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Cnmcok cokpameHniu
AJIK — nenpra-aMUHOJIEBYJIMHOBAs KUCIIOTA
Al — aHTUIMYpETUYECKHIT TOPMOH
AYTB- akTHBHpPOBaHHOE YACTUYHOE TPOMOOIIACTUHOBOE BpeEMs
I’AMK-ramma-amMmuHOMACIISIHAsE KUCIOTa
KKT — xkeny104HO-KHILIEYHBIM TPAKT
KT — xomnbroTepHas Tomorpadus
MPT — MarHuTHO-pe30HaHCHasi TOMOTrpadus
OII — ocTpsie nopdupun
OIIIT - ocTpas nepemesxatroiasicss nophupus
[IBI" — nopdobunnHOreH
V3U — ynbTpa3zByKOBOE UCCIIETIOBAHUE
OKI' — sanekTpokapauorpamma
O0I" — sanekTposHedanrorpaMma
OMI' - sanekrpomuorpadus
HIIBII — HecTepouHbie TPOTUBOBOCIAIMTENIbHBIEC MPEeNapaThl
BAIII — Bu3yanbpHas aHanoroBas Ikaia

CPb- C peaktuBHBII Oe0K

K - xanuit
NA — Hatpuit
CL — xnop

K®K - xpeatundochoknnaza

OXCC — obmras xene30CBA3bIBaroNIas CloCOOHOCTh CBIBOPOTKH
COD — cKkOpOCTh OCENAHUS SPUTPOLIUTOB

UCC — yacToTa cepJeUHbIX COKPAIICHUMA

NBJI — uckyccTBeHHast BEHTWISLUSA JIETKUX



TepMuHBI U onpee/IeHUs

Octpsoie noppupun (OII) — rpymna reHeTHYECKH JIETEPMUHUPOBAHHBIX 3a00JICBAHUM,
aCCOIIMMPOBAHHBIX C IIUKJIOM OMOCHHTE3a reMa, MMEIOIINX WHAYIIMPOBAHHBIA XapakTep, ObICTPO
IIPOrPECCUPYIOLIEE TEUYEHUE C MOPAKEHUEM PA3JIMYHBIX OTJEIOB HEPBHOM CHCTEMbl U
HEHpPOryMOpaabHbIMU HaPYILIEHUSMH.

Hop¢gupunpl, npeamecCTBEHHUKH MNOPGUPHMHOB — TPOAYKTHl IPOMEKYTOUHBIX
CTyneHeil OnocuHTe3a rema.

AmunojeByauHoBas kucjaora (AJIK) u noppodununoren (IIBI') - npenmecTBeHHUKN
noppUpUHOB, OONagaroNIe HEHPOTOKCUYHOCTHIO M OTBEYAIOIIHME 3a pa3BUTHE OO0JIEBOTO
CHUH/IpOMa U OCTPOI aBTOHOMHOM UC(YHKITHH.

HeiipoBucuepajibHble CHUMNTOMBI — OO0OJM B JKMBOTE, 3amop, TOLIHOTA, pBOTA,
TaxuKapus, apTepruaibHasi TUIIEPTEH3Us, Tape3 MOUYEBOI0 My3bIpsi — CHMITOMBI, 00YCIIOBJIIEHHbIE

OCTpOI aBTOHOMHOM UC(HYHKITHEH.

ATtaka ocrpoii moppupuUM — OCTPOE€ pa3BUTUE HEHWPOBUCLEPAIBHBIX CHUMIITOMOB,

accolMupoBaHHOE ¢ nmoBbIeHHON dkckpenreit AJIK u I1BI" ¢ mouoii.



1. KpaTkasi undgopmanus no 3a00/1eBAaHUIO0 WM COCTOSIHUIO (Tpymnie

3200J1eBaAHUI MJIA COCTOSTHUA)

1.1 Onpeneaenue 3200JeBaHMSA WJIH COCTOAHHA (rpynnbl 3a00J1€eBAHUNA WU

COCTOSIHMiA)

Hop¢upumn — rpymnmna perkux HacjleICTBEHHBIX METa00INYECKUX 3a00JI€BaHN, B OCHOBE
KOTOpPBIX  JIKUT TEHETHYeCKUH JedeKT (PYHKIMOHAIbHOW aKTHUBHOCTH  (DEpMEHTOB,
YYaCTBYIOIINX B OMocuHTEe3e rema (puc. 1).

Octpble mopdupuu — rpynna nop@upHii, Ipu KOTOPBIX JATEHTHBIA TI'€HETUYECKUI
neQeKT NpHU BO3AECUCTBUU MPOBOLUPYIOMIMX (TMOPGUPHUHOTEHHBIX) (HDAaKTOPOB MPOSBIIAETCS
M30BITOYHBIM HAKOIUJIEHMEM B MEYEHU NPEIIeCTBEHHUKOB MOPPUPUHOB, aMHUHOJIEBYIMHOBON
kucnotsl (AJIK) u nopdodbununorena (I1bI°), oOnanaronux Beipak€HHBIMUA HEHPOTOKCHUECKUMU
ahdexTaMu U OMOCPEAYIOMNUX Pa3BUTHE OCTPOTO MPHUCTyIa 3a00JieBaHUs (aTaka) ¢ MTUPOKHM

CIIEKTPOM HEHPOBHCIIEPATbHBIX CUMITTOMOB [1,2].

@ epMeHT MeradorndecKkas NemodKa Bua nopdupun
111 ANK-cUHTeTasa I'mmee s  CyKUHHHI-KOA
E Ne4YyeHu-
ETOUesol epMenm 111 AMUHONEBYNUHOBARA

Ilopdupusa BEcIencTERe JedHNHTA

ATTK-gernapaTazbl

kucnota (ANK)
— # _—

AJTK-germaoparaza

111 MNopdobunuxorenH (MEN)

T HApOKCHMETHIOHTHAH g % — || OcTpas nepeMeXaMAaACH

CHHTETaza nopc]l mpma (OIIII)
[TuapokcHMeTHIOHTHAH)

Vpomopdupaaocren 111 — l — » BpomasHHaz 3pHIPONO3THISCEAT

CHHTETaza nopdupna

VpomopdipaHOreH

VponophupHHOreH TTozaman koxHad nopdupHs

.

OeKapOOKCHTAza
Konponopdupasores
KonponopdupaHOTEH HacaegcTBeHHARA
ponopdup ‘l a
OKCHIAZa Komponopgupaa
TIpoTonophHpHEOrEH
TIporonopdupHEOTren — » . s ‘l BapueraTtHas nopyapaA
OKCHIaza
TTporonopdupus
Peppoxenarasa SPHPTPONOITHISCKAT
PP * PHPTP
npotonopbHpHT

TEM



Pucynox 1. buocunres rema u paznudnsie GopMsl HOphUpHil B COOTBETCTBUU C OMOXMMUYECKHM

TePEeKTOM.

1.2 DTHOJIOrHsI M IATOreHe3 32001eBAHUS HJIM COCTOSTHHUSI (rpynnel 3a00J1eBaAHUE HIH

COCTOSIHMA)

B ocHoBe pa3BuTHs OCTpbIX NOPPUPHUH JIeKAT MyTal[UU T€HOB, OTBETCTBEHHBIX 32 CUHTE3
(depMeHTOB LMKJIa OMocuHTe3a rema B mnedeHu (puc 1, tabm. 1). Bece octpeie mopdupuu, 3a
HCKIIIOYEHHEM KpaiftHe penkoil ¢opmel, oOycnmoBinenHoit nedunmurom AJIK neruaparassi,

SIBJISIIOTCS. @yTOCOMHO-JIOMHUHAHTHBIMH 3a00JIEBAHUSIMU C HETIOJHOW MEHETPAHTHOCTHIO (Tab:.1)

[3].
Tabnuma 1. MonekynsipHas reHeTUKa OCTpbIX mophupuit

3aboneBanue depMeHT T'en KomnuectBo  Hacnenosa-

BBISABJICHHBIX — HUE
MyTanui*
CumBon Pazmep Toznmms

Topdupwus, Jerupaparasza ALAD 7 kb 9934 12 AP

00yCII0BICHHAs AMHHOJICBYIMHOBOM

nedummrom  AJIK  kucnors

ZeTUapaTasbl

Ocrpast T'uppoxcumermn-6mmman  HMBS 10 kb 11923 424 Al

nepeMexaroras CHHTETa3a

nop¢upwust (OITIT)

HacnencreeHnast Okcujasa CPO 14 kb 3912 75 Al

Korpornopdupust KorponopdupruHorena

(HKII)

BapuerarHas Okcujasa PPOX 5.5 kb 1g22 185 ALl

nop¢upust (BIT) nporonopupUHOreHa

AP, ayrocoMHO-perieccuBHbIit; AJl, ayroCOMHO-TOMUHAHTHBI; Kb, ThICSUM Map HyKIeOTHa0B (Kniio0a3)

*ITo manueiM MuaTepHeT-pecypca « The Human Gene Mutation Database» http://mww.hgmd.cf.ac.uk na 09.2019

Jns Bcex (opM ocTpelX Hopdupuil XapakTepHa JMIIb YaCTUYHAs HEJAOCTATOYHOCTh

(epMEeHTHON aKTHBHOCTH, U B (DU3MOJIOTHUECKUX YCIOBUSAX OCTATOYHON aKTUBHOCTH (pepMeHTa
XBaTaeT A MOJAJEpKaHUS HOPMAJIBHOIO roMeocrasa rema. /g pa3sBUTHS OCTPOrO NMPUCTyHa
HE00X0AMMO BO3/I€HCTBHE MPOBOLMPYIOMINX (DaKTOPOB, Hallle HECKOJIBKHUX MocienoBarenbHo. K
YCTaHOBJICHHBIM  MPOBOLMPYIOUUM  (MOPHUPHUHOTEHHBIM)  (aKTOpaM OTHOCSTCS MHOTHE

JICKApCTBCHHBIC  IIpCHIapaTthbl, aJIKOTOJIb, I/IH(I)GKL[I/II/I, KOJIeOaHHs TOPMOHAJIBHOT'O (I)OHa

(MeHCTpyanbHBIA ITMKJI, OEpEeMEHHOCTb) M THIOTIUKeMHs, T. €. (aKTOPhI, CIOCOOHBIE

8
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CTUMYJIMpOBaTh CUHTE3 Tema rematouuramu [4]. OCHOBHOM  MEXaHU3M  JICHCTBHSI
nop(upPHUHOTEHHBIX (PAKTOPOB, MO-BUJMMOMY, CBS3aH C MOBBIIICHHON MOTPEOHOCTHIO B CHHTE3E
muToxpoma P 450 mim npyrux reMOonpoTEeMHOB U, KaK CIIEACTBUE, MHTEHCH(UKALMEH CHHTE3a
reMa, 4To YCJIOBHSX HEJJOCTATOYHON aKTHBHOCTH OJHOTO M3 (PEpMEHTOB HKKIIa OMOCHHTE3a remMa
MPOSIBISIETCS. HAKOIUICHMEM TOKCHYHBIX KOHIICHTPAalUWd MOPGUPHUHOB M PA3BUTHEM OCTPOTO
npuctyna nopdupuu [2].

1.2.1 IlaTorenes arakKu ocTpoii nopdupun

Bces cumnTomaTtrka atak octpoil mopdupuu, BKIOYas OOJH B KUBOTE, SBIISIETCS
MPOSIBJICHUEM BEreTaTUBHON W MOTOPHOM MOJMHEBPONATUH, a Takke Iuddy3HO-04aroBoro
nopaxkenust [[HC (sunedanonarun) (tadn.5) [5]. B HacTosiiee BpeMst 00CYKIaI0TCS HECKOIBKO
MOTEHIIUATFHBIX MEXaHU3MOB TPAH3UTOPHOTO TIOBPEK/ICHNS HEPBHOW CHCTEMBI BO BPEMSI aTaKu:

e npsiMoil HelipoTokcudeckuil 3pdexT Bricokoit KoHLeHTpaunu AJIK;

e onocpenoBaHHblil dpdextT AJIK n3-3a CTPYKTYpHOTO CXOJICTBA C TOPMO3HBIMHU
HerpoTpaHemutTepaMu - 'TAMK u rioyramaroM, M yTpato HMX TOPMO3HOTO
addexra B ITHC mpu n3deiTRe AJIK;

e nuToTOKCHYecKue 3((HeKThl CBOOOTHBIX PaJUKaAIOB BCIEACTBUE X MOBBIIIEHHON
MPOAYKIIUHA, OOYCIIOBJICHHOW OHHOJM3AIMEH M ayTOOKCHIAlUeH W30BITOYHOTO
xommdectBa AJIK;

® BEpOSATHBIN AePUIUT reM-coAepKairux (epMEHTOB B HEPBHOM TKAHU.

Teuenue araku, BKIIIOYas HayallbHbIE MPOSBICHUS U IMOCIEIOBATEIHLHOCTh CHUMIITOMOB,
MIPUCOEIUHSIONINXCS MTPU IPOTPECCUPOBAHUM aTaKH, BEPOSTHO, CBS3aHO C PA3IIMYHOM CTEIIEHBIO
MPOHUIIAEMOCTH  T'eMaTo-HeBPaJbHOTO U TremMaro-3Huedannueckoro  0appepoB A
MpeIIeCTBeHHUKOB NOphupuHoB. OTCYTCTBUE Oaphepa Uisi aBTOHOMHBIX HEPBOB M BBICOKas
MIPOHUIIAEMOCTh TeMaTo-3HIle(aanueckoro 6aprepa B 00JAaCTH TUMOTaIaMmyca U JIMMOUYECKON
o0JacTu, MOTYT CIY)KUTh OOBsSICHEHHEM Je0l0Ta aTakd ¢ aBTOHOMHOM TUC(HYHKIMHU U JIETKUX
abdexTuBHBIX paccTpoicTB. [lpum mporpeccupoBaHMM aTaku MPOUCXOAUT HApYyUICHHE
(YHKIIMOHATBHOM IENOCTHOCTH TIeMaTo-HEeBpPAJIbHOTO Oapbepa C pPa3BUTHEM MOTOPHOU
MOJIMHEBPOMATUN U, Jaliee, TeMaro-dHIe(hannueckoro Oapbepa, 4YTO MPOSIBISIETCS OTEKOM
rOJIOBHOTO MO3ra ¢ MPT—Tipu3HakamMu 0OpaTHMbIX CHMMETPHYHBIX 0YaroBbIX H3MEeHEHHH [D].

1.3 Dnuaemuo/iorusi 3a00j1eBaHUs MM _COCTOSIHUSL (TPYNNbI_3a00J1eBaHUA WM

COCTOSIHMIA)

PacnipoctpaneHHOCTB OCTpbIX Mophupuil B cTpanax 3anagaHoi Espomnsl coctasnser 1-10:

100 000 HACCJICHU, TOTIa KaK HOCUTCIIbCTBO MYTAHTHOT'O I'€HAa MOKCT OBITh CYHICCTBCHHO BBIIIC

(1-2 nva 10 000 yenoBek), T.K. NIEHETPAHTHOCTH 3a00sIeBaHus BapbupyeT oT 1 10 60% [3].



Camas gacras u3 octpeix mopdupuii — OIIIL, cocraBnsier 6omee 85% Bcex cirydaeB ocTpoit
nopupun. PacnpocTpaneHHOCTh BapueratHoi mnop¢upum cocrasiser okoso 1.3:100 000
HACEJICHHUs, HACIEJACTBEHHON KOmponopupuu - eme MEHbIIE, B MHpPOBOH JIUTEpaType
omybnukoBano menee 400 cmydaeB. Camoil penkoit siBisiercs nopupus, 0OyCIOBIEHHAs
nedumurom AJIK mermaparassl, onricano MeHbIne 10 cirydaeB 3Toro 3a00aeBaHus.

[TocKONBKY MEHCTPYaJbHBIA LUK SBJSIETCS TJIABHBIM SHIOTCHHBIM IPOBOIMPYIOLIIM
dakxropom, 6osiee 80% MaMEHTOB ¢ OCTPOU MOPGUPUEH COCTABISAIOT KEHIIIHHEI B Bo3pacTe oT 20
1o 45 net. 3a0oeBaHUE PEIKO MPOSIBIISAETCA J0 MyOEpTaTHOTO BO3pPACTa, a TAK)KE B MEHOIIAY3e.
Ataxu mopdupun y MyXYHH BO3MOXHBI, HO BCTPEYAIOTCSI TOPA3/I0 PEKE, YEM Y KESHIIUH.

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1€BAHNS HJIH COCTOSIHUS (TPYNIbI 3200J1€BAHUI

HJIM  COCTOSAHMIT) 1o MEeKIVHAPOIHOH CTATUCTUYECKON KJaaccupuranuu 00Je3Her U

npooJeM, CBSI3aHHbIX CO 3I0POBLEM

Pybpuka «E.80.2: [Ipyrue mopdupumn» BkirouaeT B ceOs BCe YEThIpe HO30JO0THYECKHE
€IMHULIBI OCTPBIX MOPPUPHUIL.

1.5 Kaaccupukanusi 3a00/eBaHUsI MJIH_COCTOSIHMA (Tpynnbl _3200JIeBAHUI WU

COCTOSIHMIA)

I'em cunTe3MpyeTcs B Kax a0 adpoOHOM KileTke yenoBeka. B 90% Mectom cuHTe3a rema

SIBJISIFOTCSI KOCTHBIA MO3T, I U3 HEro 00pa3yeTcsi TeMOTJIO0NH, U MeYeHb, I/Ie TeM y4acTBYET B
cuHTe3e (epMeHTOB (IIUTOXPOMBI, TEPOKCHUIA3bl M Jp.), YYaCTBYIONIMX B TIpolieccax
JNETOKCUKAIIMK, B TOM 4HCIEe MeTabonau3Me JekapcTBeHHbIX mnpemnapatoB (CYP 450). B
3aBUCHUMOCTH OT MECTa MPEUMYLIECTBEHHOW NPOAYKIUU W HAKOIUICHHS NOP(UPHUHOB M HX
MIPeIIIECTBEHHUKOB, MOPQUPUHU TOIPA3AEISIIOTCS Ha SPUTPONOITHUECKHIE U NTEYCHOYHbIE (pHUC.2)

[1,2].
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MOP®PUPUMN
OpUTPONOITUYECKME [Me4yeHou4Hble
nopdupum nopdpupumn
| I H ] [ '
v V
BpoxaeHHas Mopdupus, obycnosneHHas
SPUTPONO3ITUYECKAA gedruntom gerngparassl
nopcupus ANK
SpuTponoaTideckas OcTpan nepemMexaroLlasncy . OcTpble
npoTtonopgurpus
nopdupua (Or1M) nopcp“ pum
HacnencteeHHas |
Konponopcupus
BapwueraTtHas nopcupus
Mo3aHsas KoxHaa nopcupus

Pucynoxk 2. Knaccudukarus nopdupuii

1.6 KnuHuyeckasi KapTHHA 3200J1eBAHUS MJIM COCTOSIHNS (TPYINbI 3200J1€BAHNIA WIH
COCTOSIHMIA)

Kinunandaeckas kaptunaa ataku octpoid mophupuu (OI) xapakrepusyercss OCTpbIM Ha4ajioM
B BUJIC COYCTAHUS MHTCHCHUBHBIX 0OJIei B 00JIaCTH KMBOTa 0€3 MEPUTOHEATBHBIX 3HAKOB H/HIIH
CIIMHBI C OJTHMM HJI 00JIe€ CHMIITOMOM OCTPO# aBTOHOMHO# TUC(YHKIIMU, TAKHX KaK CHHYCOBast
TaXuKapaus, apTepualibHasi TUIICPTEH3Us, 3alop, TOIIHOTA, PBOTA, Iape3 MOYEBOTO ITy3bIPs
[2,5,6].

JononaurensHpiMu cumntoMamu ataku Ol sBrsrotes:

® THIIOHATPHEMHUS BCIICACTBUE CHHIpOMA HeallekBaTHOU cekperun AT,

® BsJIbIC CHMMETPUYHBIC MTAPE3bl BCIEACTBUE OCTPON MOTOPHOM TMOJIMHEBPOIIATHH,

® KOTHUTHBHBIC, [IOBEICHUYCCKUEC HAPYIICHUS, OMWICNTUYCCKHE MPUIIAIKH
BCJIEJICTBHE OCTPOH 3HIE(aATONaTHH.

OO0s3aTeNnbHBIM KPUTEpUEM SIBISETCS OTCYTCTBUE JPYTMX MPUYUH JUIS TOSIBIECHUS
yKa3aHHBIX CUMIITOMOB, a Takke 0oJiee, yeM S-kpaTHoe noBbleHne koHuenTpanuu [16I° B moue,
coOpaHHO#1 B ocTpyto a3y 3aboneBanus [2,5-7].

BapuaGenbHOCTh MEPEUYHCICHHBIX CHUMITOMOB - 3HAYUTEIbHA KaK IO CTENeHHU
BBIPQXKEHHOCTH Ka)XKJOT'0 M3 HUX, TaK M MO BO3MOXKHOMY MX codeTaHHio. MIMEHHO coderaHue

YKa3aHHbIX CHUMIITOMOB SBJIACTCA KIIIOYCBBIM MJIsA TOrO, YTOOBI 3ar0A03pUTh AaTaKy OCTpOI71
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nopdupuu u npoBecTu ucciaeaopanre Mour Ha [1BI ¢ 1enbro MOATBEPKACHUS I UCKITIOYCHUS
naHHoro auartosa (puc.3). bonee, uem 5-kpaTtHoe nosbiienue yposHs [IBI° B Moue B couetanuu
C TUMUYHOU KJIMHUYECKOU KapTUHOU 3200JIeBaHMUs, TIO3BOJISIOT TUArHOCTUPOBAThH aTaKy OCTPOM

noppupHK ¥ He3aMeUTUTEIIBHO HaYaTh jiedeHue [8,9].

TommuoTa, pBoTa, 3anmop

T'anoHATpHEMHSA

ApTepHanbHASA THNEPTeH3AA

IIcuxHaTpHYecKass CHMOTOMATHKA bonn B
P YKUBOTE

JOH-OPHOATKH
Mpeimeuynas c1adocTh

TemMHaa" M0o4a

Pucynok 3. CuMnTOMBI, MO3BOJISIONIME 3aM0J03PUTh aTaKy OCTPOil mopdupumu.

1.6.1 BoJu B JKUBOTE

KiroueBoit cumntom ataku OIl — Gomm B JKMBOTE, MMEIOT OCTpOE Havasio, OOBIYHO
HapacTaloT /10 MaKCHMaJIbHOW HWHTCHCHUBHOCTH B Te4YeHUE 2-3 NHEW, WMUTHPYIOT OCTPYIO
XUPYPrUUECKyIO MaTOJIOTHI0, OJHAKO NEPUTOHEANbHbIE 3HAKK OTCYTCTBYIOT. Ha HauanpHOM 3Tamne
OTCYTCTBYIOT JJaOOpaTOPHBIC CUMIITOMBI BOCTIAJICHHsI (JIeHKo1nTo3, moBeimerrne COD unu CPB).
XapakTep U JOKanu3anus OoJiel CUIBHO BapbUPYIOT, HO OOJH PEIKO HOCAT KOJIMKOOOpa3HbIN
xapakrep. [laTorenes 60seil B ®UBOTE CBA3BIBAIOT C aBTOHOMHOM JTUCHYHKIMEH, 00YCIOBIEHHOM
HapylleHHeM padoThl BHYTPEHHUX OPraHoB, HANpUMEp, KUIICYHOW AujaTalded UM CHa3MOM.
Bo3moxeH anbTepHaTUBHBIA MEXaHU3M - BA30KOHCTPUKIUS WM UIIEMHs KAIIEYHUKA. TOYHBIN
MexaHu3M pa3Butus 6onu pu OI1 octaeTcss HEAOCTATOYHO SICHBIM.

AOIOMUHANBHBIA CHHIPOM HEPEAKO SIBISETCS OCHOBaHHEM Uil JAMArHOCTUYECKOTO
XUPYPruuecKoro BMenaTelbCTBa (JIanapoCKOMUH, JarmapoTOMUH ), 0OCOOEHHO MPH MEPBBIX aTakax
eme He AuarHoctupoBanHoit OIl. Mcnonb3oBaHue nmpu 5TOM AJIsl aHECTE3UU MOPPUPUHOTEHHBIX
npenapaTtoB (cM. Poccuiickuil peecTp ekapCTBEHHBIX MPENapaToB, MPUMEHIEMBIX y OOJBHBIX C
HapyueHussMu op¢uprHoBoro oomena [10]) moxeT ycyryourts Teuenue araku [7,11,12].

1.6.2 Octpasi aBTOHOMHAas AucHYHKIUSA

OCTpaH ABTOHOMHas I[I/ICCI)YHKI_II/IH SABJIACTCA CICACTBUEM CHMIKCHHUS aKTMBHOCTH N. Vagus,
4TO NPUBOIUT K YCUJIICHUIO BJIMSHUA CHUMIATHIECKOMN HCpBHOﬁ CHCTEMBI B OOBICHSIET pPa3BUTHUC
OOJIBIIIMHCTBA CUMIITOMOB «HEOCJI0KHEHHON aTaK! OCTpOI71 HOp(I)I/IpI/II/I»Z Oouteii B JKHUBOTE, 3a110pa,

TaxXWKapAuu, CUCTOJIMYECKON apTepualbHON TUIEPTEH3MH, Tlape3a Mo4yeBoro my3sipst [7,11,12].
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CreneHp TaxuKapAuu OOBIYHO OTpa)kaeT aKTHMBHOCTH aTakd. M3penka Ha mepBbId IUIaH B
KimHu4eckoi kaptuHe araku OIT MoXeT BBIXOAUTh TMIEPTOHUYECKUI KpU3. [IpHunHbI TOIIHOTHI
u pBotel Bo Bpemst araku OIl He wu3BecTHB. MOXHO IPEAIOJIOKUTh, KAaK BOBJIEUYECHUE
LIEHTPAJIbHBIX MEXaHU3MOB, TaK U HAPYIICHHE MOTOPUKHU KHIIICYHUKA.

1.6.3 HeBpoJiornyeckue CMMITOMbI

BonpmmacTBOo atak OIl, 0COOEHHO y MAIMEHTOB C YK€ YCTAaHOBJICHHBIM JHUArHO30M,
MIPOSIBIIIIOTCS B BUEC 00JICH B )KUBOTE B COUCTAHUM C JICTKUMH aQPEKTUBHBIMHA HAPYIICHUSIMHU U
ABTOHOMHOHM IUCQYHKIMEH M Jake MOTYT MPOXOJUTH CAMOCTOSITENBHO, €CIH HCKIIOYHTH
BO3/ICUCTBHUE MPOBOIMPYIONIUX (HakTOpoB. CUMIITOMBI HEBPOJIOTUUYECKOTO AepuIuTa (MOTOpHAs
MIOJIMHEBPOTIATHUS WM DHIIS(ATOTIATHS) PAa3BUBAIOTCS TOJIBKO B CIIydae MPOTrPECCUPOBAHNUS aTaKH,
U UM BCerja MpeaulecTBYeT PaHHss, «I0HeBpoJjorudeckas» (asza araku, juismasica oT 3 1o 30
nHel (B cpenneM, 10 nneit). PerpocneKTHBHO, MOXHO OOHApYXHUTh BO3JEHCTBHE IK30T'€HHOTO
npoBoIpytomiero ¢akropa (0OBUHO JIEKAPCTBEHHOTO Ipenapara), KOTOpbld 3a 1-2 mHs
MPEIIECTBYET MOSBICHUIO HOBBIX HEBPOJOTHYECKHX cUMITOMOB (puc. 4). Ilpm ycrpaneHun
MIPOBOIHMPYIOMKX (PAKTOPOB, MPOTPECCUPOBAHNE MBIIIEYHON CIIA0OCTH 3aBEPIIACTCS B TCUCHHE
30 nueit (B cpeanem 13 mueit) [5-7].

KiroueBblM B aMarHoctuke HeBpojormyecknx cumntomoB OII sBisieTcss MX OCTpBIH,
MapoKCU3MaNbHBIN XapakTep W oO0s3aTeibHas BpEMEHHasl acCOlMallls C MPeAulecTBYIOUINMU
6ossimu B xuBOTE (puc.3). K MOMeHTy pa3BUTHS Tape30B, HHTCHCUBHOCTH 00JICH B )KUBOTE 4acTO

YMCHbIIACTCS, UYTO HCO6XOI[I/IMO YUYUTBIBATH IIPpH O6CJ'ICI[OB3HI/II/I IIalImMCHTOB.

MOTDpHaﬂ NoNMHeEROMNATHA, INH-NPHUNALKH,

4 Bonu B xueote
YyrHeTeHNe/MOMPAaYeHUA COZHAHWA («HEBPONOTMYECKanA» hasa)
ABTOHOMHAA
AnctyHKLMWA
Adh NporpeccUpoBaHHe NporpeccMpoBaHve -
EKTUBHLIE .
Knuuuyeckas HapYILeHUA nnato nnaTto .‘__.-
TAKECTH <A0nHej,_ "
CMMMTOMOB (HavanbHan asa) + >t > -.-.“-gl,
BO BpemA « > <30aned | -
-t
araru 3-30(~10) Heii
NNUTENBHOCTD aTakn.
MEHCTPYANbHBIN LMK NEKAPCTBA NEKAPCTBA
rONoOOAHWEIOWETA TMINOHYTPUTHUEHLIA TMMNOHYTPUTHMBHBLIA CTATYC
NEKAPCTBA CTATYC BTOPMYHbLIE MHOEKLIMIA
ANKOronb
WHOEKLWMKA

Pucynox 4. Tunuunoe TeyeHue ataku nophupuu (CTaIupoBaHKUE) U CBA3b C MPOBOLUPYIOIIUMHU

baxTopamu
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Ocmpass ~ momophas ~ (MOMOPHO-CEHCOPHAs)  NoAuHesponamusi  TPOSIBISIETCA
TCHEPATM30BAaHHONH MBIIICUHOW CIa00CThI0  (0OBIYHO TiepudepuveckuM TETpanape3om).
Bo3MOXHO  BOBJICYEHHME  JBIXaTEIbHOM  MYCKYJATypbl C  pa3BUTUEM  JbIXAaTEJIBHOU
HE/IOCTaTOYHOCTH. BoBiieueHne nuadparmMpl MPUBOAUT K €€ IMapaJoOKCaJIbHOMY JBHKCHHIO,
MCTOHYCHUIO, a JOTIOJHUTEIHFHOE BOBJICUEHHE MEKPEOCPHBIX MBIIII] YMEHBIIAET AbIXaTeIbHBIN
0o0beM, JIellaeT HEBO3MOXKHBIM KallIeBOH pedieKkc, YTo MOXKET MPHUBECTH K OOCTPYKIHH
TPaxeoOPOHXHATBFHOTO JAEPEeBa, THIIEPKAITHUYECKOHN JIBIXaTeIbHON HEJOCTaTOYHOCTU. CHUTyaIus
yCcyryonsieTcss BOBJIEUEHHMEM 4YEpENHBbIX HEPBOB C pa3BUTHEM OYIbOapHOrO CHHAPOMA H
HAPYIICHUSI TJIOTAHKSI, YTO MOXKET OCJIOKHUTHCS aCUPAIIMOHHOW THEBMOHUEH [5—7].
Knuanueckn naHHas TOJMHEBPOIATHS MO OTIMYAETCS OT OCTPOW MOTOPHOM (MOTOpPHO-
CEHCOPHO) TOJMHEBPONATHH MPH JPYruX 3a00JEBAHUAX, B MEPBYIO OYepeab MPH CHHAPOME
I'uitena-bappe. Iloatomy mnopdupuio HEOOXOAMMO HCKIOYaTh BO BCEX CIy4dasx OCTPOM
MOJINHEBPOIIATHH, KPOME CITydaeB C MOJIHBIM OTCYTCTBHEM OO0JIEBOTO CHHIpPOMA, B TOM YHUCIIE JIO
pa3BuTus mape3os [5,7,12,13].

Ocmpas suyeganonamua nupu atake OIl Moxer mnposBasThCs adPEeKTUBHBIMU,
MOBEJICHYECKUMH PacCTPONCTBAMHU, YTHETCHHEM/TIOMpadueHrneM co3Hanus (B 19-56% cioydaes Bo
Bpemsi arak OIl), osnunentuyeckumu mnpunagkamu (B 2-20% arak  OII). Ouarossie
HEBPOJIOTUYECKHE CHMIITOMBI, TakHe€ KaK CUMNTOM baOMHCKOro, TpaH3UTOpHas KOPKOBas
crenora, nepebeisipHas arakcus, aucdasusi, BcTpedarorces Heyacro [5,7,11,12,14,15].

1.6.4 ®doTonepmaTos3

Domodepmamo3z —  KOXKHBIM  HEBOCHAIMTEIBHBIH  TIpolecc,  O0OYCIOBJICHHBIN
MOBBIIIEHHONW YYBCTBUTEIBHOCTHIO KOXKH K COJTHEUHOMY CBETY, BBI3BIBACTCS YIbTPA(PHOIECTOBBIM
CIIEKTPOM H3JIyYEHHUS THEBHOIO CBETA HA KOYKHBIE MMOKPOBHI (auamna3od 400-800 um) [16].

I[Ipu  nexotopeix dopmax OIl  (BapueratHas mnopdupus, HacleIACTBEHHAS
komponopdupus), moMumo npenaiecTBeHHUKOB noppupuHoB (AJIK u I1BI) B kpoBU U aepme
HAKallJIMBAIOTCA  MOPQUPUHBI, KOTOpbIE  SBIAIOTCS  (POTOCEHCHOMIM3ATOpAMHU,  PE3KO
MOBBIIAIOIIMMH YYBCTBUTEIBHOCTh KOKU K BO3JICHCTBUIO COJTHEYHOTO cBeTa. B cooTBeTCTBHM C
3TUM, Yy OOJIbHBIX Pa3BUBAIOTCS JIEPMATUTHI, CXOJHBIE C TMOPAKEHUSIMH KOXH Yy OOJIBHBIX
APUTPOTOAITHUECKUMH MOPPUPUIMU U TO3THEN KOXHOU mopdupueit (puc. 2). XapakTepHas
JIOKANM3aIMsl ChIU - Ha OTKPBITBIX y4acTKaxX KOXHU. BBICHIMaHMS yalie BCEro MOSBISIOTCS B
BECEHHE-JIETHEEe BPEeMsI, OJTHAKO B TSKENBIX CIIy4asX MOTYT ObITh B JIF000€ BpeMsi ro/ia B JTHEBHbBIE
qacel. [loj neficTBHEM COTHEUHOTO CBETa MOSIBIISIETCSl 00JIE3HEHHAS TUTIEPEMHUSI, KPYITHBIE ITy3bIpH
C MYTHBIM COJICP)KHMBIM, B JajbHEHIIIEM MOSBISIFOTCS DPO3HUH, YUACTKUA CHHIOIIHO-0arpoBoi

pyO110BOI1 aTpoduH, HHOT 1A — ICEBJIOMHINYM, PEIKO — FUIIEPIUTMEHTALMS U TUIIEPTPUXO3.
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dotonepmaTos Habmoaaercs BHE cBsa3u ¢ atakamu Ol y 14-80% 0GosibHBIX BapueraTHon
nop¢upueit, yaiie B F0XKHBIX IUPOTAX, U, KpaiiHEe PeIKo - IPU HACIEeICTBEHHOI Konponopdupuu
[2]. Tepamus 3axito4aeTcs B 3alUTE OT COTHEYHOTO U3TydeHHUs (018K, (POTO3ALIMTHBIE KpeMa).

1.6.5 Peaxue cumnrombl ataku OI1

Peaxnmu cumnromamu ataku OIl SBISIOTCS OCTPBIM MHTEPCTHIHMAIBHBIN HEQPHUT U
pabmomuonu3 [17].
B naTorenese nopaskeHus MoYeK MPeoIaraeTcs IeiHCTBHE CIEAYIOMHX (PaKTOPOB:
e IIMTOTOKCHYECKOE M BAa30CMACTHUECKOE BO3/CHCTBUE Ha HE(PpOH M30bITKA MOPHUPUHOB U
UX MPEeAIIECTBEHHUKOB;
e TpaH3UTOpPHAs apTepuajbHas TUNEPTEH3Hs] C BBICOKUMHU LU(paMH apTepHAIbHOTO
JABJICHUS, COIMPOBOXKAAIONIASACA MATOJOTMUYECKUM BOBJICUEHUEM IIOYEYHBIX apTepuil ¢
MOCTEAYIOMUM (POPMUPOBAHUEM aAPTEPHOIIO-HEPPOCKIIEPO3a;
e HEPPOTOKCHYHOCTH MMPOTYKTOB TKAHEBOTO KaTaboau3Ma (MUOTIIOOHUH U Jp.).
Paboomuonu3z - KIMHUYECKUE MPOSBIICHUS BapbUPYIOT OT OECCUMIITOMHOIO TOBBIIIEHUS
akTuBHOCTH KpeaTtuHpocokunazpl (KDOK), no Tsoxenoir ocTpoil moyedyHOl HETOCTaTOYHOCTU
BcnenacTBue muorigoobunypun (ocobenno mpu KDK>10 000 Ex/m). Tunuyebie TpOSBICHHS
pabaomMHuoaN3a BKIIOYAIOT MUAITHUM, MBIIIEYHYIO CJIa00CTh M M3MEHEHHE IIBeTa MOYHU.
Pabnomuonm3 moxker ObITh mpomymieH Bo Bpemsi atak OIl, ecnmu He wuccinenoBaTh YPOBEHB
akTUBHOCTH cbIBOpoTOYHOU KDK, T.K. 60/ B MBIIIIIAX U TEMHAss MOYa XapaKTePHBI KaK IS aTaK
OIl, tak u pabgomuonusa. OCHOBHOW NMpUYUHOM padmommonusa y mnarueHtoB OIl sBisroTcs
HapYIICHUS IEKTPOIUTHOTO OOMEHa.

Octpyro mophupuio Ha3bIBAIOT "BEIMKAM HMHUTATOpPOM", TaK KaK KIMHUYECKHE
MIPOSIBJICHUS. aTaK MUMHUKPUPYIOT OOJBIION CHEKTP COMAaTHMYECKUX, B TOM YHCJIE YPIeHTHBIX,
3a00JIeBaHUIA, IPU ITOM HUKAKUX JTaOOPATOPHBIX OTKJIOHEHH He HaOIr0AaeTcs.

1.7 OIl v xeren

Ataxu OII peaxo mposiBIsitoTCS 110 MyOepTaTHOro Bo3pacta. Bmecte ¢ TeM, Heo6xo1umo
YUUTBIBaTh 0OJiee paHHEe Pa3BUTHE JI€TeH B FOJKHBIX IMIMPOTAaX, M0 CPAaBHEHUIO C CEBEpHbIMU. B
COOTBETCTBUH C 3TUM, aTaku Moppupuu y Aereil ¢ rora MOryt HabmoJaTbes B Oosee paHHEM
Bo3pacrte. 3a nepuoa ¢ 1907 no 2019 rox B tutepatype onucano Bcero 52 pedenka ¢ atakamu OI1.
Camomy mtammemy Obuto 8 sier [18]. BonplIMHCTBO MeAMAaTPUYECKHUX MAIMEHTOB CTPaaaio
SMUJIETICUEH, HE CBs3aHHOM ¢ mopdupuel, W aTaku OBUIM CIPOBOILMPOBAHBI MPHUEMOM
MPOTHBOSIMIEHTUYECKUX CPEACTB, 0ApOUTYpaTOB M MX MPOU3BOJHBIX. Y JeTel 00s3aTenbHO

BBIABJIAJIOCH TMOBBIIICHHUE YPOBHA IIBI' B moue BO BpEMs aTaKu OH, OJHAaKO I_[I/I(I)pbl 9TOTO0
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MOBBILIEHUS MOIJIM OBITh HWXKE, YEM Yy B3pOCIBIX NAUEHTOB. [IpMHIMNMANBHBIX OTIMYMMA B
KJImHu4ecKkoi kapTtuHe arak Oll u TakTuke BeieHUs IeJUaTpUIECKUX U B3POCIIBIX AIIUEHTOB HET.

CoBeplIeHHO  JpYyryrl0 KapTUHY 3a00JieBaHHMS HMMEIOT HOCUTEIM  KOMIIAyHJ-
TeTePO3UTOTHBIX MM TOMO3HTOTHRIX MyTanuii reHoB HMBS nmn PPOX (romo3suroTnas dopma
OII wmm BII). Onucano okosio 10 Takux ciiydaeB: JETH, y KOTOPBHIX 3a00J€BaHME HAUYMHACTCS
BCKOpE I0CJIE€ POXKACHUS, KIMHUUECKU U 10 AaHHBIM MPT rosioBbl, HAIOMHMHAET XPOHUYECKYIO
JIEUKOIHIIEPATIOTIATHIO C TPOTPECCUPYIOUTUMH HAPYIICHUSMU WHTEJUIEKTYaTbHOTO U MOTOPHOTO
pa3BUTHS, SMUICOTHYECKUMU MpHUMAgKkaMu. J(MarHo3 MOMKHO 3amoJI03pUTh MO KPacHOBATOMY
OKpAaIIMBaHUIO MOJATY3HUKOB M3-3a MOYHM C KpaliHe BBICOKMM cozaepxkanueM [IbI', cranmapTHble

MeTo bl iedeHus OIl y qaHHbIX ManueHToB He () ()EKTUBHBI.

2. lnarHocTuka 3a00J1eBaHUA UM COCTOAHUA (TPyNnbl 3200J1eBAHUI WIN
COCTOSIHHUIT), MEIMIMHCKHE MIOKA3AHUA U MPOTHBONOKA3aHUS K NIPUMEHEHHUIO

METOA0B ITUATHOCTUKH
Kpumepuu ycmanoenenus ouaznosa.
Jluacnos ocmpoti nopghupuu 0cHo8bI8AEMCSL HA COBOKYNHOCTU KITUHUYECKUX CUMNINOMOG
U OUOXUMUYECKUX OAHHLIX, 3apPecUCMPUPOBAHHLIX 60 6pems amaxku 3abonesanus. B
beccumnmommuol gaze 3abonesanus OuUAcHO3 Modcem OblMb YCMAHOBNEH HA OCHOBAHUU
pe3yibmamos ucciredosanus JJHK u, 6 nekomopwix ciyuasx, 6uoxumuuecko2o anaiuza (puc.5)
[4,8,9,19,20].

2.1 Kaa00L1 M aHAMHE3

B oebrome 3abonesanus snanobvt moeym HOCUMb CaAMblil pA3HOOOPA3HBILIL XapaKmep, HO
yawe 6ce20 OONbHBIE JICATYVIOMCA HA CUTLbHLIE OOIU 6 JHCUBOME, USMEHEeHUe OKPACKU MOYU,
pazeumue 3anopa. Hapywenue cna Ha ¢pone becnputuHHol mpesocu Modjicem npeouecmsosanty
OonsiM 8 JHcusome, 0COOEHHO Y NAYUEHMOB C YUKIUYECKUMU amakamu. B npoosunymoii cmaouu
amaku (2-3 Hedenu Om NOSGICHUSL NEPEbIX CUMNMOMOSB) NAYUEHMbL JHCATIYIOMCA HA PE3KYVIO
cn1abocms 8 KOHEUHOCMSX, NOMEPIO CNOCOOHOCMU K AKMUBHBIM OBUNCEHUSM U3-30 HAPACMAIOUWUX
nape3o6 mviiy, usmMeHenue memopa 2onoca u oaxce agonuio [4,6,8,9,11-14,20].

Hauany 3a6oneeanus npeouecmayem o30eticmsiue nophuUpUHO2eHHbIX hakmopos: npuem
ANK020JIs, NOXYOaHUe, CMpeccvl, PecCnupamopHvle U KulleuHvle UHMEeKyuoHHble 3a001e6aHus.,
NPUEM JIEKAPCMBEHHBIX NPENApAmos ¢ blCOKOU NOPPUPUHO2EHHOU AKMUBHOCIbIO. Amaku yacmo
passuearomcs 8 NpeOMEeHCMpPYAlbHOM nepuode, a maxdxice HA (QOHe HAPYUEHHO20

MEHCMPYANbHO2O0 UYUKIA. Hpu AKMUBHOM paccnpoce, MOJNCHO 6bl6UNIb NoXoasicue (HO bonee
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JezKue)

amaku 8 Npouliom (nepuoouveckue 0OOaU 8 JHCUBOME),  pespeccuposasuiue

camocmosimeilbHo.

Pexomenayercs mpu cOope aHamHe3a U Kanod y BceX MAIMEHTOB C MOJ03PCHHEM Ha
octpyto mopdupuio oOpaTHTh BHUMAaHWE Ha HaJIWYME M BBIPAKEHHOCTH Hamboee
pacrpocTpaHeHHBIX  TpPOSBICHUH  3a00JieBaHHS C  UeNbI0  JIMarHOCTHUKH,
muddepeHInaIbHON AMArHOCTHKY U OTIpeielieHus Tsbkectu ataku [4,8,9,20]:
O XapaKTep M HHTEHCHUBHOCTH 0OJIeH
O HaJW4YWe U XapaKTep CTYJA, TOITHOTHI, PBOTHI, CEPALICONCHIN, HAPYIICHHIA
MOYCHCITYCKaHUS
O T1BET MOYH
O CpPOKH TOSBIICHUS MBIIICYHON CIIA00CTH OT Havajia MEPBBIX CHMITTOMOB
aTakd, XapakTep ee pa3BUTHs (TeTpa- WU Maparnapes)
O TPYAHOCTH IPH TJIOTAHUU
O OIICHHUTH SMOIMOHAIBHBIN (JOH, BRISICHUTH XapaKTep CHA, TUTaHUS
O 00paTUTh BHUMaHHE Ha BO3MOXKHOE HAJIMUYUE OpPEOBBIX MBICICH W Waeh
(HETIOTMYHOCTh ¥ HECBSI3HOCTh BBICKA3bIBAHHIA), TAJUTFOIIMHAIIHHA
O 3MH30JbI YTPAThl COZHAHUS M TeHEPATU30BAHHBIX CYI0POT
O TpU HAIWYUH TOBBIIICHHOW TEMIEpaTypbl — €€ 3HaueHHe, TaBHOCTb
MOSIBJICHUS
YpoBenb  yOeauTeqbHOCTH  pekoMeHgauumidi C  (YypoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)
Pexomenayercsi mpu cOope aHaMHE3a y BCeX IMAlMEHTOB C MOJO3PEHHEM Ha OCTPYIO
nophupHro 00paTUTh BHUMAaHUE HAa aHAMHECTHYECKUE JTaHHBIC, CBHJCTEIHCTBYIOIIUE O
HAINYUH TTIOPPUPHUHOTEHHBIX (PAaKTOPOB, MPEANISCCTBOBABIINX aTaKe NOPPHUPHUH, C LEIBIO
JIMAarHOCTUKU U UG GEpEeHIIMATbHON TUAarHOCTHKU 3a00JICBaHHS, a TAKXKE HCKIIIOYCHUS
JTaHHBIX (hakTopoB B Oymymiem [4,8,9,20]:
O YCTaHOBUTH PAa3HOBHUIHOCTH OPPHUPUHOTCHHOTO (haKTOpa, JUTUTEIBHOCTD
€ro BO3JCHCTBUS M CpPOKH, MPOIIEIIINE C MOMEHTa €ro OKOHYaHWS;
YTOYHHUTH THHEKOJOTHYECKUI aHaMHe3 (Bo3pacT menarche, perymspHocts
MEHCTPYaJIbHOTO IUKJIa, OEPEeMEHHOCTH M POJIbI, IPUEM TOPMOHAIBHBIX
KOHTpAIICTITUBOB);  MEPEHOCUMOCTb  JIGKAPCTBEHHBIX  IPENapaTtos,
QJIKOTOJIsA, XapaKTep MUTaHUs, KOJeOaHUs MaCChI TENa;
O BBISICHUTH, HET JIM CPEU POJICTBEHHUKOB JPYTUX YWICHOB CEMbH, UMEIOIINX

MMOXOKYIO CUMIITOMATUKY, B TOM YUCJIC HCBPOJIOTUYCCKYHO.
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YpoBeHb  yOeauTeJbHOCTH  pexkoMeHaanuii C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

2.2 DusukajanLHOEe 00CJIeJ0BAHNE

B oebrome 3abonesanusi 00bIYHO APKO  BbIPANCEHbI MAXUKAPOUS, IMOYUOHATbHASL
JIaOUNILHOCY, VBEIUYEHHBI 68 pa3Mepax JHCUBOM 3a CUEém 830VMbIX nemeib KUUWEYHUKA, NpU
aycKyIbmayuy - omcymcmeue nepucmaibmuieckux wymos. Hecmomps na unmencusnvie 60au 6
Jcusome, nNpu NATLRAYUU HEM CUMAMOMOS8 pazopajceHus Opiowunvl. B npoosunymotl,
Hegponocudeckou ¢asze amaxu OII, 603mod#CHO passumue 08YX OCHOBHBIX CUHOPOMOSB: OCMPOU
MOMOPHOU (MOMOPHO-CEHCOPHOU) NONUHEBPONAMUU U OCMPOL IHYeparonamuu.

Ocmpass  momopHas (MOMOpHO-ceHcopuas) noaunesponamud. Ilpu ¢usuxkanbHom
ocmompe  8ulABNAIOM OUPDY3HYIO, OMHOCUMENLHO CUMMEMPUUHYIO, MbIUEYHYIO clabocmb ¢
gosneuenuem 6onee 0OHOU KOHEYHOCMU C HUSKUM MbLULEYHbIM MOHYCOM U HUSKUMU 27IYOOKUMU
pegnexcamu (8 nonosume ciyuaes, Kpome axuliliosa), MUHUMATbHbIMU YYECMEUMENbHbIMU
HAPYWeHUAMY, YACmOo C B6081e4eHUeM YepPenHblX HepP8o8 (21a3008U2ameibHblX, IUYe8o2o U
oynwoaprulx).  Ilpu  npoepeccuposanuu  modcem — NPUCOCOUHAMBCSA  ObIXAMENbHAS
Hedocmamourocms. OMaudumenvbHou 0COOEHHOCMbIO NOPHUPULIHOL NOTUHEUPONAMUU ABTIACMCS
npeumyuwiecmeeHHoe 80sieueHue NPOKCUMAIbHBIX 2PYNN MblilYy (00 NOJIOBUHBL CILyYAes), MaKdice
HepeOoKutl 0edOom MbledHOU CI1AO0CmU ¢ 8ePXHUX KOHeuHocmell. B nodasnsiowem uucie ciyyaes
MOMOPHBIM  NPOSAGNIEHUAM CORYMCMEYem Heuponamuyeckuli 001e8ol CUHOpOM, oadce 8
Omcymcmeuu, Uiy npu MUHUMATbHbIX NPUSHAKAX CEHCOPHLIX HAPYULEHUI 8 KOHeYHOCMX.

Ocmpas  suyepanronamus. Ilpu ¢usuxareHom ocmompe  GulAGIAIOM  KOMNILEKC
HeB8pOJI02UYeCKUX U NCUXUYECKUX HAPYUIeHUN. CUMNIMOMbL YeHeMeHUs CO3HAHUs, HAapyuleHue
noeeoenuss, INUlIenmudecKue NPUnaoKU, CUMNMoOMsl ouazo802o nopadicenus L[HC: napywenus
3penust, Koopournayuu, cumnmom babunckoeo.

e Pexomenayercs npu (pU3MKAILHOM UCCIEAOBAHUN Y BCEX MAI[MEHTOB C MOJO3PEHUEM Ha
aTaKy OCTpoi mophUpHH OLEHUTH CIeAyIolIre (aKkTOphl: HAIMYKME U XapakTep Ooyiel B
KUBOTE (IIPEKJE BCEro HEOOXOIUMO HCKIIOUUTh HAIWYUE CHMITOMOB pa3ApakeHUS
OPIOIINHBI, MBIIIEYHOrO aedaHca, T.K. WX HaIudue He XxapakTepHo mis araku OII);
BUTaJbHBbIE (DYHKIMU: MYIbC, apTePHATBLHOE JaBICHHUE, TICUXUYECKHI CTAaTyC: SICHOCTb
CO3HAHMS, AJEKBATHOCTh MOBEICHUS; HEBPOJOTUYECKUI CTaTyc, BKJIIOYAs MBIIICYHYIO
cuny (YyTOYHHUTH TIyOMHY M paclpoCTpaHEHHUE Mape3oB), TEMOp rojioca, apTUKYIAIUIO,
NONEPXUBAHUS TMPH  TJIOTAaHUHM, pPadOTy MHUMHUYECKUX MBI ITO TMO3BOJIUT

maddepennupoars OIT ot qpyrux 3aboseBaHmii 1 O1IeHUTH TsDKecTh ataku OI1 [4,8,9,20].
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YpoBeHb  yoOeauteqbHOCTH  pekoMengamuii C  (YpoBeHb  JIOCTOBEPHOCTH
0Ka3aTeJbCTB — 5)

2.3 JIaGopaTopHbIe JHATHOCTHYECKHE MCCACT0BAHUS

Jabopamopnas ouaecnocmuxa OII ochosvieaemcs na onpedenenuu 8 moue uzdpvimra I1BT
u AJIK, a maxoice nopgupunos [4,8,9,20,21].

e PexoMeHnayercsi BceM IMalMeHTaM C I[I0JIO3PEHMEM Ha aTaky oOcCTpoil mnopdupuu

0e30Tiarare’abHO MPOBOJUTH UCCIEIOBAHUE YPOBHS NOPGHUPUHOB U UX MPOU3BOIHBIX B

MOU€, 4TO TIO3BOJISICT MOTBEPIUTH UIIK OTBEPTHYTH JUArHO3 OCTPOM nmopupun [22—24]:

O cTraHAapToM 6moxumuueckoi auarHoctuku Ol sBisieTcs! KOJIM4eCTBEHHOE
U3MEPEHUE noppodmmmHorena  (ITBI) U ypOBHA  JieJbTa-
aMuHOJIeBYIeHOBOM KucaoThl (AJIK) B Moue METO/I0M MOHHO-OOMEHHOU
xpomarorpaduu. O6sryHO conepkanme [IBIT B 10-50 pa3 mpeBbimaror
BEPXHIOIO I'PAHUIY pePEepeHTHBIX 3HAUECHUW, HE OCTaBlsisi COMHEHUU B
nuarnose. [Ipu Hopmanenbix nokazarenax [IbIT u AJIK moun nuarnos OIl
MOXET OBITh UCKITFOUECH.

O TP OTCYTCTBUHU BO3MOKHOCTH KoJmuecTBeHHOTo u3mepenus 116" u AJIK,
JIOITYCTUMO TIPOBEJICHHE KaYE€CTBEHHOTO aHain3a cBexkeil moun Ha 1Bl ¢
peakTuBoM Dpiuxa. JlaHHBIN T€CT YyBCTBUTEIEH NP MOBBIIICHUN YPOBHS
IIBI' B 5 u Gosee pa3, 4TO COOTBETCTBYET OMOXUMUYECKUM KPUTEPHIM
ataku OIl. Eciu He oOpasyercs po30oBoe MWJIM KpacHOE OKpaIIMBaHHE
pacTBopa MouM, mpoOa cuuTaercsa oTpuuarenbHoi. Eciu obpasyercs
OKpallliBaHUWE PO30BOr0 HJIM KPAaCHOTO LIBETa, TO B IPOOHMPKY CIETyeT
n00aBUThH PacTBOP alleTatra HaTPHs U dKCTpareHrta Juisi 00pa3oBaHus JBYyX
cinoeB pactBopa. Peakiuto Ha 1B ciienyeT cuuTaTh NOJOKUTEIBHOM, €CITH
U3MEHEHHE OKPAcKH COXPaHSETCd B BOJHOM CIIO€ TOCJIE ADKCTPAKIIHH.
Bo3MOXHBI Kak JOXKHOMOJOXKHUTENIbHBIE, TaK U JIOKHOOTpPHULIATEIbHBIE
pe3yapTaThl KAYECTBEHHOTO TECTA.

YpoBenb  yOeaurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 4)

KommenTapum: oopasyv mouu 011 ucciedo8anust 00ax4cHbl Obimb COOPAHbL HA BbICOME
CUMNMOMO8 6 NOCY0y, 3aAWUWEHHYI0 Om COJHeuHo20 ceema (Oymazca, ¢onvea), uHave
pesyibmamsl  mecma Mo2ym  Obimb  J0dCHOompuyamenvuviMy. Ilpu  HegozmodcHOCmU
ucc1e008amsb MOYy HeMeOIeHHO 80 8peMsl AMAaKU, MOYA O0IHCHA DbIMb COOPAHA 8 1AOOPAMOPHYIO

nocyoy, 3auuujennyio om nonadamus ceéema (gonvea, dymaea) u zamopoosicena (-18°C) oo
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omnpaexku 6 aabopamopuio. Llenecoobpaszno 3amopozums Heckoibko 00pazyos mouu. Y
bonvuwuHCMEa nayueHmos ommedaemcs nogvluieHue konyenmpayuu 1161 6 moue u 6o epems
pemuccuu. Oonaxo npu cpasneHuu ypoeusa dxckpeyuu IIBI" ¢ mouou 6o épems pemuccuu u 8
nepuoo amaxu y 6cex NAYUEHMO8 OmMedaemcs, Kak Munumym, 2-4-kpammnoe noeviuienue
cooepoicanusi ITBI 60 epems amaku. Hyxcno umems 6 6udy, umo IIBI" 6bicmpo paspyuwaemcs noo
go30eticmeuem COIHeuHo20 ceema, 6 mom epems, kak AJIK 6Oonee cmabunen, nosmomy
JrcenamenbHo  uccieoosams 0ba memaboruma. Bo epems amaxu npu OIIll, eapuecamuoti
nopgupuu U HACIe0CMEEHHOU KONponopupuu makxdce NO8bIUEHbL KOHYeHmpayuu oouux
nopgupunoe 6 moue. uggepenyuanvnan ouacnocmuka eviuieykazanuvlx mpex Gopm OII
0CHOBbIBAECMCA HA OUOXUMUYECKOM CheKmpe Hapyulenuti NoppupuHoeo2o oomena.

THosviuenue sxckpeyuu AJIK, I[IBI" u nopgupunos 6 moue modcem Obimv 8bisAGIEHO HE
MOJILKO )Y NAYUEHMO8 C OCMPbIMU NOPPUPUAMU, HO U Y NAYUEHINO8 C PA3TUYHBIMU 3A001e8AHUIMU
neyeHu unu npu OmpasieHuu masxcenviMu memaniniamu. Kiunuueckue nposigneHusi yKa3auHulX
COCMOSAHULL MO2YM HANOMUHAMb ocmpvle nopdupuu, ooHako, codepxcanue IIBIT 6 moue
npesvluiaem nopmy He bonee, uem 6 2-3 paza 7). Ipu 3nawumensrnom nosvrienuu yposus AJIK 6

Moye HeobX00UMO UCKTIOYUMDb C6UHYOB0€E ompaesjieHue.
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CKPEHHHF BO EpeMHA aTaKH

1) Kauecteennan peaxuus Ha I1B]" Moun (coDpaHa Ha BEICOTE CHMIITOMOE, B [IOCYY, 3AIUHIICHHEYO
OT CONHEYHOIO CEETA)

MonoxUTenbHbIA UNA OTpuuaTenbHbIA
COMHWUTENbHBIA

WW

BepoaTHOCTE ocTpol nopdupumn >70% OcTpana nopdrpua ManoBepoATHa, NPKW COXPaHEHUK

KAWHWYECKOro Noao3peHHAa, nposeaeHu1e

KonuyecTseHHoOro MccnenosaHua MNel w AR

2) KonmuectseHHoe Heenenosarue IIBI u AJIK B Moue:
ITBT" (Becerma mOBBIMNEH, MEHEMYM > E 5 pas, o0sraH0 >50 pas)
AJIK (Beeraa mogsimeHa). Ecnu AJIK >>TIBT, HCKIIOYHTE OTPABIECHHE CEHHITOM

3) Ilopdupuasr masMel (coextp smuccrd) (O u HKII: nux Ha 615-620, BIL: mux 624-627 HM)

MonoxUTeNnbHLIA
pesynbTaT

Ilpu HamWYHE TAKENBIX HIH YMEPEHHBIX KIHHHYECKHX [IPOABICHEN aTAKH MOPGHPHH, HAYATE TEPAIHIO

APTHHATOM I'EMa

JHK ananns B0 BpeMs peMHCCHH

QI rex HMBS
HEKII: ren CPO
BII. ren PPOX

Pucynok 5. Anroputm 1a00paTOpHBIX UCCIICIOBAHUN JIs OATBEp ) AeHUS auarnosa Ol
(HKII - macnencrBennast xorpornopdupus; BII - Bapueratnas mopbupus; HMBS -ruapokcumernadumnan

cunrerasa; CPO - konponoppupunorer okcuaasza; PPOX - mporomopduprHOoreH okcuaasa)

e Pexomenayercsi BceM MaIMEHTaM C MOJIO3PEHUEM HA OCTPYIO MOPPHUPHUIO U UX OJUZKUM

POJICTBEHHUKAM IPOBEJICHUE MOJICKY/ISIPHO-TEHETUYECKOTO aHAIN3a Ha HAJTMYUE MyTallui

renoB ouocunresa rema (HMBS, CPO, PPOX) ¢ nenbio Bepudukarmu auarsosza OIT [19].

YpoBenb  yOenuteabHocTH  pekoMengammii C  (YpoBeHb  /I0OCTOBEPHOCTH

A0KA3aTeJbCTB — 4)

KommenTapum: uccredosanue nociedoeamenvHocmu 2eHo8, KOOUPYIOWUX epmenmol
buocuHmesa eema, CyHCum Hade#CHviM cnocobom eepuduxayuu ouacrosza OII kak y nayuenmos
C KIUHUYECKUMU NPOSIGNEHUAMU 3a001e8anusi, maxk u y ux poocmeennukos [24]. Oouaxo, x
Hacmoswemy 8pemeHu ONUCAHO ocpomuoe uucio mymayui 6 eenax HMBS, CPO, PPOX. B
coomeemcmeuy ¢ dMum, MOJEKVIAPHO-2eHeMUYECcKoe UCCIe008aHUe OOJHCHO NPOBOOUMbCS

MOILKO 8 8bICOKOCNEYUATUSUPOBAHHBIX Tabopamopusx pedeparvhulx yenmpos [3,4,8,9,24,25].
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Ilpu eviAGIeHUU NAMOSEHHBIX Mymayuil y 0ecCUMNMOMHBIX POOCHMEEHHUKO8 HeoOX00UMO
cobnooenue npopuIaKmuieckux Meponpusmuil, ONUCAHHLIX 6 pazoene 5 OAHHLIX PeKOMeHOayull
[8]. Ecmu wnocumenvcmeo OII esvisisnieno 6 demckom Go3pacme, Mo NpU  A0EKEAMHOU
npoguiakmuxe, epoIMHOCHb amak 6 0yoywem cHudcaemcs 0o 1-5%. I[lpenamanvhas
ouaenocmuxa Ol ne nposooumcsi.

e Pexomenayercsi BceM ManueHTaM C yCTaHOBJICHHBIM uarno3oM ataku Ol uccnemoBanue
PYTHHHBIX JTa0OpaTOPHBIX MOKa3aTesel ¢ HeNbl0 OIEHKH (PYHKIMOHAIBHOTO COCTOSIHUS
BHYTPEHHUX OPraHoOB (TICUYCHH W TOYEK), DIIEKTPOJUTHOTO COCTABa KPOBH, YIIIEBOIHOTO
oOMeHa, CHIBOPOTOUHBIX TIOKa3aTeje MeTadonm3ma jKele3a, CHCTEMBI TeMOCTasa.
OO0s3aTeTbHBIMH UCCIIC0OBAaHUAMHU SIBIISTIOTCS [9]:

o oOuwuit (KIMHUYECKUH) aHaIu3 KpOBH pa3BEPHYTHIN c
TupdepeHIUPOBAaHHBIM ~ TOJICYETOM  JIEMKOLMTOB  (JIeHKOIMTapHas
hopmyna);

O 00uui (KITMHUYECKUI) aHaIn3 MOYH;

O aHaJM3 KPOBH OMOXMMHYECKUH OOIIeTepaneBTHICCKUil (MCCaeI0BaHIe
YpOBHSI KpeaTHMHHHA B KPOBU, HCCIIEJOBAHHE YpPOBHS HATpHs B KpOBH,
HCCIIeIOBaHUE YPOBHS Kallis B KPOBH, UCCIIEZIOBAHUE YPOBHS XJIOPHUAOB B
KpOBH, HCCIIEIOBAHNE YPOBHS MOYEBUHBI B KPOBH);

O KoaryinorpamMma (OpHEHTHPOBOYHOE MCCIEIOBAHME CHCTEMbI I'eéMOCTa3a)
(AYTB, nporpoMOuH, GHOPHHOTEH, arperaius TPOMOOIUTOB);

O OMOXMMHYECKOE HCCIeOoBaHHEe MOYHM (HCCIeOBAaHUE YPOBHS HATpusi B
Moue).

YpoBenb  yOenutTeibHOCTH  pekoMeHaanuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

KommenTapuu: a) npu ocmpoii nopgupuu xapaxmepHo usmeHenue ygema moyu (om
P03068020 00 KUPNUYHO2O UlU OYp0o20) 8 OMCYmMCmeuu spumpoyumypuu; 6) 8 OUOXUMU4ecKom
ananuze HeobX0OUMo 0OpamMume 6HUMAHUE HA KOHYEHMPAYUO HAmMpus 8 Cbl@0POmMKe KpOoU U 8
moue. ['unonampuemus 6cireocmeue CUHOPOMA HeAOeK8AMHOU CeKpeyuu 6a30NnpeccuHa —
namoznomonuunsiii cumnmom OIL Ilpu smom Heob6x00umMo uckiouyums opyeue npuduHbl
2unoHampuemuy (HA0NO4eYHUK08aAsl HeOOCMAMOYHOCHb, UHQVIUOHHAS mepanus u op).

e PexomeHnayercsi BceM MalMeHTaM C YCTAHOBJIEHHBIM jauarHo3oMm araku OIl s
JMAarHOCTUKHU COMYTCTBYIOIIEH NaTOJIOTHU:

e Onpenenenue antuten kiaaccoB M, G (IgM, IgG) k Bupycy ummyHoaepuuuTa

yenoBeka BUU-1 (Human immunodeficiency virus HIV 1) B kpoBu, Onpenenenue
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anturen kinaccoB M, G (IgM, IgG) x Bupycy ummyHnoaedunmra yenosexka BUY-2
(Human immunodeficiency virus HIV 2) B kpoBu [26];
e Onpenenenne antureHa (HbsAg) supyca renmaruta B (Hepatitis B virus) B kpoBwy,
Onpenenenue antuten K Bupycy renaruta C (Hepatitis C virus) B kposu [26-28];
e Onpenenenne anTtUTen K OnemHoi Tpenoneme (Treponema pallidum) B
HeTpennoHeMHbIX Tectax (RPR, PMII) (kauecTBeHHOE M MOJYKOJIMYECTBEHHOE
YCCIIe/IOBaHKE) B CBIBOPOTKE KpoBH [29].
YpoBenb  yoenurteqbHocTH  pekomennamuii C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)
Pexomenayercss mnauuentam ¢ OIl mpu pa3BUTUM OCTPOIl MOJMHEBPONATHH HWIH
SHIlepaoNaTUM U HaJIMYMM COMHEHMH B MX CBSI3M C aTakol ocTpoil moppupuu —
WCCIIE/IOBAaHUE  CIIMHHOMO3TOBOW  JKHMJIKOCTH,  BKJIIOYAIONICe.  [UTOJOTHYECKOE
uccienoBanue (MojcyYeT KIETOK B CYSTHOW KaMepe — ONPEIeTICHNE IIUTO3a U KJIETOYHOTO
coCTaBa), OMOXMMHYECKOE HCCIenoBaHue (OmpeneseHne YypOoBHS Oelka, TIFOKO3BI,
nakrata), JlanpHeiiee oOciemOBaHWE C IEIbIO BBISBJICHHS STHOJOTHH BBISBICHHOM
cumnromatukn (omimyroit ot  OII) mnpoBOAWTCA B 3aBHCHMOCTH OT  KJIMHHKO-
J1a00paTOPHOTO CUMITOMOKOMIUIEKCA W MOYKET BKIIIOYATh B ce0s1 OaKTEpHUOJOTHYECKHE,
BHUPYCOJIOTHYECKUE U Apyrue TecThl (rmo mokazanusm) [30].
YpoBenb  yOenuTeabHOCTH  pekoMeHpaauuii C  (ypoBeHb  /10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapuu: npu amake ocmpoti nopgupuu cocmag CRUHHOMO32080L HCUOKOCMU

ocmaemcst HOpmMalbHbIM.

Pexomennyercsi mamuentam ¢ OIl mpu momo3peHun Ha padmommosm3 (y Jr000Tro
MaIMeHTa ¢ MHAITUSAMHU) OIpeelieHHe akTUBHOCTH KpeatnHkuHasbl (KDK) B kpoBum
MHOTJIOOMHA B KPOBH JUTSI HCKIIFOUEHHs Muomatuu [17].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 4)

2.4 HNHCTpYMEHTAJIbHBIE TUATHOCTHYECKHE UCCIETOBAHMSA

Ilpu ouacnocmuxe OIl neobxo0umo umemsv ungopmayuro O HATUYUU OCTOHCHEHUT

OCHOBHO20 3a60ﬂ€8aHuﬂ, xapakmepusyrouwux 0aBHOCMb €20 MeYeHUs U CIMenetb npoepeccuu, a

Makdice Haru UL KOHKypupytowet uiu conymemsyiowei namonozuu [4,8,9,19,20].

P CKOMEHAYETCHA BCEM IIallUCHTaM C arakon OII MMPpOBCACHUC OOIOJIHHUTCIBHBIX

MCCIICIOBAHUI [Tl UCKITFOUCHHSI COMYTCTBYoMIEH maronoruu [1,4,6-9,17,19,20]:
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o Y3U u KT opranoB OpronrHoii mojaocTy, 3a0pIOMIMHHOTO IPOCTPAHCTBA U
MaJjoro Tasa JUlsl UCKJIKOYEHHs IMPOLIECCOB BOCHAINUTEIBHONW HMPHUPOJIBI U
JPYroi 3THOJIOTUH, KaK MPHUYUHBI a0JOMUHATIBHBIX OoJei [31];

o OKI (amekrpokapauorpadusi) sl ONEHKH (YHKIIHOHATBHOTO COCTOSHUS
cepama [31];

o KT (xommbrorepHass Tomorpadusi) HIM TPULEILHOW pEHTTeHOTrpaduu
OpraHoB IPYIHOM KJICTKH Ul MCKITFOUCHHS ATOJIOTHH JIerkux [32];

o MPT (marHuTHO-pe30HAaHCHas ToMorpagusi) TOJIOBHOTO Mo3ra IpHU
CUMITOMAax »SHIeQalonaTHX C UENbI0 BHU3YAIHU3alUd CUMMETPUYHOIO
0YaroBOro MOPaKEHUs TOJIOBHOTO Mo3ra (CHHApPOM 3ajaHel oOpaTuMoit
SHIepaAIONaTHH, a TaKXKe C IeJIbI0 HCKIIOYEHHUS TpomM003a BEHO3HBIX
cunyco) [4].

YpoBenb  yOeautTeqbHOCTH  pekomeHaanmii C  (ypoBeHb  /IOCTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

2.5 Uupble IMAarHOCTHYECKHE HCCJIeT0BAHNSA

e Pexomenayercs nanuentam c atakoit OIl nmpoBeneHre JOMOJIHUTENBHBIX KOHCYIbTALNI
CMEMUAINCTOB MO TOKa3aHUAM JUI MCKJIIOUCHHS COMyTCTBYromeH matojorun [1,4,6—
9,17,19,20]:

O OCMOTp Bpada-aKyliep-THHEKOJIOTa MPH TOJ03PEHUH Ha MEHCTPyabHO-
accouunpoBanHoe Teuenue OIT;

O KOHCYJbTAIlMs Bpada-Hedposiora NpH HATWYMH KIMHUYECKUX WIH
71a00paTOPHBIX MPU3HAKOB PA3BUTHS OCTPOU MOYECYHOM HEIOCTATOUYHOCTH;

O OCMOTp Bpauya-HEBPOJIOTA IIPU PA3BUTHUU HEBPOJOTUUYECKON CUMIITOMATHKH
(MplledHass  cnaboCTh, HOUMNPHUIAAKH, HAPYUICHHWE CO3HAHUSA WU
TTOBEICHUS )

YpoBenb  yOeauteabHocTH  pekoMenganuii C  (ypoBeHb  10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

KomMmenTapuu: no pesyremamam ocmompa 6paua-He8ponoza HeoOX0OUMO peuienue
gonpoca o nHeobxooumocmu npogedenus MPT 2onoenozo mosea, 931" (0na ougpgepenyuanvroii
OUACHOCUKU CYOOPOIACHO20 cuHOpoma) u cmumyasyuonnou IOMI (Ona oyenmku xapaxmepa
nospesicoenus: nepughepuieckux Hepeos - aKCOHANbHBIU UIU AKCOHATbHO-0eMUSTUHUSUPYIOWUIL).

Ocmpas noueunas HedocmamoyHocms - peokoe (3%), HO cepbe3Hoe OCl0NHCHEeHUe amaKu

OIl, moscem pazsusamuvcsi 0adxce Ha (hone peepecca opyaux cumnmomos amaxu [6,20].
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Ilpu nooospenuu na amaxy OII, 00 momenma uckmoyeHusi OUALHO3A, 8PAY OO0IINCEH
8030epHcamvpcsi OM HA3HAYEHUSl JeKAPCMBEHHbIX CPeOCm8 U BbINOIHEHUs OUASHOCMUYEeCKUX
Mauunyisayutl (6 mom uucie onepayuti), CnOCOOHbIX nospedums nayuenmy. B Oonvuuncmee
CIyuaes HesiCH020 AO0OMUHAILHO20 CUHOPOMA OUAHO3 nopdupuu He 6yoem noomeepI’cOeH, HO
nabopamopuvie mecmul s uckuroueruss OI1 oonicnvl 6bime nposedenwt [1,7,17].

3. Jleyenue, BK/JIIOYAS MeIMKAMEHTO3HYI0O 1 HEMEIUKAMEHTO3HYI0 Tepanum,

AHETOTEePaANNIo, 00€300/1MBaHNe, MeIUIMHCKHE MOKA3AHUA U

NMPOTUBOINOKA3aAHUA K IPUMEHCHUI0O METOAOB JICYUCHUA
L]envio mepanuu sensemcs npepwvieanue npoepeccuu amaxu OI1. Ilokazanuamu k nauany
Jleuenusl, HanpasieHHozo Ha nooasrenue cumwmesa AJIK u IIBI, caysxcam cumnmomul,
xapaxkmepHvle ona amaxu OIl, u nosviuwenue noxazamenei nop@HUPUHO8020 0OMeEHA.

3.1 JleyeHne reMuHOM

Ipenapamol 2emuna Ovinu npeonoxcenvl 0ns neyenuss amaxk OI1 ¢ 1978 2. [33].
OK302ennbill  cemun cHudcaem axkmuenocmsv AJIK cunmemasvl 6 neuenu no mexamusmy
ompuyamenvbHou 06pamHoll cea3u. Buympueennoe 6sedenue cemuna npugooum K OUOXuMuyeckou
pemuccuu, m.e. Kk cHudxcenuro sxkckpeyuu AJIK u IR, umo docmamouno 015 npekpawjeruss amaxu
OIl, npu ycnosuu uckuioueHus: 6cex nposoyupyrouux gpakmopos [22].

T'emun  nonyuarom nymem 6vloenieHUs U OYUWEHU KOHYEHMpama 4eno8eyecKux
IPUMPOYUMOB.

e PexoMeHayercsi BceM MallieHTaM C YCTaHOBJIEHHbIM auarHo3oMm araku OIl cpounoe
MPOBEJICHUE Kypca Teparuu reMUHOM B/B 3 Mr/kr 1 pa3 B CyTKH B TeueHue 4 qHEH (Makc
cyrounas 250 wmr) [4,6,8,9,19,22,34,35].

YpoBenb  y0enuTeNIbHOCTH  PpeKOMeHZaUMid A  (YPOBeHb  /I0CTOBEPHOCTH

JA0KA3aTeJbCTB — 2)

KoMMeHTapuu: neped u nocie eco 66edeHusi cucmema OOJNCHA OblMb NPOMbIMA
Puzuonocuueckum pacmeopom (nampusi xaopud**) 0ns cHudiceHuss pucka mpomboprebuma.
Pannee wnauano mepanuu ecemunom nossonsem xynuposams amaxy OIl u npedynpedums
passumue 0clodcHeHull. Beedenue cemuna nayuenmy co cmabunuzuposanHol amakou 6 ¢aze
namo uiu CNOHMAHHO20 pecpecca HeyenecooOpasHo.

3.2 Jleyenune 00JLIIMMH 103AMH VIJIEBOA0B

Jleuenue amax OIl ¢ nomowbro 8b1COKO Y21e600HOU OUenbl UYL BHYMPUBEHHO2O 88EOEHUS.
0ekcmpo3bl™*  6vi10 npeonodceno 6 1964 200y [36]. Hexcmposza™* cnusicaem axmusnocmo

paxmopa (PGC-1a), komopwiti nanpsmyio undyyupyem mpanckpunyuro AJIK-cunmemaswl [37].
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e Pexomenayercsi manyeHTaM C JETKUMHU aTakaMy OCTpoil mopdupuu (HEMHTCHCUBHBIN
00JIEBOM CHHIPOM, OTCYTCTBHE HEBPOJOTMYECKHX MPOSBICHUNA M DJICKTPOJIUTHBIX
HapyIIEHN) WIK IPU HEBO3MOXHOCTHU NPOBEAECHMS TEPAIUU TeMUHOM — BBeAeHue 10%
pacTBopa AEKCTPO3BI*™ C LENbI0 MOCTYIUICHUS! OOJIBIIOTO KOJUYECTBA YIJIEBOJOB U JUIS
CHATHUS ataku ocTpoit mopdupuu (1-2 1 B cyrkm) [1,4,38].

YpoBenb  yOeauTeJbHOCTH  pekomenaaumii C  (ypoBeHb  [I0CTOBEPHOCTH

JI0KAa3aTeJbCTB — 5)

KommenTapuu: 0% pacmeop Oekcmposol™™ 6600umcs MeONeHHO GHYMPUBEHHO C
UCNONIb308aAHUEM UHDY30Mama, dHcelamenbHo KpyearocymouHo. Ilobounvie 3¢ppexmol Oonbuiux
003 JIII exnouarom cepvesuvie KoneOaAHUs YPOGHs 2NIOKO3bl 8 KPOGU OM 2unepeiukemuu 00
PEaKmMuUGHOU 2UNOTUKEMUU U MOZYM NPUBOOUMb K COOMEEMCMEYIOWUM HE8POI0SULEeCKUM
napywenusam [1,20]. Tepanuio Oexcmpozou™™ ons newenuss amax He npuMeHsOm npu
bepeMeHHOCmU U Y NAYUeHMO8 ¢ XPOHUUECKOU noueunou Hedocmamounocmvio [4,8,9]. Panee, 0o

** ¢ guoe

NOsBNEHUS NPEeNnapamos 2eMuHd, 6600UIU CYUWeCMBeHHO 0oabliue 003bl 0EeKCMpPO3bl
KOHYeHmpupoeanuwix pacmeopos (20% unu 40% pacmeop 0o 2 1 6 cymku, 4umobvl 00cmuyb
cymounou 003wl 300-500 2/cymxu). O0naxko maxas mepanus ObLiA CONPANCEHA C CYUECMBEHHbIM
PUCKOM 2UNepeiuKemMuu Wik peakmugHOU UNO2IUKeMul, U, COOMEemcmeeHHo, Mo2ld NPUBOOUMb

K OONOAHUMETbHbIM HeepolocUHeCKUM OCNOHCHEHUAM .

3.3 Il1azmadepes

Inasmaghepes npumensincs pawee 0ns aevenus amax OIl ¢ yenvro Mmexanuueckozo
yoanenus nopoupuHos u ux npeoulecmeeHHUKo8 u3 Kpogomokda. OOHAKO OAHHbIL Memoo He
CHUdIcaem, a CcKopee, Y8eIUdudaen CuHmMes NnpeoulecCm8eHHUKos NopQUPUHOS, a MAaKice
npU8OOUmM K pazeumuto cUnoaibOYMUHeMUul, yeeruyusaoujeli puck pazeumusi omeka moszed u
snyeparonamuu. B meuenue nocieonux 20 nem, OaHHbIL MEMOO He UCNONb3Yemcsl OISl 1eYeHUs.
OIl 6 cmpanax 3anaonou Eeponet u Ceseproii Amepuxu [4,8,9,19].

3.4 HyrpuTHBHASA NOJIEPKKA

e Pexomenayercss mnamuentam ¢ OIIl, UMEOMNM UIMTEIBHBIA Mape3 KeIyJI0YHO-
KHIICYHOTO TPAKTa WM HapylIeHHE TJI0OTaHHs, 00CCIIeYCHUE aJICKBAaTHONH HYTPUTHBHOU
noyiepxku [8,39].

YpoBenb  yoeauTedbHOCTH  pekomeHaanmii C  (ypoBeHb  IOCTOBEPHOCTH

JI0Ka3aTesIbCTB —4)

KomMmeHnTapuu: npeonoumenue gce20a 0014CHO 0moasamspcsi SHMEPAIbHOMY RUMAHUIO.
IIpu Hapywenuu enomanust Modcem OblmMb YCMAHOBNIEH HA302ACMPATbHBII UTU HA30CIOHATbHBII

30HO0. Hpu ONUMenbHOM 30HO080M NUMAHUU ycmaHaeiueaenics cacmpocmoma. HapeHmepaﬂbﬂoe
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numanue npoeodumC}l 6 ciydae HeBO3MOINCHOCMU IHMeEPAlIbHOcO0 NUMAHUAL. Heesozmooicnocmo
comarusi uiu napes ofceﬂydquo-KumeuHoeo mpakma He O00JIICHDL CILYoHCUMmMs npuuuHoﬁpas*eumwz
Kaxekcuu 'y nayuennios ¢ Oll

3.5 Uckaouenue aeiicTBUS NOPGUPUHOTeHHBIX (hAKTOPOB

e Pexomenayercs Bcem mammeHtam ¢ OIl  wuckiaroyeHMe BceX MOTEHIHAIBHBIX
nopupHUHOTEHHBIX (DAaKTOPOB, TaKWX KaK JIEKApCTBEHHBIC IIpenapaTsl, alKOTOJIb,
rojiofanue/ Hu3KoKanopuitHas aueta, crpece [20,25,40]. HeoO6xoauMo akTHBHOE JICUCHHE
MH(EKIMOHHBIX OCJIO)KHEHUH, KaK OJIHOTO U3 BaXKHEHIINX MOPPUPHUHOTEHHBIX (PaKTOPOB
[8,39].

YpoBenb  ybenurteqbHocTH  pekomenpamuii C  (YpoBeHb  JI0OCTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

3.6 CuMnroMaTuyeckas Tepanus

e Pexomennayercs namuentam ¢ OIl mpu HaaMuMuM MHTEHCHBHOTO OOJIEBOTO CHHIpOMA
(BAIII> 7 cwm, Ilpunoxenue I) mnpoBeneHHe aHAIBIe3WH C  HCIOJIb30BAHHEM
aQHAJIbIe3UPYIOUINX  OMHOUAHBIX CPEACTB (CM. COOTBETCTBYIOLIME KIMHUYECKUE
pEKOMEHAALNHU 110 XpoHHUYecKoi 60mm). [lanentam ¢ HeTsXKenbIM 00JIEBBIM CUHIPOMOM
pekomenayercs HasHaueHue HIIBIT (ta6n.5). B kadecTBe cpeacTB, MOTEHIMPYOMIHX
JeCTBHE aHAIbIeTUKOB MOTYT OBITh Ha3HA4Y€Hbl MPOTHBOSIUJIENITUYECKUE CPEICTBA
(6eH30aMazenuHbBl), B  COOTBETCTBHM C  3apErHCTPUPOBAHHBIMH  MOKA3aHUSAMH
[4,6,8,9,19,41].

YpoBenb  yOenuTeibHOCTH  pekoMeHpaanuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

e Pexomenayercsa mnauueHtam ¢ OIl ¢ HanMumeM Taxukapauu Ha3HAuYCHHE
cenekTuBHBIX Oera 1 ampenoOnokaropoB (CO7AB  CenextuBHble OeTa-
aapenoOnokatopsl mo ATX kmaccuduxanmmu) c¢ nenvto cHmwkeHus YCC u
YMEHBUIECHUSI pUCKa PA3BUTUSA APUTMUMA B COOTBETCTBUU C 3aPETUCTPUPOBAHHBIMU
nokazanusmu [4].

YpoBenbr  yOeaurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

e Pexomenayercst nanuentam ¢ OIl mpu pa3BUTMM THIEPTOHMYECKOTO KpHU3a
Ha3HAUCHHE IPErapaTroB ¢ I'MIOTCH3UBHBIM JCHCTBHEM (aHTHAJAPEHEPTUUCCKUE
CpeZACTBa IEHTPAJIBHOTO NIEHCTBUSA, celeKTHBHbIe Oera 1 agpeHoOioKaTopsl (10
ATX - CO7AB CenextuBHble OeTa-aJpeHOOIOKATOPHI), B COOTBETCTBUH C

3apCruCTpUPOBAHHBIMU  TIOKAa3aHUAMU, IIpCNaparoB MU B COOTBETCTBUU C
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KIMHAYECKUMH PEKOMEHAALUMSIMH 10 BEJCHHUIO MAI[MEHTOB C apTepUalbHOM
TUIEPTeH3UEH U crucKoM paspemeHHbIX npu OIl jekapcTBEHHBIX MpemnapaToB
[4,8,9,19,41].
YpoBenb  yOeautTedbHOCTH  pekomenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenrTapuu: cnucox paspewennvix npu OIl  nexapcmeennvix  npenapamos

(http://www.drugs-porphyria.org)

Pexomennayercs nanuentam ¢ atrakoid OIl i 1edeHrs TOIHOTHI U PBOTHI Ha3HAYEHUE, B
COOTBETCTBUHU C 3apPETUCTPUPOBAHHBIMH IIOKA3aHUSIMH, AHTUIICUXOTUYECKHX CPENICTB
(NO5A mo ATX knaccudukarun), ankcuoautukoB (NOSB mo ATX kiaccudukarym),
npoTuBOpBOTHBIX (cTEMyNsaTopsl MoTOpukH JKKT, AO3FA mo ATX knaccudukaimm)
cpenacts [4,8,9,19,41].

YpoBenb  yOeauTeJbHOCTH  pekomeHaanmii C  (ypoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: memoxnonpamuo™* 6 oOonvuwuncmee ciyuaes8 UCNoOIb308aics 6e3

OCJIOJICHEHULL 8 COOMBEMCMEBUU C sapecucmpupoeaHiblMu NOKA3AHUAMU, KPOME NAYUEHMOK 60

spems bepemennocmu. (http://www.drugs-porphyria.org/) [4,8,9,19,41].

Pexomenayerca mnamuentam ¢ OIl s neyeHUs] SMHJIENTUYECKUX MPUIIAJKOB, B
COOTBETCTBUU C 3apETUCTPUPOBAHHBIMH MMOKA3aHUSMHU, UCTIOIh30BAHUE aHKCHOJUTHKOB,
MPOTHBOAIIIICHTUYECKUX  CPEACTB (Tpymnma — TMpoYre MPOTHBOAHICTITUYCCKHE
npenapatsl, NO3AX mo ATX knaccudukanuu). B cimydae pa3BUTHS SMUIECOTHYECKOTO
CTaTyca MOKET UCIOJIb30BATHCSI HEMHTAIUTSIIMOHHOE CPEICTBO M3 TPYIIIIBI TPETIapaToB s
ob6meii anecre3uu (NOLA mo ATX ximaccudukanun). s KOppeKIIMu HUHCOMHUU MOTYT
HCIIOJIB30BaThCsA CHOTBOPHBIE U cematuBHbIe cpeacTBa (NOSC mo ATX kimaccubukarivm)
[4,8,9,19,41].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapum: eounuunvle snunpunaoku o6b14Ho accoyuupyromesi ¢ CUHOPOMOM 3a0Hel

obpamumoti suyeparonamuu (no oannvim MPT 2onoenozo mosea) u ne mpedyom OnUmMenbHOU

NPOMUBOCYOOPOACHOU mepanuu nocie pazpeuwenus suyeparonamuu. Koppexyus apmepuanbHou

cunepmensuu U cunonampuemuu y nayuermoe c QHMHPMHGOKGMM 00IICHA npoeodumbm oaorce

npu  HEe3HaA4YumejlbHOM NnoeblUleHUU A,ZZ U HE3HAYUME/NIbHOM CHUMNCEHUU YPOBHA HAMPUAL.

(http://www.drugs-porphyria.org/)
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e Pexomenayercst nanuentam ¢ arakoi Ol 1 nedeHus rajulrolMHALMKA UCIOJIb30BaHUE
AHTUIICUXOTHUYECKUX (HEMPOJIENITUKN) CPEJICTB B COOTBETCTBUH C 3apETUCTPUPOBAHHBIMU
nokasanusmu [4,8,9,19,41,42].

YpoBenb  yOeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)
Kommentapuu: (http://www.drugs-porphyria.org/)

3.7 Koppekuusi BOJHO-COJEBOro 0ajaHca

e Pexomenayercs nanuentaMm ¢ atakamu OI1, B ToM urcie Ha GoHE JIedeHHs TpenapaTaMu
reMHUHa, MpoBe/IeHne WH(Y3MOHHON Tepanuu HEOOJIBIIMMH WM YMEPECHHBIMH JI03aMHU
CPE/ICTB ISl YIJIEBOJAHOTO MUTAHUS (IEKCTPO3a**) M pacTBOPHI, BIUSIOIINE HA BOJHO-
AIIEKTPOJIMTHBIA OanaHc (pacTBopbl anekTpoiutoB — kogq ATX BO5XA) B kauecTBe
MO/UICP)KUBAOIIECH Tepanuu JUIsl TPO(HUIAKTUKA TOJOJaHWS W OO0E3BOXKHBAHUSI B
COOTBETCTBUHU C 3apETUCTPUPOBAHHBIMU TOKa3aHusmu [4,8,9].

YpoBenb  y0eauteibHOCTH  pekoMenaaumii C  (ypoBeHb  /IOCTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

KommenTapuu: Heobxooumo moHumopuposams 800HO-21eKMPOIUMHBII OANAHC, M.K.
aghghexm pazeedenus OorLUUMU 00bEMAMU «CBODOOHOU» IHCUOKOCIIU MOdCem YCyeyoumo
eunonampuemurto [4,6,8,9,39]. Ob6wvem ungysuonnoi mepanuu paccuumsviéaemcs UHOUSUOYALLHO
- OM 02panuyeHust 8800UMbIX HCUOKOCMEL Npu cunopome Headeksamuou cekpeyuu A/l 0o
Ovicmpozco  8ocnonHeHuss obvema yupxyaupyrowei ocuokocmu  (OLK) u  xoppexyuu
NEeKMPOTUMHBIX HAPYULEHUL NPU OCMPOT NOYEYHOU HeOOCMAMOYHOCMU HA (pOHe pabooMuUonIuU3a
(mabn.5). B cnyuae pazsumusi ocmpou noueuHou HeOOCMAmMOYHOCMU mepanus Npo8ooUmcs
CO2/IACHO CIMAHOAPMHBIM PEKOMEHOAYUAM, 8KI0YAs, NPU HeoOX00UMOCMU, 2eMOOUATIU3.

e Pexomenayercs manuentam ¢ atakamu OIl mpu pa3BUTUM THIOHATPUEMUU BBEICHUE
PETUIAPATHPYIOIINUX CPEACTB - U30TOHUYECKOTO PaCTBOpa HaTpus xyopuaa** [4,6,8,9,39].
YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

3.8 Benenue manueHToB ¢ 0CJI0KHeHHOM aTakoi OI1

Ilpu  paszeumuu msaxcénvix ocnoxcrnenuti  OIl  (byrvbapuwiti  cunopom, napanuy
ObIXAMENbHOU MYCKYIAmypbl, MANCENAs. SUNOHAMPUEMUsL) CYWecmeyem yepo3d J1emaibHO20
ucxooa [6,7,20,39,42]. Ocnosnvimu npuuunamu 1emanibHbIX UCX0008 AGISAIOMCI: NHEEMOHUS,
accoyuupogannas ¢ onumenvrot MBJI, cencuc u opyeue ungpexyuonHvle 0C10M4CHEeHUs, maicenvle

apummuu.
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e PexomeHnayercsl manueHTaM ¢ OciokHeHHbIMH aTakamu OIl mepeBoa B oTAeneHHE
peanumanuu v uHTeHcuBHOW Tepanuu (OPUT) ans mpore3upoBaHMs JbIXaTEIbHOMN
(GyHKIMU, aJeKBaTHOM CHMIITOMAaTHYECKOW Tepamnuu, KOPPEKIHUH METa00IMYeCKHX
paccTpoiicTB U Tepanuu reMuHoM [6,39,42]. MuTyOarus Tpaxeu 1 Ha4ajao HCKYyCCTBEHHOM
BEHTWIALMK JIETKUX TIOKAa3aHO NPHU PAa3BUTHH Tapajyya JbIXaTeJIbHOW MYCKYJIaTyphl,
HapyIIECHUH JBIKEHHUS TuadparMbl, KaluieBoro peduiekca, acnupauoOHHON MTHEBMOHUH
[6,7,20,39,42].

YpoBenb  yOeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

KommenTapuu: nokazanusmu o0ns eocnumanuzayuu nayuenmog c amakou OIl &
omaoeneHue peaHumMayuy A6AAI0MCsL:

®  KIUHUYeCKUU U PYHKYUOHANbHbIU PUCK ObIXAMENbHOU HeO0CNAMOYHOCMU,

® npocpeccuposaHue amaku ¢ pazgumuem  OYIbOAPHBIX  CUMNMOMOS,  MANCENOU
SUNOHAMPUEMUU, HaAPYULeHUll pumma cepoya, apmepuanviou eunepmensuu >200 mum pm.
cm, yeHemeHus CO3HAHUS, M.K. 9MO - NPeO08eCMHUKU BbICOKO20 DPUCKA OCIONCHEHUU U
JIemanbHo20 UCX00d.

Pexomenoayuu no neuenuro nayuenmos, HAXOOAUWUXCA 6 KPUMUYECKOM COCMOSHULU,
00YC06NIeHHOM — MAJCENOU  OCMpOU  noauHesponamueti, UOEeHMUYHbl — MAKOBbLIM,
ONUCAHHBIM 8 KIUHUYECKUX DEeKOMEHOayusx no 6e0eHul0 NayueHmos ¢ CUHOPOMOM
Tutiena-Bappe [43] u 6 kiunuueckux pexomeHOayusx no ie4eHuro NAYUeHmos, OJUmeibHoO

HAXOO0SUWUXCA 8 Kpumuyeckom cocmosnuu [44].

3.9. Benenue NAIMEHTOK € PEryJSpPHLIMH _MEHCTPYAJbHO-aCCOIMHPOBAHHBIMH

arakamu

YV oicenwyun ¢ OIl mencmpyanvusiii Yyuxi s611emcs Hauboiee 4acmovim nposoyUpVIOUUM
Gaxmopom (10-39%), umo npossrsemcs cumnmomamu amaxu OIl ¢ unmepganom 1-3 mecsaya 6
npeoMeHCmpyaibHoM nepuode. B bonvuuuncmee ciyyaes smo - jeckue amaxu, e mpeodyoujue
eocnumanuzayuu. Hepezynsapuviii MencmpyanbHblil YUK 8CLeOCMEUe 20PMOHAIbHO20 OUCOaIanca
Modcem cnposoyuposams yukiuveckue amaxu. Ilockonvky y 50% nayuenmok He 803HUKaem
NOBMOpHBLIX —amax nopgupuu  uiu  HAOM0O0AmMcs  eOUHUYHble  NOBMOPHble — amaxu,
CNPOBOYUPOBAHHBIE IKZ02EHHBIMU (DAKMOPAMU, HA3HAYEHUE 2OPMOHANbHOL mepanuu 60 epemMs
nepeoti amaxu OII ne obocrosano. Buecme ¢ mem, oxono 3-5% owcenwun ¢ Ol ucneimoiearom
msdicenvie pecynApHble AmaKu, CEA3aHHble C MEHCMPYANbHbIM YUKIOM (¢ unmepsaiom 2-4
Hedenu), Ymo Aaccoyuupyemcs ¢ KpauHe HUSKUM KAYeCMBOM UX HCUZHU U BblCOKUM PUCKOM

emanvHo2o ucxooa. Mmenno smoii cpynne nayuermokx, npu Heaqbqbekmueﬁocmu cmaHdapmelx
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Meponpusmull no Koppekyuu oopasa JHcusHu, NOKA3aHa npeseHmueHas 20pMOHANbHASL Mepanus
[4,8,9,41].

e Pexomenayercss mnamueHTKaM C MEHCTPyaJlbHO-acCOUMUpPOBaHHbIMM aTakamu OII
Ha3HA4YCHUE IIPEBEHTUBHONW TOPMOHAIbHOW Tepanuu. lIpeBeHTHMBHas TropMOHalIbHAsA
Tepanus epBoi JIMHNUN BKIIOYaeT TOPMOHAIbHbIE KOHTPALIEITUBBI CHCTEMHOTO JIEHCTBUS
(mporectarensl U 3cTporeHsl ((pukcupoBanHble coueranusi), rpynma GO3AA mo ATX
KiIaccu(UKaMm):  JICBOHOPTeCTPEN + STHHWIACTPAANON  JUIS  KOHTpAlENIuu |
Ha3HayaeTcsl B CTaHAApTHOM pexxume 21 neHs + 7 aneit nepepsiB. [IponomkureabHOCTh
Kypca — He MeHee 6 MecsIeB; NmepBuYHas oreHKa A((EKTUBHOCTH - 4epe3 3 Mecsiia.
[IpeBeHTHBHAS rOPMOHAIbHAS TEPAIKS BTOPOH JIMHNUN BKIIOYAET AaHAJIOTH TOHAJOTPOTIHH-
PWIM3UHT TOPMOHA M IPUMEHSIETCA B CTaHJApTHOM pexxume: | mHbekius B Mecsi Ne 6-
12. IlepBuuHas oueHka 3(pHeKTUBHOCTH MPOBOIUTCA yepe3 3 mecsaua. [lpu anurenbHOCTH
Teparmuu 0oJiee 6 MeCAIEB MOKA3aHO JAOMOJHATEIPHOE Ha3HaueHue dcTporeHoB (ko GO3C
no ATX xnaccupukanum) B JIEKapCTBEHHOM (opMe «TeparneBTHUecKas CcHucTema
TpaHncaepmanbHas» [4,8,9,41,45-47].

YpoBenb  yOenuTeabHOCTH  pekoMeHaauuii C  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

Kommenrtapuu: llokasanuem Ons HazHayeHusi 20pMOHANbHOU mMepanuu nepeou JTUHUU
aensiemcs pazsumue 2 u 601ee MEHCMPYAlbHO-ACCOYUUPOBAHHBIX amak 6 meyeHue 4 mecayes npu
yeaosuu omcymemsusi cumnmomos amaxu OIl na momenm nauana 20pMoHANILHOU MEPANUU.

llokazanuem Ona npumeHeHUuss 20PMOHANLHOU Mepanuu 6mopou JUHUU AGJISemCsl
Hea(hheKkmusHOCmsb 20PMOHANLHBIX KOHMPAYENMUB808 CUCMEMHO20 Oelcmeus Uuid Haiudue
noOouHbIX A6NEeHUl HA (oHe ux npuema u/unu maxcenoe meyenue Oll. Haznauenue 20pmMoHaibHOU
mepanuu 8 medenue mecsaya nociae ocnodcrennou amaxu Ol nejxcenamenvHo uz-3a pucka
passumus mpomb60308. Heobxooumo monumopuposams ypoenu AJIK u IIBI" 6 moue, npu
nosgieHuy cumMnmomos 8ozmoxcuou amaxu OII, mepanus Oondxcua dvime npepsana. Tepanus
AHAN02aMU 20HAOOMPONUH-PUTUSUHE 2OPMOHA BbI3b18AC MEHONAY3Y U NPUBOOUM K CHUICEHUIO
VPOBHS IKCKpeyuu npeouecmeeHHUK08 nop@upunos 6 move 0o 60% om ucxoonoeo. Pewenue o
HA3HAYEHUU NPEGeHMUBHOU 2OPMOHANbHOU Mepanuu NPUHUMAEmCs  JleYyauum  8paiom
(cneyuanucmom no nopgupuu) co8Mecmuo ¢ 8pavoM-axKyuepom-urnexonrozom. Ilayuenmol nHa
mepanuuy OO0JIHCHbL OCMAMPUBAMBCSL BPAYOM-AKYUEPOM-2UHEKON020M ¢ uHmepsaiom 3-6 mec.
Ecmecmeennas menonayza marxoice mModcem okazams «1e4eOHblll dPgekmy» Ha Yukiudeckoe
meuenue OII.

3.10. IlpodunaakTuyeckas Tepanus reMMHOM
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B cnyuae kpatine mascenoco meuenusn Ol u Heaghgpexmuenocmu 20pMOHANbLHOU mepanui,
Modicem ObIMb PEKOMEHO08AHO NPOPUIAKMUYEcKoe 86edeHue ceMuna Kaxicovle 1-2 nedenu 6
Konuuecmee 1-4 amnyn edxceoHe6HO. BonbUUHCIMEO NAYUEHMO8 OMMEeYaom HeKomopoe
yMeHbueHue madcecmu u wacmomuol amax Oll, oonako sma mepanus peoxo npueooum K nOaHOU
pemuccuu, U npu dMOM B03HUKAIOM NOOOUHble I¢hhekmbl HAKONIEeHUs dcenesd 8 Op2aHusme
[48,49].

e Pexomenayercs manueHTaM ¢ TSHKEIBIMU penuauBupyrommmu arakamu OIT mpoBeneHue

po(GUITAKTUYECKOM Teparui reMUHOM IS Toiepkanus pemuccun [48,49].

YpoBenb  yOeautTeabHOCTH  pekomengauuii C  (ypoBeHb  I0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

KommenTapuu: npu nasnauvenuu npogunakmuyeckoi mepanuu 2emMunom HeobXo0umo
KOHMPOUPOBAMb CblBOPOMOYHble noKazamenu obmena dceneza (¢heppumun, mpancgeppun,
OXCC, onceneso) ona ce80e8peMeHHOU OUASHOCMUKU nepecpysku cenesom. llpu pazsumuu
mpombogh1edbumos noeepxXHOCMHbIX 6€H, ACCOYUUPOBAHHBIX C UACMBIMU (NPEBEeHMUBHBIMU)
UH@Y3UAMU 2eMUHA, HeobXo0uMa YCMano8Ka NOpm-cucmemvl, odecneyugarouier noCmosHHbIU

00Cmyn K YeHmpaibHol 8eHe.

3.11. Tpagcnjiagranus NeyeHun

C 2004 no 2014 2e. mpancnaianmayus nevenu oviia evinoanena 20 nayuenmam ¢ OIl. B
OonvuuHCmeEe cyuaes Ovll 00CMUSHYm Xopowuil pe3yibmam 6 eude npekpawerus amax Ol u
XpOoHUYeckux Oonel, a maxdce HOPMAIUZAYUU NaApamempos nop@Pupurnosozo oomena. OOHako
PUCKU MPAHCIIAHMAYUYU NeYeHU, KAK Memood Jieyenus, o2panuyusaiom e2o npumerenue [50].

e Pexomenayercsi mnamueHtam ¢ HeOmaronmpusTHbIM TedeHueM OIl ¢ TsokenbiMu
PELUAUBUPYIIUMU aTakaMH Mpu HEIHDHEKTUBHOCTU CTAHIAPTHOM Tepamuu MpOBEICHHE
TPaHCIUIAHTALIMU TIEYCHH [T JOCTIKEHHs peMuccun [4,8,50].

YpoBenb  yOeauteabHocTH  pekoMenganuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

3.12 Benenune 0epeMeHHOCTH vV nanmueHTok ¢ OI1

Luknuueckue amaxku nopgupuu He A6IAIOMCA NPEOUKMOPAMU AMAK 60 6PEMs.
bepemennocmu.  Ilpu ycnosuu uckioueHus npoeoOYUpYIOWUX @GaKmopos u nposeoeHus
HYMPUMUBHOU NOOOEPIHCKU 6 CIYYAAX PAHHUX 2eCmO0308, OepeMeHHOCMb peoOKOo Nposoyupyem
amaxu nopgupuu, nosmomy 3anpem bepemennocmu y nayuenmox Ol ne onpagoan. Onucamvl

carydau, Ko20a npu HacmynjieHuu 6€p€M€HHOCmI/l pecyisiipHble YUKTIUYeCKue amaxku npekpauialiuco
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nocie nepeoco mpumecmpa bepemeHHoCmu U odjee He 60300HOBUNUCL NPU HAOII0O0eHuu bonee 5

nem [51-53].

Pexomenayercsi mnarnuentkam ¢ OIl npu pa3BuTuM artaku NOPQUPHH BO BpEMs
OCpEeMEHHOCTH TMPOBEACHHE Kypca Tepanud TEMHHOM Ui KyINHpPOBAaHUS aTakd B
COOTBETCTBHUHU C 3apErUCTPUPOBAHHBIMU TOKa3anusmu [4,8,9,19].

YpoBenb  yOenurteqbHocTH  pekomenaamuii C  (YypoBeHb  JI0OCTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: npenapamer cema ucnonvzosanucy ons aedenus amax OIl 6o epems

bepemennocmu 6e3 ocrodxcnenuit [51,53].

3.13. BeaqeHnyve nanMeHToB ¢ No3aHuMH ocaokaenus OI1

ApTepuajibHasi THNIEPTEH3US

Puck OMCpPOYEHHO2O pazeumust XpOHLlll€CKOIZ apmepuaﬂbHoﬁ cunepmenH3suu y nayueHmoe c

OI1 3nauumenvho eviute, yem 6 nonyiayuu [4,8,9,19,40].

Pexomenayercsa BceMm mnamueHtam ¢ OIl MOHWTOpHpOBaHWE YpPOBHSI apTEPHATBLHOTO
JABJIEHUS IPU KaXIOM BHM3WUTE K Bpady, Ha3HAYEHUE CTAaHIAPTHOW T'MIOTEH3UBHOU
TEpanmuu TMpU HEOOXOAUMOCTH JJIsi ONpeAesieHUs JAajbHeilled TaKTUKU BeICHUS
naruenTos [4].

YpoBenb  yOenuteabHOCTH  pekoMeHaauuii C  (ypoBeHb  /10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

XpoHuyeckas MoYeyHast HeJOCTATOYHOCTD

Ilocmenennoe noguvluienue yposusa kpeamurura Haoarooaemcs 6 10-15% ecex cayuaes OI1

u accoyuupyemcsa ¢ wacmoimu amaxamu OII, apmepuanvroti cunepmen3zuel u pe2ynsapHbIM

yl’lOl’l’lpe6]l€HM€M Hecmepoudﬁblx npomueosoCcnaiumellbHovlx npenapamaoe. Hpu buoncuu noyex

sbLAGIAIOM MYOYIo-unmepcmuyuaivivie usmenenus [40,54].

Pexomenayercst BceM narpenTam ¢ OIT coOiroieHre aJIeKBaTHOTO MUTHEBOIO PEXKUMA K
MOHHTOPMPOBAHUE  KOHIIEHTPAIMA KPEaTHHWHA C  [EJNbI0  NPO(QUIAKTHKA |
CBOEBPEMEHHOM UArHOCTHKH MOYEYHOH HeTocTaTouHOCTH [4].

YpoBeHb  yOenurtesbHOCTH — pekoMmengamuii C  (YypoBeHb  JIOCTOBEPHOCTH
J10Ka3aTeJbCTB — D)

Kommenrtapun: we npumensromcs HIIBII y nayuenmos c¢ OIl npu nosviuenuu

KOHYeHmpayuu KpeamuHUHA. Xponuuecxuﬁ 2eMOOUANIU3 MOCEM cnposoyuposams  KOdJCHble

cumnmomsl y nayuenmog OIIIll, nanomunarowue no3ouwio Koxchylo nopgupuio. B ciyyasx

msoicenou XIIH nokazana mparncniaesmayusd no4ex uiu KOM6uHup08dHHCZ}Z mpancniaumayus

Nno4YeK U nedeHu.
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I'enaToueT0asApHas KAPUUHOMA

LI'enamoyennionapuas Kapyunoma passueaemcs, npumepHo, vy 25% nayuenmog ¢ OI1
(wawe OIIII), umo npesviuaem cpednioio wacmomy 6 oowei nonyrayuu 8 60 pasz. B omauyue om
XIIH, onyxonu neueHu pasgusaniucy e moabko y nayuenmos, paree nepenecuiux amaxu Oll, no
Uy 0eccuMnmomHuIX Hocumenell 2eHemu4ecko2o 0eghekma, Xoms y NOCIeOHUX PUCK PA3EUMUS
onyxonu neuenu uudxce. Ilpu smom, 8 OoavwuHcmee ciyyaes, Opyeux @Gaxkmopos pucka
KaHyepocenesa neyeHu (GUPYCHuIX 2enamumos, 310ynompeoienus aiKo2oiem, COnymcmayoue2o
yuppo3sa nevenu) y nayuenmos OII ne nabnroodanoce. I enamoyeinionapuas KapyuHoma A6saemcs
npuuunot cmepmu y 10% nayuenmos OIIIl cmapwe 55 nem [40,55].

e Pexomenayercs Bcem manuentam ¢ OIl crapme 50 jer, a Takxke OECCUMITOMHBIM
HOCHTEIISIM TeHETHICCKOTO JIeeKTa, MPOBOIUTH KOHTPOJIL Y 3U TiedeHn 1 KOHIIEHTPAIUN
anbda-peTonpoTenHa B CBIBOPOTKE KPOBU C IEIbI0O pPAaHHEH JUArHOCTHUKH
remnaTonesuoIspHol KapuuHoMsl [40,55].

YpoBenb  y0enuteiabHocTH  pekoMenaanmii C  (ypoBeHb  I0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

KomMmenTapuu: 3anooospums cenamoyenntoisipryo KapyuHomy u Hanpasumes Ha Y3U
(MPT) neuenu yenecoobpasno mex nayueHmos, y KOMOPLIX NOCNe OAUMENIbHOU DPeMUCCUU
pazeunuce amaxku OIl unu 6ecnpuyuHHO NOBLICUTUCL NOKA3AMENU NOPOUPUHOB020 0DOMEHA.
Jleuenue eenamoyennionapHbiX KapyuHom NPOBOOUMCST CO2LACHO COBPEMEHHbIM CMAHOAPMAM:
pesekyusi neyeHu, paouodacmomHas HEUHB8A3UBHASE AONAYUS, UHSUOUMOPbI NPOMEUHKUHA3bL

(LOLXE no ATX xnaccupuxayuu).

4. MeauIMHCKAs peadMIMTALMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMUIUHCKHUE MOKA3AHUS U IPOTHUBONOKA3aHUS K IPMMEHEHHI0 MeTO10B
MeIMIUHCKON peadWINTAIMU, B TOM YHCJIe OCHOBAHHBIX HA HCNOJb30BAHUN

NPUPOIHBIX Jie4eOHbIX GaKTOPOB

3anozom ycnewnoii peabunumayuu A61Aemcs pamHee Hauauio nPoeeoeHus Meponpusmuil
no yxody 3a NAyueHmom, 6KIOUAWUX NOCMYpalbHoe OpeHUuposanue, npoQYUIaAKMUKY
npoedCcHell, 4acmylo CMeHy ROJIOJHCEHUS. meaa y Uy ¢ 02PAHUYEHHOU N008uUdXCHOCmbl0. Komnuexc
PeadunumayuoOHHbIX Meponpusmuii ONid NAYUEHMO8 C NOPAlCeHUeM HepEHO-MbIUEeYHOU U
ObIXAMENbHOU CcUucmemM He OMAUYAEMCs Om Ge0eHUs NAYUeHmog ¢ Opy2ol MANCENol

Hesponocuueckol namonoeuet [39,54].
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e Pexomenayercst BceM nanuenTam ¢ Oll, ocnoxHEHHON NOpakeHUEM HEPBHO-MBILIEYHON
CUCTEMBI, IPOBE/ICHUE KOMIUIEKCA PeabMINTAllMOHHBIX MEPOIIPUATUIA, HAIIPABJICHHBIX HA
BOCCTAaHOBJICHUE  JIBUTATEIBHON  akTUBHOCTH.  KOMIUIEKC — pea0MIMTallMOHHBIX
MEpOTPHATHI BKItoUaet [54]:

o panHee Hayaso JIOK k MOMEHTY MUHMMH3AUK 00JIEBOTO CUHIPOMA;

O y TMAalHeHTOB C OTPAaHUYCHHOW TIOJBWXKHOCTHIO — TMACCHUBHOC W/HIU
CaMOCTOSITEILHOE JIBUKEHHE KOHEYHOCTEM C MAaKCHUMaJIbHO MOJHOU
aMILTUTYJIOM;

O W3MEHEHHE TIOJIOKECHHS Tejla B IPOCTPaHCTBE (MMOBOPOTHI ¢ OOKY Ha OOK,
BBIC)KMBAHHE B KPOBATH);

O paHHSs JbIXaTelbHAs TMMHACTUKA (B TOM YHCIIE C MOMOIIBI0 TPUOOPOB)
JUTS TIPO(PHITAKTUKY aTEIeKTa3UPOBAHMS JIETKUX;

O MaccaXX MEIUIIMHCKUAN (JIPEHAKHBIN, MBIIII] CITUHBI, KOHEYHOCTEN).

YpoBenb  y0eauteibHOCTH  pekoMenaaumii C  (ypoBeHb  JIOCTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

KommeHnTapuu: cpoxu  peabunumayuonHoeo  nepuooa u  obvem  JjeuebHO-
80CCMAHOBUMENLHBIX MEPONPUAMUL MO2YM  3HAYUMENbHO eapbuposams. Ilosenenue Ho8bIx
CUMNMOMO8, HO003pUmMenbHblX 8 omuoutenuu peyuousa amaxu Oll, s6nsemcsa nokazaHuem 014
noemopHot 1abopamoprou oyenxu cooepaxcanusi AJIK u IIBH 6 moue u KOHMpoOJisi KIUHUYECKO20

meueHUst KOHKYPUPYrouux 3a00.1e6aHul.
5. IlpodpunakTuka u JUCIAHCEPHOE HAOJII0leHre, MeTUIIMHCKUE TOKA3aHUA U

NPOTHBONOKA3aHUS K NPUMEHEHUI0 MeTO10B NPOPUIAKTUKHI

5.1. llpoduniaakTuka

Ipogunaxmuxa amax OIl 3axnouaemcs 6 MeponpusmMusAX, HANPABIEHHbIX HA
JUKBUOAYUID  IHOOSEHHBIX NPOSOYUPYIOWUX Gakmopos (Hanpumep, JAeyeHUe XPOHUYECKUX
ungexyutl, ycmpanerue 2unompoghuu, HopmMaiu3ayus yeie600H020 0OMeHa) u npeoomapaujetue
8030€UCMBUsL  IK302CHHBIX — NPOGOYUPYVIOWUX — (PAKMOPO8, npexcoe 6ce2o  aIKo20s U
JIEKAPCMBEHHbIX NPEenapamos ¢ BblCOKOU NOPHUPUHOLEHHOU AKMUBHOCMbIO, YCMPAHEeHUe
cmpeccoswix cumyayuti [4,8,9,40,54].

e Pexomenayercsi ¢ nenpto npodunaktuku atak OIl mHGOpMUpOBaHHE MAIMEHTOB, MX

POJICTBEHHUKOB W CEMEHHBIX Bpadell O TMpaBWIaX HCIOJb30BAaHUS JIEKAPCTBEHHBIX

npenaparos, HCOGXOI[I/IMOCTI/I CBOCBPEMCHHOTO JICUCHU I/IH(beKI_[I/Iﬁ U He3aMeIJINTeIIbHOM
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rocouTanu3alMu npu nosiBieHnn cumnTomoB artakd Ol Heobxomumo oOydenue
MAIMEHTOB MMPUHIIMIIAM 3I0POBOT0 00pa3a KM3HU, KOTophie BKItovaroT [4,8,9,40,54]:
O peryisipHOE€ HOPMO-KaJOpUKHHOE nuTanue. JJoCTHKeHne BEpXHEH IpaHuLbl
HopMbI HHJeKkca Macehl Tena (MMT). Jlake B ciydae JiedeHUs] OKHPCHUS,
HeloIlycTUMa Oe3yryieBoIHas AUETa U PE3KOE CHIKEHHE MAcChl Tea.
O TOJIHOE UCKJIIOYEHHUE ITPUEMa aIKOTOJIsl.
O OTKa3 OT KypeHus
O NpOQUIAKTUKY  CTPECCOBBIX  CHUTyallMii, TNpu  HEOOXOAUMOCTH,
IICUXOTEPAIHsl ¥ IPUEM aHTHACTIPECCAHTOB, JOCTATOYHOE BpEMs JUIsl CHA U
OT/IbIXa.
YpoBenb  yoenurteqbHocTH  pekomennamuii C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)
PexoMenganmu 1mo jJiekapcTBEHHOM Tepanuu Apyrux 3adoJieBanuii Bo Bpems pemuccuu OIT
Hngpopmayuss o nomenyuanvHo onacHulx u 0OE30NACHbIX IEKApPCmMeax pasmeujeHd 6

Hnmepneme (http://www.critical.ru/consult/pages/porphyria/prodlistsimple.htm; u nocmosnuo

ooHoesAOWeMcs  catime, pekomeHoosannom Esponetickou Ilopguputinoti Accoyuayueti u

Amepuranckum @onoom HUzyuenus Iopgupuii: http://www.drugs-porphyria.org/).

e Pexomennyercs Bcem mamuentaM ¢ OIIl, mpu HEoOXOAWMOCTH TMPOBEACHUS
JIEKapCTBEHHOM Tepanuy, OCYIIECTBIATh HA3HAUYCHHS IPENapaToB B COOTBETCTBUH CO
CIIUCKOM Ppa3pelIeHHbIX MEANKAMEHTOB, pa3MELICHHBIX Ha CIICIHMAIbHBIX caiTax. B
UCKJIIOYHTENBHBIX CIy4asiX, IPH OTCYTCTBHH aJbT