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OryaBJjieHHe

(@) £:1:3) () 1 (S UU U RR RPN Ommnodka! 3akiiagka He onpeeseHa.
CIIHCOK COKPALIEHMM ....ccuvveenveeiiienieeniieeieenireereesiee e Ommudka! 3akaaaka He onpeaesieHa.
TEPMUHBL U OTIPEIICTICHUS ....eevvveeerieennreeenireeenereeenireeenneeesnnne Omuodka! 3akiiagka He onpeeseHa.

1. Kparkas wuHpopMmaiuss 1Mo 3a0O0NEBAHUIO WM COCTOSHUIO (Tpymme 3a00ieBaHHi WU

(0105 (03 15 1717 PRSP Omuodka! 3akiiagka He onpeeseHa.
1.1 OnpeseneHne 3a00NEBAHMA........vveeeeercrieeeeriiieeeeenireeeeesaeeeas OwunbKa! 3aKknagKa He onpegenexa.
1.2 3TMonorna n natoreHes ocTPbIX NOPOUPUM......eveevevreeeeerennen. Owwunbka! 3aKknagKa He onpegenexa.
1.2.1 NMaToreHe3 aTakm OCTPOM MOPDUPUM ...cevevrurreeeeerirereeennerenn OwunbkKa! 3aKknagKa He onpegenexa.
1.3 3NMAEMMONOTUA OCTPLIX MOPDUPUM..c..eeveeeeerreeeeeeireeee e OwunbkKa! 3aKknagKa He onpegenexa.

1.4 OcobeHHOCTM KoAMpOBaHMA OCTPbIX nopdupuin no MexayHapoaHON CTaTUCTUYECKOM

Knaccudukaumnm 6onesHelt n npobaem, cBszaHHbIX CO 340poBbemMmOLINOKa! 3aKknagka He
onpepeneHa.

1.5 Knaccndmkauma ocTpbiil MOPPUPUM coeeeveeeeeerieeeeeiieeee e OwunbKa! 3aKknagKa He onpegenexa.
1.6 KnnHuyecKasa KapTuHa oCTPbIX MOPPUPUMA.....eveeeeeeeeieeeeereeren, OwunbkKa! 3aKknagKa He onpegenexa.
1.6.1 BOJIN B HKMBOTE ...uveeiiiiieieeeeeeeeeeeeeee e e e e e e eeeeeeeeeeeeeeseeeenenennnnanas OwunbKa! 3aknagKa He onpegeneHa.
1.6.2 OcTpasn aBTOHOMHAA AUCPYHKLUA «ovevveeeeeriieeeeenireeeeenieeens Owwunbka! 3aKknagKa He onpegenexa.
1.6.3 HEBPONOTMUYECKME CUMITOMDI coeeeiiiiiieeceeeeeeeeeeeieeeeeeeeeas OwunbkKa! 3aKknagKa He onpegenexa.
1.6.4 DOTOAEPMATOSB . ..uuuuueuunieieeeeeeeeeeeeeeaeeaeeeeeeeerererereerereennnennnnnn.. OwunbKa! 3aknagKa He onpegeneHa.
1.6.5 Pegkme cumnToMbl aTakM Ol......coooiiiieieieeeeeeeeeeee e OwunbKa! 3aknagKa He onpegeneHa.
A O LI IV = 1T SRR OwunbKa! 3aknagKa He onpegeneHa.

2. JluarHOCTHKa OCTpBIX NOpGUPUH, MEIUIMHCKUE T[OKa3aHUs M MPOTHBOINOKA3aHUSA K

IIPUMEHEHHUIO METOIO0B JUATHOCTHKM ....c.nvvenveenereanreenneenneeens Ommudka! 3akaaaka He onpeaesieHa.
2.1 XKanoObl M AHAMHES ....ccceeeeeiiiiiieeeeeee e e e eecerirarre e e e e e e e e e e nnnnns OwunbKa! 3aknagKa He onpegeneHa.
2.2 DU3NKANbHOE OOCNEA0BAHME.....eeeeeeeeeeeeeennrrrireeeeeeeeeeeeeennnnns OwunbKa! 3aknagKa He onpegeneHa.
2.3 TabopaTopHble AMarHOCTUYECKME UCCNEA0BAHMA ...............e. Owunbka! 3aKknagKa He onpegenexa.
2.4 IHCTpyMeHTa ibHble ANArHOCTUYECKUE UCCNeA0BaHUA.......... Owunbka! 3aKknagKa He onpegenexa.
2.5 VIHble AMarHOCTUYECKNE UCCNEA0BAHMSA .....uuvrrreeeeeeeeeeeeennnnnns Owunbka! 3aKknagKa He onpegenexa.



3. Jleyenwue, BKIIOYas MEIMKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYIO TE€paluH, AUETOTEpaIuIo,

066360JII/IBaHI/Ie, MCIUIMHCKUC IIOKa3aHUd HW IIPOTHBOIIOKA3aHUA K HNPUMCHCHUIO MCTOJOB

B1 [ (535176 SO OSSOSO URRRRRRPRN Omuodka! 3akiiagka He onpeeseHa.
3.1 JIEHEHME TEMMHOM .....ceeeeeeeeeveeinnnrnrnnnneseseeeeeseaeaaaaaaaaaesesnenenns OwunbKa! 3aknagKa He onpegeneHa.
3.2 /leyeHune 60AbWNMUN A03AMU YTNEBOAOB .......eeevvvrrrrreeeeaaeeannn. OwunbKa! 3aknagKa He onpegeneHa.
3.3 T1N1a3MADEPE3.....etieeeeiciiiee e eettee e et e e s seree e e s ssbereeessnreeeeesnes OwunbKa! 3aKknagKa He onpegenexa.
3.4 HYTPUTUBHAA NMOALEPHKA ceeeeeeereiiiirreeeeeeeeeesansiierreeeeeeeesseenns OwwunbkKa! 3aKknagKa He onpegenexa.
3.5 UckntoueHmne aenctensa NnopGUpUHOreHHbIX GaKTOPOB.......... OwunbkKa! 3aKknagKa He onpegenexa.
3.6 CUMNTOMATUYECKAA TEPAMUA ceeeeeeiieeeeeeeeeeeeseeiiereeeeeeeeeeeeenas OwunbkKa! 3aKknagKa He onpegenexa.
3.7 KoppeKuma BOAHO-CONEBOTO BaNlaHCA . cccceeeeeeeeeivirreeeeeeeeeeenn, OwunbkKa! 3aKknagKa He onpegenexa.
3.8 BeaeHue nauMeHTOB C OC/IOXKHEHHOM aTakon O .................. OwunbKa! 3aknagKa He onpegeneHa.

3.9. BegeHuve NauMeHTOK C peryasapHbIMU MEHCTPYaibHO-acCoLMMPOBAHHbBIMM aTakaMMm....... OwunbKa!
3aknagKa He onpegeneHa.

3.10. NpodunaaKTUYECKAA TEPAMUA TEMUHOM ...oevevrevrreeerrnreeeennnns OwunbKa! 3aKknagKa He onpegenexa.
3.11.TPAHCANAHTALMA MEUEHM ceceeeeeiiieeeeeeeeeeeeeeeierreeeeeeeeeeeenas OwunbKa! 3aKknagKa He onpegenexa.
3.12 BeaeHne bepemeHHOCTM Y NAUMEHTOK C OlM........vvveeeeeeennnnn. OwunbKa! 3aknagKa He onpegeneHa.
3.13. BegeHune naymMeHTOB C NO34HUMM OCNOXKHeHMA Ol............ OwunbKa! 3aknagKa He onpegeneHa.

4. MC,Z[I/H_[I/IHCKEUI peaGI/IHI/ITaL{I/Iﬂ, MCIUIIMHCKUC MTOKa3aHUd U MPOTHUBOIIOKA3aHUA K IPUMCHCHUTIO

METOJIOB PEAOMITUTALIMY .....envvennreenneeenreenerenneenieeeneenaeesneens Ommudka! 3akaaaka He onpeaesieHa.

5. IlpodunaxTrka u quciancepHoe HaOII0IeHUE, MEIMITMHCKHE TIOKAa3aHUs U IPOTUBOIIOKA3aHUS

K IPUMEHEHHIO METOHOB MPOMDHUIAKTUKH ......ccvveenveeerennens Omnodka! 3akiiagka He onpeeseHa.
5.1, TTPODUAGKTUKA c.eevveeeeciieeeeeeiieeeeesiiree e s ssvee e e s ssveeeeessneeeeessnes Owunbka! 3aKknagKa He onpegenexa.
5.2. INCNaHCEPHOE HABMIOLEHME ..ccevveireeeeeiieeesseieeeeessireeee s OwunbkKa! 3aKknagKa He onpegenexa.

6. Opranuzanus okazaHus MEAUIIMHCKONW TOMOULIH ............ Ommudka! 3akaaaka He onpeaesieHa.

7. JononuutenbHas HHGOpMaLus (B TOM 4uciIe GakTOPbl, BIUAIONUE HA UCXO0/ 3a00JIeBaHUS WIN

(0105 (03 15 17 ) PRSP Omnodka! 3akiiagka He onpeeseHa.
Kpurepun onieHKM KauecTBa MEJUIIMHCKOM TOMOLIH ......... Ommudka! 3akaaaka He onpeaesieHa.
(03117 (6709015 1<) 011 114 o) FS PRSP Omuodka! 3akiiagka He onpeesaeHa.

[Tpunoxxenne A2. MeTtogonorus pa3paOOTKH KIMHUYECKUX pekoMeHaanniOmuoka! 3akinaaka

HE ompeae/icHa.



[Tpunoxxenne A3. CipaBo4HbIE MaTe€pHallbl, BKIOYasi COOTBETCTBUE MOKA3aHUM K IPUMEHEHUIO
U TIPOTHUBOINOKA3aHUH, CIIOCOOOB MPUMEHEHHUS U J103 JIEKAPCTBEHHBIX MPENapaToB, HHCTPYKIHH

10 IPUMEHEHUIO JIEKAPCTBEHHOTO MPEMAPATA. ......veenerennneen. Ommudka! 3akaaaka He onpeaesieHa.
ITpunoxxenne b. AnropuT™mel JENCTBUH Bpaya.................... Ommudka! 3akaaaka He onpeaesieHa.

IIpunoxenue I'. IlIkanbl OLIEHKH, BOIIPOCHUKUA U JPYTHE OLEHOYHBIE MHCTPYMEHTBI COCTOSHUS

MALUEHTA, IPUBEACHHBIE B KIIMHUUECKHUX ...vveenerenreenrennneens Ommudka! 3akaaaka He onpeaesieHa.
PEKOMEHIALIHSIX «.vevvveeenereeenereeenreessreesneeesseeesseessseesnseenns Omuodka! 3akiiagka He onpeesaeHa.
[kana Ne 1. BusyanbHo-aHaoroBast mKkana O0iu............. Ommudka! 3akaaaka He onpeaesieHa.



Cnucok cokpameHuu
AJIK — nenbra-aMUHOJIEBYJIMHOBAS KUCIOTA
A" — aHTUANYPETUUECKUN TOPMOH
AYTB- akTHUBHPOBAaHHOE YaCTHYHOE TPOMOOIIJIACTUHOBOE BpEeMs
I"AMK-ramma-amMmuHOMAacCIIsIHas! KUCJIOTa
XKKT — kenyj0uHO-KUILEYHBIN TPAKT
KT — xomnbrotepHas ToMmorpadus
MPT — MarHuTHO-pe30HaHCHas TOMorpadus
OII — ocTpsie noppupuu
OIIII - ocTpas nepemexarommascs noppupus
IIBI" — nopdobunnuorexn
V3U — ynbTpa3ByKOBOE UCCIIEIOBAHKE
OKI" — anexTpokapauorpamma
30T — anexTposHIedanorpaMma
OMI - sanekrpomuorpadus
HIIBII — HecTepouaHble IPOTUBOBOCIIAIIMTEIBHBIE U IIPOTUBOPEBMATUYECKHE IIPEIIapaThl
BAIII — Bu3yanbHast aHajaorosas kajia

CPB- C peakTuBHBI O€10K

K - xanwuii
NA — Harpuit
CL — xuop

K®K - kpeatundocdokunnaza

OXCC — o0mias xene30CBsI3bIBaONIas CIOCOOHOCTH CHIBOPOTKH
COD — ckopocTh OCenaHNs IPUTPOLIUTOB

YCC — yacToTa cepIeUHbIX COKpalleHN

NBJI — uckyccTBeHHAs! BEHTHIISILUS JIETKUX



TepMI/IHbl H OoNnIpeacjacHus

Octpbie nopupuu (OII) — rpynmna reHeTUYECKH ACTEPMUHUPOBAHHBIX 3a00JICBAHHIA,
aCCOIIMMPOBAHHBIX C IIMKJIOM OMOCHHTE3a remMa, UMEIOIINX MHIyIHPOBAaHHBIN XapakTep, ObICTPO
IIPOIPECCUPYIOLLEE TEUYEHHE C IOPAKEHUEM PA3NIUUYHBIX OTIEIOB HEPBHOM CHCTEMBI U
HEHPOryMOpaabHbIMU HapyIICHUSMH.

IHoppupuHbl, npellIeCTBEHHUKH MNOP(PHUPHHOB — TMPOAYKTHI IPOMENKYTOUHBIX
CTyIieHel OMOCHHTE3a rema.

AmunoJiepyinHoBas kuciaorta (AJIK) n nopdodunamnnoren (IIBI') - npeniiecTBeHHUKH
nop$UprUHOB, o00JanaoNIe HEHPOTOKCHUYHOCTHIO M OTBEYAIOIIME 32 pa3BUTHE OO0JIEBOTO
CHHJpPOMA U OCTPOIl aBTOHOMHOM TUC(HYHKIINU.

HeiipoBucuepaibHble CHMOTOMBI — OOJM B JKMBOTE, 3alop, TOIIHOTA, pPBOTA,
TaXWKapaus, apTepuaIbHas THIePTEH3Hs], ITape3 MOUEBOTO My3bIPsi — CHMIITOMBI, 00YCJIOBJICHHBIC
OCTpOil aBTOHOMHOM TUCHYHKIKEH.

Artaka ocrpoii mopGUpPHHM — OCTPOE€ pAa3BUTHE HEUPOBUCLEPATIBHBIX CHMIITOMOB,

accouuupoBaHHoe ¢ noBelmieHHON skckpenueit AJIK u I1BI" ¢ movoii.



1. KpaTrkas undpopmanus no 3a00/1eBAHUI0 WJIH COCTOSIHUIO (TpyIIe

3200J1eBAHUI WJIA COCTOSIHUH)

1.1 Onpenejenue 3200JeBaHUA WJIH COCTOSAHUA (rpynnbl 3a00JeBAaHUIT WU

COCTOSIHMA)

Iop¢pupuu — rpynmna perkux HaCIEACTBEHHBIX METa0OIMUECKUX 3a00IeBaHU, B OCHOBE

KOTOPBIX  JIGKUT TEHETHYeCKH JepeKT (PYHKUMOHAIbHOM aKTHMBHOCTH (DEpPMEHTOB,
Yy4acTBYIOLIMX B OnocuHTese rema (puc. 1).

Octpsble noppupuu — rpynmna nophupuil, Ipu KOTOPHIX JATEHTHBIA T'€HETHUECKUH
neeKkT mpu BO3IACHCTBUU MPOBOLUPYIOMUX (HOPPUPUHOTCHHBIX) (DAKTOPOB MPOSBISETCS
M30BITOYHBIM HAKOIJICHUEM B TEYEHU IPEIIISCTBEHHUKOB MOP(UPHUHOB, aMHUHOJIEBYJIMHOBOM
kucnothl (AJIK) u noppodbununorena (I16I7), o6manatonux BeipaXeHHBIMA HEHPOTOKCHYECKUMU
s dexTaMu U OMOCPEIYIOUINX pa3BUTHE OCTPOro MPHCTyNa 3a00ieBaHus (aTaka) ¢ HIMPOKHM

CHEKTPOM HEHPOBHCIEPATLHBIX CUMITOMOB [ 1, 2].

depMeHT MeTtaboandecKas NemoIKa Bua nopdpupun
111 ATNK-cunTeTasa Tmamue E CyKUHHHT-KOA
B NevyeHu-
KT0Yesol depierm 111 AMUHONeBYNUHOBARA

Ilopdupus BcaeacTBHe JedHOHTA

AJIK-geraaparassl

kucnorta (AJK)
>

AJIK-geruaparaza

111 NopdobunuHoreH (NBIN

T HAPOKCHMETHIOHIHAH —> % — (| OcTpas nepeMexarmasca

CHHTETa3a nopdupus (OIIII)
[TrapokcHMeTHIOHTHAH] I

Vponopdupusores 11T —» l — » DBpoxaeHHad 3pHTPONOITHIECKAT

CHHTeTasa nopbupus

VponopduprHOreH

VponopdupHuHOreH Tlozauaa KoxkHad nopdHpHT

g

JeKkapOoKCHIa3a
KonponopduprHaOres
KomponopduprHOreH ‘l HacneacTeenHas
OKCHIa33a Konponopdupus
TIpotonopdupHHOreH
TIporonopdHpHHOreH — S ‘l BapueraTtHas nopupas
OKCHIa33a
TIpotonopdupus
Peppoxenaraza SpPHPTPONO3THIECKAA
ppoxes * PHPTP
npoTonopdHpHIT

I'EM

Pucynok 1. buocunres rema u paznudssie popMbl ophupril B COOTBETCTBUU C OMOXUMUYECKHM

neEKTOM.



1.2 ITHOJOTUA ¥ IATOreHe3 3200J1eBaHU WJIH COCTOAHNS (rpynnbl 3a00JJeBAHUA U

COCTOSIHMA)

B ocHOBe pa3BUTHS OCTPBIX TOPPHUPHIL Ie)KAT MyTaIlM T€HOB, OTBETCTBEHHBIX 32 CHHTE3

¢depmeHTOB LUKIa OMocuHTe3a rema B meueHu (puc 1, tabm. 1). Bee octpeie mopdupun, 3a
UCKJIIOUEHHEeM KpaiiHe peakod ¢opmel, oOycnosineHHON aeduuutom AJIK nmeruaparassl,
SBIISIIOTCSI @y TOCOMHO-JOMHUHAHTHBIMU 3a00JIEBaHUSIMH C HETIOJHOW MEHETPAHTHOCThIO (Tab.1)
[3].

Tabnuua 1. MonekynspHast FeHeTHKA OCTPBIX OpUpHii

3aboneBanue DepMeHT T'en Komnuecteo  Hacnenosa-

BEIIBJICHHBIX ~ HHE
MyTanmii™*
CumBon Pazmep Io3unus

Iopdupms, Jerunparaza ALAD 7kb 9q34 12 AP

00ycIoBIeHHAs aMHHOJICBYJIMHOBOH

nepumutom  AJIK  KHCTIOTHI

JIeTHApaTa3bl

Ocrtpas I'mppoxcumernn-6mman  HMBS 10 kb 11923 424 ALl

TepeMesKaromas CHHTETa3a

nopupust (OIIT)

Hacnencrsennas Oxcunaza CPO 14 kb 3ql2 75 ALl

Komponophupus KOTIPOTIOp(UpHHOTEHA

(HKII)

Bapuerarnas Oxkcupaza PPOX 5.5kb 1922 185 ALl

nopupus (BIT) poTonopupHHOreHa

AP, ayTocomMHO-penieccuBHBIH; AJl, ayTOCOMHO-TOMHHAHTHEIN; kb, THICSYH Map HYKJICOTHAOB (Kr1o0a3)

*Tlo nanaeiM MHTepHET-pecypca «The Human Gene Mutation Database» http://www.hgmd.cf.ac.uk ra 09.2019

Jns Bcex ¢opMm ocTphlXx mopdupuil XapakTepHa JIMIIb YaCTHYHAs HEJOCTAaTOYHOCTb
(epMEeHTHOI aKTUBHOCTH, U B (DU3MOJIOTUYECKUX YCIOBHUAX OCTaTOYHON aKTHBHOCTU (pepMEHTa
XBaTaeT I MOAJAEpkKaHUSA HOPMAIBHOIO TOMeocTasza rema. /[ pa3sBUTHS OCTPOro IPHUCTYIA
HE00XO0IMMO BO3JIEHCTBHE NMPOBOLHMPYIOMUX (PAKTOPOB, Hallle HECKOIBKHX IMocienoBaTeabHo. K
YCTQHOBJICHHBIM  MPOBOLUPYIOMUM  (MOpQUPUHOTEHHBIM)  (aKTOpaM OTHOCSTCS MHOTHE

JICKapCTBEHHbIC IMpEeraparhbl, ajKorojib, HWH(MEKUUH, KoiedaHus TOPMOHAIBHOTO (poHa

(MEHCTpYanbHBIA IMKJI, OEPEMEHHOCTh) M THIIOTTUKEMHUS, T. €. (AKTOPhI, CIOCOOHBIS

CTUMYJIUPOBaTh CUHTE3 Tema renatouutamMu [4]. OCHOBHOM MeXaHM3M JIEUCTBUS

nop(UPUHOTEHHBIX (PAKTOPOB, MO-BUAMMOMY, CBA3aH C MOBBIIICHHON MOTPEOHOCTHIO B CHHTE3E
utoxpoma P 450 mnu apyrux reMonpoTeHMHOB U, Kak CIEeICTBUE, MHTEHCH(UKaluel CHHTe3a

rema, 4To yCJIOBUAX HGI[OCT&TO‘IHOﬁ AKTUBHOCTHU OJHOI'O U3 (bepMeHTOB OUKJIa OMOCHHTE3a reMa



NPOSIBIISIETCS. HAKOIUICHMEM TOKCHUYHBIX KOHIIGHTpAalUWi MOpGUPHUHOB U PAa3BUTHEM OCTPOTO
npuctyna nopdupuu [2].

1.2.1 IlaToreHe3 ataku ocTpoii moppupuu

Bes cumnTomaTtHka atak ocTpoil mopdupuu, BKIOYas OOMM B JKUBOTE, SIBISETCS
NPOSIBJICHUEM BEreTaTHBHOM M MOTOPHOM TMOJMHEBpOHaTuu, a Takxke auddyszHo-ouaroBoro
nopaxenust [{HC (ouuedanonatun) (tadmn.5) [5]. B Hacrosiee BpeMs 00CYKAAFOTCS HECKOJIBKO
MOTEHIHATIBHBIX MEXaHU3MOB TPAH3UTOPHOTO MOBPEXKICHHUS HEPBHOM CUCTEMBI BO BPEMSI aTaKH:

e 1psAMOil HelipoTokcuueckuit 3pdext Bricokoit koHmeHTpauuu AJIK;

e omnocpenoBanHbiil d3pdext AJIK H3-3a CTpyKTypHOrO CXOJCTBA C TOPMO3HBIMHU
HeliporpancMutrepaMu - TAMK u riyrtamaroM, M yTpaTod UX TOPMO3HOIO
s dekra B HTHC npu n3osiTRe AJIK;

® IIUTOTOKCcHYECKHE 3((HEKThl CBOOOAHBIX PAIUKAIOB BCIEACTBHE UX MOBBIILICHHON
NPOAYKIUH, OOYCIOBICHHOW S3HONM3AIME M ayTOOKCHAALMEH H30BITOYHOTO
xonuuectBa AJIK;

® BEPOSTHBIN NePUINT TeM-CoAepKaINX (EepMEHTOB B HEPBHOM TKaHH.

Teuenne araku, BKJIIOYas HayaJbHbIC MPOSIBICHUS U IOCIEI0BATEILHOCTH CUMIITOMOB,
MPUCOETUHSIOIUXCS MIPH MPOTPECCUPOBAHNUN aTaKH, BEPOATHO, CBA3aHO C PA3IMYHON CTETEHBIO
NPOHHUIIAEMOCTH  I'eMaTO-HEBPAJbHOTO U TIeMaTo-3HIealndeckoro  O0apbepoB Ui
NPEIIECTBEHHUKOB NOoppupuHOB. OTCyTCTBHE Oaphepa Al aBTOHOMHBIX HEPBOB M BBICOKAS
MIPOHHIIAEMOCTh FeMaTo-3HIIe(aTnIecKoro 6aprepa B 00JIACTH TUIIOTAJIaMyca M JIMMOHYECKOM
00JIaCTH, MOTYT CIYXHTb OOBSICHEHHEM Jae0I0Ta aTakh ¢ aBTOHOMHOW TUC(HYHKLIUU U JIETKHX
appexTUBHBIX paccTpodcTB. IIpm mporpeccupoBaHMM aTakd MPOUCXOIUT HapyLIeHHUE
(YHKIMOHATBHOM LEJIOCTHOCTH T'eMaTO-HEBPAJbHOTO Oapbepa C pa3BUTUEM MOTOPHOU
MOJIMHEBPOTIATUH U, Jaliee, TeMaTo-3Huedannyeckoro Oapbepa, 4TO MPOSBISETCS OTEKOM
roJioBHOro Mo3ra ¢ MPT—mipu3HakamMu 0oOpaTUMBIX CHMMETPHUHBIX O4aroBbIX U3MEHEHHUH [5].

1.3 Dnuaemuosorusi 3a0oseBaHus MW COCTOAHMS (Tpynnbl 3a00/1eBaHUl WIH

COCTOSIHMA)

PacnipoctpanenHOCTh OcTphIX Mop¢upuii B ctpanax 3amagHoi EBponsl cocramser 1-10:

100 000 HaceneHwus, TOraa Kak HOCUTEILCTBO MYTaHTHOTO T'€HA MOXKET OBITh CYIIECTBEHHO BBIIIIE
(1-2 ma 10 000 yenoBek), T.K. IEHETPAHTHOCTh 3a00NieBaHus BappupyeT oT 1 10 60% [3].

Camas yacras u3 octpbix nopdupuii — OIIII, cocranser Gonee 85% Bcex ciryuaeB oCTpon
nopupuu. PacnpocTpaneHHOCTh BapueratHoud mnop¢upun cocrasisier okono 1.3:100 000

HAaCeNICHHs, HACIEeJCTBEHHON KOmponmophupuu - e€me MeHblle, B MHPOBOH JIUTEpaType



omybnukoBaHo menee 400 ciywaeB. Camoil penkoil siBisiercs mnopdupus, oOyCIOBICHHAs
nepurnurom AJIK neruaparassl, onricano MeHbine 10 cirydaeB 3Toro 3a001eBaHmMs.

[TockonbKy MEHCTpYaJbHBIA LUK SBJISIETCSA TJIABHBIM HJOTCHHBIM HPOBOLUPYIOIIUM
¢bakxTopoM, 6o1ee 80% MarMeHToB ¢ OCTPOi MOPPHUPHEH COCTABIIAIOT KEHIIUHBI B Bo3pacTte oT 20
10 45 net. 3aboneBaHue PeaKO MPOSBISAETCS 70 MyOepTaTHOrO BO3pacTa, a TakKe B MEHOIAay3e.
ATtaku noppupHH y My>KYHMH BO3MOKHBI, HO BCTPEUAIOTCS TOPa3o pexe, YeM y KEHIIHH.

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1eBAHUS WJIH COCTOAHNSA (FPYIILI 3200J1eBaHU A

WIN _CcOCTOsIHNI) 1o MekAVHAPOAHOI CcTATHCTHYeCKOil kJjaaccuukannu 0oJiesHeill H

MpoodJieM, CBA3AHHBIX CO 310POBbEM

PyGpuka «E.80.2: JIpyrue nmopdupum» BKIIOUaET B ceOs BCE YETHIpE HO30JIOTUYECKHE
€IMHUIIBI OCTPHIX OpHUpHi.
1.5 Knaccupukanus 3a00J1¢BaHUA WJIH COCTOAHHA (TPYNOLI 3200JI€BAHUN HJIH

COCTOSIHMA)

I'em cuHTE3HMpyeTCS B KaX 0K adpoOHOH KieTke yenoBeka. B 90% Mectom cuHTE3a reMa

SBJISIIOTCST KOCTHBIM MO3T, TJIe U3 HEro 00pa3yeTcs reMoriioOnH, 1 IeueHb, TJe TeM YYacTBYET B
cuHTe3e (epMEHTOB (IIUTOXPOMBI, NEPOKCHIA3bl M Jp.), YYacTBYIOUIMX B Ipoleccax
JIETOKCHKAIINK, B TOM uucie MeTabonm3me JekapcTBeHHbIX mpemapatoB (CYP 450). B
3aBUCUMOCTH OT MECTa IMPEHMYIIECTBEHHON NPOIYKIMM U HAKOIUICHUS TOPPUPHUHOB U UX
NPEIIIECTBEHHUKOB, MOP(GUPHH TOIPA3IENAIOTCS HA SPUTPONIOITHUECKUE U NIEUEHOYHBIE (pHC.2)

[1,2].
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NMOP®PUPUMN
SpUTPONO3TUYECKNE [MeyeHoYHble
nopdpupumn nopdupun
| | L ] !
\/ \/
BpoxxaeHHas Mopdupus, obycnosneHHas
3pUTpono3TUHECKan aeduymtom gerngparassol
nopcupuns ANK
SpuUTpOnoaTUIECkan OcTpas nepemexaroLlascs || OcTpble
npotonopdupus onn
nopdupus ( ) nopcdupun
HacnepcTtBeHHas |
konponopdupus
BapwueraTtHasa nopdupus
Mo3aHss koxHas nopdupus

Pucynoxk 2. Knaccuduxanus noppupuit
1.6 Kiimnnueckass KapTHHA 3200J€BAHUS WJIH COCTOSTHUSA (TPYNNLI 3200J€BAHNNA I

COCTOSIHMA)

Knuanyeckast kaptuna ataku octpoit moppupuu (OIT) xapakTepusyercst OCTpbIM Ha4ajaoM

B BUJIC COYETaHUsI MHTCHCUBHBIX 0OJIEH B 00JACTH KUBOTA 0€3 MEPUTOHEATHHBIX 3HAKOB H/WIIN
CIIUHBI C OHUM WJIH 00JIe€ CUMIITOMOM OCTPOM aBTOHOMHOM TUC(HYHKITUHU, TAKUX KaK CHHYCOBast
TaxuKapJus, apTepualibHasl TUIEPTEH3Us, 3amop, TOUIHOTA, PBOTA, Mape3 MOYEBOTO ITy3bIps
[2,5,6].
JlomomauTenbHbIMHu cuMnToMamu ataku Ol sBisroTcs:

® TUIOHATPUEMUS BCIEACTBUE CUHIPOMA HeaslekBaTHOM cexperuu AIL,

® BsUJIbIE CHMMETPUYHBIE Mape3bl BCIEICTBUE OCTPOU MOTOPHOM MOJIMHEBPOIIATHH,

® KOTHUTHBHBIC, TIOBEJICHUECKHE HAPYIICHUS, DSIWICNTUYECKUE NPUNAJKU

BCJIEICTBHE OCTPOM dHIIE(DaTONATHH.

OO0s3aTeNbHBIM KPUTEPUEM SIBIISICTCS OTCYTCTBHE IPYTHX MPHYWH I TOSIBICHUS
yKa3aHHBIX CUMIITOMOB, a TaKkke OoJiee, 4eM S-KpaTHoe noBbleHue koHenTpauuu [1BI° B Moue,
coOpaHHOH B ocTpyto a3y 3aboneBanus [2,5-7].

BapuabenbHOCTh TEPEYHCIEHHBIX CHMIITOMOB - 3HAYHWTEIbHAa KaK II0 CTEICHH
BBIPQXKEHHOCTH KaXXJIOr0 M3 HHUX, TaK U MO BO3MOXXHOMY UX coyeTaHuio. IMEHHO coueraHue

YKa3aHHbBIX CHMIITOMOB ABJIACTCA KIHOYCBBIM [JIA TOTO, 9TOOBI 340 A03pUTh aATaKy OCTpOﬁ
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nopupuu 1 npoBectu uccienoBanue Mouu Ha [IBI" ¢ 11enbI0 MOATBEPKACHUS MU UCKIIOUCHHS
naHHOro auarHosa (puc.3). bonee, uem 5-xpatHoe nossiiieHue ypoBHs I1BI" B Moue B coueranun
C TUMTUYHON KIIMHUYECKON KapTUHOW 3a00JIeBaHUs, MMO3BOJISIOT TUATHOCTUPOBAThH aTaKy OCTPOM

nophupuu 1 HE3aMEATUTEIBHO HaYaTh JeueHue [8, 9].

TomHoTa, pBOTA, 3aLI0P
I'mnosaTpHeMHSA

ApTepHanbHas THOEPTeH3HA
BOJIN B
KNBOTE

HCHXHanH‘leCR‘aﬁ CHMIOTOMATHKA

SNH-NPHOAIKH
Mblme4Has ¢J1a00cTh

Temuag Mo4ua

Pucynok 3. CUMOTOMBI, TO3BOJISIFOIINE 3aMIOA03PUTh aTaKy OCTPOH mopdupuu.

1.6.1 BoJu B :KUBOTE

KmroueBoit cumntom araku OIl — Gonu B XKMBOTE, MMEIOT OCTPOE Hayasio, OOBIYHO
HapacTalT 10 MAaKCUMaJIbHOM HMHTEHCUBHOCTH B TeueHUe 2-3 JHEH, UMHUTHUPYIOT OCTpPYIO
XUPYPrUU€ECKYIO aTOJIOTHI0, OJHAKO NEPUTOHEANIbHBIE 3HAKU OTCYTCTBYIOT. Ha HauanpHOM 3Tamne
OTCYTCTBYIOT JJa0OpPaTOPHbIE CUMIITOMBI BOCTIAIEHUS (JIeikonuTo3, nosbimenne COD nimu CPB).
Xapakrep ¥ JIoKanu3zauus 0ojei CUIBHO BapbHPYIOT, HO OOJIM PEIKO HOCAT KOJIMKOOOpPAa3HBIH
xapakrep. [laTorenes 601eii B )KHUBOTE CBSA3BIBAIOT C ABTOHOMHOM UChYHKITUEH, 00YCIOBICHHON
HapyIleHueM paboThl BHYTPEHHUX OPraHOB, HApUMEp, KUIIEYHOH AWIaTarei Uik Cria3MOM.
Bo3MOKeH anbTepHATUBHBIM MEXaHU3M - Ba30OKOHCTPUKIUS WINA UILIEMUs KUIICYHUKA. TOYHBIN
MexaHu3M paszButus 6osu npu OIT ocTaeTcst HEAOCTATOUHO SCHBIM.

AOOMHMHANBHBIM CHHIPOM HEPEIKO SBISETCS OCHOBAaHHEM JUIsl JAMAarHOCTHYECKOTO
XUPYPTUYECKOr0 BMEIIATEIbCTBA (JIAAPOCKOIUH, JaapoOTOMUH ), 0COOEHHO MPH MEPBBIX aTakax
eme He AuarHocTupoBanHoi OIl. Mcnonp3oBaHue Mpu 3TOM ISl aHECTE3UU MOPPUPUHOTECHHBIX
npemnaparoB (cM. Poccuiickuii peecTp JI€KapCTBEHHBIX MPENApaTOB, IPUMEHIEMBIX Y OOJIBHBIX C
HapyumeHusIMu noppupuHoBoro oomeHna [10]) moxkeT ycyryouts Teuenue ataxu [7, 11, 12].

1.6.2 OcTpasi aBTOHOMHAs M CHYHKIMSA

OcTpast aBTOHOMHas! TUCPYHKLUS SIBJISETCS CISICTBUEM CHIDKEHHUS aKTUBHOCTH N. vagus,
YTO MPUBOAUT K YCUJIICHUIO BIMSHUS CUMIATUYECKON HEPBHOM CHUCTEMBI M OOBSICHAET pa3BUTHE
OOJIBITMHCTBA CUMIITOMOB «HEOCIIO)KHEHHON aTaku OCTpoi moppupum»: 0oJeil B UBOTE, 3a110pa,

TaxMKapIuu, CUCTOJIMYECKON apTepHUaIbHOW I'MIIEpTEH3UH, ape3a ModeBoro mysslps [7,11,12].
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CreneHp TaxuKapAuH OOBIYHO OTpa)kaeT AaKTMBHOCTb aTakd. M3peaka Ha MepBBI IJIaH B
KJIMHu4eckor kapTuHe ataku OIl MoXKeT BBIXOAUTH TMIIEPTOHNYECKUI KpU3. [IpUUMHBI TOIIHOTHI
u pBoTel BO Bpemst araku OIl He wu3BecTHBl. MOXHO NPENIOJNIOKUTh, KaK BOBJIECYEHUE
LIEHTPAJIbHBIX MEXaHU3MOB, TaK U HAPYIICHUE MOTOPUKU KUILIEYHUKA.

1.6.3 HeBpoJornueckue CHMMITOMBI

BonpimucTBo arak OIl, 0coOOEHHO y MAIMEHTOB C YK€ YCTaHOBJIIEHHBIM JIMarHO30M,
NPOSIBIISIIOTCA B BUJIE O0JIeH B )KMBOTE B COUETAHHUHU C JIETKUMH apPEKTUBHBIMHU HAPYIICHUSIMH U
aBTOHOMHOM JTUCQYHKUMEH M Jake MOTYT NPOXOIUTh CaMOCTOSITEIbHO, €CIH HCKIIOYHUTH
BO3/CHCTBUE TPOBOLUPYIOMHUX (akTOpoB. CHMITOMBI HEBPOJIOTHMUYECKOTO AeHUIMTa (MOTOPHAS
MIOJIMHEBPOTIATHS WM SHLIE(DANIONATHs) Pa3BUBAIOTCS TOJIBKO B CIIydae MPOrpecCUpOBaHMS aTaKH,
U MM BCer/ia MpeIIeCTBYET paHHsIs, «IOHEeBpoJoruueckas» (asa ataku, jsmiascs ot 3 no 30
nHert (B cpenneM, 10 mHeit). PeTpocneKkTHBHO, MOXHO OOHApYKUTh BO3ACHCTBHE HK30T€HHOTO
npoBorUpykonero ¢akropa (0OBYHO JEKAPCTBEHHOIO IMpemapara), KOTophld 3a 1-2 mHs
IIPEILIECTBYET IMOSIBICHUIO HOBBIX HEBpOJOTMYECKHMX cUMNOTOMOB (puc. 4). Ilpu ycrpanenun
MIPOBOLUPYIOUINX (PaKTOPOB, MPOTPECCUPOBAHNUE MBIIICYHON CIA0OCTH 3aBEpIIAcTCS B TCUCHHE
30 nueit (B cpennem 13 nueit) [5-7].

KnroueBblM B JuarHocTHKe HeBposiormueckux cumnromMoB OII sABiseTcs MX OCTpBIH,
MapOKCU3MAJIbHBIA XapakTep M 00s3aTesibHAsi BPEMEHHAs aCcCOLMAIMS C MPEIIIeCTBYIOIIMH
6omsamu B xkuBote (puc.3). K MOMEHTY pa3BUTHS Mape30B, HHTEHCUBHOCTH 00JIEH B )KUBOTE YACTO

YMCHBIIACTCA, YTO H€06XOI[I/IMO YUUTBIBATH IPpHU OGCHGI[OBaHI/II/I MannucCHTOB.

MoTopHas nonMHeBpONaTUA, 3NU-NPUNaaKM,

A Bonu B xuBote
yrHeTeHUe/NnoMpaveHUA CO3HaHUA («HeBponoruyeckaa» gasa)
ABTOHOMHas
ancdyHKUUuA
Add nporpeccupoBaHue nporpeccupoBaHue .
eKTUBHbIe ot
KnuHnyeckaa HapyWeHWs nnaro nnaro oot
TAXKECTb <30nHeqd. * ot
CUMMATOMOB (Ha4anbHaa asza) < > < _,.-'k"
BO Bpema < > <30aned | -
araku 3-30(~10) axeit
[INUTENBHOCTD aTakn.
MEHCTPYANbHbIW LIUKI NEKAPCTBA NEKAPCTBA
FONOAAHUE/OUETA TMNOHYTPUTUBHBLIA TMNOHYTPUTUBHBIA CTATYC
NEKAPCTBA CTATYC BTOPUYHbIE UHOEKLIUM
ANKOronb
WHOEKLUWN

Pucynok 4. Tunuunoe TeueHne ataku nopdupuu (CTaAupOBaHUE) U CBSI3b C MPOBOIMPYIOIUMH

bakTopamu
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Ocmpas ~ momopnas (MomopHo-cencopHas) — noaunesponamusi  NPOSIBIAETCS
TCHEPAJTN30BAHHOM  MBIIIEYHON Ci1abocThio  (OOBIYHO TEepU(pEepPUYECKHUM  TETparape3oMm).
Bo3MOXHO  BOBJICUEHHME  JBIXaTEIbHOM  MYCKyJIaTypbl €  pa3sBUTHUEM  JbIXaTCIbHOU
HE/IOCTaTOYHOCTH. BoBiieueHne auadparMbl NPUBOAUT K €€ MapaJoOKCaIbHOMY JBHKCHHIO,
MCTOHYEHUIO, a JIOMOJHUTEIHHOE BOBJICUCHHE MEXPEOCPHBIX MBIIII] YMEHBIIACT JbIXaTEIbHbIN
00beM, JeNaeT HEBO3MOXKHBIM KalUIeBOH pediekc, 4To MOXKET NPHUBECTH K OOCTPYKIMHU
TPaxeoOPOHXHUAIBFHOTO JepeBa, THIIEPKAITHUYECKOM JIbIXaTeIbHON HEeJO0CTaTOYHOCTU. CUTYyalus
yCyryomsiercss BOBJICUCHHEM 4YEpPENMHBIX HEPBOB C pa3BUTHEM Oylb0apHOTO CHHApOMA H
HapyLIEHUsI [IOTaHUS, YTO MOKET OCIIOKHUTHCS aCIMPALlMOHHON MHEBMOHUEH [5—7].
KnuHuyeckn naHHas NOJMHEBPONATHS MaJlo OTJIMYAETCS OT OCTPOW MOTOPHOM (MOTOpHO-
CEHCOPHOI) TMOJIMHEBPONATHU MPU APYTUX 3a00JEBaHUAX, B MEPBYIO OYEpEdb NMPH CHUHAPOME
I'uiiena-bappe. IlosTomy mnophupuio HEOOXOAMMO HCKIIOYaTh BO BCEX CIIydasx OCTpPOM
MIOJIMHEBPOTIATHH, KPOME CIIY4aeB C MOJHBIM OTCYTCTBHEM OOJIEBOTO CHHIPOMA, B TOM YHUCIIE 10
pa3BuTus napes3os [5, 7, 12, 13].

Ocmpasa  suyegparonamuss npu arake OIl moxer mnposBiuaTbes apPEeKTUBHBIMH,
MOBEICHUYECKUMH PAaCCTPONCTBAMH, YTHETCHHEM/TIOMpaueHreM co3Hanus (B 19-56% cnyuaeB Bo
Bpems arak OIl), nsnunentuueckumu npunaakamu (B 2-20% arak OII). Owuarossie
HEBPOJIOTUYECKHE CHMIITOMBI, Takhe Kak CUMNOTOM baOMHCKOro, TpaH3UTOpHAs KOPKOBAs
CclIeTioTa, 1epebersapHas arakcus, qucdasus, BCTpedaroTcs Heuacto [5, 7, 11, 12, 14, 15].

1.6.4 ®oTOoaAEPMATO3

Domodepmamos —  KOXKHBIA ~ HEBOCHAJMTEIbHBI  Tpomecc,  00yCIOBICHHBIN
MOBBIIIEHHON YyBCTBUTEIBHOCTHIO KOXKH K COTHEUHOMY CBETY, BBI3BIBACTCS YIIBTPA()UOIECTOBBIM
CIEKTPOM U3TyUYEHHUsI THEBHOTO CBETAa Ha KO>KHbIE MOKPOBHI (auamna3on 400-800 um) [16].

[Ipu  sekotopeix ¢opmax OIl  (BapueratHas mnopdupHs, HacIeICTBEHHas
Konponopdupust), momuMo npeamecTtBeHHUKoB noppupuHoB (AJIK u I1BI') B kpoBH U aepme
HAKaIUIMBAIOTCS  MOP(UPHHBI, KOTOpbIE  SABISAIOTCS  (POTOCEHCHMOWIN3AaTOpaMH,  PE3KO
MOBBIIIAIOIIMMY YyBCTBUTEIBHOCTh KOXKM K BO3JIEHCTBUIO COJIHEYHOI'O cBeTa. B cooTBeTCTBMY €
3TUM, Y OOJIbHBIX pa3BUBAIOTCS JEPMATHUTBHI, CXOJHBIE C TOPAKECHUSIMHU KOXKH y OOJBHBIX
SPUTPONOAITHYECKUMH TOPHUPHAMU U TO31HEH KOXKHOW mopdupueit (puc. 2). XapakrepHas
JIOKQJIM3alMsl ChIIM - HA OTKPBITBIX y4dacTKaxX KOXH. BpIchImaHMs yalie BCETo MOSBISIOTCS B
BECCHHE-JIETHEE BPeMsl, OJTHAKO B TSKEJIBIX CIy4asiX MOTYT OBITh B JII00O€ BpeMsi rojia B JHEBHbIC
yackl. [Toy neficTBHEM COTHEUHOTO CBETa MOSIBIIAETCS OOJIe3HEHHAs TUIIEPEMUS, KPYITHBIE ITy3BbIpH
C MYTHBIM COJIEPKHUMBIM, B JalbHEHIIEM MOSBISAIOTCS 3PO3HMM, YYACTKH CHHIOIIHO-0AarpoBOH

pyO110BOI1 aTpoduH, HHOT 1A — IICEBIOMUIIMYM, PEIKO — TUIIEPIIUTMEHTAIUS U TUIIEPTPUXO3.
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dotonepmaros Habmogaercst BHe cBs3u ¢ atakamu OIl 'y 14-80% GonbHBIX BapueraTHON
nopdupuei, yaiie B I0KHBIX IMUPOTaX, U, KpalHE PE/IKO - IPU HACIEICTBEHHON Konponopdupuu
[2]. Tepammsi 3akimtoyaeTcsi B 3alIUTE OT COJHEYHOTO W3NMydeHUs (onexnaa, (poTo3aluTHBIC
KpEMaKpEMBI).

1.6.5 Penkue cumMntTomMbl aTaku OI1

Peaxumu cumntomamu ataku OIl sSBISIOTCS OCTpBIA WHTEPCTHLMANBHBIM HEeDpHUT U
pabmomuonus [17].
B naTorenese nopaxeHus oueK MperonaraeTcs AeUCTBUE CIeaYIONMX (GaKTOPOB:
e I[MTOTOKCHYECKOE M BA30CHACTHUYECKOE BO3/CiCTBHE Ha He(DPOH U30bITKA TOPHUPHUHOB U
UX MPE/IIECTBEHHUKOB,;
e TpPaH3UTOpHAs apTepuanbHas THUMEPTEH3HS C BBICOKUMH IHM(PpaMH apTEpPUATHHOTO
JaBJICHUSI, COMPOBOXKAAIOMIASCS MATOJIOTMYECKHM BOBJICUEHHEM MOYEUHBIX apTEPHid C
nocyeIyomuM GopMUPOBaHUEM apTEPHONIO-HE(YPOCKIIEpO3a;
e He(PPOTOKCHUYHOCTH MPOAYKTOB TKAHEBOTO KaTaboimmu3Ma (MHOTIIOOHH U JIp.).
Paboomuonuz - KIMHUYECKHE TPOSIBIICHUS BApbUPYIOT OT OECCUMITOMHOTO MOBBIIICHHS
akTUBHOCTH KpeaTuH(pocokunaszsl (KDK), mo TsoKenoit ocTpoil moueyHoil HeJOCTaTOYHOCTH
BcaeactBue muornobunypun (ocobernno mpu KDOK>10 000 Ex/m). TunuyHble NpOsSBICHUS
pabaoMuonM3a BKIIOYAIOT MHAJITHUH, MBIIICYHYI0 CIaboCTh W M3MEHEHHE IBeTa MOYH.
Pabnomuonus moxer ObITh mpomyineH Bo Bpems atak OIl, ecnum He uMccnenoBaTh ypOBEHb
aKTUBHOCTH ChIBOpOTOUHOM KDK, T.K. 0071 B MBIIIIIAaX U TEMHAsi MOYa XapaKTEPHbI KaK JJIs aTak
OIl, Tax u pabaomuonuza. OCHOBHOH mpuuuHON padromuonusa y namuentoB OIl sBusrorcs
HapyIIEHUs AIEKTPOIUTHOTO OOMEHa.

Octpyro mophupHio Ha3bIBalOT "BEIUKHUM HUMHUTATOpPOM', TaK Kak KIMHUYECKHE
NPOSIBJICHUSI aTaKl MUMHUKPHPYIOT OOJBIION CHEKTP COMAaTUYECKHX, B TOM YHCJE ypPreHTHBIX,
3a00JIeBaHUH, IPH TOM HUKAKUX JJa0OPaTOPHBIX OTKIOHEHUI He HAaOIogaeTcs.

1.7 OIl v nerei

Ataxu OII penko nposiBisitoTCS 710 MyOepTaTHOrO Bo3pacta. Bmecte ¢ TeM, HE00X0IMMO
YUUTBIBaTh OoJiee paHHee pa3BUTHE JETEeH B IOKHBIX IMIMPOTaX, 10 CPABHEHHUIO C CEBEpHBIMU. B
COOTBETCTBUM C ATHM, aTaku MOpPUpPUHU y AETel ¢ tora MOTYT HaOI0JaTbes B Oosee paHHEM
Bo3pacrte. 3a nepuoa ¢ 1907 mo 2019 rox B mutepaType onucano Bcero 52 pedenka ¢ arakamu OI1.
Camomy mumagmemy Obuto 8 net [18]. BonbmMHCTBO meamaTpU4ecKUX MAIMEHTOB CTPaaaio
SMUJIETICUEH, HE CBS3aHHOM ¢ mopdupueld, U araku OBUIM CIPOBOIMPOBAHBI MPUEMOM
POTHBOAMIICIITUYECKUX CPEACTB, OApOUTYpPATOB M MX HMPOM3BOJIHBIX. Y JeTell 00s3aTeNbHO

BBISIBIISIIOCH ToBbIIeHHe ypoBHS [IBIT B moue Bo Bpems araku OIl, omnako nu¢psl 3TOTO
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MOBBIIIEHUSI MOTJIM OBITh HIDKE, YE€M Yy B3POCIBIX HAlMeHTOB. [IpUHIMNHATIBHBIX OTINYHUNA B
KJIMHu4ecko kaptuHe atak OIl v TakThKe BeleHus eJuaTpuIeCKUX U B3pOCIIBIX AIUEHTOB HET.

CoBeplIEHHO  JApYryw0 KapTHHY 3a0ojieBaHMsl MMEIOT HOCHUTENIM  KOMIAyHJ-
TeTEePO3UTOTHBIX MJIM TOMO3UIOTHBIX MyTauuii reHoB HMBS win PPOX (romo3urotHas gopma
OII nmu BII). Onucano oxono 10 Takux ciyyaeB: JeTH, Y KOTOPBIX 3a00JI€BaHME HAUYMHAETCS
BCKOpE IIOCJIE POKIEHUs, KIIMHUYECKU U 10 NaHHBIM MPT rosioBel, HATOMUHAET XPOHUYECKYIO
JeMKOoIHIIe(PATONATHIO C IPOTPECCUPYIOIIUMHU HAPYIICHUSIMUA HUHTEIUIEKTYaJIbHOTO U MOTOPHOTO
pa3BUTHSA, SNWICNTHYECKUMU IMPUINIAJKaMU. J(MarHo3 MOKHO 3allOJO3PUTh 10 KPaCHOBATOMY
OKpAaIlMBaHUIO MOATY3HUKOB U3-3a MOYU C KpaliHe BBICOKUM conaepxkanueM IIbl', crangaprhsie

metozp! ieuenus: OIl y maHHBIX manueHToB He () (HEKTUBHBL.

2. IlnarHocTuka 3a00/1eBAHUA WIH COCTOSIHUSA (TPYIIIbI 3200/1eBaHU HJIH
COCTOSIHMI), MeAMIIUHCKHUE NMOKA3AHUS U MPOTHUBONOKA3AHUS K IPUMEHEHHUI0

METOJA0B THATHOCTUKH

Kpumepuu ycmanoenenusa ouaznosa.

Huaenoz ocmpou nopgupuu ocnosvieaemcs Ha CO8OKYNHOCMU KIUHUYECKUX CUMNIOMO8
U  OUOXUMUYECKUX OAHHLIX, 3aPecUCPUPOBAHHBIX 80 6pems amaku 3abonesanus. B
beccumnmomHnou ¢haze 3aboneeaHusi OuUAHO3 MoOdcem OblMb YCMAHOBNEH HAd OCHOBAHUU
pesynvmamos uccreoosanus [[HK u, 6 nekomopwix ciyuasx, buoxumuyeckoeo ananusa (puc.5) (4,
8,9,19,20].

2.1 ’Kaa00bLI M aHAMHE3

B 0ebrome 3abonesanusn sicanobvl Mo2ym HOCUMb CAMbIL PAZHOOOPA3HBIU XapaKmep, HO
yaue 6ce20 OONbHBIE HCANVIOMCA HA CUNbHbIE 00U 6 Jcuome, UMeHeHUue OKPACKU MOyl
pazeumue 3anopa. Hapywenue cna na ¢hone becnpuuunHol mpesocu Moxicem npeouecmeosams
oonAM 8 dHcugome, 0COOEHHO Y NAYUEHMOE C YUKIUYECKUMU amakamu. B npoosunymoii cmaouu
amaku (2-3 Hedenu om MNOAGIEHUS NEPBbIX CUMNIMOMOSB) NAYUEHMbL HCALYIOMCA HA PE3KYI0
cn1abocms 8 KOHEUHOCMAX, NOMEPIO CNOCOOHOCMU K AKMUBHBIM OBUNCEHUAM U3-30 HAPACMAIOUWUX
napesoe Mulily, usmeneHue memopa 2onoca u oaxce agonuio [4, 6, 8,9, 11-14, 20].

Hauany 3abonesanus npeduiecmayem 6o3oeticmsue nop@upuHo2eHHbIX hakmopos: npuem
AnK020718, NOXYOaHue, CMpeccyl, pecnupamopuvie U KuuleyHvle UHGeKyuoHHble 3a001e8anusl,
NPUEM 1eKapCMBEEHHbIX NPENapamos ¢ blCOKOU NOPPHUPUHO2EHHOU AKMUBHOCMbIO. AmaKu yacmo
Pazeusaromcs 8 NpeoOMEeHCMpPYalbHOM nepuode, a maxdxce Ha QOoHe HAPYUEHHO20
MeHCmpYyanvHo2o yukaa. Ilpu axmueHom paccnpoce, MOJCHO 6blsA8UMb noxodicue (Ho Oonee
Jleekue) amaxu 6 Npouliom  (nepuoouyeckue 00U 8 JHCUBOME), pecpeccuposasguiue

camocmosmelbHo.
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Pexomennyercs mpu cOope aHamHe3a U Kajo0O y BCeX MAIMEHTOB C IMOJ03PEHUEM Ha
ocTpyilo mnopdupuio oOpaTUTh BHUMAaHHME Ha HaJMYUe U BBIPAXEHHOCTh HambOoiee
pacrpoCTpaHEHHbIX  NpOsIBIEHUH  3a0oneBaHWst €  IENbI0  JAMAarHOCTHKH,
nuddepeHIraIbHON TMarHOCTUKY U ONpeIeNICHHs TSHKeCTH ataku (4, 8, 9, 20]:
O XapakTep M HUHTEHCUBHOCTH OoJieit
O HaJM4Me U XapaKTep CTyJa, TOIIHOTHI, PBOTHI, CEpALICONEHUI, HApyILICHHUHA
MOYEHCITY CKaHUS
O IIBET MOYHU
O CpOKH TOSIBJICHHS MBIIIEYHOU CIIA0OCTH OT Hayaja MEpPBBIX CHMITOMOB
aTaKu, XapakTep ee pa3BUTH (TeTpa- WIK Iapanapes)
O TPYAHOCTH MPH IIIOTAHUU
O OLIGHUTH YMOLMOHAIBHBIN (DOH, BEISICHUTH XapaKTep CHa, MUTAHUS
O 0O0paTuTh BHUMaHUE Ha BO3MOXKHOE HalU4ue OpeOBBIX MBICIECH U HUICH
(HEJTOrMYHOCTh U HECBSI3HOCTh BBICKA3bIBAHUM ), FAJUTIOIIMHAIMHA
O BMM30bI YTPAThl CO3HAHUS M TeHEPATIM30BAHHbIX CYJ0POT
O TpU HAIWYMM TIOBBIIICHHOM TeMIepaTypsl — ee 3HaueHHe, JaBHOCTb
HOSIBIICHUS
YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeNbCTB — 5)
Pexomennyercs npu cOope aHaMHE3a y BCEX MAlMEHTOB C IMOJO3PEHHEM Ha OCTPYIO
noppupuio oOpaTUTh BHUMaHUE HAa aHAMHECTHUYECKUE JaHHBIC, CBUICTEILCTBYIOIINE O
HAJIMYUU TOPOUPHUHOTEHHBIX (PaKTOPOB, MPEIIIECTBOBABIINX aTake MOPPUPHH, C LETbIO
JTUATHOCTHKU U Ju(QPepeHIInanbHON TUAarHOCTUKU 3a00JIeBaHUS, a TAKKe MUCKIIOYCHUS
TaHHBIX GakTopoB B Oyaymiem [4,8,9,20]:
O YCTaHOBUTH PAa3HOBUIHOCTH MOPPHUPUHOTCHHOTO (PAKTOPA, JITUTEIHHOCTD
ero BO3JCHCTBUS M CPOKH, MPOILEAIINE C MOMEHTa €ro OKOHYAaHWS;
YTOYHUTH THHEKOJIOTUYECKH aHaMHe3 (Bo3pacT menarche, peryispHOCTb
MEHCTPYAJIbHOTO LIMKJIA, OEPEMEHHOCTH W POJbI, MPUEM T'OPMOHAIBHBIX
KOHTPAIICTITUBOB); ~ MEPEHOCUMOCTb  JICKAPCTBEHHBIX  IPENaparos,
QJIKOTOJISL, XapaKTep MUTaHUs, KOJIeOaHUsI MacChl Tea;
O BBICHUTb, HET JIU CPEH POJACTBEHHUKOB JIPYTHX WICHOB CEMbHU, UMEIOIINX
MOXO0XYI0 CUMIITOMATHKY, B TOM YHCJI€ HEBPOJIOTUYECKYIO.
YpoBenb  yOemutenbHocTH — pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJIbCTB — 5)
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2.2 PuzukajJbHOe 00CaeI0BaAHNE

B oebrome 3abonesanusi 00bIYHO APKO BLIPANCEHBL MAXUKAPOUS, IMOYUOHATLHASL
NIaOUNLHOCb, YBEIUUEHHDI 68 PA3MEPAx MHCUBOM 3a CYEM 630YyMblX nemeilb KUWeYHUuKd, npu
aycKyIbmayuu - Omcymcmeue nepucmanrbmudeckux wymos. Hecmomps na unmencugnvle 601u 8
JoHcugome, NpU NATLNAYUU HEM CUMAIMOMOS8 pazopadceHusi Opiowunsl. B  npoosunymoil,
Hesponoeudeckol gaze amaku OIl, 803M0XCHO pazsumue 08YX OCHOBHBIX CUHOPOMOB: OCMPOL
MOMOPHOU (MOMOPHO-CEHCOPHOLL) NOJUHESPONAMUY U OCMPOU dHYedaronamuu.

Ocmpas  momopuas (MOMOpHO-CeHCOpHas) noaunesponamus. Ilpu  QusuxarbHom
ocmompe 8uIABNAIOM OUPPY3HYI0, OMHOCUMENLHO CUMMEMPUUHYIO, MbIUEUHYI0 C1ab0Cmb C
gosneuenuem Oonee 00HOU KOHEUHOCMU C HUSKUM MbIUUEYHbIM TMOHYCOM U HUSKUMU 27IYOOKUMU
pegrexcamu (8 nonosune cuyuaes, Kpome axuniioea), MUHUMATbHbIMU YYE8CMEUMETbHbIMU
HapyWleHusaMy, 4acmo ¢ B06/leYeHUeM YepenHblX Hepeo8 (21a3008UcAmMeNbHbIX, IUYe8020 U
oyavbapuvix).  Ilpu  npoepeccuposanuu  Modcem — NPUCOCOUHAMbCA  ObIXAMENbHAS
HedocmamouHocms. OmauyumensbHol 0coOeHHOCMbIO NOPHUPUUHOU NOIUHEPONAMUU S8/15eM s
npeuMyujecmeeHHoe 806jeyeHue NPOKCUMANbHBIX ePYIN Mbldl (00 NOJLOBUHbL CIYyYAes), MAaKice
HepeoKull 0edIom MbluleuHo C1abocmu ¢ 6epXHUX KOHeuHocmell. B nodasnarowem uucie ciyiaes
MOMOPHLIM  NPOAGNIEHUAM CONYMCMEYem Heuponamuieckuii 00neou CUHOpPOM, oadxce 8
omcymemeuu, Ui npu MUHUMAIbHBIX NPUSHAKAX CEHCOPHBIX HAPYULEHUL 8 KOHEUHOCTISX.

Ocmpas  suyegpanonamus. Ilpu  QuzuxareHom ocmompe  8bIAGIAIOM  KOMNIEKC
HeBPON0SUYeCKUX U NCUXUYECKUX HAPYWEHUU. CUMNIMOMbL YCHeMeHUsi CO3HAHUSA, HapyueHue
noseoeHus, nuienmudeckue nPUnaoky, CUMnIMoOMbsl 04azo6020 nopaxcenus [{HC: napywenus
3penus, Koopounayuu, cumnmom baburnckoeo.

e Pexomenayercs npu GU3UKAILHOM HUCCIIEIOBAHUH Y BCEX MAIIMEHTOB C MOJO3PEHUEM Ha
aTaKy OCTpoi mop(upHuM OLEHUTH clenyromue GakTOpbl: HATMYUE U XapakTep Oosel B
KHUBOTE (MPEXKAEC BCEro HEOOXOIUMO HCKIIOUUTh HAJMYUE CHUMIITOMOB pa3pa)KCHUs
OpIOIIMHBI, MBIIIEYHOTO AedaHca, T.K. UX Hanmu4yue He xapakrtepHo it ataku OID);
BUTAJIbHBIE (YHKIMU: MYJIbC, apTepHaJIbHOE JaBJICHUE; NCUXUYECKUH CTaTyc: SCHOCTh
CO3HAHUS, aJI€KBAaTHOCTH IOBEICHUS; HEBPOJOTUYECKUN CTATyC, BKIIIOYAs MBIIICYHYIO
cuty (YTOYHHMTBH TIIyOMHY M PaclpoCTpaHEHHE IMape3oB), TEMOp royioca, apTUKYIALUIO,
NONEpPXUBaHUSA TMPU  TJIOTAaHUHM, paboOTy MHUMHYECKHX MBI, OTO MO3BOJHUT
muddepentmponats OIT ot npyrux 3abosieBanuii u oreHUTh TsKecTh ataku Ol [4,8,9,20].
YpoBenb  yOenutenbHocTH  pekoMeHgaumii  C  (ypoBeHb  J10CTOBEPHOCTH
JA0Ka3aTeJabCTB — 5)

2.3 JIaGopaTOpHbIE AUATHOCTHYECKHE MCCACT0BAHUSA
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Jlabopamopnas ouacnocmuxa OII ochosvieaemcs Ha onpedenenuu 8 move uzdovimrka I16I°

u AJIK, a maxoice nopgupunos [4,8,9,20,21].

PexomeHnayercss BceM ManueHTaM C MOJO3PEHHEM Ha aTaky oOCTpoil mnopdupun

0e30TJIaraTesbHO MPOBOAUTH UCCIEI0BAaHUE YPOBHS MOP(GUPHHOB M MX IMPOU3BOIHBIX B

MOY€e, YTO IO3BOJISIET MOATBEPAUTH WM OTBEPrHYTHh JWArHO3 OCTpoi mopdupuu (cM.

npuioxenue b2) [22-24]:

O

YpoBenb

CTaHgapTOM OMoXuMHUIeckoi quarHocTkU Ol sSBiIseTcs KOJTMUECTBEHHOE
m3mepenne  nopdobmnuuorena  (I1BI) U ypOBHA  JejbTa-
aMUHOJIeBYJIeHOBOM KucioThl (AJIK) B Mode MeTogoM HOHHO-OOMEHHOM
xpomatorpapuu (A09.28.008 — uccrnenoBanre ypoBHS HOPPUPUHOB U UX
Ipou3BOJHBIX B Moue). O0b1uHO copeprkanue [1BI B 10-50 pa3 npeBpimiaroT
BEPXHIOIO T'paHUIy pedepeHCHBIX 3HAUYEHHUH, HE OCTaBisAs COMHEHHUU B
nuarnose. [1pu HopmaneHbix nokazatensx [1BI" u AJIK moun auarnos OI1
MOJKET OBITh UCKJTFOUCH.

MIPU OTCYTCTBUU BO3MOXKHOCTH KoJimdecTBeHHOTO u3Mmepenus [1bIN u AJIK,
JIOITyCTUMO ITPOBEJICHHE KaYECTBEHHOIO aHaln3a cBexxeil moun Ha 1Bl ¢
peaktuBoM Dpnuxa (A09.28.008 — uccnenoBanue ypoBHS NOPPUPUHOB U
UX NPOU3BOJHBIX B Moue€). J[aHHBINH TECT UyBCTBUTENIEH IIPU MOBBIILIEHUN
ypoBHs IIBI" B 5 u Oonee pa3, 4TO COOTBETCTBYET OHMOXUMHUYECKUM
kpurepusim ataku OIl. Ecnu He o0Opasyercs po30oBoe WIM KpacHOE
OKpaIllMBaHUE PACTBOpa MOYH, Mpoba cuuTaercs oTpuuareiabHoil. Ecim
o0pa3yeTcst OKpallBaHUE PO30BOTO MM KPACHOTO LBETA, TO B MPOOUPKY
cienyeT a00aBUTh pPACTBOp alerara HATpUsl M OKCTpareHTra Jyis
oOpa3oBaHus ByX cioeB pactBopa. Peakmuio Ha [IBI cnexyer cuurath
MIOJIO’KUTEIBHOM, €CIIM U3MEHEHHE OKPAaCKH COXPAaHSAETCS B BOJHOM CIIOE
Iocjie AIKCTPAKIUH. BO3MOXHBI Kak JIO)KHOIOJOKUTEJIbHBIE, TaK U
JIO’)KHOOTPULIATEIbHBIE PE3YJIbTAThl KAYECTBEHHOI'O TECTA.

yoenuTebHOCTH  pekoMeHaaumii B (ypoBeHb  10CTOBepHOCTH

A0KA3aTeNbCTB — 2)

KomMmeHnTapuu: oopasyvt mouu 015 ucciedos8anusi 00NHCHbL Oblmb COOPAHbL HA BblCOME

CUMNMOMO8 8 NOoCydy, 3aAWUUWeHHYI0O Om COJHeYHo20 ceema (Oymaea, ¢ponvea), uHaue

pe3yibmamaol

mecma  mMocym Obimb JIO2ACHOOMpUyamelbHbIMU. Hpu HEBO3MOINCHOCMU

UCCne0068amyb Mo4y HeMEeONEeHHO 80 8PEMSL AMAKU, MOYA OOIHCHA ObIMb COOPaHa 6 1a60PamopHyIo

nocydy, sawuwennylo om nonadanus ceéema (gonvea, bymaza) u samopodcena (-18°C) oo
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omnpasku 6 Jaabopamopuro. Llenecoobpasno 3amoposums HeCcKOIbKo 00pasyos mouu. Y
OonbUUHCIBA NAYUEHMO8 ommeydaemcs nogvluienue konyenmpayuu I[IBI" 6 moue u 60 8pems
pemuccuu. Oonaxo npu cpasveHuu ypoeus dsxkckpeyuu IIBI ¢ mouou 6o épems pemuccuu u 6
nepuoo amaxu y 6cex NAYUeHmos OMmMeuaemcs, KaAK MUHUMYM, 2-4-Kpamuoe nogvluueHue
cooepoicanus ITBI 6o 8pems amaxu. Hyocrno umems 6 6udy, umo I1BI 6vicmpo pazpyuiaemcs noo
gozdelicmauem CoOIHeYyHo20 ceema, 6 mom epems, kak AJIK 6Gonree cmabunen, nosmomy
JrcenamenvHo uccireoosams oba memaboruma. Bo epems amaxu npu OIIIl, eapuecamnot
nopgupuu U Hacieo0CmeeHHOU KOoNponop@upuu maxdxce NoGblUeHbl KOHYEHMpayuu oouux
nopgupunos 8 moue. Juppepenyuanrvnas ouacHocmuxa eviuieykazanuvix mpex gopm OI1
OCHOBbI8AECTNCA HA OUOXUMUYECKOM CheKmpe HapYuleHUll nophupuHo8020 ooMeHa.

THosvuuenue sxckpeyuu AJIK, ITBI u nopgupunos 6 moue modicem OblmMb BbIAGIEHO He
MONILKO Y NAYUEHM O C OCMPLIMU NOPPUPUAMU, HO U Y NAYUEHMOE C PA3TUYHBIMU 3A001€8aHUAMU
neveHu ulu npu OompasieHuu masxicenvimu memaniamu. Knunuueckue nposigieHusi yKa3aHHwlx
COCMOAHULL MO2YM HANOMUHAMb Ocmpble nopgupuu, ooHarko, codepxcanue IIBIT 6 moue
npesviuiaem Hopmy He bonee, uem 6 2-3 pasa [7]. Ilpu 3nauumenvrom nogviueruu yposus AJIK 6
Moue He0OX00UMO UCKTIOUUMb CBUHY0B0E OMPAasIleHUe.

Tlockonvky y bonvuuncmea nayuenmos Oll, nepenecuiux msicenyto amaxy, ypoeuu IIBI
u AJIK ocmaromes nogvluleHHbIMU 0012Ue 200bl, HO 00bIYHO 2-3 KpAmHO NOBLIUAIOMCS 80 8PEMS
NOBMOPHBIX AMAK, YeLeco00PA3HO YCMAHO8UMb UHOUBUODYaNbHbLEe pedhepenchbie 3Havenus [IB] u
AJIK 60 epems pemuccuu TYTEM MOHUMOPUPOBAHUS IMUX NoKazameneu 60 6pems amaxu u
pemuccuu. Ilpu 1neckux nNOBMOPHLIX amMaAKax ¢ MUNUYHOU KIUHUYECKOU KAPMUHOU U
omcymcmeuem no003PeHull Ha albmepHamusHoulil ouazHos, ucciedosanue IIBI" u AJIK mouu ne

mpebyemcs, u OuacsHo3 yCmanasiusaemcs Kiunuvecku [4]

e PexoMenayercs BceM MalMeHTaM C MOJO3PEHHEM Ha OCTPYIO HOPPHUPHUIO U UX OIUZKUM
POJICTBEHHUKAM ITPOBEICHHE MOJICKYJIIPHO-T€HETUUECKOT0 aHAIN3a Ha HaJTuyue MyTalui
reHoB OwocuHTe3a rema (HMBS, CPO, PPOX) (koMIuiekCc uHCCIeIOBAaHUN IS
JUAarHOCTUKU OCTPOW TMEYEHOYHOH mop¢upuu) ¢ ueibio Bepudukanuu auarsosa OI1
[19,25].

YpoBenb  yOenutenbHocTH  pexkoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeNbCTB — 4)

KomMmeHTapuu: uccredosanue nociedo8amenbHOCMU 2eH08, KOOUPYIOUWUX (hepmermbl
buocunmesa zema, CIYHCUmM HaA0eHCHbIM cnocodoom eepudurayuu ouaznosa OII kak y nayuenmos

C KIUHUYECKUMU NPOsGIeHUAMU 3a001esanus, max u y ux poocmeennuxos [24]. Oouako, K
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HaAcmoswemy 8pemMeHu ONUCAHO o2poMHoe uucio mymayui ¢ cenax HMBS, CPO, PPOX. B
COOMBEMCMBUU € IMUM, MONEKVIAPHO-2eHEMUYECKoe UCCIe008aHUe OOJHCHO NPOBOOUMbCS
MOJILKO 8 BbICOKOCNEYUATUIUPOBAHHBIX 1abopamopusx gedepanvhulx yenmpos [3,4, 8,9, 24,26].
Ilpu eviaGneHUU NAMOLEHHbIX Mymayuil y 0ecCUMNMOMHBIX POOCMBEHHUKOS He0OX00UMO
cobnro0eHue npopuIaKmMuUYecKux Meponpusmull, ONUCAHHLIX 8 pazoene 5 OaHHbIX PeKOMEeHOayull
[3]. Ecmu wnocumenvcmeo OII gvissnieHo 68 Oemckom 8o3pacme, MO NPU AOEK8AMHOLU
npogunakmuke, 8epoAMHOCMb amax 8 06yoyujem cHudcaemes 0o 1-5%. Ilpenamanvuas
ouaenocmuxa OI1 ne nposooumcsi.

e PexoMeHayeTcsl BCEM MAIMEHTAM C YCTaHOBJICHHBIM ArarHo3om ataku OIl uccnenoBanue
PYTHHHBIX 1a00paTOPHBIX MOKA3aTeNe C MEIbI0 OICHKU (YHKIMOHATHLHOTO COCTOSTHUS
BHYTPEHHUX OPraHoB (MEYEHHU M MOYEK), SJICKTPOIUTHOTO COCTaBa KPOBH, YIJIEBOIHOTO
oOMeHa, CHIBOPOTOYHBIX IIOKa3aTelell MeTra0oimm3Ma jKelle3a, CHCTeMBI TIeMOCTa3a.
O0s13aTeIbHBIMU UCCIICAOBAaHUSAMH SIBJISIOTCS [9, 17]:

o OO6umii (KITMHUYECKUI) aHanu3 KpOBU pa3BEPHYTHIN c
mudhepeHIMPOBAaHHBIM ~ TOJICYETOM  JICUKOLUTOB  (JeHKomMTapHast
opmya);

o oOmui (KIMHUYECKUI) aHaTTN3 MOYH;

© aHaIM3 KPOBU OMOXMMHYECKHUU OOIIeTepaneBTUUCCKH (UCCIIeJOBAHHE
YpOBHSI KpEaTHMHHHA B KPOBH, HCCIIEJJOBAHME YpPOBHS HATPHUS B KPOBH,
UCCJICIOBAaHKE YPOBHS Kallusl B KPOBH, HCCIIEIOBAHNE YPOBHS XJIOPHUIOB B
KPOBH, UCCJICIOBAHUE YPOBHS MOYECBUHBI B KPOBH);

O KoaryjorpamMma (OpHEHTHPOBOYHOE HCCIEAOBAHUE CHCTEMBI T'eMOCTa3a)
(aKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIUIACTHHOBOE BpPEMS, OIpPEICICHHE
MPOTPOMOMHOBOTO (TPOMOOIUTACTUHOBOTO) BpPEMEHU B KpPOBU WIH B
1a3Me, UCCleNoBaHue YpOoBHS (DUOpPHHOTEHA B KpPOBHU, HCCIEIOBAHUE
arperamuu TpOMOOIIUTOB);

O OMOXMMHUYECKOE HCCIIeJOBaHHE MOYHM (HCCIECNOBAHUE YPOBHS HATpUs B
Moue)

YpoBenb  yOenutenbHocTH  pexkoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

KommenTapum: a) npu ocmpoii nopghupuu xapaxmepHo uzmeHenue yeema mouu (om
P0308020 00 KUPNUYHO2O UMU OYPO20) 6 OMCYMCMEUU dpUumpoyumypuu;, 6) 6 OUOXUMULECKOM
aumanuse Heoobxo0UMo 0opamums 6HUMAHUE HA KOHYEHMPAYUuo Hampus 6 Cbi8OPOmKe Kpoeu U 8

moue. Funonampueﬂmﬂ ecreocmeue cundpoma Heaoekeammoll cekpeyuu easonpeccuHa —
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namoenomonuynvl cumnmom OIL Ilpu smom HeobX00umo uckmouums opyaue npudUHbl

2UnoHampuemuu (Ha0NO4e4HUK08As HeOOCMAMOYHOCMb, UHQYIUOHHAS Mepanusi u op.).

*

Pexomennyercst B3pocibiM nanuenTam ¢ OIl npu pa3BUTHN OCTPOIl HOJMHEBPOIIATUH WU
sHIE(daToONaTUM M HAJUYUU COMHEHHH B MX CBS3M C aTakod ocTpod moppupun —
UCCJIEIOBAaHUE  CIIMHHOMO3TOBOM  JKUIKOCTH, BKJIIOYAIOLIEE: MHKPOCKOINYECKOE
UCCJIEIOBAaHUE CIIMHHOMO3IOBOM JKMIKOCTH (TOACYET KJIETOK B CUETHOM Kamepe
(ompeneneHne IMTO3a) H KIETOYHOTO COCTaBa), OMOXUMHUYECKOE HWCCIEIOBaHUE
(uccnenoBanue ypoBHS Oenka, TJIIOKO3bl, JIaKTaTa B CHHMHHOMO3TOBOHM JKUIKOCTH),
JanpHeiiee o0cie[0BaHUE C LETbIO BBISIBICHUS STHOJIOTUU BBISBICHHON CUMIITOMATUKU
(otmmunoit ot OII) mnpoBOAWTCS B 3aBUCHUMOCTH OT  KIMHHKO-TA0OPAaTOPHOTO
CUMIITOMOKOMILJIEKCA M MOXET  BKIO4YaTb B  ce0s  OaKkTepHoJIOTHYecKue,
BHUPYCOJIOTMUECKUE U IPYTUE TECTHI (110 MOoKa3aHusM) [27,28].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapum: npu amaxe ocmpou nopgupuu cocmag CnuHHOMO32080U HCUOKOCHU

ocmaemcs HOpmMalbHbIM.

Pexomennyercs B3pocibiM nanuentam ¢ OIl mpu momospennu Ha pabaomuonus (y
T000ro MalyeHTa ¢ MHUAITHSIMH) ONpeeieHne akTUBHOCTH KpeatnHkuHa3bl (KDK) B
KPOBHU U MCCJIEIOBAHUE YPOBHS MHOTJIOOMHA B KPOBHU ISl HCKITIOUeHUs MuonaTuu [17].
YpoBenb  yOenutenbHocTH  pekoMengaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeNbCTB — 4)

2.4 UHCTpYMEHTAJIbHBIE JIUATHOCTHYECKHE HCCIeTOBAHUS

Ilpu ouacnocmuke OIl Heobxo00umMo umemv UHDOPMAYUIO O HATUYUU OCLONCHEHUL

OCHOBHOZ2O 36160]16661H1/l}1, xapakmepusyrnuwux 0ABHOCMb €20 MmeyeHUs U CMeneHb npocpeccuu, a

makice HaIuyuUu KOHKypupyroweu unu conymemsyrowei namoaozuu [4,8,9,19,20].

Pexomenayercsi B3pocibiM manueHTam ¢ atakod OIl mpoBeneHue AOMOTHUTEIBHBIX

MCCIIEA0BAHUM ISl UCKITFOUEHHUS COIMY TCTBYIOILIEH MATOJIOTHH, 110 MoKa3aHusMm [8,9,17,20]:

O VYIbTpa3ByKOBOE  HCCIECIOBAaHHE  OpPraHOB  OpPIOMIHOW  TOJOCTH

(KOMIUIEKCHOE) W KOMIIBbIOTEpHass ToMmorpagusi OpraHoB OpIOIIHOM

MOJIOCTH, 3a0PIOIIMHHOTO MPOCTPAHCTBA M MAJIOTO Ta3a I UCKIIOYCHUS

MPOLIECCOB BOCTIAJIUTEIBHOM MPUPOIBI U APYTOM ITHOJIOTUH, KAK TPUUUHBI
aboMuHaANBHEIX Ooneit [29, 30];

YpoBenb ybOeauteabHOCTH PpekoMenaaunii C  (YpoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 4)
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o Peructpanus >neKTpoOKapaUOTpaMMBI ISl OICHKH (DYHKIIMOHAIBHOTO
cocTostHUs cepaua [29, 31];

YpoBenb yOeauTeqbHOCTH pexkoMeHaanuii B (ypoBeHb [10CTOBEpPHOCTH
A0KA3aTeNbCTB — 3)

o KowmmbrorepHas Tomorpadust win npuienbHas peHTreHorpadus opraHoB
TPYIHOM KJIETKU JUIsl UCKIIIOUEHUS MaTOJOruu JIeTKUX [32];

o MPT (MarHUTHO-pe30HAHCHass ToMorpagusi) TOJIOBHOTO MO3ra IpH
CUMITOMAax HSHIehaNToONaTHH C [ENbI0 BH3YyaTU3allUd CHMMETPHYHOTO
0YaroBOro TMOPaXEHUs TOJOBHOTO MO3ra (CHHAPOM 3aJHel o0paTumMoit
SHIeATONATHH, a TaKXKE C I[ENbI0 HCKIIOYCHHUS TpomMO03a BEHO3HBIX
cuHycoB) [4, 28].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeNbCTB — 4)

2.5 UHble JTHATHOCTHYECKHE HCCIECI0BAHNS

e Pexomenayercst nanuentaM ¢ arakoil OIl npoBeneHNe TOMOTHUTEIBHBIX KOHCYJIbTAUI
Bpayeil-CeMaliCTOB MO MOKa3aHUsM [JIsl UCKIIOUEHHUS COIMYTCTBYIOLIEH MaTOJIOTHHU
[1,6-9,17,19,20]:

o Ilpuem (ocMOTp, KOHCYJIbTALIMS) Bpaya-aKylIepa-ruHEKOI0ra NepBUYHBIN
P MOJI03PEHUHU HAa MEHCTpYalibHO-accolmrpoBanHoe Teuenue Oll;

o [IIpumem (ocmoTp, KOHCynbTalusi) Bpada-Hepoliora TEPBUYHBIA IMPHU
HATMYUU KIMHUYECKUX WU JJA0OpAaTOPHBIX MPU3HAKOB Pa3BUTHUSI OCTPOI
MMOYCYHOM HEJOCTaTOUYHOCTH,

o Ilpuem (ocMOTp, KOHCYyJIbTaIMsl) Bpaya-HEBPOJOTa NEPBUYHBIA MpU
pa3BUTUH HEBPOJOTUYECKOW CHUMITOMATUKH (MBIIIEYHAs] CIA0OCTh,
SNUMNPUNATKU, HAPYILLIEHUE CO3HAHUS U TTOBECHUS )

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeNbCTB — 5)

KomMmeHTapum: no pesynvmamam ocmompa 6paua-He8ponoca HeoOX00uMo peuleHue
gonpoca o neobxooumocmu nposedenuss MPT 2onoenozo mosea, D3I (01 oughghepernyuanvroii
OUACHOCIUKU CYOOPOACHO20 CcUuHOpoma) u cmumyaayuonnou OMI (Ons oyemku xapaxmepa
nospexcoenus nepugepuieckux Hepeos - AKCOHANbHIU UTU AKCOHANbHO-0eMUETUHUSUPYIOUWUL).

Ocmpas noueunas HedoCcmamouyHocms - peokoe (3%), HO cepbe3Hoe OCLOHCHEHUe amaKy

OIl, mooicem pazeusamuvcs 0asxice Ha ¢hone pecpecca Opyeux cumnmomos amaxu [6, 20].
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IIpu nooospenuu na amaxy OII, 00 MomeHma UCKNIOUEHUs. OUACHO3A, 8PAY OONNCEH
8030epaHcamvpCsi OmM HA3HAYEHUs. NeKAPCMBEHHbIX CPeOCME U BbINOIHEeHUs OUACHOCMUYECKUX
MAaHUnYyIAyull (6 mMom 4ducie onepayuil), CNOCOOHbIX NO8pedums nayuenmy. B 6orvwuncmee
Cyuaes HesiCHO20 AOOOMUHAILHO20 CUHOPOMA OUASHO3 nopupuu He 6yOem noOmeepI’cOeH, HO

nabopamopuvie mecmul 015 uckmouenuss OI dondicHvl 6bims nposedenst [1, 7, 17].

3. JqueHne, BRJIIOYasi MEANKAMECHTO3HYI0O U HEMCAUKAMECHTO3ZHYIO TEpaluu,
AUECTOTECPAIIUIO, OﬁCSﬁOJ’II’IBaHI/Ie, MEAUIINHCKHUC IIOKA3aHUA U

IMMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

Llenvio mepanuu aensemca npepuvieanue npoepeccuu amaxu OI1. Tlokasanusamu x Hauany
Jlevenus, HanpasnenHoco Ha nooasnenue cunmeza AJIK u IIBI, cuysocam cumnmombl,
xapakmepnvle onsa amaxu OIl, u nosviuenue noxazameneil nop@upuHo8020 0OMeHa.

3.1 JleueHue reMHHOM

Temun Ovin npeonosicen onsi nevenuss amax OIl ¢ 1978 2. [33]. Dxzocenmuwiii cemun
cHudrcaem akmugnocmov AJIK cunmemasvi 6 neyenu no MexaHusmy ompuyamenbHol 00pamHol
ceéasu. Buympueennoe 66edenue cemuna npueooum K OUOXUMUYECKOU peMUCCUu, m.e. K
crudcenuio sxckpeyuu AJIK u IIBI, umo docmamouno 01 npekpawernust amaxu OI1, npu yciosuu
UCKTIOYeHUst 6ceX nposoyupytowux gpakmopos [22].

lemun nonyuarom nymem 6vl0eeHUs U OYUWEHUS KOHYEHMpama 4eni08e4ecKux
SPUMPOYUNOB.

e PexoMeHayeTcsi BCEM MAlMEHTaM C yCTaHOBJICHHBIM nuarHo3oM araku OIl cpodnoe
MpOBEJICHUE Kypca Tepanmuu TeMHHOM B/B 3 MI/kr 1 pa3 B CyTKu B TeueHue 4 mHEH
(MakcuMalnbHas cyTouHas 1o3a - 250 mr) [4, 6, 8, 9, 19, 22, 34, 35].

YpoBenb  yOeauTelbHOCTH pexkoMenaaumii B (ypoBeHb  J10CTOBEpHOCTH

A0KA3aTeNbCTB — 2)

KomMmeHTapum: neped u nocie eco 68edeHusi cucmema OOJHCHA ObIMb NPOMbIMA
Qusuonocuneckum pacmeopom (Hampus xaopuo**) o0ns cHudcenus pucka mpombdogredouma.
Pannee nauano mepanuu cemumnom nozeonsem kKynuposame amaxy OIl u npedynpeoums
pazeumue OCl0ddCHeHUll. Beedenue cemuna nayuenmy co CmabuIu3suposanHou amaxou 6 gase
NIAMo Ul CHOHMAHHO20 pespeccad HeyenecoobpasHo.

3.2 Jleuenue 00JLIIMMHU 103aAMHU VIJIEBOIOB

Jleuenue amax Ol ¢ nomowbio 8b1COKO Y21e800HOU Ouembl Ul BHYMPUBEHHO20 B8EOEHUS.
Odexcmpo3svl** ovino npeonosceno 6 1964 200y [36]. Hexcmpoza** chuscaem axmuenocmo

gaxmopa (PGC-1a), xomopuwlil nanpamyto unoyyupyem mpauckpunyuro AJIK-cunmemaswot [37).
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e PexoMmenayercsl mamyeHTaM C JETKUMHU aTakaMu OCTPOi mop¢upun (HEMHTEHCHUBHBIN
00JIeBOM CHUHAPOM, OTCYTCTBHE HEBPOJOTUYECKUX MPOSBICHUN U JIIEKTPOIUTHBIX
HapyLIeHW) WIN NpU HEBO3MOXKHOCTU MPOBEACHUS TEpANIUU reMUHOM — BBeeHue 10%
pacTBopa AEKCTPO3BI** ¢ IENbI0 MOCTYIUICHUSI OOIBIIOTO KOJIWYECTBA YIIIEBOJOB U IS
CHsTHUSA aTaku ocTpoit mopdupuu (1-2 1 B cytkn) [1,4,38].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii  C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

Kommenrtapuu: /0% pacmeop Oexcmpo3svl™* @gooumcs meOoneHHO 6HYMPUBEHHO C
UCNONb306aHUEM UHPY30Mama, HceramenvHo Kpyarocymouro. Ilobounvie 3¢pghexmui bonvbuiux
003 JIII exntouaiom cepvesnvie KoaeOAHUS YPOBGHA 2NIOKO3bl 8 KPOBU OM 2Unepeiukemuu 0o
PEaKmuBHol UNO2TUKEMUU U MO2YM HNpUEOOUMb K COOMEEMCMBYIOUWUM HEBPOIOSULECKUM
napywenusm [1, 20]. Tepanurwo oOexcmposzou** Ons nevenHuss amaxk He NPUMEHSIIOM NpU
bepemeHHOCIU U Y NAYUEHMO8 C XPOHUYECKOU noyeuHol Hedocmamounocmoio [4, 8, 9]. Panee,
00 NosGIeHUs NPEenapamos eMund, 6600UNU CYWeCmeeHHo boabuiue 003bl 0eKcmposvl** 6 suoe
KOHYeHmpupoganuwvix pacmeopos (20% umu 40% pacmeop 0o 2 1 6 cymiu, ymobwvl 0ocmuus
cymoynou 003vl 300-500 o/cymku). Oonaxo maxas mepanus 66114 CONPANCEHA C CYUYECMBEHHbIM
PUCKOM unepeiuKkemMuy Ui peakmugHol 2UNO2IUKeMUU, U, COOMEEmMCcmeEeHHO, MO2lA NPUBOOUMb
K OONOJIHUMENbHbIM HE8PON0SULECKUM OCTIOHCHEHUSM.

3.3 [11a3madepes

Inasmagpepes npumensnca pamee 0na aevenuss amax OIl ¢ yenvio mexanuueckozo
yoanerus nophupuHo8 u ux npeouleCmeeHHuUKo8 u3z Kkpogomoxa. OOHAKO OaHHbIL Memoo He
CHUdicaem, a cKopee, Yeequdugaem CuHmes HNpPeouleCMEeHHUKo8 NOppUPUHO8, a MakKice
npU8OOUmM K pazsumuio 2unoaibOyMuHeMul, ygeauyusaoujelti puck paseumus omexka moszea u
snyegparonamuu [28]. B meuenue nocireonux 20 nem, OauHulll Memoo He UCNOIb3Yemcs OJis
nevenus OIl ¢ cmpanax 3anaonou Esponvt u Cegeproui Amepuxu [4,8,9,19].

3.4 HyTpuTuBHAS NONAEPKKA

e Pexomenayercss mnamuentam c OIl, umeromuMM JAIWATENBHBIN Mape3 KelyJo4HO-
KHIIIEYHOTO TPaKTa WIM HapyIIEHUE TIOTaHUs, 00ECIeYCHHE aIeKBAaTHON HYTPUTHUBHOM
noanepxku [8,39].

YpoBenb  yOemutenbHocTH  pekoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeabcTB —4)

KommenTapum: npeonoumenue ece20a 00I#CHO 0MOABAMbCS IHMEPATLHOMY NUMAHUIO.
IIpu napywenuu enomanus modxcem OblmMb YCMAHOBIEH HA302ACPATbHbIU UTU HA30EIOHAIbHbIL

30HO. Hpu OIUMeNbHOM 30HO0B0M NUMAHUU ycmanaesausaemces cacmpocnmoma. HapeﬂmepaﬂbHoe
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numanue npoeodumc;z 6 caydae HeBO3MONCHOCMU IHMePAIbHO2cO NUMAaHUAL. Heesozmooicnocms
ciomanus uiu napes Oiceﬂy()O’-lHO-KumellHOZO mpaxkma He OO0JIHCHDL CLYHCUMb nputtunoﬁpas’@umuﬂ
Kaxekcuu y nayuermoes ¢ Oll

3.5 UckaroyeHue aAeiicTBUs NOPOUPUHOTeHHbIX GaKTOPOB

e Pexomenayercs BceM mnanueHtam ¢ OIl  uckimioueHue BceX MOTEHUUATBHBIX
NOpGUPUHOTCHHBIX (DAKTOPOB, TaKUX KaK JIEKAPCTBEHHBbIC NpenapaThl, alKoroJib,
rojofanue/ HU3KOKajJopHitHas nueta, crpecc [20,26,40]. Heobxoaumo akTUBHOE JIeUeHHE
UHQEKIIMOHHBIX OCJI0XHEHHH, KaK OJTHOTO U3 BaKHEHIIUX MOP(HUPUHOTEHHBIX (PAKTOPOB
[8,39].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeNbCTB — 4)

3.6 CumMnToMaTH4YecKas Tepanus

e Pexomennyerca mnamuentam c¢ OIl mnpu HaTMYUUM HMHTEHCHBHOTO OOJIEBOTO
cugapoma (BAII> 7 cwm, Ilpunoxenue I') mnpoBeneHue aHanmbpresuu ¢
UCIIOJIb30BAaHUEM  OINHOMJIHBIX  AHAIBIETUKOB  (CM.  COOTBETCTBYIOILKE
KJIMHUYECKHE PEKOMEHAUH 10 XpoHUYecKor Oosn). [lanrienTamM ¢ HeTsKelbIM
00J1eBBIM CHUH/IPOMOM pPEKOMEHYETCS Ha3HauYeHUe HECTEPOUIHBIX
IPOTHBOBOCTIAJIMTENBHBIX M TNPOTUBOPEBMATHYECKUX NpemnapatoB (Tabdmn.5). B
KayecTBE CpEJACTB, IMOTCHUUPYIOMIMUX JEHCTBUE aHaJIbIeTHKOB MOTYT OBITh
HazHaueHsl nporuBodnuientuueckue  cpeacrsa (NO3AE  IlpousBognsle
OeH3o/1MazenuHa), B COOTBETCTBHH C 3aPETUCTPUPOBAHHBIMHU MTOKa3aHMsIM [4, 6, 8,
9,19, 41, 42].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

e Pexomenayercs mnaunueHtam c¢ OIl ¢ HaiuuueM TaxukKapJuu Ha3HAUYECHUE
cenlekTUBHBIX Oera 1 agpenoOmokatopoB (CO7AB  CenekrtuBHble Oeta-
aapenob6mokaropel nmo ATX knaccudpukamuu) c¢ nenbto cHmwkenus YCC wu
YMEHBILIEHUS PUCKA PA3BUTHUS apUTMUI B COOTBETCTBUU C 3apETUCTPUPOBAHHBIMU
nokazaHusiMu [4].

YpoBenb  yOemutenbHocTH — pekoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

e Pexomenayercs nanuentam ¢ OIl mpu pa3BUTMM THIEPTOHMYECKOIO KpHU3a

Ha3HAa4Y€HHE NPENnapaToB C I'MIIOTEH3UBHBIM JEHCTBHEM (aHTHAIPEHEPIHUUECKUE

CpEeIICTBA IIEHTPAIBHOTO JIEHCTBUS, CENEKTUBHBIE OeTa 1 ampeHobmokaTopsl (1o
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ATX - CO7AB CenexktuBHble 0OeTa-aJipeHOOIOKATOPHI), B COOTBETCTBUHU C
3apErUCTPUPOBAHHBIMUA  ITOKA3aHUSMH, INPENapaToB U B COOTBETCTBUU C
KIMHUYECKUMHM PEKOMEHAALMAMM 110 BEACHUIO IALMEHTOB C apTepUabHOMN
TUIIEPTEH3HEN U CIMCKOM pa3penieHHbIX pu OlI iekapcTBeHHBIX npenaparos [4,
8,9,19,41]

YpoBenb  yOemutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

KommenrTapumn: cnucox paspewennvix npu OIl nexapcmeennvix  npenapamos

(http://’www.drugs-porphyria.org, https.//porphyriadrugs.com)

e Pexomenayercs nanuentaM ¢ atakoi Ol asist redeHust TONTHOTHI U PBOTHI HA3HAYEHUE, B
COOTBETCTBUU C 3apPETUCTPUPOBAHHBIMHU TIOKA3aHUSMHU, AHTUIICUXOTUYECKUX CPENICTB
(NO5SA mo ATX knaccudukanuu), ankcuonuTukoB (NOSB mo ATX knaccudukarmm),
npoTUBOPBOTHBIX (cTuMyssiTopbl MoTopuku KKT, AO3FA mo ATX kmaccudukarmm)
cpenacts [4, 8,9, 19, 41].

YpoBenb  yOemutenbHocTH  pexkoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJNbCTB — 5)

KomMmeHnTapuu: memoxnonpamud** 6 oOonvuiuHcmee ciyyaeé UCHONb308aAICA 0Oe3
OCNIOJCHEHUU 8 COOMBEMCMBUU C 3APEUCTNPUPOBAHHBIMU NOKAZAHUAMU, KpOMe NAYUEHMOK 60
epems bepemennocmu. (http://www.drugs-porphyria.org/, hitps://porphyriadrugs.com/) [4, 8, 9,
19, 41].

e Pexomennyercsa manuentam ¢ OIl 11 JeueHUs SMUICITHYECKUX MPUIIAIKOB, B
COOTBETCTBMH C  3apETUCTPUPOBAHHBIMHM  IOKA3aHUSIMH,  HCIIOJIb30BAaHHE
AQHKCHOJHUTUKOB, IPOTUBOAUIICITUYECKUX CPEACTB MPernaparoB (TpyIna — Ipoyue
npotuBodnuientuyeckue mnpenapartel, NO3AX nmo ATX knaccudpukamuu). B
cllydae  pa3BUTUS  SIWICNITUYECKOTO  CTaTyca  MOXXET  HCIIOJIb30BaThCA
HEMHTAJISIIMOHHOE CPEICTBO U3 TPYIIIBI IIpenapatoB s oomiei anectezuu (NO1A
[Tpenapatel s obmeit anectesun no ATX kmaccudukarum). [ng koppexuu
MHCOMHHHU MOTYT MCIIOJIb30BaThCsl CHOTBOPHBIE U ceaaTuBHbIe cpeactsa (NOSC no
ATX xnaccudukanun) [4, 8, 9, 19, 41].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJNbCTB — 5)

KomMmeHTapum: edunuyHble Snunpunadku 00bIYHO acCoyuupyroOmes ¢ CUHOPOMOM 3a0Hell
obpamumoti suyeparonamuu (no dannvim MPT 201081020 M032a) u He mpeOyOm OAUMeNbHOU

nPOMUBOCYOOPOACHOU mepanuu nocie paszpeutenus suyegparonamuu [28]. Koppexyus

27



apmepuaJZbHoﬁ cunepmeHnsuu u cunoHampuemuu y nayuenmoe c 3nunpuna01<aMu 00ICHA
l’lpO@O()I/m’IbC}l oaoce npu He3Ha4dvumejalbHOM nosbluleHUU A,ZZu HE3HAYUMENIbHOM CHUMNCERUU YPOBHA

nampus. (http://www.drugs-porphyria.org/, hitps://porphyriadrugs.com/).

e Pexomenayercs nanuentaM c¢ arakoit OIl s neyeHus: TajuTIOUMHALIMKM UCTIOIB30BaHUE
AQHTUIICUXOTHYECKUX  CpPEICTB  (HEUpOJIEITUKU) CPEICTB B  COOTBETCTBUU  C
3aperucTpUpPOBaHHBIMU MOKa3aHusiMu [4,8,9,19,41,43].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii  C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJNbCTB — 5)

Kommenrtapum: (http.//www.drugs-porphyria.org/, https://porphyriadrugs.com/).

3.7 KoppeKkuusi BOIHO-COJIEBOr0 0aJaHca

e Pexomenayercs namueHtam c¢ atakamu OIl, B TOM uucie Ha GoHE JIEUCHHS TEMUHOM,
npoBeieHNe HH(Y3MOHHON Tepanuy HeOOIBIIUMU WM YMEPEHHBIMH JO03aMH CPEICTB IS
YTJIEBOJHOTO MUTAHUS (IEKCTPO3a™*) U pacTBOPHI, BIUSIONINE HA BOAHO-3JICKTPOIUTHBIN
6ananc (pactBopbl 3eKTpoauToB — kog ATX BO5XA) B kauecTBe moJaep KUBaroLIeH
Tepanmuu JUis TPOMUIAKTUKA TONOJAHWS U OOE3BOXKUBAHUS B COOTBETCTBHH C
3aperucTpUpOBAaHHBIMU ITOKa3aHusMu [4, 8, 9].

YpoBenb  yOemutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

KomMmeHTapum: 1eo6xo0umo MoHUmMOpuposams 800HO-IeKMPOIUMHBIL OANAHC, M.K.
agppexm paszsedenus OOILUUMU 0OBEMAMU «CBOOOOHOU» HCUOKOCIIU MOdNCEm  YCy2youmo
eunonampuemuro  [4, 6, 8, 9, 39]. Obwem ungysuonnou mepanuu paccuumvléaemcs
UHOUBUOYATILHO - OM OCPAHUYEHUSI 8B0OUMbBIX JHCUOKOCMEU NpU CUHOpOME HeadeK8AmHOU
cekpeyuu A/’ 0o Ovicmpoco ocnonnenuss obwvema yupkyaupyrowet scuoxocmu (OLK) u
KOppeKyuu 21eKmpOoaUmHbIX HAPYWEHUI NpU OCMPOoLl NOYedHOol HeOOCmamoyHOCmu Ha (oHe
paboomuonuza (mabn. 5). B cnyuae pazeumusi ocmpoti noueuHol HedoCmamoyHOCmu mepantisl
NPOBOOUMCS  CO2IACHO CMAHOAPMHBIM PEKOMEHOAYUAM, 6KAIYaAs, Npu HeoOX00UuMOoCmu,
2emMoouanus.

e Pexomenayercs mnarmuentam ¢ atakamu OIl mpu pa3BUTUM THIIOHATPUEMHUU BBEICHUE
PEeruaApaTUPYIONUINX CPEACTB - N30TOHMUYECKOTO pacTBOpa HaTpus xjopuna** [4, 6, 8, 9,
39].

YpoBenb  yOemutenbHocTH  pekoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

3.8 Benenye nalMeHTOB ¢ 0CJI0KHEHHOH aTakoii OI1
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Ilpu  pazsumuu msncénvix ocnoxcuenu OI1  (byrvbapmHvili  cuHOpom, napaiuy
ObIXAMENbHOU MYCKYIAMYPbl, MANCENAs SUNOHAMPUEMUS) CyWecmeyem y2po3a AemailbHO20
ucxooa [6, 7, 20, 39, 43]. OcnosHbIMu npUYUHAMU IEMATLHBIX UCXOO08 ABNAIOMCA: NHEBMOHUS,
accoyuuposanuas ¢ onumenvrou MBJI, cencuc u opyaue ungexyuonHvle 0CI0HCHEeHUs, MAdHCeNble
apummuu [44].

e Pexomenayercs manueHTamM ¢ ociokHeHHbIMH artakamu OIl mepeBom B oTaeneHue
peanuMmanuu ¥ uHTeHCHBHOH Teparmuu (OPUT) ans mpore3npoBaHUs JbIXaTeIbHOMN
(GyHKIIUU, aJeKBaTHOH CHUMITOMATHYECKOW TEpanuu, KOPPEKIUU METabOIHUECKUX
paccTpoiicTB M Tepanmuu TremuHOM [6, 39, 43]. HHTyOauus Tpaxen M HAYaIo
MCKYCCTBEHHOW BEHTWISIIIMM JIETKUX IMOKAa3aHO NMPHU Pa3BUTHUU TMapaiuyda JbIXaTeIbHON
MYyCKYyNaTyphl,  HAapyIIEHWW  JBIDKEHUS  auadparMbl,  KanuieBoro  pedrekca,
acnupalMoHHON MHeBMOHMH [6, 7, 20, 39, 43].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 4)

KommenTapum: nokazanuamu 0na eocnumanuzayuu nayuenmos ¢ amaxou OIl 6
omaoenenue peaHumMayuy A6IAIOMCA:

®  KIUHUYECKUU U PYHKYUOHANBHBII PUCK ObIXAMENbHOU HeOOCMAMOYHOCIIU,

® npocpeccuposanue amaxku ¢ pasgumuem  OyIbOAPHLIX  CUMNIMOMOS,  MANHCENOU
SUNOHAMpUEMUU, HapyuieHui pumma cepoya, apmepuaiviou eunepmensuu >200 mum pm.
cm., yeHemeHUsi CO3HAHUSA, M.K. IMO - NPe0BeCMHUKU BbICOKO20 PUCKA OCIONCHEHUU U
JIeManbHO20 UCX00q.

Pexomenoayuu no neuenuro nayuenmos, HAXOOAWUXCA 6 KPUMUYECKOM COCMOSHUU,

00YCNIOBNIEHHOM — MANCENOU  OCMPOU  NOIUHEeBpOnamuel, UOeHMUYHbl  MAKOBbLIM,

ONUCAHHBIM 8 KIUHUYECKUX PEKOMEHOAyUusx Nno 6e0eHuio NAayueHmos ¢ CUHOPOMOM

Tutiena-bappe [45] u 6 KiuHUYECKUX PEKOMEHOAYUAX NO JeYeHUI0 NAYUEHMO8, OIUMENbHO

HAX00aAwuxcs 8 kpumuyeckom cocmosanuu [46].

3.9. BeneHune NAIMEHTOK C PEryJspPHBIMH _MEHCTPYAJbHO-aCCOIMHPOBAHHBIMH

aTaKamMu

YV orcenwyun ¢ Ol mencmpyanvHulil Yukn aeisiemcs Haubonee YacmviM NPOSOYUPYIOUWUM
gaxmopom (10-39%,), umo nposersemcs cumnmomamu amaxu OIl ¢ unmepsanom 1-3 mecaya 6
npeoMeHCmpyanibHoM nepuode. B bonvuiuncmee ciyuaed 2mo - nezkue amaxu, He mpedyouue
eocnumanuzayuu. Hepe2ynapHulii MeHcmpyanbHblil Yuki 6C1e0Cmeue 20pMOHAIbHO20 OUCOANIAHCA
Modcem cnposoyuposame yuxkaudeckue amaxu. Ilockonvky y 50% nayuenmox ne 603HuKaem

Nno6MOpPHBIX  amak noquupuu unu  Habooarmcs  eOUHUYHbLE noemopHsle  amakxu,
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CHPOBOYUPOBAHHBIE IKIO2EHHBIMU (DAKMOPAMU, HAZHAYEHUE 2OPMOHANLHOU Mepanuu 60 6peMs
nepeoti amaxu OII ne obocrnosarno. Buecme ¢ mem, oxono 3-5% ocenwun ¢ OIl ucnvimoieaiom
msadicenvle pecyisipHvle amaxu, CEA3AHHble C MEHCMPYATbHbIM YUKIOM (C unmepsaiom 2-4
Hedenu), Ymo accoyuupyemcs ¢ KpauHe HUKUM KAYeCMBOM UX HCUBHU U BbICOKUM DPUCKOM
JIemanvbHo2o ucxooa. Mmenno smou epynne nayuenmox, npu Hedgpexmuenocmu cCmanoapmuvlx
Meponpusmull no Koppekyuu o0pasa HCusnu, NOKA3aHa NPeseHmusHas 20pMOHANbHAS MePanus
[4,8,9,41].

e PexoMmeHayercsi namMeHTKaM C MEHCTPyalbHO-aCCOIMMPOBAaHHBIMU arakamu OIl
Ha3HA4YCHHWE IIPEBCHTUBHOM TOPMOHaIbHOW Tepanuu. I[IpeBeHTHMBHas TrOpMOHAIbHas
Tepanus MepBoi JMHUK BKIIOYAET TOPMOHAIBHBIE KOHTPALEITUBBI CUCTEMHOTO JACUCTBUS
(mporectarensl M 3cTporensl ((pukcupoBanusle couetanusi), rpynna GO3AA mo ATX
KJIaccu(UKaluM):  JEBOHOPTECTPEN + STUHWICTPAANON Ui  KOHTpAaleNUud |
Ha3HayvaeTcsl B cTaHnapTHOM pexume 21 nens + 7 aneit nepepsiB. [IpoaomKUTeNbHOCTD
Kypca — He MeHee 6 MecsleB; MepBUYHas OleHKa 3((EKTUBHOCTH - uepe3 3 mecsa.
ITpeBeHTHBHASI TOPMOHAJIBHAS TEPAINUs BTOPO JIMHUY BKIIOYAET aHAJIOTY TOHAI0TPOTIHH-
PWIM3UHT TOPMOHA M IPUMEHSETCS B CTAaHIAPTHOM pexume: 1 mHbeKus B Mecsi Ne 6-
12. [lepBuuHast orieHKa 3PPEeKTUBHOCTH MPOBOAUTCA uepe3 3 mecsua. [Ipu amurensHOCTH
Tepanuu 6osiee 6 MecsALEeB MOKa3aHo JOMOTHUTEIbHOE Ha3HaueHHe 3cTporeHoB (kox GO3C
no ATX kmaccudukanumm) B JEKapCcTBEHHOH (opMe «TepameBTHUECKash cHucTeMa
TpaHcaepmaibHas» [4, 8, 9, 41, 47-49].

YpoBenb  yOenutenbHocTH — pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeabCTB —4)

Kommentapum: [loxazanuem Ons HA3HAYeHUs 20PMOHANLHOU Mepanuu nepeoll TUHUU
aensaemcsa pazgumue 2 u 601ee MEHCMPYAIbHO-ACCOYUUPOBAHHBIX AMAK 8 meyeHue 4 mecayes npu
yeaosuu omcymemeust cumnmomos amaxu Ol na momenm nauana 20pMoHATLHOU Mepanuu.

llokazanuem 011 nNpumMeHeHUus 20PMOHANLHOU Mepanuu mopol JUHUU A6AAEemCs
Hed(hheKmusHOCMb 2OPMOHANILHBIX KOHmMpayenmueog cucmemuozo oeticmsus (ATX GO3AA
2ecmazemvl U ICMpocensbl YUKCUPOBAHHbIE KOMOUHAYUY) UIU HATUYUe NOOOUHBIX AGNEHUU HA
@one ux npuema u/unu maxcenoe meyerue OI1, u/unu HeoOX0OUMOCMb HA3HAYEHUS 20PMOHANLHOU
mepanuu y nayuewmos cpaszy nocie msxcenrou amaxu. Hasnauenue 2opmoHanbHOU mepanuu
nepeotl tuHuYU nocie ocrodxcnennot amaxu OI1 03MOHCHO MONLKO NOCIE NOTHO20 8bI300POBIEHUS
om amaku, 6KN04aAs KOMNEHCAYUI0 HeBPONI0SUYEeCK020 Oepuyuma u3-3a pucka pa3zeumus
mpom60306 [28]. Heobxooumo monumopuposams yposuu AJIK u IIBI" 6 moue, npu noseieHuu

CUMNMOMOB 803MONCHOU AMAKU 017, mepanus 00JI)CHA ObIMb npepeaxda. Tepanuﬂ ananozcamu
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20HAOOMPONUH-PUTUIUHE 20PMOHA BbI3bIBAEH MEHONAY3y U NPUBOOUM K CHUNCEHUIO VPOBHS.
IKCKpeyuu npeouleCmeeHHuKo8 nop@upunos 6 moye 0o 60% om ucxoonoeo. Pewenue o
HA3HAYeHUU NPeGeHMUBHOU 20PMOHANLHOU Mepanuu  NPUHUMAEMCA  Jeyaujum 6pavyom
(cneyuanucmom no nopgupuu) coO8BMeCmHO ¢ 8pa4oM-aKyuepom-euekonozom. Ilayuenmol na
mepanuu OOJHCHbL OCMAMPUBAMbCI 8PAYOM-AKYUEPOM-2UHEKOTI020M C UHMeP8aiom 3-6 mec.
Ecmecmeennas menonayza makaice moxcem oKazamv «1edeOHblll d(hgekm» Ha yukiuyeckoe
meuenue OII.

3.10. IlpodunakTuyeckas Tepanusi reMUHOM

B cnyuae kpaiine maxcenoco meuenus Ol u neagpgpexmunocmu 20pmoHanbHoOU mepanuu,
Moxcem  Oblmb  pPEKOMeHO008aHO npogurakmuyeckoe 68edeHue Heemuna. bBonrvuiuncmeo
nayueHmos ommeuarom Hekomopoe ymeHvuienue maxcecmu u yacmomol amax OI1, oOnaxo sma
mepanusi peoko NPUBOOUM K NOJHOU PEMUCCUU, U NPU IMOM B03HUKAIOM NobOUHbIe dghexmbl
HaxonaeHus Jxcenesa 8 opeanuzme [50,51].

e Pexomenayercsi B3pOCIIbIM MAIUEHTaM C TsDKETBIMH peruauBupyrommmu atrakamu OI1

MpoBeIeHUE MPOPUIAKTUYECKON Teparmuu #TreMUHOM IS TIOIICPIKAHUSI PEMUCCUH B T03€

4 Mr/kr Macchl Tena 1 pa3 B HeJIeNIo Wi B 103¢€ 3-4 MI/KT MaccChl Telia B TeueHue 4 THel B

€KEHEACIIbHOM — €KEMECSIUHOM PEKUME (B 3aBUCUMOCTH OT KJIMHUYECKOM cutyanuu)[ S0,

51].

YpoBenb  yOenutenbHocTH — pekoMeHgaumii  C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 4)

KommenTapum: npu nasnavenuu npoguiakmuyeckol mepanuu #eemunom Heooxooumo
KOHMPOIUPOBAMb  CbIBOPOMOUHble NOKA3amenu obMeHa dcene3d (UCCIe008aHue YpOosHs
Geppumuna 6 Kpogu, UcCcie008anue yYpoeHs MpanHcheppura CobleOPOMKU KPOBU, UCCLEO08aAHUEe
arcenezocsszvisaioweli  cnocoonocmu  coigopomru (OXKCC), uccrnedoganue yposHs dicene3a
CbIBOPOMKU KPOBU) Ol C80€8PEMEHHOU OUAZHOCMUKY nepezpy3Kku dcene3om. Ilpu pazeumuu
mpomoOopedbUmos noBepXHOCMHbIX 6€H, ACCOYUUPOBAHHBIX C YACMBIMU (NpeGeHMUBHbIMIL)
unysuamu #eemuna, Heobxoouma ycmaHo8ka nopma 8 YeHmpaibHyio 8eHy, 00ecneyusaoneco

NOCMOAHHBIU O0OCMYN K YEHMPATbHOU GeHe.

3.11. TpaHcIUIaHTALIUSA NTEYEHH

C 2004 no 2014 ee. mpancnianmayus neuenu oviia evinoanena 20 nayuenmam ¢ OIl. B
bonbuuHCmee cyuaes 6vll OOCMUSHYmM Xopowull pe3yiomam 6 eude npekpaujenus amax OIl u
XpOHUYecKux 6o/ell, a makice HOPMAIU3AYUU napamempos nophupurnosozo oomena. OOHaxo

PUCKU mpaHCnIarEmayuu ne4eru, Kaxk memooa Jle4erusl, ocpanuduearont €eco npuMernerue [52]
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Pexomenayercst manueHtam ¢ HeOmarompusaTHeIM - TedeHuem OIl ¢ TspKenbiMu
PEIUINBUPYIONIMMHU aTakaMu IpHu Hed(h(HEKTHBHOCTH CTAHIAPTHON Teparuu MPOBEACHHE
TpaHCIUIaHTAIlUU TICYeHH ISl JOCTUXKEHUs pemuccuu [4, 8, 52].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJabCTB — 5)

3.12 Benenue 0epeMeHHOCTH V nanueHTok ¢ OI1

Huknuueckue amaxku nopgupuu He AGIAIOMCA NPEOUKMOPAMU AMAK 60 8pems

bepemennocmu.  Ilpu ycnosuu uUCKIOUeHUs NPOBOYUPYIOWUX (DAKMOPO8 U NPOBeOeHUs

HYMPUMUBHOU NOOOEPHCKU 6 CIYUAAX PAHHUX 2eCMO0308, DEepeMeHHOCb PeOKO Nposoyupyem

amaxku nopghupuu, nosmomy 3anpem depemennocmu y nayuenmox OII ne onpagdan. Onucanvi

crydau, Koeoa npu HacmynjienHuu 6€p€M€HHOCI’I’lu pecyisipHble YUKIIUYeCcKue amaxku npekpauiaiiuco

nocie nepeoco mpumecmpa bepemMeHHoCmu U oajee He 60300HOGUNUCL NPU HaO0Oenuu bonee 5

nem [53-55].

Pexomennyercss namuentkam ¢ OIl npu pa3BuTuM arakd nopuUpUd BO BpeMs
OepeMEHHOCTH TIPOBEJIEHHE Kypca TEepalmuy TeMHHOM JJs KyNHUpPOBaHUS aTaku B
COOTBETCTBHUHM C 3apErMCTPUPOBAHHBIMU MTOKa3aHusAMH [4, 8, 9, 19].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeNbCTB — 4)

KommenTapum: npenapamel cema ucnoavzosanucy oaa aedenus amax OII 6o epems

bepemennocmu be3 ocnoacnenuti [53,55].

3.13. Beaenune nannueHToB ¢ MO3AHUMHU ocJaokHenus OI1

ApTepuajbHas rUNePTEeH3Us

Puck OMCpPO4YEHHO20 pa3zeumus xpommec:coﬁ apmepuaﬂbHod cunepmen3uu y nayueHmaoes C

OIl 3uauumenvHo sviuie, uem 6 nonyrayuu [4, 8, 9, 19, 40].

Pexomenayercss Bcem mnanuentam c¢ OIl u3mepenuwe aprepualibHOrO AaBJICHUS Ha
nepudepudecKux apTepusx MPU KaXKIOM BU3UTE K Bpady, Ha3HAUCHUE CTAHIAPTHOMN
TUIMOTEH3UBHON TEpanuu MpU HEOOXOIUMOCTH JUIS ONPENCICHHs AalbHEHIIeH TaKTHKU
BEJICHUSI MMAIIUEHTOB [4].

YpoBenb  yOenutenbHocTH — pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJNbCTB — 5)

XpoHuyeckasi NoYeYHAS HEJOCTATOYHOCTD

Ilocmenennoe noguvlutenue ypogus kpeamununa Haorooaemes 8 10-15% ecex ciyuaes Ol

u accoyuupyemcsa ¢ wacmoimu amaxkamu OII, apmepuanvHou cunepmensuei u peyiapHuiM
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ynompeOieHuemM HecmepouoHblX NPOMUBOBOCHANUMENbHBIX npenapamos. Ilpu bduoncuu nouex
8blABIAIOM mMybyn0-uHmepcmuyuanvhsie uzmernenus [40, 56].

e Pexomenayercs Bcem nanuentam ¢ OIl coOmrofeHre alekBaTHOTO MUTHEBOTO PeKUMa U
UCCJICIOBaHNE YPOBHS KpEaTHHUHA B KPOBH C IENBIO MPOPUIAKTHKH U CBOCBPEMEHHOM
JIMarHOCTUKY MOYEYHON HEIOCTATOYHOCTH [4].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

KomMmeHTapum: necmepououvie npomugosocnanumeinbHsvle U NpomugopesmamudecKue
npenapamul y nayuenmos ¢ Ol npu nogviuwenuu KOHYeHmpayuyu Kpeamununa nPUMeHAI0mcs ¢
OCMOPOACHOCBIO. XPOHUUECKUU 2eMOOUANIU3 MOHCEM CNPOBOYUPOBAMb KONCHBIE CUMNINOMYL Y
nayuenmos OIIIl, nanomunarowue no30HI0 KOXCHYIO nopgupuio. B ciyuasx msocenoiu XITH
NOKA3aHA MPAHCHAAHMAYUs NOYEK UU KOMOUHUPOBAHHAS MPAHCNAAHMAYUS NOYEK U NeYeHU.

IenaToue/LUTIOJISIpHASL KAPIIHHOMA

L'enamoyennonapnas Kapyunoma pazeusaemcs, npumepHo, y 25% nayuenmog c¢ OIl
(vawe OIIII), ymo npesviuwiaem cpednro wacmomy 6 obueil nonyrayuu 8 60 pasz. B omauuue om
XIIH, onyxonu neuenu pazeueanucv He moivko y nayuenmos, panee nepenecuiux amaxu OII, Ho
Uy beccumMnmomMHuIX Hocumenell 2eHemu4ecko2o 0egekma, Xoms y HOCIeOHUX PUCK pA36umus
onyxonu neuenu Hudce. Ilpu smom, 6 OoavwuHcmee ciyuaes, Opyeux ¢hakmopos pucka
KaHyepocenesa neuenu (BUPYCHuIX 2enamumos, 310YRompeo.aeHUs aiKo2oaem, CONYmcmsayuezo
yuppo3sa nevenu) y nayuenmog OII ne nabniooanoce. I enamoyerniorapuas KapyuHoma A61aemcs
npuuunou cmepmu y 10% nayuenmos OIIII cmapwie 55 nem [40,57].

e Pexomennyerca Bcem mammentam ¢ OII crapme 50 ner, a Takxke OecCHMITOMHBIM
HOCHTEJISIM T€HETHUECKOTo J1e(heKkTa, Kak MUHUMYM, €KETOTHO TPOBOAUTH KOHTpOb Y31
MEYCHU M HUCCIIeIOBaHUE ypPOBHS anb(a-(eTonpoTenHa B CHIBOPOTKE KPOBHU C IEIBIO
paHHEN TMarHOCTHKY TeNaToLe/UTIoNIsIpHON KapuuHoMsl [40, 57].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 4)

KomMmeHTapum: 3anodo3pums cenamoyeintonapHylo KapyuHomy u Hanpasumse na Y3HU
nevenu (unu MPT opeanos 6piowinoll noiocmu) nedeHu yeiecooOpasHo mex NAYUeHmos, y
KOMOpbIX nocie OnumenvHou pemuccuu pasgunuce amaxu Ol unu OecnpuuuHHO NOBbICUNUCD
nokazamenu nop@upuHo8o2o obmena. Jleuenue cenamoyennioNApHbIX KAPYUHOM HPOBOOUMCS

CO2NIACHO aKkmyajlbHblM KIUHUYECKUM peKOMEHaCZL!MﬂM «Pax neuenu (ZenCZMOL[eﬂJZIOJZ}lprlIZ)».
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4. MeauuuHCKAas peaﬁuﬂnTaunﬂ H CAHATOPHO-KYPOPTHOE JICYECHUE,
MCAUINHUHCKHUEC ITOKA3aHUA H IPOTUBOIMOKA3aHUSA K IPUMECHCHUIO METOA0B
MeIlHHI/IHCKOﬁ peaﬁn.ﬂuTauun, B TOM YUCJI€ OCHOBAHHBIX HA UCIIOJIb30BaAaHUH

IMPUPOIHBIX JedyeOHbIX (l)aKTOpOB

3anocom ycnewnoii peabunumayuy A6151emcs panHee Hauauio nPosedeHUs: Meponpusmuil
no yxo0dy 3a NAyueHmom, GKI0UAWUX NOCMYypaibHoe OpeHuposanue, npoPUIAKMUKY
NPONedNCHEl, Yacmyo CMeHy NOJIOMHCEHUSL mela Y Uy ¢ 02PAHUYEHHOU No08udcHocmblo. Komnuexc
PeabunumayuoOHHblX Meponpusmull Oiisl NAYUEeHMO8 C NOPANCEHUEeM HePEHO-MbIULEUHOU U
ObIXAMENbHOU CUCTNEM He OMAUYAemcs Om 6e0eHUs NAYyueHmos ¢ Opyeol mAxiCcelol
Hegponozuyeckou namonoeuet [39, 56].

e Pexomenayercsi B3pocibiM mnaunueHTaM ¢ OII, oCloXHEHHONH NOpa)keHHEeM HEpPBHO-
MBIIIEYHONH CHUCTEMBI, TPOBEICHHUE KOMIUICKCA pPEaOUIUTAIIMOHHBIX MEPOIPHSIITHIA,
HalpaBJE€HHBIX ~HAa  BOCCTAHOBJICHHE  JBUTATENbHOW  akTUBHOCTU.  Komruiekc
peadMINTAIIMOHHBIX MEPONPUATHIA BKITIOYaeT [56]:

o pannee Hauano JIOK (;euebHast ¢uskynbTypa mpu 3a00JI€BaHUAX
[EHTPaTbHOW HEPBHOM CHUCTEMBI M TOJOBHOTO MO3ra, JedeOHas
¢bu3KyIbTYpa mpH 3a0o0NeBaHUSAX TepuepruaecKoii HEPBHOM CUCTEMBI) K
MOMEHTY MUHUMH3AIUU 00JIEBOTO CHHAPOMA,

O y TAaIMeHTOB C OTPaHUYEHHOW MOJBUKHOCTHIO — TACCHBHOE W/HUIU
CaMOCTOATENBHOE JIBUKEHHE KOHEYHOCTEM C MAaKCHUMaJIbHO TOJIHOU
aMILIUTY I01;

O U3MCHEHHE TOJIOKCHHS Tela B MPOCTPAHCTBE (IIOBOPOTHI ¢ OOKY Ha OOK,
BBICA)KMBAHUE B KPOBATH);

O PpaHHsS JbpIXaTellbHAs TUMHACTHKA (B TOM YHCJE C MOMOIIBIO MPUOOPOB)
JUTS PO HITAKTUKY aTEIeKTa3UPOBAHUS JICTKHX;

O MaccaX MEJAMIMHCKUN (APEHAKHBIN, MBIIII] CIIUHBI, KOHEYHOCTEN).

YpoBenb  yOemutenbHocTH  pekoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB — 4)

KommenTapuu: dannvie memoouku onucamsl y e3pocavix nayuenmos OII, no npoepamma
peabunumayuu nocie nepeHeceHHvlx ocmpulx noaunegponamui npu OIl ne omauuaemca om
Opyeux Ho30/02ull, Kax y 83pocavix, max u 'y demeti ¢ OI1. Cpoxu peabunumayuonno2o nepuooa u
00vem 1e4eOHO-80CCMAHOBUMENbHBIX  MEPONPUAMULL  MO2YM  3HAYUMENbHO  8APbUPOSAMD.
Ilossnenue HOBLIX CUMNIMOMO8, NOOO3PUMENbHBIX 8 omHoweHuu peyuousa amaxu OII, aersemcs

nokaszanuem 0jisi LO8MOpHo20 ucciedosanus konyeumpayuu AJIK u [IBH 6 moue (uccreoosarnue
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VPOBHA NoppupuHO8 U UX NPOUBOOHBIX 6 MOYe) U KOHMPOIA KIUHUYECKO20 MeyeHUs

KOHKYPUPYIOWUX 3A001€6aHUIL.

5. HpO(l)l/IJIaKTI/IKa H THCHHAHCCPHOEC HaﬁJIIOIIEHI/Ie, MEANIHNHCKHUC IIOKA3aHUA U

NMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METO10B HpO(l)I/IJIaKTI/IKI/I

S.1. llpopunakrTuka

Ilpogunaxmuxa amax OIl 3axmouaemcs 6 MeponpuasmMuUAX, HANPAGIEHHbIX HA
JUKBUOAYUIO  IHOOSEHHBIX NPOBOYUPYIOWUX Hakmopos (Hanpumep, JeyeHue XpOHUYECKUX
uH@exryutl, ycmpanerue 2unOmpoghuu, HopmMaiu3ayusi y2ie800H020 0O MeHa) u npeoomaspaljerHue
8030€liCmBUsl  IK302eHHbIX  NPOGOYUPYIOWUX — (hakmopos, —npexcoe 8ce2o  AIK0201A U
JIEKaApPCMBEHHbIX NPenapamos ¢ BblCOKOU NOPHUPUHOLEHHOU aKMUBHOCMbIO, YCMPAHeHUe
cmpeccosvix cumyayuti [4, 8, 9, 40, 56, 58].

e Pexomenayercsi ¢ mensto npodwraktuku atak OIl mHPOpMHUpOBaHWE MAIUEHTOB, UX
POJICTBEHHUKOB M CEMEWHBIX Bpauel O NpaBuiIaxX HCIOIb30BAHUS JIEKAPCTBEHHBIX
IpernapaToB, HEOOXOTUMOCTH CBOCBPEMEHHOTO JIeUeHHsI HHPEKINI 1 He3aMeITUTeITLHOM
rocnuranu3anuy npu mnoseiaeHnn cumnrtomMoB artaku OIl. HeoOxommmo o0ydeHwme
MAIMEHTOB MIPUHIIMIIAM 3I0POBOTO 00pa3a KU3HU, KOTOpBIE BKIItoUaloT [4, 8, 9, 40, 56]:

O PETyJSIPHOE HOPMO-KAJIOPUHHOE NUTAHUE. JJOCTHKEHUE BEPXHEN IPaHULIbI
HOpMBI UHAEKca macchl Tena (MMT). laxke B ciiyyae nedeHUs] OKUPEHUS,
HEeJOoMycTUMa Oe3yTIeBOIHAS JUETA U PE3KOE CHUIKCHHE MACCHI Tea.

O TOJHOE UCKJIIOYEHUE TPUeMa aaKorosl.

O OTKa3 OT KypeHHUs

O TmnpoHUIAKTUKY  CTPECCOBBIX  CHUTyallud, TpuU  HEOOXOJUMOCTH,
MICUXOTEpaIus ¥ MPUeM aHTHIETIPECCAHTOB, JOCTATOYHOE BpeMs Il CHA U
OT/bIXa.

O HaONIJIeHHWE Bpaya-aKylIiepa-THHEKOJIOTa W CBOEBPEMEHHOE JICUCHUE
11000#1 TMHEKOJIOTHYECKOH MaToNOTHHU, T.K. 3TO MOXKET HMPOBOLUPOBATH
[UKINYECKHe aTaku mopdupun.

YpoBenb  yOemutenbHocTH — pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJNbCTB — 5)

PexomMenaanum no JeKapcTBeHHOH Tepanuu Apyrux 3adoJesanuii Bo Bpems pemuccuu OIl

Hnpopmayus o nomenyuanoHo onacHulX u 0e30NACHBIX JeKapCmeax pasmeujeHa 8

Humepneme (http://www.critical.ru/consult/pages/porphyria/prodlistsimple.htm; u nocmosnHo

obnosasaouemcs calme, pexomenoosanHom Eeponeiickou Ilopgupuiinot Accoyuayuei u
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Amepuxanckum — @onoom  Hzyuenus  Ilopgupuii: http://www.drugs-porphyria.org/,
https://porphyriadrugs.com/).

e Pexomenayercsi Bcem mamuentam ¢ OIl, mpu HEOOXOIUMOCTH IPOBEACHUS
JIEKapCTBEHHON Tepamnuy, OCYIIECTBISTh HAa3HAUEHUS MPENnaparoB B COOTBETCTBUU CO
CIIMCKOM pa3pelICHHbIX MEIMKAMEHTOB, Pa3MEIICHHBIX Ha CICIUAIbHBIX caiitax. B
UCKJTFOUUTEIILHBIX CIIydasix, P OTCYTCTBUU aJbTEPHATUBHOTO Tpenapara, s JCUCHHS
3a00JIeBaHus, IPEICTABISIONIETO YTPO3Y VIS )KU3HH U 37I0POBBS MAIIUEHTA, OBITh TOTOBBIM
k pa3Bututo ataku OIl Ha (oHE ero mpuemMa U HEMEJICHHOMY JICYCHHUIO aTaKd TeMUHOM
[4,8,9,41].

YpoBenb  yOenutenbHocTH — pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

KomMmeHTapum: Heobxoo0umo npoeooumv OYeHKY COOMHOUIEHUS «NOAb3A-PUCK» OM
npuMeHenus Kajcooeo Jnexkapcmeennoz2o npenapama [4,8,9,41]. Hexomopwie npenapamet,
Hanpumep, bapoumypamsl U UX NPOU3BOOHbIE, d MAKMHCE CYIbDAHUIAMUObL, 001A0AI0OM OYEHD
8bICOKOU NOPPUPUHOSEHHOCMbBIO, U UX UCHONb30BAHUE NPUBOOUNIO K MANCENbIM AMAKAM Y 8CeX
nayuenmos OII. Takue npenapamvl ommeueHvl HA VKA3AHHLIX CAUMAX KAK «OOHO3HAYHO
nopgupuno2enHvley, Ux UCNOIbL308AHUE 3ANPEUeHO.

Mmnoeue npenapamuvl, Kiaccuguyuposamvl Kax «803MONCHO NOpQupuHoceHHbleY, Yauye
gce2o nomomy, umo umgopmayus no ux npumenenuro y nayuenmos OII neoocmamouna.
bonvwuncmeo nayuenmos ¢ OII 6o epems pemuccuu, 0coOEHHO aameHmubie HOCUMENU
MYMAHMHO20 2eHd, NepPeHOCAm HA3HAYeHue dMmux npenapamos 6e3 ocrodxicuerui. Ilosmomy
8AICHO OYEHUBAMb PUCK U NOIb3Y NOMEHYUATLHO20 NPenapama u He 0CMaeisams NAyueHmos 6es
A0eK8amHO20 NeueHuss Opyeux 3a601e8aHull MoIbKO HA MOM ocHosanuu, umo y nayuenma OIL
Bonvwuncmeo anmubaxmepuanvuvix npenapamos cucmemnozo oeticmeusi (ko0 O01A no ATX
Kaaccugurayuu) nepeHocamcs xopowo. bBonvuuncmeo npenapamoe 0ns edenus cepoyaeyHo-
cocyoucmoti namosaozuu, exnouas opeanuveckue Humpamol (COIDA no ATX knaccugpuxayuu),
uneudbumopwr AIID, bnokamopwl karvyuesvix kananos (CO8 no knaccugurxayuu ATX), 6e3onacHul
ona nayuenmog OIl. Bonvuwiuncmeo npenapamos, UCHOAb3YIOWUXCA 8 OHKOJIO2UU, XOPOULO
nepernocamca nayuenmamu OI1, xoma ungopmayus no ux UCnOIL308aHUIO HEOOCMAMOYHA O/
00HO3HAYHOU Kaaccuguxayuu ux nopgupurozennocmu. Kenamenvno uccrnedosanue yposHs
nOpOUPUHOE U UX NPOU3BOOHBIX 8 MOUe O/ OYeHKU Ipdexma npenapama Ha NOPOUPUHOBDHL
obmen y Kadxcoozo nayuenma. Ilosviwenue yposua IIBIT Oe3 pazeumus KIUHUYECKOU
cumnmomamuxu npucmyna OII ne asnsemcsa nokazanuem 01 02panuderus NPUMeHeHUus 0AHHO20

JleKapcmeeHHnoco npenapama.
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5.2. lucnancepHoe HAQJII0ICHUE

Iayuenmam, nepenecuuum amaxy OII, noxazano nepuoouueckoe OUCHAHCEPHOE

HaO00eHUe 8 MENCNPUCTYNHBII NEPUOO.

Pexomenayercsi BceM malMeHTaM C YCTaHOBJIEHHBIM nuarHo3om OIl mnpoenenue
JUCTIAHCEPHBIX OOCJIENOBAaHUM JJIi KOPPEKIMU TEePareBTUYCCKUX Ha3HAUCHUU U
npodunaktukun  arak  nopupuu. IlepuoAMYHOCTH  OCMOTPOB  OMpEAeseTCS
WHIUBUIYATbHO (OT 3 MECSlEB [0 HECKOJbKHX JIET) M 3aBUCUT OT KOJIMYECTBA
MEPEHECEHHBIX NPHUCTYIOB B MPOILIOM, HMX YacTOThbl 3a IOCIEAHUI TOJ, TKECTU
OCTaTOYHOM CUMIITOMATHKH, HAJTMYHUS kKaJI00 U Bo3pacTa naiueHTa [25,56].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

KomMmeHTapum: nayuenmam ¢ 1ameHmHuIM 2eHemu4eckum dQ@exmom, npugooAmuM K

OI1, maxoice nokazano nepuoouyeckoe OUCnancepHoe obciedoganue ¢ yacmomotil 0o 1 pasza 6 5

niem 8 gozpacme 00 50 nem, u c yacmomoti I paz 6 2 200a nocie 50 1em 6 c653u ¢ pUCKOM pa3gumus

nepeutmoﬁ KapyuHomMbsl ned4eHu

6. Opranuszanusi OKa3aHusl MeJUIUHCKON MOMOIIH

IToka3zanus aisa 3KCTp€HHOI7[ roCMUTaJM3alliid B MCIUIIMHCKYIO OPraHu3anuIo:

1) Pa3zBuTHe CHUMOTOMOB aTaku MopQupuu.
IMoxa3aHus 1Jis1 IVIAHOBO# roCMTAIN3AIMM B MEAUIMHCKYI0 OPraHU3alHIO:
1) nucnancepHoe obcieoBaHue, B T. Y. IPU MEPBUYHON MOCTAaHOBKE AMArHO3a;
2) pa3BUTHE CUMIITOMOB XPOHHUYECKOW MOYEUHON HET0CTaTOYHOCTH;
3) no03peHHE Ha pa3BUTHE FeNaTOLEIUIIONAPHON KapLIMHOMBI.

IToxa3anus k nepeBoay B oT/eJIeHHe peaduauTaluu (BTOPOi dTam):

1) crabunuzamuss  cumnromoB OIl mpu  HamMuMu  HEBPOJOTMYECKOrO JAeduUIUTa C

HapylieHneM (QYHKIUY TePeIBUKCHISI U CaMOOOCITy )KHUBAHHSI,
IMoka3anus K BHINUCKE MAIHEHTA U3 MeTUIIHHCKOI OpraHu3anuu
1) nonnelii perpecc ataku OI1
® OTCYTCTBHUE OOJICH, TOUTHOTHI,
® HETSKENble TaXWKapausi W apTepuanbHas THUIEPTEH3US  MOTYT

KOMIICHCUPOBaHBI TA0JIETUPOBAHHBIMHU IIpErapaTaMu;

® OCTaTOYHLIN HCBpOJ’IOFI/I‘-IeCKI/Iﬁ IIG(I)I/ILII/IT HC SBJISACTCA NPCUATCTBUEM K BBITIHMCKE,

NpY HAJTMYKW TOHSATHON MapIIpyTH3aIMH M0 JalbHeHIe peadunnranmu;

2) copepkaHME KpeaTMHMHAa M Kajusl B CBIBOPOTKE KPOBH - B IPEIEax HOPMaJbHBIX

3HAYCHMI;
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3) momyctuma runoHarpueMus 132-135 MMOIIB/11, KOTOpast MOKET COXPAHATHCS ATUTEIBHOE
Bpems [39, 45].
7. JonosiHuTebHAst HHpopManusa (B TOM 4ucjae (PaKTOPbI, BIUAIOLIHE

Ha UCX0/1 3a00J1eBaHUsI WU COCTOHHI/ISI)
IIporuos

/1o BBeZieHMsI B IPAKTUKY TEPANUHU YIIIEBOAAMH M TEMUHOM CMEPTHOCTH BO Bpems aTak Ol
Obu1a KpaifHe BBICOKOI 10 66% [13]. B HacTosIee Bpemsi B CBSA3U C YIIyUIIEHUEM JUArHOCTHUKH,
NpoBeIeHUEM paHHEe! U 3((EeKTUBHON Tepanuy npenapaTaMy remMa, a Takke MEpONpUSTHIMHU MO
npodunaktuke atak [40], cMepTHOCTh cHM3mMIACh a0 5-20% [7,20,39,40], Bxirodass paHee He
JIMarHOCTHPOBAHHBIE CIIy4ad WM CIIydau, HE JHAarHOCTHPOBAHHBIE B PaHHIO (a3y aTakw.
Onmnako OIl  ocraercs moTeHIManbHO  (aTadbHBIM  3a0oneBaHHeM. JIMTENBHOCTH
«HEAMarHOCTHpOBaHHOW» (a3pl araku OIl, Bo Bpemsi KOTOpO#l Ha3HA4yaroTCs MpenapaTsl C
BBICOKOM MOP(GUPHUHOTEHHON aKTUBHOCTBIO, KOPPEIUPYET C BEPOATHOCTHIO JICTATHOIO MCXO/a.
OCHOBHBIMM NpPUYMHAMH CMEPTU MNAUUEHTOB ¢ TspkenbiMu atakamu OII seastores WBJI-
aCCOLMMPOBAHHAs THEBMOHMSI, CEIICUC U TSKENbIE HAPYIIEHUS PUTMA CEpaLa.

ITocne nepenecennoi nepsoil ataku OIl puck pa3BUTHSI MOBTOPHBIX aTaK COCTABISAET
50%. Puck pa3BuTHs IOBTOPHBIX aTaK HauboJIee BHICOK Y JKEHIIHUH CO 3HAYUTEIBHO MOBBIIIEHHON
skckpenmedt IIBIT (>100 wmxmonw/m). Y 3-5% mMmanMeHTOK pa3BUBAIOTCS €KEMECSYHbIC
MEHCTPYaJIbHO-aCCOLIMUPOBaHHbIe aTraku. HopmanbHblll ypoBeHb 3kckpeuuu I[IBIT sBisercs
MPEIUKTOPOM OECCUMITTOMHOTO TEUCHHUS 3a00JIEBaHUSI.

dakTOopbI, BIUAIOIINE HA TeYeHHE H UCXO0/1 3a00/IeBaHNS:

e Jlnsd OUEGHKH COCTOSIHMS TAlMEHTa M CTENEHH AKTUBHOCTH OCHOBHOIO 3a00JieBaHUS
CIIeZlyeT OpPHEHTHPOBATHCS, B MEPBYIO OuYepelb, Ha CyOBEKTHBHBIC KATOOBI M OLEHKY
COMAaTHYECKOTO CTaTyca, B MEHBIIIEH CTETIEHN — Ha MoKa3aTesu nopGupruHOBOro oOMeHa.
Hannune cunycoBoii Taxukapauu 6onee 100 B 1 MuH, 3an10pa, ©3MEHEHUS MTOBEICHUECKUX
peakuuil SBJISAI0TCS NEPBBIMU MPU3HAKAMHU HaunHarouierocs npucryna [39, 45].

o Koutpons 3a panpHeitmeit >¢dextuBHOCTRIO JeweHuss OIl Bkmowaer B cebs
UCCIIeIOBaHNE YPOBHS MOP(UPUHOB M WX MPOU3BOAHBIX B MOYE, UCCIEIOBAaHUE YPOBHS
HaTpUs B KPOBH, KOHLEHTPALlUU HAaTpUs B KPOBHU, UCCIIEOBAHUE YPOBHS KpeaTHHUHA B
KpOBH, HCCJIEIOBAaHUE YPOBHSA TJIIOKO3bl B KPOBH, OIPEAEICHUE AKTHUBHOCTH
aJlaHMHAMUHOTpaHCc(hepas3sl B KPOBH, ONpEAeTICHUE aKTUBHOCTH KPEaTUHKUHA3KI B KPOBH,
a TaKKe MAapKEpOB BOCHAJIECHHUS (MCCIENOBAHUE CKOPOCTU OCEAAHMSI IPUTPOLIUTOB,
uccnenoBanue ypoBHst C-peakTUBHOTO Oelika B CHIBOPOTKE KPOBH).

e YV GoJIBIIMHCTBA MALIMEHTOB U B MEXIPUCTYIHBINA MEPHOJ] MOKA3aTEIN TOPPUPHUHOBOTO
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oOMeHa MOTYT MpEBBIIIaTh HOpMY, 0ocoOeHHO 3T0 KacaeTtcs OIIII [24]. Dta ocoGeHHOCTD

SABJIICTCA CBOCTO pOJila BaApUAaHTOM HOPMEIL. I'maBuBIM B OLICHKC COCTOsHHA ITAallUCHTOB

ocTaéTcst UX CaMOYYBCTBUE U cOMaTH4ecKkoe cocrosinue [4, 8, 9, 19].

KpnTeplm OIICHKH Ka4YeCTBa MeI[I/IHHHCKOﬁ MNOMOIIIH

Kpurepun kavyecrBa

| OueHka BHINOJTHEHUS

[TpoBeneHo uccnenoBaHue ypoBHS MOPGUPHUHOB
U UX NPOU3BOJIHBIX B MOYE BCEM IALUEHTaM C
M0JI03pEHHEM Ha aTaKky OCTpoil mophupuu

JNla/Her

[TpoBeneH oOmIMii (KIMHUYESCKUI) aHATTU3 KPOBH,
pa3BEpHYTHI C Qg QepeHIIMPOBAHHBIM
[IOJCYETOM JIEHKOLIUTOB (JefikonuTapHas
¢dopmyrna) BceM MalMEHTaM C YCTAaHOBJIECHHBIM
JIMarHo30M aTaku OCcTpoi nopdupuu

Jla/Her

[IpoBenen aHanmu3 KpOBU  OMOXMMHMYECKHIMA
o0IIeTepaneBTHUECKUI (MCCIeJOBaHUE YPOBHS
KpeaTMHNHA B KpOBH, HCCIIEJOBAHUE YPOBHS
HaTpUs B KPOBH, MCCIEA0BAHNE YPOBHS Kajlus B
KPOBH, UCCJIEIOBAHNE YPOBHS XJIOPUIOB B KPOBH,
UCCJIEIOBAaHUE YPOBHS MOYEBHUHBI B KPOBH) BCEM
MAIMEHTaM C YCTAaHOBJIEHHBIM JUATHO30M aTaKH
ocTpoil nophupun

Jla/Her

[TpoBenen oOmuMii (KIMHUYECKUN) aHATTU3 MOYH )
BCEM MALMEHTaM C YCTAHOBJIEHHBIM JHAarHO30M
aTaku OCTPor nopdupuu

JNla/Her

IIpoBeneH MOJIEKYJIIPHO-TEHETUYECKUM aHAIIN3
HA HAJIWYUE MYTalMii TEHOB OMOCHMHTE3a rema
(HMBS, CPO, PPOX) (koMIUIeKC UCCII€I0BaHUMA
s JUarHOCTUKH OCTpOi1 MICYCHOYHOU
nopdupum) BceM MalMeHTaM C MOJAO03PEHUEM Ha
OCTPYIO nophupuio u ux  Omm3KuM
POJICTBEHHUKAM

JNla/Her

[TIpoeneno MPT rosioBHOro mMo3ra mnamueHTam ¢

aTakod OCTpoil mNoOppUPUU TMPH CHUMIOTOMAX Ha/Her

SHIlepaTONaTHH

[TpoBeneH Kypc Tepanuy TeMUHOM B/B 3 Mr/ Kr 1
pa3 B CyTKH B TeueHUe 4 JHEH BCeM MalUeHTaM C
YCTAaHOBIICHHBIM  JMArHO30M aTakKh OCTpPOi

nophupuu

Jla/Her

IIpoBeneHo BBCJICHHE 10% pactBopa
JNEKCTPO3bI** MalueHTaM ¢ JIETKUMH aTakaMu
ocTtpoii mopdupuu (HEMHTCHCHUBHBIH OOJIEBOIA

CUHJIPOM, OTCYTCTBHE HEBPOJIOTUYECKUX Ha/Her

IIPOSIBJIEHUI U AJIEKTPOJIUTHBIX HAPYIICHUH) WIH
IIPU  HEBO3MOXXHOCTU IIPOBEJICHUS Teparuu
TEMUHOM
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Kpurepun kavyectsa

| OuneHKa BbINOJHECHHUS

[IpoBeneHo uWHGOPMHUPOBAHKWE TALMEHTOB, HX]
POJCTBEHHUKOB M CEMEHHBIX Bpadeil O IpaBuiax
MCIIOJIb30BAaHUsl  JIEKAPCTBEHHBIX  IIPENaparoB,
HEOOXO/IMMOCTH ~ CBOEBPEMEHHOT'O  JICUCHUS]
MHGDEKIMA 1 He3aMeUTUTETHbHON TOCTIUTATH3AIUY]
mpu  nosBieHuuM cuMmnrtomoB  araku  OIL
[IpoBeneHo oOydeHHE NAIMEHTOB MNPHUHIKIIAM]
3I0pPOBOT0 00pa3a >KU3HU, KOTOPBIE BKIIIOYAIOT:
a. peryispHoe HOPMO-KaJIOPUHHOE]
[IATAHUE. Joctuxenue BEpXHE]
I'paHULbl HOPMBI MHIEKCA MAacCChl TEJa)
(UMT). Haxe B ciyyae JedyeHUs]
OKUPEHMS, HEIOIyCTUMA
Oe3yrneBogHas OUeTa M PE3KOE
CHID)KEHHE MacChl Tela.
b. monHoe UCKJTIOUYEHUE npuemaj
AJIKOTOJISI.
C. OTKa3 OT KypeHHUs
d. TIpO(UIAKTUKY CTPECCOBBIX CHUTYaIlHH,
pU HEOOXOJIMMOCTH, TICUXOTepanus U
IIpUEM AHTHU/IETIPECCAHTOB,)
JI0OCTaTOYHOE BpeMs AJIs CHA U OT/bIXa
e. HaOIIOJeHNE TMHEKO0JIOTa ul
CBOEBPEMEHHOE  JICYCHHE  JII000H

TMHEKOJIOTMYSCKOM MaTOIOTHH.

JNla/Her
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puiaoxenue Al. CocraB padoueil rpynmnsl o pa3padorke u nepecMoTpy

KINHUYCCKHUX peKOMeHIIa]_lI/Iﬁ

YeHbI acCOUANIUA COAEiCTBHS Pa3BUTHIO Tr€eMATOJOI'MU U TPAHCIIJIAHTOJJIOTHH

KOCTHOro Mo3ra "HanuoHajJbHoe reMaTojJorunuyeckoe oomecrso"

1.

[Taposuunukosa E.H.!, n1.m.1., renepanbubiii qupekrop ®TBY «HMUILL remaronorum»
Munsapasa Poccun

Jlykuna E.A.!, n.m.1H., mpodeccop, 3aB. otaenom opdannbix 3a0oneanuii ®I'BY
«HMMUI] rematosmorun» Munsnpasa Poccun

[Tonomapes P.B.!, K.M.H., pyKOBOZHUTENb CEKTOPA M3yYEHHUs HEOYXOJIEBBIX 3a00I€BaHMIN
cucremsl kposu, PI'bY «HMMUII remaronorun» Munsapasa Poccun

Coicoea E.IL.!, k.M.H., BeAyIUil HAy4YHBII COTPYAHUK CEKTOPA U3YUEHHS HEOITYXOJIEBBIX
3aboneBanuii cucremsl KpoBu, PI'BY «HMMUL] remaronoruny» Munsapasa Poccun
[IBeraesa H.B.!, k.M.H., cTapiuuii Hay4YHBI COTPYAHUK CEKTOPA M3yUIEHHUS HEOITYXOJIEBBIX
3abosneBanuii cucremsl KpoBu, PI'BY «HMMUL] remaronoruny» Munsapasa Poccun
Tanctsa T.M. !, 1.M.H., 3aB. OTIEIEHUEM pEaHUMAIUM U WHTEHCHBHOM Tepanuun OBY
«HMMUI] rematosmorun» Munsnpasa Poccun

Jeupubik  B.H.!, k.M.H., 3aB. LEHTPAIM30BaHHOW  KIMHUKO-AMArHOCTHYECKON
nabopatopueit ®I'bY «HMMUL] rematonorun» Munzapasa Poccun

Kaprosa W.B.!, k.X.H., OHOXMMHK, Bpay-1abOpaHT IIEHTPAJIU3OBAHHON KIMHUKO-
nuarHoctuueckoii taboparopun ®I'BY «HMMUL] rematonorun» Munsapasa Poccun
Cypun B.JI'. k.6.H., cTapmiuii Hay4HBI COTPYIHHK, H.0. PYKOBOAHWTENS JIabopaTopuu

renHoi nuwxxenepuu PI'bY «HMMUIL] rematosnorun» Munsapasa Poccun
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Yuenbl O01iecTBa CIENHMAJNCTOB M0 HEPBHO-MbIIIEYHBIM 00J1e3HAM

10. umuk E.I2., k.M.H., 1.M.H. (DUHISHIUS), HEBPOJIOT, 3aB. OTAEICHUEM HEBPOJIOTHH,
YJIeH SKCIIEPTHOTO coBeTa 1o ophanHbIM 3aboseBanusi, Komurera 3apaBooxpaHeHus T.
Cankr-IlerepOypra.

11. Cynonesa H.A3., I.M.H., HEBPOJIOT, YICH-KOPPECIIOHICHT PAH,
TJIaBHBIA HAyYHBIN COTPYIHUK OTAeNeHHs HelipopeabmuTtanuu u pusnotepanuu GI'BHY
«HayuyHblii TIEHTp HEBpOJOTHM», HAy4HBIH KOHCYJbTaHT lLleHTpa 3aboneBaHMiA
nepugepuyeckoid HepBHOU cuctemMbl @OI'BHY «HayuHblif 1eHTp HEBpOJIOTHNY,
VYupenutens, Yu€nslii Cekperapp OOIIEcCTBa CHEIMAIMCTOB IO HEPBHO-MBIIICYHBIM
Oone3HsIM

12. I'pumunnaa JI.A.°, K.M.H., HEBPOJIOT, HAy4YHbIH COTPYJHHMK OTACICHUS KIMHUYECKOM
Heripodusnonoruun ®I'BHY «HayuHelii 1eHTp HEBposorum», pykoBoautenb LleHTpa
3aboneBanuil nepudepuueckoirt HepBHOW cuctembl DPI'BHY  «Hayunblii 1entp
HEBPOJIOTU

13. benosa H.B.*, K.M.H., HEBPOJIOT, HAYYHBI COTPYJHHUK OTACICHHUS HEHPOPEeaOMIUTALUU U
¢uzuorepariuun = ®I'BHY  «Hayunslii 1eHTp HeBpojorum», creuuanuct LleHTpa
3aboneBanuil nepudepuueckoit HepBHOW cuctembl DPI'BHY  «Hayunblii 1entp
HEBPOJIOTU
Yienbl Poccuiickoro o0mecrBa 1eTCKUX reMaTo/10r0B H OHKOJIOTOB

14. Cmeranuna H.C#, 1.M.H., remMarosior, npoheccop 3aMeCTUTEINb AUPEKTOPA.

! ®enepanbHOE TOCYAAPCTBEHHOE OHOKETHOE yupexkaeHue « HalnoHanbHbIi MeIUIMHCKAM

UCCIEAO0BATEIILCKUN LIEHTP TeMaToJoruW» MUHHUCTEpCTBA 3ApaBoOXpaHeHus Pocculickon

denepaunn
2 ®I'BY «KOHCYJIbTaTMBHO-IMATHOCTHYECKUM IIeHTp € MONMKIMHUKOW» Y TpaBieHus

Henamu [Ipe3unenra PO, Cankr-IlerepOypr
3 ®I'bHY "Hayunslii uentp Hesposioruun" M3 P®, Mocksa
4+ ®I'BY «HauuoHaIbHBIN MEIUIIMHCKUN HCCIIEI0BATEIbCKUM LEHTP JETCKOM reMaToJIOTUH,

OHKOJIOTHU U UMMYHOJ0oruu uMeHu [Imutpust Porauesa (HMULL AI'OU um. Imutpus Porauesa)»

KondaukT uHTEpEecoB: aBTOPHI He HMEIT KOH(JINKTA HHTEPECoB.
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Hpuaoxenue A2. Metomos10orust paspadoTKku KINHUYECKUX PEKOMEHIALM I

IleaeBasi ayIUTOPHUSA JAHHBIX KIHHHYECKHX PEKOMEHIAIIMIA:

1. CiennanucTsl Bpaunu-reMaTolioru

2. CneuuanucTsl Bpaunu-HEBPOJIOTH

3. CreunanucThl Bpauu- XUpypru

4. CnenuanucTsl Bpauu-TEPAreBThI

5. CnenuanucThl Bpauu-aKylepbl-THHEKOIOTH
6. CriennanucTbl Bpauyu-OHKOJIOTH

MeT010J10THS COOPA T0KA3ATEILCTB

MeTOIlbI, HCIOJIB30BAaHHBbIC 1JId cﬁopa / CCJICKIIMH J0Ka3aTe/IbCTB:

° [Mouck myOnuKanuii B CHEMUATU3UPOBAHHBIX MEPUOAMYECKUX TEYATHBIX
U3JaHUSIX
° [Touck B 2NIEKTPOHHBIX 0a3aX JaHHBIX.

ba3bl JAHHbIX, HCII0JIb30BAHHBIX A1 cﬁopa / CCJICKIMU J0KAa3aTECJIbCTB:

JlokazatenbHOM 0a30i AN pEeKOMEHIAIWK SBISIOTCS IMyOJIMKAIlMU, BOIICAIINE B

KoxpaiiHoBckyto Oubnamoreky, 6a3sl manasix PUBMED u MEDLINE. I'my6una mnowucka

cocrasisuia 30 jer.

MeToabl, HCIOJIL30BAHHBIE VI AHAJIN3A 10KA3aTeJIbCTB:

o O0630pbI OIyOIMKOBaHHBIX METa-aHAJIN30B;

o Cucremaruueckre 0030pbI € TAOJIUIIAMH JJOKA3aTEIbCTB.
MeTob1, HCIOJIL30BAHHBIE UISI KAYeCTBA H CHJIbI I0KA3aTeJIbCTB:

J Koncencyc skcnepros;

J OneHka 3HAYMMOCTH JIOKa3aTENbCTB IMPOBOJIMIACH B COOTBETCTBUHU CO
IIKaJIOM OLIEHKHM YPOBHEM JOCTOBEpHOCTU JokazarenbecTts (YJI) ans  Meronos
nuarnoctuku (Tabum. 2) u st MeTonoB nNpoUIaKTUKY, IeueHus u peadbunutamnuu (Tao.
3).

Tab6auna 2. 1lkana orieHKu ypoBHElH 10cTOBEpHOCTH AoKa3aTenscTs (Y /1) nins metonos

JIMAarHOCTUKH (AUAarHOCTUYECKUX BMEIIATEIIHCTB)

YA Pacuugposka
1 Cuctemaruueckue 0030pbl HCCIEIOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOAOM HIIH
cHUCTeMaTHYeCKUil 0030p pPaHIOMU3UPOBAHHBIX KIMHUYECKUX MCCIEIOBAHUN C
IMPUMCHCHUCM MCTa-aHAJIN3a
2 OTnenbHbIE UCCIEAOBAaHHUS C KOHTPOJEM pe(epeHCHBIM METOAOM WU OT/AEIbHbIC

PaHAOMU3UPOBAHHBIC KIIMHUYCCKUC MUCCICAOBAHUA W CHUCTCMATUYCCKUC 0630pBI
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UCCIIeIOBAaHUM  J000ro  Am3aiiHa, 3a  HMCKIIOYCHHEM  PaHIOMU3MPOBAHHBIX

KIIMHHUYCCKHUX HCCHC,Z[OBaHHf/'I, C IPUMCHCHUECM MCTa-aHAJIM3a

3 HccnenoBanust 0e3 MOCIEIOBATEIBHOTO KOHTPOJIL pe(epeHCHBIM METOIOM MU
UCCIIEIOBAaHUSI € pPe(EepeHCHBIM METO/A0M, HE SBISIONIMMCS HE3aBUCHUMBIM OT
HCCIIEyEMOI0 METO/1a UJIM HEPAHIOMU3UPOBAaHHbIE CPABHUTEIBHBIE UCCIIEIOBAHUS, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HCCpaBHI/ITeJIBHI:IC HCCIICAO0BaHNA, OITMCAHNUEC KIIMHUYCCKOT'O ClIy4das

5 Nmeetcs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS MIM MHEHHE KCIIEPTOB

Tab6auna 3. Illxana oueHkH ypoBHEH 10CTOBEpHOCTH 1oKa3arenbeTs (Y /1) ans meronos
npoUIAKTUKY, JICUEHUS ¥ peadumnuranuu (MpoQuIakTHIECKUX, Je4eOHBIX, peaOMuIUTaIllHOHHBIX

BMEIIATENIbCTB)

YA Pacun¢pposka

1 Cucrematnueckuii 0030p PKH ¢ npuMeHeHneM meTa-aHanunsa

2 Otnenvapie PKU u cuctemaruueckue 0030pbl UCCIENOBAHHA JIIOOOTO Mu3aiiHa, 3a

uckmouenuem PKHU, ¢ npumeHenneM Mera-aHanusa

3 HepaHHOMI/BI/IpOBaHHBIG CPaBHHUTCJIbHBIC HUCCIICOOBaHUA, B T.4. KOT'OPTHBIC

HUCCICI0OBaHUA

4 HCCpaBHI/ITeJIBHI:IC HCCIICAOBaHMA, OTMCAHNUEC KIIMHUYCCKOTO ClIydasa Ujin CCpUuu Ci1ydacsB,

UCCIIEIOBAHMS «CITy4ail-KOHTPOJIb

5 Nwmeercst nuimb 000OCHOBaHWUE MEXaHHM3Ma JCHCTBHUS BMEHIATEIBCTBA (JOKIMHHUYCCKUE

I/ICCHCILOBaHI/IH) HJIM MHCHUC SKCIICPTOB

Onucanue MeTOAMKH AHAJIH3A J0KA3aTeJIbCTB H Pa3padoTKH peKOMEHIAIHii:

[Ipu otbope mnyOnauKanMii, Kak MOTEHIHAIbHBIX HCTOUYHUKOB JOKa3aTEeNbCTB,
MCTOJIb30BaHHAs B KaXKJIOM MCCIIETOBAHUU METOI0JIOTUS U3ydanach Uil TOTO, YTOObI YOS TUThCS
B COOTBETCTBUU €€ IPHUHLMIIAM JO0Ka3aTEJIbHONM MeNMLMHBI. Pe3ynpTaT W3ydeHus BIMSUI Ha
YPOBEHb JJOKa3aTeIbHOCTH, IPUCBAUBACMBII MTyOJUKAIMH, YTO B CBOIO OYEpE/ib BIMIET HA CHITY,
BBITEKAIOLIUX U3 HEE PEKOMEHAIHI.

Mertononornueckoe  u3yueHue  (QOKYCHpOBaJOCh Ha  OCOOCHHOCTSAX  JAM3aiiHa
UCCIIEIOBaHMs, KOTOPBIE OKAa3bIBAJIM CYLIECTBEHHOE BIMSHUE Ha KauyeCTBO pE3yJbTaTOB U
BBIBOJIOB.

C uenbl0 HCKIIIOYEHHUS BIMAHUSA CYOBEKTHBHBIX (DAKTOPOB KaKIOE€ HCCIeI0BaHNUE

OLCHUBAJIOCH HC3aBUCHUMO, KaK MHUHHMYM JOBYMSA HC3aBUCUMBIMU UYICHAMH aBTOPCKOI'O
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KOJIJIGKTHBA. Pa3nuyust B OleHKEe 00CYKIaluCh Ha COBELIAaHMAX paboueil rpymmbl aBTOPCKOTO
KOJJIEKTHBA JAHHBIX PEKOMEHALINN.

Ha ocHoBaHMM aHanM3a J0Ka3aTeNbCTB MOCIEAOBATENFHO ObLTH pa3pabdoTaHbl pa3aesibl
KJIIMHUYECKUX PEKOMEHJALUNA C OLICHKOM CHJIBI B COOTBETCTBUU C PEUTHHIOBOM CXEMOMU
pexomeHpanui (Tadm.3).

MeTob1, NCTIOIB30BAHHBIE IS POPMYIUPOBAHUS PEKOMEHIAIINIA:
e KoHceHcyc 3kcniepToB;
e OreHKa 3HAYMMOCTH PEKOMEHIAIMi B COOTBETCTBUH C PEHTHHIOBOW cxemoi (Tab:.
4).

Tabauua 4. Illkana omneHku ypoBHel yOemurenbHOcTH pekoMenparuii (YYP) s
METOZOB MPOQWIAKTUKY, AMATHOCTHKH, JeUeHHs M peadmiutaiuu (IpoQHIaKTHYECKUX,
JIMAarHOCTHYECKUX, JIEYCOHBIX, PEa0MIUTALIMOHHBIX BMEILIATEILCTB)

YYP Pacungposka

A CunbHass pekoMeHnanus (Bce paccMaTpuBaeMble KpuUTepuu 3(PQPEeKTHBHOCTH
(ucxonpl) SBIAIOTCS Ba)XHBIMH, BCE HCCIIEJOBAaHMSI HMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOAOJOIMYECKOE  KayecTBO, HUX  BBIBOABI IO

HHTCPCCYIOIUM UCXOAaM SIBJIAOTCA COFJIaCOBaHHI:IMI/I)

B YcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpUTepun 3GGEeKTHUBHOCTH
(McxXonpl) SIBISIFOTCSL BaXKHBIMH, HE BCE HCCIIEIOBAHUS HMMEIOT BBICOKOE WIIU
YIIOBJIETBOPUTEIBHOE METOAOJIOIMYECKOe KayeCTBO W/WIM MX BBIBOJIBI 10

HHTCPCCYIOIUM UCXOAaM HEC SIBJIAIOTCS COT HaCOBaHHBIMI/I)

C Cnabas pexoMeHmaius (OTCYTCTBUE JI0KA3aTeNBCTB HAITIEKAIIETO KauecTBa (Bce
paccmarpuBaeMblie KpuTepuu 3(HHEKTHBHOCTH (MCXObI) SBISIOTCS HEBAXKHBIMH,
BCE€ HUCCIIEJIOBAaHUSI UMEIOT HU3KOE METO/I0JIOTUYECKOE KaYe€CTBO M X BBIBOJIBI 10

HHTCPCCYIOIUM UCXOAaM HEC SBJIAIOTCS COT HaCOBaHHBIMI/I)

OxoHuYaTe/bHAA pelaKIus

Jlisi OKOHYATeNBbHOW PEAAaKIMM M KOHTPOJS KauecTBAa PEKOMEH[AIUU OBUIH MOBTOPHO
MIPOAHAIU3UPOBAHBI YIIEHAMHU aBTOPCKOT'0 KOJIEKTUBA, KOTOPBIE MPHUIILIU K 3aKITI0YEHUIO, UTO BCE
CYILIECTBEHHbIE 3aMe4YaHUsi ¥ KOMMEHTApUU OJKCIEPTOB TMPHUHATHI BO BHUMAaHUE, PHUCK
CHCTEMaTHYECKUX OLIMOOK MpH pa3paboTKe CBEACH K MUHUMYMY.

Iopsaok 00HOB/IeHHS KIMHUYECKHX PEKOMEH/Ialuii.

MexaHu3mM  OOHOBIIGHHS  KIMHUYECKMX  PEKOMEHIAlMKA  MpelycMaTpuBaeT X
CHUCTEMATUYECKYIO aKTyaJIM3al1I0 — HE PEKe YeM OJMH pa3 B TPU rojia, a TaKkKe MpHU MOSBICHUU

HOBBIX JAHHBIX C IIO3HMIIUU HOKaSaTeJIBHOf/’I MCIUIIMHBI IO BOIIPOCaAaM AMWAIrHOCTUKH, JICUCHUA,
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npopWIaKTUKA UM peabWIMTalMi KOHKPETHBIX 3a00JIeBaHMM, HaIMYUM OOOCHOBAaHHBIX

JIOTIOJTHeHUI/3aMe"anuil Kk paHee yTBepka¢HHbIM KP, HO He yaie 1 pa3a B 6 MecsIeB.

HpHJIO)I(eHI/Ie A3. CnpaBquMe MaTepuaJabl, BKJIIO4YasA COOTBETCTBHUC
NMOKAa3aHuM K NPHUMCHCHHIO " HpOTI/IBOIIOKaIiaHI/Iﬁ, crocoooB NPUMCHCHHUSA U
03 JICKAPCTBECHHLIX NMPENnapaToB, HHCTPYKIUH IO IPUMEHCHUTO

JEKAPCTBCHHOI'O IIPpCHIaparTa

Her
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IIpuioxkenue b. AlropuTmsl AeHCTBUH Bpaya

IIpunoxenne b1.

AJNTOpUTM IMATHOCTHKH M JICYEHHUSI OCTPOH aTaKu OCTPoi nopupuu.

Octpbie 60u B 3xmBoTe 683 NnepUToHeaNbHbIX OcTpbii BANLIK TETPanapes
3HaKOB U OGBLEKTUBHO YCTaHOBNAEHHOMN u/mnun
nNpuuYMHbI > 1 CyTOK ocTpan suuedanonatma
Aa
v Y

Niobbie 2 NPU3HAKA U3 HUIKENEPEYUC/TEHHBIX:
® UHTeHCUBHbIE B0NK B HUBOTE U/UNK NOACHULE
® 3BTOHOMHAS ANCOYHKUMA (TaxuKapaus u/unu aprepuancHas
rMNEpPTEH3MUA, 3aN0P W/UNN 334EPKKa MOUM)
® UNOHaTPUEMUA
® NCUXMYECKUE PACCTPOMCTBE U/UNK SNUNENTUYECKUE NPUNAAKK
® KEHCKWIA NON, PENPOAYKTMBHbBIM BO3PaCT

! fa
KauectBennsrii Tect Ha [TBI" Moy B Teuenue nepbix cyTok (A09.28.008 —

HCCIIeJOBaHHE YPOBHS NOP(GUPHHOB U UX IPOU3BOJHBIX B MOYE)
* 0TKa3 OT Ha3HA4YeHHs MOP(GUPHHOTEeHHBIX NPENAPATOB, NOCPKUBAIONIAs TEPAITHS

(-]

KomuyectBennsiit anami3z AJIK u ITBI" moun (A09.28.008 — uccnenoBanue ypoBHs
OopGHUPHUHOB M MX NPOU3BOJIHEIX B MOYE)

L 1 v
> 5 pas3 BbIlLE HOPMbI I < 5 pas BblWwe HOpPMbI HOopMa
A 4
Octpas nopdupmsa WUCKNHONEHME MHBIX NPUYUH NPOAONKHTE
CNenoBoi NOpHUPHMHYPUM obcnegoeanue

BBEAeHME reMUHA
BBEAEHME AEeKCTPOo3bl**
WCKMHOYEHMS NOPdUpPMHOreHHbIX
npenapaToe

* NOAAEPHMBAIOWAEA U
BOCCTAHOBUTENbHAR TEPANUA

|

* Bo Bpems peMuccuy — HaOJIIO/IEHHE Yy Bpada-reMaTosiora

* Ilpodunaxtuka obocTpeHuit

*  MonexkynapHO-TCHeTUYECKHIT ~ aHAIM3 Ha  HalU4He
MyTaliii TreHoB  OumocuHTe3a rema  (KOMIUIEKC
HCCIEAOBAHMMA JUI1 JHATHOCTHKHA OCTPOH IE€YEHOYHOU
nopbupun) y npobaHaa H poJCTBEHHUKOB
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IIpuniaoxenne b2.

AJTOpHUTM JIA0OPATOPHBIX HCCICAOBAHMI I MOATBep:kAeHus n1uarHo3a OIl

CRPKHHHI' BO BpeM# aTaKH

1) Kauecteennan peakuns Ha IIBI" Moun (coOpaHa Ha BEICOTE CHMIITOMOB, B IIOCYAY, 3aIHIICHHYIO
ot comHeyHoro ceera) (A09.28.008 — uccnenopanye ypoBHs IOPQUPHUHOB M MX MPOM3BOIHBIX B MOYE)

MonoXuTenbHbIA UK OTpuuarenbHbIv
COMHUTENbHbIA

WW

BepoAaTHOCTb ocTpoit nopdupumn >70% OcTtpaa nopdupua manosepoAaTHa, NPU COXPaHEHUM

KAMHMYECKOTO NOA03PEHUSA, MpoBeAEHUE

KonunyecTseHHoro uccnegosanua N6 u AJIK

2) KommmuectBennoe uccnenosanue I16I° u AJIK B Moue
(A09.28.008 — uccnenoBanue ypoBHs MOPHUPHUHOB U X IPOU3BOJHEIX B MOYE)
IIBI" (Bcerma MoBBIIIEH MUHUMYM > B 5 pa3, 00sr4HO > 50 pa3)
AJIK (Bceraa noBeimena). Eciiu AJIK > I1BI, HCKITFOYUTH OTpaBIICHHE CBUHIIOM

MonoxurenbHbIA
pesynbTar

HpH HaJIAYHH TAXKEIBIX HIITH YMCPCHHBIX KIIHHHYICCKHX HpOi[BJ'ICHHﬁ 4aTaKHu l'IOp¢HpHPI_. Ha4aTh TCPAITHIO|

ApPpTHHAaTOM réMa

IIpoBeneHre MONEKYISIPHO-TEHETHYECKOTIO aHAJIN3a Ha HAJIMYUe MyTallUui TeHOB
OMocHHTE3a TeEMA B IIEpHUO PEMUCCHH (B03.019.017 - xoMIIeKc MCCIIEA0BaHMIA IS TUATHOCTHKH OCTPOM

TIEYCHOYHOM NOPQUPHK)  OTTIT- ren HMBS
HKTI: ren CPO
BII: ren PPOX

(HKII - macnencreennas kompomnopdupus; BII - Bapueratnas nopdupus; HMBS -runpoKkcHMeTHIONIHAH

cunretasa; CPO - konpomnopduprHoreH okcuaasza; PPOX - mpoTonopGuprHOreH OKCHIa3a)
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Ipuiaoxenue B. UnpopMmanus 1is manueHTa

Hoppupuu — rpynna peaxux 3a0osieBaHUM, MepeNalOMIUXCs 0 HACIEACTBY, B OCHOBE
KOTOPBIX JIC)KUT FeHETUYECKas MOJIOMKA, IPUBOJALIAS K U3MEHEHUIO aKTUBHOCTH (DEPMEHTOB,
YUYaCTBYIOUIMX B CUHTE3€ reMa — BaKHOW COCTaBHOM YacTH FeMOTJIO0MHA SPUTPOIIUTOB.

[Tpu octprix nopdupusx (OII) 3T0T CKpBITHIN Ae)EKT NPOSBIAETCS MPH BO3ACHCTBUN
POBOLMPYIOUIMX (PaKTOPOB B BUAE OCTPOrO IMpHCTyNa (aTaku), MPOTEKAIOIIEro ¢ OONsIMHU B
KMBOTE, TOIIHOTOM, 3alopoM, YYaIlleHHBIM CepIleOneHHEM, MOBBIIIEHHEM apTepHaAIbLHOTO
TaBJICHUS] U IPYTMMU CUMIITOMaMH TUC(YHKIMU BEreTaTUBHONW HEPBHOW CHCTEMBI. B TsDKebIX
Clly4asiX, IPU OTCYTCTBUM CBOEBPEMEHHOIO JIEYEHMs, MOTYT TaKK€ pa3BUThCS Mapajiuud,
SMHUJIENTUYECKHE NPUIAAKH, paccTpoiicTBa co3HaHus. OOs3aTeNbHBIM KpPUTEPHUEM IHAarHO3a
ataku OII sABiseTcs OTCYTCTBUE APYTUX NPUUYUH PA3BUTHUS yKA3aHHBIX CHMIITOMOB, a TaKke
Oosee, yeM S5-KpaTHOE MOBBIIICHWE YPOBHS MOpP(GOOMIMHOTEHa B MOYE, YTO, KaK IPaBHIIO,
COITPOBO’KIAETCS OKpAIIMBAaHMEM MOYH B TEMHBIH IIBET - OT PO30BOr0 JJO OOPIOBOTO OTTEHKA.

K octpbim nopdupusimM oTHOCATCS:

. Ocrtpas nepemexaromasics nopupus
. Bapuerarnas nopdupust
. HacnexncrBennast konponopupust

Knuanyeckast xkapTUHa M JieUeHHE aTak BceX (OpM OCTpBIX MOp(UPHI OAMHAKOBHI,
nostoMy auddepeHranbias JIUAarHOCTHKA TEPEYUCICHHBIX BapUaHTOB HE  SBISETCA
HEOTJIOXKHOM MEpOi 1 MOKET OBITH BBHIIIOJHEHA B HEAKTUBHYIO (a3y 3a00JIeBaHMUs.

VY Bcex manmentoB OIl mmMeercst BpOXXACHHBIM AedeKkT (MyTals IeHa OJHOTO U3
(dbepMeHTOB OMOCHHTE3a TreMa), YHACJICIOBAaHHBIM OT OJHOTO U3 poauTesci. Y OONBIIMHCTBA
HOCUTENIeH Takoro nedekTa HUKAKMX KIMHUYECKUX TMPOsBICHUN 3a0oieBaHusi HeT. ATaka
nophupuu pa3BUBAETCS MPH YCIOBUHU BO3ACUCTBUS CIEU(PUIESCKUX TPOBOLUPYIOUINX (DAKTOPOB.

K ycTaHOBI€HHBIM IPOBOLMPYIOIIUM (TOPHUPUHOTEHHBIM) (haKTOpaM OTHOCSITCS MHOTHE
JICKapCTBEHHbIC MpEraparhbl, ajKorojib, HWH(GEKUUH, KoiedaHus TOPMOHAIBHOTO (poHA
(MeHCTpyanbHBIN LUKJ, OEPEMEHHOCTD), TOJIOAaHNE, HU3KOYTJIEBOIHAS TUETA, T.€. T€ (DaKTOPHI,
KOTOpPBIE CTUMYJIMPYIOT 00pa3oBaHUE remMa B MEUYEHHU.

[TockonbKy MEHCTpYaJbHBIA LUK SBJISETCS TJIABHBIM SHJOTCHHBIM HPOBOLUPYIOIIUM
¢dakxTopoM, 80% maIMEeHTOB C OCTPON MOPPHUPHUEH COCTABISIOT KEHITHHBI B Bo3pacTe oT 20 110 45
net. 3a0oJeBaHuEe PEIKO MPOSIBIISIETCS 10 MyOepTaTHOIO BO3pacTa, a TAKXKe B MEHOMay3e. ATaku
nophUpUN Y My>YUH BO3MOXKHBI, HO BCTPEYAIOTCS TOPA3/I0 PEKE, YEM Y JKEHILUH.

dotonepmMaTo3 B BHJIE MOBBILIEHHOW PAHUMOCTH KOKH, OOpa3oBaHHM IIy3bIpeil Mpu

MHCOJISIIMK HabrogaeTcst BHE CBsi3u ¢ atakamu y 14-80% OonbHBIX BapueraTHON mopQupuei,
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KpailHe peaKko - TMpH HACIEACTBEHHOW Kompomoppupuu, W HHUKOTJA - TPH OCTPOH
nepemexaromieiics nopdupuu. OOBIYHO CUMITOMBI PAa3BUBAIOTCS B BECCHHE-JIETHUM MEPHOJ.
Tepamnus 3akitoyaeTcs B 3alIUTE OT COJIHEYHOIO U3IyUueHus (0AekKaa, KpeMa).

JlaGopatopHnast nuarnoctuka ataku OIl ocHOBBIBaeTCsl Ha OIpeIeIEHUH B MOU€ U30BITKA
nmopoOUITMHOTEHA, KOTOPBIH MOXKET OBITh BBISBIICH KaUECTBEHHOW pPEaKIeil W B JajdbHEeHIeM
MOATBEPIK/ICH KOJMYECTBEHHBIM aHanu30M. MosnekynsipHo-renernueckuii ananus (JAHK-ananuz)
— HaumOoJee HAACKHBIN criocod moaTBepkaeHus AuarHo3a OIl kak y OOJBHBIX ¢ KIMHUYECKHUMHU
MIPOSIBJIICHUSIMU 3200JI€BaHUSI, TaK M Y UX POJCTBEHHUKOB.

[Tpu pa3Butum Oosiell B )KMBOTE y MalMeHTa ¢ paHee auarHoctupoBaHHoil OIl, momumo
HOBOM aTaku, KOKJbIA pa3 HEOOXOIMMO HCKIIIOYATh JPYTHe MPUIUHEI O0JICH, B IEPBYIO OUepeib
- BOCTIAJIUTEJIbHBIC 3a00JI€BaHHSI OPraHOB OPIOIIHOM MOJOCTH.

. BaxxHo#t yacTbio JeueHHs SBISETCA a/JIeKBaTHOE MUTAHUE, TPU HEOOXOIUMOCTH -
yepe3 Ha3oracTpajbHBIA 30H[, JieueHHEe HMH(EKIMOHHBIX OCIOXHEHUH M CHUMITOMAaTHYecKas
Tepanusi MOBBIILIEHHOT0 apTEPUAIbHOIO JaBICHUS, TAXUKapIUH, TOIIHOTHI U T.[.

. B ciyuae pa3BuTHs mapanuueil BO BpeMsl aTakd, peaOWiIMTanus MOKET OBITh
JUIATEIILHOM.

C uenbro npodmnaktuku arak OIl HeobxoauMo:
e BecTu 310p0OBbIii 00pa3 )KU3HU:

o PerynsapHoe HOpMO-KanopuiiHOe nuTaHue. JJoOCTHKEHNE BEpXHEN TPaHULIbI HOPMBI
unaekca maccsl Tena (MMT). [laxe B ciyuae JiedeHUs 0KUPEHUs, HEIOILy CTUMA JKECTKAsI
0e3yrineBoHas JUeTa U pe3Koe CHUYKEHUE MACChI Tela.

o MW3berare npuema ankoroJst (BO BpeMs MOJIHOM PEMUCCHH JJOITyCTUMBI HEOOJIBIIINE 03B
ankorods, 10 12 r uucroro cnupta B AeHb: 120 miu 10-15% Buna unm 330 mi 4% niuBa, cuapa).

o OrTka3 oT KypeHusl.

o IIpodunakTuka CTPECCOBBIX CUTyalUi, TP HEOOXOAMMOCTH, IICUXOTEPAHS U IPUEM
AHTHUJIEIIPECCAHTOB, I0CTATOYHOE BPEMsI ISl CHA U OTIbIXA.

o CBoeBpeMeHHOE JIeUeHHE IPYTUX 3a00JIeBaHU, 0COOCHHO 00YCIOBIEHHBIX
OaKkTepHaIbHBIMU UH(PEKIUAMH (IIUCTUT, MUEIOHEPPUT, aHTUHA, OPOHXUT, CHHYCHT U T.1.)

o llpoBenenue IHK-a1arHocTUKM HOCUTEIBCTBA MyTAHTHOI'O T'€HA CPEAN POJCTBEHHUKOB
NAaIMEeHTOB, T.K. BEPOATHOCTh MNEpeAayd T€HETHUYECKOro nedekTa CIeAyIoLIeMy IMOKOJICHHUIO
cocraBisieT 50%. Ecnu HocurenscTBo OIl BBISIBIEHO B I€TCKOM BO3pacTe, TO MPH aJeKBaTHON
npoUIaKTUKE, BEPOSITHOCTh aTak B OyayiieM cHmkaeTcs 10 1-5%. [IpenartanbHas 1uarHocTuKa

HE TIPOBOJUTCA.
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NAIMEHTKHA C PEI'YJISIPHBIMUA MEHCTPYAJIBHO-
ACCOIIMUPOBAHHBIMU ATAKAMHM

[Tpumepno y 30 % sxenmumn ¢ OIl pa3BuBaercs npeaMeHCTPYyaIbHbBII 00IEBOM CHHAPOM
MHOTI'/Ia C TOUTHOTOM, 3aIl0paMH U YYalleHHbIM cep/ieOneHneM. B O0nbIIMHCTBE CllyyaeB 3TO -
JIETKHE aTaku, He TPeOyIolie roCIUTAIN3aIIH.

Oxkono 3-5% »xeHuuH ¢ OIl UCHBITHIBAIOT TSKEIBIE PETYJIAPHBIE aTaKd, CBSI3aHHBIE C
MEHCTPYaJIbHBIM LIMKJIOM (C MHTEPBAJIOM 2-4 HENENM), YTO ACCOLUUHUPYETCS C KpaliHE HU3KUM
KAaueCTBOM HMX >KM3HHM U BBICOKMM PHCKOM JIETAJIBHOI'O MCXO0Ja. DTOM Ipylie MalueHTOK, Npu
HEd(PPEKTUBHOCTH CTAaHAAPTHBIX MEPONPUATHI MO KOPpPEKIUH o0pa3a >KW3HHW, IOKa3aHa
IIPEBEHTUBHAs] TOPMOHAJIbHAS TEpanus 10 HA3HAYEHUIO Bpada-aKyllepa-TMHEKOJI0ra COBMECTHO
CO CMEUUAIHUCTOM O TOPPHUPHUH.

BEPEMEHHOCTb

[Tpu ycnoBUM HUCKIIOYEHHS MPOBOLUPYIOMHKX (PAKTOPOB M aJEKBATHOM NHTAHUHM TPU
pPaHHUX TOKCHKO3aX, OEpEeMEHHOCTh PEIKO IMPOBOIMPYET aTaku MOp(UPHU, MO3TOMY 3arper
6epemenHocty y nauueHTok Ol He onpaBiaHo.

INO3JHUE OCJIOXKHEHMUS OI1

V¥V nanuentoB ¢ OIl BbiIcOKa BEPOATHOCTb MOCTENEHHOI'O MOBBIIMIEHHUS apTEPHAIBLHOTO
JaBJICHUSI, TO3TOMY HEOOXOAMMO PETYIISPHO KOHTPOJIUPOBAThH €TO YPOBEHb.

[TocTrenieHHOE TMOBBILICHNE TOKa3aTeleld KpeaTWHUHA CBUICTEILCTBYET 00 yXyALICHUU
pabotsl movek, Habmoaaercsa y 10-15% nmauuentos ¢ OIT. OObIYHO 3TO aCCOUUUPYETCS C YACTHIMU
aTaKaMH, MOBBIIIEHUEM apTePUAIBHOTO JIABJICHHUS U PETYIISPHBIM YIIOTpeOJICHNEM HECTEPOUIHBIX
IIPOTUBOBOCIAJIUTENBHBIX M INPOTUBOPEBMATHUYECKUX  IpenapaTtoB.  PekomeHayercs
NEPUOIMYECKUN KOHTPOJIb YPOBHS KPEaTHHHHA, aleKBaTHBIA MUTHEBOM PEXXUM U OrpaHHUYCHHE
UCIIOJIb30BaHUsl ~ HECTEPOUAHBIX  MPOTHUBOBOCHAIMUTENBHBIX M NPOTHBOPEBMATHYECKHUX
IIpEnapaToB.

JUCIHHAHCEPHOE HABJIIOJEHUE

[Tanmentam, mnepeHecmnM ataky OIl, moka3aHO NEpPUOAMYECKOE JUCIAHCEPHOE
oOciieloBaHHE B MEXIPUCTYNHBIA 1epuoa. [lepuoAnYHOCTH OCMOTPOB  ONpeaesseTcs
uHauBHAyanbHO (0T 1 pa3za B 3 Mecsilla O HECKOJbKUX JIET) M 3aBUCHUT OT KOJIMYECTBA
IIEPEHECEHHBIX NIPUCTYNOB B MPOLUIOM M MX YaCTOTHI 3a MOCIEAHUN T'OJ], TSKECTH OCTATOYHOMN

CHUMIITOMAaTHUKH, HAJITUYUA J)Kanob u BO3pacTa malrucHTA.
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Hpuiaoxenue I'l1-I'N. IIIkajbl OlleHKH, BOIPOCHUKHU U APyIrue O eHOYHbIEe
HHCTPYMEHTBI COCTOSHUSA MALUEHTA, IPUBEACHHbIC B KIMHUYECKHX
pPeKOMeHIanuAX

IIkana Ne 1. BuzyajibHo-aHa10ropasi mkaJja 00y

LLkana 10-6anbHOW OLLeHKN UHTEHCUBHOCTK 60nn
L | | | | | | | | | |
| | | | | | | | | | |
0 1 2 3 4 5 6 7 8 9 10
HeT ymepeHHan 6onb HeBbIHOCHMMaR
| Mecmocsubamuema T
BusyanbHas aHanorosas wkana 6onm
| |
I |
HeT HEeBbIHOCUMARA
6onun 6oneb
MpocTasn onucarenbHas WKana UHTEHCUBHOCTKU 601N
L | | | | |
| | | 1 | |
HeT cna6as yMmepeHHan CU/IbHAA OYEeHb CUMbHAA HeBbIHOCUMARA

Ha3zBanue Ha pycckoM si3bike: BusyanbHo-aHaorosast mkana 6oiu

OpurnnansHoe HazBaHue: Visual Analog Scale

Uctounuk: M. Haefeli, A. Elfering. Pain assessment. Eur Spine J. 2006;v. 15 (Supp.
1):S17-S24 [59].

Tumn: mkaxa oeHKn

Ha3znauenue: olieHKa HHTEHCUBHOCTHU 00JIEBOTO CHHIPOMA.

O1eHOYHBIN HHCTPYMEHT, COACPKAHKE: CM. IIIKaIly.

Kitou (unTepriperanus): Meroa CyObEKTUBHOM OLIEHKH OOIH 3aKIIF0OYAeTCS B TOM, YTO
MAlUMEHTa TPOCAT OTMETUTh HA HErpaJyMpOBaHHON JIWMHUM AauHOW 10 cM TOuKy, KOTopas
COOTBETCTBYET CTENEHM BBIpAXEHHOCTH Oonu. JleBas rpaHuIla JMHUU COOTBETCTBYET
OIIpeICIIEHUIO «0O0JTM HET COBCEM», IIpaBasi — «HEBbIHOCHMas 00J1b». Kak mpaBumiio, ucnonb3yercs
OyMakHasi, KapTOHHasi WM IUIacTMaccoBas JmHerka mmuHoi 10 cm. C oOpaTHOW CTOPOHBI
JIMHENKN HaHECEHBI CAHTUMETPOBBIE JAEJIEHUS, 10 KOTOPBIM Bpay OTMEUYAET MOJyYEHHOE 3HAUCHHE
U 3aHOCHT B MCTOpPHIO OOJe3HH WM aMmOynaTopHyro KapTy. IIpu OTCyTCTBUHM CIEIHMaIbHBIX

JMHEEK, HyMEPHUECKYI0 M BU3yaJbHYIO aHasoroByto mkany (BAILl) neyaraior Ha 0JJHOM JHCTE,
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KOTOpBIN nanee crubaetcs Tak, 4To0bl BAII u mkana 10-6anpHOM olleHKH 00JIM OKa3aJIuCh C
pasHbIXx cTopoH. TakuMm oOpa3oM, mHaunueHT, mpocTaBisis oTMeTKy B BAILL, He BuauT ee
HyMEpUYECKOE 3HAUEHHUE, a Bpay, pa30rHyB JIMCT, COOTHOCUT OTMEUYEHHYIO NALUEHTOM TOYKY C

HYMEPUYECKUM 3HAUYCHHUEM.
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