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KJIWHUYECKHUHA MPOTOKOJ JUATHOCTUKHA U JEUYEHUA

BOJIE3HDb ®ABPU

. BBOJHASI YACTDb
1.1.Koa(»1) no MKb-10:

Kon MKB-10
E75.2 | pyrue chunronunuaossl, 6one3unb ®adpu (Aunepcona - ®adpu)

1.2 laTta pa3padorku/mepecMmoTrpa nporokoJa: 2015 rox (nmepecmotp 2022 ron)

1.3 CoxkpaiieHus, HCIOJIb3yeMble B IPOTOKOJIE:
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AnanuHaMuHOTpaHcepasza
AcnaptraramuHoTpaHcdepasa

OJIOKATOPHI PEIIEITOPOB AHTHOTEH3NHA
OMOXUMHUYECKUN aHATN3 KPOBU

6one3up Dadbpu

KEITYJOYHO-KUIIIEYHBIN TPAKT
UHTHOUTOPHI aHTHOTEH3UH-TIPEBpAIA0IIEro pepMeHTa
KOMITbIOTEpHAsI TOMOTrpadust
JM30COMHBIE 00JIE3HU HAKOIUICHUS
JIEKapCTBEHHBIE CPENICTBA
MarHUTHO-PE30HAHCHAs TOMOTrpadust
HECTEpPOHIHbIE TPOTUBOBOCTIAIUTEBHBIE CPEACTBA
oO1uii aHaM3 KPOBU

001N aHAJIN3 MOYU

CKOPOCTb KIIyOOUKOBOH (DUIIBTpALIMU
YPOBEHb JI0KA3aTEIHHOCTU
yIBTPa3ByKOBOE NCCIIEIOBAHHE
yJIbTpa3ByKoBas gomnruieporpadus
(epMeHTHasl 3aMeCTUTENbHAs TePanus
XpoHUYecKas 00JIe3Hb TOUEK
XpOHUYECKas MOYEUHAsI HEIOCTATOYHOCTh



OKI’ — | DnexTpokapauorpadus

OHMI' — | DnekTponelipomuorpadus
Ox0-KI' | — | Dxokapanorpadus
20T — | DnektposHuedanorpadus
anba-Gal A — | anmb(a ramakrosugasza A
lyso-Gb3 | — | T'mo6oTpuao3unchuHro3uH
Gb3 — | 'moboTtpuao3mimepamu

1.4 Tloab30oBaTesiM NMPOTOKOJIA: Bpauu OOIIEH NPAKTUKU, TNEAUATPHI, TEPaNeBTHI,
CJIEYIONIME CIENUATUCTBl JIETCKOTO M B3pPOCJIOr0 MPOQMIIs: HEBPOJIOT, KapAHOJIOT,
pEeBMATOJIOT, HE(PPOJIOT, TEHETUK, TaCTPOIHTEPOJIOT, JAepMaTojor, o(TaabMOJIOT,
OTOPUHOJIAPUHTOJIOT, CYpP0JIOT, TICKXOTEPANEBT, IICUXOJIOT.

1.5. Kareropusi nauMeHTOB: JIETH, B3POCIIbIE.

1.6 llIkasia ypoBHSI J0KA3aTEJILHOCTH:

A | BricokokauecTBeHHBI MeTa-aHalu3, cucteMatudeckuid 0030p PKU wiu xpynHoe
PKU c oueHb HU3KON BEPOSITHOCTHIO (++) CUCTEMATUYECKON OIIUOKU Pe3yJIbTaThl
KOTOPBIX MOTYT OBITh PACIIPOCTPAHEHBI HA COOTBETCTBYIONTYIO TOMYJISIIHUIO.

B | BoicokokauecTBeHHbIM  (++)  cuUCTEMaTHYeCKUd  0030p  KOTOPTHBIX  WJIH
UCCJICIOBAHUN CIy4al-KOHTPOJb WK BbicOkOKauecTBeHHOE (++) KOrOpTHOE WIU
WCCJICIOBAHUM CITy4al-KOHTPOJIb C OYE€Hb HHM3KUM PHUCKOM CHCTEMATHUYECKOUN
ommbkn wiu PKM ¢ HeBbicOkMM  (+) pHUCKOM CHCTEMAaTHYECKOW OILIMOKH,
pe3yabTaThl KOTOPHIX MOTYT OBITh PACOPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
TIOMYJISILIUIO.

C | KoroptHO€ WJIM HCCIEIOBAHME  CIIYyYal-KOHTPOJb WM  KOHTPOJIHMPYEMOE
uccienoBanue 0e€3 paHJAOMU3AIMU C HEBBICOKUM PHUCKOM CHCTEMaTUYECKOMN
omuoku (+).

Pe3ynbTaThl KOTOPBIX MOTYT OBITh PACIPOCTPAHEHBI HAa COOTBETCTBYIOILYIO
nonyssanuio uin PKU ¢ oueHb HU3KKMM WIIM HEBBICOKUM PHUCKOM CHCTEMATHYECKOU
omuOku (++ winm +), pe3yabTaThl KOTOPHIX HE MOTYT OBITh HEMOCPEICTBEHHO
pacnpoCTPAHEHbI HA COOTBETCTBYIOIIYIO MOIYJISILUIO.

D | Onucanne cepuu CiaydaeB WIM HEKOHTPOJIMPYEMOE MCCIENOBAHUE WM MHEHUE
DKCIEPTOB.

1.7 Ompenenenue 12°: Bogesnr ®adpm — mnporpeccupymomiee X-ClENIEHHOE

3a00JieBaHUE, OINOCPEJAOBaHHOE MyTalMedl reHa o-ramakto3ugasel A (GLA),
BBI3BIBAIOIICH CHIIKEHHWE aKTUBHOCTU JIM30COMHOTO (DepMEHTa O-TajlaKTo3umasbl A (o-
GLA A). Jlepurut ganHoro ¢pepMeHTa MPUBOIUT K HAKOIUICHUIO OTMPEJCICHHOTO TUIIA
JUNUIOB Takux Kak, rioborpuaoswniepamuga (Gb3) u riaoborpuao3uinchuHro3nHa
(lyso-Gb3) B pa3nmmuHbBIX oOpraHax W TKaHAX, W Pa3BUTHIO MYJIBTHCHCTEMHOTO
3a00JIeBaHUHA.



3a0osieBaHHEe  HOCUT  MPOTPECCUPYIOMMNA  MYIbTUCHUCTEMHBIH  XapakTep,
XapaKTEepU3yeTCsl CHUKECHUEM KadecTBa W  MPOJODKUTEIBHOCTH JKWM3HH. be3
COOTBETCTBYIOIIETO JICUCHUS CMEPTEIbHBIM MCXOJ, KaK MPaBWJIO, HACTymaeT Ha 4-5-m
JECATUIICTHH KU3HHA OT CEPACUYHO-COCYIAUCTHIX, IEPEOPOBACKYIISIPHBIX OCIOKHEHUN WITH
MOYCYHOM HexocTaTouHocTH [4,5,6].

1.8 Knacenduxanus [ 8 %

e TunuyHas (Kiaccuueckas) Qopma — paHHeEe Hayalo B JETCKOM BO3pacTe,
porpeccupyloliee TeYeHUE ¢ MOJIMOPTaHHBIM, MYJIbTHCHCTEMHBIM IMOPAKEHUEM;

e aTunuyHas (HEKJIaccuyeckas) ¢gopma — 3a00JieBaHME C MO3JHUM HAYaJIOM H C
MOpPaXCHUEM OJHOTO WM HECKOJIbKHX OpPTaHOB (M30JMPOBAHHOE MOPAXKEHHE COCYIIOB
TOJIOBHOTO MO3Ta, CEp/IIa, MOYEK).

2. METOJbI, NIOAXOAbI U ITPOLUEAYPBI IUATHOCTUKU**
2.1 JInarnocTuyeckue KpUTEPHN:

Jnarno3 b® ycraHaBIMBaeTCs HA OCHOBAaHUM COBOKYITHOCTH aHAMHECTUYECKUX H
KJIMHUYECKUX JaHHBIX, JAHHBIX CEMEWHOI0 aHaMHeE3a, Pe3yJbTaTOB JIabopaTOPHOTO
rccnen0Banus (OMOXUMHMYECKHX U MOJIEKYIIPHO-TEHETUYECKUX MccnenoBanuii) 279,

Tunnuneeli  BapmanT b®  jlerye  OMArHOCTUPOBATH  NPU  HAIWYHH
MYJIbTHCUCTEMHOTO 3a00JIEeBaHUA C TMOPAKEHHEM II0YEK, CepAla, KOXH, HEPBHOMN
CUCTEMBI, JKEIyAOYHO-KUIIEYHOTO TpakTa, opraHa 3peHud. lIpm arunmudyHOM BapuaHTe
b® nopaxenue cepAla WIM TMOYEK MOMKET OBbITh E€JUHCTBEHHBIM MPOSIBICHUEM
3a0oneBaHus. Y TakuX MAllMEHTOB OTCYTCTBYIOT KaKHe-JIMOO CUMITOMBI 3a00JIEBaHUS B
JNETCKOM Bo3pacrte. J[MarHocTUpOBaTh aTUNHWYHbIE BapuaHTbl bd MOXHO TOJIBKO ITyTEM
CKpuHUHra rpynn pucka. [Ipeanomnarate b® cneayer y Bcex maleHTOB ¢ runeprpoduen
MHUOKapJla JIEBOr0 KEJIyJA04YKa HESICHOTO IMPOUCXOXKIACHMS, C XPOHUYECKOW OOJIE3HBIO
MOYEK HEACHOTO TPOUCXOXKJIEHUS W UMHCYJIbTOM, HEU3BECTHON H3THUOJIOTUU W/WIH
pasBHBILIEMCS B MOJIOZIOM Bo3pacte (1o 55 ner) [10-12],

7/Ka00b1 m aHaMHe3:

® XapakTepHbIC YepThl Oosie3HN Dadpy BKIIOYAIOT MHU30bI 00JIeH, #OKSHHsS, 0COOCHHO
B KOHEYHOCTSAX (aKpoIlapecTe3nu); TEMHO-KPACHBIX MATEH Ha KOXe (aHTHMOKEepaToM);
MOHIDKEHHAS CIIOCOOHOCTH K MIOTOOT/CIICHUIO 17001 ee OTCYTCTBHE
(rumoruapo3/aHruapos);

® TIOMYyTHEHHE POTOBHIIBI WM BHUXpPEOOpaszHas KepaTomaTHs-CIIUPATICBHIHBIC yYaCTKH
M3MEHEHHUS B POTOBHIIEC, HATOMHMHAIOIIIEE TyYOK JINCTHEB WJIH JIEECTKOB B KOHIIE CTEOJI,
U3BUTOCTh COCYJIOB CETUATKU MM KOHBIOHKTHUBHI;

® IPOOJIEMBI C KEJIyJIOYHO-KUIIEUHbIM TPAaKTOM; 3BOH B yIlax (THHHHUTYC) M TOTEps
ciyxa,

e Oone3np Pabpu Takke BKIIOYACT MOTCHIMATBHO OMACHBIC JIJIS1 )KU3HU OCJTIOXKHEHHSI, C
MOBBIIIEHHBIM PHUCKOM MPEXKIECBPEMEHHON CMEpPTH, BKIIIOYAs TEPMUHAIBHYIO CTaUIO
MOYEYHON HEJ0CTAaTOYHOCTH, TUIEPTPOPUIECKYIO KapAMOMHUOIIATHIO U
11epeOpOBaACKYISIPHBIC COOBITHS.



CrekTp BO3MOXHBIX kajlo0 y manueHToB ¢ b® MoxkeT ObITh BeCbMa MIMPOKUM H
3aBUCUT OT (opMbl 3a0oneBaHMs (TUMWYHOW WM ATUIIWYHOW), Toja manueHrta (y
KEHIMH 3a007eBaHre 00OBIYHO TIPOTEKAET B 00Jiee JIETKOW U CTepTol dopme), Bo3pacTa
MaHudecTay OO0JE3HM U WHIAMBUAYAIbHBIX OCOOCHHOCTEW TeueHus 3a00JIeBaHUA.
DaKTUIECKH ¢ JETCKOTO BO3pacTa OECIIOKOAT HUKENEPEUHCIIeHHbIE xkanoobl -2,

AHaMHeCTHYeCKHe COObITHS:

® YTOMJIISIEMOCTB;

e JieIpeccHs;

® AHTMOKEPATOMA «HWXKE MOsICa»: HA SArOAMIAX, IOSICHHUIIEC, IOJIOBBIX OpraHax, Ha
HIDKHUX KOHEYHOCTSIX;

® CHIDKEHUE CIIyXa, [IyM B yIIax;

® T'0JIOBOKPYKEHUS;

e 00U B KHUCTSX U cTOmax (MyYHMTEJIbHOE YYBCTBO IOKAJBbIBAHUS WM «IIOJ3aHUS
MypalIeK» B KOHEUHOCTSX, OOJIbIIIE B KUCTSIX U CTONAaX (aKpomapacTe3un);

® TIOBBIIIEHHE YYBCTBUTEIBHOCTH C JIOKAIHU3AIMEN B 00JIaCTH CTON U KUCTEH;

e 00JM B cycTaBaX KOHEUHOCTEH, Oeapax U roJeHsIX;

e (QoJieBbIE KPHU3bl (3TO XapaKTEpPHOE OTIMYHME OT JAPYrHMX OOJEBBIX IMOJIMHEBPOIATUN
TOHKHX BOJIOKOH B 10Jib3y b®);

00H B )KUBOTE;

JIMXOpaJiKa HEICHOTO I'eHEe3a;

IJ10Xast IEPEHOCUMOCTD XOJIOAA U JKAPBI;

TUITO- WIHA aHTHIIPO3;

XpPOHHMYECKas Thapes;

NEepEeHECEHHBI UHCYIIbT/MHCYIbTHI;

NpU3HAKU TOPAKEHUS TMOYEK (MOJIMYpHsl, MOJIMIUIICUS, TPOTEHUHYpPHs], MOBBIIICHUE
CBIBOPOTOYHOT'O YPOBHSI KPEaTUHUHA);

® [IPU3HAKU MOPAXKEHHE CEPJIEYHO-COCYAMCTON cHucTeMbl (Oonu B cepiue, nepedou,
m3menenus Ha JKI);

® KaTapakTa,

® I[IOMYTHEHHME POTOBUILIBI.

® OTSTOLICHHBIM ceMelHbI aHamMHe3 (00JM B KOHEUHOCTSIX, PAaHHUE WHCYIbTHI,
nHpapKkThl, XpoHuueckas 0osie3Hb noyek (XbII) y poacTBEeHHUKOB epBOil (poauTeENH,
CEeCTphbI, OpaThs U JAETH MALMEHTAa) U BTOPOM JIMHUU POJACTBA (IeAYIIKH, 0a0yIIKU, TETH U
ISAM TIAUEeHTa), WM (akT cMepTH OJM3KUX POACTBEHHHUKOB B MOJIOJIOM BO3pacTe CO
CXOJHBIMH KJIMHUYECKUMU MTPOSIBICHUSIMMU ).

duznkaabHoe o6caenoBanme; 32,

Tadoanna 1. Kiimaunveckue nposiyienusi b®

Opran/cucrema | Kaunnnuyeckue nposisjienus b@

Jerckuii Bo3pact

IMepudepuueckas | Hefipomatuueckas 6016, u3Hypsromas, xpoundeckas (70-80%);
HEpBHAs CUCTEMa | AKpPOMAPECTE3HH, MAPECTE3NH/ TU3ECTE3NN;




Kpuzbr ®abpu-— mpucTynsl CHIFHON, KOJIOMIEH, BRIpPAKEHHON OOJM B TIPOEKITNH Jal0HeH U
CTOII, WPPAAMHPYIONMEH B TPOKCHMAIbHbIE OTHENBl KOHEYHOCTEH UIMTEIHHOCTHIO OT
HECKOJIBKHUX YaCcOB JI0 HECKOJBKUX CYTOK C BO3PACTa OT 2-X JIET XKU3HU;

enTpanbHas
HEpBHas CHCTEMa

C 12 ner Bo3moxkHO pa3sutie THUA (mmpoTpoMOOTHYECKHE, OKKITIO3UOHHBIE HAPYIICHNUS);
Cynoporu;

I'onoBHEIE 00JTH, TOJIOBOKPYKEHHE.

KoruutuBHbIE 1 TTOBEJIEHUYECKHE PACCTPOICTRA.

BereratuBHas
HEpBHAas CHUCTEMa

I'umoruapos/anruapos;

OprocTatnyeckasi THTIOTEH3US;

Cria3Mebl B )KUBOTE;

Jluxopanxa;

CHMKEHHE TOJIEPAHTHOCTH K Kape/XOJoy.

ITaronorus B Bo3pacte 4-16 net - anbOyMUHypUsi, IPOTCHHYPHSI, U30CTCHYPHSI;

MOYeK CHmwKeHNe KOHLEHTPALMOHHON CIOCOOHOCTH MOYEK, MONUypHs, monuauicus; CHIkeHue
CKOpPOCTH KITyOOUKOBO# (prbTpariuu
[IporpeccupoBanne MoyedyHON MATOJIOTHM (MY>KUYMHBI, KEHIIKMH) 1O TEPMUHAIBHON CTaIuu
MOYEYHOM HEJOCTATOYHOCTH.
ApTtepuanbHas (CHMIITOMATHYECKasl, MOYeYHAs) TUTIEPTEH3HSI.

Koxnsrit AnTHOKepaToMBbl (¢ 5-13 5eT) pacnojoXeHbl TPYIaMi, OAMHOYHO Ha Oeipax, STOAWIAx, B

CHUH/IPOM MaxXOBBIX 00JACTSAX, HWKHEH 4YacTW XKMBOTA W MOJIOBBIX OpTaHax; TaKKe Ha CIM3UCTHIX -
KOHBIOHKTHUBBL, pTa

Kenynouno- Hapymenne moropuku XKKT (cmactudeckue 601w, Auapesi, METEOPU3M, TOIIIHOTA, PBOTA,

KHUIIICYHBIC TOTEPSI B BECE)

paccTporcTBa

B3pocJiblii Bo3pact

Bueurnuii Bug

J1J151 TOMO3UTOTHBIX MAI[EHTOB MYXKCKOTO 1M0JIa XapaKTePHBI:
BBICTYIAOIIHNE CYPaOpPOUTAIBHBIC TYyTH U JOOHBIE OYTPHI;
BBICTYIAFOIIAs HUKHSISL YEITIOCTh;

YBEITUUCHHBIC T'YObI;

Bec (dyacTo HU3KHI);

[epudepuieckas
HEpBHAs CUCTEMa

Hetiponatuueckass Ooyib (XpoHWYecKas O00Jb B JUCTAJIBHBIX OTHAEIaX KOHEYHOCTEH,
MapOKCH3MaJlbHbIe ~ OOJIEBBIE  KPHU3bI,  aKpOMapecTe3WH, IapecTe3ud,  HapylIeHHE
qyBCTBHUTEJIEHOCTH);

Kpuszsl @abpu — xapakTepu3yroTcss MyYHUTEILHON Xryded 0oJibio, OOBIYHO HAYMHAIOTCS B
CTYNHSAX W JIAJOHSIX M PACIpOCTPAHSAIOTCS BHYTPh U BBEPX IO PyKaM M HOTaM OOJIBHOTO,
MOKET OBITh CIIPOBOLIMPOBAHA JIUXOPAAKOH, (U3MUECKMMHU YHPAXHEHUSIMH, YCTaJOCTbHIO,
CTpeccoM U OBICTPBIMHU IiepenagaMy TEMIepaTyphbl;

CHmxeHne TeMrnepaTypHO#, TAKTUILHON, 00JIEBOI YyBCTBUTEIHHOCTH B KOHEUHOCTSX;
HeiiponaTuu: ciryxoBoro HepBa (CHW)KEHHE CIIyXa, IIYM B YIIAaxX); BECTHOYJIIPHOTO HEpBa
(roJIOBOKpYIKEHHE).

LenTpanbHas
HEpBHAs CHCTEMa

Hapymenust Mo3roBoro kpoBooOpaiieHust B 27% ciiydaeB- WIIEMUYECKUE/ TeMOpparuiaecKue
HUHCYJIbTHI;

THUA (nporpomboTrieckre, OKKII03MOHHbIE HApYILIEHHs1) B MOJIOJJIOM BO3pacTe;

Pa3zBuTHe 0O4YaroBeIX HEBPOJOTMYECKHX CHMIITOMOB - T'€MHUNApes3bl, AU3apTpusi, HUCTArM,
ABOCHHE B I'Jla3dax, HAPYUICHHUA KOHICHTPAIIU BHUMaHUA.

Cynoporu;

I"onoBHBIE 601IM, TOIOBOKPYKEHHE.

KorHutuBHbIE U TOBEJIEHYECKUE PACCTPOMCTRBA.

BereratuBnas
HEpBHAs CUCTEMA

l'unorunpos/anruapos;

OprocTarnyeckasi THIIOTEH3US;

CnasMebl B )KHBOTE;

[To3BIBEI K YaCTHIM MOYCHCITYCKAHHSIM;
JIuxopanxa;

CHMXCHHE TOJISPAHTHOCTH K JKape/XO0JIoNy.




ITaTonorns
OYEK

AnpO0yMUHYpPHS, TPOTEUHYPHUS, H30CTEHYPHS;

CHmwxeHNe KOHLEHTPALMOHHON CIOCOOHOCTH IOYEK, MOynypus, nonuauncus; CHKeHue
CKOPOCTH KITyOOUYKOBOH (DHIIbTpaliuu

[IporpeccupoBanne MoyeyHON MATOJIOTMH (MY>KUMHBI, KCHIMH) 1O TEPMUHAIBHON CTaluu
MTOYEYHON HETOCTATOYHOCTH.

AprepuanbHasi (CUMITOMaTHYECKas, TIOYEYHAs ) TUIIEPTEH3HSL.

Kemynouno-
KHIIIEYHEIE
paccTpoicTBa

Huapest, MmeTeopusm;

TomHoTa, pBOTAa;

Omrymienre OBICTPOTO HACHIIICHHS, OOH B ATIUTACTPAIBHOI 00JI1acTH;
CHMXCHHE allIeTHTa, YMEHBIIICHUE YaCTOThI TPHUEMOB IHIIU B CYTKH;
PasButne nedummra Macchl Tena.

ITaTonorns
cepaua

KonrieHTprueckas runeprpodus JeBoro xeiymouka [33];

Uzmenenns na OKI': ykopouenue unrepsaia PR, unsepcus 3youa T paznuynble HapylIeHUS
MPOBOJMMOCTH M PUTMA cep/la (TaxuapuTMun, OpaguapiuTMum )

Crenoxapusi, 007b B 00JIACTH CEPLIA;

Cunkore;

MurtpanbHas 1 a0pTallbHasl PErypruTanus;

CHUMOTOMBI CEpACYHON HEAOCTATOUHOCTH;

Hapymenus
3peHust

[MomytHenue porouisl B Buae (BuxpeoOpasnas xepatonarusi - Cornea verticillata B 80-
90% cnyuaes);

CyOkarncynsipHas KaTapakra

[TopaxeHue cocyoB cETYaTKH

ATtpocdust 3purenpHOro Hepsa [34]

JlpIxatenpHEIe
paccTpoiicTBa

Oppimka npu GU3NIECKOil Harpy3Ke;
XPpOHUYECKHUH KallleNlb ¢ XPUIIOM;
HucnHo?;

Cunmxenne OXEJIL.

JlabopaTopHbIe UCC/IeIOBAHUS:

[31,32, 35-41] [7, 38-51]
)

e OAK (mefikonuros, HeuTpoduies);

e OAM (mpoTenHypusi, aaTbOyMHHYpHSs, CHWXKEHUE IIoTHoctu mouu j0 1000-1005,
0eJIOK CyTOYHOM MOYH, albOYMUH/KPEATUHUH OTHOIIEHHE B MOYE (AIbOYyMUHYpUS);

e OHOXMMHS KPOBH OMOXMMHYECKHI aHain3 KpOBU (MIOBBIIICHUE YPOBHS KPEaTHHUHA,
MOYEBHUHBI; CHI)KEHUE OeslKa, OEITKOBBIX (hpaKiiuii).

® Koaryyiorpamma,

® JIMIUAO0TPAMMA;

¢ anbOyMHUH/KPEaTUHUH OTHOIICHHE B MOYE;

e ompejeieHue aKTUBHOCTU ()EPMEHTA (-TATaKTO3MAa3bl A B JICHKOIMTaX KPOBU WM B
CYXHX MATHAX KPOBHU;

e omnpeneneHue KOHIEHTparuu Trioborpuaoswichunrosuna (Lyso-GB3) B msTHax
BBICYIIEHHOM KPOBHU WJIM IJIa3M€ KPOBU METOJOM TaHAEMHON MacC-CIIEKTPOMETPUU HIIH
MeTooM (IyOpUMETpUM I OMOXUMUYECKOTO TIOATBEPKACHUS JMAarHo3a, TMepe
HayaJjoM Teparnuu, a Takxke Ha QoHe pepMeHTHOM 3aMecTtuTenbHO Tepanuu (O3T) nus
OMOXMMHUYECKOTO0 KOHTPOJIS JICUEHUS,

® MOJIEKYJIIPHO-TEHETUYECKOE HCCIIeJOBaHUE (B TOM YHCII€, CCKBEHUPOBAHKE) MyTallun
B reHe GLA - reH Koaupyromuii o-rajakro3uaasy A;



® U3MEpeHHE aKTHUBHOCTH (epmeHta o-ramakro3mmaza A (AGAL) B cyxux msaTHax
KPOBH METOJOM TaHAEMHON Macc-CIEKTPOMETPUH WM METOAOM  (PIyOpUMETPHUU:
OTCYTCTBUE WJIM CHW)KEHHUE aKTUBHOCTU (hepMeHTa. Y MYX YHH CHUKCHHasi aKTUBHOCTb
dbepmenta a-GLA A sBisieTcss 1ocTaTouHO MHGOPMATUBHBIM Npu3HaKoM b®d, onHako y
xeHuH ¢ b® onucano, uro B 30% cnydaeB aktuBHOCTH (hepmeHTa a-GLA A moxer
OBITH B HOPME, YTO HEOOXOIUMO YUUTHIBATh IIPU MOCTAHOBKE JIMAarHO3a;

® MOJICKYJIIPHO-TEHETUYECKOE UCCIIEI0BaHNE (CEKBEHUPOBAHUE) MYTallUM B T€HE - TE€H
KOJIUPYIOIHUNA o-TanmakTo3uaasbl A*. BreiaBnenwme cemeitHoir wmytanmuu reHa GLA
MO3BOJIAET MPOBECTU 00CIENOBaHUE POACTBEHHUKOB MPOOAH/a, OMPENEIUTh KEHIIMH —
reTepO3UroTHBIX HocuTenbHUL reHa GLA, a Takke npu HEOOXOIMMOCTH OCYIIECTBUTH
MIPOBEICHUE MPEHATaJbHOM W MPEUMIUIAHTALMOHHOM JHMAarHOCTUKA B  CEMbE.
bonpmmacTBO MyTanmii B reHe GLA y manueHToB ¢ b® MOryT OBITH BBISIBIEHBI C
IIOMOIIBIO CEKBEHUPOBaHus 110 CaHrepy;

® KOJMYECTBEHHOE ompeneneHue Ouomapkepa Lyso-GB3 mo3BosiseT BBISBIATH HE
TOJBKO MY>KUYMH, HO U KEHIIMH ¢ b®D, 4TO Ba)KHO AJIsI YTOUYHEHHUS KIIMHUYECKOTO CTaTyca
KEHILMH — TETEPO3UTOTHBIX HOCUTENbHULl reHa GLA, a Takke 1Sl pa3pelieHus TPYIHbIX
JUAarHOCTUYECKUX cirydaeB. OIHAKO, CIEAYeT YUYUTHIBATh, YTO B 30% cilydacB ypOBEHb
ATOTO cyOCTpaTa MOXKET OBITh B HOPME, UTO He uckitouaeT Hanmmuue b®. Bropoe BaxkHOE
npuMmenenne Lyso-GB3 - 5T0 MOHUTOPHHT cOCTOSHUS U 3(PPEKTUBHOCTH TEparnuu
nanueHToB ¢ b®. [lokazano, uto npu agekBatHoi O3T konuyecTBO CyOCTpaTa B miiazme
KpoBU yMeHblaercs. [loaTomy 1enecoodpa3Ho clienaTh KOJMYECTBEHHOE OMNpeeTIeHUe
Lyso-GB3 yacTbi0 MOHMTOpPUHIA COCTOSIHUSI MAIlMeHTOB ¢ b®, kak HaxoAsIIUXCS Ha
MaTOTeHETUYECKOU Tepamnuu, Tak u xkuBymmux 6e3 O3T. Takxe, cienyeT yuuTbiBaTh, 4TO
naxke y marueHToB, mnoiydanomux ®3T ypoBeHb, 3TOro MeTadoJHUTa MPAKTHUYECKU
HUKOT]Ia HE IOCTUTAET HOPMAaJIbHbIX 3HAYEHUH;

o noBeienne ypoBas NT-proBNP, tpononun | (Onomapkepsl MOBpeXICHUS CePAIa).

HHCTpyMeHTAIbHBIE HccaeaoBanus [/ 3851

e OKI' (ykopouenue wuntepBana PR, wunBepcus 3y6ua T, pasnuuHble HapyleHUs
MPOBOAMMOCTH M PUTMa CEeP/La);

e OxoKI' (koHueHTpuueckass TUNEPTPOPUS JIEBOro HKEIyAouyka, runeprpodus
NANWUISPHBIX MBI, YTOJIIIEHNE CTEHKU MPaBoro xeayaouka. Opakius BeIOpoca yaiie
OBIBaCT HOPMATBHOW U CHUIKAETCS 110 MEpEe MmporpeccupoBanus Gpudposa, 30HbI KOTOPOTO
HauboJIee YacTo JIOKAINU3YIOTCSA B 00JIaCTH 3a/IHEH U HUKHEHW CTEHOK JIEBOTO JKETyJ0UKa.
Tak)ke MOTYT BBISIBISATHCS TPU3HAKK Jauactonmueckoi mucyskiuu. Eme omaum
npuzHakoMm Oone3nu dabpu npu sxXxokapauorpaduu SIBISETCS YTOJIIEHUE CTBOPOK
MUTPAJIBHOTO U A0PTAJBHOTO KJIANAHOB C Pa3BUTUEM UX HEIOCTATOYHOCTH, TOTJA Kak
CTEHOTHYECKOE TMOPAKEHHWE KIIAAHHOTO anmnapara He SBISETCS XapaKTepHBIM IS
6osie3nu Padbpmn);

e DHMI;

e Oo(TATBMOCKONHUS, TJa3HOE JMAHO, HCCIEIOBAaHHE MPHU TOMOIIM INEJIEBOM JIaMIIbI
(moMyTHEHHE pOTOBHIIKI - cornea verticillata);

e CMA/;



e cyTouHblit MOHUTOpUHT DKI' (BBIsIBICHUE apUTMUN);

o aynuorpadus (CHIKEHHE OCTPOTHI CITyXa);

e VY3U opranoB OpIOLIHON MOJOCTH U MAJIOTO Ta3a;

e DOT/IC;

e V3U nmouek (KHCTHI TOYEYHOTO CHHYCA);

e V3/II" cocynoB moyex;

o V3JII" 6paxuoriedanbHbIX COCYOB;

e V3J/I[' cocynoB rojloBHOTO MO3Ta — YTOJIIICHHE BHYTPEHHEW M cpenHed 000JI0YKu
apTepuil;

e DODI;

e MPT ronoBHoro Mosra (BHYTpeHHssl Tuapoliedaius, OTKpbITas; WH(PAPKTHI MO3ra;
KPOBOU3JIMSHUS; HeCTIeU(UISCKUE U3MEHEHHUS CEPOTo U OEJI0ro BEIeCTBa);

e MPT royioBHOro Mo3ra B COCyJIHCTOM pexxuMe (Maab(popMaIui COCyI0B);

e MPT cepamna (sBasieTcst 30J0ThIM cTaHAapTOM B quarHoctuke b®. MPT mo3Bosser
0oJiee TOYHO OXapaKTepU30BaTh pa3MeEPhl MOJOCTEH ceplia, ero Maccy U reoMeTpHIo, a
TaK)kKe OICHUTh BBIPAKEHHOCTh (PUOPOTHUECKUX M3MEHEHUH, KOTOPbIe HEPEIKO OBIBAIOT
U B OTCYTCTBHM THUIEpTpoduu cepjma (HaIudue IO3JHETO HAKOIUICHUS TaJI0JUHUS,
yKa3bIBaeT Ha pa3BuTHE PrOpPO3a MUOKAPAA);

e OIIpe/eIICHUEe TPOITOHWHOBOTO TecTa (IO MOKa3aHUM);

® KapAuO-peCUpPaTOPHBI MOHUTOPUHT;

® MOJUCOMHOTpadus, B TEX CIydasX, KOIrJla UMEIOTCS OTKJIOHEHHS B pe3ysbTaTax
KapIHO-PECIUPATOPHOTO0 MOHUTOPHHTA;

e Ouorcus movkH (MPU CBETOBOM MUKPOCKOIHHU: BaKyOJIU3AINs TOJOLMTOB U SITUTEIIHS
JMCTAJIbHBIX KaHAJbIEB, OTJIOKEHUE JICTIO3UTOB B KIIETKAX SHJOTEIUS, ME3aHTHyMa,
AMUTENNS MPOKCUMAIIBHBIX KAaHAJBIIEB; MPU AJIECKTPOHHON MHUKPOCKOIHH: JETO3UTHI B
MOAOLMTAX, OHHAOTSIHAIBHBIX M  ME3aHTHAJbHBIX KJIETKax (Tak Ha3bIBaCMbIC
MUEJIOUIHBIC TeJIa WK TeNbIa 3¢0pbl) — oTaokeHus Gb3);

® SHJIOMUOKApIUAIBHYIO OHOICHIO CIEAyeT PacCMOTPETh, KaK METOJ JUArHOCTUKHU Y
MaIMEHTOB C HEOTPEICIICHHOM aKTUBHOCTRIO Oosie3Hu dabpu.

Toka3anus JJIsl KOHCYJIbTAUUH y3KHX cnenuaaucrop L 31 3251

® KOHCYJbTAllMsl T€HeTHKa (I yCTAHOBJICHHS IMarHo3a MalleHTy, BbIOOpa MeToja
MOJICKYJISIPHO-TEHETHUECKON TUArHOCTHKU U WHTEPIPETAINH TIOTYYSHHBIX PE3yIbTaTOB,
MPOBEJCHUS KIMHUKO-TEHEAIOTHYECKOTO aHaIn3a M OMPEeICHHs JIUI] TPYIILI pUCKa B
JaHHOW CeMbE, MEUKO-TEHETHUYECKOTO KOHCYJIBTHPOBAHUS TAIIMEHTa M POJICTBEHHUKOB
MalMEHTA);

® KOHCYJIbTAIMsI HEBPOJIOTA (IMarHOCTUKA HEBPOJIOTUIECKON MATOJIOTHH);

® KOHCyJbTaIMs Hedposiora (JUarHOCTUKA MaTOJIOTHH TIOUEK);

® KOHCYJbTAallMsl  KapAuojora (AMarHoCTHKa TMATOJOTUU  CEPACUHO-COCYIUCTOU
CHUCTEMBl);

® KOHCYJbTAIM IepMaTosiora (JUarHoCTHKa aHTHOKEPATOM);



® KOHCYJIbTAIMS TICUXOTEPAIEBTa/TICHX0JIOTa (IMAarHOCTHKA JIETTPECCUU, POo(]HIaKTHKa
CYHIIHIa, KOPPEKITUS TICUXOJIOTUYECKHUX TTPOOIeM);

® KOHCYJbTAIHs TaCTPOIHTEPOJIOra (IMarHOCTUKA HAPYIICHUN >KETYJ0YHO-KHIIIEIHOTO
TpaKTa);

® KOHCYJbTaIus oTaapbMosora (TUarHoCTHKa 0(PTaTbMOIOTHIECKOM MATOIOTHH);

® KOHCYJIbTAIMsI OTOPUHOJIAPUHTOJIOTA (MCKIIIOUEHUE HAPYIICHUSI OCTPOTHI CITyXa).

2.2 JAnarnocruyeckui AJTOPUTM: CM. IIpunoxenue 1. Coznanue
MYJbTUIMCUUIIMHAPHOW ~ KOMaH/Abl  CHEUUATUCTOB 1o OonesHu @Dabpu s
CBOEBPEMEHHOMN IMATHOCTUKHU HAPYUIECHUW, OKa3aHUs OMOIIH, KOHTPOJISl, MOHUTOPUHTA
s dextuBHOCTH Jeuenus Ha ypoBHe [IMCII, cm Ilpunoxenue 4.

2.3 InddepennuaibHblii AMATHO3!

B nerckoM Bo3pacTte HEOOXOAMMO MCKIIIOUUTH JIPYIHe BO3MOXKHBIE MPUYMHBI 00JIH,
Takue Kak peBMaTouiHbli aprpur 14512521 pepvarmyeckas nuxopajka, cucTeMHas
KpacHas BOJIYaHKa, 00Jie3Hb PeiiHO 1«00 pocTay (Yactas olMOOYHas AUArHOCTUKA Y
nereit ¢ b®). B 3penom Bo3pacTe 1enrakusi U pacCesTHHBIN CKIIEPO3 SIBISIOTCS HanboJiee
4acTo IUTUPYEeMbIMU AU PepeHInanIbHBIMU TUarH03aMu, OCOOEHHO Y JKCHIIUH.

Ta6auna 2. lnddepennuaibHo-IHATHOCTHYECKHE KpuTepun npu B (195751
O0mme npu3HaAKH Ho3osoruueckne ¢Gopmsbl
AHFI/IOKepaTOMLI IletexunansHas ChIIlb, FEMOppArnvYCCKasd TCICaHI'NIKTA3Us PaH,HIO-OCJIepa;

anruokeparoma ®oppaiica, Mubemnu, orpaHuueHHas HEBUGOPMHAs
aHruokeparoma;  Oone3np  Illunanepa,  ¢Gyko3umo3,  CHAIMIO3,
TaHIINO3K/103, ACNAPTaTIIIIOKO3aAMUHYPHUS.

Bonesoii cuampom, kpusel @abpu | peBMaTHuecKas JIMXOpajka, PEBMATOWIHBIA apTpuT, O0ie3Hb PeitHo,
SPUTPOMHUANTHS, «OOIH pocTa», quadeTHyecKas U ajJKorojbHas OoseBas
MOJIMHEBPONAaTHsl, MOphUPHiITHAS TTOTUHEBPOIIATHSI.

[loueuHas maToyorus XBII HescHOW ASTHONOTHH, NMEPBHYHO-XPOHUYECKUI TIOMEPYIOHEPPUT,
(M30IMPOBAaHHOE MOPAKEHHUE) WHTEPCTULMATIBHBIA HEQPHUT.

ITopaxkeHue cepueuHo- I'KMII, napymenus putma HescHoro reHe3a, XCH (cBs3anHas c
COCYJIMCTOM CHCTEMBI WCTUHHOM TMAaTOJIOTHEeW cepAla), HEeIOCTaTOuYHOCTh (peryprurtarus)

AOPTAILHOTO ¥ MUTPAIBHOTO KJarmaHoB (IproOpeTeHHbIC IOPOKU CEPIIa,
yalle pPEeBMATHYECKOTO TeHe3a, pexe HWH(PEKIMOHHBIA MHOKApIUT |
nuddy3abIe 3a00I€BaHIS COSTUHUTENBHON TKAH! U T.II.).

OdTranbmonornieckne OdranpMonaTn  TpH  YHOTPEOJICHWH JIEKAPCTBEHHBIX IPENapaToB
HapylIeHUs (rpynma XJ0pOXHWHOB, aMUOJAPOH)
KKT 9HJIOKpUHHBIE 3a00s1eBanusl, eoxpomanuToma, cuaapoM Kpona u t.1.

3. TAKTUKA JIEYEHUS HA AMBYJIATOPHOM YPOBHE:

3.1 HemennkameHTo3Hoe Jeuenue [/ 32

® COOMIOJIATh PEXKUM JTHS;

e JeTa C OrpaHHYEHHEM MTOBAPEHHOM COJMN, )KUBOTHBIX JKHPOB, KHIKOCTH,
e NPO(UIAKTHKA CTPECCOB, CMEHBI TEMIIEPATYPHI, PUIMUECKOH PabOTHI.

3.2 MeaukaMeHTo3Hoe Jeuennel250:



JleyeHue nmanueHToB C YCTAHOBJIEHHBIM AUAarHo30oM bd MOKHO yCIOBHO pa3fenuTh Ha 2:
1) marorenernyeckoe Jieuenne bd, koropoe BkIrO4aeT B ceds  (epMeHTO-
3amectuteNbHyto Tepanuto (O3T);

2) CHMIITOMaTH4eCKOE JICYCHHUE — 3TO KyIMPOBaHUE O0JIeH U JICUCHUE MYJIbTUCHCTEMHON
aTOJIOTUH 3a00JIEBaHUS.

IaTorenernueckoe jgedenne (34751

[Tatoreneruueckoe jedeHue bd Bkmrouaer B cedst 3T, 11t mpoBeIeHUs] KOTOPOM
B PK 3apeructpupoBano 2 npemnapara - arajicuaasa anbga u araicuaasa oera (Y 1-A).

CornachHo JAHHBIM pe3yJbTaToOB PaHIOMU3UPOBAHHBIX, miare6o-
KOHTPOJIMPYEMBIX HCCIIEJOBAHUM 3aMECTHUTENIbHAs Tepamusl arajcujaa3od ainbha u
arajicujjazol 0eTta JIOCTOBEPHO yMEHbIIAla BBIPA)KEHHOCTh HEBPONATUYECKON 00,
BBI3BbIBAJIA PETpecc TUNEPTPODUM JIEBOTO XKEIYJ0UKa U CTAOMIN3ANI0 (DYHKIIUU MOYEK,
3a/iepKUBajga pPa3BUTHE TIOYEYHOM M CEPAEYHO-COCYAUCTOM HEAOCTaTOYHOCTU 10
CpPaBHEHMIO ¢ IJ1a11e0o0.

B HacTosiiiee Bpemsi UCCiaeqOBaHUM, B KOTOPBIX B XOJI€ MPSMBIX CpaBHEHUN ObLIN
Obl TOJNy4YeHBl yOeAUTEIbHBIE JOKa3aTeIbCTBa MpEUMYyIIecTBa (WU OTCYTCTBHS
TAKOBBIX ) IPUMEHEHHS OJTHOTO U3 (hepMeHTOB, HeT [28, 51].

Arancunazy ajibda BBOJAT BHYTPUBEHHO B 03¢ 0,2 MI/KT OAMH pa3 B ABE HEJENH,
aranicujazy Oera - BHYTPUBEHHO B o3¢ 1,0 Mr/kr onuH pa3 B aBe Heaenu (Tabm.3).
[TogpoO6HO TPUTOTOBJIICHHE PACTBOPOB Il BBEICHUS ONUCAHO B HMHCTPYKIHMH K
npenaparam. O0a mpernapata HE COAEpPIKAT KOHCEPBAHTOB M IMOJICKAT HEMEIJICHHOMY
BBEJICHUIO TIOCJIC TPUTOTOBJICHHS pacTBOpa Jisi MHDY3HiA.

Beenenne @3T mnpoBoauTcs mpu Hanuuuu MokazaHuil. [lepBoe BBeneHune
npenapara peKOMeHyeTcsl MPOBOANTH B YCIOBUSAX CTAllMOHApA, 3aTeM aMOyJIaTOPHO WUITU
B CTallMOHApe THEBHOIO MpedbiBaHus 1 pa3 B 2 HeAeNu.

Crnenyer oOpaujaTh BHUMaHUE Ha COONIOEHUE UHTEPBAIOB MEXAY MHDY3USIMHU U
HEJIOMYCTUMOCTb TIEPEPHIBOB B Tepamuu, T.K. HApYyIIEHUE pPEXKUMa JICUCHUS
CONPOBOXKJIACTCSI TOTEHIMAIBLHBIM PUCKOM YXYIICHUS COCTOSIHUS TMallMeHTa |
nporpeccupoBanug cumntoMoB b®. Bce mnamuentsl ¢ b® g0mKHBI MPOXOAUTH
KOHTPOJIbHBIE 00CIIeI0BaHMs (MOHUTOPHHT) C IIEJIBIO OLIEHKH YPHEKTUBHOCTH JICUCHUS.

IHoka3anus s P3T:

® y B3pPOCJIBIX JIMI] MY>KCKOT'O T10J1a ObUT JOCTUTHYT KOHCEHCYC B OTHOIICHUU TOTO, YTO
®3T pekomeHAyeTCs TMNpPHU HAIWYMKA XAPAKTEPHBIX KIMHUYECKUX  IPOSBICHUM
3a00JICBaHNS M\WJIM PAHHUX KJIMHUYECKUX MPHU3HAKAX MMOPAXKCHUS TMOYEK, CepAlla WIH
roJIoBHOro Mo3ra 36 93541

® OKCHILIVH U MYXXYUH C Heknaccuuecko b® cienyer neunTh, Kak TOIbKO MOSIBISIOTCS
paHHUE KIMHWUYECKUE IPU3HAKK MOPAXKEHHS MOYEK, CEpIlla WM TOJOBHOIO MO3ra, a
TAK)K€ CUMIITOMOB, CHIXKAIOIINX Ka4€CTBO KU3HU;

® JIeTSIM C KJIMHUYECKMMU TnpuzHakamu b®d (0oneBoi CHUHIpPOM, BbIpaKEHHAs
npoteunypusi uiu cHrkenue CK®) a Ttakke npu HaIM4YMKM CHUMIOTOMOB, CHUYKAIOIINX
KauecTBO ku3Hu 27,
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Kpurtepuu ormenbl ®3T:

Hauano

n IIPOIJOJLDKCHHC

®3T y malueHToB

JOJDKHO

paccMaTpuBaThCS

B

WHJUBUyAIbHOM MOpsiAKe (CM mpuiiokeHue 1). DKcmepThl CUUTAIOT, YTO OTMEHSTh
JIeYeHUE y TAIMEeHTOB C TSKeNoi moueyHor HegoctaTouHoCThio (CK® <45 mi/mun/1,73

2

M2 ¢ Koppekiuel no Bospacty (> 40 mer: - 1 mu/mmn/1,73 m%/ron)) He ciemyer.

AHANIOTHYHO, HE CJIEIyeT OTMEHSTH JICUCHHE Y MAIMEHTOB Ha JUajN3e, TaXe €CIId OHU
HE TTOAXOJAT JIJIsl TPAHCIIAHTAIIUY TTOYKH, U Y MallMEHTOB CO CHIDKCHHWEM KOTHUTHUBHBIX
byHKIMi mo6oit stnomoruu. [51-55] (cm npunokenue 2.).

Taoauna 3. IlepedyeHb OCHOBHBIX JIEKAPCTBEHHBIX cpeacTB (MMeromux 100%
BEPOSITHOCTH MPUMEHEHHU) /IS MATOT€eHETUYECKOT0 JIeYeH s,

®apmakorepaneBTn | MexayHapogHoe Cnocod npuMeHeHHs Yposenb
yeckKasi rpynmna HeNMmaTeHTOBAHHOE J0Ka3aTeJIbHOCTH
HauMeHoBanue JIC
[TumeBapuTenbHBINA Arancunasa anmb(a, | MeTox ¥ IyTh BBEACHUS A
TPaKT U 0OMeH KOHIIEHTpAT g | Tompko JUId  BHYTPUBEHHBIX
BemlecTB. [IpenapaTel | IPUTrOTOBIIEHHST pacTBOpa IS | HHQY3H.
TUTS JICUEHUS nHby3uit 1 mr/mir; dmakon 3,5
3a0oneBaHuit MJL. Cnenyer BBOJIUTH
MUILIEBAPUTEIBLHOTO BHyTpUBeHHO B TeueHue 40
TpakTa 1 HapyIIeHUuH MUHYT.
o0OMeHa BEILECTB Pexum no3upoBanus: [derun
npyrue. epMeHTHBIC or 7 mo 17 ner: 0,2 wmr/kr
Mpenaparsl. Ka)KIple 2 HEIEIH.
Arancunasa anbda.
B3pocasbie: 0,2 Mr/Kkr xKaxiasie
2 HeOeIH.
[TueBapuTENbHBIN Arancunasa 6era, ITopomiok Jj1si MPUTrOTOBIEHUS A

TPakT U 0OMEH
BerectB. [Ipenapars
JUISL JICYCHUS
3aboneBaHuit
KeJTyI09HO-
KHIIEYHOTO TPaKTa U
HapyIleHus oOMeHa
BEIIECTB JIpyTHeE.
depMeHTHBIE
npernaparsl.
Arancungasa Oera.

nmuoduuzat TUTS
MPUTOTOBJICHUST PACTBOpA IS
uHOY3u#, 5 Mr u 35 mr.

KOHIIEHTpaTa pacTBopa s
BHYTPHUBEHHOT'O BIIMBAHUS
JOJDKeH  OBITh  pacTBOpeH
BOIOU TS HHBEKITUH,
pasbasnen 0.9% pactBOpOM
xJjopuaa HaTpus I
BHYTPHUBEHHOT'O BIMBAHUSI.

Heobxomumo OTIpeNIEIINTh
TpedyeMyto J103y,
OCHOBBIBASICh Ha Bece
MaIeHTa.

Pexxum no3npoBanus:

Jdern ot 8 mo 17 net: 1 mr/kr
Ka)Kable 2 HEJEIH.

B3pocasbie: 1 mr/kr kaxapie 2
HEJICITH.

CuMmnroMaTuyeckoe JiedeHHe, BKIIOYAaeT B ceOs KynmupoBaHUE OOJiel U JeUeHHe
MYJIbTUCUCTEMHOW naTojioruu bd:

11




e IS KynupoBaHusa 0oiu U ocnoxkHeHu co croponbl ITHC — ucnons3oBanue JIC u3
rpynn aHaneretukoB, HIIBC, aHTUKOHBYIBCAHTOB, corsacHo AeictBytronmx KII M3 PK
«IlopaskeHHe HEPBHBIX KOPENIKOB U cIieTeHuil» (tabmuua 4) [64;

e ocnoxHeHuss co cropoHel CCC: wucnonb3oBanue JIC — aHTMAPUTMUYECKHUX,
AHTUKOATYJITHTOB, AHTHATrPEraHTOB, CTATHMHOB, AMYPETHUKOB, OeTa-aapeHO00JI0KaTOPOB,
HNAII®, u ap. JIC cormacuo aerctByromux KII M3 PK «AptepuanbHasi runepTeH3us»,
«KenmymoukoBble HapylIeHHs pUTMa cepiia U NpodUIaKTHKa BHE3AMHOW CEepIeYHOMN
cMepTh», « XpOHUYECKas cepiedHast He0CTaTOYHOCThY (1 ~63l;

e ocnoxseHus co ctoponsl [IHC: TUA, uncynwsthl cornacHo aeiictyromux KIT M3 PK
«memuyecknii HHCYIIBT», « BHYTpUMO3roBoe kpoBousnusuue», « TUA» u ap. (65681,

® JICNIPECCUBHO-TPEBOKHBIE pacCcTpOMCTBA: HUCIIOJIb30BaHUE CCJIaTUBHBIX,
AHTHJICTIPECCAHTOB,  AHKCHOJMTUKOB  corylacHo  jgeuctByrommux KIIT M3 PK
«HeBpoTuueckue, CBsA3aHHBIE CO CTpPECCOM, COMaTO(OPMHBIE PacCTPOHCTBAY,

«Jlenpeccun 6e3 ICUXOTHYECKUX cuMnToMoBy (697

® OCJIOHEHUSI CO CTOPOHBI MOYEK: HE(PPONPOTEKTUBHAS Tepanus NpernapaTaMy TPyibl
HAIID/BPA cornacno aeictByromero KII M3 PK «Xponuueckas 00j€3Hb MOUYEK Yy
B3POCIIBIX», « XpOHUYECKas O0JIe3Hb oUeK y aetei» [ 72,

e ocyoxkHeHus co cToponsl 3penus: KII M3 PK «Kepartonarusy» U1,

e ocinoxHeHusi co crtoponsl JKKT: wucnonszoBanme JIC rpynmsl GnokatopoB H2-
TUCTAMUHOBBIX PELIEITOPOB MM UHTMOMTOPOB MPOTOHOBOrO Hacoca u Ap. JIC coriacHo
nercteyromux KII M3 PK «®@yHkMoHaIbHBIE TaCTPOMHTECTUHAIBHBIE PACCTPONCTBAY,
«XpOHMYECKUM TacTpuT», «SI3BeHHass OOJIe3Hb KeayJIKa | JBEHAIIaTUIICPCTHON
Kukpy 4761,

Tabimua 4. IlepeyeHb JONMOJHUTEIbHBIX JEKAPCTBEHHBIX CPEACTB (MMEIOLIUX
MeHee 100% BepoOSATHOCTH NPUMEHEHUSA):

®apmakoTepaneBTH | MeskayHapoaHoe Cnoco0 npuMeHeHHA YpoBens
yeckasi rpynmna HelaTeHTOBAHHOE JA0Ka3aTeIbHOCTH
HanMeHoBanue JIC
Y nereii:

KocTtHO-MbIIEUHas Nbynpoden BayTps. B
cucTeMma. 1-6 mec, mpu Macce Tena Oosnee 7 Kr: 1O
[IpoTuBOBOCHIANIUTEND 5 wr/kr 3-4 paza B  CYTKH;
HbIC U MakcuMajbHas cyrouHas go3a - 30
MIPOTUBOPEBMATHYECK MI/KT.
Ve Tipemnaparsl, 6-12 mec: mo 5-10 mr/kr (B cpennem 50
HECTEPOUIHBIE. mr) 3-4 pasa B CYTKH, B TSDKEIBIX
[IponmonoBoii cllyyasix HazHaydaroT o 30 MI/KrxcyT Ha
KHCJIOTBI 3-4 npuema.
MIPOU3BOJHBIE. 1-2 roga: mo 50 mr 3 pasa B CyTKH, B

TSOKENBIX Ciydasx Ha3HadaioT 1o 30

MI/KI'XCYT Ha 3-4 mpuema.

2-7 ner: mo 100 mr 3 pasa B cyTKH, B

TSOKETIBIX CIIydasx HaszHayaroT 1o 30

MI/Kr*cyT Ha 3-4 mpuema.

Bospact 7-18 ner: HavanpHas g03a

coctaBisier 150-300 mr 3 pasa B cyTKH
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(MaxkcuManmbHas CyTo4yHas mo3a - 1 T),
3ateM 1o 100 Mr 3 pasza B CyTkH; B
TSOKETBIX ClIydasx HaszHayaioT 1no 30
MI/KTXCYT Ha 3-4 mpuema.

Hepsnas cuctema.
Amnaneretuku. pyrue
AHAJIBI'CTUKU U
AHTUTTHPETHKH.
AHWIAIEL

ITapaneramon

BuyTpb.

1-3 mec: 30-60 Mr kaxzpie 8 4 1o Mepe
HEO00XO0ITMMOCTH; npu CEPbE3HBIX
cumiromax - 20 Mr/kxr B BUIE
OJTHOKPATHOM 103bI, 3aTeM 15-20 Mr/kr
Kaxaele 6-8 4; MakCcUMaIbHO - 60 MI/KT
€XeTHEBHO, pa3AelieHHbIE Ha HECKOJIBKO
MIPHEMOB.

3-12 mec: 60-120 mr kaxnaeie 4-6 u
(MakcuManbHO - 4 1103l B TeueHue 24
q); TPH Cepbe3HBIX cummromMax - 20
MI/KT Kaxaple 6 4 (MakcumanbHO 90
MI/KT - ©KETHEBHO, pa3/ICJCHHBIC Ha
HECKOJILKO INPHUEMOB) B TeueHHe 48 u
(wm monpIre B caydae HEOOXOIMMOCTH;
€CJIM  WCKJIIOYCHBI HEOJIaronpHUsITHBIC
3¢ dekThl, To 15 MI/KT Kaxkapie 6 ).

1-5 nmer: 120-250 mr kaxnole 4-6 4
(MakcuManbHO - 4 1103l B TeueHue 24
q); TPH Cepbe3HBIX cumrromMax - 20
MI/KT KaxJple 6 4 (MakcumanbHO - 90
MI/KI' ©KEIHEBHO, pa3JCJICHHbIC Ha
HECKOJIBKO TNPHUEMOB) B TeueHne 48 u
(nm monbIe B ciydae HEOOXOAMMOCTH;
€CJIM  MCKJIIOYCHBI  HEOJIAaronpHUsTHBIC
a¢dekThl, To 15 MI/KT Kaxkzpie 6 ).
6-12 mer: 250-500 mr xaxneie 4-6 9
(MakcumanbHO - 4 03B B TeueHue 24
4); MpH cepbe3Hblx cumnromax - 20
MI/KT (MaKCHMallbHO - 1 T) Kakaple 6 9
(MaxcumanmbHO 90 MI/KT  €XKEITHEBHO,
pasJelieHHbIe Ha HECKOJIBKO IMPHEMOB,
He Oomee 4 T B cyTkH) B TeueHune 48 4
(wm monbIe B Cydae HEOOXOIMMOCTH;
€CIM  MCKJIIOYECHBI  HEOIaronpHusITHBIC
a¢dextp, To 15 MI/Kr Kaxasle 6 d,
MaKCHMAJbHO - 4 T €XKEJHEBHO).

12-18 mer: 500 wmr kaxaele 4-6 4
(MakcumanbHO - 4 O3B B TeueHue 24
4); IpH cepbe3HbIX cumnromax - 0,5-1,0
r Kaxaple 4-6 4 (MakCUMaJlbHO - 4 035l
B TeueHUe 24 ).

HepaHas cucrema.
[IporuBoanunentuyec
KM€ Mpernaparsl.
[IporuBo3NIMIENTHYEC
KHE Mpernaparsl
JIpyTHE.

["abanenTun

o 6 net mpoTUBOIIOKA3aH.

HavanpHast 103a 10JKHA COCTaBISATh OT
10 mo 15 w™r/kr/neHp, yBeIUYCHHE
KOJIMYECTBA TPUHUMAEMOro TMpernapara
110 3((HEKTUBHOHN JO3BI OCYIIECTBISICTCS
B TEYCHHE IMPUMEPHO TpeX JIHEH.
OddexTuBHas g03a rabaneHTHHA IS
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IeTeii B Bo3pacte 6 JeT W crapiie
cocrtaBisieT ot 25 mo 35 mr/kr/meHs. B
pamMKax JIOJITOCPOYHBIX KJIMHUYECKHX
WCCIIEIOBAHUN XOPOIIIO TEPEHOCHIIUCH
mo3el B pasMepe 1m0 50 MI/KT/meHb.
OOmyro  CyTO4YHYH J03y  CIexyer
pa3neNuTh Ha TPU OTACIBHBIX JIO3BI,
MaKCUMaJIbHBI BpPEMEHHOW HWHTEpBa
MEXJy ~ OpueMaMu ~ HE  JIOJDKCH
npeBblIaTh 12 yacos.

Hepsnas cucrema. Kap6amazernma BuyTpb.

[IpotuBOATIIIICHTHYCC 1 mec-12 neT: HaYMHAIOT C JO3BI 5 MI/KT

KU€E Tpernaparsl. (Ha HOYb) wim mo 2,5 mr/kr 2 pasza B
JICHb, MTOBBIINIAs TPU HEOOXOIUMOCTH Ha
2,5-5 Mr/kr kaxxaele 3-7 aHEH; oObIYHAS
MOJIAEPKUBAOINAS 1032 - IO 5 MI/KT 2-3
pa3a B aceHb (10 20 MI/KT B CyTKH). 12-
18 ner: HauuHarotT ¢ BBeneHusa mo 100-
200 mr 1-2 paza B jAeHb, MEIJICHHO
MOBBIINAS 10 TOJIEPKUBAIOIIEH O3B
400-600 mr 3 pa3a B 1eHb.

Y B3pociabIxX

KocTHO-MBITIIETHAS Noympoden Baytps. 1o 200-400 mr 3 pa3a B CyTKH.

cucTeMa. He npunumats yaie, ueM uepes 4 vaca.

[IpoTBOBOCTIAIUTEINH MaxkcumainbHasi CyTOUHas 103a JJ1st

HbIE U B3pOCJIBIX HE J0JDKHA npeBbimath 1200

MIPOTUBOPEBMATHYECK Mmr (He Ooee 6 TabyeTOK B TeueHue 24

Ve Tpernaparsl, 4acoB).

HECTEPOU/IHBIE.

ITponnonoBo#

KHUCIIOTBI

MTPOU3BOIHBIE.

HepsHas cucrema. [Tapaneramon PazoBas ngo3a - 500 MT, MakcuMalTbHAS

AmHanereTuku. Jpyrue pasoBas no3a - 1 r. KpatHocTh

AHAIIBTeTUKH U Ha3Ha4YeHHS - 10 4 pa3 B CyTKH.

AHTUITUPETUKH., MaxkcumanbHas CyTouHas 103a - 4 T.

AHUINIEL.

HepBHas cuctema. | ['abaneHTrH BuyTtps. Hespomatudeckue Oomu y

[IporuBo3NIMIENTHYEC 0oipHBIX cTapiie 18 neT: HavambHas

KHe Mpernaparsl. nmo3a - mo 300 mr 3 pasa B CyTKH, NPHU

[IpoTuBoO3MMIIENTHYEC HEOOXOIMMOCTH 103y  MOCTENEHHO

KHe Ipenaparsl yBenruuBaroT 10 3600 mr/cyT.

IpyTHe.

HepBHas cucrema. Kapb6amazenun BuyTtps. Hauanenyto 103y (200-400

[MpoTuBOAMIMIIENTHYEC MT/CyT) TIOCTETIEHHO MOBBIIIAIOT JI0

KHE TperapaThl. npekparnieHus 6oneit (B cpemaem 10 200

KapOoxcumupa Mr 3-4 pasa B CyTKH), a 3aTeM

MPOU3BOJIHEIE. YMEHBIIAIOT JI0 MUHUMAJIBHO
a¢dextuBHO# 10361 - 400-800 Mr/cyT B
4 npuema

HepBHas cuctema. | Ilperabanun Hauwunaror ¢ 150 Mr/cyT; B 3aBUCIMOCTH

[IpoTuBosmMUIeNTAYEC oT JIOCTUTHYTOT'O a¢dekra u
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Kue npernaparsbl. MIEPEHOCUMOCTH 4Yepe3 3-7 mHEH 103y

[IpotuBOATIIIICHTHYCC yBenmumBaoT g0 300 wmr/cyr, mpu

KHe rperaparsl HEOOXOJUMOCTH  YBEIWYMBAIOT €IS

JIpyrue. yepe3 7 JHEW 10 MaKCUMaJbHOM 03Bl
600 Mr/cyT.

HepBHuas cucreMa. | JlymokceTuH [MognepxuBatomass go3a - 60 mr 1

[NcuxoananenTukuAH pas/cyT, BO3MOXHO YBEIUYCHUE JO3bI

THIICTIPECCAaHTRIAHTH]T o MakcuManbHOH 120 Mr 2 pa3za/cyT.

€IpeccaHThl IpyTHe.

Hepsnas cuctema. | Bennadakcun PekoMennyemas HavanabHash CyTOYHAs

[cuxoananenTukuAH J103a COCTaBIIsET 75 Mr B 2-3 npruema.

THIICTIPECCAHTRIAHTH]T

CIpPeCCaHThl IPYTHE.

HepsHas cucrema. CepTpanux Pexomennmyemas no3a cocraiser S0 C

[lcuxoanamenTHky. MT/CYT.

AHTHIIETIPECCAHTBI.

CepoToHrHA

oOpaTHOro 3axBaTa

HHTHOUTOPBI

CCJICKTHUBHEBIC.

HepsHas cucrema. ®DryoKceTHH Buytps. Hauanbnas no3a 20 mr/cyt 1 C

[TcuxoaHameNTHKH. pa3 B CYyTKH (YTPOM); TIPH

AHTUETIPECCAHTHI. HEO0OXOJUMOCTH €KEHEIEIbHO 103y

CeporonnHa yBENMUUBAIOT Ha 20 MT/CyT.

o0paTHOro 3axBaTa

HHTHOUTOPBI

CCJICKTHUBHEBIC.

3.3 Xupypruueckoe BMeIIaTeJIbCTBO:
Xupypruueckoe BMEIIATEIbCTBO, OKa3blBAEMOE B aMOYJATOPHBIX YCJIOBUSIX: HE
MIPOBOJIUTCH.

3.4 JlaabHel1Iee BeeHHE:

® IIPOBEACHHE JTMHAMHUYECKOTO MOHUTOPWHTA TAIMEHTOB ¢ Oosie3Hbio dabpu Bpauom
oO11el MPaKTUKK U/ WK TIEAUATPOM COTIACHO MpuitoskeHust No3;

o (usmyeckas peaOunuTarus, BKIIOYAET METOAbl  (u3moTepanuu, JIe4eOHOU
TMMHACTUKH, JbIXaTeIbHOW TMMHACTUKH, MaCCaXK;

® TICUXHYECKas peadmATaIHS BKJTFOYAECT TICUXOTEPaIuio, TICUXOaHAaJIN3,
TICUXOJIOTHYECKYIO aJIallTallUIo, TPYAOTEPAITHIO, TEPAITHIO CPEIOH;

e ceaHchl reMoauanu3a npu repmuHaibHol ctaguu XbIT (cMm. KIT «XBID»);

e colMaibHas aJanTarus;

® TaJUTMATUBHAS TTIOMOIITb.

IMpopuiakrTuyeckne MepoONPUATUA:

® J[MeTa C OrPAHMYEHUEM KHUBOTHBIX XKUPOB, TOBAPEHHOM COJIM, OOraTas Kajauem;

® JCKJIIOUWTH pE3KHE IIepenanbl TEMIIEPAaTypbl, BO3JACUCTBYIOIIME HAa HWKHHUE
KOHEYHOCTH;

® OTKa3 OT KypeHHs, IIpueMa ajaKOroJIbHbIX HAIIUTKOB;
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CHUCTEeMaTUYECKUE 3aHATHUS JIeueOHON (HUBKYIBTYPOU;
JMHaMHUYeCKU KOHTpoJb A/l, Beca;
[ICUXOpENaKCalus, ICUXOTepaIus;

COLlMaJIbHAas aanTalusl.

Menuko-reHeTuyecKkoe KOHCYJIbTUPOBaHME. bimkaiime POICTBEHHUKHU
BepUUIIMPOBAHHBIX  ManmueHToB ¢ b®d, momiexaT  MEAUKO-TEHETHUYECKOMY
KOHCYJIbTUPOBAHUIO U 00ciieoBaHUIO corsacHo AaHHoro KlI, ¢ nenbro cBOEBpEMEHHOTO
BBISIBJICHUS ~ JAaHHOrO  3a00JieBaHHsS U NPOBEACHHUIO  JAJbHEMIIUMX  JieueOHO-
JUArHOCTUYECKUX MEPOIIPUATHM.

3.5. Muaukartopsbl 3¢ ¢eKTUBHOCTH JieHeHHUsI U 0e30IIaCHOCTH METOA0B TUATHOCTUKH
U JIeYeHHsl, ONMUCAHHBIX B MPOTOKOJIE.

® yYMEHBIICHUE CKOPOCTH IPOrPECCUPOBaHUS 3a00ICBAHNUS;

KYNHPOBaHUE/YMEHBIIIEHUE BBIPAKEHHOCTH 00JIeBOr0O cuHapoma (mo mkane BAII);
ynyuiienune/cradbunuzanus pynkiui [THC;

yIIy4IlIeHHe/CTaOUU3aIMsl CepIeYHO-COCYIUCTOM MaTOJOTUH;
yIy4llIeHHe/CTaOuIn3aius MOYeYHON MaTOJIOTUH;

cradunm3anus rmokasareneid AJl;

crabmmmzanus pyukiuii XKKT.

4. NOKA3AHHMA JJ TOCIHHUTAIM3AIIMA C YKA3ZAHUEM THIIA
TI'OCIIMTAJIN3AIINNA:

4.1 Ioxa3zanus 1Jis1 IVIAHOBOM rocmuTaanzanuu [7]:

e niepBoe BBeaeHue npenaparos O3T;

e (0o0JieBOI CUHAPOM (B TOM uucie, Kpusbl Padpn);

® JMHAMUYCCKHUN KOHTPOJIb Ha oHe D3T.

4.2 Tloxka3zaHus 1J1s1 IKCTPEHHOM rocCnUTATU3AIMNHI:
Kkpu3bl Padpu;

TPAH3UTOPHAS UILIEMUYECKAS aTaKa;

WHCYJIBT UIIEMUYECKUI/ TeMOPPArnIeCKUii;
II0Ye4Hasi HeJOCTaTOYHOCTb;

UH(papKT MUOKap/a;

HapylLIECHUE pUTMa cepala.

5. TAKTUKA JIEYEHUS HA CTAIITUOHAPHOM YPOBHE:
5.1 HemeaukaMeHTo3HOoe Jedyenne L'
e COOJII0/1aTh MOCTENHHBINA PEXKHM;
e JyeTa ¢ OTPAaHUYCHHEM ITOBAPEHHOM COJIM, KUBOTHBIX JKHPOB, npu cHUxkeHUU CKD
MeHee 30MII/MUH — MaI00€EIKOBas TUETA;
e orpaHuyeHue PaKTOPOB, MPOBOIUPYIOMIUX CTPECCOBOE COCTOSIHHE MAIlMEHTA.
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5.2MeauKaMeHTO3Hoe Jedenue 549

®3T Ha cTanmMOHAPHOM YPOBHE NPOBOIAUTCS TMEPBHYHO [JIS TMMOA0O0pa 03I,
CKOPOCTH BBEIECHHS TIpermapara, OIEHKH MEePEHOCHMOCTH ¥ HaJWu4Hs IMOOOYHBIX
s dexToB (cM. Tabnuia Ne3) ¢ MCIOIB30BAHUEM CIICTYIOIINX JIEKAPCTBEHHBIX CPEJICTB:

Arancunasa anbda, KOHICHTpAT I MPUTOTOBJICHUS pacTBopa st MHOY3uid 1
mr/mit; ¢uakoH 3,5 M. BBomst BHyTpuBeHHO B 03¢ 0,2 MI/KT Beca KaKable 2 HEIeNH,
TIO)KU3HEHHO.

Arancuaaza 6era, TnoQuIM3aT Ui IPUTOTOBICHUS pacTBOpa s HHPY3UH, SMT
u 35 mr. BBoasIT BHyTpUBEHHO B 103€ 1,0 MI/KT Beca KaKiple 2 HeJeNd, TIOKU3HEHHO,

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPeICTB ¢ YKa3aHueM (opMbI BBINyCKA
(umeromux 100% BeposiTHOCTH IPUMEHEHMS): CMOTPUTE IL.II. 3.2

IlepeyeHb [OMOJIHUTEIBHBIX JIEKAPCTBEHHBIX CPEACTB C YKa3aHueM (hopMbl
Bbinycka (MeHee 100% BepoATHOCTHM NMPUMEHEHHUS): CHUMITOMATHYECKOE JICUCHUE,
BKJIIOYaeT B ce0d KynupoBaHUE OoJed U JICUCHHE MYJIbTUCUCTEMHON MaTOJOTUH
3a00s1€BaHUsI CMOTPUTE IL.II. 3.2

5.4 Xupyprudeckoe BMelIaTeJIbCTBO:

® yJIaJICHUE aHTMOKEPATOMBI;

XUPYPTUYECKOE JICUCHUE KaTaPaKThI;

HMMILTaHTaIuUs BoAuTeNs (MelicMekepa) puTMa cepala;

TPaHCIUIAHTALUS [TIOYKHU IIpU TepMHUHaiIbHOU cTagun XbII;

JIpyrue HeoOXOIMMBIE OTIEpAaTUBHBIC BMEIIATEIHCTBA MIPU HATMYUH MOKA3aHUN.

5.5 JlanbHeiilliee BeleHHUE:!

e (usmyeckas peaOunuTanus, BKIOYAET METOAbl  (HU3MOTEpanuu, JIeYeOHOM
TMMHACTUKH, JbIXaTEIbHON TMMHACTUKH, MACCAK;

® [1aJUIMATUBHAs IOMOLIb.

5.6 UnaukaTopbl 3p(PeKTUBHOCTH JieUeHHsI M 0€30MACHOCTH METOA0B JUATHOCTHKHU
U JIeYeHHs], ONMUCAHHBIX B MPOTOKOJIE:

® YMEHBIIICHUE CKOPOCTH MPOTPECCUPOBAHUS 3a00JIEBaAHMUS.
KYIIUPOBaHKUE/yMEHBIIICHUE BBIPAXKEHHOCTH 00JieBoro cuuapoma (1o mkane BAILD);
yiyuamenue/cradbunuzanus pyukiuit THC

yIIy4IIeHHe/CTaOWIN3anus CepIeIHO-COCYIUCTON MaTOJIOTUH;
yJIy4iieHrue/cTabmin3alys mouyeyHoN NaToJIOTUH;

crabunu3aius nokasarenen AJl;

crabunm3anus ¢pynkuii KKT.

(o]

. OPTAHM3AIIMOHHBIE ACIIEKTbBI BHEJIPEHUSA ITPOTOKOJIA:
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6.1 Cniucok pa3paGoTYMKOB NPOTOKOJIA:

1) EcxxanoBa Jlaypa EpkeHoBHa - kKaHauaaT MeaunuHCKuX Hayk, HAO «MemurnuHCKui
YHUBEPCUTET AcCTaHay OIEHT Kadeapsl HEBPOJIOTHH, Bpay BHICIICH KBaTU()UKAITMOHHON
KaTeropuu no crenuanbHocTH «HeBponatonorusy», uneH OO «Acconuanus HEBpOJIOroB
Pecny6niuku Kazaxcrany.

2) MyxambetoBa ['yiapHap AMep3acBHa — KaHIUAAT MEIUIMHCKUX Hayk, HAO
«Kazaxckuil HanmoHaNbHBIA MeauIMHCKUN yHUBepcuteT umeHu C.J[. AcdenausipoBay,
JOLIeHT Kadeapbl HEPBHBIX 0O0JIE3HEH, Bpau BhICIICH KBaTU(DUKAIMOHHONW KAaTETOPUH T10
cnenuanbHocTH «HeBposorus, aerckas» u «Hesponatosnorusy», wien «World Federation
of Neurology», «Accouumaruu HeBposoroB Pecriyonuku Kazaxcran», «JIurn HeBposioron
Pecnyonuku Kazaxcrany.

3) AxMemkaHoBa 3aypem bayblp)kaHOBHA — MAarmctp MeEAMIMHCKUX Hayk, HAO
«MenUIHMHCKUN YHUBEPCUTET ACTaHA» aCCUCTEHT Kadeapbl HEBPOJOTMHU, Bpad BbICIIEH
KBaTu(UKAIIMOHHOW KaTeropuu 1Mo crneuuanbHoct «HeBposorusy, unen «Jluru
HeBpojioroB Pecryonmuku Kaszaxcran», «World Federation of Neurology», «European
Stroke Organization», wien padoueit rpymmbl «Action Plan for Stroke in Europe 2018-
2030».

4) Jlaiina Xepaeipnatma - HAO «MeaunuMHCKANR YHUBEPCUTET AcTaHa», aCCHCTCHT
Kadeapbl HEBPOJIOTHH, Bpay BhICIIEH KBATU(UKAIIMOHHON KAaTETOPUH MO CIIEIIMATIBHOCTH
«Hesponorusy, uien OO «Accouuaius HeBposoroB Pecryonuku Kazaxcrany.

5) Kabynbaes Kaiipat AOayiacBud - JTOKTOp MeaunuHckux Hayk, HAO «Ka3zaxckuit
HaIlMOHAJIBHBIM MeAuIMHCKUN yHuBepcuTeT uMmeHu C.J[. AcdenmuspoBay, mpodeccop
kadeapsl Hedponoruu, wieH u cnukep «Mexaynapoanoro O6miectBa Hedpomorosy»
(ISN), POO «Accoumamusi Bpade Hedposoros, avain3a U TpaHCIUIAHTAIUU
PecnyOnuku Kazaxcrany.

6) McabexoBa Acenp Xo3eAuacoBHAa - KaHAMIAT MeauIMHCKUX Hayk, AO «HaydHo-
MCCJIEI0BATENbCKUIT MHCTUTYT KapAUOJOTUHA U BHYTPEHHHUX OOJIE3HEI» Bpay KapaHoJor
BBICHIE KaTeropuu, JOOLEHT Kadenpsl KapAuojoruu, wieH EBpomneiickoro oOuiecTBa
KapIMOJIOTOB, ujieH Accolnuanuu kapauosioroB Pecnyonuku KazaxcraHn.

7) CamumbaeBa amuns HypraspieBHa - KaHAMIAT MEAMIUHCKUX Hayk, AO HayuHbIii
IIEHTP aKyIIepCTBa, THHEKOJOTUN W TEPUHATOJIOTHH, JOIEHT Kadenpsl akymiepcTBa U
TUHEKOJIOTUM», Bpad TEHETHK, 3aBEAYIOIas OTACIIOM HAayKd ¢ CTPaTEru4ecKoro
pa3BuUTHsA, WieH Accoluanud MEIMIIMHCKUX TeHeTHkoB Kazaxcrana u Poccuiickoro
00111ecTBa METUITUHCKUX TEHETHUKOB.

8) UxambaeBa A¥iHyp HbirbiMaHoBHa - Maructp MeaunumHckux Hayk, PhD, HAO
«MenuIuHCKUN YHUBEPCUTET ACTaHa», aCCHUCTCHT-HACTaBHHUK Kadeaphl KIMHUYECKOM
(dapMakosjoruy, Bpay BbICHIEH KBaTU(PUKALMOHHON KaTeropud MO CHEUUaIbHOCTH
«Knuunueckas ¢dapmakonorus», uineH coobmectBa «Cochrane», EBpomneiickoi
Acconmanuu kiuHu4Yeckux ¢apmakosioroB u tepaneBToB, POO «lIpodeccuonanbnas
Acconmanus KIMHAYeCKUX (hapMakosioroB u ¢apmaneBToB Kazaxcranay.

6.2. Yka3zaHue HAa OTCYTCTBHE KOH(IUKTA HHTEPECOB: OTCYTCTBYIOT.
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6.3 PenieH3eHThI:

1) Boaruaa Cseriana SIKOBJIEBHA - JOKTOP MEAUIIMHCKUX Hayk, mpodeccop Kadeapsl
«l'ocnutanbHoit  nmenuatpun»  OI'BOY  BO  «Kazanckuii  I'ocynapcTBEHHBIN
MemuuuHckuii ~ YHUBEpcuTeT»  MuHHCTEpCTBAa  3ApaBoOXpaHeHus  Poccuiickon
denepanum.

2) TypycnekoBa Cayne TineyOepreHoBHa - JOKTOp MEIMIMHCKHAX Hayk, mpodeccop,
HAO «Kazaxckuil HalUOHAIBHBIA MeEIUIMHCKUNA  yHuUBepcuteT wumenu C. /1.
AcdenmuapoBa», 3aBeayromias Kadeapbl HEPBHBIX  0oJie3HEHM, Bpayd  BBICIICH
KBATM(UKAIIMOHHONW KaTeropuud I0 crennaibHocTH «HeBpomaTosmorus», TriIaBHBIN
BHEITATHBIM B3pOCHBIA HEBpoJIOr MUHHCTEpCTBA 3/ApaBooxpaHeHus PecnyOnmku
Kazaxcran.

6.4. Yka3aHue ycJOBHii mepecMOTpa MPOTOKOJIA: IIEPECMOTP MPOTOKOJIA Yepe3 5 JieT
MOCJIC €ro ONMyOJIMKOBAaHUS W C JaThl €ro BCTYIUICHUS B JCHCTBHC WM NPH HATUYHU
HOBBIX METOIOB C YPOBHEM JIOKA3aTEIHHOCTH.
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JInHAMUYeCKHIl MOHUTOPHHT NANMEHTOB ¢ 00J1e3Hb10 Pabpu Ha yposHe IIMCII

[Tpunoxenue 3
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MoHMTOPHHT NANUEeHTOB ¢ 00Jie3HbI0 Padpu Ha ypoBHe IIMCII: My 1bTHANCHUNITIMHAPHBIA MOAXO0]

Koopaunupyet paboty KoMaHIbI;
Benenne mamumeHTa: OcMOTp, HampaBieHHWE Ha AooOciemoBaHue (J1aOOpaTOpPHBIE,

ColanbHast IOMOIIp,; MHCTPYMEHTAIBHBIE MCCIIEA0BAHNS) M KOHCYJIBTALMIO TIPOQUIBHBIX CTIEIUATHCTOB. BHIMONHAET CECTPHHCKHE MAHUTTYJIAIHH,
Bompocs: MCIK; PeryisipHasi oueHKa COCTOSHWS mNauuenta nepen uudysneii ®3T HAa HAMYKE | Oprapmsamus BOMPOCOB METHIHHCKOTO
Onpenenenune conpanpapix | TPOTUBONOKAZAHNIM, 00CIIeJOBaHMS MAIUCHTA,;
HOTPeOHOCTEH MAINEHTA; Monuropunr 3‘1)‘1"EKTHBH°CTH’ besonacnoctn u PETYIBIPHOCTH | K oyTpoIib BHITIOIHEHHUS JIEYUEOHBIX IPOLIEAYD;
OKasaHue naHatieroi | PepMeHT3aMecTHTenbHOM Tepanuu (P3T) 1 CHMITOMATHYECKOTO JICYCHNS; OGyu4aeT POJICTBEHHHKOB MAIHEHTa OCHOBAM
TTOMOIIIH DopMHEpOBaHNE BHIUCKH Ha FOCIHTAIM3ALMIO\TENEMEMIIMHY B PeePEHTHBI LCHTP; | yxona 3a mammentoM ¢ B®;
. b
Ananus npobneM M NOTPEOHOCTCH NALMEHTOB, KOHTPONMPYET KOMILIACHTHOCTB | OxaspiBaeT HOIEPKKY TAIHMEHTY H €T0 CEMbe.
TalMenTa.

Hampasnenue u nHTepIpeTans MOJIEKYyIIpHO-TeHETUYECKOro aHanu3a; [IpoBeneHre KIMHIKO-TeHeaJOrH4ecKoro aHaan3a u
oIpeJIeJICHHs JIML] TPYIIIBI PHCKa B JaHHOU ceMbe; [IporHo3 it noTOMCTBa U 00CY>KICHUE BOIPOCOB IJIAHUPOBAHUS CEMBH.
JuarnocTrka naToJoruy No4YeK, AMHAMUYECKH MOHUTOPUHT, KOPPEKIHS U JIeUeHHE BhISBJICHHBIX HapyleHuii; [Ipodunakruka
pa3BUTHS TEPMUHAIILHOW CTAJIMA XPOHUYECKON MOYEYHOM HETOCTATOYHOCTH.

Bcem nmaruentam ¢ B® m1st cBoeBpeMeHHOM JUarHOCTUKY TIOPaXKeHUs cepra (TuepTpodust JIeBOro ey 109Kka HesiCHOTO
MIPOUCXOXKACHUI, HAPYLIEHUS] PUTMa U IPOBOJUMOCTH CEPALIA, PETYPTrUTALIUS a0PTAIbHOIO M MUTPAJIBHOIO KJIAIlaHa ) C LEbIO
OIpeJiesIeHNs] TAKTHKY BEACHHUs] NMAIMEHTOB (IMHAMUYECKOe HaOmoieHne/ IeYeHHEe U OLleHKa A QEKTUBHOCTH JICUCHHS).

Ocmotp pynkimii LTHC, [THC u BHC ¢ onienkoii 601€BOT0 CHHAPOMA, JJIsi CBOSBPEMEHHOM JUArHOCTUKH M JICYSHHUS] HEBPOJIOTUIECKOM
narosioru; KoHTpoib 3 GeKTHBHOCTH 1 6€30IIaCHOCTH CUMIITOMATHYECKOTO JIeUeHUs. J[nHaMIYeCKiii MOHUTOPUHT, MPOGUIIAKTHKA
HMHCYJIbTA.

Ocmotp mmst koHTpodst pynkunit XKKT, cBoeBpeMEHHON ANAarHOCTUKH U JIEYEHHUS TaCTPOIHTEPOIOTHUECKON TaTOJIOTHH, KOHTPOJIS

3¢ HEeKTUBHOCTH U 0€30MACHOCTH CHMIITOMATUYECKOTO JICUCHMSI.

Jmarnoctrka u nuddepeHimanpias MarHoCcTUKa aHTHOKePaTOM

CBoeBpeMeHHas! IMarHOCTUKA JeNPeccHy, MPopHIaKTUKa CYUITHIa, KOPPEKIIHS MCUXO0JIOTHYECKUX MpobiieM
CBoeBpeMeHHas! TMarHOCTHKA CHIDKEHUS OCTPOTBHI CIIyXa, ay IUOMETPUs

CBoeBpeMeHHas TMarHoCTHKa 0(TaIbMOJIOrHUECKON MTaTOJIOIUH, ONPEIEICHHUS TAKTHUKH JaJbHEHUIIeH Teparui U OLEHKH ee

3¢ ekTMBHOCTH 1 OE€30MTaCHOCTH.
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