, NUCCIEA0BaHMS "'CIIy4yal-KOHTPOJIb"

5 Nwmeercst b 000CHOBaHWE MEXaHW3Ma JCHCTBUS BMENIATEILCTBA (JOKIMHUYECKUE
WCCIe0BaHUs) WM MHEHHE SKCTIEPTOB

Tabnuua 3. WLkana oueHkuM ypoBHen ybeautenbHocTu pekomeHpauun (YYP)
ANA  MeToAOB NPOUNAKTUKKM, OWArHOCTUKKU, JIeYeHUA U peabunurtauuu

(npodmnakTnyeckux, ANarHoCTU4YeCKuXx, ne4yeoOHbIX, peabunuTauMoHHbIX
BMeLLUaTenbLCTB)

YVYP Pacmudposka
A CunbHasi pekoMeHaamus (Bce paccMarpruBaemblie KpUTepun dPPEKTUBHOCTH (MCXOIbI)

SABJISIFOTCSA Ba’XHBIMHU, BCE€ HCCICA0OBAHHA HMMCIOT BBICOKOC HJIM YAOBJICTBOPUTCIIBHOC
METOJAOJIOTHYCCKOE KauC€CTBO, HMX BBIBOABLI II0 HMHTCPECYIOIIHUM HCXOJaM ABJIAIOTCA
COFHaCOBaHHBIMI/I)

B VYcrnoBHas pekoMmeHnanus (HE BCe paccMarpuBaeMmble KpUTepuH S(H(HEKTUBHOCTH
(ucxompl) SBISIFOTCS BaXHBIMH, HE BCE HCCIEIOBAHUS HUMEIOT BBICOKOE WIIU
yIOBJIETBOPUTEIILHOE  METOJOJIOTMYECKOE KAuyeCTBO W/WIM MX BBIBOJABI IO
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

C Cnabas PEKOMCHAAUA (OTcyTCTBI/Ie JA0Ka3aTCJIbCTB HAMJICKAIICTO KadcCTBa (BCC
paccMaTpuBaCMbIC KPUTCPUU 3(1)(1)CKTI/IBHOCTI/I (I/ICXO)IBI) SABJIAKOTCA HCBAXHBIMHU, BCC
nccjacagoBaHusA MHMMCIOT HH3KOC MCTOJOJOTHYCCKOC Kady€CTBO MW HX BbIBOAbI IIO
HUHTCPCCYOIIUM HUCXOAaM HEC SABJIAIOTCA COFHaCOBaHHLIMI/I)

Mopsaaok 0GHOBNEHUS KIMHMYECKUX peKoOMeHaauum

Mexauuszm 06HOBJ’ICHI/I}I KIMHNYCCKUX pCKOMeHJIaI_II/Iﬁ npeaycMaTpmuBacT nux
CUCTCMATUYCCKYIO AKTyaJIU3al[UI0 — HE PEKC YEM OIHWH pa3 B TPHU roaa, a TaKKC IpH IMOABICHHUN
HOBBIX JAHHBIX C IIO3HUIIUN I[OKaSaTeHLHOﬁ MCIUIMHBI TI0 BOIIpOCaM JUArHOCTHUKH, JICHCHMUA,
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NpoQHUIAKTUKH ¥  peadWIMTAallid  KOHKPETHBIX  3a0oJieBaHWM, HAIWYUH OOOCHOBAaHHBIX
JOTIONTHEHNI/3aMevuannii K paHee yrBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsies.

[Tpunoxenue A3

CnpaBouyHble MaTepuajbl, BKJIOYasi COOTBETCTBHE NOKA3AHUI K NPUMEHEHH 0
U MPOTHBONOKA3AHMIA, CIOCO00B NPMMEHEHN S U 103 JIEKAPCTBEHHbIX
NpenapaToB, HHCTPYKI UM N0 NPUMEHEHHUIO JIeKAPCTBEHHOI 0 Mpenapara

1. ®enepanphbiii 3akoH "OO OCHOBax OXpaHbl 30pOBbs rpakaan B PD" (N 323-d3 ot
21.11.2011).

2. Iocranosnenue IlpaButensctBa PO ot 30 mrons 1994 r. N 890 "O rocynapctBeHHOU
MOJJIEP’KKE Pa3BUTHUSI MEIUIMHCKON NMPOMBIIUIEHHOCTH M YIYYIIEHUH OOecrieyeHus] HaceIeHus 1
YUPEXKJEHUN 37paBOOXPAHEHHUS JIEKAPCTBEHHBIMHM CPEICTBAMU M HU3JEIUSIMH MEAUIIMHCKOIO
HazHaueHUs" (C U3MEHEHUSIMU U JIOTIOJTHEHUSMH)

3. llopsaok oka3aHMsT MEAMIIMHCKOW TOMOIIM OOJBHBIM C BPOXACHHBIMH U (MJIN)
HacnencTBeHHbIMU 3a00seBanusaMHu (I1pukaz M3 PO ot 15.11.2012 roga N 917#).

4. IlocranoBinenue IIpaButensctBa N 403 or 26.04.2012 r. "O mnopsake BeneHUs
@denepallbHOTO PETUCTpa JIUL, CTPAJAIOLIUX YTPOKAIOUIUMHU M XPOHUYECKH MPOrPECCUPYIOUIUMU
peakuMu  op(aHHBIMH 3a00JI€BaHUSMHU, NPUBOSAIIMMHU K COKPALIEHUIO TPOJOJIKUTEILHOCTH
KU3HU TPaX/1aH WIM X UHBAJIUJAHOCTH U €0 PETHOHAILHOTO cerMeHTa'.

5. Kputepun oneHku xkadectBa meaunuHckoi momorntu (IIpukaz M3 P® ot 10 mas 2017 1. N
2031 "O0 yTBEepKACHUN KPUTEPHUEB OIICHKN KaueCTBa MEIUIIMHCKOM TTOMOIIH)".

6. Ilpukaz MwunucrepcrBa 3apaBooxpaneHust PO ot 15 nmekabps 2014 r. N 834n "OO6
YTBEPKIACHUM YHUPUIUPOBAHHBIX (OpPM MEIUIIMHCKOW JOKYMEHTAllMW, HCHOJIb3yEMbIX B
MEIUIIMHCKUX OPraHU3aIUsAX, OKa3bIBAIOIIMX MEAUIIMHCKYIO TOMOLIh B aMOyJaTOPHBIX YCIOBHSIX,
Y MOPAJIKOB IO UX 3aMOJHEHUIO" .

7. Ilpukaz MwunucrtepcrBa 3npaBooxpaHeHuss P® ot 20 nmexabps 2012 r. N 11771 "O6
YTBEPKICHUM TMOPAIKAa Jayd HHQOPMHUPOBAHHOTO JOOPOBOJBHOIO COIJIACHs HA MEAULIMHCKOE
BMEIIATEICTBO M OTKa3a OT MEAMIIMHCKOIO BMENIATeNIbCTBA B OTHOLICHUH ONPECIICHHBIX BUIOB
MEIUIMHCKUX BMEIIATeNbCTB, (GopM HHOOPMUPOBAHHOTO JOOPOBOJBHOTO  COTJIACHsl  Ha
MEHUIIMHCKOE BMELIATEebCTBO U (POPM OTKa3a OT MEJUIIMHCKOTO BMeEIIaTenbCcTBA' .

8. ITlpukaz MunucrepcTtBa 3apaBooxpaHeHus P® ot 14 suBaps 2019 r. N 4m "O6
YTBEPKACHUU TIOPSAIKA Ha3HAUYCHUS JIEKAPCTBEHHBIX MpernapaToB, (OpM pelenTypHbIX OJIaHKOB Ha
JIEKapCTBEHHBIE TIPeTaparhl, Mopsiika o(hopMIICHHs YKa3aHHbBIX OJIaHKOB, UX ydeTa U XpaHeHus"

9. Ilpukaz MuHucrepctBa 3apaBooxpanenus P® ot 16 mas 2019 r. N 302 "OO0
yrBepxaeHun [lopsiaka MpoXoskJIeHUS HECOBEPIICHHOJETHUMHU AUCIIAHCEPHOTO HAOMIOJCHUS, B
TOM YHCJI€ B EPHO]] O0yUCHHS M BOCIIUTAHUS B 00pa30BaTeIbHBIX OPraHu3alusax"

10. Pacnopsukenue [IpaButensctBa PO ot 31 nexabps 2018 r. N 3053-p "O6 yrBepkaeHUU
nepeyHe MEAMUMHCKUX U3JETIUi, UMIUIAHTHUPYEMBIX B OpraHM3M uYelloBeKa IpU OKa3aHUHU
MEAULMHCKOM MOMOIIM B paMKax MpOrpaMMbl FOCYAapCTBEHHbIX rapaHTHH OeCIIaTHOrO OKa3aHUs
rpakJjaHaM MEIULUHCKON NMOMOIIM M OTIYCKAaeMbIX 110 pPELEeNTaM Ha MEIULUHCKUE U3AEIUS MpU
MIPEJOCTaBIEHUU Ha00pa COLMANIBHBIX YCIyr"

11. IIpuka3 MunucrepctBa 31paBooxpaneHuss P® or 6 mrons 2013 r. N 3541 "O nopsake
MIPOBEICHUS MaTOJOr0AHATOMHUYECKUX BCKPHITUH" (3apeructpupoBaH MUHHCTEPCTBOM IOCTHILIMU
P® 16 nexadps 2013 r., peructpaunonssiii N 30612).

Wudopmanus o nekapcTBEHHbIX cpeacTBax: https://grls.rosminzdrav.ru/
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OcCHOBHbIE HOpMaTUBHO-NMpaBoOBbIE aKTbl, perynupyrowume OKa3aHue
nannMaTMBHON MeAULMHCKOW NOMOLLM

1. ®enepanpubiii 3akoH "O BHeceHWM u3MeHeHuil B DenepanpHbiii 3ak0oH "OO oCHOBax
OXpaHbl 3/I0pOBbs rpaxaad B PO" 1o Bompocam oka3aHusl NAJUTMATUBHOW MEAUIIMHCKON MOMOIITH"
ot 06.03.2019 N 18-®3.

2. Ilpuka3 Munzapasa Poccunm N 345H, Muntpyna Poccun ot 31.05.2019 N 3721 "O6
YTBEPKJACHUHM TIOJIOKEHUST 00 OpraHu3aliuy OKa3aHWs NaUVIMATUBHOM MEIWIIMHCKON MOMOIIH,
BKJIIOYAs TOPSIIOK B3aUMOJICHCTBUSI MEAUIIMHCKUX OpraHU3allMid, OpraHu3aluil COLHAIBHOTO
oOCTyXKMBaHUSI W OOIICCTBCHHBIX OOBEAWHCHMI, WHBIX HEKOMMEPUYECKUX OpraHu3allni,
OCYIIECTBJISIOIINUX CBOIO JIEATEILHOCTH B C(hepe OXpaHbl 3I0POBBS".

3. IIpukaz Munzapasa Poccuu N 348u ot 31 mas 2019 roma "OO yTBepkA€HUU INEpeyHs
MEIUIIMHCKUX M3JCNIUMA, TMpeAHa3HauYeHHbIX ISl TOJAJEPKaHHS OpPraHOB M CHCTEM OpraHu3Ma
YeJIOBEKa, PEIOCTABIISIEMbIX ISl UCIIOJIb30BaHUS Ha JIOMY'.

4. Tlpuka3 Munszapasa Poccun N 5051 ot 10 utong 2019 roxa "O6 yrBepxknenun Ilopsaxa
nepeAadyd OT MEAMIIMHCKOW OpraHu3alii MaueHTy (€ro 3aKOHHOMY TIPEICTaBUTEINIO)
MEIUIIMHCKUX W3JCNNNA, TpEeAHa3HAYEHHBIX U TOJJIepXKaHus (PYHKIMA OpPraHOB M CHUCTEM
OpraHu3Ma 4eJjoBeKa, JJIA WCIOJIh30BaHUS Ha JOMY MPU OKA3aHUHU MATTTHATUBHOW MEAMITMHCKON
rnoMomu".

5. llpukaz M3 P® N 831 ot 3 oktsa0ps 2019 roga "OO yTBepXkAE€HHWH BEIOMCTBEHHOM
1IeJIEBOM TTporpaMmbl "Pa3BUTHE CUCTEMBI OKa3aHUs NAJUTMATUBHON MEIUIIMHCKOM ToMomIu".

Mpoune HopMaTUBHO-NPaBOBbIe AOKYMEHTbI, C Y4€TOM KOTOPbIX pa3paboTaHbl
KNUHUYECKNe peKkoMeHaaunm:

6. MexaynapoaHas kinaccudukaius 00Je3HeH, TpaBM B COCTOSIHUM, BIUSIONINX Ha 370POBbE
(MKB-10);

7. Tlpukaz M3 P® ot 20 nmexabps 2012 r. N 11831 "OO yTBep)ACHHUM HOMEHKJIATYPHI
JOJDKHOCTEH MEIUITMHCKUX paOOTHUKOB U (papMarieBTHIECKUX paOOTHUKOB" .

8. Ilpukaz M3 P® ot 23 urons 2010 r. N 5411, Equnsiii kBanuUKaIMOHHBINA CIIPAaBOYHHUK
JOJKHOCTEH  pPYKOBOJUTENEH, CHENUAINCTOB W  CIyXamux, pasjgen KsamudbukanuoHHbIE
XapaKTEePUCTUKH JTOJKHOCTEH pabOTHUKOB B cpepe 3paBOOXPAHEHHUS.

9. ®enepanbubliii 3akoH 0T 25.12.2018 N 489 489-®3 "O BHeceHUM M3MEHEHUN B cTaThio 40
®denepanpHoro 3akoHa "OO 00sS3aTeTbHOM MEIUIIMHCKOM cTpaxoBaHuu B PD" u denepanbHbIii
3akoH "OO ocHOBax OXpaHbl 370pOBbi TpakgaH B P®" mo Bompocam KIMHUYECKUX
peKomMeHanuit".

10. IIpukaz MunzapaBa Poccun N 1031 ot 28.02.2019 r. "OO6 yTBepkAeHUU MOpPSAKA U
CPOKOB Pa3pabOTKH KIMHUYECKHX PEKOMEHIAIHM, UX MepecMOoTpa, TUIIOBOK (hOPMBI KIMHUYECKUX
peKoMeHAalui U TpeOOBaHUHN K UX CTPYKTYpe, COCTaBy U HAy4HON 0OOCHOBAaHHOCTH, BKIFOYaeMOMN
B KJIIMHUYECKHE peKoMeHAanu nadpopmanuu'.

11. Ilpuka3 MunznpaBa Poccuu ot 13.10.2017 N 8041 "OO6 yTBepkA€HUHM HOMEHKIATYPHI
MEJMLIHUHCKUX YCIyr".

12. Ilpuka3 MunucrepcTBa Tpyaa u counanbHou 3amutsl PO ot 27 aBrycra 2019 r. N 5851
"O xnaccuuKaUAX U KPUTEPHUSIX, HCIOIB3YEMBIX IMPH OCYHIECTBICHUU MEAMKO-COIUATBHON
AKCIEPTU3Bl TpaKIaH ¢eaepalbHbBIMI TOCYJAPCTBEHHBIMH YUPEXKICHUSIMH MEIUKO-COIIMATBLHOM
IKCIEPTU3BI";

13. Ilpuka3 MuHucTEpcTBa 31paBOOXpaHEHMs] U coulmanbHOro passutus PP "O nopsake
MPUMEHEHHS JIEKAPCTBEHHBIX CPEJICTB y OOJIBHBIX MO KU3HEHHBIM MoKazaHusM" oT 9 aBrycra 2005
r. N 494

14. HWudopmannonHnoe muckMo Mun3apaBa Poccun 1m0  BO3MOXKHOCTH — 3aKYIKU
JIEKApCTBEHHOTO npenapara () TOPrOBOMY HaWMEHOBaHUIO
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(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

15. Ilepedens crnenMaIM3UPOBAHHBIX MPOAYKTOB JIEUEOHOTO MHUTAHUS IS JACTEH-MHBAIHIOB
Ha 2020 rox, Pacnopsokenue [IpaBurenscta PO ot 11 nekabps 2019 rona N 2984-p

IIpunoxenue b

AJITOPUTMBI IeHCTBUI Bpa4ya

HZIH'EHTCT[UIOGPGM
Ha [Ty TEDOBYH SN DEE, TH 1

Komcyaszamms
opodHasHDID
CHSLHATHCIA

CHMTOTOMATHGCKAT TEpaInin

MosmTopusr aRRRaIoRHER. &

ETHHHMECKEN IO aTeTeR

Jucmascepros maimonemnss

IIpunoxenue B

HNudopmanus 115 naumeHTa

YTo Takoe rnmyrtapoBas aumaypusa tun 1?

I'myrapoBas auunypus tin 1 (I'Al) — HacnencTBeHHOE 3a00JI€BaHKe, CBI3aHHOE C MyTal[UsIMU
B I'€HE, KOTOpBIA OTBe4aeT 3a paboTy ¢epmenrta rimyrapuin-KoA neruaporenassi (GCDH). Otor
(bepMeHT HE0O0X0uM, YTOOBI MPOMCXOUI MPaBUILHBIA MeTabonu3M OenkoB B opranusme. Ecimu
¢depMeHT He paboTaeT WM aKTMBHOCTHU €r0 CHIKEHa, TO B KJETKaX, a TakkKe B KPOBH U MOYe
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HakarmBaeTcs: rayrapoBas u 3-OH-rimyrapoBast (3-THAPOKCH-TIIyTapoBasi) KUCIOTBI, KOTOPHIC
OKa3bIBAIOIIUX MOBPEXKIAIOIEe NECHCTBUE HAa BCE TKAHU, HO MPEXJE BCEro Ha KJIETKU HEPBHOU
CUCTEMBI.

Kak nposiBnsieTcsa rnytapoBas aumaypuva tun 1?

I'Al nposiBisiercst 00bIYHO B Bo3pacTe oT 3 10 36 mecsueB. B 6osbIIMHCTBE CilydaeB NepBbIe
CUMIOTOMBI 3a00JIeBaHUsl Pa3BUBAIOTCS OCTPO, B BHUJIE TaK HA3bIBAEMOIo 3HLE(ATUTONOI00HOTO
WA METa00JIMYECKOTO Kpu3a (KU3HEYIPOIKaIOIIee COCTOSTHHUE, MPOSBIISIONICECS B BUIE U3MEHEHUS
YPOBHSI CO3HAHUS, PBOTHI, CYIOPOT). DHIE(PAIUTONONOOHBI KPU3 MOXET pa3BUTbCA Ha (OHE
TE€YeHUs] HMH(PEKIMOHHOTO 3a00JIEBaHUS, XHPYPTUYECKOTO BMEMIATENBCTBA, TUTEIHHOTO
roJIoJIaHusl, Ype3MepHO gu3nueckoil akTuBHOCTHU. [locnencTBuamu 3H1IE(PATUTONO00HOTO KpH3a
MOTYyT OBITb HEBpPOJIOTMUECKHE HapylieHusi (yTpara NpUOOPETEHHbIX paHee JIBUraTeJbHBIX
HaBbIKOB, HEKOHTPOJUPYEMbIE ABM)KEHUSI B KOHEYHOCTSAX — TMIIEPKUHE3BI U JIp.)

Ecte u npyroit BapuaHT 3a0ojeBaHHS — MOJOCTPBIA — MPU HEM MeETaOOJIMYECKUE KPU3BI
KpaliHe peaKd, W OOJie3Hb HAIIOMUHAET M0 MPOSBICHUSAM JETCKUNM ILepeOpalbHbId mapanuy. Y
pebeHka B TMepBble TOJbl JKU3HM pPa3BUBAIOTCS HEMPOU3BOJIbHBIE JBUKEHHMS — JTUCTOHUH,
TUIIEpKUHE3BL. Halle BOBIEKAIOTCS KOHEYHOCTH, HO 3aTEM TMIIEPKMHE3bl MOTYT PacHpOCTPaHATHCS
U Ha IIEI0, S3bIK, TYJIOBHUIIE. J[eTH UCTIBITBIBAIOT TPYJHOCTHU € XOAbOOH.

WNurtennext mpu I'A 1 kak mpaBmwiio HE CTpPaJaeT, OJHAKO €CIM MeTabOJMYeCKHe KpU3bl
MIOBTOPSIFOTCA  4acTO, TO OTO MPHUBOJUT K TSDKEJIBIM HapylmI€HUsSM TOJIOBHOIO MO3ra H
VHBAJIN/IA3A1UU TAIUEHTOB.

Kak ycTaHaBnuBaeTcsa auarHo3 rnyrapoBou auuaypuv tun 1?

Bpaun Ha OCHOBaHUM KIMHHUYECKUX CHUMIOTOMOB MOTYT 3amoJ03pUTh 00J€3Hb. 3areM
MPOBOJATCS  JIaOOpaTOpHBbIE TECThl M MHCTPYMEHTalbHOE HccieAoBaHue. llpu mnosiBieHun
CUMIOTOMOB OO0JIE3HM Bpau Ha3HayaeT MOBEACHUE JIA0OPATOPHBIX HCCIENOBAaHUI — METOA0M
TaHJEMHOM MAacc-CIIEKTPOMETPUU B IATHE BBICYHICHHOM KPOBU OMIPEIENSIOT KOHIEHTPALHUIO
aruikapHuTaHOB. [lpm ['Al HaOmromaeTcs TMOBBINNIEHUE KOHIEHTPAIIUU TIyTapUIKapHUTHHA
(C5DC) m y MHOTHX TAIMEHTOB CHW)XEHUE KOHIeHTparuu cBobogHoro kapautuHa (CO0). Ilpm
OTIPE/ICNICHUU OPraHUYECKUX KHUCJIOT MOYM BBIABISIOT IOBBIIIEHUE KOHIIEHTPAIMU TIIyTapoOBOM
KHUCTIOTBI M1 HEKOTOPBIX €€ MPOU3BOIHBIX.

HeonaranpHplii CKpUHUHT TPOBOAUTCA TOJIBKO B HECKOJIBKHUX peruoHax Pd.

Jms T'Al pa3paboTaHbl METOJbI MOJCKYJISAPHO-TEHETHYECKOW JUAarHOCTHKHU: BBISBIICHHUE
naToreHHbIX BapuanTtoB B rene GCDH, oTBeTCTBEHHOM 3a pa3BUTHE JaHHOTO 3a00jeBaHus. BaxHo
MIPOBECTH TAaKO€ HCCIEIOBAHUE, IOCKOJIbKY HMEHHO Ha OCHOBAaHMM TE€HETUYECKHX JIAaHHBIX
BO3MOXHO MTPOBEJCHUH MTPEHATATLHON U MPEUMITJIAHTALIMOHHOW JUArHOCTUKH B CEMbE

Kak HacnepyeTtca rnmyTapoBas aunaypuvsa tun 1?

'Al oTHOCHTCS K HACIEACTBEHHBIM 3a00JICBaHUSAM U TIEpElacTcs IO ayTOCOMHO-
pEleCCUBHOMY THUIy. DJTO 3HAYUT, 4TO OOJE3Hb MPOSBISETCS TOJBKO B TOM Cllydae, eciu 00a
POIUTENS SBJISIFOTCS HOCUTENISIMU OOJIE3HU M, XOTS CaMU OHU He OOJICIOT, IepearoT peOeHKY JBa
MOPaXEHHBIX TeHa. DBONBIIMHCTBO ceMei, Tae ecTh pebeHOK ¢ JTHUM 3a0oJeBaHUEM, HE
CTAJIKUBAJIUCh PaHBIIE C MOJ00HOHN MpoOieMoii. Puck moBTOpHOTO poskaeHUs 00IBbHOTO peOeHKa B
CeMbe, TJIe YK€ eCTh OOJIbHBIE AETH, COCTABISAET 25% Ha KaXKIyl0 OEpEMEHHOCTD.

Bpates u cectpbl 60bHOTO peOeHKa, MOTYT ObITh OOJBHBIMHU, JaXK€ €CJIM Y HUX HA MOMEHT
JMArHOCTUKH YJIEHOB CEMbH HE OBUIO CHMIITOMOB. B naHHOM ciiyuae HEOOXOIMMO MPOBECTH
JMArHOCTHKY, YTOOBI KaK MOXKHO paHbIlle HayaTh Tepamuio U u30exarb oclokHeHud. Taxxke oHU
MOTYT OBITh HOCHUTEISIMU, KaK UX poauTend. UTo KacaeTcs IPYruX YICHOB CEMbH, TO UM BaXHO
COOOINUTh, YTO OHU MOTYT OBITh HOCHUTENSIMH. JTO 3HAYHUT, YTO U y HUX €CTh PUCK POXKICHHS
pebeHka ¢ JTaHHBIM 3a00JIeBaHUEM.
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Bce cembu ¢ I'Al 10mKkHBI 0043aTE€IBHO IPOUTH MEAUKO-TEHETUYECKOE KOHCYJIBTUPOBAHNUE U
MOJIyYUTh TOJHYI0 MH(OPMALMIO OT Bpada-TeHETUKa O PUCKE MOBTOPHOTO IMPOSBICHUS JaHHOTO
3a00y1eBaHNs B CEMbE, OOCYAUTH CO CHEIUAIUCTOM BCE BOMPOCHI, CBSI3aHHBIC C HACIEIOBAaHHEM
3aboneBanus. B Poccun MeauKo-reHeTHUECKUE KOHCYIbTAlMU pabOTAIOT B KaXKI0M PErHoHe.

Kak neyat naumeHTOB C rinytapoBou auuaypueun tun 1?

I'Al oTHOCHTCS K TOW rpynme HacleACTBEHHBIX 3a00JEBaHUil, JUIsI KOTOPHIX pa3paboTaHbI
METOJIbl META0OJIMYECKOW KOPPEKIHH, OJHAKO S(P(PEKTHBHOCTh JICYEHUS BO MHOTOM 3aBHCUT OT
CPOKOB YCTaHOBJICHHUS IIPABWJIBHOIO JUArHO3a W Ha3HAYEHHUs MTaTOI€HETHYECKOW Tepanuu. Bmecte
C BpauoM HEOOXOJMMO Tepesa HadaloM Tepanuu OOCYAWTh BCE BO3MOXKHBIE PHUCKH, MOOOYHBIC
3¢ deKThI U I1aBHOE — OKUJAHUS OT JiedeHHs. BakHO MOHMMAaTh, YTO AUETOTEPANUs HE MO3BOJIUT
BBUIEUUTH 3a00JI€eBaHUE, HO JACT BO3MOKHOCTh MAaKCHUMAJIbHO CHU3UTh PUCKH Pa3BUTHUS TSKEIbIX
OCJIOKHEHU M.

[Manmentam ¢ I'Al Ha3Ha4alOT CHEUMATU3UPOBAHHYIO JUETY C OrPAaHUYEHHEM OEIKOBBIX
MIPOJIYKTOB U HCIIOJIb30BAHUEM CIIELIMAIN3UpOBaHHBIX cMmecell. Kpome Toro, peOeHok Oyner
HY)XJATbCsl B IIOCTOSSHHOM IIPUEME BBICOKOJO3HOTO JIEBOKAPHUTHHA. KOTOPBIA IOMOTAaeT
BBIBEJICHUIO TOKCUYHBIX METAa0OJUTOB M BOCHOJHSET BTOPHYHBIM HENOCTATOK KapHUTHHA B
KJIETKAaX.

OCHOBHBIE LIENH THETOTEPAITNY:

- HopmainbHoe pu3ndeckoe U MHTEJUIEKTYalIbHOE pa3BUTHE.

- [IpubaBka B Bece U pocTe, B COOTBETCTBUE C BO3PACTOM.

- IlpenympexneHue KaTaOOJUYECKMX  CUTYyallMi, KOTOpble MOTYT MPHUBECTH K
MEeTa00JIMYECKIM KpU3aM

Ecnu y pebenka HeT mpu3HAKOB METa0OIMUECKOTO KpH3a MM HHPEKIIMOHHOTO 3a00JIeBaHUs
JIeYeHWE TMPOBOAAT B CTAaHAAPTHOM, IOJJICPKUBAIONIEM PEKUME, MPH KOTOPOM IOTpEOICHHE
JM3UHA C MHIIEH CTPOTO KOHTPOJIHPYETCs, U peOCHOK MOIYYaeT CIEUATN3UPOBAHHYIO JICYeOHYIO
cMech (0e3 nmM3MHA, C HHU3KHM COJCp)KaHWeM TpumnrTodaHa), 4ToObl 00ECIeYuTh JAOCTaTOYHOE
KOJIMYECTBO OEIIKa ISl pOCTa M Pa3BUTHSL.

Kak neyatr nauueHTOB C rnytapoBoM auuaypven Tun 1 B nepuopn
mMeTabonu4yeckoro Kpusa?

MertabonnuecKuit KPpHU3 — KPUTHUYCCKOEC, YIpOKAOIICE )KU3HU COCTOSIHHUEC, CIIPOBOIIMPOBAHHOC
HeOMaronpusTHEIMU (akTopaMu, 00yCIaBIMBAIONTMMH YCHJICHHBIH pacraja OelIKOB W MPUBOISIIEE
K O6p330BaHI/IIO TOKCHUYHBIX META0OJINTOB.

YT10o MOXKET CIIPOBOLIMPOBATb MeTa00INYECKUI Kpus:

= JJIUTCIIBHOC I'OJIOJaHUuC

- uHpeKIus

- TsKEJ1as (I)I/ISI/ILIGCKEIH 1 SMOLIMOHAJIbHAA HArpy3Ka

HepBLIe CHMIITOMBI META00JIHYECKOTO Kpu3a: IIOBbIICHHAA COHJIIMBOCTb, H3MCHCHHUC
MOBCACHU:, Pa3ApPAKHUTCIBHOCTb, CHWKCHUC alIlICTUTA. Yacto KpHu3 MpoBOOHPYCT I/IH(i)CKLII/I}I,
MO2TOMY IICPBLIC NPOSABICHHA MOTI'YT HAYHWHATHCA HHXOpaHKOﬁ, TOMHOTOﬁ, L[I/Iapeeﬁ, pBOTOfI.
Moxer Ha6J'IIO,[[aTBC$I CHHXXCHUC Caxapa B KpPOBH. Ecau CBOCBPCMCHHO HC HAYaTb JICUCHUC Y
pe6eHKa MOXKCT IOABUTHCS OJbIIIKA, CYJOPOTrH U KOMaA.

B kakux crny4asix Hy)kHO HeMeAJleHHO 06paTUTLCA 3a MeAULIMHCKOW NOMOLLbLIO?
yXY,Z[IJ_ICHI/Ie COCTOsIHU S O6BI‘-IHO Ha6J'IIO,Z[aCTCH B TOT MOMCHT, KOr'la OpraHu3My HE XBAaTacCT
OHCPTrUHu. U oH HauMHAET €€ UCKATh BCEMHU BO3MOKHBIMU CHOCO6aMI/I, OJIVH U3 HYTeﬁ — 9TO pacian
CO6CTBCHHBIX TKaHEN (KaTa60J'II/13M). I[OHYCKaTL 9TOI'0O HU B KOEM CJIydac HCJIb34. 41 IepBOC, 4YTO
MbI JOJI2KHBI CACIaTh, 3TO HOHpO6OBaTB BOCIIOJIHUTBb SHCPIrUrO 3a CYCT TIJIFOKO3BI. I[aﬁTe pe6eHKy
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YIJIEBOBI, 3TO MOXKET ObITh (PYKTOBBI COK, cinagkuii wail. B cmydae, ecnmu Temmeparypa
npesbimaeT 38,5 C, pebeHOK OTKa3bIBACTCS OT €/bl, OTMEYAETCs PBOTA W/WIM MOBEACHUE pebeHka
OTIMYAETCA 0T OOBIYHOTO, HEOOXOAMMA CPOYHAs TOCITUTATN3AIMS B CTALIMOHAP

Heo0x011M0 B CpOYHOM MOPSAKE TOCTIMTAIN3UPOBATh peOeHKa B KIIMHUKY JJs oOecrieueHne
npuemMa OOJBIIOrO  KOJMYECTBA KAJIOPHH, YMEHBIICHHE WM HCKIIOUCHHE Oenka Uit
MPEJOTBPAIICHHS, @ TAKXKE TOMOJHUTEIBHBIN NMPHEM KapHUTHUHA U MPOBEACHUS MH(Y3MOHHOM
TCpalru. Metaboanueckue KpHU3bl — OYCHb OIIaCHBI. Nmenno B 3TOT nepuoa MOrytr pasBUTHCA
HEOOpaTUMBIE TIOBPEKACHUS TOJIOBHOTO MO3Ta.

Ba)KHO, YTOOBI POOUTEIIN OCBOUJIM HABBIKM PACUCTa AMCTHI U BCC 6JII/I3KI/IC, MMPOXUBAOIIHEC C
peOEHKOM 3HAIM O IPU3HAKaX METa00IMYECKOTO KpH3a.

Kakon HYXXHO npoBOAUTL MOHUTOPUHI AOnA nagueHToB C rnyTapOBoﬁ
aumaypven tun 1?

Jia nanuentoB ¢ 'Al HeoOxoaumbl perynspHble oOcienoBaHus. B Tabmune npuBeneH
MPUMEPHBIM TepeueHb M PeryaspHOCTh HCCIEAOBaHMNA, HO B KaXJOM CIy4ae Bbl JOJDKHBI
COTJIaCOBBIBATh IJIaH 0OCIIEIOBaHMSI CO CBOUM JI€UaIllUM BPayoM.

HccnenoBanue PerynsproCTh HccnenoBaHus

Koppekuust nuerorepanuu (mpoBoisaT Bpauu-|1 p/mec Ha 1 roxy xu3Hu, nanee 1 p/3 mec u no
TeHETUKH WU BPayu-AUETOJIOTH) nokasanusM 10 3 set; 1 p 6 mec nocite 3 ser

ynbTpa3BykoBoe uccienoBanue (Y3U) opranos |1 pa3 B rog
OPIOIIIHOM MOJIOCTH

npoBezieHue ekTposHIedanorpadun (331) 1 paz BTOR

MPOBEACHNE OMOXUMUYECKOTO aHAIN3a KPOBU | KaXAple 3 MecsIa MaireHTam JI0 Toja, KaKIble
6 MecsameB nmamueHTaM oT 1 roma mo 6 Jner,
Kaxaple 12 MecseB nmaiuenTam crapiie 6 jJet

00Iuii aHaIu3 KPOBH Kakaple 6 MecdleB mNamueHTaM 10 6 JIeT,
Kaxable 6-12 mecdieB nauweHTaMm crapiie 6
JIET.

ompeeJIcHuEe YPOBHS CBOOOJHOTO KapHUTHHA U |KaXaple [-2 Mecsdma mamweHTaMm Jo ToJa,
AMHHOKHUCIIOT Kaxable 3-6 mecsieB y aereil muaamie 6 Jier,
Kaxable 6-12 mecdieB nauweHTaMm crapiie 6
JIET.

Kak naumeHTbl ¢ FA1 nonyyaroT neyeHme B PP?

I'A 1 oTHOCHTCS K YHCIy PEIKUX HACIEICTBEHHBIX OOJie3HEel OOMeHa BEIIeCTB U BXOIHUT B
nepevyeHb peakux (opdaHHBIX) 3a00JIeBaHUM, JEUEHHE KOTOPBHIX IMPOBOAMTCS 3a CYET CPEICTB
PEruoHaJIbHOI'O 6IOI[)KCT8.. ITocne YCTAHOBJICHHUC OHWArHo3a HCO6XOI[I/IMO BKIIFOUCHHUC ITAlIMCHTA B
PETrMOHAJBHBIN CErMEHT PErucTpa Mo >KU3HEYrpOKaloIUM pelkuM (opQaHHbIM) 3a00JI€BaHUAM, C
IICJIBIO HaHBHeﬁmeFO 06ecnequI/I;1 HeO6XO£[I/IMLIM J'Ie‘le6HLIM IMUTAHUCM W JICKAPCTBCHHBIMU
InperaparamMu. B Pa3HBIX PErMOHax 3a BEACHUC PETUCTpPA OTBCYAIOT PA3HBIC CIICIUAIIMCTBI, HO YaIle
BCCTO 3TO BpaAYU-TCHCTUKH, II03TOMY IIOCJIC YCTAHOBJICHHUA JUAIHO3a O6H3&TCJ’ILHO HY>XHO
00paTUTHCS K pETUOHATBHOMY Bpauy F€HETHKY.

Kak moryT nomoratb poaHbie u 6nuskune?
He 3aObiBaiiTe — OT CEMBH TaKXE 3aBHUCHUT yCIiex JICUCHUH. HY)KHO CO6J’IIOI[aTL
PCKOMCHAAIINN, HHU IPU KAKUX YCIOBUAX HC HOOIIYCKATbhb "CpBIBOB" B OUCTOTCpalinu, CJICAYCT
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YACIATHE BHUMAHHUC p€a61/IJII/ITaL[I/II/I 1 IJIaHOBBIM OGCJIC[[OBaHI/ISIM. Bce unens ceMbu JOJIDXKHBI 3HATh,
qTo pe6eHOK HYXJAaCTCAd B 0CO00OM INMUTAHUU U OJIU3KHE POACTBECHHUKHU OOJDKHBI OCBOWTH HABBIKH

pacdera JIETHI.

[Tpunoxxenue I'1-I'N

IIIkajbl OLIEHKH, BOIIPOCHUKH U APYI'He OLEHOYHbIe HHCTPYMEHThI COCTOSIHUS
NALMEHTA, IPUBEJICHHbIC B KIMHUYECKUX PEKOMEHIANUAX

[Tpunoxxenue I'1

Knaunnko-1uaraocTnyecKkue KpUTEPUH, MO3BOJIAIONIHE 3aTI0103PHUTH
rIyTapoByo anmuaypuro tum 1 [16]

BepostHOCTB Huskas YMepeHHas Beicokas
JUarHo3a
Kmunanueckue |- Makpornedanus; - Peite-mono0OubIe amm30.b1 | - OcTpas sHiedamonaTus
KpUTEPUU - Brictynaronue 1o6HBIC | (OCTpasi MeTaboJudecKas | - MPOTPECCUPYIOIINE
Oyrpsl; sHIedaToNnaTHs) SKCTpanupamMuIHbIe
- Hapymienust |-  sH1edanmuTonogo0HbIe | HAPYIICHUS
BCKapMJIMBaHUS SIU30/Ibl, - opodanuanbHble
- 3anepxkka | - TUIEpPKUHETHYeCcKas | AUCKUHE3UU
JBUTATEILHOTO pa3BUTUA | popMa JETCKOTO
1epedpaabHOTO Mapainya.
- IepUOINYECKas aTaKCUs
CeMeNHEBIN He otaromen Cunapom "Bue3anuoy | Hamnuue B ceMbe
aHaMmHe3 cMepTd MiafeHna" uiu | 00JIbHOTO c
CMEpPTEIbHBIM HMCXOJl OT | IOATBEPKICHHBIM
HEKYNMUPYEMBIX Cyaopor B|auarHozom ['A Tunm 1,
ceMbe HaJIMYUE  CMEpPTEIbHOIO
ucxoga B CeMbe OT
OCTPOTO CUMMETPUYHOTO
HEKpo3a 0a3abHBIX
TaHTJINeB
Heiipopaauon |- arpodust/runonnazust |- CybnypanbHsbie | - JloGHO-BHCOYHAs
OTUYECKHUE JOOHBIX OTIENIOB CKOIUICHHUS aTpodus TOJIOBHOTO
KpUTEpUU - 3a/IepxKKa | - aTpous/TUIOIIIA3Us | MO3Ta,
MUETUHU3AITT BHCOYHBIX OT/IENIOB - M30JMPOBAHHbIE
- BEHTPHUKYJIOMETaIus - neikosHIeanonaTus | CAMMETPUYHBIE HEKPO3bI
- pacuiipenue | (oIpOCTKH, B3POCIIbIE) 0a3anbHBIX TaHTJIMEB
cy0apaxHOHUIATbHBIX - U30JIMpoBaHHOE | (01e1HOTO niapa u
IPOCTPAHCTB MOPaKEHHE ONIeIHOTO | XBOCTATHIX sIZIEP)
nrapa
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[Tpunoxxenne 12

Heiipopaanonornuyeckue usMmeHeHuss (MPT) rosioBHoro mosra y nanfueHToB ¢
rJyTapoBoii auuaypuei tum 1

Pucynox Oddexr "HagkymeHHoOro s6moka" wiM "KpbUIbEB JieTydedl MbIIIM'", HEKpO3bl B
obyiacTu 6a3abHBIX TaHTIIHEB [2]
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D "" |
M 11 M 3086

Pucynox. CyoaypanbHbie reMaToMbl [2]

[Tpunoxenue '3

Cneunaau3upoBaHHbIC MPOAYKTHI HA OCHOBE AMMHOKHUCJIOT 0€3 JTU3MHA H
TpunTopana

HaunmenoBanue npoaykra

benok
(PkxB.) T

Kup,
r

VYrineBoasl
,T

DHepreTuyec
Kas
LEHHOCTb,
KKaJ

Bo3spacr
MPUMEHECHUS

Crnennain3supoBaHHbIM MPOJYKT
CyXxoH U1 OUETUYECKOTO
J1e4eOHOTO MMTaHUsg  JeTel
MEePBOro ToJa KHU3HU, OOJIHHBIX
[JIyTapoBOM anuaypuei,
"Hytpuren 14

-trp, -Iys" <xFhKS

14

23

50,4

472

or 0 no 1 rona

Crienmanu3upoBaHHBIM  IPOIYKT
CyXoi Ui JUETUYECKOTO
neyeOHOT0  MUTaHUs  JIeTed
cTapIilie OJHOTO Troja, OOJIbHBIX
[JIyTapoBOM anuaypHei,
"Hytpuren 40

--trp, -Iys" <xFRKS,

40

13

32,2

406

crapue 1 roga

Crienmanu3upoBaHHBIM  ITPOIYKT
CyXoi Ui JUETUYECKOTO

70

5,8

303

crapie 1 roga

YnydweHHyto BEpCTKY OT http://disuria.ru npeactaBnsieT anteka "CemeiiHasa" https://anTeka-omck.pd
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ne4eOHOro  MUTaHUs  JeTei
cTapiie OJHOro roja, OOJbHBIX
TJIyTapoBOM aluIypuei,
"Hytpuren 70

-trp, -lys" <****>

Criennanu3upoBaHHBIM  ITPOIYKT
JETCKOTO JTUCTHYECKOTO
Je4eOHOr0 THWTAHUS ISl JIeTeH
nepBoro rojaa xxu3Hu ot 0 go 12
MECSIIEB B KadeCTBE OCHOBHOTO
MUTAaHUS U B Ka4yecTBe
JIOTIOJTHATEIPHOTO TUTAHUS IS
nereit 1o 3 ner "GAl Anammukc
Nupant" <****>

13,1 23

49,8

466

ot 0 mo 1 roxga

Criennanu3upoBaHHBIN  MPOIYKT
JINETHIECKOTO JIe4eOHOTO
MNUTaHUS "XLYS, TRY

'myrapumon" <*#**>

332

crapue 1 roga

ITpunoxxennn ['4

OpueHTHPOBOYHAS MOTPEOHOCTH B JIU3MHE H TPpUNTOPaHe Yy NAIHEHTOB ¢
rJyTapoBoii anmuaypuei Tun 1 B 3aBUCMMOCTH OT Bo3pacta [21, 28]

Bo3spact 601pHBIX

CyrouHas noTpeOHOCTh B AMUHOKHMCIIOTAX MI/KI MaccChl Teja

JIuzun Tpunrtodan

0-3 mec 80-100 10-20
3-6 mec 70-90 10-15
6-9 mec 60-80 10-12
9-12 mec 50-70 10-12
1-4 rona 55-65 8-12
4-7 net 45-55 7-11
7-11 ner 35-45 4-10
Hesymku 11-15 ner 30-40 4-6
Heymknu 15-18 ner 20-30 3-5
Onomm 11-15 ner 30-40 4-6
IOnomm 15-18 ner 35-45 6-8

39 13 45


http://disuria.ru/
https://аптека-омск.рф/

KnuHuuyeckne pekomeHgaumm — nyrtaposas aumaypus Tun 1 — 2021-2022-2023 (30.08.2021) — YTBepxaeHsl Muusgpasom PO

IIpunoxenue I'S

Pexkomenayembie HOpMbI NOTPeOJIeHUsI 0eJIKa U CPeHee COlAepPKaHNe JIU3MHA B
Pa3JIMYHBIX MUIIEBBIX MPOAYKTAX (CIIPaBOYHASI MH(POPMALUS ISl COCTABJICHUS
JIe4eOHOr0 palHoHA MAMEHTAM ¢ IJIyTapoBoii anuaypuei Tum 1)

Tabmuma 1 — PexomenyeMble HOPMBI TIOTPEOICHHS OelIKa ISt 3I0POBBIX JIETEH Pa3IMIHOTO

Bo3pacra [1, 3, 18, 22]

Bo3spact RDA CHIA BO3 EBpocoro3 Poccus
(r/Kr/cyTKn) (r/Kr/cyTKH) (r/kr/cyTKH)
0-6 mec 2,2 1,38 - 2,2 (r/xr/cyTkn)
6-12 mec 1,6 1,21 1,6 2,6-2,9 (r/xr/cyTkn)
1-2 roga - - - 36 r/cyr <*>
2-3 roya - - - 42 r/cyr
1-3 roga 1,2 0,97 1,1 -
4-6 neT 1,1 0,84 1,0 54 r/cyr
7-10 ner 1,0 0,8 1,0 63 r/cyT
Manpunku 11- |1,0 0,79 1,0 75 r/cyr
14 ner
Mansunkun 14-|0,9 0,69 0,9 87 r/cyr
18 mer
HeBoukn 11-14|1,0 0,76 0,95 69 r/cyr
JIET
JeBoukn 14-18|0,8 0,64 0,85 76 t/cyT
JIET

Tabnuua 2 — CpenHee copep:kaHue TM3MHA B OeIKax pa3andHbIX Mpoaykros [18, 20].

[IpomykThl ConepxaHue Tu3MHA JInzun/Genok
(% ot obmiero Genka) (Mr/r Genka)
Pr16a 9 90
Msico 1 MSCHBIE IPOTYKTHI 8 80
I'pynnoe monoxo 8 80
KopoBee MOJOKO ¥  MOJIOUHBIE | / 70
TIPOJTYKTHI
Slitna 6 60
Kaprogens 6 60
Cos u coeBbl€ IPOYKTHI 6 60
Opexu 2-8,5 20-85
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@OpyKTHI 2-6,5 40-65
OsBoiu 4-6,5 20-65
X7e0 1 3epHOBBIE MPOTYKTHI 2-4 20-40

[Tpunoxenue ['6

KoMmuieke 0013aTeIbHBIX MEPONPHUSITHI, KOTOPBIE T0KHBI OBITH MPOBEIEHbI
NAINMEHTY MOCJIe YCTAHOBJIEHHSI INArH03a IIyTapoBas anuaypus Tum 1 [21]

Bo3spact 6onbpHBIX aeTei

0-6 mecsaueB | 7-12 mecsanes | 1-3 roma | 4-6 ner Crapiue 6 net

Juerorepanus

JIn3uH oenxka | 100 90 80-60 60-50 N36eratp

HaTypaJIbHBIX Ype3MEPHOTO

MIPOJIyKTOB MI/KI/CYyT MOCTYIIEHUs1 Oelka.
Yrotpebnars
MPOJIYKTHI ¢ HU3KUM
coJiep KaHueM
JIU3MHA
(Deweyetal 1996)

Tpuntodpan  Genka|20 17 17-13 13 13

HaTypaJIbHbIX

MPOJYKTOB MI/KT/CYT

benok warypanessrii | 1,4-1,3 |1,5-1,3 1,4-1,3 1,3-1,1 1,3-1,1

(r/xr/cyr)

benok 3a cuer CII|1,3-0,8 |[1,0-0,8 0,8 0,8 0,8

<*> (r/kr/CyT)

benox (o6mmit) (2,7-2,1 |2,5-2,1 2,2-2,1 2,1-19 2,1-19

(r/xr/cyr)

DHepreTuyeckas 115-80 |95-80 95-80 90-78 90-78

LIEHHOCTh

(kKan/kr/cyr)

MUKpOHYTPUEHTBI >=100 |>=100 >=100 >=100 > 100

(%)

OcHoBHas MeTabonu4ecKas Tepanus

Kapuurtun mr/kr/cyr |100 100 100 50-100 30-50

<*> CHCLII/IaJ]I/BI/IpOBaHHBII\/II MPOAYKT HA OCHOBC aMUHOKHCJIOT 0e3 NM3MHA U TpI/Il'ITO(I)aHa.
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ITpunoxenue I'7

OcHoOBHbIE IPUHIMIBI TEPATIHHA B YCJIOBUSIX cTanuonapa [7, 19, 20, 28, 54]

A. BoccTraHoBiI€HHE dHEPreTHUECKON OTPeOHOCTH

Kanopun [loBbltienne sHepreTudeckoil motpednoctn g0 120% ot
BO3PAaCTHON HOPMBI

120% (pacuer mmerbl Ha|0-6 MecsieB 7-12 mecsieB | 1-3 rona 4-6 ner

wican/ir/nenp) <1> 98-128 96-109 98-109  |96-98

b. BuyrpuBeHnHas nHdy3suoHHas Tepanus

JlexcTposa 8-15 r/kr/cyr

Kupst 20% (1o nmoxazaHusim),
pu OTCYTCTBUU
MeTa0O0JIMUECKOTr0 aluao3a

Hauannaast no3a 1-2 r/Kr/neHb, €CIM BO3MOJKHO, ITOBBIIICHHE
0361 10 2-3 T/KI/neHs

Koppekuust  anextponuTHbIX | CojieBble paCTBOPHI U/UIIM PACTBOPHI SIEKTPOJIUTOB

HapyleHnn

WNHcynuHOTEpanus [Ipn runepriavkemuu Beime 10 MMOJB/T W/WAM TIIOKO3ypUH
BO3MOXKHO BBEJICHHE VHCyIMHA 1 €ro aHaJIoros
(KOHTPOJUPOBATH YPOBEHB KIS B KPOBH )

JleBOKapHUTHH 150-200 mr/kr/cyTku

C. IToTpebHOCTH B Oenke

HarypanbHerit 6emox

I[Tonnoe wuckimoueHue OejKka MakCHMaldbHO Ha 24-daca, ¢
MOCTENIEHHBIM BO3BPAaTOM 70 MUHHMAJIBHO O€301aCHOTO YPOBHS
B TeueHue 48-72 wyacoB. Ecmm pebeHOK HaxoauTcs Ha
HU3KOOCIIKOBOM JeTe 0e3 mpuemMa aMHHOKHCIOTHBIX CMECEH,
OCYIIIECTBIISIIOT MOCTEIIEHHOE BBeJeHUE Oeika B TeueHue 24-48
Y4acoB.

AMUHOKHUCIIOTHBIE cMmecH (0e3
JIN3WHA)

AMMHOKHUCJIOTHBIE CMECH Ha3HA4YalT per os
HaszoracTpaJbHbIN 30H7 B A03¢ 0,8-1,3 r/kr/neHn

WK  4epe3

J. ®apmakoTepanus

>KapOHOHI/I)KaIOIHaH TCpaIunsa

*%k
[Ipu nosbiienne temmeparypsl Boiie 38,5 C — ubynpoden  wu
napareTamosr** B BO3pacTHOM J103€

AnTHOaKTepHabHas Tepanus

Ha3znagaioT B 3aBUCUMOCTH OT npearojaracMoro MnaTroreHHoro
arc¢HTa B BO3pPACTHBIX N03axX

[IpoTBOpPBOTHEIE CpeiCTBA #METOKIIONpaMU MM H#OHJAHCETPOH** B BO3PACTHOMU
JIO3UPOBKE
JleruaparaiinoHHas Tepamus Eciu nuypes wmenee, uem 3-4 MII/KI/IeHb, Ha3HA4aloT

¢dbypocemu B BO3pacTHOW M03upoBKe (He Oonee uem, 3-4
WHBEKIUU B JIEHb) (CIEAUTH 3a AIIEKTPOIUTHHIMU HAPYIIEHUSIMHU
B KPOBH)
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Harpus rugpokapOoHat B cinydae nekOMIEHCHPOBAHHOTO METAa0OIMYECKOTO alua03a,
BO3MOYHO Ha3HAuYCHUE Hatpus rugpokapOonara**
BHYTpUBEHHO (mox koHTpojemM pH m Nat B kpoBu) wmim
EepOPATBHO.

Antmsnunentudeckas tepanus |[Ipm  cymoporax — BO3MOXKHO ~ HA3HAa4ye€HUs  CTaHAAPTHOMN
AQHTUANUIIENTUYECKONH Tepalud B  3aBUCHUMOCTH OT THIIA
CYJIOPOKHBIX MPUCTYIIOB C UCHOJIb30BAaHUEM TaKUX IperapaTroB
Kak  QeHoOapOuTam**  neBeTwpaneram**,  JTaMOTpPUIDKHH,
tormpamatr**, penntonn**, kapbamazenuu** u KoHazemam** B
BO3pPAacTHBIX Jl03aXx. H3aHaueHue mpemnapaToB BaJlbIIPOEBON
KHUCJTIOTHI** HEe)KeNaTeNbHO.

E. KoHTposb )kM3HEHHO BaXHBIX (PYHKIUHN U 1a0OpaTOPHBIX TOKa3aTenen

>KI/I3H€HHO BA>XXKHBIC q)YHKHI/II/I I‘IEICTOTa CGpI[G‘IHI)IX COKpaHIeHI/II\/'I, qacTtoTa AbIXATCJIBbHBIX
JBUKECHHUM, KOHTPOJIb apTEPUAIBHOTO JIABJICHHUs, TEMIIEPATYypHI,
nuypesa. [lpu yrHeTeHUn CO3HAaHMS — OLIEHKA YPOBHSI CO3HAHUS
o mxkajie I'masro.

Kposb VYpoBenb rnoko3bl, pH © ra3el KpoBH, ANIEKTPOJUTHI (KaIui,
HaTpH, KaJbIUH HOHU3UPOBAHHBIH, XJIOD).

<1> Bo Bpems 5HIepaIUTONOAOOHBIX KPHU30B HEOOXOJAMMO YBEIWYUBATH IMOCTYIJICHUE
sHepruu A0 120% OT HOpMalbHON JHEPreTMYecKol MOTPeOHOCTH B CYTKH, C LENbIO
MPEeNYNPEeXACHUS Pa3BUTHS HEBPOJOTUYECKUX HApYyIIEHUH, BO BpeMs OCTPbIX COCTOSHUI
sHepreTHyeckas nmoTpedHocTh Bo3pactaeT Ha 30-40% oT pu3HOIOrHUECKON HOPMBI.

[Tpunoxenune '8

buoxumMu4ecknii ¥ UHCTPYMEHTAJIbHBIA MOHUTOPUHI MAIMEHTOB € IIyTAPOBOM
amuaypueii Tan 1 [21]

buoxumuueckue mapaMeTpsl O6ocHoBanue Yactora nccinenoBanuii (Bo3pacr)
Ha3Ha4YCHUM
Or0 g0 1 1-6 ner Crapiie 6
rojaa JIET
AMMHOKHUCIIOTHI (B KPOBH) Ornenka oomero | Kaxnapie 1-2 | Kaxneie 3-6 |Kaxnapie 6-
aMHUHOKHUCIIOTHOT'O Mecsa Mecsia 12 Mmecs1eB
cTaryca
YpoBeHb KapHUTHHA [Ipodunakruka Kaxnple 2|Kaxnele 3 |Kaxapie 6-
(B KpOBH) BTOPUYHOTO HCTOIIEHUS | MecsIIa Mecsia 12 MecsimeB

KapHUTHHOBOTO ImyJa,
KOHTPOJIb OCJIO)KHEHUM

OOmuit  ananusz kpou +|[ImaHOBBIN KoHTpouib. | Kaxxnpie 6| Kaxnpie 6| Kaxnasie 6-

bepputH Perymsipnoe MeECSIICB MeECSIIECB 12 mecsieB
HaOII0IcHHe, u30eraiiTe
HCTOIICHHS 3a11acoB
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xKernesa, (bonueBoit
KHCJIOTBI 501051
KoOaraMuHa

AIbOYMUH KpOBH

HyrputusHsbIi cTatyc

Ecnu cymiecTByloT onaceHus 1o noBoy

craryca

nuTaHusa

npoOjaeMaMu MUTAHUS

u

y Jeren ¢

Kameumit u docdop kposwu, | Cocrosinue koctHoU | Kaxxnpie 3 |Kaxapie 6| Kaxmaeie 12
mienovnast pocgaraza TKaHU <*> Mecsa MECSIIEB MECSIIEB
Acnapratamunotpancdepasza | [InmanoBeiit  koHTpoJib, | Kaxkaeie 3 |Kaxapie 6| Kaxneie 12
AnanuHamuHoTpacdepasza npoduIaKTUKa MecsIia MecSIIeB MeCSAIIeB
lNamma- MeTaboIMuecKon

TIIYyTaMUAJITPAHCIIENITH Ia3a JCKOMIICHCAITHH

Helipopannonornyeckoe

KoHTpons CcTpyKTypHBIX

IIpy ycTaHOBIIEHMM JHMAarHo3a, a TaKke

HACCIEN0BaHNIE TOJIOBHOIO | K3MEHEHUH  TOJIOBHOTO | IIOCTIE MIEPEHECEHHOTO
mosra (MPT/KT) Mo3ra sHIIe(haTUTOTIOA0OHOTO Kpu3a,
MOSIBJICHUS MIPOTPECCUPYIOLIEN

HeBPOHOFquCKOﬁ CHUMIITOMAaTUKN

<*> FEcimm mnpenmosaraercs
(Hanpumep,

JOIIOJIHUTCIIBHBIC  TCCTHI

cTaryc

D,

PaanoIOrHUYECKHUE UCCIIeIOBaHMS BO3pAcTa U MJIOTHOCTH KOCTEH).

HEOOCTAaTOYHAA MHHCEpAIU3alus KOCTeﬁ,

BUTaMUHA napaTupeorTHbINA

HEOOXOIUMBI
TOPMOH,

[Tpunoxenne 1'9

MeponpusTusi, HaNpaBJeHHbIE HA MPeI0TBPAllleHHe PA3BUTHS MOBTOPHBIX
e aTuTONOA00HBIX Kpu3oB [7, 20, 21]

Meponpusitus

Coz[epmaHHe MEPONPUATHA U METObI UX pCain3allun

O6pazoBanue u oOyueHue
poauTenen

Pomurenu IO/KHBI OBITH OCBEAOMIIEHBI O KIMHHYECKOM TEUYEHHH
3a007€BaHUsI U €ro oOciaoXHeHusaX. OHU [OOKHBI OBITh YETKO
UH(GOPMHUPOBAHBI O TAKTHKE TEPallMd BO BpEMs Pa3BHBAIOIIETOCS
SHIIe()ATUTOTIOT0OHOTO KpH3a.

JleueOHo-
MIPOCBETUTEIbCKAS
pabota

Heo0xoanMo obecrieunTs B 00513aTEIHOM MOPSAKE WHAWBUIYaIbHBIM
IPOTOKOJIOM  OCHOBHOW  METa0OJIMYECKOM W HMHTEHCHUBHOMN
UH(Y3MOHHOM Tepanuu poauTeneil, Bpauel 1eTCKON NOJUKIMHUKY I10
MECTY JKUTENbCTBa MaleHTa. PoauTenn m0JKHBI ObITh 0O€CTIeYeHbI
JUTEPATYpOl MO KIMHUYECKOH KapTuHe u jeyeHuto ['Al. B neuebHom
IPOTOKOJIE JIOJDKEH OBITh yKa3zaH HOMep TenedoHa Jiedallero Bpaya, ¢
KOTOPBIM MOXHO CBSI3aThCsS B JII0OO€ HEOOXoaumoe i HalMeHTa
BpeMs.

OKcTpeHHast
MEIUIMHCKAs TOMOILb Ha
JOMY

Poautenn OODKHBEI HMMETh BCE HCO6XO,[[I/IMBIC JICKApCTBCHHBIC
CpcacTBa Il Ha4aJ1a WHTEHCUBHOM TCpaluu Ha IOMY.
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Obecneuenue
MIPEEeMCTBEHHOCTH B
JICYEHUH (merckas

MIOJIMKJIMHUKA, palilOHHBIC
OOJILHUIIBI,
MeTa0O0JIMIEeCKUH TICHTD)

Bpaun geTckux TMOJMKIMHUK/PAHOHHBIX  OOJBHHMII TIO  MECTY
KUTCJIBCTBA IMallUCHTA, JOJIKHBI GBITL IIOCTaBJICHbI B U3BCCTHOCTH O
naiueHTax ¢ I['Al, W HHCTPYKTUpPOBaHbl IO TAaKTHUKE JICYECHMUS.
NHnuBuayanbHBIA MPOTOKOJ MO JICYCHHWIO TAIMEHTa JOJDKCH OBIThH
OTOCITaH B  TOJHUKIMHHUKY/CTAIlAOHAP TIO MECTy IKUTEIIbCTBA,
HE3aMEMJINTEIbHO M0CIE YCTAaHOBJEHUs JAuarHosa. IHTeHcuBHOE
JieYeHUe JOJHDKHO OBITh HA4YaToO JIO MEPEBOJa B CICIHUATN3UPOBAHHBII
MeTa0O0JIMUECKH TEHTP, XOPOLIO BIAACIONIMN JICUCHHEM JaHHOU
IIaTOJIOT U H.

MeanHcKkas DOMOIIL B
BBIXOJHBIE, MPA3THUYHBIE
JTHU ¥ OTITYCKHOM IEpHOJT

[Ipn BBIE3gEe pebeHka Ha OTABIX (B PEruoHbl BAAIM OT JOMa),
HEOOXOUMO OTHPAaBUTh IO MECTy MpeObIBaHHA OOJILHOTO pebeHKa
IPOTOKOJI MHIMBHIYaJIbHOTO JIEUEHMs, HOMEp Tele(OHa JIedallero
Bpaya.

[Ipn BO3HMKHOBEHMM WH(EKIMOHHBIX 3a00J€BaHUI U MOBBILICHUH
Temneparypbl Tena o 38,5 °C poauTenu mnanueHTa Kak MOKHO
CKOpee, JTOJDKHBI TTOCTAaBUTh B U3BECTHOCTH O CIYYHBIIEMCS JICHAIETO
Bpaya.

MemunuHCKass  ITOMOIIb
BO BpeMsi HH(PEKIIMOHHBIX
3a00JIeBaHU I
MemunuHCKasT  ITOMOIIb
npu IUIAHOBBIX
XUPYPTUUECKUX
BMeEIIaTeIbCTBAX

[Ipy mIaHOBOM XMPYPrHYECKOM BMEIIATEIbCTBE BPaud XUPYPIH,
AQHECTE3UOJIOTU JIOJDKHBI OBITh MH(MOPMHUPOBAHBI O KIMHUYECKOM
T€YeHUH 3abojeBaHUs, Jieyalluid Bpad JODKEH OTIPAaBUTH B
XUPYPTHUECKHI CTAallMOHAp MPOTOKOJ MOCIEONEPAMOHHOTO BEJICHUS

nanueHTa. OCHOBHBIMH PEKOMCHJALMSIMH  SIBIISIOTCS:  H30erathb
TOJIOZaHMs, Ha3HAYCHHE PACTBOPOB TJIOKO3bI W JIBOWHOW JO3BI
KapHUTHHA

Hogebie, uznanneie B 2020-2022 rT. 11 opurmanbHO yrBepKAEHHBIE MuH3IpaBoM PO,
KJIMHUYECKHE PEKOMEHIalluu (PyKOBOJICTBA, POTOKOJIBI JICYEHHSI) — HA HAILIEM CaiTe.

I/IHTepHeT'CCBIJ'IKai

http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii protokoly lechenija/54.

Ecnu rae-to keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuaTaH, JaHHoe n3oopaxenne QR-koma
MTOMOJKET BaM OBICTPO MEPEHTH O CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJUTCS dTa CChLIKA.
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