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KiroueBbie ciioBa
Octpsie nopdupun
Ocrtpas nepemexaromasics moppupus
[TpeniecTBeHHUKN TOPPUPHUHOB
I'em
Aprusar rema/reMuH
Bonb B )xHMBOTE/a0TOMUHATILHBIA CHHAPOM
ITonuneBponarus
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Cnmcok cokpameHui

AJIK — nenbpra-aMHHOJIEBYJIMHOBAS KUCIOTA
A/Il" — aHTUANYPETUUECKUN TOPMOH

JKKT — keny104HO-KMILIEYHBIM TPAKT

KT — xommnbroTepHast romorpadust

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus
OII — ocTtpsie nophupun

OIIIT - ocTpas nepemerxaroiasicss noppupus

[1bI" — mopdobunmHOTEH

V3U — ynbTpa3ByKOBOE UCCIICIOBAHNE

OKI' — sanekTpokapauorpaMma

O0I" — sanekTposHLedanorpamma

HIIBC — HecTepouniHble NPOTUBOBOCHIAIUTEIBHBIE CPECTBA

BAIII — Bu3yanbHas aHajorosas 1ikajia



TepMI/IHI)I H onmpeacjJcHus
Octpoie nopupum (OIl) — rpynma TeHETHYECKH JIETEPMHUHUPOBAHHBIX 3a00JICBaHUM,
ACCOLIMMPOBAHHBIX C IIUKJIOM OMOCHHTE3a reMa, UMEIOIIMX UHAYLIHPOBAaHHBIN XapakTep, ObICTPO
IIPOrPECCUPYIONIEE TEUYECHUE C IOPAKEHUEM PA3JIMYHBIX OTIEIOB HEPBHOW CHCTEMBI U
HENpOryMopalbHbIMU HapyIIEHUSMHU.
IHoppupuHbl, npeamieCTBEHHUKH NOP(PUPHHOB — IPOAYKTHI IMPOMEKYTOYHBIX CTyIECHEH
OHoCHHTE3a reMa.
AmunojseBynHoBasg kKuciaora (AJIK) m nmopdodununoren (IIBI') - npemmecTBeHHUKH
nopuUprHOB, O00JNaJalONIMEe HEHMPOTOKCUYHOCTHIO M OTBEYANOIIME 3a pa3BUTUE OOJEBOro
CUHJpOMa U OCTPOM aBTOHOMHOM UC(HYHKIUY.
HeiipoBucuepaiabHble CUMITOMBI — 00JM B JKMBOTE, 3arop, TOIIHOTA, PBOTA, TaXMKapaMs,
apTepuanbHas TUIEPTEH3Us, [ape3 MOUYEBOrO MY3bIPs — CUMITOMBI, O0YCIIOBIEHHBIE OCTPOM
ABTOHOMHOM THUC(HYHKITUCH.
Artaka ocTpoii mop(pupMH — OCTpOE€ pa3BUTHE HEHPOBUCLUEPAIBHBIX CHUMIITOMOB,

accouurpoBaHHoe ¢ noBbieHHOM 3kckpeneit AJIK u I1BIN ¢ mouoii.



1. Kparkas unpopmanus

1.1 Onpenejienue

Iopdupuu — rpynna penkux HACIECACTBEHHBIX METa0OIMUECKUX 3a00JI€BaHNUN, B OCHOBE

KOTOPBIX JIGKUT TIeHeTHYeCKUdh JedeKT (YHKIMOHAIBHONH aKTUBHOCTH  (EPMEHTOB,

Y4acTBYIOIIMX B OMocuHTE3€e rema (puc. 1).

Octpbie noppupuu — rpynmna nophupuid, Ipu KOTOPHIX JATEHTHBIA T€HETHYECKUI
neGeKT MpH BO3JACHCTBUU TNPOBOLHPYOUMX (TOPPUPHHOTEHHBIX) (AKTOPOB MPOSBISIETCS
M30BITOYHBIM HAKOIUICHHEM B TI€UEHU MPEANICCTBEHHUKOB MOPYHUPUHOB, aMHUHOJIEBYIHHOBON
kuciotel  (AJIK) u  mopdobunmunorena  (IIBIY),  obGmamaromux  BBIPOKCHHBIMU
HelpoToKcHUeckuMH d(hdeKTaMu ¥ OMOCPETYIOIINX Pa3BUTUE OCTPOrO MPUCTYIA 3a00JIeBaHUS

(aTaka) ¢ MIMPOKUM CIIEKTPOM HEHpPOBHCIEPATIBHBIX CUMITOMOB [1, 2].
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1.2 DTHOJI0rMS U TATOreHe3

B ocHoBe pa3ButHs OCTphIX MOpdUpHii iexkaT MyTallui T€HOB, OTBETCTBEHHBIX 33 CUHTE3
dbepMeHTOB LKA OWocHHTE3a rema B medeHu (puc 1, tabn. 1). Bee octpeie mopdupum, 3a
HCKIIFOYCHHEM KpaiiHe penkoi ¢Gopmbl, oOycimoiaeHHoW nedunurom AJIK nermaparassl,
SIBIIIFOTCS. 2yTOCOMHO-JIOMUHAHTHBIMU 3200JICBAaHUSIMU C HEIMOJIHOM MEHETPAHTHOCTHIO (Tadu. 1)
[3].

Tabmuma 1. MonekynspHas TeHETHKa OCTPBIX MOPPUPHit

3aboseBaHue depmeHT I'en Komuectso  Hacnenosa-

BBISIBIICHHBIX ~ HHE
MyTanui*
CumBon Pa3zmep [Mo3unus

Tlopdupmns, Hernnparasa ALAD 7 kb 9934 12 AP

00ycoBIeHHas aMHHOJICBYJIMHOBOM

nepumutom  AJIK  KHCTOTHI

JerupaTasbl

Ocrpast Tunpoxcumernn-6umman ~ HMBS 10 kb 11923 424 ALl

nepeMesKaronas CHHTETa3a

nopdupus (OI1IT)

HacnencrBennas Oxcupnasa CPO 14 kb 3912 75 Al

Konporopdupus KOIPONOppUpHHOTreHa

(HKII)

Bapuerarnas Oxkcunasza PPOX 5.5 kb 1922 185 ALl

nop¢upus (BIT) poTonopdUpHHOreHa

AP, ayTocoMHO-perieccuBHbIi; AJl, ayTOCOMHO-TOMUHAHTHBIH; kb, ThICAYM ap HYKICOTHIOB (Ku100a3)
*Tlo mauusiM UuTepHeT-pecypea «The Human Gene Mutation Database» http://www.hgmd.cf.ac.uk aa 09.2019

Jlis Bcex (opm ocTpbix nmophupHuil XapakTepHa JUIIb YacTUYHAs HEAOCTaTOYHOCTh
(epMEHTHOI aKTUBHOCTH, U B (PU3UOJIOTUYECKUX YCIOBHSIX OCTATOYHON aKTUBHOCTU (pepMEHTa
XBaTaeT Il NOJIJEpKaHUS HOPMAJIbHOIO roMeocrasa rema. s pa3BUTHsS OCTPOro NpHUCTyHa
HE00X0/IMMO BO3/IeHCTBHE MPOBOLMPYIOUINX (PAKTOPOB, Yallle HECKOJIBKUX MocienoBarenbHo. K
YCTAHOBJIEHHBIM IPOBOLUPYIOUIUM (MOPPUPUHOTEHHBIM) (AKTOpaM OTHOCATCS MHOTHE
JIEKapCTBEHHbIE Ipenaparbl, ajJKoroyib, HWHQPEKUUH, KojlebaHUsI TOPMOHAIBHOTO (oHa
(MEHCTpyaJbHBI IUKJI, OEpPEeMEHHOCTb) M THUIIOTJIMKEMHUS, T. €. (aKTOpbl, CIOCOOHBIE
CTUMYJIHMPOBaTh CHHTe3 Tema rematonuramu [4]. OCHOBHOW MeXaHWU3M JIeHCTBUS
nopGUpPHUHOTEeHHBIX (PAaKTOPOB, MO-BUAMMOMY, CBSI3aH C MOBBIILIEHHOW NOTPEOHOCTHIO B CHHTE3E
nutoxpoma P 450 unu qpyrux reMonpoTeMHOB U, KaK CIEJICTBUE, HHTEHCHU(PHUKAIUEH CHHTe3a
reMa, 4To YCIOBHSIX HEIOCTaTOYHON aKTMBHOCTU OJTHOTO M3 (hePMEHTOB LIMKJIa OMOCHHTE3a remMa

MMPOSABJIACTCA HAKOIINICHUCM TOKCHUYHBIX KOHI.[CHTpaI_II/Iﬁ HOp(bI/IpI/IHOB U pa3BUTUCM OCTPOro

npuctymna nophupuu [2].


http://www.hgmd.cf.ac.uk/

1.2.1 IlaTorewes aTakyu ocTpoii nopdbupuu

Bes cummnTomMatuka arak ocTpoil mopdupuu, BKIOYas OONM B KUBOTE, SIBJISCTCS
MPOSIBIICHUEM BETETATHBHOW M MOTOPHOH IOJIMHEBPOINATHHU, a Takxke au(Qy3HO-09aroBoro
nopakenust ITHC (snnedanomnarun) (tadna.2) [5]. B Hacrosimee BpeMs 00CYKIaIOTCS HECKOIBKO
MOTEHLUAIbHBIX MEXaHU3MOB TPAH3UTOPHOI'O OBPEXKICHUS HEPBHOW CUCTEMBI BO BpEMsl aTaKu:

® TpsIMOii HelpoToKcudecKuid A dekT BricoKoi KoHIeHTpanuu AJIK;

e onocpenoBanHblii dddexkt AJIK u3-3a CTpyKTypHOTO CXOJCTBa C TOPMO3HBIMHU
HeliporpancmutTepamu - 'AMK u riyramarom, u yTrpatod HX TOPMO3HOTO
saddekra B [THC npu u3dsiTke AJIK;

e [UTOTOKCcHYeCcKHe d(P(PEeKThl CBOOOTHBIX PAJUKAIIOB BCIEACTBUE MX MOBBIIICHHOM
NPOAYKIMH, OOYCIIOBIEHHOW SHOJHM3AIMEd M ayTOOKCHIAlHeld H30BITOYHOTO
konuuectBa AJIK;

® BCpOSITHBIN JeHUIUT TeM-coaepKamuX GepMEHTOB B HEPBHOU TKaHH.

Tedenne ataku, BKJIIOYAs HayaJdbHBIC MPOSIBJICHUS M IMOCIEI0BATEILHOCTh CUMIITOMOB,
MPUCOSANHSIIOIINXCS TIPHU MPOTPECCUPOBAHUH aTaKH, BEPOSTHO, CBSI3aHO C PA3JIIUYHON CTEIIEHBIO
MPOHUIIAEMOCTH  T€MaTO-HEBPAIbHOIO W reMaTto-sHIedanuyeckoro  OapbepoB  ams
MPEANIeCTBeHHUKOB nophupuHoB. OTCyTCTBHE Oapbepa Il aBTOHOMHBIX HEPBOB M BBICOKAs
MIPOHMIIAEMOCTh TeMaTOo-3HIlepannueckoro 0aprepa B 00JaCTH TUIOTAIaMyca U JIUMOUYECKOU
00JacTi, MOTYT CIYXHTh OOBSCHEHUEM Ne0r0Ta aTaku C aBTOHOMHOW AUC(HYHKIHUU M JETKHX
addexTuBHBIX paccTporicTB. [Ipum mporpeccHpoBaHMM aTakd TPOUCXOAUT HAPYIIECHUE
(YHKIMOHATBHOM IIEIOCTHOCTH TI'eMaTO-HEBPAJIBHOTO Oaphepa € pa3BUTHEM MOTOPHOMU
MOJIMHEBPOIIATUM U, Jaliee, TemaTo-dHIedarinueckoro Oapbepa, YTO MPOSBIAETCS OTEKOM

roJIoBHOTO Mo3ra ¢ MPT—mipu3Hakamu 00paTUMbIX CHMMETPUYHBIX 0YaroBbIX H3MEHEHHH [5].

1.3 DunaeMuo0rus

PacnipoctpanenHocTh ocTphIX opdupuii B ctpanax 3amagHoi EBpomsl coctasmser 1-10:
100 000 nHacemeHusi, Toraa Kak HOCHUTEILCTBO MYTAaHTHOTO T€HAa MOXET OBITh CYIIECTBEHHO
Beire (1-2 va 10 000 yenoBek), T.K. MEHETPaHTHOCTH 3a00JeBaHus Bapbupyet ot 1 10 60% [3].

Camas vacras u3 octpbix nopdupuit — OIII, coctaBnsier Gonee 85% Bcex ciyyaeB
octpoit mopdupun. PacnpoctpaneHHOCTh BapueratHoil mopgupun cocrarmser okono 1.3:100
000 naceneHusi, HacIeACTBEHHON Kompomopdupuu - emie MeHbIle, B MHPOBOM JUTEpaType
onyonukoBaHo Menee 400 ciywaeB. Camoii peakoil siBisiercs nop¢upus, oOyCIOBICHHAs
nepunurom AJIK nerumapatassl, onucano Mensie 10 ciyyaeB 3Toro 3a6oeBaHusl.

[TockOBKY MEHCTpPYaJbHBIH IUKJ SBISIETCS TJIABHBIM SHAOTCHHBIM ITPOBOIMPYIOIIM

dakropom, Oosee 80% malMEeHTOB ¢ OCTPON MOppUpPHUEN COCTABISAIOT KEHIIUHBI B BO3PAcTe OT
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20 mo 45 ner. 3aboneBaHHWE PEAKO NPOSBISIETCS A0 IMyOEpTAaTHOTO BO3pacTa, a TakkKe B
MeHormay3e. ATaku NOpUPHH Y MYXYHH BO3MOXKHBI, HO BCTPEUAIOTCS TOPa3zo pexke, 4eM y

JKCHIIIHUH.

1.4 Oco0eHHOCTH  KOAMPOBAHUA 10 MEKIVHAPOAHONH  CTATHCTHYECKON

KJIaccudukanum 0oJe3Hel U nNpPoodJieM, CBI3AHHbBIX €O 310POBLEM

Pybpuka «E.80.2: JIpyrue nmopdupum» BKIIOUAET B ceOs BCE YEThIpE HO30JIOTUYECKUE

€IMHUIIBI OCTPBIX TOPPHUPHIA.

1.5 Knaccudukanus nopdupuii

I'em cunTe3UpyeTCsa B KaxA0H adpoOHOM kieTke yenoBeka. B 90% mectom cunTe3a rema
SIBIISTIOTCSI KOCTHBIM MO3T, TJIe U3 HEro o0pa3yercsi TeMOTJIO0HH, U MeYeHb, TJe TeM Y4acTBYeT B
cuHTe3e (epMeHTOB (IIUTOXPOMBI, MEPOKCHIA3bl W Jp.), YYaCTBYIOINIMX B IPOLECCax
JNETOKCHKAIlMK, B TOM uucie Meradonu3me JiekapcTBeHHbIX mpemapatoB (CYP 450). B
3aBHCHUMOCTH OT MECTa MPEUMYLIECTBEHHOW MPOIYKIMM U HAKOIUICHHUS MOPPUPUHOB U HUX

NPEIIECTBEHHUKOB, MOPHUPHH TIOIPA3NIENAIOTCS Ha SPUTPONIOITHUECKUE U TIeUeHOYHBIE (pHc.2)

[1,2].

NOP®PUPUN
OpUTPONoaTUYECKNE [leyeHoYHble
nopcupun nopcupun
| I b ] '
v W‘
BpoxaeHHas Mopdupus, obycnoBneHHas
3puTponoaTudeckas Jecuumtom Aernapartasb
nopcupusa ANK
AputponoaTuyeckas
npoTonopdMpUA OcTpas nepemMexaroLjasdcs . OcTpble
nopdupuna (OrIMT) nopcupuu
HacnencteeHHas |
konponopcnpus
BapueratHaa nopdmpusa
Mo3gHsAA koxHaa nopdupus

Pucynok 2. Knaccudukanuus nopdupuit
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1.6 Knuanyeckass KapTHHA

Knunnueckast kaptuna ataku octpoil mopdupum (OII) xapakrepusyercs OCTPBIM
HAYaJIOM B BHJE COYETaHMS WHTCHCUBHBIX 0ojieil B 001acTH XKMBOTa 0€3 MEepUTOHEATbHBIX
3HAKOB W/WJIM CIIMHBI C OJHUM WM 00Jiee CUMIITOMOM OCTPOIl aBTOHOMHOM AMC(YHKIINUU, TAKUX
KaK CHUHYyCOBas TaxWKap[us, apTepuaibHas TUNEPTEH3Hs, 3amop, TOLIHOTa, pPBOTa, Mape3
MO4YeBoro my3bips [2,5,6].

JononuutenbHbiMu cumnTomMamu ataku Ol siBrsroTcst:

® TUIOHATPUEMUS BCIEJACTBUE CHHIPOMA HealeKkBaTHOM cexperuu AIL,

® BsUIbIE CHMMETPHUUHBIE [1apE3bl BCIEACTBUE OCTPOIl MOTOPHOM MOJIMHEBPOIIATUH,

¢ KOTHUTHBHBIC, T[IOBEACHUECKHUE HApYUICHHs, OSMNUJICNTHUYECKUE MPUIAJKU
BCJIEJICTBHE OCTPOI SHIE(aAIONMATHH.

OO0s3aTeIbHBIM KPUTEPUEM SBIISIETCSI OTCYTCTBHE JPYTUX MPUYHH JJIs1 TOSIBJICHUS
YKa3aHHBIX CHUMITOMOB, a Takke Ooisiee, yeM S5-kpaTHoe moBblimieHrne koHueHtpamuu I1BIT B
Mode, coOpaHHO# B ocTpyio (hasy 3aboneBanwust [2,5-7].

BapnaGenbHOCT MEPEYHCICHHBIX CHUMITOMOB - 3HAYUTEIbHA KaKk II0 CTEICHU
BBIPQKEHHOCTU KaXK/10I'0 M3 HHUX, TaK M MO BO3MOXHOMY HUX COYeTaHHIO. VIMEHHO coderaHue
YKa3aHHBIX CHMIITOMOB SIBJISIETCSI KJIIOYEBBIM JJIi TOTO, YTOOBI 3aloJ03pUTh aTaKy OCTPOM
nopdupun 1 mpoBecT uccaeaoBanue Mour Ha [1BI ¢ 1ienbro moaTBEpKACHUS I UCKITIOUSHHS
nanHoro auartosa (puc.3). bonee, uem S-kpatHoe noseiieHue yposHs [1BI° B Mode B couetanun
C TUMUYHOU KIIMHUYECKON KapTHUHOU 3a00JI€BaHUs, TTO3BOJISIOT JUATHOCTUPOBATh aTaKy OCTPOM

nopupun ¥ He3aMeTUTENbHO HavaTh JieueHue [8,9].

TommnoTa, pBOTA, 3aH0p

I'nnmoHaTpHeMHA

ApTrepHATLHAA THNEPTEH3IHA

IlcHXHATpHYecKAS CHMIOTOMATHKA bonn B
P YKWBOTE

JnHA-OpHOAIKH
Mebimednas ¢1a00CTh

TemHaag Mo4a

Pucynok 3. CuMOTOMBI, TO3BOJISIFOIINE 3aM10A03PUTh aTaKy ocTpoi nmopdupuu

12



1.6.1 BoJu B ;kuBOTE

KitoueBoit cumnrom araku OIl — Gonm B JKMBOTE, MMEIOT OCTPOE HA4yallo, OOBIYHO
HApacTaloT 10 MaKCHMMaJbHOM HMHTEHCHBHOCTH B Te€UeHHME 2-3 1HEH, MUMUTHPYIOT OCTPYIO
XUPYPrU4eCKyI0 IaTOJIOTHIO, OJHAKO IIEPUTOHEANBHBIE 3HAKW OTCYTCTBYIOT. Ha HauanbHOM
JTarne OTCYTCTBYIOT J1a0OpaTOpPHbIE CUMITOMBI BocniaieHus (JielikounuTo3, nossienne COD niu
CPB). Xapakrep u JoKainu3amus OOJIeH CHIBHO BapbUPYIOT, HO OONM pPEIKO HOCAT
KOJIMKOOOpa3Hblii  xapakrep. [laTtorene3 Oosieli B KHBOTE CBS3BIBAIOT C aBTOHOMHOU
JucyHKIUe, OOyCIIOBIEHHOW HapylleHHeM padoThl BHYTPEHHUX OpPraHoB, HalpuMmep,
KHIIEYHOM  JIujaTalMed WIM  cna3MoM. BO3MOXEH — anbTEpHAaTUBHBIM —~ MEXaHW3M -
Ba30KOHCTPUKIMS WIM WIIEMHsl KUIIEYHUKA. TOuHbI MexaHusMm paszButus Oonu npu OII
OCTAeTCsl HEIOCTATOYHO SICHBIM.

AOGIOMUHANBHBIM CHUHIPOM HEPEAKO SBIAETCS OCHOBAaHMEM JUISl JAMArHOCTHYECKOIO
XUPYPTUYECKOr0 BMeIIaTeNbCTBA (JIAapOCKOIUY, JIAapOTOMHMM), OCOOEHHO MpHU IEPBBIX
aTakax ewmie He auarHoctupoBaHHoil OII. Mcnonp3oBaHue mnpu 3TOM Ul aHECTE3UU

NOpQUPUHOTCHHBIX MTPENapaToB MOXKET yCyryouTh Teuenue ataku [7,10,11].

1.6.2 OcTpasi aBTOHOMHANA ANCHYHKIUSA

Octpast aBTOHOMHasi AMCQYHKIMS SBISETCS CIEIACTBUEM CHH)KEHUS AKTUBHOCTH N.
vagus, 4yTo MPUBOJUT K YCHUJICHUIO BIMSIHHMSI CHUMIIATUYECKONW HEPBHOM CHCTEMBI U OOBSACHSET
pa3BuTHE OOJIBIIMHCTBA CHUMITOMOB «HEOCJIOKHEHHOM aTaku OCTpoil mopupum»: Ooneil B
JKUBOTE, 3aIl0pa, TaXUKApAUH, CUCTOJUYECKON apTepUaIbHOM TMIEPTEH3HH, Iape3a MOYEBOI0
ny3sips [7,10,11]. CremneHp TaxukapAuu OOBIYHO OTpa)kaeT aKTUBHOCTh aTaku. M3penaka Ha
NEepBbIM IUIaH B KJIMHUYECKOW KapTuHe ataku OIl MokeT BBIXOAWTH TMIIEPTOHUYECKHH KpU3.
[TprunHbl TOMHOTHI ¥ pBOTHI BO Bpems ataku OIl He m3BecTHBI. MOXKHO IPEANONOKUTh, KaK

BOBJICYCHHC LHCHTPAJIbHBIX MEXAHNU3MOB, TadK U HAPYHICHUEC MOTOPHUKU KUIICYHUKA.

1.6.3 HeBpoJornyeckmne CMMIITOMBI

BbonbmmucTBO atak OIl, 0cOOEHHO y MAalMEHTOB C YK€ YCTAaHOBJIEHHBIM JHAarHo30M,
NPOSIBIIIOTCS B BUJIE OOJICH B )KUBOTE B COYETAHUU C JIETKUMH a)(heKTUBHBIMU HApyIICHUSIMHU U
ABTOHOMHOM JUCOYHKIMEH M Ja)keé MOTYT NPOXOAUTh CAMOCTOSTEIBHO, €CIM MCKIIOYHUTH
BO3/ICHCTBUE MPOBOLUPYIOMUX (PakTOpoB. CHMOTOMBI HEBPOJIOTUYECKOTO JepuuuTa (MOTOpHas
MIOJIMHEBPOTIATHST WMJIM SHIE(alionaTis) pa3BUBAIOTCS TOJBKO B CIydae IPOrPECCHPOBAHUS
aTakd, 1 UM BCETJa MPEIIECTBYET PaHHsAsA, «IOHEBPOJIOTHYecKass» (a3za aTakH, JIsmascs oT 3
no 30 nmeir (B cpeaneM, 10 naneit). PeTpocnekTHBHO, MOXHO OOHApYXHUTh BO3JEHCTBHE

HK30T€HHOT'O MTPOBOIUPYIONIETO akTopa (0OBIYHO JTEKAPCTBEHHOTO Mperapara), KOTophbii 3a 1-2
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JTHSI IPEIIIECTBYET MOSABICHUIO HOBBIX HEBPOJIOIMUECKMX CUMITOMOB (puc. 4). IIpu ycrpanenuu
IPOBOLUPYIOMIUX (PAKTOPOB, MPOrPECCHPOBAHNE MBIIIEYHOH €1a00CTH 3aBEpIIACTCS B TEUCHUE
30 nueit (B cpennem 13 mueit) [5-7].

KitoueBbIM B AMarHOCTHKE HeBposiornyeckux cuMntoMoB OII sBisiercs MX OCTpBIH,
apOKCU3MAaJIbHBII XapakTep M o0s3aTelibHas BPEMEHHas accolUalls C MpeAleCTBYIOIIUMU
6omsimu B xuBoTe (puc.3). K MOMEHTY pa3BUTHSA Mape30B, UHTEHCUBHOCTh 0OJIEH B >KUBOTE

4aCTO YMCHLIIACTCH, UTO HCO6XOI[I/IMO YUUTBIBATH ITPH 06CH€I[OBaHI/II/I ITalMCHTOB.

MoTopHaA NONWHEEPONATHUA, 3NHU-NPUNAAKM,

4 Bonu B xuBote
yrHeTeHWe/NoMpaYeHWs CO3HAHUA («HeBponorMyeckan» dasa)
ABTOHOMHARA
ONchyHKUWA
A nporpeccUpoBaHne nporpeccupoBaHie o
EKTHBHLIE Lot
Knunmyeckas HADYLIEHHR - nnaro et
TAKECTb <A0nHeg. ot
CUMATOMOB (HauanbHan dasa) < > » "‘.‘;4—
BO BpeMA * p» <30gHer -t
-
ararn 3-30(~10) gHed
[INUTENBHOCTD ATaKn
MEHCTPYANbHBIA LMK NEKAPCTBA NEKAPCTBA
FONONAHWE/IVETA [MNOHYTPUTUBHBIA TMNOHYTPUTUBHBIA CTATYC
NEKAPCTBA CTATYC BTOPMUYHbBIE MHOEKLIMMA
ANKOronb
WHOEKLIMK

Pucynok 4. TunuuHoe TedeHue aTaku noppupuu (CTagupoBaHue) U CBA3b C MPOBOLUPYIOIUMHI

daxTopamu

Ocmpas ~ momopnas ~ (MOMOPHO-CEHCOPHAs) — NOAUHEEPOnAamusi  TPOSIBIAETCS
TeHEePATM30BaHHOM  MBIIIEYHON  ci1abocThio  (0OBIYHO mHepupEepUYEcKHM  TETparape3om).
Bo3MOXXHO  BOBIEYEHHE  JBIXATEIBHOM  MYCKYJaTypsl €  Pa3BUTHEM  JIBIXaTEJIbHOMN
HeJocTaTOYHOCTU. BoBnedueHue auadparmsl NPUBOAUT K €€ MapaJoOKCAIbHOMY JIBU)KEHUIO,
MCTOHYEHHIO, a JIOMOJHUTEIbHOE BOBJICUEHUE MEXPEOCPHBIX MBI YMEHbBIIAET AbIXaTeIbHBIN
0o0beM, JeNaeT HEBO3MOXKHBIM KallUIeBOM pediekc, YTO MOXKET MPHUBECTH K OOCTPYKLUUHU
TPaxeoOPOHXHAIBHOTO JIEPEBa, TUIIEPKATHUYECKOH JbpIXxaTeabHON HegocTaTrouHocTH. CUTyanus
yCcyryossiercss BOBJIEYEHHEM YEpEenHBIX HEPBOB C pa3BUTHEM OylbOapHOro CHHIpOMa U
HapYIICHUsI TIOTAHHS, YTO MOXKET OCJIOKHUTHCS aCIUPAI[HOHHON THEBMOHUEH [5-7].
KnuHnueckn naHHas NOJIMHEBPONATHS Majlo0 OTJIMYAETCS OT OCTPOM MOTOPHOM (MOTOpHO-
CEHCOPHOM) MOJMHEBPONATHH MpPU APYruX 3a00J€BaHMUAX, B MEPBYIO OUYepelb NMPH CHUHAPOME

['nitena-bappe. IlosTomy nopdupuio HE0OXOAWMO HCKIOYATh BO BCEX CIy4asX OCTpOM
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MOJINHEBPOIIATUH, KPOME CIIy4aeB ¢ MOJHBIM OTCYTCTBUEM 0O0JIEBOTO CUHAPOMA, B TOM YHUCIIE JI0
pa3BuTHs nape3os [5,7,11,12].

Ocmpas  suyegparonamuss npu arake OIl moxer mnposiBiATeCS ad(HEeKTUBHBIMU,
MOBE/ICHYECKUMU PAcCTPOCTBAMU, YyTHETEHHUEM/TloMpaueHneM co3Hanus (B 19-56% cimydaeB Bo
Bpems arak OIl), osnunentuueckumu npunagkamu (B 2-20% arak OII). OuaroBsie
HEBPOJIOTUYECKUE CHUMIITOMBI, TaKH€ KaKk CHMITOM baOMHCKOTO, TpaH3UTOpPHAas KOPKOBas

cienora, nepebeisipHas arakcusi, aucdasusi, BCTpedarorcs Hewacro [5,7,10,11,13,14].

1.6.4 doToaepmMaTos3

domodepmamoz —  KOXKHBIM  HEBOCHAIUTEIBHBIA  TIpoIecc,  0OYCIOBIICHHBIN
NOBBILICHHOW  YYyBCTBUTEJIBHOCTbIO  KOXHM K  COJHEYHOMY  CBETY,  BbI3BIBACTCS
yIBTPa(UOIETOBBIM CIIEKTPOM H3JIy4EHHUS THEBHOTO CBETAa Ha KOXKHBIC TOKPOBHI (IHMAIa3oH
400-800 um) [16].

IIpu  Hexkoropeix  ¢opmax OIl  (BapueratHas  mnopdupHs, HacieICTBEHHas
Konponopdupus), moMmuMo tnpeamecTBeHHUKOB nmopdupunoB (AJIK u I1BI') B kpoBu u nmepme
HaKaIlJIMBalOTCS nopGUpPUHBI, KOTOpBIE SBISIOTCS  (POTOCEHCHOMIM3aTOpaMH, PEe3KO
MOBBIIAIOIIMMH YyBCTBUTEIBHOCTh KOKH K BO3JEMCTBHIO COJIHEYHOIO cBeTa. B cooTBercTBHU €
9THM, y OOJIbHBIX Ppa3BUBAIOTCS JE€PMATHUThI, CXOAHBIE C IOPAKECHUAMHU KOXKH y OOJbHBIX
APUTPOINIOAITUYECKUMHU MOPGUPHUSAIMU U TMO3AHEN KOKHOM mopdupueit (puc. 2). XapaxTtepHas
JIOKQJIM3alMsl ChIIM - Ha OTKPBITHIX Y4YacTKaxX KOXH. BbIChIMaHMs yalle BCEro MOSBISIOTCS B
BECEHHE-JIETHEE BpEMsl, OJHAKO B TSDKENBIX CIyyasX MOTYT ObITh B JIt00O€ BpeMs roja B
nHeBHble vachl. [lox aelicTBHEM COJIHEYHOrO cBeTa MOSBISIETCS OOJIe3HEHHasl TUIEepeMMUs,
KpPYIIHbIE MYy3bIpU C MYTHBIM COJAEPKMMBIM, B JabHEHIIEM MOSIBISIOTCS 3PO3UH, YYaCTKU
CHHIOIIIHO-0arpoBoil pyO110BOii aTpopuu, HHOTA — IICEBJIOMUIIUYM, PEIKO — TUIIEPITUTMEHTAIUS
Y TUIIEPTPUXO3.

dotonepmaro3 HabmogaeTcst BHE cBsi3u ¢ atakamu OIl y 14-80% GonbHBIX BapueraTHoi
nopdupueif, dame B IOKHBIX I[IUPOTaX, M, KpallHE penKo - TpH HACIEJCTBEHHOU
konpornopdupun [2]. Tepamusi 3akiarouaeTcss B 3alIUTE OT COJHEYHOTO H3Iy4eHHs (Oaexna,

(doTo3aIUTHBIE KpEeMa).

1.6.5 Peakue cumnrombl ataku OI1

Penxumu cumnromamu atraku OIl SBASIOTCS OCTPBIA MHTEPCTULUANBHBIN HEPPUT U
pabmomuonu3 [15].

B nmarorenese IMOPpAKCHUA IMOYCK ITPECATIOIAracTCs JIelcTBHe CJICAYIOIIUX (I)&KTOpOBZ
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e IIUTOTOKCHMYECKOE M BAa30CMACTUYECKOE BO3ICUCTBUE HA He(PPOH M30BITKA MOPPUPHUHOB U
X INPpCAIICCTBCHHHUKOB,

e TpPaH3UTOpHAsl apTepUaNbHAas THUMEPTCH3WS C BBICOKUMH IH(paMH apTepUATBHOTO
JIABJICHUS, COMPOBOXKIAMOIIASCS MATOJIOTMYSCKHM BOBJICYCHUEM TOYCUHBIX apTEepHid C
nocjeayromuM GopMrupoBaHUEM apTEepPHOIIO-He(DPOCKIIepo3a;

e  HEPPOTOKCUYHOCTH MPOAYKTOB TKAHEBOI'O KaTaboim3Ma (MUOTIIOOUH | JIp.).

Paboomuonus - KIMHUYECKUE TIPOSIBICHUS BapbUPYIOT OT OECCUMIITOMHOTO MOBBILICHUS
aktTuBHOCTH KpeaTtuHpochokuHazbl (KDK), mo Tskenoi ocTpoil MoYedHOW HEAOCTaTOYHOCTH
BeieacTBue Muornoounypuu (ocodbenno mpu KDOK>10 000 En/m). Tunudnble nposBIeHHS
pabioMHOIM3a BKJIIOYAIOT MUAITHUM, MBIIIEYHYIO C1a00CTh M M3MEHEHHE LIBETa MOYH.
Pabnomuonus Moxer ObITh mpomyiieH Bo BpeMsa atak OIl, ecniu He uccnenoBaTh ypOBEHBb
aKTUBHOCTH ChIBOpOTOUHON K@K, T.K. 607U B MBIIIIIaX ¥ TEMHas MO4Ya XapaKTEPHBI Kak JUJIs
atak OIl, tak u pabgomuonusza. OCHOBHOM mpHUMHON pabaomuonnsa y mnauueHToB OII
ABJIIOTCS HapYLIEHUSI 3JIEKTPOIUTHOIO OOMEHa.

Octpyro mnopupuio HaA3bIBAIOT '"BEIMKUM HMMHUTATOpPOM'", TaK KaK KIMHUYECKUE
MPOSIBIICHUSI aTaKl MUMHUKPHUPYIOT OOJBIION CHEKTP COMAaTHYECKHX, B TOM YHCIIE YPreHTHBIX,

3a00JIeBaHUM, TIPYU ATOM HUKAKHX JIaOOPAaTOPHBIX OTKJIOHEHUI He HAOI0daeTcs.

1.7 OIl y nereii

Ataxu OII peaxo nposBIsitoTCs A0 MyOepTaTHOro Bo3pacta. Bmecte ¢ Tem, HE06X01MMO
YUUTBIBaTh 0OJiee paHHEe Pa3BUTHE JETEH B FOXKHBIX LIMPOTAX, IO CPAaBHEHUIO C CEBEpHBIMU. B
COOTBETCTBUH C 3TUM, aTaku NophupHM y JeTell ¢ rora Moryr HabmogaThecsl B Oojee paHHEM
Bo3pacte. 3a nepuoa ¢ 1907 mo 2019 rox B nurepaType omucaHo Bcero 52 peOeHka ¢ aTakaMu
OI1. Camomy mnamamemy 6bu10 8 et [17]. BoJIpIIMHCTBO NeqHAaTPHUYSCKUX MALMEHTOB CTPAIAIo
SMUJIETNICUEH, HEe CBA3aHHOM ¢ mnopdupuel, M araku ObUIM CIPOBOIMPOBAHBI MPUEMOM
AHTUKOBYJbCAHTOB (0apOMTYypaThl, BaJbIpoaThl, KapbamaszenuH). Y jaered o00sA3aTeIbHO
BbISBIIsUIOCH ToBbIieHne ypoBHs [IBIT B moue Bo Bpems ataku OIl, ognako mugpsl 3TOrO
MOBBIIIEHUS] MOTJIM OBITh HMXKE, YeM Y B3pOCIBIX MAalMEHTOB. [IpMHIMNUANBHBIX OTIMYUN B
KIuHU4eckor kaptuHe atak OIl u TakTuke BEAEHMs MEANATPUUECKUX U B3POCIBIX MAallMEHTOB
HeT.

CoBepiieHHO  ApYTyl0  KapTUHY 3a00JeBaHHMs WMEIOT HOCUTEIH  KOMIAyH/I-
reTepPO3UTOTHBIX MM TOMO3UIOoTHRIX MyTauuii reHoB HMBS unu PPOX (romosurotnas dopma
OIl wim BII). Onucano oxono 10 Takux ciydaeB: O€TH, Y KOTOPBIX 3a00J€BaHHE HAuWHAETCS

BCKOPC MOCJIC POXKIACHUA, KIMHUYCCKU U 110 JaHHBIM MPT T'OJIOBBI, HAIIOMHWHACT XPOHUYCCKYIO
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JelKosHIe(aTonaTHIO C MPOrPECCUPYIONUMH HAPYHIIEHUMU UHTEUIEKTYaJIbHOTO U MOTOPHOTO
pa3BUTHSA, SMWICNTUYECKUMU INPUINAJKaMHU. /[MarHo3 MOKHO 3aIll0A03pUTH II0 KPAaCHOBATOMY
OKpAalIMBaHUIO ITIOJAI'Y3HUMKOB U3-3a MOUYHU C KpalHe BbICOKUM conepxkanueM IIbI'; cranmapTHble

MeTopl tedenust Ol y qaHHBIX ManiMeHToB He () ()EKTHBHBI.

2. IlmarHocTuka ocTpoix nopdupuii
Jluacnos ocmpoii nopghupuu ochosvieaemcs Ha CO80KYNHOCMU KIUHUYECKUX CUMIIOMO8
U OUOXUMUYECKUX OAHHBIX, 3aAPecUCMPUPOBAHHBIX 80 8peMsi amaku 3abonesanus. B
beccumnmomuoll  gaze 3ab0n1e6aHUsi OUASHO3 MOdCem OblMb YCMAHOBIEH HA OCHOBAHUU

pe3ynrbmamos ucciedosanus [{HK u, 6 nekomopwvix ciyuasx, ouoxumuyeckozo anaiusa (puc.5)

[4,8,9,18,19].

2.1 Kaa00bl 1 aHAMHE3

B 0ebrome 3abonesanusn scanodbvl mozym HOCUMb Camblil pA3SHOOOPA3HbIU XAPAKmep, HO
yawe 6ceco OONbHBIE JHCANYIOMC HA CUIbHble OO0MU 8 JICUBOME, USMEHEHUEe OKPACKU MOYU,
pazeumue 3anopa. Hapywenue cna na ¢hone becnpudunnoti mpegoeu Modicenm npeouecmsosantsv
bonam 6 xcusome, 0COOEHHO y NAYUEHMOE C YUKIUYECKUMU amaKkamu. B npoosunymoii cmaouu
amaxu (2-3 Hedenu om NOAGNEHUS NEPBLIX CUMNIMOMO8) OOJbHbIE HCANVIOMCA HA PE3KYI0
cnabocmv 6 KOHEUHOCMSAX, HNOMepPI0  CHOCOOHOCMU K  AKMUBHLIM — OBUNCEHUAM  U3-3d
HAPACMAaowWux nape3o8 Moluly, usmenenue memopa 2oioca u oaxce agonuio [4,6,8-13,19].

Hauany 3abonesanus npeowecmsyem 6o30eticmeue noOp@hUPUHOSEHHBIX (DAKMOPO8s:
npueMm aiko2ons, NOXyOaHue, CMpeccyl, PpPecnupamopuvie U KuuleyHvle UHDEKYUOHHbIe
3ab01e6anus,  NPUEM  J1EeKAPCMEEHHbIX — NPenapamos ¢  GblCOKOU  NOpGUPUHO2EHHO
AKMUBHOCMbIO. AMaku 4acmo paszeusaromcsi 8 NpPeoOMeHCmpYaIbHOM Nepuooe, a maxdice Ha
(one HapyweHHo2o MeHcmpyaibHo2o yukia. Ilpu akmueHom paccnpoce, MOJNCHO Bbl8Unb
noxooxcue (Ho Oonee JecKue) amaxu 6 NPOULIOM (nepuoduyeckue OOaU 8 dHcusome),
pezpeccuposaguiue camoCmosimenbHo.

Pexomennyetest ipu cOope anaMmHe3a y OOIBHBIX C MOJO3PEHUEM Ha OCTPYIO MOPPHUPHUIO
o0paTuTh BHUMaHHE HA HAMYKME M BBIPAKEHHOCTh HAWOOJEEe pacpOCTPAHEHHBIX MPOSBICHUN
3a00JIeBaHUsl C TEJIbI0 JUArHOCTUKH, JU(QepeHTnaIbHON JUArHOCTHKA H  ONpeCIICHUs
TSOKECTH aTaKH:

® XapakTep M MHTEHCUBHOCTBH 0OJIei
® HaIMYHE U XapakTep CTyjJda, TOIIHOTHI, pPBOTHI, CEPALCOMCHHI, HapyIICHUI

MOYCHUCITYCKAHUA
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I[BET MOYH

CPOKH TIOSIBIICHUSI MBIIIICYHOU CJIA00CTH OT Hayalia MEePBbIX CHMIITOMOB aTaKH, XapakKTep
ee pa3BuTHs (TeTpa- WK mapamnapes)

TPYAHOCTH TPU TJIOTAHUU

OIICHUTH YMOLMOHAIILHBIN ()OH, BBISICHUTH XapaKTep CHA, MTUTAHUS

o0paTuTh BHUMaHUE Ha BO3MOXKHOE HaIHuue OpPEeOBBIX MBICICH U HJIeH (HETTOTUIHOCTh
Y HECBSI3HOCTD BBICKA3bIBAaHWH ), TAJUTFOIIMHAITUN

AMU30/1bI YTPATHI CO3HAHUS U TEHEPAIU30BAHHBIX CYIOPOT

MIPY HAJIMYKUY TOBBIIICHHON TeMIIepaTyphl — €€ 3HaU€HUE, TaBHOCTD MOSBICHUS
YpoBeHb  yOenuteabHOCTH  pekoMenaaumii D (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

Pexomenayercs rpu cOope aHaMHe3a y OOJIBHBIX C MOJJO3PSHUEM Ha OCTPYIO opdupHio

06paTI/ITI) BHMMAaHUC Ha AaHAMHCCTUYCCKHUC MOaHHBIC, CBUIACTCILCTBYIOIIMUC O HaJIW4YUU

nopHOpUHOTEHHBIX (DAaKTOPOB, MPEANIECTBOBABIIUX aTake NOPGUPHH, C LENbI0 JUATHOCTUKH U

,I[I/I(b(bepeHI_[I/IaHBHOI‘/’I JUArdHOCTUKH 3360J’ICBaHI/I${, a TaKKC HMCKIIOYCHHUA OdaHHBIX Q)aKTOpOB B

Oynyiem:

YCTaHOBUTh  Pa3HOBUAHOCTh MOPPUPUHOTEHHOrO  (akTopa, MATUTENBHOCTh  €ro
BO3JICUCTBUS W CPOKH, TMPONICANINE C MOMEHTa €ro OKOHYAHHS; YTOYHHUTH
TMHEKOJIOTMYECKH aHaMHe3 (Bo3pacT menarche, peryispHOCTh MEHCTPYaJIbHOTO IMKIIA,
OEpPEeMEHHOCTH M POJbI, NPHEM TOPMOHAIBHBIX KOHTPAIENTHBOB); MEPECHOCHMOCTh
JIEKapCTBEHHBIX MPENapaToB, aIKOTOJIs, XapaKkTep MUTaHus, KoJIeOaHHs MacChl Tefa,

BBISICHUTB, HET JIM CPEAM POJCTBEHHUKOB APYIMX WICHOB CEMbH, UMEIOIIUX MOXO0XKYIO

CHMITTOMATHKY, B TOM YHCIIe HeBposoruueckyio [4,8,9,19].

YpoBenb  y0eauteabHOCTHM  pekoMeHgamuii D  (ypoBeHb  /10CTOBEPHOCTH

0Ka3aTeJbCTB — 4)

2.2 duzukajJbHoe 00CJae10BAHNE

B oebrome 3abonesanusi 00bIUHO APKO BbIPANCEHBL MAXUKAPOUS, IMOYUOHATLHAS

Jza6wszocmb, y@eﬂuquHblﬁ 6 pasmepax osicueom 3a cuém 6’3())/Mblx nemeilb KuuledHuka, npu

aycKyjibmayuu - omcymcemeue nepucmalbmudecKux uymoe. Hecmompﬂ HA UHMeHCcusHble DOIU 6

Jcueome, NpU NATLGNAYUU Hem CUMNIMOMO8 pazopadxceHusi Oprowunsl. B npoosunymoii,

Hegponozuyeckol ¢pase amaxu OII, 603M0o#CHO pazsumue 08YX OCHOBHLIX CUHOPOMOSB: OCMPOU

MOMOPHOU (MOMOPHO-CEHCOPHOT) NONUHESPONAMUY U OCMPOU SHYedaronamuu.
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Ocmpas  momopuas (MOmMOpHO-CeHCOpHas) noaunesponamus. Ilpu  pusuxarbHom
ocmompe 8blIAGNAIOM OUDDY3HYIO, OMHOCUMENLHO CUMMEMPUYHYIO, MbIUEYHVIO C1aO0Cmb ¢
sosieuenuem bonee 00HOU KOHEUHOCMU C HUSKUM MbILUEUHbIM MOHYCOM U HUSKUMU 21yO0KUMU
perekcamu (8 nonosume cuyuaes, Kpome axuiioea), MUHUMATbHbIMU YYECHGUMETbHbIMU
HApYWeHUAMU, YACMO C BOBNeUeHUeM YEPEenHblX Hep808 (21a3008UcAMENbHbIX, TUYEeB020 U
oynvbapusix).  Ilpu  npocpeccuposanuu  modcem — NPUCOCOUHAMbCA  ObIXAMENbHAA
Hedocmamoynocmo.  OmauyumenvHou  0COOEHHOCMbIO  NOPOUPUIHOL — HOJUHEUPONAmUU
ABNACMC  NPEUMYUWECNBEHHOE B0BNIeUEeHUE NPOKCUMAIbHBIX 2PYNNn Mbuly (00 NOJOBUHDL
cayuaes), makdce HepeoKulli 0eOrm MblueyHol c1abocmu ¢ 6epXHux KoueuHocmel. B
no0asnAloweM uucie cayiaeg MOMOPHLIM HPOAGIEHUAM CONYMCMEYem HeuponamuyeckKull
bone6oll cuHopom, Oadxce 6 OMCYMCMEUe, UNU NPU MUHUMATbHBIX NPUSHAKAX CEHCOPHBIX

HapymeHuﬁ 6 KOHEYHOCNIAX.

Ocmpas  suyeganonamusa. Ilpu @usuxkarbHom ocmompe  GbIAGNAIOM  KOMNILEKC
HEeBPONOCUYECKUX U NCUXUYECKUX HAPYUWEHUU: CUMNIMOMbL Y2HEeMeHUs CO3HAHUA, HapyuleHue
noseoenusl, InuienmuyecKue nPUnaoky, CUMRmMoMbsl o4azo8o2o nopadcenus LIHC: napywenus

3penust, kKoopounayuu, cumnmom babunckoeo.

Pexomennyerest ipy GU3MKAITFHOM UCCIIEIOBAHUH Y BCEX MAIIMEHTOB C MOJA03PEHUEM HA
aTaky OCTpoi moppupuu OIEHUTH CIEAYIOIIHE (PAKTOPHI: HAIMYKE U XapaKTep OoJiel B )KUBOTE
(mpexxae Bcero HEOOXOJMMO MCKIIOUWTh HAJIMYUE CUMIITOMOB pa3Ipa)Xe€HUsi OpIOIIMHBI,
MBIIIIeYHOrO Jedanca, T.K. UX Hanudue He xapakTepHo ais ataku OII); BuTambHble (QYHKINH:
MyJabC, apTepUaIbHOE JaBJICHHE; TICUXUYECKHH CTaTyc: SCHOCTh CO3HAHHUA, aJeKBAaTHOCTH
MOBEJICHUS; HEBPOJIOTMUECKUN CTATyC, BKJIIOYAs MBIIICYHYIO CHIIY (YTOUYHUTH TIYOWHY U
pacrpocTpaHeHue Tape3oB), TeMOp TroJioca, APTUKYISAIUI0, TMONEPXUBAHUS TMPU TIOTAHUH,
paboTy MUMHYECKHX MBIIII. JT0 mo3BoiuT Auddepenumporars OIl oT npyrux 3aboneBaHuil u

OLCHUTDH TAXKCCTb aTaKH OI1.

2.3 JlabopaTopHbIe TMATHOCTHYECKHE HCCIeT0BAHUS

Jlabopamopnas ouaecnocmuxa OIl ocnosvieaemca Ha onpedenenuu 8 moue U30bIMKA

IIFI" u AJIK, a makace nopgpupunos [4,8,9,21].

Pexomennyercss BceM OOJIBHBIM C IOJO3PEHHEM Ha aTaky oOCTpodl mnophupun
6e30Tiarare’abHO MPOBOAMTH MCCIEIOBAaHHE MOYHM HA COJAEpKAaHUE MPOIYKTOB MOP(HUPHUHOBOTO

o0MeHa, YTO MO3BOJISIET MOATBEPAUTH UM OTBEPTHYTH JUArHO3 OCTPOi nmopdupuu:
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e cragaapToM Ouoxumuueckoi nuarHoctuku OIl sBisieTcss KOJIMYECTBEHHOE M3MEpEeHHe
I1BI" u AJIK B MO4Ye METOJ0M MOHHO-OOMEHHOU XpomaTorpaduu. OOBIYHO comepKaHUE
I1BI" B 10-50 pa3 mpeBbIIIalOT BEPXHIOK T'paHHIly peepeHTHBIX 3HAUECHUI, HE OCTaBIIAA
coMHeHu B auarHose. [Ipu Hopmanbhbix nokazatenax IIbI" u AJIK moun nuarnos OI1

MOKET OBITh MCKITIOUEH [23].

® [pU OTCYTCTBUM BO3MOKHOCTH KoiumdecTBeHHoro uamepenus [1BI" u AJIK, momyctumo
IPOBEJICHUE KaueCTBEHHOro aHaim3a cBexked moun Ha [1BI ¢ peaktuBoM Dpnuxa [22].
JlanHbIil TecT uyyBcTBUTENEH mnpu moBbimieHun ypoBHs [IBIT B 5 m Oomee pas, uto
cootBeTcTBYeT Onoxummueckum Kpurepusm ataku OIT [20,23]. Ecau He obpasyercs
PO30BO€ WJIM KpPAaCHOE OKpPAILIMBAaHUE PAacTBOpPa MOYM, MPo0a CUUTAETCS OTPULATEIbHOM.
Ecnu o6pasyercst okpalinBaHie pO30BOTO WM KPAaCHOTO I[BETA, TO B MPOOUPKY CIEIyeT
n00aBUTh PACTBOp alerara HATPUST M JKCTpareHTa i oOpa3oBaHHsA JABYX CJIOEB
pactBopa. Peakumio na IIBI' cnemyeT cuuTaTh MONOXKHUTENBHOM, €CIIM U3MEHEHUE
OKpPAacKM COXpaHSETCS B BOJHOM CJIO€ TOCJIE OKCTpakiuuu. BoO3MOXHBI Kak

JIOKHOITOJIOKHUTECIIBHBIC, TaAK U JIO(KKHOOTPULATCIIBHBIC PE3YJIbTATEI KAYECCTBCHHOI'O TECTA.

YpoBeHb YoenuTeILHOCTH peKkoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB — 3)

KommenTapumn: obpasyvt mouu 0ns uccie0o8anusi 00adCHbl Oblmb COOpaHLL HA
gvicome CUMNMOMO8 8 NOCyOy, 3AWUWEHHYI0 OM CONIHeYHo20 ceema (bymaea, oavea),
unave pesynbmamsl mecma mMo2ym Ovims J10dCHOOmMpUyamenvHolmMu. 1Ipu negosmodcHocmu
uccneoo6amsv Moyy HeMEONeHHO 60 6peMs amaku, Moua OONdCHA Oblmb coOpana 6
1abopamopHyo  nocyoy, 3awueHHyr0 om nonaoawus ceema (goavea, Oymaca) u
3amMopodicena -18°C) oo omnpaséku 6 aabopamopuio. Llenecoobpaszno 3amoposumo
HecKonbko 00pa3yos moyu. YV Oonvuuncmea OONbHLIX OmMMedaemcs MNosbluleHUe
konyenmpayuu IIBI" 6 moue u 60 epemsa pemuccuu. OOHAKO NpU CPpAGHEHUU YPOGHS.
akckpeyuu I[IBI" ¢ mououi 60 6pemsa pemuccuu u 8 Nepuoo amaku y 6cex NaAyueHmos
ommeuaemcs, Kax MuHumym, 2-4-kpamuoe nosviuienue cooeporcanus I1b1° 6o epems amaxu.
Hyosicno umemn 6 6udy, umo IIBI" 6vicmpo paspywaemcs noo 6030euUcmeuem COIHEYHO20
ceema, 6 mom epems, kak AJIK Oonee cmabunen, nosmomy sHeiamenbHo Ucciedosams 06a
memabonuma. Bo epema amaxu npu OIIIl, eapuecamnou nopgupuu u HacieocmeeHHOu
Konponopupuu maxdce NoebluleHbl KOHYeHmpayuu oowux nopoupunos 6 moue.
Hugpdepenyuanvruaa ouacnocmuka eviueykazannvix mpex ¢popm OIl ocnosvisaemcsa Ha

buoxuMuyeckom cnekmpe Hapyulenuti NOppHuUpuUHo8020 ooMena.
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Tosvruenue sxckpeyuu AJIK, ITBI" u nopghupuros ¢ mouoti modxcem Obimb GblABNIEHO
He MOJbKO y HAYUEHMO8 C OCMPbIMU Nopupuamu, HO U )y OOJbHLIX C PA3TUYHBIMU
3a001€6aHUAMU NeYeHU UIU NPU OMpAGIeHUuU maxcenrviMu memaniamu. Kiunuueckue
NPOSAIGNIeHUs. VKA3AHHBIX COCMOSHULL MO2YM HANOMUHAMb OCmpble Nop@upuu, 0O0HAKO,
cooepocanue IIBI 6 moue npesviwwaem nopmy He 6onee, wem 6 2-3 pasa [7]. Ilpu
3HauUmMenbHoM nogviueHuu yposus AJIK 6 moue HeoOX00UMO UCKIIOUUMb CEUHYOBOE

ompaejieHue.

CKPIIH]IHF BO EpeMHA ATAKH

1) KauecteeHHad peakmua Ha 1B MogH (co0paHa HAa EBICOTE CHMITOMOE, B IOCYAY, 3allHINCHHYO

OT COTHEYHOT O CBeIEi)

MonoxuTensHBIA MY OTpyvuaTeneHbIA
COMHHWUTENbHBIA

WW

BepoATHOCTE OCTROKM nopdupmn =70% OcTpaa nopdurpua ManoBepoATHE, MPKU COXPAaHEHWM

KMWMHWHECKOTO NoA03peEHKA, NpoBedcHWE

KonwyecTtseHHOro MccneposaHua MBI v AJK

2) Konmuecteennoe Hecaenosanue [IBI u AJIK B moue:
ITBL" (Bcerna moBEIMIEH, MHHAMYM > E 5 pas, o0sras0 =50 pas)
AJIK (Bcerma moeeimena). Ecau AJIK >=I1ET, HCKIIOUHTE OTPABICHHEE CEHHIIOM

3) Hopdwupuus: mnasusr (crmertp smucenn) (OIT u HKIT: muk Ha 615-620, BIT: muk 624-627 5M)

MonoxuTenbHbIA
pesynbTart

TIpu HATHUHH TAKENBIX HIH YMEPEHHEIX KIHHHTECKUX MPOABICHUH aTaKH TOpOHPHH, HAYATH TCPAIIHIO

aprHHaTOM réMa

JHK aHATH3 BO BpeMs peMHCCHH

OIII: ren HMBS
HEKII: rea CPO
BIl: ren PPOX

(HKIT - wnacnenctBenHass kompomopdupusi; BII - BapueratHas mopdupus; HMBS -
runpokcuMmeTinonnuan cuateraza; CPO - kompomnopdupunoren okcunasa, PPOX - mpotonopdupunoren
OKCH1a3a)

Pucynok 5. Anroputm 1a00paTOPHBIX UCCIEIOBAHUM ISl TOATBEpkACHUS aruarnosa Ol

Pexomennyercss BceM OOJIBHBIM C MOJIO3PEHUEM Ha OCTPYIO MOPGUPHUIO U UX OIUZKUM
POJICTBEHHUKAM, IPOBEIEHUE MOJIEKYISIPHO-TEHETUUYECKOIO0 aHalu3a Ha HaJIWyue MyTauuil

TeHOB OMOCHHTE3a remMa ¢ 1ejbio Bepudukaruu quarHosa OTI1. [23].
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YpoBenb  yOenuTeqbHOCTH  pekoMeHaamumii D  (ypoBeHb  10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3)

KommenTapum: uccrnedosanue nociedo8amenbHOCMuU 2eH08, KOOUPVIOWUX ¢hepMmeHmbl
Ouocunmesa cema, CLyHcum HaoeHCHvbIM cnocobom eepugurayuu ouaernosa Ol kak y 601bHbIX C
KAUHUYECKUMU NPOssIeHusMU 3a001esanus, maxk u y ux poocmeennuxos [23]. Oowmaxo, x
Hacmoswemy 8pemeHu ONUCAHO 02pomHoe uyucno mymayui 6 cenax HMBS, CPO, PPOX. B
COOmMEemcmeuu ¢ dMum, MONEKYIAPHO-2eHEMUYECKoe UCCIe008aHUe OO0NHCHO NPOBOOUMBCS
MONLKO 6 B8blCOKOCheyuaiusuposanvix aabopamopusx [3,4,8,9,23,24] (0ocmynno ¢ HMHUI]

2emamoiocu).

Pexomenayercst BceM OOJNBHBIM C YCTaHOBJIEHHBIM quarHo3oM ataku Ol uccnenoBanue
PYTHHHBIX JIa0OpPAaTOPHBIX IIOKA3aTeNe C MeNb0 OIEHKH (PYHKIMOHAIHHOTO COCTOSHHS
BHYTPEHHUX OPraHoB (IIEYEHH U MOYEK), JIEKTPOJUTHOTO COCTaBa KPOBH, YIJIEBOAHOIO OOMEHa,
CBIBOPOTOYHBIX  IIOKa3zaTesleil Merabonm3Mma JKeje3a, CHCTeMbl TIeMOCTa3a, MapKepoB

XpoHuueckux HH@ekuui. O0g3aTeNIbHBIMU UCCIIEI0BAHUSAMU SIBIISIOTCS:

e 00wuii aHAJIU3 KPOBU U MOYH

® OHOXMMHUYECKHH aHAM3 KpPOBH (DJIEKTPOJIMTHI, TEUYECHOYHBIE TpPAaHCAMUHA3BI,
[NII0OK03a, KpeaTuHuH, MoueBuHa, CPb, oOmmii Oenok, ansOymuH, OuIHMpyOUH
npsamoit u Henpsimoi, KOK (o6m), amunaza, ¢eppurun, OXCC, tpancheppuH,
KeJe30)

e KoaryJorpaMma

YpoBenb  yOenuTelbHOCTH  pekoMmeHaaumii D  (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 3)

KommenTapum: a) npu ocmpoi nopgupuu xapaxmepHo usmenenue ygema moqu (om
P0308020 00 KUPNUYHO20 UIU OYPO20) 8 OMCYMCMEUU 3pumpoyumypuu; 0) 8 OuoXuMuyeckKom
ananuze HeobXo0UuMo 0Opamums GHUMAHUE HA KOHYEHMPAYUuro HAmpus 6 CbleOponKe Kposu U 8
moue. T'unowampuemus ecieocmeue CUHOPOMA HEAOEKEAMHOU CeKpeyuu Ba30NpecCund —
namozrnomonuunwiti cumnmom OIL Ilpu smom HeoOX00uMoO UCKIIOYUMb Opyeue NPUYUHbL

eunoHampuemuu (Ha0NO4e4YHUKOBAsL HeOOCMAMOYHOCMb, UHQYIUOHHASL Mepanusl u op).

Pexomennyercst OonbHbiM ¢ OIl mpu pa3sBUTUM OCTPOM TMOJMHEBPONATHH HIIN
sHIe(DATONATHH ¥ HAIMYWY COMHEHHH B MX CBS3HM C aTaKOW OCTpOH MOphUPUU — UCCIIEIOBAHNE

1epeOpPOCTUHATBHON YKUIKOCTH.
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YpoBenb  yOenuTeqbHOCTH  pekoMeHaamumii D  (ypoBeHb  10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3)

KomMmeHTapum: npu amake ocmpoii noppupuu cocmas CnuHOMO32080U HCUOKOCMU
0CMaemcst HOpMAaibHbIM.

Pexomenayercst 6oibabM ¢ OIT pu nomo3penny Ha pabmpomMuoius (y Jr00ro nanueHTa

¢ muanrusmu) uccnenoBanue KOK u muorioduna.

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamumii D  (ypoBeHb  [10CTOBEpPHOCTH

JI0Ka3aTeJIbCTB — 3)

2.4 HNHCTpYMeEHTAJIbHBbIE JTUHATHOCTHYECKHE HCCIIeI0BAHUS

Ilpu ouaenocmuxe OIl Heobx0O0umo umemsv uHOpMaAYUIO O HATUYUU OCLONCHEHUL
OCHOBHO20 3aD0Ne8aHUs, XAPAKMEPUIVIOUUX OABHOCb €20 MedeHUs U CeneHb npozpeccul, a

MAaKice HaIuuL KOHKypupyioweu uiu conymemeyioweu namoaocuu [4,8,9,18,19].

Pexomenayercst Bcem 60abHBIM ¢ atakoit OIT:

- Y31 u KT opranoB OpromiHoii mMoJIOCTH, 3a0pIOIIMHHOTO MPOCTPAHCTBA U MAJIOTO Tasa
JUISl MCKIIFOUYEHHSI MPOLECCOB BOCHMAIUTENBHOM MPUPOABI U APYrOod 3TUOJOTUH, KaK NMPUYUHBI

a0JOMUHAJIIBHBIX OOJICH;
- OKT" my1st onieHKH (DYHKITMOHATIBHOTO COCTOSIHUS CeP/IIa;

- KT wnmu pentreHorpaguu OpraHoB TpYAHOM KIETKM AJIi WCKIIOYEHUS HaTOJIOTHUU

JICTKHX,

- OCMOTp THHCKOJIOTa IIpU MOAO3PCHHU Ha MCHCTPYAJIbHO-dCCOLIMHUPOBAHHOC TCUCHUC

OlI;

- KOHCYJIbTallus HC(prJ'IOFa IIpU HAJIMYNU KIMHUYCCKHUX WJIU Ha60paTOpHBIX IMPU3HAKOB

Pa3BUTHS OCTPOU MOYEYHON HEJIOCTATOYHOCTH;

- OCMOTp HEBpOJIOTa TPH PA3BUTUH HEBPOJOTHYECKON CHUMMITOMATUKH (MBIIICYHAS

c1a00CTh, SMUTIPUNIAAKA, HAPYIIICHUE CO3HAHUS WU TTOBEACHUS);

- MPT ronoBHOro mo3ra mpu CHMITOMax »SHIe(QalonaTHH C LEIbI0 BHU3yaTU3alUd
CUMMETPUYHOTO OYaroBOr0 MOPaKE€HHsI TOJIOBHOIO MO3ra (CHHAPOM 3ajaHed oOpaTuMoii

BHHe(baJ'IOHaTI/II/I, a TaKXXEC C LICJIbIO HCKIIFOYCHU A TpOM603a BCHO3HBIX CI/IHYCOB).
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YpoBenb  yOenuTeqbHOCTH  pekoMeHaamumii D  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB — 3).

KommenTapum: no pesynismamam ocmompa negpoioca Heooxoo0umo peuieHue 80npocd o
Heobxooumocmu npogedenusi MPT conoevl, I3 (011 Oughghepenyuanvroti Oouacrocmuxu
CYOOPOICHO20 CUHOPOMA) U cmumyarayuourou IMI (Ons oyenku xapaxmepa noepesicoeHus
nepughepuyeckux Hep8oe - AKCOHANbHIU UNU AKCOHANLHO-0EMUETUHUSUPYIOUULL).

Ocmpas noueunas HedoCmMamo4Hocms - peokoe (3%), Ho cepbe3Hoe 0Cl0NHCHEHUe amaKy
OI1, moocem passusamovcs oadxce Ha (hone pecpecca Opyaux cumnmomos amaxu [6,19].

Ilpu nooospenuu na amaxy OIIl, 00 momenma ucKirOUeHUs: OUACHO3A, 8PaY OOJIICEH
8030epHcamvpCsl OM HA3HAYEHUs NeKAPCMEEHHbIX CPeOCm8 U BbINOJHEeHUs OUACHOCHUYeCKUX
MaHunyaayui (6 mom ducie onepayuii), CNOCOOHBIX nospedumsv nayuewmy. B Oonvuwuncmee
clyyaes HesaCHo20 aD0OMUHANILHO20 CUHOPOMA OUACHO3 Nopupuu He OyOem noOmeepIcOeH, HO

onpeoeiieHHble mecmbl 00JICHbL Obimb nposedensl [1,7,15].

3. Jleuenne ataku ocTpoii nopupuu

Llenvio mepanuu sensemcs npepvisanue npocpeccuu OIl. [loxkazanuamu Kk Hauany
Jledenus, HanpaeneHHozo Ha noodaenenue cunmesza AJIK u IIBI, cnyscam cumnmomul,

xapaxkmepnule 0na amaxu Oll, u nogviuenue nokazamenei NOpPHUPUHO8020 0OMeHa.

3.1 'emun (apruHaTt rema)

Ipenapamor eemuna 6viiu npednodcenvt ons aevenus amax OI 6 1978 2 [25].
OK302eHHbIll 2eMuH  cuudicaem akmugHocmv AJIK cunmemasvl 6 neyeHu NO MeXAHUIMY
ompuyamenvHou 0Opamuou  ceéA3u. BHympugsenHoe 68edeHue 2eMuHa  NpPUBOOUM K
ouoxumuyeckol pemuccuu, m.e. Kk cHuxcenuro sxckpeyuu AJIK u I1BI, ymo docmamouno ons
npexpawenust amaxu OI, npu ycnosuu uckniouenus: ecex nposoyupyrowux gpakmopos [20].

I'emun nonyuarom nymem @vloeneHUss U OYUWEHUS KOHYEHMPAma Yelo8eyecKux
apumpoyumos. B Poccutickoti @edepayuu, Eepone u FOoucnoti Agppuke cemun docmynet 8 sude
apeunama eema (Normosang®, Orphan Europe), a 6 Cegepnoii Amepuke - 6 6uoe
auogunusuposannoco cemamuna (Panhaematin®, Ovation Pharmaceuticals Inc), komopuviii

PA3800umcs CmepuiibHol 6000l ex tempore.

. PeKOMeHIlyeTCH BCCM NaUCHTaM C YCTAHOBJICHHBIM AOHWATHO30M aTaKH OIl1 CpOYHOC

MPOBEIEHUE Kypca Tepaliy apruHaToM rema B go3e 3 mr/kr/cyr. [4,6,8,9,18,20,26,27].
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YpoBenb  yOenuTeIbHOCTH  pekoMeHaamumii D  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3)

Kommenrapuu: xypc neuenus cocmaensem 3-4 OHA, HO uUHO20a NPU MANCENLIX ULU
npozpeccupyiomux cuMnmomax amaxu mpebyemcs 6ojee OnumenbHulll Kypc. Apeunam
2ema 6600UMCsL BHYMPUBEHHO (8 NOOKOJICHYVIO GeHY NPeONnieubs Uil YeHMPAIbHYIO GEHY).
Ileped u nocne ezo 68edeHuss cucmema OOIHCHA ObIMb HPOMBIMA YUIUOLOSULECKUM
PACmBOpoM 0N CHUdMCeHus pucka mpombogreouma. Pannee nauano mepanuu
apeunamom 2ema nossonsgem kxynuposamv amaxy OIl u npedynpedums pazeumue
ocnodcHenull. Beedenue cemuna nayuenmy co cmaOuiusuposaHHou amakou 6 ¢aze

niamo uiu CNOHNARHO20 pezpecca H€I/;€]l€COO6pCl3H0.

3. 2 BoJblme 10361 VIJIEBOI0B

Jleuenue amax OII c¢ noMoulbio 6blCOKO yeﬂeeodnod ouemsl WU GHYMPUBEHHO20

66e0enUst 2n0Ko3bl ObLI0 npednodxceno 6 1964 200y [28]. Imoxosza chuoscaem axmusnocmo

gaxmopa (PGC-1a), komopwiii nanpsmyio unoyyupyem mpanckpunyuro AJIK-cunmemasor [29].

PexoMenayercst manMeHTaM C JISTKUMH aTakaMd OCTpoil mopdupun (HEMHTEHCHUBHBIN
00JIeBOIl CHUHIPOM, OTCYTCTBHUE HEBPOJIOTMYECKMX MPOSBICHUA M 3JIEKTPOIUTHBIX
HapyLEeHW) WU IPU HEBO3MOXKHOCTHU NPOBEJICHUS Tepanuu reMuHoM — BBeseHue 10%

pacTBopa riroKo3bl (1-2 1 B cyTKn).

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —

4)

Kommenrapum: /0% pacmeop eniokoswi (1-2 1) 6600umcsa meonreHHO 6HYMPUBEHHO C
ucnonwb308aHuem uHgyzomama, odmceramenvHo Kpyerocymouuo. Ilobounvie 3¢pghexmoi
OonLWUX 003 2TIOKO3bL BKIIOUAION CEPbe3Hble KONeDAHUSA YPOBHS 2NIIOKO3bl 8 KPOBU OM
eunepeiukemuy 00  peakmueHOU — SUNOTUKeMUU U MO2YM — NpUBOOUmMb K
coomseememayrowum Hesponozcuieckum napyuenusm [1,19]. Tepanurwo eniokoszou ons
JleYeHUss amaxk He NPUMEHSAIOm Npu OepeMeHHOCmU U Y NAYUueHmo8 C XPOHUUEeCKOU
noueunoti nedocmamounocmoio [4,8,9]. Panee, 0o noserenus npenapamos ecemumna,
6800UNU CYUWECMBEEHHO OOIbULIUE 003bl 2TIOKO3bl 8 UOE KOHYEHMPUPOBAHHBIX PACMBEOPO8
(20% unu 40% pacmeop 0o 2 1 6 cymku, umodwl docmuysb cymounou 003wt 300-500
e/cymku). Oonako makas mepanus Oblla CONPANCEHA C CYUWECMBEHHbIM PUCKOM
eunepeiuKemMuu Uiy peakmuHol SUno2iuKemMul, U, COOmMeEemcmeeHHo, Mo2id NPUBoOUmMbs

K OONOJIHUMEIbHbIM HespolocUYeCKUM OCTIOHCHEHUAM.
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3.3 ILi1azmadepes

ITnasmaghepez npumensinca panee o0na aevenus amax OIl ¢ yervlo mexanuueckozo
yoanenust NoOpPUpUHO8 U Ux NpeoulecmeeHHUKo8 u3 Kpogomoxda. OOHAKO OAHHbIL Memoo He
CHUdICaem, a cKopee, Y@eluuusaem CuHme3s NpeouleCmeeHHuKo8 nopupuHos, a makxoice
NPUBOOUM K pa38UMUI0 2UNOATbOYMUHEMUU, Y8eIudUsarouieli puck passumus omeka mo3ed u
snyeghanonamuu. B meuenue nocreonux 20 nem, oanuviti Memoo He UCNOIb3yemcs O/ leyeHus
OI1 6 cmpanax 3anaonoii Eéponwvl u Cesepnou Amepuxu [4,8,9,18].

He pexomenayercs namuentam ¢ atakod OIl mpoBeaeHue JieueOHBIX TIa3zMadepe3oB
0e3 HaJIMYKS CrelUaIbHbIX MTOKA3aHHM.

YpoBeHb  y0enuteabHOCTH  pekoMenaaumii D  (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

3.4 HyrpuTuBHAS HOIEPIKKA

Pexomennyercst manuentam ¢ OIl, uMeomuM [JIMTENBHBIA Mape3 >KeIyJO4YHO-
KHIIEYHOTO TpaKTa WM HapyIICHWE TIJIOTaHUS, OOCCIICYCHHE aJeKBATHON HYTPUTHUBHON
IO ITICPIKKH.

YpoBeHb yoeqUTeJILHOCTH peKkoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB —3)

KomMmMmenTapuu: npeonoumenue 6cecoa 0019CHO 0mMoa8amvcsi SHMEPAIbHOMY NUMAHUIO.

Ilpu Hapywenuu eromaunus Modcem Oblmb YCMAHOBLEH HA302ACMPATbHLIL U

HA30€I0Hanb bl 30H0. [lpu  OnumenvHOM 30HOOB0M NUMAHUU YCAHABIUBAETCS

eacmpocmoma. Ilapenmepanvhoe numanue nNpPoOBOOUMCS 8 CIyYde HeBOIMONCHOCU

OHmMepanbHo20 numanus. Heeozmooicnocmo enomanus uiu napes iHeemy0ouHO-KUUEUH020

MpaxKma He OOJAHCHbL CYIHCUMb NPUYUHOU pazeumust Kaxekcuu y 6onvhvix OIT [8,31].

3.5 Uckarouenne neiicTtBus noppupuHOoreHHbIX (hpakTopos

Pexomennyercss Bcem mnammentam ¢ OIl  uckitoyeHHe BceX MOTEHIMATbHBIX
HOp(OUPHHOTEHHBIX (PAKTOPOB, TAKUX KAaK JICKAPCTBEHHBIC MPENapathl, ajlKorojb, ronogaHue/
HU3KOKanopuiiHas aueta, crpece [19,24,30]. HeobxoauMo akTHBHOE JcueHHE HH(DEKIIMOHHBIX
OCJIO)KHEHHH, KaK OJTHOTO M3 BaKHEHITNX MOpUpUHOTeHHBIX pakTopos [8,31].

YpoBeHb yoenuTeJIbHOCTH peKkoMeHanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 3)

3.6 CuMnroMaTu4yeckasi Tepanus

Pexomenayercs manuentam ¢ OIl mpu HamuuuM MHTEHCHBHOTO OO0JIEBOTO CHHIpOMA
(BAIL > 7 cM) npoBeeHHE aHAJIBIE3UH C UCIOJIb30BAaHUEM OMMATOB (MOp(pUHA TUAPOXIOPHUI,

NETHIUH, OKCHUKOAOH, (eHTanmn u  okcukomon)  (http://www.drugs-porphyria.org/)
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[4,6,8,9,18,32]. TlanueHTaM C HETSXKEIBIM OOJIEBBIM CHHIPOMOM PEKOMEHIYETCS Ha3HAYCHHE
HIIBC (mapaueramon, ubymnpodeH, KeTonpodeH, MEIOKCHKaM, JIOPHOKCHKAM, ILEIEKOKCHO)
(ra6m.2)  (http://www.drugs-porphyria.org/)  [4,8,9,18,32]. B  kauectBe  CpEACTB,
MOTEHIMPYIONINX JACHCTBUE aHAIBICTUKOB MOT'YT ObITh Ha3HAYEHBI OCH301Ma3CIINHBI (JTHa3eTam)
[8,9,18].

YpoBeHb yoenuTeILHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB — 3)

Pexomenayercsi mamuentam ¢ OIl ¢ HanuumeMm TaxukapaIuu Ha3HA4YeHHE Oera-

6110KaTOopoB C 1enbio cHIkeHusa YCC u yMeHbIIeHHs pUCKa Pa3BUTHS apUTMUM.

YpoBeHb yoenuTeILHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)

Pexomenayercst maiuentam ¢ OIl npu pa3BUTHH MMIIEPTOHUYECKOTO KpH3a Ha3HAYCHUE
TMIIOTEH3UBHBIX TpenaparoB (KJIOHUIUH, KaNnTONPWI, OeTa-0JI0OKaToOpbl) B COOTBETCTBHU C
KIMHAYECKUMU PEKOMCHIAIMSIMU 110 BEICHHUIO TMAIMECHTOB C apTePHAIbHON TUIEPTCH3UCH U
crickoM pasperreHnabix mpu OIT nekapcrBennbix npemnaparos (http://www.drugs-porphyria.org)
[4,8,9,18,32].

YpoBeHb yoenuTeILHOCTH peKkoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB — 3)

PeKOMeHI[yeTCﬂ MalyeHTaM C aTakoi OIl1 IJIg JICUCHUA TOIIHOTHI U PBOTHI HA3HAUCHUC

OJIaH3aIlHa (MO)KHO peKTaJ'H)HO), Jiopa3cliama, aMrMHa3nHa WA HPOXJIOpIICpa3ruHa.

YpoBeHb yoenuTeILHOCTH peKkoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)

KOMMeHTapI/II/I: Memomonpamud 6 Oonvuuncmee crydaes  UcCnolb3oediics be3

OCNOJICHEeHUU, Kpome nayueHmox 6o epems bepemennocmu.  (http://www.drugs-

porphyria.org/) [4,8,9,18,32].

Pexomennyercss mnammentam ¢ OIl s JeYeHUs SHWICNTHYECKUX IPHITAKOB
UCTIOJIb30BaHUE Ja3ernaMa BHYTPHBCHHO, rabarneHTrHa, JAMOTPUKUHA,
JeBeTHpaleTaMa. B ciiyuae pa3BUTHS SMHJISNITHYECCKOTO CTaTyCa MOXKET HUCIIOJIb30BAThCSI
nporiodosr.  J[sT  KOPPEKIMM HWHCOMHHH M TPEBOTH MOTYT  HCIIOJIb30BaThCS
OeH30/1Ma3eTHHbI (;mopazernawm, 30IUKIIOH). (http://www.drugs-porphyria.org/)
[4,8,9,18,32].

YpoBeHb yoenuTeJIbHOCTH peKkoMeH1anuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
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KoMMeHTapum: eounuunvle SnUNPUnAOKU O0ObIYHO ACCOYUUPYIOMCA € CUHOPOMOM
3a0netl oopamumo suyepanronamuu (no oannvim MPT 201081020 Mo32a) u He mpedyiom
ONUMENbHOU  NPOMUBOCYOOPOICHOU MEPANUU  NOCLE PA3PEUleHUsl IHYeparonamuu.
Koppexyuss  apmepuanvhoii  eunepmenzuu u  cunoHampuemMuu y —NAYUEHMO8 C
INURPUNAOKAMU OONICHA NPOBOOUMBCSL 0Adice NPU He3HauumenbHom nogviuenuu A/ u

HEZHAYUMENbHOM CHUJNICEHUU YPOBHA HAMpPUsl.

e Pexomenayercs nanuenraM ¢ arakoi OIl aiis neyeHus rajulrolMHaLMA HCII0JIb30BAHNE

¢benotnasuHoB win onanzanuua. (http://www.drugs-porphyria.org/) [4,8,9,18,32,33].

YpoBeHb yoenuTeILHOCTH peKkoMeHanuii D (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 3)

3.7 Koppekuusi BOJXHO-COJIEBOr0 0aJIaHCca

e Pexomenayercs OosibHbIM ¢ atakamu OIl, B ToMm uMciie Ha (oHE JeueHus npenaparamu
reMHHa, MpoBeJaeHHEe MH(PY3MOHHON TepanmuM HEOONbIIMMH WM YMEPEHHBIMH J103aMH
IJIIOKO3bI M COJIEBBIMM pAacTBOpPaMU B KauyecTBE MOAJCPKMBAIOLICH Tepanuu Juls

npoHIAKTUKH TOJI0NaHus U 00e3BokuBanus [4,8,9].
YpoBeHb yoeauTeIbHOCTH peKoMeHanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KommenTapuu: Heob6xo0umo moHumopupoéams 600HO-3JIeKMPOIUMHBIU OANAHC, ML.K.
appexm  pazeedenus OorbwUMU 00bEMAMU  «CBODOOHOUY»  HCUOKOCMU — MOdACEM
yeyeyoums  eunonampemuro  [4,6,8,9,31]. O6wvem  unghysuonnou  mepanuu
paccuumvléaemcs UHOUSUOYANbHO - OM OSPAHUYEHUS BBOOUMBIX JHCUOKOCHEU Npu
cunopome Heaodeksamuou cexpeyuu A/’ 0o Owvicmpoeo eocnonneHus o0Ovema
yupxyaupyrowei rcuokocmu (OLK) u koppexyuu 21eKmpOIUMHbIX HAPYUIEHUU Npu
OCMpOoll NOYeuHOU HedOCMmAamodyHocmu Ha Gone paboomuonusa (mabn.2). B ciyuae
pazeumus. ocmpol No4euyHou HeOoCMAamoyHOCMy mepanusi NPoBOOUMCs CO2NACHO

CMAHOAPMHBIM PEKOMEHOAYUAM, BKIIIOYAS, NPU HEOOXOOUMOCU, 2eMOOUATU3.

e Pexomenayercss 6onbHbIM ¢ atakamu OIl mpu pa3BUTUM THUIOHATPHUEMHUU BBEICHUE
U30TOHMYECKOro (TMpH  JIETKOM THMIIOHATPHUEMUH) WJIM TUIEPTOHWYECKOro (mpu
BBIPQKCHHOW THUIIOHATPUEMHH) DPACTBOpA HATpus XJopuaa. B cimydae npumeHEHUs
TUIIEPTOHUYECKOTO0 PACTBOpPA XJIOPHUJA HATPUsl KOPPEKUUs THUIIOHATPUEMHUH JTOJKHA

npoBoAUThC MeieHHO (<10 MMomb/CyT) B BHJAE IOCTOSHHOM KpPYIJIOCYTOYHOM
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uH(QY3UU MO/ KOHTPOJIEM HATpPUs CHIBOPOTKM BO H30ekKaHHE Pa3BUTHSI MOHTUHHOTO

muenuHom3a (tabm. 2) [4,6,8,9,31].

YpoBeHb yoenuTeILHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB — 3)

Tabmuma 2. Knunnueckue MPOSIBJICHUS u Tepanus aTaku OCTpoOit
nopupun

CHMOTOMBI H CHHIPOMBI Tepanusa

I IlaToreHeTHYeCKad TepamHi Aprurat reMa (3Mr/kr/cyT B Tedenne 3-4 gued) 03

II. Beegenne VIISBEOOOE H Hudyzue rMoKoss # APYTHX KHIKOCTER, KOHTPOTE

O AepEHEAONAY TEPATHT 3MEKTPONHTOE, HYTPHTHEHAT NOIEpEEa (IPH HEODXOIHMOCTH -

napedTepantsHag) D4
IIT. CHMOTOMATHYeCKad TepaHa
ABTOHOMHAM ITONMHMHEBPOITATHA

BonH B EHEOTE ONHOHIHEIE AHATETETHEH B/B HIH B/ D3
TaxHEapIHa, apETMHEIL Bera-Gnoxatoper, FKT -kouTpons D3
AprepHanLHAd FHISPTEHIHA beTa-0noxaTopsl, KIOHHIHH D

3amop JlagTymoza D?

TomuoTa, PEOTA $eHOTHAZHHEL %, OIAH3ANHHE, Jopazenan D3
JagepaEra MOUH Karerepuzannd ModeEoro my3eIpa 2

TNIEPHEEPHYECEKAA MOTOPHAA TTOIMHEBPOITATIIA

Tlapez OEIXATEIBEHED MEIIII] HcEyccTReHHad BeHTHAANNA TerEnx &

ITHeBMOHHT AHTEOHOTHEHRY, EpoMe CyIbdaHHTaMHI0E, MaKpPOIHAOE,
xropavdenHrona, METHIIHINEANMA, THEAMITHITHITHHE,
arTpodvpagTonHa D2

MelmeaHad c1abocThb I HMHACTHEA, Macca, peabmmaramma P2
byne0apHEIA CHEIPOM HazoracTpalnHEIR 30HI, racTpocTonma D3
bomH B COHHE H KOHETHOCTAX OnHOHIHEIS 3HATBTETHEH, IAPaneTaMol, HeCTePOHIHES

IpPOTHEOEOCHATHTISAEHEIE TPemapaTsl 2 B4

SHITEEATTOITATHA

Hucomunt' Tpesora BeHz0IHAZEIHHEEL 2, BETHOYAT 30MHEIOH

T auTFONHHAITHE deroTHAzNHEEL, onagzanmH DF

SOHIPHIATER Koppekuna rENOHATPEMHH H APTePHATEHOH THIEPTeHIHH,
JHazernad D3
T'abaneHTHH, TeEeTHPAUETaM IPpH HEoOX0JHMOCTH NpodIeHHOH
TepanHy 3

METABQIIMYECKWE HAPVIITEHHA

T EmoHaTpeMHA (CHHIPOM Na=125 nmomie/n: orpasHdeHHe 00beMa HEqy3HE D7

HeaneKBaTHOH cexpenH:E AT Na =125 mMMOIE/T HIH DATHEHT ¢ 3MH-TPHTATEAMH
HapyIIEHHEIM COSHAHHEM: HEQVIHH COJEBRIX pacTeopos (10%
NaCl), koppermma =10 smonas/1/cyT (pHCK MIOHTHHHOTO

MHETHHOmR:a) P?
OcTpas modedHan HudysHoHHAA Tepanud, reMoaHamas ©
HEOOCTATOMHOCTE
PabgonmmomE: Hadyzuonsas tepanma 2

2 BoIBIMHHCTED IPeNapaToE SToH IPYINE] Oe30MacHE
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3.7 Benenue manmueHToB ¢ 0CJI0KHEeHHO0I aTakoil OI1

Ipu passumuu msxcénvix ocnoxcnenuti OI1 (OyrvbapHbvlll CuHOpOM, NApAIUY ObIXAMENbHOU
MYCKYIamypbl, maAxcenas 2SUnOHampuemusy) cywecmeyem y2po3a JAemanbHo20 Ucxooda
[6,7,19,31,33]. Ocnosnbimu npuuunamu 1emanbHblX UCX0008 AGISAIOMCA: NHEEMOHUS,
accoyuuposanHnas ¢ oaumenvuou HBJI, cencuc u oOpyeue uH@eKyuoHHble OCI0NCHEHUS,

msoicenvle apummuu.

e Pexomenayercs mnamueHtaMm ¢ ocioxxHeHHbIMH aTakamu OIl  mepeBon B oTaeneHue
peanumauuu U uHTeHcUBHOM Tepanuu (OPUT) ans npore3npoBaHMsl JbIXaTEIbHOMN
GbyHKIIMKM, aneKBaTHONM CHMITOMAaTHYECKOW Tepanuu, KOPPEKIUH MeTa0oInYecKuX
pacCTpoMCTB W Tepanuu apruHatrom rema [6,31,33]. Murybamms Tpaxew W Havaio
MCKYCTBEHHON BEHTWIALIMU JIETKUX ITOKA3aHO NMPHU Pa3BUTHU Tapajinda JbIXaTelbHOU
MYCKYJIaTypbl,  HApyIIEHHWH  JBIKCHHS  JIuadparMbel, KamuieBoro  pediexca,
acrnuparMoHHo# nmuesMmonunu [6,7,19,31,33].

YpoBeHb yoeqUTeILHOCTH peKkoMeHaauuii D (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommenrapuu: nokasanusmu 0nsa eocnumanuzayuu nayueumog c amaxou OIl @
omoeneHue peaHumMayuul A6IAI0Mc.

®  KIUHUYeCKUl U PYHKYUOHANbHBIU PUCK ObIXAMENbHOU He0OCMAmMOYHOCU,

® npocpeccuposanue amaxu ¢ paszsgumuem  OYIbOAPHLIX  CUMNMOMOS,  MANCENOU
UNoOHampuemMuu, HapyweHut pumma cepoya, apmepuaivhoi cunepmenzuu >200 mm pm.
cm, yeHemeHus CO3HAHUS, M.K. MO - NPeO08eCMHUKU BbICOKO20 DPUCKA OCIONCHEHUL U
JIeMAanbHO20 UCX00A.

Pexomenoayuu no nevenuro nayuenmog OII, naxoosawuxcs 6 KpUmMu4eckom cOCMOSHUU,
00YC06IEHHOM — MAJCENOU  OCMpPOU  NOAUHesponamuetli, UOEHMUYHbl — MAKOBbIM,
ONUCAHHBIM 8 KIUHUYECKUX DEeKOMEHOAUUsix No 6e0eHUl0 NAYUeHmos8 C CUHOPOMOM
Tutiena-bappe [34] u 6 Kiunuueckux pexomenoayusx no JieHeHuro nayueHmos,

ONUMENbHO HAX00WUXCs 8 Kpumuyeckom cocmosinuu [35].

4, PeaOnauranus
3anozom ycnewHotl peadburumayuu s611emcs paHHee Hauaio npoeedeHUs Meponpusmull
no yxo0y 34 NAYUeHmMoOM, BKIUAIOWUX NOCMYPAlbHOe OpPeHUposanue, npoQUIAKMUKY
l’lpOJle.?fCHelZ, uacmyro CMeHy nojodiCcerus mena y Jauy ¢ 02paHulleHH012 }’lO()Gu.?fCHOCmbIO.

Komnnexc pea6uﬂumauu0HHblx Meponpuﬂmud onst nayuenmoe ¢ nopastceHuem HepeHOo-

30



MBIULEYHOU U ObIXAMEAbHOU CUCmeM He OMAUYAemcs om 6e0eHUs. nayueHmoe ¢ ()pyZOﬁ

msHcenou Hegponocuyeckol namonoaueti [31,36].

Pexomenayerca BceM mnanueHtam ¢ OII, OCIOXHEHHOW TMOpa)XEHWEM HEPBHO-
MBIILIEYHONH  CHCTEMbI, IPOBEJEHHUE KOMIUIEKCa  peaOWIMTAllMOHHBIX  MEpONPHUATHH,
HAIPABJICHHBIX HA BOCCTAHOBJICHHE IBUTATEIHHOW aKTUBHOCTH. KOMIUIEKC peabuanTaimOHHBIX
MEPOIIPUATHN BKIIIOUYAET:
e Panee Havano JI®K k MOMEHTY MUHMMH3ALIMU 00JIEBOIO CUHAPOMA;
e VY NanueHTOB ¢ OrPaHUYEHHON MOJBMYKHOCTBIO — ITACCUBHOE M/WIIM CAMOCTOSITENIEHOE
JIBUKEHUE KOHEYHOCTEN ¢ MAKCUMAJIBHO MOJIHOW aMILIMTYI0M;

e lI3MecHEHHWE TIOJNOXKEHUS Tela B MPOCTPAHCTBE (ITOBOPOTHI ¢ OOKy Ha OOK,
BBICQ)KMBAHUE B KPOBATH);

e Pannss gpixarenpbHas TUMHACTHKA (B TOM YHCIE C IOMOIIBIO TPHOOPOB) IS
MPOPUIAKTUKH aTETIEKTa3UPOBAHUS JIETKHX;

e Maccax (qpeHaxHbI|, MBI CIIMHBI, KOHEYHOCTEN ).

YpoBeHb yoeIUTeILHOCTH peKoMeHaauii D (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 3)
KommenTapuu: cpoxu  peabunumayuonHoeo  nepuooa u  obveMm  JjeuebHO-
B0CCMAHOBUMENILHBIX MEPONPUAMUL MO2YM 3HAYUMeENbHO 6apbuposamy. llosnenue
HOBbIX CUMNMOMOS, N0003pUmMeNbHbIX 8 omuoweHuu peyuousa amaxu OIl, aensemcs
nokasauuem 0Jisk NOGMOPHOU 1abopamoprnot oyenku cooepicanus AJIK u ITFH 6 moue u

KOHMPOJisl KIUHUYECKO20 MeY€eHUA KOHKYPpUpyruux 3a001e6anull.

5. lIpopuaakTuka arak OI1

Ipodunaxmuxa amax OIl 3axniouaemca 6 MeponpuAmMuUAX, HANPAGIEHHbIX HA
JIUKBUOAYUIO IHOO2EHHBIX NPOGOYUPYIOWUX (HAKmMopos (Hanpumep, Je4eHue XpOHUYECKUX
uHgexyuil, ycmpaneHue 2unompoduu, Hopmatu3ayus y2i1e600H020 006 MeHa) u npedomepaujeHue
6030elCcmeust  9K302eHHbIX — NPOGOYUPYIOWUX — aKkmopos, npedxcoe 6ce20  AlK0201A U
NPOUPUHOCEHHBIX — IeKAPCMBEHHbIX — NPenapamos, YCmMpaHeHue Cmpecco8ulX — CUmyayuii
[4,8,9,30,36].

Pexomennyercst ¢ nenbio npoduiaktuku atak OIl mHopmupoBaHMEe NAlMEHTOB, WX

POACTBCHHUKOB H CEMEMHBIX Bpaqeﬁ O IpaBUJIaX MCIIOJIb30BaHUA JICKAPCTBCHHBIX
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IpenapaTos, HE00X0MMOCTH CBOEBPEMEHHOTO JICUCHHUSI MH(pEKIHHI u
HE3aME/UINTEIbHON TOCHUTANM3allMM NpU  MOsiBIeHMH cumnromoB araku  OIL
HeoGxomuMo o0ydeHne NamMeHTOB MPHHLIMIAM 3J0pPOBOro 00pas3a >KHU3HH, KOTOpPBIC
BKJIIOYAIOT:
=  PerynspHoe HOpMO-KaJopHitHOE TUTaHue. JJoCTHKeHNE BEpXHEU IpaHUIIbI
HOpMbI uHAekca Maccsl Tena (MMMT). [laxxe B ciayuae jeueHus: 0)KUpeHus,
HeZoIycTUMa O€3yTriIeBOIHas AUETA U PE3KOE CHIKEHNE MAcChl Tea.
* [lomHOe HCKIIIOUEHHE IpUeMa aJTKOTrOJIsl.
* OtkKa3 oT KypeHus (IIpu HEOOXOIUMMOCTH, BO3MOXKEH ITPUEM BapEHUKIMHA)
* [IpopmnakTuky  CTPECCOBBIX  CUTyallii, TpH  HEOOXOAWMOCTH,
IICUXOTEpaIisg U IMPUEM AHTUACTPECCAHTOB (pa3pelieHbl (IyoKCEeTHH,
ACLUTANONPAM, MUPTA3alliH, aroMeJIaTiH, TPa3oJ0H U Jp.), JOCTATOUHOE

BpCM: JIA CHA U OTAbIXA.

YpoBeHb yoenuTeILHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)

e PexomeHayeTcsi BCEM MalMeHTaM M POACTBEHHHKaM IpoOaHaoB BbimonHeHue JIHK-
JUAarHOCTMKM MYTaHTHOro TeHa. [IpM BBIABICHMM NIATOT€HHBIX MYyTalMh Y
0ECCUMITOMHBIX POJCTBEHHHMKOB HEOOXOAMMO COONIO/IEHHE BCEX BBIIICOMMCAHHBIX

npodUIAKTUIECKUX MEPONPUATHI [1st TpoduiakTuku ataku Ol

YpoBeHb yoequTeILHOCTH peKkoMeHaanuii D (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 3)
Kommenrapuu: eciu nocumenscmeo Oll gvissneno 6 demckom 6o3pacme, mo npu
A0eK8amHoOU NpohuiaKkmuKe, GeposSMHOCMb amak 6 0yoywem cHudxcaemcsi 0o 1-5%.

Ilpenamanvuas ouaenocmuxa OIl ne nposooumcsi.

5.1 PekoMeHIAIIMU 10 JIEKAPCTBEHHON Tepanuu APyrux 3a00JeBaHU BO BpeMsd

pemuccuu OI1

HH(j)opﬂxzauu}z O NnomeHyudaiIbHO ONACHblIX U be3onachvix Jekapcmeax pasmeuieHa 6

Hnmepneme (http://www.critical.ru/consult/pages/porphyria/prodlistsimple.htm; « nocmosnno

obOHosIAIWeMcs  catime, peKomeHOosanHom Esponeitickoii  Tlopguputinou Accoyuayueu u

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

e Pexomenayercsi Bcem manueHtam ¢ OIl, npu HEoOXOAMMOCTH MPOBEACHUS

JIEKApCTBEHHOU TEpANMM, OCYILIECTBIATH HAa3HAYECHMs IIPENapaToB B COOTBETCTBUU CO
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CIICKOM pa3pelIeHHbIX MEIUKAMEHTOB, Pa3MEIICHHBIX Ha CHENUANbHBIX calTax. B
HCKIIFOYUTCIIbHBIX ClIydadX, ONpHU OTCYTCTBUH AJIbTCPHATUBHOIO IIpCIiaparta, AJid JICUCHUA
3a00JIeBaHUs, TPEICTABISAIONIETO YIpO3y JUIS KU3HU M 370POBBS MAaIlMEHTa, OBITh
roToBbIM K pazutuio ataku OIl Ha oHe ero npuema M HEMEUICHHOMY JICYCHHUIO aTaKu

ApruHaTOM rema.

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KomMmeHnTapumn: neob6xo0umo npogooums OYeHKy COOMHOULEHUS «NOAb3A-PUCK» OM
APUMEHEHUs. Kajcoo2o Jekapcmeennoz2o npenapama [4,8,9,32]. Hexomopuvie npenapamet,
Hanpumep, bapoumypamel U CYIbhAHUIAMUODL, obnaoarom  OYeHb  BbICOKOU
NOPHUPUHOLEHHOCIBIO, U UX UCHOIb3068AHUE NPUBOOUTIO K MANCENbIM AMAKAM Y 8CeX NAYUEHMO8
OIl. Taxue npenapamvl ommeyeHbl HA  VKA3AHHLIX — CAUMAX KAK — «OOHO3HAYHO
nopgupuHo2enHbLeY, UX UCNONIL30BAHUE 3ANPEUeHO.

MHnozcue npenapamoi, Kiaccupuyuposansvl KAk «803MO’CHO NOPOUPUHOSEHHbIE», Yauye
6cec0 nomomy, umo uHmgopmayus no ux npumerenuro y nayuermos OIl HedocmamouHa.
bonvwuncmseo nayuenmos ¢ OIl 6o epems pemuccuu, 0cobeHHO JnameHmHvie HOCUMENU
MYMAHMHO20 2€Hd, NEePEeHOCAM HA3HAYeHUue >Mux npenapamos 6e3 ociodicHeHuu. Ilosmomy
BAICHO OYEHUBAMb PUCK U NOIb3Y NOMEHYUATILHO20 NPEnapama u He OCMaesisimes Nayuenmos oes3
A0eKeamHo20 edenuss Opyeux 3a00ne8anuti moabkKo Ha mom ocHoéanuu, umo y nayueuma OI1.
Bonvuwuncmseo anmubuomuxos, Kpome Maxpoauoos, Cyib@aHuiamuoos, XiopampeHukoid
(negomuyemun), MEMmuYUIUHama, NUSAMNUYUILIUHA, HUMPOQDYPAHMOUHA, NePEHOCAMCS XOPOULO.
Bonvwuncmeo npenapamos 0nsi  euenuss  cepOEUHO-COCYOUCMOU  NAMONO2UU,  BKIIOHAS
HUMpambl, UHSUOUMOPbI AHSUOMEH3UH-Npespawanuieco pepmenma, OIOKAMOPsbl KALbYUEEbIX
KaHanos, Geszonacuvl 0nsi nayuewmos OIl. Bonvuwuncmeo npenapamos, UCNONb3VIOUUXCS 8
onkonozuu xopouto nepenocamces nayuenmamu OIl, xoms ungopmayus no ux UCnOIbLIOBAHUIO
HeQOCmamoyra Ol OOHO3HAYHOU Klaccuguxayuu ux nopgupunocennocmu. Kenamenvro
Monumopuposanue ypoenet 115l ¢ moue ona oyenku s¢ghpexma npenapama Ha nopoupuHosulii
obmen y Kadxcoozo nayuenma. Ilosviwenue ypoeus IIBI" 6e3 pazeumus KiuHU4eCKOU
cumnmomamuxu npucmyna OIl ne seisemcsi nokasawuem ONsl O0SPAHUYEHUS NPUMEHEHUs

O0aHH020 JleKapcmeeHHoco npenapamada.
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6. BeieHHe MAlIMEHTOK C PerysipHbIMU MEHCTPYAJIbHO-ACCOUMPOBAHHBIMHU

aTakaMu

V owcenwgun ¢ OIl mencmpyanohvlii Yyuki s61semcs Hauboee 4acmuim nposoyupyIouUm
gaxmopom (10-39%), umo nposersiemcs cumnmomamu amaxu OIl ¢ unmepsanom 1-3 mecsya 6
npeoOMeHCmpPYaibHOM nepuoode. B bonvuuncmese ciyuaes smo - neekue amaku, He mpeodyroujue
eocnumanuzayuu. Hepeeynapnoiti  meHcmpyanvhvili  Yuki — 8ciedcmeue  20PMOHANbHO2O
oucbanranca modicem cnposoyuposams yuxkiudeckue amaxu. Ilockonvxy y 50% nayuenmox ue
B03HUKAEM NOBMOPHBLIX AMAK NOpOUPUU UTU HADTIOOAIOMCL eOUHUYHbIE NOBMOPHbIE AMAKU,
CNPOBOYUPOBAHHBLE IK302EHHBIMU (PAKMopamu, HA3HAYEHUe 2OPMOHAILHOU Mepanuu 60 8pems
nepeou amaxu OIl ne obocnosano. Bmecme ¢ mem, oxkono 3-5% owcenwun ¢ OIl ucnoimoisarom
msoicenvle pecyiapHvle amaku, CEsA3aHHble C MEHCMPYAIbHbIM YUKIOM (¢ uHmepsaiom 2-4
Heoenu), 4mo accoyuupyemcs ¢ KpauHe HUSKUM Ka4eCm8OM UX JHCUSHU U BbLCOKUM DPUCKOM
J1emanbHo2o ucxoodda. Mmenno smou epynne nayueHmox, npu Heaghgdexmuenocmu cmaHoapmHulx

Meponpuﬂmuﬁ no Koppexkyuu 06pa3a HCU3HU, NOKA3AHA NPEBEHMUBHAN COPMOHRAIbHAA mepanus

[4,8,9,32].

o Pexkomenayercsi mManMeHTKaM C MEHCTPYyajJbHO-aCCOLUMHPOBaHHbIMU arakamu OII
Ha3HaUYC€HHE MPEBEHTHUBHON TOpMOHaIbHOW Tepanuu. [IpeBeHTHBHas TOpMOHalIbHas
Tepamnus MepBOM JIMHUK BKJIIOYAET HU3KO-I03UPOBAHHBIE MPEMapaThl dSTUHWIACTPAAUON-
JIEBOHOPTECTPEIT JIsi KOHTPAIENIIMU ¥ Ha3HAYaeTCsl B CTaHAApTHOM pexkume 21 aeHs +7
nHel nepepsiB. [IpoAomKUTENBHOCTh Kypca — HE MeHee 6 MecslleB; NepBUYHAsl OLEHKA
sbdekTuBHOCTH - depe3 3 mecsna. [IpeBeHTHBHas ropMoHallbHAas Teparus BTOPOM
JUHUW BKIIIOYAET aHAJIOTH rOHaA0TponuH-puiu3uHr ropmona (GnRH) u npumensercs B
CTaHJZapTHOM pexuMme: 1 wuHbeKUMa B Mecan Ne 6-12. TlepBuyHast oreHkKa
s heKTUBHOCTH MpoBOAUTCS uepe3 3 mecsma. [Ipu pmurensHOCTH Tepanuu Oonee 6
MECSAIIEB MOKA3aHO JOMOJHUTEIbHOE MPUMEHEHHE DK30I€HHOTO A3CTporeHa (B BHJIE
TpaHCACPMAJIbHBIX TUTACTHIPEH) U BUTaMuHa [l 11 npoduIakTUKH OCTEOTIEHUN U IPYTHX

CUMIITOMOB MCHOITIAY3EbI.

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamumii D  (ypoBeHb  [10CTOBEPHOCTH
0KA3aTeJbCTB — 3)
e  Kommenmapuu: A) noxazanuem 015 HA3HAUEHUS 2OPMOHATLHOU Mepanuu nepeotl IUHUY
aensgemcs pazeumue 2 u 6oiee MEHCMPYAIbHO-ACCOYUUPOBAHHBIX AMAK 6 meueHue 4
Mecayes npu ycnosuu omcymcmeus cumnmomog amaxu OIl na momenm mauana

eopmonanvuol mepanuu. b) [loxazanuem 015 npumeHenus 20pMOHANbHOU Mepanuu
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8MOpOU MUHUU ABNAeMC HeIPHEeKMUSHOCMb NepPoOPaNIbHbIX KOHMPAUEenmueos Uil
Hanuyue NOOOYHLIX AGNeHUll Ha @one ux npuema uw/uiu msxcenoe meyvenue OIL
Hasnauenue copmonanvrou mepanuu 6 meuenue mecaya nocie ociodxcrhennot amaxu OI1
HediceNlamelbHO U3-3a pucka passumus mpombo3zos. Heobxooumo monumopuposams
yposuu AJIK u IIBI" 6 moue, npu nossieHuu cumnmomos eozmodcHou amaxu Oll,
mepanuu 00adCHA Ovlmb  npepeéana. Tepanus aumanocamu 20HAOOMPONUH-PUTUSUHS
2OpMOHA  6bI3bIBAE MEHONAy3y U NPUBOOUM K CHUMNCEHUIO YVPOBHS IKCKpeyuu
npeoulecmeeHHUK08 nopupuros 6 moue 0o 60% om ucxoonoeo. Pewenue o HasHaueHuu
NPEeBEeHMUBHOU  20PMOHAIbHOLU —~ Mepanuu  NpUHUMAaemcsi  1e4awjum  8pavyom
(cneyuanucmom no nopgupuu) coemecmno c eunexonozom. Ilayuenmuvl na mepanuu
OQ0IHCHBL  OCMAMPUBAMBCSL  2UHEKON020M ¢ unmepeanom 3-6 mec. Ecmecmeennas

MeHonaysa makxoice moicem OKdaA3anib «1eyebHnbll aqbqbekm» HA YUKIUYecCKoe medeHue

Ol

6.1 HDO(]_)I/IJIaKTH‘-leCKaH Tepanuda apruaaTomM rema

B cnyyae kpatine msascenoco meuenus OIl u HeaghgpexmusHocmu 20pMOHANLHOU

mepanuu, Moxcem OblMmb PEKOMEHO08AHO Npopuiakmuieckoe 66e0eHue 2eMuna Kajicovlie 1-2

HeOenu 6 konuyecmee 1-4 amnynu evdiceonesro. borvuuncmeo nayuermoe ommedarnnt Hekomopoe

YMEHRbUIEHUE mAdicecmUu U 4acmonibl amakxk 017, 00HAKO 2ma mepanus pe()Ko npueo()um K

NOJIHOU peMuccuu, u npu 3MOoM BO3HUKAIOM NOOOUHble I¢hGhekmbl HaKONIeHus OONbUUX 003

acenesza 6 opeanusme [37,38].

PeKOMeHI[yeTCH NanueHTaMm € TAKCIIBIMA PCHUINBUPYIOIIINMHA dTaKaMU OIl1 IPOBCACHUC

npoUIaKTUYECKON Teparuy apruHaToM remMa.

YpoBenb  yOeautenbHocTH  pekoMenaaumii D (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 3)

Kommenmapuu: npu nHasHauyeHuu npo@huiakmuyeckol mepanuu 2eMuHom HeoOX00umMo
KOHMPONUPOBAMb  CbIBOPOMOUHbIe — noKazamenu oOMeHa  dcene3a  (gheppumun,
mpancpeppun, OXCC, owcene3o) 011 ceoe8peMeHHOU OUACHOCMUKY —Nnepezpy3Ku
acenezom. Ilpu pazsumuu mpomoophiedumos noBepXHOCMHBIX 8eH, ACCOYUUPOBAHHBIX C
yacmoeimMu  (NpeeeHMuUBHbLIMU) UHDY3UAMU  2eMUHA, HeoOXo0uMa YCMAHOBKA NOpM-

cucmemal, 06601161!14661}01/[4612 NOCMOSIHHbILL docmyn K ueHmpa]leOZZ 6eHe.

6.2 TpaHcIJIaHTALMS ICYECHHU

C 2004 no 2014 2e. mpancnaiaumayus nevenu odvina evinoanena 20 nayuenmam ¢ OIl. B

bonvuuHcmee cyuaes 6vll 00CmMUSHYm xopowutl pesyibmam 6 suoe npexpaujenus amax Ol u
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XpoHuyeckux Ooneil, a makxice HOpMAIUIAYUU NApamempos nopgupunoso2o oomena. OOHaxo

PUCKU MPAHCIIAHMAYUU NeYeHU, KaK Memood eyenus, oepanuuusarom e2o npumenenue [39].

o PexoMmenayercsi mnamnueHtaM ¢ HeOnaronpusTHeIM TeueHueM OIl ¢ TsxensiMu
PELUAUBUPYIIUMU aTakaMu MpH HEdP(HEKTUBHOCTH CTaHIAPTHOM TEpaIiiu MPOBEIECHUE

TpaHcIutaHTanuu neuenu [4,8,39].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaammii D  (ypoBeHb  [10CTOBEpPHOCTH

J0KAa3aTeJIbCTB — 3)

7. Benenune 0epemeHHoCcTH Y nmanueHTok ¢ OII
Luxnuueckue amaxu nopgupuu He AGIAOMCA NPEOUKMOPAMU AMAK 60 6PeMs.
bepemennocmu.  Ilpu ycnosuu UCKIIOUEHUS NPOBOYUPYVIOWUX (PAKMOPO8 U NposedeHus
HYMPUMUBHOU NOOOEPIHCKU 6 CIYHASAX PAHHUX 2eCMO0308, DEPEeMEeHHOCHb PEeOKO Nposoyupyem
amaxu nopgupuu, nosmomy 3anpem depemennocmu y nayuenmox OIl ne onpasoan. Onucanbi
cayuau, Ko20a Npu  HACMYNIeHUu OepeMeHHOCMU  pezylsipHble  YUKIUYecKue  amaxu
NPEKpayaIiucy nocie nepeoco Mmpumecmpa OepeMeHHOCmU U Odlee He 60300HOBUNUCL Npu
Habooenuu 6onee 5 nem [40-42].
e Pexomenayercs mnarumentkam ¢ OIl mpu pasButum araku TOpHUPHE BO BpeMs

OepeMEeHHOCTH MPOBE/ICHHE Kypca Tepanuu apruaaTom rema [4,8,9,18].

VYpoBenb  yOeauTeabHOCTH  pexoMengammii D (ypoBeHb  10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 3)
KommenTapun: npenapamul 2ema ucnonvsosanuce ona nedenuss amax OII 6o epems

bepemennocmu 6e3 ocrodxcnenuit [40,42].

8. I1o3anue ocao:xnenus OIl

8.1 ADTeDHaJIbHaSI IT'HIIEPTECH3UA

Puck omcpouennoeo pazeumus XpoHuueckou apmepuaibHol unepmen3uu y NayueHmos

¢ OI1 3nauumensho sviute, wem 6 nonynsayuu [4,8,9,18,30].
o Pexomenayercsi BceM manueHtam ¢ OIl MOHMTOpHUpOBaHHME YPOBHSI apTEpPHAILHOTO
JABJICHUST TP KaXJOM BH3HWTE K Bpady, Ha3HAYCHHWE CTaHJIAPTHOW THITOTEH3WBHOMN

Tepanuu Ipu He0OX0UMOCTH [43].
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YpoBenb  yOenuTeqbHOCTH  pekoMeHaamumii D  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJbCTB — 3)

8.2 XpoHHYECKAs MOYeYHASI HELOCTATOYHOCTh

Ilocmenennoe nogviuienue yposHs KpeamuHura Haodnwodaemcsa 6 10-15% ecex cnyuaes
OIl u accoyuupyemcs ¢ yvacmoimu amaxkamu OII, apmepuanvroil eunepmen3uei u pe2yisipHuim
ynompe0OaeHuem HecmepouoHvlX NPOMUBOCHATUMENbHbIX npenapamos. Ilpu ouoncuu nouex

sulsssLIOmMm myoyno-unmepcmuyuanvhvle usmenenus [30,36].

. PCKOMCHHyeTCﬂ BCEM ITallMCHTaM C OI1 CO6J'IIOI[CHI/IG AJICKBATHOI'O IIUTHEBOT'O PCIKNMA U
MOHUTOPHUPOBAHUC KOHUCHTpALUn KpCaTHHHUHA C 18(SA18:310) HpO(i)I/IJIaKTI/IKI/I u

CBOEBPEMEHHOW TMAarHOCTUKH MOYE€YHON HEIOCTAaTOYHOCTH.

YpoBenb  yOenuTeqbHOCTH  pekoMeHaanumii D  (ypoBeHb  [10CTOBEPHOCTH

0KA3aTeJbCTB — 3)

e He pexomenayercss npumeHenue HIIBC y mnaunmentoB ¢ OIl npu mnossiieHuun
KOHIIEHTpalUd KPEaTUHHUHA.
YpoBenb  y0enutenbHOCTH  pekoMenaaumii D (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 3)

KommeHnTapum: xponuueckuii  2emoouanuz Modcem —CnpoOBOYUpO8Amsb  KOUCHbIE
cumnmomsl y nayuenmoeg OIIIl, nanomunarowue no3oHiow Kodchyio nopgupuro. B cnyuasx
mswcenou XIIH nokazana mpancnianmayus nodex uiu KOMOUHUPOBAHHAS MPAHCHIAHMAYUS

novyexK u nevyeHu.

8.3 'enaTone/LIIOJASAPHAS KAPIHUHOMA

I'enamoyennonapnas kapyunoma pazeusaemcs, npumepHo, y 25% nayuenmos c¢ OIl
(wawe OIII), umo npesviwiaem cpeowioo yuacmomy 6 odbweu nonyrayuu 8 60 pas. B omauyue
om XIIH, onyxonu neuenu pazeueanucs He moavbko y nayuenmos, panee nepenecuux amaxu Ol
HO U Yy 0OecCUMNMOMHbBIX HOCumenell 2eHemuyecKko2o oeghekma, Xoms y NOCAeOHUX PUCK
pazeumus onyxoau newenu Hudxce. Ilpu smom, 8 boavuiuncmee ciyuaes, Opyeux pakmopos pucka
KaHyepoeene3a neueHu (6UPYCHuIX 2enamumos, 310ynompeoienus aiKo20em, COnymcmayoue2o
yupposza neuenu) y nayuenmog OIl me nabaooanocs. Ienamoyeinionapuas KapyuHoma

aensiemes npuuunou cmepmu y 10% nayuenmos OIIIT cmapwe 55 nem [30,44].

37



e Pexomenayercsi Bcem maruentam ¢ OIl crapme 50 ner, a Takke O€CCHMITOMHBIM
HOCUTEIISIM T'eHETHYeCKOro jAedexra, mnpoBoAUTh KOHTpoib Y3W meyenu w
KOHIIEHTpaIuU anb(a-PeTonpoTenHa B CBIBOPOTKE KPOBH C IIEIBI0 paHHEH JUArHOCTHKH

FeHaTOHCHHIOHHpHOﬁ KapIuHOMBI.

YpoBenb  yOeauTeqIbHOCTH  pekoMeHaamuii D  (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 3)

KomMmenTapuu: 3anooo3pums eenamoyeintonapHylo KapyuHomy u Hanpasums Ha Y3H
(MPT) neuenu yenecoobpasHo mex nayuenmos, y KOMOPbIX NOCAE OJIUMENbHOU PEeMUCCUU
pazeunuce amaxku OIl unu GecnpuyunHO NOBBICUNUCL NOKA3amenu NopoupuHo8o2o 0OMeHa.
Jleuenue eenamoyennionsipHblX KapyuHoM NPOBOOUMCSL CO2TACHO COBPEMEHHbIM CIMAHOAPMAM:

pe3eKyus neueHu, paduouacmomnaﬂ HeUuHeA3UBHAA a@muuﬂ, uH2u6umopbz MYJIbIMUKUHA3bL.

9. lucnancepHoe Ha0I01eHUE
Hayuenmam, nepenecuum amaxy OII, noxkazano nepuoouueckoe OUCHAHCEPHOE
Habnwo0eHue 6 MedcnpucmynHuolti  nepuoo. Ilepuoouunocms ocmompos onpeoensiemcs
UHOUBUOYALHO (0m 3 Mecayed 00 HeCKOIbKUX Jem) U 3a8UCUMm O KOIUYECmEd NepeHeCceHHbIX
NPUCMYNO8 8 NPOWLIOM, UX HACMOMbl 3d NOCACOHUl 200, MANCECMU OCMAMOYHOU

cumnmomamuKku, Haiuvus arcanob u eo3pacma nayuenma [36] .

° PeKOMeH)_]yeTCﬂ BCEM TIallMCHTaM C YCTAHOBJICHHBIM JUHAIHO30M OIl1 MMPOBCACHUC
AUCITaHCCPHBIX OCMOTpPOB HJIA KOppCKOHUN  TCPAIICBTUYCCKUX HazHa4YeHUH u

npo(UIaAKTUKY aTaK TOPPUPHH.

YpoBenb  yOenuTeqbHOCTH  pekoMeHaaumumii D  (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 3)

KommenTapuu: nayuenmam ¢ 1ameHmuuiym ceHemudeckum dQh@dexmom, npugoosumum K
OIl, makaice nokazano nepuoouyeckoe oucnancepHoe oociedogarue ¢ yacmomot 0o I pasa 8 5
nem 6 sospacme 0o 50 nem, u ¢ wacmomoul I paz 6 2 2o0a nocne 50 nem 6 c653U ¢ puckom

paseumiu nepeulmoﬁ KapyuHombsl nederHu
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10. IIporuo3

Mo seedenus 6 npakmuxy mepanuu 210KO30U U 2eMUHOM CMEPMHOCb 80 6peMs Amakx
OIl 6vina xpaiine 6vicokou 0o 66%, [12]. B nacmosuyee epems 6 c8s3u ¢ yayuuieHuem
OUACHOCTUKU, NPOBeOeHUeM panHell U PheKmueHol mepanuu nPenapamamu 2emd, a makice
meponpusmusamu  no npogunakmuxe amax [30], cmepmunocme cnusunace oo 5-20%
[7,19,30,31], s6xuwouas panee He OuacHOCMUPOBAHHblE — CAYYAU — UAU  CIYHAU,  He
ouazHocmupogannvle 8 pauHiolo Gazy amaku. Ooumaxo OIl ocmaemcs nomeHyuaIbHO
damanvrvim 3a001e6anuem. JiumenbHocmy «HeouacHocmuposarouy ¢asvl amaxu OII, 60
8pemsi KOmopoul HA3HAYAIOMCS NOPPHUPUHOLEHHbLE NPENnapamsl, KOppeaupyem ¢ 6epOSimHOCIbIO
1emanvHo2o ucxo0d. OCHOBHbIMU NPUYUHAMU cMepmU nayueHmos ¢ masxcenvimu amaxamu OIT
aenaomes UBJI-accoyuuposannas nHe6MoHUs, CEeNncuc u msgicevle HapyueHus pumma cepoyd.

Ilocne nepenecennoii nepsou amaxu OII puck pazsumusi NOBMOPHBIX AMAK COCMABEm
50%. Puck pazeumusi nNOGMOPHLIX AMAK HAUOONEe BbICOK ) JHCEHUWUH CO 3HAYUMENIbHO
nosviwiennon axckpeyuei I[IBI (>100 wmxmonv/n). Y 3-5% nayuenmokx pazeusaiomcs
edfcemMecsaunble MEeHCmPYalbHO-ACCOYUUposantvle amaxu. Hopmanvuvill ypoeeHb IKCKpeyuu

1B sagnaemcs npeOuKkmopom 6eccumMnmomMHo20 medenus 3a00.1e6aHUsL.

11. Opranu3anusi MeAUIUHCKON MOMOIIH
IToxazanms JIIA 3KCTp€HHOI\/JI rocnvTrain3anui B MCAUIIUHCKYTO OpFaHI/ISaHI/HO:

1) Pa3BuTHe cuMnTOMOB ataku nopdupuu [4,8,9,18].

[Tokazanus /i IJIaHOBOM TOCHUTAIN3ALUU B MEIULIMHCKYIO OpraHU3aIHIo:
1) nucnancepHoe o0cae10BaHKE, B T.4. IIPU IIEPBUYHON OCTAaHOBKE JMArHO3a;
2) pa3BUTUE CUMIITOMOB XPOHUYECKON MTOUYEYHON HETOCTATOYHOCTH;

3) momo3peHre Ha pa3BUTHE TeNATOLEILTIONSIPHON KapuuHoMel [4,8,9,18,36].

[Tokazanus K MepeBoOy B OTACICHUE peaduInTaIiu (BTOPO 3TaI):
1) crabunmsarms cumnroMoB OIl mpu  Hanuyuu HEBPOJIOTHYECKOTO JeduIuTa C
HapymieHneM (QYHKIUU  TEepPEelBIDKEHUS H  camMooOcnmykuBaHus  (OLIGHKA  TIO

Mo uduipoBanHoit mkane Pankuna 3 u 6osee 6ayuios) [31,34].
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[TokazaHus K BRIMKCKE MAIMEHTA U3 MEIUIIMHCKON OpraHu3aluu

1) nonuslii perpecc araku OI1

® OTCYTCTBHE 0OOJICH, TOIIHOTHI,

® HCTAXCIIbIC TaxXUKapAns1 u apTepuaibHasi

KOMIICHCUPOBAHBI Ta0JIETUPOBAHHBIMH ITperapaTaMH,

TUIEPTEH3Uss MOTYT  OBbITh

® OCTaTOYHBIN HCBPOJ'IOFI/I‘IGCKI/Iﬁ ,He(l)I/IHI/IT HEC ABJISCTCA NPCHATCTBUEM K BBIIIHMCKE,

Opyd HAJIMYUM TOHSATHOM MapHIpyTH3allMH IO JayibHeimed peabunuranuu (3

aTan peaOWiIMalUK, MPU OLEHKE MO MOAM(UIMPOBAHHON mmiKane PIHkuHa He

OoJsiee 2 6amioB),

2) COACPIKAaHUC Kp€aTHMHHMHA W KaJlusgd B CbIBOPOTKE KPOBH - B IMPCACIIaX HOPMAJIbHBIX

3HAYCHMH,

3) nmomyctuma runoHarpueMus 132-135 MMOJIB/I1, KOTOpas MOXKET COXPAHSATHCS JIIUTEIbHOE

Bpems [31,34].

Kpurepuu oneHkn kauyecTBa MeJUIIMHCKON MOMOIIA

Ta6auna 3. Kpurepun onieHKN Ka4ecTBAa MeIMIMHCKOMH MOMOIIM (THATHOCTHKA)

No YpoBennb Yposenn
) Kpurtepun xauecrBa yOeauTeIbHOCTH| 0CTOBEPHOCTH
pPeKOMeHIaluil | 10Ka3aTeJbCTB
1. KonuuectBeHHbIN TECT OIIpeEICHUS
conepxkanuss IIBI' m AJIK B Moue Ha BbICOTE A 1+
CUMIITOMOB
2. KauecTBeHHbI TECT OIIpeEICHUS
conepskanus [1BI" B Moue Ha BbIcOTE CUMNITOMOB (TIpU B 2
OTCYTCTBHH BO3MOKHOCTH IIPOBECHUS
KOJTMYECTBEHHOTO aHAJIN3a)
3. MonekynsapHo-TeHeTHUECKAs cemeiiHas
TMarHOCTHKA C LEJNbI0 BBISBICHUS NAaTOJIOTMYECKU A 1+
M3MEHEHHOT0 reHa (MOXeT ObITh IPOBEJICHA O3/IHEE)
4, PyTunHBIE TAOOpaTOPHBIE UCCIICTOBAHMS:
Knunnueckuit ananus kposu, CO9
Harpwuii, xanuii, rirokosa, kpeatuuH, AJIT, D 3
ACT, KOK, CPb.
OO6muii aHaJIU3 MOYH
S. IIpoBenenne MPT rooBBI IIpH CHUMIITOMAX| D 3
pHIIehasonaTun
6. KoHcynbTanuss HeBposiora IpH  MBIIIEYHOM D 3
c1a00CTH WK HHIIeaTonaTuu
7. Koncynpranms xupypra D 3
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Taoauna 4 . Kpurepum oneHKN Ka4yecTBa MeIUIIMHCKOH MOMOIIHU (Tepamnus)

No Yposenn Yposenn
B Kpurepun kavyecrBa y0eauTeJIbHOCTH | I0CTOBEPHOCTH
PeKOMEHIaluil | 10Ka3aTeJbCTB
1. He Ha3Ha4YCHUE OJIHO3HA4YHO
Mop(UPUHOTEHHBIX MTPENapaToB BO BpeMs aTaku (0e3 D 3
KpaiiHell HEOOXOAMMOCTH © OOOCHOBaHHS 3TOMH
HEOOXOAMMOCTH B HICTOPUHU OOJIC3HN)
2. Ha3HaueHne naTroreHeTH4ecKkon Tepanuu Ha
BHICOTE CUMIITOMOB:
e PacrtBopsl ritoko3sl 10%- 1-2 1 ¢ MeieHHBIM
BBEJICHHEM Ha HH(Yy30MaTe MPH JIETKUX D 3
aTakax
e ['emuH, npu cpegHE-THKEINBIX U TSKEITBIX
aTakKax.
3. AJleKkBaTHO€  TUTaHWE  malnueHta  (Ipu
VKa3aHUW Ha TOIIHOTY M PBOTY, JOJDKHBI OBITh D 3
[POBEJCHBI MEPHl 10 HYTPUTUBHOW TMOAJNEPKKE,
BKJIIOYAsl MAPEHTEPAIBLHYIO)
4, AnekBatHoe oOe30onmBanue (rpu BAII > 8 D 3
0aJJTOB — OTTHATHI).
S. CBOEBpEMEHHOE BBISIBIICHUE U  aJIEKBATHOE
CUMITOMAaTHYECKOE JICUCHUE MPOSBICHUI aTaku U ee
OCJIOKHEHU I
e ['mnonarpemun
e ApTepualbHOW TMNEPTEH3UU U APUTMHUU D 3
e [loueuHOl HENOCTATOUYHOCTH
e HMH{}EeKIMOHHBIX OCIOKHEHUM
(pecriupaTopHbIE U MOUYEBBIE HHDEKITHUN)
e Hapymennii rnoranus
e JlpIxarenpHOI HEAOCTATOUHOCTHU

Kommenmapuu: ons oyeHxu cocmosauus O0IbHO20 U CmMeneHu aKmusHOCMU OCHOBHO20
3a601e8anusi ciedyem OpPUeHMUpPO8amspcsi, 8 Nepeyry ouepedsb, Ha CYObeKmueHvle Haiodwvl U
OYEHKY COMAamuuecKkoeo cmamycd, 8 MeHbUuiell CmeneHu — Ha noxazamenu NophuUpUHO8020
oomena. Hanuuue cumycosot maxukapouu 6onee 100 6 1 muwu, 3anopa, usmeHeHus
N0BEOEHYEeCKUX PeaKyull A6IAI0MCs NepebiMU NPUSHAKAMU Hauunaowezocs npucmyna [31,34].

Koumpone 3a Oanvhetiweti s¢pghexkmusnocmoro  neuenus OIl  exniouaem 6 cebs
moHumopune cooeparcanus [IBI u AJIK 6 moue, konyenmpayuu Hampus, KpeamuHuHa, 21H0K03bl,
AJIT, K@K, a maxoice maprepos socnanenus (COI, CPF) 6 cbisopomke Kposu.

YV 6onvuuncmea nayueHmos u 6 MeNCNpUCmMyntulil nepuoo noxkazamenu NoOpHUPUHO8020

obmena mozym npesviuams HOpMy, ocobenno smo kacaemcsi OIIIl [23]. Dma ocobennocmo
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Aesiemces ceoeco pOOCI 6APUAHRMOM HOPMbL. Inasneim 6 OYEHKE COCMOAHUA bonbHbIX ocmaémcs

ux

N

10.
11.

12.

13.

14.

15.

16.

17.

18.

19.

camouyscmeue u comamuseckoe cocmosnue [4,8,9,18].
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ITpunoxenne Al. CoctaB pabodeli TpymImbl IO pa3pabOTKe U MEPECMOTPY KIMHUYECKHX PEKOMEHIAIHA

10.

11.

Ynensl HarmoHaapsHOTO reMaToIOTHYECKOr0 00IIeCcTBa

Casuenko BT, 1.m.H., npodeccop, akagemuk PAH, renepansublii nupekrop HMULL
reMaToJIOTMH

1
Jlykuna E.A.", 1.M.H., mpodeccop, 3aB. HAYUHO-KIIMHUYECKUM OTJIEIICHHEM Op(haHHBIX
3aboneBanuii HMUIL] remaronoruu

1 .
[TonomapeB P.B.", Bpau-remaTojior, acnupaHT OTIENCHUS OpQaHHBIX 3a00JIEeBaHUI
HMMUI] rematonorun
CoicoeBa E.ILY, kMm.H, CTapIINii HAYYHBIH COTPYAHHK OTICIICHUS Op(haHHBIX
3aboneBannit HMMUI] rematomorun
IlBeracea H.B.!, wm.mH., CTapUIMil HAy4YHBIA COTPYAHHUK OTHAEICHHUS Op(haHHBIX
3a0oneBanuii HMUI] remaromoruu
Tancrsis T'M. !, 1.m.m., 3aB. oTnenennem peaHnManuy U MHTeHcuBHOU Tepanuu HMULL
reMaTOJIOTHH
JIBUpHBIK B.H.l, K.M.H., 3aB. [IEHTPaJW30BAHHOW  KIMHUKO-IUArHOCTUYECKON
naboparopueit HMUIL] remaronoruu
1 .

Kaproa W.B.", k.X.H., OHMOXMMHUK, Bpay-JabOpaHT IEHTPATU3OBAHHON KIMHUKO-
quarsoctuueckoit adoparopur HMULL remaronorun
Cypun B.JI'. k.6.H., CTapUINil Hay4YHBIA COTPYIHUK, H.0. PYKOBOAUTENS J1abopaTOpUuU

renHoit umxenepun HMMUILL remaronoruu
Unensl HaninoHaabsHOTO HEBPOJIOTUUECKOTO OOIIECTBA

Muuk E.T2., K.M.H., T.M.H. (DuHNAHAMS), HEBPOJIOT, 3aB. OTJICJIEHUEM HEBPOJIOTHH,
YJIEH 3KCIIEPTHOro coBeTa Mo opdaHHbIM 3a0osieBanus, Komurera 3npaBooxpaHeHus
r. Cankr-IlerepOypra.

CynoHnesa H.A%, I.M.H., HEBPOJIOT, npodeccop PAH,
[JIABHBIA HayyHBIH COTPYIHHMK OTHENIEHUS HeipopeaOunuranuu U (U3MOTEpanuy,
HayyHbI KOHCYJbTaHT LlenTpa 3aboneBanuil mnepudepruueckoil HEPBHON CHCTEMBI,
VYupenurens, Yuénwni Cekperapr OOmecTBa CHEIUATNCTOB MO HEPBHO-MBIIICYHBIM

00JIE3HAM
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Ynensl HaHI/IOHaJIBHOFO OGH.[GCTBa JCTCKHUX IrEéMaTOJIOIOB 1 OHKOJIOT'OB

4
12. Cmeranuna H.C”, n.M.H., remarosor, npodeccop 3aMeCTUTENb TUPEKTOpPa.

. denepanbHOE TOCYAAPCTBEHHOE OFODKETHOE yupexacHue «HarmoHanbHbIA METUIIMHCKUN
HCCIICIOBATEIIbCKUIM LIEHTP TreMaTtojioruu» MuHHUCTEpCTBA 3/paBooxpaHeHust Poccuiickoit
®denepaunu
2 ®I'BY «KoHCynbTaTUBHO-AUArHOCTUYECKU LIeHTp ¢ DNOJMKIMHUKON» YIpaBieHUs
Henamu Ilpesunenrta PO, Cankr-IletepOypr

3 ®I'bHY "Hayunslii nentp Heposiorun" M3 PO, Mocksa

* ®I'BY «HaunoHanpHbI MEAUIMHCKUN UCCIIEIOBATEIILCKUI LEHTP AETCKOW MeMaTOJOTHH,

OHKOJIOTUM W HMMyHojoruu umeHu Jmwurtpus Porawesa (HMUL[ AI'OU um. dmurtpus

Porauesa)»

Koupnukt nuaTepecoB: aBTOPHI HE UMEIOT KOH(PIUKTA UHTEPECOB.
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[Tpunoxenue A2. Metogonorus pa3pabOTKU KIMHHYECKUX PEKOMEH AN

IleaeBas ayvIUTOPHUA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMIA:

1. CneunanucTsl reMaToOIOTH

2. CeunanucThl HEBPOJIOTH

3. CnennanucTsl XUupypru

4. CnenManucTsl TepaneBThl

5. CnenuanucThl akylepbl-TuHEKOIOTH

6. CreranucTel OHKOJIOTH

MeT010J10THS CO0PA 10KA3ATEILCTB

MeToabl, HCTIOJIb30BaHHbIE JIs1 c00pa / CeJIEeKINHU I0KA3ATEeIbCTB:

L] HOI/ICK HyﬁHHKaHI/Iﬁ B CHGIII/IEL]II/I?)HPOB&HHI)IX HepI/IOILI/I'-ICCKI/IX IICYATHBIX
U3JIAaHUSX ¢ UMTIAKT-(hakropom > 0.3;

° [Touck B 371eKTPOHHBIX 0a3ax JaHHBIX.
Ba3bl JaHHBIX, HCIOJIL30BAHHBIX JIJIAA COOpa / ceJIeKIIUM I0KA3aTeJbCTB:

JlokazaTenbHOl 0a3oif I peKOMEHAAlUN SBJSIOTCS MYONMKAalMM, BOIIEAIINE B

KoxpaitHoBckyto Oubnmoreky, 6a3pr nmanasix PUBMED u MEDLINE. TI'myOuna nowucka

cocrasirstia 30 jer.

Metoabl, HCNIOIb30BAHHBIE 1JI51 AHAIN3A I0KA3aTeIbCTB:

J O0630pbI ONTyOIMKOBaHHBIX METa-aHAJIN30B;

. Cucremarndeckue 0030pbl ¢ TAOIUIIAMHU JOKA3aTEIbCTB.
MeToabl, HCNOJIL30BAHHBIE VIS KAYeCTBA H CHJIBI I0KA3aTeJIbCTB:

. KonceHncyc sxcnepTos;

J OneHka 3HAYMMOCTH JIOKA3aTeNbCTB IPOBOJWIACH B COOTBETCTBHM CO
IIKaJON OIICHKM YPOBHEH J0CTOBEpHOCTH mokazarensctB (Y/J) mns wmertomos
muarHocTuku (Ta6m. 1) u st MeTo0B MPOPMIIAKTUKY, JIedeHus u peadbunutamnuu (Tabm.
2).

Ta6auma 1. Illkama OIEeHKH ypOBHEW MAOCTOBepHOCTH mokaszatenbetB (Y1) s

METOAO0B TUATrHOCTUKU ()IH&FHOCTH‘I@CKI/IX BMeH_IaTeJ'H)CTB)

YA Pacun¢pposka
1 Cucremaruueckrue 0030pbl MCCIEJOBAHUN C KOHTpOJIEM pedEepeHCHBIM METOAOM WU
CHUCTeMaTH4YeCKHil 0030p pPaHIOMU3MPOBAHHBIX KIMHUYECKHX HCCIIEIOBAaHUI C
NpPUMEHEHUEM MeTa-aHajan3a
2 OTtaenpHble HCCIENOBAHUS C KOHTPOJEM pEPEpEeHCHBIM METOAOM WM OTAEIbHbIE

PaHAOMU3HUPOBAHHBIC KIIMHHUYCCKUEC HCCICAOBAHUA HW CHUCTEMATHUUYCCKUC O630pI>I

47




I/ICC.HGI[OBaHI/Iﬁ 11000r0 111/13a171Ha, 3a UCKIIFOYCHUCM PAHJOMU3UPOBAHHBIX KIIMHUYCCKUX
I/ICCJIGI[OBaHI/If/'I, C IPUMCHCHUECM MCTa-aHaJIM3a

3 HccnenoBanus 0e3 MOCIEAOBATENBHOIO KOHTPONIS pePEepeHCHBIM METOJOM WU
UCCIICIOBAaHUSI C pPEePEpEeHCHBIM METOJIOM, HE€ SBJSAIOIIMMCA HE3aBUCHUMBIM  OT
UCCIIElyeMOT0 METOJia MM HEPaHIOMHU3UPOBAHHBIE CPABHUTENIbHBIE UCCIIEIOBaHMS, B
TOM YMCJI€ KOTOPTHBIE UCCIIeI0BAHUS

4 HCCpaBHI/ITeHBHBIe HCCICOOBAHUS, OIIMCAHUE KIMHUYCCKOTO Cliydas

5 Nmeercs nmumib 000CHOBaHME MEXaHU3Ma JICHCTBUS WIM MHEHUE 3KCIIEPTOB

Ta6auma 2. Illkama oOuEHKH YpOBHEH q0CcTOBEpHOCTH gokazareiabctB (YJJI) mms
METOJ0B MPOGHUIAKTUKH, JICYCHUS U peaduiauTanuu (MpopUIaKTUYECKHX, JIeYeOHBIX,

peadHIMTAIMIOHHBIX BMEIIATEIILCTB)

Y Pacmugposka

1 | Cucremaruueckuii 0630p PKH ¢ npumenennem Meta-aHanusa

2 | Otnenpabie PKU m cucremaTwdeckne 0030pBI UCCIICOBaHM JIOOOTO Ju3aiiHa, 3a
uckiroueHnem PKU, ¢ mpuMeHeHneM MeTa-aHamm3a

3 HepaH[[OMI/I?;I/IpOBaHHI)IC CPaBHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHW

4 | HecpaBHUTENIbHBIE MCCIIEIOBAHUSA, ONMCAHUE KIMHUYECKOTO Clydyasl WJIM CEepUH CIIydyaes,
WCCIIEIOBAHUS «CI1y4aii-KOHTPOJIbY

5 Hmeercst nuiis 0OOCHOBaHHE MEXaHH3Ma ﬂeﬁCTBHH BMCIIAaTCJIIbCTBA (I[OKJ'II/IHI/I‘IGCKI/IG
I/ICCJIC[[OBaHI/IFI) HJIM MHCHHEC SKCIICPTOB

Onucanue METOAUKH AHAJIN3A J0KA3aTEJIbCTB U Pa3padOoTKM peKOMEHIAUIM:

I[Ipu otbope mnyOnukamuii, Kak TMOTEHIHAIbHBIX HCTOYHUKOB JOKA3aTENbCTB,
WCIIOJIb30BaHHAS B KKJIOM MCCJIEIOBAHIUN METOI0JIOTHS U3ydaach sl TOTO, YTOOBI YOS AUTHCS
B COOTBETCTBHM €€ MNPUHUMWIIAM JOKa3aTE€IbHOW MEAUUMHBI. Pe3ynpTar M3ydeHus BIUSI HA
YPOBEHbB J0Ka3aTENIbHOCTH, MPUCBANBAEMBI MyOIUKAIIMU, YTO B CBOIO O4Yepe/Ib BIUSIECT HA CUTTY,
BBITEKAIOIIUX U3 HEE PEKOMEHIALIHN.

Merononoruueckoe  u3ydeHue  (OKYCHPOBAJIOCH HAa  OCOOEHHOCTSX  JIM3aifHa
WCCIIEIOBAHUS, KOTOpPHIE OKa3bIBaJIM CYHIECTBEHHOE BJIMSHHE HAa KA4ye€CTBO PE3YJbTATOB U
BELIBOJIOB.

C 1enpl0 HUCKIIOYEHHUS BIUSHHUS CYOBEKTHBHBIX (DaKTOPOB KaKI0€ HCCIeIOBAaHUE
OLICHUBAJIOCh HE3aBUCHUMO, KaK MHHUMYM JIByMsS HE3aBUCUMBIMHU 4YJIE€HAMH aBTOPCKOTO
KOJUIEKTHBA. Pa3nmuuus B omeHke oOCYXIaluCh Ha COBEMIAHHSIX paboyell TPyIMmmbl aBTOPCKOTO
KOJIJIEKTUBA JTAHHBIX PEKOMEH AU,

Ha ocHoBanum aHanm3a J0Ka3aTeNbCTB MOCIENIOBATENILHO OBLTH pa3paboTaHbl pa3ieibl
KIIMHUYECKUX PEKOMEHJAlM C OIEHKOW CHJIbI B COOTBETCTBHM C PEUTHHIOBOM CXEMOWU
pekomeHaanuit (Tabdmn.3).

MeTopl, UICTIOJIB30BAaHHBIE 7151 (DOPMYITUPOBAHUS PEKOMEHIAITUI:
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e KoOHCEHCYyC 3KCIEPTOB;
e OreHKa 3HAYUMOCTH PEKOMEH/IAIUK B COOTBETCTBUH C PEUTHHIOBOW CXeMOU (TaluI.
3).
Ta6auma 3. Illkana orneHku ypoBHeW yOemaurenbHOCTH pekomeHmarmii (YYP) mis
METOJIOB TPOMUIAKTUKUA, TUATHOCTHKH, JICUYCHUS U peabunuranuu (mpouiIakTUYECKuX,

JNarHoCTH4YCCKHX, JIC‘-IGGHBIX, pea6I/IHI/ITaL[I/IOHHBIX BMCH_IaTeJIBCTB)

YYP Pacuugposka

A CwibHas pekoMmeHaamus (Bce paccMaTpuBaeMble KpUTEpUH IPGHEKTUBHOCTH
(MCXONbI) SBISIOTCS BAXKHBIMH, BCE UCCIICIOBAaHHUS WMEIOT BBICOKOE HIIU
YIIOBJIETBOPUTEIBHOE  METOJOJIOIMYECKOE  KaueCcTBO, WX  BBIBOABI IO
WHTEPECYIOIIMM UCX0JaM SIBJISIFOTCS COTJIACOBAHHBIMU )

B VYcnoBHas pekoMmeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3((HeKTUBHOCTH
(MCXOmpl) SIBISIOTCS Ba)XXHBIMHU, HE BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIH
YIOBJIETBOPUTENHFHOE METOAOJIOTHYEeCKOe KadecTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIINM HCXOaM HE SIBJISIOTCS COTJIACOBAHHBIMH )

C Cnabast pekoMeHAanus (OTCYTCTBUE JOKA3aTENbCTB HAJUJIEKAIIEro KayecTna (Bce
paccMmarpuBaeMble KpUTEpUH 3PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE MCCJIEAOBAHMS MMEIOT HH3K0E METOHO0JOTHYECKOE KaueCTBO M UX BBIBOJEI 110
WHTEPECYIOIINM HCXOaM HE SIBJISFOTCS COTIACOBAHHBIMM )

NuaukaTopsl 100poKkavYecTBeHHOM KiIMHU4Yeckol npakTuku (Good Practice Points
— GPPs):

JloGpokauecTBeHHasl TNMpaKTHKa PEKOMEHJAlUi OCHOBBIBAa€TCS Ha KBaIM(UKAIMM U
KJIIMHUYECKOM OIIBITE aBTOPCKOTO KOJIIIEKTHBA.

OxonuaTesbHasi pelaKIus

JU1s OKOHYATeNbHOM pelaklMu M KOHTPOJIA KayecTBa PEKOMEHJAIUMH ObLIM MOBTOPHO
MMpOoaHATIU3UPOBAHBI YICHAMH aBTOPCKOI'0 KOJIJICKTHBA, KOTOPBLIC MPHUIIJIN K 3aKJIHOYCHUIO, YTO
BCC CYHICCTBCHHBIC 3aMC€UaHWsA W KOMMCHTAPHKU OKCICPTOB IMPUHATBI BO BHHUMAHHE, PUCK
CHUCTEMaTHYECKUX OIIMOOK MpH pa3paboTKe CBEAECH K MUHUMYMY.

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHu3sM  OOHOBJIEHMS ~ KIMHUYECKHMX  PEKOMEHJAlui  IpeaycMaTpuBaeT  MX
CUCTEMATUYCCKYIO aKTyaJIu3allhui0 — HE PEIKE UCM OJJHH pa3 B TpHU Ioad, a TAKKE IMPH MMOABJICHUN
HOBBIX JAHHBIX C MO3MIHU JOKA3aTeIbHOM MEIMIMHBI 110 BONpPOCAM JWAarHOCTUKH, JICUYEHUS,
OpopMIAKTUKA UM peaOWiIMTallMM KOHKPETHBIX 3a0o0yieBaHUM, HaluyMu OOOCHOBAaHHBIX

JIOTIOTHEHU/3aMeuaHuil Kk panee yrBepk1€HHbIM KP, HO He yamie 1 pasza B 6 mecs1ieB.
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Hpunoxkenune A3. CnipaBo4yHbIe MATEPHUAJIbI, BKJIHYAas COOTBETCTBHE
NMOKA3aHM K NPUMEHEHHUIO U IPOTUBONOKA3AHU, CII0CO00B NPUMEHEHUS U
103 JIEKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUM N0 NPUMeHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparTa

1. TIpuka3z MunuctepcTBa 3apaBooxpanenusi Poccuiickoit deaepanun ot 9 Hos6ps 2012 r.
No 793n "OO6 yTBepXIEHUU CTaHAApTa CHEIUATU3UPOBAHHON MEIMIIMHCKON MOMOIIN
IIpU BIIEPBBIC BBISIBICHHOM OCTpOW NOPQGHUPUHU, MEPBBIH NPHUCTYI, MPOTEKAIOIIUN C
CUMITOMAaMU KJIMHUKH JbIXaTeIbHON HEAOCTATOYHOCTH "

2. Tlpuka3z MunucrepcTBa 3apaBooxpaHeHust Poccuiickoit denepanuu ot 24 nexadps 2012
r. No 14611 "OO yTBep>KIEHUH CTaHIapTa CHEIHATU3UPOBAHHON MEIUIIMHCKONW MTOMOIIN
IpU BIEPBBIE BBIABICHHOH OCTpoil mopdupum (MEpBBIA MPHUCTYI C OCIOKHEHHBIM
Te4eHuem)";

3. Tlpuka3z MunucrepcTBa 3apaBooxpanenus Poccuiickoit deaepannu oT 9 HOosOps 2012 r.
No 794n "OO6 yTBep>KIEHHHM CTaHAApTa CHEHUATU3UPOBAHHOW MEAMIIMHCKOW MOMOIIH
IpHU OCTPOW mopdupHH, BIEPBHIE BBIABICHHOHN (TIEPBBIA MPHUCTYI, MPOTEKAOMUN 03
OCJIO)KHEHHUH)";

4. Tlpuka3 MunucrepcTBa 3apaBooxpaneHus Poccuiickoit @denepannn ot 9 Hos0ps 2012 .
Ne 820n "OO yTBep)KIEHMM CTaHAAPTA CIELUAIN3UPOBAHHONW MEIUIIMHCKOM MOMOIIU
IIPY BIEPBbIE BBIABIEHHOW OCTpOil moppupun (MepBbIil MPUCTYI, IPOTEKAIOUINIl Ha poHe
O0epeMeHHOCTH)";

5. Tlpuka3 MunuctepcTBa 31paBooxpaHenus Poccuiickoit @enepanuu ot 9 Hosi6ps 2012 r.
Ne 8211 "OO6 yTBep)KIEHMM CTaHAAPTA CIELUAIN3UPOBAHHONW MEIUIIMHCKOM MOMOIIU
IpU TOAOCTPOM TEUEHUU OCTpOH NOpdUPHH, OCIOXKHUBILEHCS (OPMUPOBAHUEM

XPOHUYECKOW MOYEUHON HEA0CTaTOYHOCTH" .
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Ipuioxkenue b. AlropuTmMsl 1eMCTBUI Bpaya

Octpeie Bonu B muBoTE DES NEPHTOHEANBHBIX OcTpeIi BANBIA TETpanapes
3HAHOE M 0D BEKTHEHO YCTAHOBNEHHOH W unm
npHUMHE > 1 cyTor ocTpan sHUuedanonamia
v ¥

Mobbie 2 NPU3HAKE M3 HHMHENEPEYHCIEHHBIN:
# WHTEHCMBHBIE BONM B HMEOTE W MNM NOACHWLE
* FETOHOMHEA QUCdYHKUMA (TaXMHapgWa 1 UM apTepHanbHan
TMMNEPTEH3MA, 3ANCH MUK 3BASPHEE MOYM)
*  [HNOHETPMEMHA
* NCUXMYECKWE PACCTPORCTEE WMWK INMNENTHYECKHE NEUNEAKRH
® HEHCHWIA NON, PENPOLYKTMEHEIA BO3PECT

i na

* HauecTBEHHBIA TeCT Ha MNMEBEN MOYM B TEYEHWME MEPBHIN CYTOK
* OTHES OT Ha3HaYEHWA NOPGUPHUHONEHHEIN NEKSDCTE
¢ [lognepHKHBINNLEA TEPaNKA

v v

+ -

.

KonmuecteeHHbIH aHanwns AJTH v NEN moun

L 3 ¥
> 5 pas BLILE HOPME < 5 pas eblle HopMbl HOPMA
- ¥ h J
OcTpan nopdupwua WMCHARYEHME MHBIX NPUYKMH NPoOoNHUTE
CNEQ0E0H NopQUpHMHYDHK cbonegoBEaHuMe

¥

* EESASHME 3PTMHITA FEME

* EBESASHME MAHHKOILI

*  UCHIDYEHKMA NOPGMPUMHETEHHEIX
NpenapaToe

* MogOepHMBaoWan 1
BOCCTEHOBMTENEHEA TERANHA

l

* E0 BpEMA DEMWCCHMM HEDBMHasHKE ¥
remaTonora
¢ [HK guarHocTuka npobaHga v

POACTEEHHWKOE
* npodunakTHKa oBocTpeHMiA

51




Hpuiaoxenue B. Undopmauus 1/ mauueHra

Mopdupuu — rpynna peaxux 3abosieBaHU, MEPEIAIOIINXCS IO HACIEACTBY, B OCHOBE
KOTOPBIX JIKUT TeHETUYECKasi MOJIOMKA, TPUBOAIIAS K U3MEHEHHIO aKTUBHOCTH (DEPMEHTOB,
YYacCTBYIOIIMX B CHHTE3€ 'eMa — BaKHOM COCTaBHOW 4acTH reMOrJIO0MHA SPUTPOLIUTOB.

[Ipu ocTprix nopupusax (OII) 3TOT CKpBITHIA AehEKT MPOSBIACTCS MPU BO3JACHCTBUI
IPOBOLMPYIOMKX (PAKTOPOB B BHJIE OCTPOrO HPUCTYMa (araku), MPOTEKaoLero ¢ OolsiMu B
KUBOTE, TOIIHOTOM, 3alopoM, YYalleHHBIM ceplueOueHreM, MOBBIIIEHUEM apTepHaATbHOTO
JABJICHUS U IPYTUMHU CUMIITOMaMH TUCHYHKIIUU BET€TaTUBHOW HEPBHOM cuCTEeMBbl. B Tspkenbix
Cly4asix, MpPU OTCYTCTBUM CBOEBPEMEHHOI'O JIEUEHHUs, MOTYT TaKK€ pa3BUThCS IapaInyH,
SNWIENTUYECKUE TPUNAIKH, paccTpoiicTBa co3HaHUs. OOs3aTenbHBIM KpPUTEPUEM JHarHosa
ataku OIIl sBnsercs OTCYTCTBUE APYTUX HPUYUH PA3BUTHS yKa3aHHBIX CUMITOMOB, a TaKXe
Oosee, yeM 5-KpaTHOE MOBBIIEHHWE YpPOBHS MNOphoOUIMHOTEHAa B MOYE, YTO, KaK IMPaBUJIO,
COTPOBOXKAAETCSA OKPAIIMBAHUEM MOYHU B TEMHBIH IIBET - OT PO30BOI0 0 OOPAOBOTO OTTEHKA.

K octpsim nopdupusim oTHOCSTCS:

. Ocrtpas nepemexaromasics mophupus
. Bapuerarnas noppupus
. HacnencrBenHnast konponopdupus

Knunnyeckass kapTHHa M JIeYeHHE aTak BceX (OPM OCTPBIX MOPPHUPUN OJMHAKOBBHI,
no3roMy AuddepeHnnanbHas JAMAarHOCTUKA IEPEUMCIICHHBIX BAapUaHTOB HE  SBISETCS

HEOTJI0KHOM Mepoﬁ 1 MOJKET OBITh BBIIIOJHEHA B HCAKTUBHYIO (1)33}/' 3a00JIeBaHUs.

ITHOJIOI'UsA

VY Bcex maunmentoB OIl umeercs BpoXIeHHBIH JePeKT (MyTalusi T'€Ha OJHOTOo U3
(bepMeHTOB OMOCHHTE3a rema), yHacleAOBaHHBIA OT OAHOTO U3 poauTeneid. Y OOJIbIIMHCTBA
HocuTenell Takoro JedexTa HUKAKUX KIMHUYECKUX IMpOsBICHUN 3abosieBaHUs HET. ATaka
nopdupun pa3BHUBAaeTCs MPU YCIOBUM BO3AEUCTBUS CHEHMU(PUUYECKHX MPOBOLMPYIOIMINUX

(hakTOpoB.

GOAKTOPBIL, ITPOBOLHUPYIOIINE ATAKH OII

K ycraHOBIEHHBIM NPOBOIMPYIOMIUM (MOPPUPUHOTEHHBIM) (QaKkTopaM OTHOCATCS
MHOTHE JIEKapCTBEHHbIE Mpenaparhbl, ajKorojb, MHMEKIHH, KoJebaHus ropMOHAIbHOTO (hoHa
(MEHCTpyaIbHBIN LUK, OEPEMEHHOCTH), TOJI0JaHIE, HU3KOYTJIEBOHAs AUETA, T.€. T (PaKTOPBI,

KOTOPBIC CTUMYJIIUPYIOT 06pa3OBaHI/IC réMa B IICUYCHU.
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ITockonbKy MEHCTpyaJabHBIA LUK SBJISIETCS IVIABHBIM SHAOT€HHBIM MPOBOLMPYIOLIIUM
dakropom, 80% MaMEHTOB C OCTPOI MOpPUpHUEH COCTABIAIOT KEHITUHBI B Bo3pacte oT 20 1o
45 net. 3a0oneBaHue PEAKO MPOSBIAETCS M0 MyOepTaTHOTO BO3pacTa, a TaKKe B MEHOIAY3e.
ATtaku noppupHuH y My>KYMH BO3MOXKHBI, HO BCTPEUYAIOTCS FOPA3/10 PEXKE, UEM Y JKEHILUH.

doTonepMaTo3 B BHJE IOBBIILIEHHON PAHUMOCTH KOXKH, OOpa30BaHMU Iy3bIped IpH
MHCOJISIIMU HaOroaeTcst BHE cBsA3M ¢ atakamu y 14-80% OoibpHBIX BapHeraTHOM mopdupuei,
KpailHe peaKko - TMpH HaCIEACTBEHHOW Kompomopdupuu, W HHUKOrJAa - TPH OCTPOH
nepemesxatomieics noppupuu. OObIYHO CHUMIITOMBI Pa3BUBAIOTCA B BECEHHE-JIETHUM MEpHOJ.

TepaHI/IH 3aKJIFO4YAaCTCA B 3allIUTE OT COJIHECYHOI'O U3JTYYCHHA (OI[C)KI[&, erMa).

JAUATHOCTHUKA

JIaGoparopHnas quarHoctuka ataku OIl ocHOBBIBaeTCs Ha OnpeesieHMH B MoYe U30bITKA
op¢poOMIMHOTeHa, KOTOPBI MOKET ObITh BBISBICH Kaue€CTBEHHOW peakuued U B JalibHeiiem
MOJTBEPKJIEH KOJIMYECTBEHHBIM aHanu30M. MouekymsipHo-reneTndeckuil ananus (JAHK-ananus)
— HanboJiee HaJEeKHbIN criocod noaTeepxkaeHus quarnosa Ol kak y OOJNbHBIX C KIMHUYECKUMHU
IPOSIBIECHUSAMU 3a00J1€BaHMsI, TaK U Y UX POJCTBEHHUKOB.

IIpu pa3Butuun Oosielt B )KUBOTE y MallMeHTa ¢ paHee AuarHocTupoBaHHOU OIl, momumo
HOBOU aTaku, Kbl pa3 HEOOXOIUMO UCKITIOUATh JIPyrue MPUINHBI 00JIeH, B IEPBYIO OUepehb
- BOCTIAJIUTEJIbHBIE 3a00JIEBaHMSI OPTaHOB OPIOIITHOM MOJIOCTH.

Jleuenue araku OII:

. Jlerkue ataku: BHyTpuBeHHOE BBeZieHHe 10% pacTtBopa rimoko3sl - 1-2,0 1/cyTku.

. ATaky cpefHel CTEeNEeHU TSKECTH WM TsKenble: MpernapaT apruHaTa remMa B J103€
3 Mr/kr x 1 pa3 B cyTku B TedeHue 3-4 qHEH.

. BaxxHoil yacTblo jleueHus ABJISIETCS aJleKBaTHOE NMUTaHHUE, PU HEOOXOJUMOCTH -
yepe3 Ha30racTpajbHbI 30HJ, JeueHHe WHQPEKIMOHHBIX OCIOKHEHUH M CHMIITOMAaTHYECKas

TEpaIrd MOBLIICHHOI'O apTCPHUATIBHOI0 JaBJICHUA, TaXUKAPAUHW, TOIMHOTEI U T.A.

. B cnydae pasBuTHs mapanuuedl BO BpeMsl aTakH, peaOMIIMTAIMS MOXET OBITh
JJIATEIbHOM.
MPOPUIIAKTUKA ATAK

C nenpro npodunaktuku atak OIl HeoOXxoaUMO:
e Bectu 310p0oBBIit 00pa3 KU3HU:
o PerynsgpHoe HOpMO-KaJOpUitHOE MUTaHUE. [JOCTHKEHHE BEPXHEN TPaHULIbI

HOpMBI uHAeKca Maccel Tena (MMT). laxxe B ciyuae JieueHus 0KUPEHUs,
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HEJOMyCTUMA JKeCTKasi 0e3yrieBojHas JUeTa U Pe3KOe CHUKEHHE MacChl
Tena.

o H3berarp mpuema ajkoroiisi (BO BpeMs IMOJHON PEMHCCHHU JIOIYCTHMBI
HEOOJIBIIINE 03B AJTKOTOJIs, 10 12 T yucToro cnuprta B AeHb: 120 mur 10-
15% Buna wiu 330 miu 4% nuBa, cuapa).

o Ortka3 oT KypeHus.

o Ilpodunaktuka  CTPECCOBBIX  CHUTyalud, TMNpu  HEOOXOAMMOCTH,
MICUXOTEPANus U MPUEM aHTUACTPECCAHTOB, JOCTATOYHOE BpeMs ISl CHa
U OT[JbIXA.

o CBoeBpeMeHHOE JeYeHUe JIPYTUX 3a00JIeBaHUM, 0COOEHHO
00YCIIOBJICHHBIX OaKTepUaTbHBIMU WHPEKIUAMH (LUCTHT, MUEIOHEDPHT,
aHTUHa, OPOHXUT, CHHYCHT U T.1I.)

ITIpoBenenne [JIHK-guarHOCTHKM HOCHTENBCTBA MYTAaHTHOIO TI€HA CpeIu
POJICTBEHHUKOB MAIMEHTOB, T.K. BEPOSTHOCTh Mepeaun TeHEeTHYeCKoro AedeKra
cienyoomeMy nokoneHuto coctabiger 50%. Ecnu HocutensctBo Ol BhIsIBICHO B
JIETCKOM BO3pacTe, TO IpH aJeKBaTHOW MPO(MIAKTHKE, BEPOATHOCTh aTaK B
Oymymiem cHmkaetcs 1o 1-5%. [IpeHaranpHas AMarHOCTHKA HE TIPOBOIHUTCA.
OOyyeHne ceMeWHbIX Bpadell MpaBUiaM UCIHOJb30BAaHUS JIEKAPCTBEHHBIX
IpernapatoB Opu MNOppUpPUH, HEOOXOJUMOCTH CBOEBPEMEHHOTO JIEUEHHUs
nH(peKInii 1 He3aMeNIUTENbHON TOCTIUTATH3AINH TIPU TOSBIECHUH CHMITOMOB
ataku OIl. ®enepanbuble Kiinnnyeckue PekoMenanum ass Bpadeil o BEIECHUIO
nanueHToB OIl qocTynHbI B UHTEpHETE.

[Ipy Ha3HaueHMM JIEKAPCTBEHHOW Tepamuu HEOOXOAMMO OPHEHTHPOBATHCA Ha
CIIMCOK pa3peleHHbIX MEIUKAMEHTOB, Pa3MELICHHBIH Ha CHEIUAIbHBIX cailiTax B
Nnrepuere (Ha caiitte HMUILL rematonoruu http://www.critical.ru/consult/pages/

porphyria/prodlistsimple.htm) u Ha mnOCTOSHHO OOHOBISIOIIEMCS — caiiTe,

PEKOMEHIOBAHHOM EBponelickoi [MopdupwnitHoit Acconmanuen u
AwmepukanckuMm ~ @ongom  M3yuenus  [lopdupwmii: http://www.drugs-
porphyria.org/.

HexoTopsie npenapatsl, HaripuMep, 6apOUTYpaThl U CyIb(haHUITAMUIBI, «CTapble»
MPOTUBOAMIIENITUYECKHE TIpenapaThl (PEeHUTONH, KapOaMa3enuH, 3TOCYKCEMU),
JancoH, rpuzeodynbPuH, Mpernaparbl COAEp)Kallhe 30J0TO, IpenapaTsl
SpProTaMuHa, XJIOPOXMH U HEKOTOpble JApyrue o0JanaloT OYeHb BBICOKOM

HOp(bI/IpI/IHOFeHHOI\/'I AKTUBHOCTBIO, U UX HUCIIOJB30BaHUEC IIPHUBOAUIIO K PA3BUTHIO
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TsDKenbIX atak 'y Bcex mnamueHtoB OII. Takuwe mnpemaparsl OTMEYEHBI Ha
yYKa3aHHBIX CalTax KaK «OJHO3HAYHO MOPPUPUHOTEHHBIC», UX HCIOJIb30BaHUE
3aIpenieHo.

e MHorue npemnaparsl, KI1acCU(QUIIUPOBAHBI KaK «BO3MOXXHO MOP(GUPHHOTCHHEICY,
yaie BCEro MoToMy, 4To MHpOpManus Mo MX MNpuMeHeHuro y nanueHtoB OI1
HeJO0CTaTOYHA. bBONBIIMHCTBO MAIMEHTOB BO BpeMs PEMHCCHHM, OCOOEHHO
JIATCHTHBIC HOCUTCIIM MYTAHTHOI'O I'CHA, IICPCHOCAT HASHAUYCHUC DTUX ITPCIIapaToOB
6e3 ocnoxHeHud. OIHAKO, MPH HAIUYMAU aJbTEPHATUBBI, WJIU y TMAIEHTa BO
BpeMsl araku, WIM Yy TNalMeHTa C YacThIMH PElUAUBUPYIOIIUMU aTaKkaMu
Ha3HAaYeHHE TaKUX MPEerapaToB HEXKeIaTeNbHO.

¢ boJbIMHCTBO 00€300IMBAIOIIMX CPECTB, TAKMX KaK Mapareramos, uoymnpodes,
UHAOMETaluH, Oe3omacHbl.  BONBIIMHCTBO  aHTUOMOTHUKOB,  HampHUMeED,
IICHULIUIJINHBI, HC(l)aJIOCHOpI/IHI)I, JAOKCHUIHMKIIMH, aMUHOTJIMKO3UAbI IICPECHOCATCH
xopowo. bonpmMHCTBO mpemapaToB s JIEUEHUS  CEPlEYHO-COCYIUCTOMN
MATOJIOTUH, BKIIOYash HUTPAThI, OeTa-OJ0KaTOpbl, MHTHMOUTOPH AHTUOTEH3HH-
npeBpamjaronero (¢epmMeHTa, OIOKAaTOPHl KaJbIIMEBBIX KaHAIOB, JIUTOKCHUH,

dbypacemu, runoruasuy 6e3onacHsl i naueaTos Ol

MNAIIMEHTKH C PEI'YJIIPHBIMU MEHCTPYAJIBHO-
ACCOLIMUPOBAHHBIMU ATAKAMM

[Tpumepno y 30 % >xenuun ¢ OII pa3BuBaeTcs npeaMeHCTpyaibHbIN 00IE€BON CUHIIPOM
MHOT/Ia C TOIIHOTOM, 3aliopaMH M y4YallleHHBIM cepanednenrneM. B OONbIIMHCTBE CITydaeB 3TO -
JeTKWe aTaku, He TpeOyromue rocnutanuzanuu. D(deKTuBHB 00bIYHBIE 00€300IMBarOINe
npenapaTthl, Hampumep, napaieramol, HOympodeH. PekomeHnnyercs — ymnoTpebieHue
MOBBIIIIEHHOT'O KOJIMYECTBA YIIIEBOJIOB, s MPO(PUIAKTHKH 3aII0pOB — MIPUEM JIAKTYJIE3bl.

Oxono 3-5% sxeHuH ¢ OIl UCHBITHIBAIOT TSDKEJIbIE PETYJSpHBIE aTakd, CBSI3aHHBIE C
MEHCTPYAJIbHBIM ITUKJIOM (C MHTEpBaJIOM 2-4 HENeNH), YTO acCOUUUPYETCS C KpaiiHe HU3KHM
Ka4eCTBOM MX JKU3HU M BBICOKMM PHUCKOM JIETAIBHOTO MCXO0Ja. DTON IpyIe MAlHeHTOK, Ipu
HEd(PPEKTUBHOCTH CTAHAAPTHBIX MEPONPUATHI MO KOppeKIuH o0pas3a >KU3HHU, IIOKa3aHa
NPEBEHTHBHAs TOPMOHAIBHAS Tepamus [0 Ha3HAYeHHWI0 THHEKOJIOTa COBMECTHO CO

CHEIHAIMCTOM 10 MOPPHUPHUH.
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BEPEMEHHOCTD

[Ipu ycrnoBUHM HCKIIOYEHHS MPOBOIUPYIONUX (AKTOPOB M aJCKBATHOM MHUTAHUU TIPU
pPaHHUX TOKCHKO3aX, OCPEeMEHHOCTh PEAKO MPOBOIMPYET aTakd MOPGUPHH, TTOITOMY 3amper
o6epemenHoctu y nanueHTok OIl He ompaBman. B ciywae pasButus atak OIl y 6epeMeHHBIX

HGO6XO,I[I/IMO HEMCIAJICHHOC JICYCHUEC IIpCIIapaToM apruHarta reMa.

MHO3AHUE OCJIOKHEHMUS OI1

VY nanuentoB ¢ OIl BbICOKa BEPOSITHOCTH IMOCTETIEHHOI'O IMOBBILICHUSI apTEpUATBHOIO
JABJICHUS, TO3TOMY HEOOXOIUMO PETYISIPHO KOHTPOIUPOBATH €TO YPOBEHb.

[locTrerneHHOE MOBBIIIEHNE TOKA3aTeled KpeaTHMHHWHA CBUIETENIBCTBYET 00 YXY/IIEHUU
paboTsel nouek, Habmoaaercs y 10-15% Oonbubix ¢ OIl. OOBIYHO 3TO aCCOLUUPYETCS C YaCThIMU
aTaKkaMu, T[IOBBIIIEHHEM apTEepPHAIbHOTO JIaBIEHUS H  PETYJSIPHBIM  YHOTpeOIeHUuEM
HECTEPOHIHBIX POTHUBOCIAIUTENbHBIX MpenapaTtoB. PekoMeHayercss mepuoanuecKuii KOHTPOIIb
YPOBHSL KpEaTWHWHA, AaJeBaTHBI MUTHEBOM pEKAM H OrPAaHUYECHUE HCIOJIH30BAHUS
HECTEPOUIHBIX IPOTUBOBOCIIAIUTENbHBIX IIPENAPATOB.

VY manuentoB OII ¢ Bo3pacToM MOBBIIAETCS BEPOSITHOCTh PA3BUTUSA OIyXOJH MEYEHU.
[ToaTomy pexomenayercs nepuogudeckuii Y3 -KOHTpoNIb COCTOSHUS TMEUEHU U OMpeJeleHHe
ypoBHs anbda-peTonpoTenHa B CHIBOPOTKE KpoBU y Bcex manueHTtoB OIl m GeccuMnTOMHBIX

HOCHUTEJIEH reneTnyeckoro nedexra, crapiie 50 yer.

JUCITAHCEPHOE HABJIIOJAEHHUE

[Tanimentam, mnepenectum ataky OII, moka3aHO MEPUOAMYECKOE TUCIAHCEPHOE
HAOJMIOJIEHUe B  MEXKIPUCTYNHbIM mnepuod. IlepMoguMyHOCT OCMOTPOB  OINpeAesnseTcs
uHANBUAYyalbHO (0T 1 paza B 3 Mecsla /10 HECKOJNbKHUX JI€T) U 3aBUCUT OT KOJIUYECTBA
MEPEHECEHHBIX MPUCTYIOB B MPOIUIOM M UX YaCTOTHI 3@ MOCIEIHUMN TOJ, TSHKECTH OCTaTOUYHOM

CHUMIITOMAaTHUKU, HAJIMYHUA )Kanob u BO3pacTa malnMcHTa.

MAPHIPYTU3ALUA TAIMEHTOB OII
[Tpu monTBepxkaennn nuarunoza OIl nHdopmanus o manueHTe I0KHA OBITH BHECEHA B
perruoHanbHbIN Peructp opdanHbIx 3a007€BaHUi, UTO TapaHTUPYET BO3MOXKHOCTH MOTYyYEHHUS B

OyIyIIeM MaToreHETHIECKON TEPAIMK B CUET CPEACTB PETHOHAIBHOTO OFOKETA.
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