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OriaBJjieHue

(03 6:1:3) () 1 (SISO RPRRRTPPR Ommoka! 3akiiagka He onpeeseHa.
CIHCOK COKPALLEHMM . ...ccuvveeuveeiiieieeniieeieenire et Ommoka! 3akaanka He onpeaeieHa.
TEPMUHBL U OTIPEACTICHHUS ...cenvvveenrieennreeennreeenireeennreesnneeesnnne Ommoka! 3akiiagka He onpeeseHa.

1. Kparkas wuH(popMamus mo 3a00JEBAaHUIO WJIM COCTOSIHHIO (Tpyrie 3a0oieBaHMil WIN

[oaTe (o) 1 1707 ) R Oummoka! 3akaaaka He onpeaesieHa.
1.1 OnpeaeneHme 3a00NEBAHMS........cccccveeeeecieeeeeereeeeervreeeenaeeeas OwwnbKa! 3aknagKa He onpepeneHa.
1.2 3TMonornsa n natoreHes ocTPbIX MOPOUPUM ....eeeeeeecnrieeeennnee OwwnbKa! 3aknagKa He onpepeneHa.
1.2.1 NaToreHe3 aTakm OCTPON MOPDOUPUN .....evvveeeereeeeerieeeeeeneen OwwnbKa! 3aknagKa He onpepeneHa.
1.3 3NMAemmonorma ocTpbIX NOPOUPUM.....ccccuveeeeecreeeeerireeeeeeeens OwwnbKa! 3aknagKa He onpepeneHa.

1.4 OcobeHHOCTM KOAMPOBaHMA oOCTpbix nopdupnit no MexKayHapoaHOM CTaTUCTUYECKOM

Knaccudukauum 6onesHelt n npobaem, cBA3aHHbIX CO 340poBbemMOLLINGKa! 3aKknagka He
onpepeneHa.

1.5 Knaccndumkaums ocTpbiil MOPPUPUM ...ceeeevreeeerceeeeerrieeeesaeenns OwwunbKa! 3aknagka He onpeaeneHa.
1.6 KnnHnueckana KapTUHa OCTPbIX MOPPUPUM ..cc.eeeveeeeerreeeennee. OwunbkKa! 3aknagka He onpeaeneHa.
1.6.1 BOMIN B HUBOTE cuvveeeeeeeeiirrrreeeeeeeeeeitireneeeseeeeessssreeeeesessessssnneees OwwnbKa! 3aknagKa He onpepeneHa.
1.6.2 OcTpas aBTOHOMHASA ANCPYHKLMS ...vveeeenrieeeeeriieeeerieeeeaenns OwwnbKa! 3aknagKa He onpepeneHa.
1.6.3 HEBPOMOTMUYECKNE CUMIATOMDI .evereereeeeieeeseeessennesnssnsssnssnnnns OwwnbKa! 3aknagKa He onpepeneHa.
1.6.4 DOTOAEPMATOSB cceeeuerieeeiirreeeeirreeesinteeeessseeeeessreesesassaesensens OwwnbKa! 3aknagKa He onpepeneHa.
1.6.5 Pegkne cumnTomMbl aTaKM OlM....iieeiiiiiiieiee e OwwnbKa! 3aknagKa He onpegeneHa.
1.7 OMT Y LLETEM ureeeeiiieeeetieeeeete e e svte e e e sre e e ebaae e e srae e s e nanae e e e ennes OwwnbKa! 3aknagKa He onpegeneHa.

2. JlmarHocTHKa OCTpBIX TOPPUPHIA, MEIUIIMHCKHAE TI0Ka3aHWsS W MPOTHUBOMOKA3AHHS K

MIPUMEHEHUIO METOJOB JUATHOCTUKH ....vvveeeenerreeeennnrreeennnnnes Oummbka! 3akaaaka He onpeesieHa.
2.1 HKaNOObI Y @HAMHES ...ceeeeeeeeiirreieeeeeeerireeeeeeeeeesearreeeeeeeeenaans OwwnbKa! 3aknagKa He onpepeneHa.
2.2 OU3NKASIBHOE OOCNEA0BAHME. ...ceeeeeeeerrrrreeeeeeeeeeiirreeeereeeeennans OwwnbKa! 3aknagKa He onpepeneHa.
2.3 NNabopaTopHble AMarHOCTUYECKNE UCCNEA0BAHMA ................. OwunbKa! 3aknagKa He onpepeneHa.
2.4 IHCTpYMEHTaNbHble ANArHOCTUYECKME UCCNef0BaHUA ......... OwwnbKa! 3aknagKa He onpepeneHa.
2.5 NHble ANarHOCTUYECKNE UCCNEA0BAHMUA .....cceevvvvrieeeeeeeeeranenan, OwwnbKa! 3aknagKa He onpepeneHa.



3. HequI/Ie, BKIIIO4asAs MCAUKaAMCHTO3HYH0O MU HEMCIUKAMCHTO3HYIO TCpaIlnu, JUCTOTCPAIIUIO,

O6€360HI/IBaHI/IC, MCIUIIUHCKUC IIOKa3aHUsA W MPOTHUBOINOKA3aHHUA K HNPUMCHCHUIO MCTOJOB

TICUCHHIS «.eeuvveeeneieeeuteeeeteesaeeesseeesnteeennseeensseeenaseeensseesnnneennns Ommoka! 3akiiagka He onpeeseHa.
3.1 JIEUEHME TEMMHOM ..vvvveeeeeeeierireeeeeeeeeeeeetrreereeeeeesssssreeseeseeennsns OwwnbKa! 3aknagKa He onpepeneHa.
3.2 leyeHure 60NbLUMMMU L03aMU YITEBOAOB ....vvveeeereeeerraeeennes OwwnbKa! 3aknagKa He onpepeneHa.
3.3 T1N1a3MAMEPE3.c...ieeeeeiiee e cetteee e ectre e erre e e e e e e e erra e e e e eaee e e eanees OwwnbKa! 3aknagKa He onpepeneHa.
3.4 HYTPUTUBHAA MOALEPHKKA ceeeieieieieiiieiiieireeeeieeeeeeeeeeeeeeseneeeeeeenens OwwnbKa! 3aknagKa He onpepeneHa.
3.5 UckntoueHmne aenctemns nopdupuHOreHHbIX GakTopos.......... OwwnbKa! 3aknagKa He onpepeneHa.
3.6 CMMNTOMATUYECKAA TEPAMMA eeeviieeiieeeeeiireeeeeeeeeeeeeeeeeeeeeeeeeeaees OwwnbKa! 3aknagKa He onpepeneHa.
3.7 KoppeKuusi BOAHO-CONIEBOTO BaNaHCA...cccccuvreeeeeieeeeerieee e OwwnbKa! 3aknagKa He onpepeneHa.
3.8 BegeHue nauMeHTOB C OC/IOXKHEHHOM aTtakon OfM.................. OwwnbKa! 3aknagKa He onpepeneHa.

3.9. BegeHue nauMeHTOK C perynapHbiIMWU MEHCTPYa/IbHO-aCCOLUUMMPOBAHHbBIMM aTaKaMM ...... OwunbKa!
3aKknapka He onpeaeneHa.

3.10. NpodurnakTUYECKan TEPANUA TEMUHOM .......ccccveeeeerreeeennnes OwwnbKa! 3aknagKa He onpepeneHa.
3.11. TPaHCNNAHTAUMA NMEUEHM ceeeeiieeiiieieeeieieieeeeeeeeeeeeeeeeeeeeeeeeeeeeeeas OwwnbKa! 3aknagKa He onpepeneHa.
3.12 BepgeHune 6epemMeHHOCTM y NaumMeHTOK C Ol ........ccceeeeeeneee. OwwnbKa! 3aknagKa He onpepeneHa.
3.13. BegeHue nayMeHTOB € NO3AHUMM OCNOXHeHMA Ofl............ OwwnbKa! 3aknagKa He onpepeneHa.

4. MenunuHCKas peabuIuTaIus, MEAUIIMHCKAE TOKa3aHUs U MMPOTHUBOTIOKA3aHMS K TPUMEHEHHUIO

METOJIOB PEAOHITUTAIIHIH .....c..veenereeneeenereeneeennreenseensneenseenseeenne Ommoka! 3akiiagka He onpeeseHa.

5. IlpodunakTika u JUCTIaHCEPHOE HAOIIOICHIE, MEAUIIMHCKIE MTOKa3aHUs ¥ POTUBOMOKA3aHUS

K PUMEHEHHUIO METO/IOB MTPOPUITAKTHKH] ......vvveeerreenereaennnes Oummobka! 3akaaaka He onpeesieHa.
I B B TeTor) 0 =T L IO UR OwwnbKa! 3aknagKa He onpepeneHa.
5.2. ANCNaHCEPHOE HADIIOLEHUE. .....uvveeeerreeeecrieeeeerrreeeeeveeeesnens OwwnbKa! 3aknagKa He onpepeneHa.

6. Opranu3anusi OKa3aHusi MEJUIIMHCKOW MOMOIIH ............ Oummbka! 3akiaaaka He onpeesieHa.

7. lononauTtenbHast nHGopmarus (B TOM unciie GaKkTOphl, BIUSIONNE HA UCXOT 3a00JICBaHMS WITH

[oaTe (o) 1 176 ) O S Ommoka! 3akiaaaka He onpeesieHa.
Kpurepun onieHkn kadecTBa MEUIIMHCKOM MTOMOLIH ......... Ommoka! 3akaanka He onpeaeieHa.
(0307 (670 05 17§ 1<) 0 Y: 1111 o) 3 SNSRI Ommoka! 3akiiagka He onpeeseHa.

[Mpunoxenne A2. Metomonorus pa3paboTKu KIMHHYECKUX pekoMeHaanmmitOmmoka! 3akaaaka

HE orpeacjacHa.



[Tpunoxenue A3. CripaBouHbIE MaTe€pUaJIbl, BKJIIOYasi COOTBETCTBHE MOKA3aHUN K MPUMEHEHUIO
U NMPOTUBOINOKA3aHU, CII0COO0B MPUMEHEHHUS U J103 JIEKAPCTBEHHBIX IMPENapaToB, HHCTPYKIIMH

10 IPUMEHEHMIO JIEKAPCTBEHHOTO MPEMAPATA. ...c.nveerereenneenne Ommobka! 3akaanka He onpeaeieHa.
[Ipunoxenue b. ATrOpuTMBI JEUCTBUIA Bpaya ................... Oummobka! 3akaaaka He onpeesieHa.

[Tpunoxenue I'. IlIkanbl OLIEHKH, BONPOCHUKHA U JPYTHM€ OLIEHOYHbIE MHCTPYMEHTHI COCTOSTHUS

MAlMEHTa, TPUBEACHHBIE B KITMHUYECKHX ....vvvvveeernerreeaennnne Oummobka! 3akiaaaka He onpeesieHa.
PEKOMEHIALIMISIX evevvveeeennereeesaerreeesnnnneeeesnssseeessnssseessnssseeeens Oummobka! 3akiaaaka He onpeesieHa.
[HIkana Ne 1. BuzyanbHo-aHanoronast mkaia 0oiu............. Ommoka! 3akaanka He onpeaeieHa.



Cnmcok coxkpameHui
AJIK — nenbTa-aMUHOJIEBYJIMHOBAST KHCJIOTA
AJIT" — aHTUINYpPETUYECKU N TOPMOH
AYTB- akTUBHPOBAHHOE YACTHYHOE TPOMOOIIIIACTUHOBOE BPEMS
I'’AMK-ramma-aMuHoMacisiHast KHCJI0Ta
KKT — xeny104HO-KUIICYHbI TPAKT
KT — xommnbroTepHast Tomorpadust
MPT — MarHuTHO-pe30HaHCHasE TOMOrpadus
OII — ocTpeie noppupun
OIIII - octpas nepemerxaromascsi mophupus
[1BI" — mopdobmmmHOTEH
V3U — ynbTpa3ByKOBOE UCCIEIOBAHKE
OKI" — anexTpokapanorpamma
O0I" — anekTposHuedanrorpaMma
OMI - sanekrpomuorpadust
HIIBII — HecTepougHble IPOTUBOBOCIIAIIMTEINIBHBIE U IIPOTUBOPEBMATUYECKUE IIPENIapaThl
BAIII — Bu3yanbHas aHajaorosas 1kasia

CPB- C peakTuBHBIN O6€TI0K

K - xanmuii
NA — natpuit
CL —xnop

K®K - kpeatundocdokunaza

OXCC — obmras xene30CBsA3bIBarOIIas CIOCOOHOCTh CBIBOPOTKH
COD — ckOpOCTh OCENAHUS SPUTPOIIUTOB

YCC — gacToTa cepeYHbIX COKpaIleHUH

NBJI — uckyccTBeHHAsi BEHTUISLMS JIETKUX



TepMuHbI U onpeaeIeHUs

OcTtpseie noppupuun (OIl) — rpymnma reHETHYECKH JTETEPMUHUPOBAHHBIX 3a00JICBaHUH,
ACCOLIMHUPOBAHHBIX C IIMKJIOM OMOCHHTE3a remMa, MMEIOIIUX UHAYIUPOBAHHBIM XapakTep, ObICTPO
IIPOIPECCUPYIOLIEE TEUYEHUE C IOPAKEHUEM PA3NIMYHBIX OTJAEJIOB HEPBHOM CHCTEMBI U
HENPOryMopaibHbIMU HapyLIEHUSMHU.

IMopdupunbl, npexieCTBEHHUKH MOPPUPUHOB — TPOAYKTHI MPOMEKYTOUHBIX
CTyNeHel OMocruHTe3a remMa.

AmunoJieByjinHoBast kuciaota (AJIK) n nopdodunnnoren (IIBI') - npeaecTBeHHUKN
noppUpUHOB, 00JaHaIONIMEe HEHPOTOKCHUYHOCTHIO M OTBEYAIOIIME 32 pa3BUTHE OOJEBOIO
CHHJIPOMA U OCTPOW aBTOHOMHOM TUC(YHKITUH.

HeiipoBucuepajibHbple cUMNTOMBI — OO0JM B JKMBOTE, 3amlop, TOIIHOTAa, pBOTAa,
TaXWUKapaus, apTepuagbHas TUIIEPTEH3MsI, Tape3 MOUEBOTO ITY3bIPsi — CHMIITOMBI, 00yCJIOBJICHHbIE
OCTpOI aBTOHOMHOM JAUC(HYHKIIHUEH.

ATtaka octpoil mopupuum — OCTpo€ pa3BUTHE HEUPOBUCIEPATBHBIX CHUMIITOMOB,

accouurpoBaHHoe ¢ noBbieHHOM 3Kkckpenuend AJIK u I1BIN ¢ mouoii.



1. KpaTkas nagopmManus no 3a00J1eBAHNI0 UM COCTOSHMIO (rpynime

3a200J1eBaHUI MJIU COCTOSIHMIA)

1.1 Omnpeaeaenne 3a00JeBaHUS WJIH COCTOSAHHUSA (Trpynnbl 3a00JeBaAaHUM WU

COCTOAHUH

IMopdupuu — rpymnmna peaKux HACICICTBEHHBIX META0OIUYECKUX 3a00IeBaHUM, B OCHOBE
KOTOpPBIX JIOKUT TeHeTHYeCKUi JedeKT (YHKIMOHAJIbHOW AaKTHUBHOCTH  (PepMEHTOB,
y4acTBYIOUIMX B OnocunTese rema (puc. 1).

Octpbie moppupuu — rpynmna nophupuid, Ipu KOTOPHIX JATCHTHBIH T'€HETHUECKUI
neeKT Tpu BO3JACHCTBUHM TPOBOIUPYIOMHKX (MOPPUPHUHOTEHHBIX) (PAKTOPOB MPOSBICTCS
M30BITOYHBIM HAKOIUICHHEM B IEYEHU MPEAIIeCTBEHHUKOB MOPPUPUHOB, aMHUHOJIEBYIUHOBOU
kucnothl (AJIK) u moppobununorena (I1bI7), o6manaronux BeipaKeHHBIMUA HEHPOTOKCHUECKUMHU
apdexTaMu U OMOCPEAYIOUIMX pa3BUTHE OCTPOro IMpHCTyNa 3aboseBaHUs (aTaka) C MIHUPOKUM

CIIEKTPOM HEWPOBUCIIEPATBHBIX CUMIITOMOB [ 1, 2].

@epMeHT MeTadoaHdecKas NemodKa Buj noppupan
111 ANK-cuHTeTaZa [ HIEE B CyKIHHHT-KOA
B NeYeHu-
KTouesol gepmenm 111 AMMHONEBYNHHOBaRA

kucriota (ATK) IlopdupHaA EcaegcTEHe JedHEOATA

—_ t —® || ATK-gernaparta3sl
AJIK-merumparasza

t1t MopdobunuHoreH (MEIN)

TI'noporcHMeTHIOHTHAH e % —— ¥ || OcTpas nepeMeKaMaACcH
CHHTET423 nopdupra (OIIII)
[TuppokcumeTEndRIHAN]
Vponophupasoren 111 — l —  » BpoxiewHads spHTPONO3THISCKAT
CHHTETa3a nopdupua
VponopbupEHOTEH
VponopdupEEOreH ) l ) TlozgHaa koxHAT nopdHEPHT
JeKapOOKCHTaza
Komnponopdupraores
KonponopdupHHEOTEH HaceacTeeHHAR
ponopdmup Teq
OECHAAZ3a Konponophupas
[IpotomopdupaHoren
TIpoTonopdHpHEOrEH — - » || Bapmerarras mopdmpna
OECHTAAza
IIpoTonopdupHE
deppoxenaraza SPHPTPOIO3THISCKAT
PP ¢ PHPTD!
npotonopdupng

TEM

Pucynox 1. buocunrtes rema u paznuunbie GopMbl mophUpUil B COOTBETCTBUU C OMOXUMUIECKUM

nedeKToM.



1.2 9THOJIOrMS ¥ MaTOreHe3 3a00J1eBaHNus] HJIH COCTOSIHNS (IPpyNNbI 3200J1eBaHUN I

COCTOSIHMA)

B ocHoBe pa3zBuTus ocTphIX NOpGHUPHUil JiexKaT MyTalli T€HOB, OTBETCTBEHHBIX 3a CHHTE3

dbepMeHTOB IMKIa OWocHHTE3a rema B medeHu (puc 1, tabmn. 1). Bee octpeie mopdupuu, 3a
UCKIIFOYCHHEM KpaiftHe penkoi ¢opmel, oOycrnoBnenHod nedummrom AJIK nmermaparassi,
SIBJISTFOTCSI a@yTOCOMHO-JIOMUHAHTHBIMH 3200JIEBAaHUSIMU C HETIOJIHON TEHETPAHTHOCTHIO (Tab:.1)
[3].

Tabmuma 1. MonekynsipHas TeHETHKA OCTPBIX ophupuit

3aboneBanne depmeHT I'en KomnuectBo  Hacnenosa-

BBIABJIICHHBIX  HHC

MyTauii*

CumBon Pazmep [Mo3unus
HMopdupmns, JHerunparasza ALAD 7 kb 9q34 12 AP
00ycIoBIIeHHAS AMUHOJICBYJIHHOBOH
nedummurom  AJIK  kucnoTsl
JleTHapaTa3bl
Ocrtpas I'mppokcumernn-omman  HMBS 10 kb 11923 424 ALl
nepemMesxaroas CHHTETa3a
nopdupwust (OIIT)
Hacnencreennas Oxcupgasa CPO 14 kb 3ql2 75 AJl
Kornponopdupus KOIPOHoppUpHHOTreHa
(HKIT)
Bapuerarnas Oxcunasza PPOX 5.5kb 1q22 185 ALl
nopdupus (BII) npoTonopdupruHOreHa

AP, ayrocoMHO-penieccuBHBIN; AJl, ayTOCOMHO-TOMUHAHTHBIN; Kb, THICSYIH Map HYKJICOTHIIOB (KHII00a3)

*[1o nanaeiM MHTepHET-pecypca «The Human Gene Mutation Database» http://www.hgmd.cf.ac.uk na 09.2019
s Bcex ¢opm ocTpeix mopdupuil xapakTepHa JHIIb YaCTHYHAs HEJOCTaTOYHOCTD
(epMEHTHOH aKTUBHOCTH, U B (PU3UOJIOTUIECKUX YCIOBHUSIX OCTATOYHON aKTHMBHOCTU (pepMeHTa
XBaTaeT Ui MOJJEpKAaHUS HOPMAILHOTO roMeocTa3a rema. JlJis pa3BUTHUS OCTPOTO MPHUCTYIA
HE00XO0MMO BO3/I€MCTBHE MPOBOLMPYIOMHUX (PAKTOPOB, yalle HECKOJIbKHX IMocienoBarensHo. K
YCTAaHOBJICHHBIM TIPOBOLUPYIONIUM  (MMOPPUPUHOTEHHBIM) (DaKTOpaM OTHOCATCS MHOTHE
JIEKapCTBEHHBIC TIpenaparhl, ajJIKOTOJb, WH(QEKIUH, KoJeOaHus TOPMOHAIBHOTO (oHA
(MEHCTpYyalbHBIA IMKJI, OEPEMEHHOCTh) M THUIIOTJIUKEeMHUs, T. €. (aKTOPhl, CHOCOOHBIE
CTUMYJIUPOBaTh CUHTE3 Trema renmartonutamu [4]. OCHOBHOM MeXaHU3M  JCHCTBUSA
nopUpUHOTEHHBIX (HAaKTOPOB, MO-BUAMMOMY, CBS3aH C MOBBIIMIEHHON NOTPEOHOCTHIO B CUHTE3€
nuroxpoma P 450 unu npyrux reMOmpOTEHHOB M, KaK CJIEACTBUE, MHTCHCHU(PUKAIMEH CHHTE3a

réMa, 4TO YCIIOBHUAX HGI[OCTaTOqHOfI AKTUBHOCTHU OJHOI'O U3 (bepMeHTOB IMHUKJIa OMOCHHTE3a reMa



MPOSIBIISICTCS HAKOIUICHHMEM TOKCHYHBIX KOHIIEHTpaluil MmopUpUHOB U pa3BUTHEM OCTPOTO

npuctyna nophupuu [2].

1.2.1 IlaTorenes araky ocTpoii mopdupun

Bes cumnTomatuka atak ocTpoil mopdupuum, Bkitouas OonM B KUBOTE, SIBISETCS
NPOSIBICHUEM BEreTaTUBHOW M MOTOPHOM MOJMHEBpPOMATHH, a Takxke AUQQY3HO-04aroBOro
nopaxenust [{HC (sHniedanonatun) (tadmn.5) [5]. B HacTosiee BpeMs 00CY)Tar0TCsI HECKOJIBKO
MOTEHIIMATHHBIX MEXaHU3MOB TPAH3UTOPHOTO TOBPEXKICHUSI HEPBHOW CUCTEMBI BO BpEMs aTaKu:

e TpsiMOI HelpoTokcuueckuit 3 ekt Bricokoi koHnenTpauu AJIK;

e omnocpenoBadHblii dpdexT AJIK u3-3a CTPyKTYypHOTO CXOACTBA C TOPMO3HBIMHU
HeiiporpancMutTepaMu - TAMK u riyramaroM, u yTrpaTod UX TOPMO3HOTO
s dexra B ITHC mpu u36wiTRe AJIK;

e nUTOTOKCHYecKHE 3(PPeKThl CBOOOTHBIX PaIMKAIOB BCIEICTBUE UX MOBBIIICHHON
MPOYKIIUKA, OOYCIOBIICHHOW OJHOJHU3AIMEH M ayTOOKCHUIAIMEH W30BITOYHOTO
konudectBa AJIK;

® BCPOSTHBIN ACPUIMT reM-coepKaux (epMEHTOB B HEPBHOU TKaHH.

Teuenue araku, BKJIIOYas HadalbHbIE MPOSBICHUS U TMOCIEA0BATEIBHOCTH CUMIITOMOB,
MPUCOSAWHSIFOIINXCS TP MPOTPECCHPOBAHUM aTaKU, BEPOSTHO, CBA3AHO C PA3IIMYHON CTEIIEHBIO
MPOHUIIAEMOCTH  T€MaTO-HEBPAJIbHOTO W reMaTo-3HIlehaTuyecKoro  OapbepoB s
MPEIIECTBEHHUKOB MOpPupuHOB. OTCyTCTBUE Oapbepa IJIsi aBTOHOMHBIX HEPBOB M BBICOKAs
MIPOHMIIAEMOCTh TeMaTO-3HIIeaTnIecKoro daprepa B 00JaCTH TUIIOTaIaMyca U JIUMOWYECKON
00J1aCTH, MOTYT CIYXHUTb OOBSICHEHHEM e0I0Ta aTaKd ¢ aBTOHOMHOW AMC(HYHKIMU M JETKUX
addexkTuBHBIX paccTpoiicTB. [Ipm mporpeccHpoBaHMHM aTaKd MPOUCXOTUT HApPYIICHUE
(GYHKIIMOHAJIBHOW IIEJIOCTHOCTH T'eMaTo-HeBpaJIbHOTO Oapbepa C pa3BUTHEM MOTOPHOM
MOJIMHEBPOIIATUU M, Jaliee, reMaTo-3HIepalInyecKkoro Oapbepa, UYTO MPOSIBISIETCS OTEKOM
rojoBHOro Mo3ra ¢ MPT—mipusHakamMu 0OpaTUMBIX CHMMETPUYHBIX O4aroBbIX U3MEHEHHUH [5].

1.3 Dnuaemuoiorus 3a001eBaHUs WJIH _COCTOSHMSA (TPynnbl 3a00JeBAHMIA _WJIH

COCTOSTHM)

PacnipocTpaneHHOCTh OoCcTphIX opdupuil B cTpanax 3anagHoi EBporbl coctasmser 1-10:

100 000 HaceneHus, TOraa Kak HOCUTEIIBCTBO MYTaHTHOTO I'€Ha MOXKET OBITh CYIIIECTBEHHO BBIIIIE
(1-2 ma 10 000 gyenoBek), T.K. IEHETPAHTHOCTh 3a00NIeBaHus BapbupyeT oT 1 10 60% [3].

Camas yactas u3 octpsix nopdupuit — OIIIL, coctaBiset 601ee 85% Bcex cirydaeB ocTpoi
nopdupun. PacrpoctpaHeHHOCTh, BapueratHoid mnopdupuu cocrabisger okosno 1.3:100 000

HACEJICHUs, HACJTEICTBEHHOM KONMpOHmoppHpUU - eIlle MEHbIIe, B MHPOBOH JUTepaType



onyonukoBano MeHee 400 cmydaeB. Camoii penkoil siBisercs nopdupus, oOycClIOBICHHAsS
nedururom AJIK neruaparasbl, onucano MeHbIe 10 cirydaeB 3Toro 3ab601eBaHMS.

[TockonbKy MEHCTPYadbHBIM ITUKJ SIBISIETCS TJIABHBIM SHIOTEHHBIM IPOBOIHPYIOIIUM
dakropom, 6o1ee 80% MaueHTOB ¢ OCTPOI Mopdupreit COCTABISIIOT )KEHIIUHBI B BozpacTte oT 20
1o 45 ner. 3a0oyieBaHUE PEIKO MPOSBIISLETCS A0 MyOEepTaTHOTO BO3pPACTa, a TAK)KEe B MEHOTAY3e€.
Araku noppupuu y My>K4YMH BO3MOXKHBI, HO BCTPEUAIOTCS TOPA3I0 PEKe, YeM Y KEHIIHH.

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1¢BAHNS UJIN COCTOAHNSA (CPYINLI 3200J1€BAHNA

MM cOCTOSIHMIT) o MeKIYHAPOAHON CTATHCTHYECKOM KJaccudbukanum 00Jie3Heill u

npoodJieM, CBA3aHHbIX CO 3/I0POBbEM

Pybpuka «E.80.2: JIpyrue nmopdupum» BKIIOYAET B ceOs BCE YETHIPE HO30JIOTHYECKHE
€IMHHUIIBI OCTPHIX TOPHUPHIA.
1.5 Kaaccudukanus 3a00J1eBaHHSI MJIH _COCTOSHHMA (rpynnbl 3a00JieBaHM MM

COCTOSTHM)

I'em cuHTE3MpYyeTCS B KaXKI0W adpoOHOM KIileTke yenoBeka. B 90% Mectom cuHTE3a rema

SIBJISIFOTCSI KOCTHBIN MO3T, I'A€ U3 HCTO 06pa3yeTc;1 I‘eMOI‘HOGI/IH, " MNCYCHb, I'/IC TCM YYACTBYCT B
cuHTe3e (epMeHTOB (LIIUTOXPOMBI, TIEPOKCHAA3bl M Jp.), YYAaCTBYIOIIMX B IpoIeccax
JNETOKCUKAIIMK, B TOM 4HCIEe MeTabonusMme JjekapcTBeHHbIX TmpenaparoB (CYP 450). B
3aBHUCUMOCTH OT MECTa MPEHMYILECTBEHHON NPOIYKIMHM M HAKOIUICHHS TOPQUPUHOB U HUX
IPEIIECTBEHHUKOB, MOPHUPHN TOAPA3IEIAIOTCS Ha IPUTPONOITHUECKIE U TIeUeHOYHbIE (pHc.2)

[1,2].
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NMOP®PUPUMN
SDMTDOHOGTMLIGCKMG [MeueHouHbIE
nopdupum nopdupumu
| | - ] :
V W
BpoxaeHHaa Mopdchupusa, obycrnoeneHHas
SPUTPONO3TUYECKAA gedcduuntom gernapartasel
nopcupuns ANK
SputponoaTuyeckas
HFE)OTé)ﬂOpCbMpHH OcTpasa nepemMexaroLascd a OcTpble
nopdupusa (Or1r) nopcbu puu
HacneacteeHHas |
konponopcupusa
BapueraTtHasa nopcupus
Mo3gHasa koxHaa nopdupna

Pucynoxk 2. Knaccuduxanms noppupuit

1.6 Kayunnuyeckass KAPpTHHA 3200J1€eBAHNS UM COCTOAHNSA (rpynnbl 3200J1¢BAHNI NI

COCTOSTHM)

Knuanueckas kaptunaa ataku octpoit mopdupuu (OIT) xapakreprszyercss OCTpbIM Ha4aaIoM

B BUJIC COYETAHUsI MHTCHCHUBHBIX 0OJiel B 00JIaCTH KMBOTA 0€3 NMEPUTOHEATbHBIX 3HAKOB H/WIIN
CIIUHBI C OJTHUM HUJIH 00JIee CUMIITOMOM OCTPO aBTOHOMHOM TUC(HYHKITUH, TAKUX KAaK CHHYCOBAs
TaxUKapAus, apTepuajibHas TUIEPTEH3HUsA, 3alop, TOIIHOTAa, PBOTAa, Mape3 MOYEBOTO IMY3bIPS
[2,5,6].
JonomaurensapiMu cuMiromamu ataku Ol sBisrorcs:

® TUIOHATPUEMHUS BCIIEJICTBUE CUHJIpOMa HealekBaTHOM cexkpeunu AL,

® BsiJIble CHMMETPHUYHBIE TTAPE3bl BCIEICTBHE OCTPOM MOTOPHOM MOJTMHEBPOINATHH,

® KOTHUTHBHBIC, TIOBEACHUECKUE HAPYILICHUS, DSNWICNTUYECKHE NPUNAJAKU

BCJICZICTBHE OCTPOH dHIIE(DaTOmaTHH.

OO0s13aTENIBHBIM  KPUTEPUEM SIBISICTCSI OTCYTCTBHE IPYTUX TPUYWH IS TIOSIBICHUS
yKa3aHHBIX CUMIITOMOB, a TaKkke 0oJiee, 4eM S-KpaTHoe noBbleHne koHenTpauuu [1BI° B moue,
cobpanHoO# B ocTpyto (ha3y 3aboneBanus [2,5-7].

BapnaGenpHOCTh MEpPEYUCICHHBIX CHMITOMOB - 3HAYHWTEIbHA KaK 10 CTEIeHHU
BBIPAXKEHHOCTH KaXXJIOTO U3 HUX, TaK U MO BO3MOXXKHOMY HMX codeTaHuto. MIMeHHO coueTaHue

YKa3aHHbBIX CHMIITOMOB ABJIACTCA KIIOYCBBIM [JIA TOTO, 4TOOBI 3aMoJ03PpUTL aTaKy OCTpOﬁ
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nopdupun 1 npoBecTH ucciaeaoBanre Mour Ha [1BI" ¢ nenbro NoaATBEPKACHUS WIIH UCKITIOUEHUS
JIaHHOTo nuarHosa (puc.3). bonee, uem 5-kpatHoe nossiieHue ypoBHs I1bI" B Moue B couerannn
C TUMMWYHOU KJIMHUYECKON KapTUHOU 3a00JIeBaHUs, TIO3BOJSIOT IUAarHOCTUPOBATH aTaKy OCTPOH

nopupuu 1 HE3aMEeUTUTEIILHO HAavYaTh JieueHue |8, 9].

TomuoTa, pROTA, 3AHO0P

T'nnoHaTpHEeMHSA

ApTepHanbHAA THOEPTEH3HA

IIcaxuaTpAYecKas CHMOTOMATHKA Ol =
e KWBOTE

JNH-IPpANATKH
MruIimeyHas c¢1a00¢TE

TeMHAS MOYA

Pucynox 3. CuMITOMBI, ITO3BOJISFOIIHE 3aMIO03PUTh aTaKy OCTPOW MOPPUPHH.

1.6.1 boJu B :KUBOTE

KmtoueBoit cumntom artaku OIl — Gomu B KHMBOTE, MMEIOT OCTpPOE Hayajo, OOBIYHO
HapacTalT 10 MaKCHUMaJbHOM HMHTEHCUBHOCTH B TeueHHE 2-3 JHEH, UMHUTHUPYIOT OCTPYIO
XUPYPrUUECKYIO MaTOJIOTHIO0, OIHAKO MEPUTOHEANbHBIE 3HAKH OTCYTCTBYIOT. Ha HauanbHOM 3Tane
OTCYTCTBYIOT JJaOOpaTOPHBIC CUMITTOMBI BocTIasIeHUs (JielkomuTo3, moBbieHue COD umu CPB).
XapakTep M JIoKaiu3anus 00iel CHIbHO BapbUPYIOT, HO OOJM PEIKO HOCAT KOJIMKOOOpPAa3HBIH
xapakrep. [Tarorenes 60Jeii B )KHBOTE CBA3BIBAIOT C aBTOHOMHOM TUC(hYHKIIMEH, 00YCIOBIEHHOM
HapylIeHHeM paboThl BHYTPEHHHX OPraHOB, HANPUMEpP, KUIIEYHON TWIaTalluell WM CIIa3MOM.
Bo03MoO€eH anbTepHATUBHBIA MEXaHU3M - Ba30KOHCTPUKIUS WIN UIIEMHs KUIIEYHUKA. TOYHBIN
MexaHu3M pazButus 6oy npu OIT ocTaeTcs HEAOCTATOUHO SCHBIM.

AOIOMHMHATBHBI CHHIPOM HEPEIKO SBIAETCS OCHOBAaHMEM JUIS JUArHOCTHYECKOTO
XUPYPruuecKoro BMenaTelbCTBa (JIamapoCKONMNH, JanapOTOMUN ), OCOOEHHO MPH MEPBBIX aTakax
emnie He nuarnoctupoanHHoi OIl. Mcnonp3oBaHue IpH ATOM JUTsl aHECTE3WH MOPPUPHUHOTEHHBIX
npenapatoB (cM. Poccuiickuii peectp JIeKapCTBEHHBIX MPENApaToOB, IPUMEHIEMBIX Y OOJIBHBIX C
HapylmeHusMu noppupruHoBoro oomena [10]) moxkeT ycyryouts Teuenue ataku [7, 11, 12].

1.6.2 OcTpasi aBTOHOMHAsA AHCHYHKIUSA

Ocrtpast aBTOHOMHasI JUC(HYHKIUS SIBJISETCS CIEICTBUEM CHIKEHUS aKTUBHOCTH N. vagus,
YTO MPHUBOANT K YCUJICHUIO BIMSHUS CUMIATUYECKONH HEPBHOM CHUCTEMBI M OOBSICHSET pa3BUTHE
OOJIBIITMHCTBA CUMIITOMOB «HEOCIO)KHEHHOW aTaku 0cTpoi mophupum»: 60Jeil B KHUBOTE, 3a10pa,

TaxXUKapAuHu, CUCTOJINYECKON apTepHalbHON TUIEPTEH3UH, ITape3a Mo4yeBoro my3sips [7,11,12].

12



CreneHb TaxukapIuu OOBIYHO OTpa)KaeT aKTHUBHOCTb aTaku. M3penka Ha mepBblii IaH B
KJIMHU4ecKkoi kapTuHe ataku Ol MOoXKeT BBIXOAUTH TMIIEPTOHNYECKUI KpU3. [IpHUnHbI TOIIHOTHI
u pBoTel BO BpeMst araku OIl He wu3BecTHBl. MOXHO MPEAINOJIOKUTH, KaK BOBJIEYEHUE
LEHTPAJIbHBIX MEXaHU3MOB, TAK U HAPYLNICHUE MOTOPUKH KUIICYHHKA.

1.6.3 HeBpoJsornyeckne CHMITOMBI

BonbmmucTBo atak OIl, 0cOOEHHO y MAIMEHTOB C YK€ YCTAaHOBJICHHBIM JHArHO30M,
MPOSIBIISIIOTCS B BUJIE OOJICH B )KUBOTE B COYCTAHUH C JIETKUMU ad(HEKTUBHBIMU HAPYIICHUSIMH U
ABTOHOMHOM aucyHKIMEH U Jake MOTYT HPOXOJUTh CAMOCTOSTEIBHO, €CIH HCKIIOYHTH
BO3/IeiiCTBIE MPOBOLMPYIOMHX (pakTOpoB. CUMITOMBI HEBPOJIOTHUYECKOT0 AeduuTa (MOTOpHas
MIOJIMHEBPOTIATHS WK SHIIE(ATIONaTsI ) pa3BUBAIOTCS TOJIBKO B CITydae MPOTPECCUPOBAHMUS aTAKH,
U MM BCerja MpeAliecTBYeT paHHAs, «IOHEBposioruyeckas» ¢asa araku, ausamasics ot 3 go 30
nuei (B cpemnem, 10 mHei). PeTpocnekTHBHO, MOKHO OOHAPYKUTh BO3JIEHCTBHE 3K30TC€HHOTO
npoBonupytoniero (akropa (0OBYHO JIEKAPCTBEHHOI'O TMperapaTta), KOTOphli 3a 1-2 1HA
IPEIIECTBYET MOSBICHUIO HOBBIX HEBPOJIOTMYECKHX cUMOTOMOB (puc. 4). Ilpu ycrpaneHuu
IPOBOLUPYIOMIUX (PaKTOPOB, MPOrPECCUPOBAHNE MBIIIEYHOH c1ab0CTH 3aBEpLIaeTCsl B TCUCHHE
30 gueit (B cpenueM 13 mueid) [5-7].

KiroueBblM B JIMAarHoCTUKE HEBPOJOrnyeckux cuMnrtoMoB OII sABisieTcss MX OCTpBIN,
MapOKCU3MAIIBHBIN XapakTep W o0s3aTenbHas BpEMEHHAs acCOIMAIMS C TMPEANIECTBYIOIUMU
6ossimMu B xuBoTe (puc.3). K MOMEHTY pa3BUTHS Tape30B, HHTEHCUBHOCTH 00JICH B )KUBOTE YaCTO

YMCHBIIACTCA, YTO HCO6XOI[I/IMO YUYUTBIBATH IPH O6CJ'I€I[OB3HI/II/I ITaluCHTOB.

Moropuaﬂ NONMHeBPONATHUA, INHU-NPHUNAOKH,

4 Bonu B xmneote
yrHeTeHHe/NoMpaYeHWA CO3HAHWA (¢HEBpONoOrMYeckan» asza)
ABTOHOMHAR
auchyHKLUMA
Add nporpeccupoBaHve NpOrpeccUMpoBaHue ¥
eKTHBHEIe -t
KnuHudeckasn HapyLeHUA nrarto IRy ot
TAKECTE <30nHeR, * ot
CMMMTOMOB (Ha4yankHaA asa) - > > -‘.__.-ﬁ—
BO BpemMA % » <30oHed | B
-®
aTakH 3_30(_‘_1 G) aHel ‘...'Oi
OnuTensHocTe aTakm
MEHCTPYANBHbIA LIMKN NEKAPCTBA NEKAPCTBA
FONOAAHWE/AWETA MMNOHYTPUTUEBHBIA TMMNOHYTPUTUBHBIA CTATYC
NEKAPCTBA CTATYC BTOPWYHBLIE HHOEKLIMK
ANKOronb
WHOEKLWK

Pucynok 4. TunnyHoe TeueHue aTaku noppupuu (CTaAUPOBAHKUE) U CBA3b C MPOBOLUPYIOMIUMU

dbakTopamu
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Ocmpas ~ momopHas (MOmMOpHO-ceHcopHas)  noauxegponamus — TPOSBISETCS
TeHepaTM30BaHHONW MBIIIEYHOW CNa00CThIO  (OOBIYHO TEpHUPEPUUECKUM  TETpArmape3oM).
Bo3MOXKHO  BOBJICYEHHME  JBIXAaTEIbHOM  MYCKYJIaTypbl €  pa3sBUTUEM  JbIXaTEIbHOU
HEJ0CTaTOYHOCTU. BoBneuenue auadparmbl NPUBOAUT K €€ MapaJoKCaTbHOMY JIBHXKEHUIO,
MCTOHYEHHIO, & JIOMOJHUTEIFHOE BOBJICUEHHUE MEXPEOSPHBIX MBI YMEHbBIIAET JbIXaTeIbHBIN
00beM, JeNaeT HEBO3MOXKHBIM KalllJIeBOH pediekc, 4TO MOXET NPUBECTH K OOCTPYKIMH
TPaxeoOPOHXUATBFHOTO JAepeBa, TUIIEPKAITHUYECKON bIXaTeNbHONH HeJ0CTaTOYHOCTH. CUTyarus
yCyryossieTcss BOBJIEYEHHEM YEpENHBIX HEPBOB C pa3BUTHEM Oylb0apHOro CHHIpOMa H
HapyIIEHUS IJI0TaHUSA, YTO MOXKET OCIIOKHUTHCS aCIUPAIMOHHON THEBMOHUEH [5—7].
KimHnyeckn naHHas NOJMHEBPONATUS MAJIO OTJIMYAETCS OT OCTPOH MOTOPHOM (MOTOpHO-
CEHCOPHOI) TOJMHEBPOINIATHH TMPH APYruX 3a00JE€BaHUSX, B MEPBYIO OUEpeIb NPU CHHIPOME
['mitena-bappe. I[losTromy mnopdupuro HEOOXOAMMO HCKIIOYATh BO BCEX CIOy4dasx OCTPOHU
MOJIMHEBPOIIATUH, KPOME CIIy4YaeB C MOJIHBIM OTCYTCTBHEM O0JIEBOIO CUHIPOMA, B TOM YHCIIE 10
pa3BuTus napesos [5, 7, 12, 13].

Ocmpas  suyegparonamuss npu arake OIl moxer mnposBIATbCS adPEKTUBHBIMH,
MOBEICHYECKUMHU PacCTPOMCTBAMHU, yTHETEHUEM/IoMpaueHneM co3Hanus (B 19-56% cinyuaeB Bo
Bpemss arak OIl), osnunentuyeckumu npunaakamu (B 2-20% arak OII). Owuarossie
HEBPOJIOTUYECKHE CHUMIITOMBI, TaKHe€ KaK CHMITOM baOWHCKOTO, TpaH3UTOpHAas KOPKOBas
CIIeToTa, epederusapHas atakcus, nucdasusi, BeTpeuaroTcst Hedacro [5, 7, 11, 12, 14, 15].

1.6.4 ®oToaepMaTo3

domodepmamoz —  KOXHBIM  HEBOCHAIUTEIBHBIM  TIpoliecc,  0OYCIOBIICHHBIN
MOBBIIICHHOW YYBCTBUTEIHHOCTHIO KOXKH K COTHEUHOMY CBETY, BHI3BIBACTCS YIBTPAhUOIECTOBHIM
CIIEKTPOM U3JIy4YECHHsI THEBHOTO CBETAa Ha KOKHbIE MOKPOBHI (nuamnazod 400-800 um) [16].

I[Ipu  mekoropeix  dopmax OIl (BapueratHas mnopdupHusi, HaCIEICTBECHHAs
Korponopdupus), momuMo tnpeamecrseHHUKoB nopdupunos (AJIK u I1BI') B kpoBu u nepme
HAKaIUIMBAIOTCS  MOPQUPHUHBI, KOTOpbIE  ABISAIOTCS  (POTOCEHCHMOWIM3AaTOpaMH,  PE3KO
MOBBIIIAIONIMMH 9YBCTBUTEIBHOCTh KOXKH K BO3JICHCTBHIO COTHEYHOTO CBeTa. B cooTBeTCTBUU C
9TUM, Y OOJIbHBIX pa3BUBAIOTCS JIE€PMATUTHI, CXOJHBIE C TOPAKEHUSIMU KOXH Yy OOJIbHBIX
SPUTPOINIOAITHIYECKUMU TOPGUPHUIMHA M TIO3HEH KOXKHOW mopdupueit (puc. 2). XapakTtepHas
JIOKQJIM3AIMsI CHIM - Ha OTKPBITHIX YYacTKaX KOXXHU. BBICHIIaHMS Yalie BCETO TMOSBISIOTCS B
BECEHHE-JIETHEE BPEMsl, OJTHAKO B TSHKENBIX CIydasiX MOTYT OBITh B JIFOOOE BpeMsi TOa B THEBHBIC
yacsl. [lox neficTBUEM COIHEYHOTO CBETAa MOSABISAETCS 00JIe3HEHHAs TUIIEPEMUS, KPYITHbBIE TY3bIpU
C MYTHBIM COJAEPKMMBIM, B JaJbHEHIIEM MOSBISAIOTCS 3PO3UHU, YYACTKU CHHIOIIHO-OarpoBou

pyO10BOIi aTpodru, HHOT/IA — ICEBIOMIIUYM, PEAKO — TUIIEPIIUTMEHTAIMS U THIIEPTPUXO3.
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®doronepmatos Habmogaetcs BHe cBsizu ¢ arakamu OIl y 14-80% 6oabpHBIX BapreraTHOM
nopdupueil, yaiie B 10KHbIX MIUPOTaxX, U, KpallHE PeIKO - IIPU HACIEACTBEHHOMN Konpornoppupuu
[2]. Tepamusi 3akmroyaeTcsl B 3allUTE OT COJHEYHOTO W3NydeHUs (oaexnaa, (poTo3aluTHBIC
KpPEMBI).

1.6.5 Penxune cumnrombl ataku OI1

Peaxumu cumnromamu atraku OIl sSBASIOTCS OCTpPBI WHTEPCTHLMAIBHBIM HEeDpHUT U
pabmomuonus [17].
B nmartorenese nopaxeHust o4ekK MperoaaraeTcs AeiCTBre Cleayomux GakTopoB:
e IIUTOTOKCHMYECKOE M BAa30CMACTUUYECKOE BO3JICHCTBUE HA HEPPOH M30bITKA MOPGUPUHOB U
UX MPEANIECTBEHHUKOB;
e TpaH3UTOpHAs apTepuaibHas TUNEPTEH3US C BBICOKUMH IU(paMu apTepuasbHOTO
JTaBJICHUS, COIMPOBOXKAAIOIIASACA MATOJOTHYECKHM BOBJICUEHHWEM IOYEYHBIX apTepHil ¢
nocneayomuM GopMUPOBAHUEM apTePHOII0-HE(DPOCKIEPO3a;
e HEPPOTOKCUYHOCTH MPOAYKTOB TKAHEBOTO KaTaboin3Ma (MUOTIOOHH U JIp.).
Paboomuonuz - KTMHUYECKHE TPOSBICHUS BAPHUPYIOT OT OECCUMIITOMHOTO TOBBIIICHUS
aktTuBHOCTH KpeatuHpochokmHazbl (KDK), mo Tsokenoi ocTpoil moueyHOM HEA0CTaTOYHOCTH
BcneAcTBue Muornoounypun (ocodberHo mpu KDK>10 000 En/n). Tunwunaple nposBIeHUS
pabomMuonu3a BKJIIOYAIOT MHAITHH, MBIIIEYHYI0 CcIa00CTh W HW3MEHEHHE I[BEeTa MOYH.
Pabgomuonus3 moxer ObITh mpomyiieH Bo Bpems arak OIl, ecnu He uccienoBath ypoOBEHb
akTUBHOCTH cbIBOpoTOYHOU KDK, T.K. 60/ B MBIIITIaX ¥ TEMHAsi MOYa XapaKTEPHBI KaK JJIs aTak
OIl, Tak u pabgomuonnza. OCHOBHOW TpUYMHONW padmaomuonu3a y nanueHtoB OIl sBisroTcs
HAPYIICHUS SJICKTPOIUTHOTO OOMEHa.

Octpyro moppuUpHI0O HA3BIBAIOT "BETMKUM HMMHTATOpPOM'", TaK KaK KIMHHYECKUE
MPOSIBIICHUS] aTaKl MUMHUKPUPYIOT OOJIBIION CHEKTP COMATUYECKUX, B TOM YHCIIE YPreHTHBIX,
3a00IeBaHUM, TIPH 3TOM HUKAKUX JIAOOPATOPHBIX OTKJIOHCHHU HE HAOJII01aeTCHl.

1.7 OIl v netei

Ataxu OII penko nposiBiIsioTCS 710 MyOepTaTHOrO Bo3pacta. Bmecte ¢ TeM, HE06X01MMO
YUUTHIBaThH OoJiee paHHEee pa3BUTHE JIeTel B I0KHBIX IIUPOTaX, IO CPABHEHUIO C CeBEpHbIMU. B
COOTBETCTBUHU C ATHM, aTaku MOpGUPHUHU Yy JIETeH C rora MOTYT HaOIoIaThes B Oosee paHHEM
Bo3pacte. 3a nepuoa ¢ 1907 mo 2019 rox B tutepaType onrcano Bcero 52 pedenka ¢ arakamu OI1.
Camomy mumagmemy Obuto 8 siet [18]. BodbIIMHCTBO NMeAMAaTPUYECKHX MAIUEHTOB CTPaIalio
SIUJICTICHEH, HE CBsA3aHHOW C mopdupueld, W aTakd OBbUIM CIPOBOIMPOBAHBI MPHUEMOM
MPOTUBOAUIIENTHUECKUX CPEJICTB, OAPOUTYPATOB UM WX NPOU3BOIHBIX. Y JeTeil 00s3aTerabHO

BBISIBIISTIOCH moBbIieHHe ypoBHsA I[IBIT B mMode Bo Bpewmsi araku OII, omHako nudpsl 3TOTO
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MOBBIIICHUSI MOTJIM OBITh HIM)KE, YEM Yy B3pOCIBIX MAlUEHTOB. [IpMHIMNHAIBHBIX OTIMYHI B
KJIMHU4YecKor kapTuHe atak OIl u TakTUKe BeleHUs NeAUaTPUIECKUX U B3POCIIbIX MMAlIUEHTOB HET.

ComepiieHHO  JPYryl0 KapTHHY 3a00lieBaHUS HMMEIOT HOCUTEIH  KOMITayH]I-
TE€TEPO3UTOTHBIX MM TOMO3UTOTHBIX MyTanuii TeHoB HMBS nnu PPOX (romo3urotHas ¢popma
OIT wm BII). Omucano okoso 10 Takux ciaydaeB: JAETH, y KOTOPBIX 3a00JIeBaHHME HAYWHACTCS
BCKOPE MOCJIE POKACHUSA, KIMHUYECKH U 110 JaHHBIM MPT roJioBbl, HAIIOMUHAET XPOHUYECKYIO
Jeiko3HIIe()aTonaTrio ¢ MPOTrPECCUPYIOIUMH HAPYIIEHUSIMU WHTEIUIEKTYAIbHOTO U MOTOPHOTO
pa3BUTHSA, ANWICNTUYECKUMHU NpHUNaaKaMu. J[MarHo3 MOKHO 3amoJ03pUTh MO KPACHOBATOMY
OKpaIllMBaHUIO MOATY3HUKOB M3-32 MOYM C KpailHe BBICOKUM conepskanueM [IBI, crangapTHbie

metoabl nedenus OIl y naHHbIX nanueHToB He 3()(HEKTUBHBL

2. /ImarnocTuka 3a00/1eBaHUS WM COCTOSTHUSA (TPYNIbI 32001€BAHNH WU
COCTOSIHMII), METUIIUHCKHE MOKA3aHUSA ¥ MPOTUBONOKA3aHUS K NIPUMEHEHNIO

METOA0B ITUATrHOCTUKH
Kpumepuu ycmanoenenusa ouaznosa.
Jluazcnos ocmpoti nopgupuu 0cHosvleaemcs Ha COBOKYNHOCMU KIUHUYECKUX CUMNIMOMO8
U OUOXUMUYECKUX OAHHBIX, 3aAPecUCMPUPOBAHHBIX 80 @peMsi amaku 3abonesanus. B
beccumnmomuou ¢paze 3abonesanuss OUACHO3 MOdcem OblMb YCMAHOBNEH HA OCHOBAHUU
pe3yibmamos ucciedosanusi JJHK u, 6 Hekomopwix ciyuasx, buoxumuyecko2o ananuza (puc.5) [4,
8,9, 19, 20].

2.1 Ka100b1I M aHAMHE3

B 0ebrome 3abonesanus scanodvl mocym HOCUMb camblil pA3HOOOPA3HbLI XapaKmep, HO
yauge 6ceco OONbHBIE JHCANYIOMCA HA CUTbHblE 00NU 8 JHCUBome, U3MEHeHUue OKPACKU MOYlU,
pazeumue 3anopa. Hapywenue cna na ¢pone becnpuyunHol mpesocu Moxcem npeouecmeosams
oonsim 8 JHcusome, 0COOEHHO Y NAYUEHMOB C YUKIUYeCKUMU amarkamu. B npodsunymoii cmaouu
amaxu (2-3 Hedenu om NOAGLEHUS NEPEbIX CUMNMOMOB) NAYUEHMbL IHCATVIOMCSA HA DPE3KVIO
cn1abocmv 8 KOHEYHOCHAX, NOMEPI0 CNOCOOHOCMU K AKIMUBHBIM O8UNCEHUAM U3-30 HAPACMAIOWUX
napesoe MLy, usmMeHenue memopa 2onoca u oaxce agonuto [4, 6, 8,9, 11-14, 20].

Hauany 3abonesanus npedwecmayem go3zoeticmaue nophupuHoceHHbIX (hakmopos: npuem
AnK02071, NOXYOaHUe, CMpeccol, PeCnuUpamopuvle U KUuieyHbvle UHQeKyuoHHvle 3a001e6anusl,
NPUEM IeKAPCMBEHHBIX NPENApamos ¢ 8blCOKOU NOPPHUPUHOLEHHOU AKMUBHOCMbIO. AmaKu yacmo
PAa3euearomcs 8 NpeoOMeHCmpPYalbHOM nepuode, 4 maxdxice HA (QoHe HAPYUIEHHO20
MeHCmpyanbhoeo yukia. Ilpu axmuerom paccnpoce, MOJNCHO 6blsi8UmMb noxodicue (Ho Oofee
JleeKue) amaxku 8 npouiom  (nepuoouveckue 0OOIU 8  JHCUBOME),  pecpeccuposasuiue

camocmoAameilbHo.
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Pexomennyercst ipu cbope aHamHe3a U kajo0 y BceX MAIMEHTOB C MOAO3PEHUEM Ha
ocTpyto mopdupuro oO0paTUTh BHUMAaHHWE Ha HAJIWYHWE W BBIPAXEHHOCTh Hambosee
paclpoCTpaHEHHbIX  TpOsBICHUI  3a00JeBaHMS C LEJIBIO JMAarHOCTHKH,
i epeHIManbHON TMarHOCTUKY U ONpeieTIeHUs TSDKEeCTH ataku [4, 8, 9, 20]:
O XapakTep U UHTEHCUBHOCTbH OoJieit
O HaJIM4ue U XapakTep CTyJja, TOIIHOTHI, pBOTHI, CepAlleOneHni, HapyIeHu i
MOYEHCITYCKaHHS
O IIBET MOYHU
O CpOKH TOSIBICHUS MBILIIEYHON ClIa00CTH OT Hayayia MEepBBIX CUMITOMOB
aTakd, XapakTep €€ pa3BUTHUs (TETpa- WIH Mmaparnapes)
O TPYIHOCTH NPH ITIOTAHUU
O OIICHHTH SMOIMOHAIBHBIN ()OH, BEISICHUTH XapaKTep CHA, MUTAHUS
O OOpaTUTh BHHUMAaHHE Ha BO3MOXXHOE HalU4uMe OpeOBBIX MBICICH U HICH
(HETOTUYHOCTH ¥ HECBSI3HOCTD BBICKA3bIBAHUM ), TAJTIOLMHALIUI
O AOU30/bl YTPAThl CO3HAHUS U T€HEPAIU30BAHHBIX CYIOPOT
O TpU HAIMYMM TOBBIIICHHOW TeMIepaTypbl — €€ 3Ha4yeHue, JaBHOCTb
MIOSIBJICHUS
YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)
Pexomennyercs npu cOope aHaMHe3a y BCEX MALMEHTOB C IOJO3PEHHEM Ha OCTPYIO
noppupuio oOpaTUTh BHUMAaHUE HAa AaHAMHECTHUYECKHE JaHHBIC, CBUICTEILCTBYIOIINE O
HAJINYUU TTOPPUPHUHOTEHHBIX (PaKTOPOB, MPEALIECTBOBABIIUX aTake NOPPHUPHUH, C IIEIBIO
JIUArHOCTUKU U AU(QepeHnaibHON TUarHOCTUKN 3a00J€BaHus, a TakKe HCKIIOUECHUS
naHHBIX (pakTopoB B Oyaymiem [4,8,9,20]:
O YCTaHOBUTH PA3HOBUIHOCTb MOPGUPUHOTEHHOTO (aKkTopa, JIUTEIHHOCTh
€ro BO3JCHCTBHUS W CpPOKH, MPOIICAIINE C MOMEHTa €ro OKOHYaHHS,
YTOYHUTH TMHEKOJIOTMYECKH aHaMHe3 (Bo3pacT menarche, peryispHOCTb
MEHCTPYaJIbHOTO IUKJIA, OEPEeMEHHOCTH M POJbI, MPUEM TOPMOHAIBHBIX
KOHTPALIETITUBOB); ~ MEPEHOCUMOCTb  JIEKAPCTBEHHBIX  IpENaparos,
QJIKOTOJIS, XapaKTep MUTaHUs, KOJICOAHHS MACChI TEJa;
O BBIACHUTb, HET JI CPEH POJCTBEHHUKOB IPYTUX YWICHOB CEMbH, UMEIOIUX
MOXO0KYI0 CHMIITOMATHKY, B TOM YHCJIE HEBPOJIOTHUYECKYIO.
YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)
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2.2 dusukajabHoe 00cae10BaHue

B oebiome 3abonesanusi 00bIUHO APKO GbIPANHCEHbI MAXUKAPOUS, IMOYUOHANbHAS
JaOUTLHOCMb, YBEUYEHHDI 8 pA3Mepax JHCUBOM 3a CUEém G30VMbIX nemeib KUWEYHUKA, Npu
AyCKyIbmayuy - Omcymcmeue nepucmaibmuyeckux uwymos. Hecmomps na unmencusnvle 601u 6
Jrcusome, Npu  NATLRAYUU Hem CUMAIMOMOS8 pazopadceHusi Opowunvl. B npodsunymoil,
Hesponocudeckol gaze amaxu OII, 803MO*CHO pazgumue 08YX OCHOBHLIX CUHOPOMOS8: OCMPOU
MOMOPHOU (MOMOPHO-CEHCOPHOLL) NONUHEBPONAMUU U OCMPOU IHYeDATONaAmUU.

Ocmpas  momopuas —(MOMOPHO-CeHCOpHas) noaunesponamus. Ilpu  gusuxaibHom
ocmompe  8blISIBNAIOM  OUDDY3HYI0, OMHOCUMENLHO CUMMEMPUUHYIO, MbIUEYHYIO Clabocmy ¢
soseuenuem bonee 00HOU KOHEYHOCMU C HUSKUM MbIUEUHbIM MOHYCOM U HUSKUMU 21yO0KUMU
pegrexcamu (8 nonosume cayuaes, Kpome axuiliosa), MUHUMANbHLIMU YYECMEUMENbHbIMU
HAPYUWIEHUAMU, YACMO C BOBJIeYEHUEeM YEPEenHbIX HepBo8 (21a3008UcAMEeNbHbIX, TUYE8020 U
oymoapnvix).  Ilpu  npoepeccuposanuu  Modxdcem — NPUCOCOUHAMbCS  OblXAMENbHAs
HedocmamoyrHocms. OmauyumenbHol 0CoOEHHOCMbIO NOPHUPUUHOU NOTUHEUPONAMUU AGTAEMC S
npeuMyujecmeenHoe 80seyeHue NPOKCUMALbHBIX ePYIN MblidYy (00 NOJIOBUHBL CIIYyUAes), MaKice
HepeOoKutl 0eO1om MblleUHOU CI1AO0CmU ¢ 8ePXHUX KOHeuHOoCcmell. B nodasnsowem uucie ciyuaes
MOMOPHLIM  NPOSAGILEHUAM CONYMCMBEYem Heuponamuieckuii 00neol CUHOpPOM, Oadce 6
OMCymcmeuu, Ui npu MUHUMAIbHBIX NPUSHAKAX CEHCOPHBIX HAPYULEHUL 8 KOHEUHOCMISX.

Ocmpas  suyegpanonamus. Ilpu  @uzuxarbHom ocmompe  8biAGHAIOM — KOMNHIEKC
HeBPONOCUYECKUX U NCUXUYECKUX HAPYWEHUN. CUMNMOMbL YeHeMeHUs. CO3HAHUS, HapyueHue
nogedeHUs:, INUIenmuyecKue NPUnaok, CUMImMombsl 04azo6o2o nopaxcenus [[HC: napyuenus
3peHus, KoopouHayuu, cumnmom baburnckozo.

e Pexomenayercs npu GU3NKAITBHOM UCCIIEOBAHUN Y BCEX MALMEHTOB C MOAO3PEHUEM Ha
aTaKy OCTpoil mopdupHuu OLEHUTH clenyroume (pakTopbl: HAJTMYUE U XapakTep Oosieil B
KHUBOTE (MIPEKIE BCETO HEOOXOIUMO HCKIIOYUTh HAIMYUE CHUMIITOMOB pPa3ApakKCHUS
OpIOIIMHBI, MBIIIEYHOTO AedaHca, T.K. UX Hamuuue He xapakrepHo s ataku OIl);
BUTAJIbHBIC (DYHKIMH: IMyJIbC, apTepPHAIbHOE JaBICHHE; MCUXUYCCKUN CTAaTyC: SCHOCTh
CO3HaHMs, aJC€KBATHOCTh TMOBEJCHHSI; HEBPOJOTUYECKHUI CTATyC, BKIIIOYAs MBIIICUHYIO
cuiy (YTOUHUTH IIyOMHY M pacupOCTpaHEHHE Mape3oB), TEMOp rojoca, apTUKYISLUIO,
NONEPXUBAHKUS TP TJIOTAaHUHM, pabOTy MHUMHYECKHX MBI JTO  TIO3BOJHT
muddepennmmponats Ol oT Apyrux 3ad6oseBannii 1 orIeHUTH TsoKecTh ataku OI1 [4,8,9,20].
YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

2.3 JIaGopaTopHbIe AMATHOCTHYECKHE UCCIEeI0BAHUS
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Jlabopamopnas ouaenocmuxa OII ocnosvieaemces na onpedenenuu 8 moue uzovimka I[1BI°

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

PexomenayeTcsi BCceM TMalMEeHTaM C TMOJO3PEHHEM HA aTaKky OCTpod mopupuu
6e30TIaraTeIbHO MPOBOAMTH MCCIIEAOBAaHUE YPOBHS MOPPHUPUHOB U UX MPOU3BOAHBIX B
MOYE, YTO IMO3BOJISICT TOJATBEPAUTh WM OTBEPTHYTHh IUArHO3 OCTPOd moppupuu (CM.
npunoxenue b2) [22-24]:

O CTaHAapToM OMOXHMHUYECKOH JUArHOCTUKH OII gBisieTcst KOTUYECTBEHHOE

m3mepenne  nopdoomnmuuorena  (I1BI) U ypOBHA  JIeJbTa-
amMuHoOJIeBYJIeHOBOM KucioThl (AJIK) B Moue MeTo/10M MOHHO-OOMEHHOMN
xpomarorpaduu (A09.28.008 — uccinenoBanne ypoBHs MOPpHUPHHOB U KX
POU3BOAHBIX B Moue). O0b1uHO copeprkanue I1BI° B 10-50 pa3 npeBbimarot
BEPXHIOIO TPaHUIy pedepeHCHBIX 3HAUYEHUH, HE OCTaBJIsisi COMHEHUH B
nuarnose. ITpu HopmaneHbix nokazatenax 1Bl u AJIK moun nuarnos OI1
MOJKET OBITh UCKITIOYEH.

MpY OTCYTCTBUM BO3MOXKHOCTH KosimuecTBeHHOTo uamepenust [1bI" u AJIK,
JONyCTUMO IIPOBEJEHNE KAaUYECTBEHHOTO aHaiu3a cBexxkerd Mouun Ha IIBI ¢
peaktuBoM Opiuxa (A09.28.008 — uccrenoBanue ypoBHs NOpUPHUHOB U
UX TPOU3BOAHBIX B Moue). JIaHHBIN TeCT UyBCTBUTENECH MPH MOBBIIICHUU
ypoBHs IIBI" B 5 m Oonee pa3, 4TO COOTBETCTBYET OMOXMMHYECKUM
kputrepusim ataku OIl. Ecnu He oOpasyercss po30oBoe WM KpacHOE
OKpAaIllMBaHUE PACTBOpa MOYH, Mpoda cUMTaeTcs OTpuuarenabHoi. Ecim
oOpa3yeTrcsl OKpalIMBaHUE PO30BOTO MM KPACHOTO LIBETA, TO B MPOOUPKY
cienyer J100aBUTH pPAcTBOp alerara HaTpUsl W OKCTpareHra Juis
oOpa3oBaHus IBYX ciioeB pactBopa. Peakmuio Ha I[IBI" cnemyer cumrarth
II0JIOKUTEIIbHON, €CIIM U3MEHEHUE OKPAaCKH COXPAaHSAETCS B BOJHOM CIIOE
Mocjie AKCTPAKIUU. BO3MOXHBI Kak JI0)KHOMOJOKUTENbHBIE, TaK U
JI0’)KHOOTPHIIATEIbHBIE PE3YIbTAThl KAYECTBEHHOI'O TECTA.

yOequTeIbHOCTH  pekoMeHaaumii B (ypoBeHb  10CTOBepHOCTH

A0KA3aTeJbCTB — 2)

KoMmMmeHTapuu: oopasyvt mouu 01 ucciedo8anus OOAHCHbL OblMb COOPAHbBL HA BbICOME

CUMNMOMO8 6 NOCYOy, 3AWUWEHHYI0 Om COIHeuHo20 ceema (Oymaea, Goavea), unaue

pe3yivmamol

mecma mo2cym Obimb JIO2HCHOOMPUYAMENIbHBIMU. Hpu HEeB03MOIHCHOCIMU

UCCne008amy Mouy HeMeONeHHO 80 8peMs AMAaKu, MO4d OOJIHCHA ObIMb cObpana 6 1aO0paAmMopHyI0

nocyoy, 3awuuennylo om nonadanus ceema (gorvea, bymaea) u samopodcena (-18°C) oo
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omnpasku 6 Jnabopamoputo. Llenecoobpazno 3amopo3umev HeCKonbKO 0bpazyose mouu. Y
bonvuuHCMea nayueHmos ommedaemcs nogviuenue konyenmpayuu 161" 6 moue u 6o epems
pemuccuu. Oonaxko npu cpasHenuu ypoeusa dxkckpeyuu IIBI ¢ mouou 6o 8pems pemuccuu u 8
nepuoo amaxu y 6cex NAYUEHMO8 OMMeYdemcs, KaK MUHUMYM, 2-4-KpamHoe noevluieHue
cooepacanusi IIBI" 6o epems amaxu. Hyscno umems 6 6udy, umo IIBI" 6bicmpo paszpyuiaemcs noo
go30elicmeuem CONHEYHO20 ceema, 6 mom epems, kaxk AJIK 6onee cmabunen, nosmomy
JrcenamenvHo uccredosams oba memaboruma. Bo epemsa amaxu npu OIIIl, eapuecamuot
nopupuu u Hac1eoCmeeHHoU KONponophupuu makice NOBblUEeHbl KOHYESHMPAyuu ooujux
nopgupunos 6 moue. Juggepenyuanvnan ouacnocmuxa eviuieykazanuolx mpex gopm OII
OCHOBbIBACNCS HA OUOXUMUYECKOM CheKmpe HapYuleHUull nophupuno8020 ooMmeHa.

THosviuenue sxckpeyuu AJIK, IIFI" u nopgupuros 6 moue modxcem Oblimb BblsAGIEHO He
MOJILKO Y NAYUEHMO8 C OCMPLIMU NOPPUPUAMU, HO U Y NAYUEHMOE C PA3TUYHbIMU 3a001e8aAHUAMU
neyeHu ulu npu ompagieHuu msasxcenvimu memannamu. Kiunuueckue nposieneHuss yKa3auHvlx
COCMOANHULL MO2YM HANOMUHAMb Ocmpbie nopgupuu, oonaxo, codepxcanue IIBI 6 moue
npesgvluiaem Hopmy He oonee, yem 6 2-3 paza [7]. Ilpu 3nayumenvrnom nogviuenuu yposHs AJIK &
Moye HeobX00UMO UCKTIIOUUMb CEUHY080E OMpAagleHue.

Ilockonvky y oonvuuncmea nayuenmos OlI, nepenecuiux msoicenyro amaxy, yposuu IR
u AJIK ocmaromces nogvluteHnbiMu 0oieue 200bl, HO 00bIYHO 2-3 KPAMHO NOSLIUAIOMCA 80 8DEMs
HOBMOPHBIX AMAK, Yeeco000pA3HO YCMAHO8UMb UHOUBUOYAlbHble pegheperchblie 3Hauenus [IB] u
AJIK 60 epems pemuccuu TYTEM MOHUMOPUPOBAHUS IMUX NOKA3ameneu 80 8pems amaku u
pemuccuu. Ilpu 1neskux nOBMOPHLIX amakax ¢ MUNUYHOU KIUHUYECKOU KAPMUHOU U
omcymcmeuem no003peHuli Ha albmepHamusHulil ouazho3s, uccredosanue 161" u AJIK mouu ne

mpebyemcs, u OUacHo3 yCmanasiusaemcs Kiunudecku [4]

e PexoMenayercs BceM NalMEHTaM C MOJO3PEHHEM Ha OCTPYIO MOPPHUPHUIO U UX OIU3KUM
POJCTBEHHUKAM ITPOBEACHUE MOJIEKYJISIPHO-TEHETUUECKOTO aHAIN3a HAa HATMYUE MyTalui
reHoB OwuocuHTe3a rema (HMBS, CPO, PPOX) (koMmIuieKC WCCIeIOBaHUN IS
JMAarHOCTUKH OCTPOW IMEYEHOUHOW mopdupuu) ¢ uenbio Bepuduxanum nuarnoza OI1
[19,25].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 4)

KommenTapum: uccrnedosanue nociedo8amenbHOCMU 2eH08, KOOUPYIOWUX ¢hepMmermubl
buocunmesa 2ema, CIyHCUm HAOeHCHbIM cnocoboom eepughuxayuu ouaznosa OII kax y nayuenmos

C KIUHUYEeCKUMU NPOsAGIeHUAMU 3a0071e6anus, mak u y ux poocmeennuxog [24]. Oouaxo, k
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Hacmoswemy 8pemeHu ONUcCano ocpomtoe uducio mymayui 6 ecenax HMBS, CPO, PPOX. B
COOMBEMCcmMeUU ¢ dMUM, MOJEKVIAPHO-2EHEMUYECKOe UCCIe008aHUe OOJHCHO NPOBOOUMbBCSL
MOJILKO 8 8bICOKOCNEYUATUZUPOBAHHBIX TabOpamopusx ¢edepanrvhvix yenmpos [3,4, 8,9, 24,26].
Ilpu eviasneHuu namozewHvlx Mymayuii y 0OecCUMNIMOMHBIX POOCMBEHHUKO8 Heo0X00UMO
cob00enue npophurarmuyeckux Meponpusmuil, ONUCAHHBIX 8 pazoeie 5 OAHHbIX peKoMeHOayull
[3]. Ecmu wnocumenvcmeo OII eviseneno 6 Oemckom 8o3pacme, MO NPU AOEK8AMHOL
npogunakmuke, epoamuocms amax 6 0yoywem cHudxcaemcs 0o 1-5%. Ilpenamanvhas
ouaenocmuxa OIl ne nposooumcsi.

e PexoMeHayeTcsl BCEM MAllMEHTaM C yCTaHOBJICHHBIM Auarno3om ataku OIl uccnenoBanue
PYTHUHHBIX Ja0OpaTOPHBIX MOKa3aTeseil C LeNIbl0 OIEHKH (QYHKIIMOHAIBHOTO COCTOSHUS
BHYTPEHHUX OPTaHOB (IMEYEHU U MOYEK), SJIEKTPOIUTHOTO COCTaBa KPOBHU, YIIIEBOTHOTO
oOMeHa, CHIBOPOTOYHBIX IIOKa3aTeneil Meraboim3Ma jKele3a, CHCTEMBbl T'eMOCTa3a.
O0s13aTeIbHBIMU UCCIICAOBAaHUSAMU SIBJISIOTCS [9, 17]:

o OOmui (KTMHUYECKU ) aHaIMn3 KpOBU Pa3BEPHYTHIH c
mudPepeHIIMPOBaHHBIM ~ TIOACYETOM  JICHKOUUTOB  (JIEHKOIMTapHAas
bopmyrma);

O 0Ouwmil (KIMHUYECKUI) aHaTN3 MOYH;

© aHalM3 KPOBM OMOXMMHUYECKUN OOIIeTepaneBTHUECKUil (MCClieIoBaHNe
YpOBHSI KpeaTMHHHAa B KPOBH, HCCIIEJJOBAHME YpPOBHS HATpUs B KPOBH,
MCCJICIOBAaHKE YPOBHS KaJlusl B KPOBH, HCCIIEOBAHNE YPOBHS XJIOPHUIOB B
KpPOBH, HCCIIEIOBAHUE YPOBHSI MOYCBHHBI B KPOBH);

O KoaryjiorpamMma (OpUEHTHPOBOYHOE MCCIIEOBAHUE CHCTEMBbI T'€MOCTa3a)
(aKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIUIACTUHOBOE BpPEMs, OIpeneeHHe
MPOTPOMOMHOBOTO (TPOMOOILIIACTUHOBOTO) BPEMEHH B KPOBU WU B
a3Me, UCCIeNoBaHue ypoBHS (UOpPHHOTEHa B KPOBHU, HCCICIOBAHUE
arperaruu TpoMOOITUTOB);

O OHMOXMMHYECKOE HCCIeOBaHWE MOYM (HCCIeOBaHUE YpOBHS HATpUs B
Moue)

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

Kommenrtapuu: a) npu ocmpoii nopgupuu xapaxkmepHo uzmeHneHue ygeema mouu (om
P0306020 00 KUPNUYHO20 UIU OYPO20) 8 OMCYMCMEUU IPUMPOYUmMypuu, 0) 6 OUOXUMUUECKOM
aumanuze Heobxo0UMo 0b6pamumes 6HUMAaHUe Ha KOHYEHMPAYuro Hampusl 8 CblBOPOMKe Kposu U 6

moue. Funouampue/wuﬂ ecreocmeue cum)poxwa HeaoeKksamHuolul cekpeyuu edasonpeccuna —
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namozrHomonuunslti cumnmom OIL. [lpu smom HeobX00umMo UCKIOYUmMsb Opyeue NPUHUHbL

eUnoHampuemuu (Ha0NO4e4HUK08as HeOOCMAMOYHOCMb, UHGYIUOHHASL Mepanus u op.).

<

Pexomennyetcst B3pocibiM nanuenTam ¢ OIl npu pa3BuTuM 0CTpOil NOJUHEBPONIATHH WIIH
sHIe]aIoONaTHM ¥ HAJIUYUUM COMHEHUH B MX CBA3M C aTakod OCTpoi mopdupuu —
HCCIEAOBAHUE  CIMHHOMO3IOBOM  KMJKOCTH, BKJIIOYAIOIIEE: MHUKPOCKONUYECKOE
UCCIIEIOBaHNE CIIMHHOMO3TOBOM JKMIKOCTH (TMOACYET KJIETOK B CUETHOM Kamepe
(ompeneneHne I1MTO3a) H KIETOYHOTO COCTaBa), OMOXUMHUYECKOE WCCIEAOBaHUE
(uccnenoBanue ypoBHS Oelika, TJIOKO3bl, JIAKTaTa B CIMHHOMO3TOBOH JKHIKOCTH),
JanpHeliee o0cae10BaHUE C LENbIO BBISBICHUS 3THOJIOTUN BBISIBICHHON CUMITOMATUKH
(otmuyHoit oT OII) mpoBOAWTCS B 3aBUCHMOCTH OT KJIMHUKO-JIa0OpPaTOpPHOTO
CUMIITOMOKOMILJIEKCA M  MOXET BKIIO4aTh B  cebs  OakTepuosoruyeckue,
BUPYCOJIOTMUECKUE U APYTUE TECTHI (110 MOKa3aHusaM) [27,28].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapuu: npu amaxe ocmpou nopgupuu cocmas cnuHHOMO32080U HCUOKOCHU

ocmaemcst HOpmalbHbIM.

Pexomennyetesi B3pocibiM mamuentam ¢ OIl mpu momo3penun Ha padmomuonus (y
M000T0 MalMeHTa ¢ MHUAITHIMH) ONpeleieHne akTUBHOCTH KpearuHknHasbl (KDK) B
KPOBHU U HUCCJIEAOBAaHUE YPOBHS MUOTJIOOMHA B KPOBH JJIsI HCKJIFOUEHUsT Muoniatuu [17].
YpoBenb yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

2.4 UHCTPpYMEHTAJbHBIE JIUATHOCTHYECKHE MCCIeI0BAHMS

Ilpu ouaenocmuxe OIl Heobx00umo umemsv uHGOPMAYUIO O HATUYUU OCLONHCHEHULL

OCHOBHOZ2O 36160]266617—!1/!}2, xapakmepusyrouwux 0aBHOCMb €20 MmeyeHUs U cmenetd npoecpeccuu, a

Makoice HaIuyuy KOHKypupyoweu unu conymemsyrtoweti namosnoauu [4,8,9,19,20].

Pexomenayercss B3pocibiM manueHTam c¢ atakod OIl mpoBeneHue AOMOTHUTENBHBIX

MCCIEA0BAHUM JIsl UCKIIFOUEHUSI COMYTCTBYIOIIEH MAaTOJIOTHH, IO oKa3zanusm [8,9,17,20]:

O VYIpTpa3ByKOBOE  HCCIEIOBaHME  OpPraHOB  OpPIOMIHOW  TOJOCTH

(KOMIUZIEKCHOE) W KOMIIBIOTEpHasi Tomorpadus OpraHOB OpIOUTHOM

MOJIOCTH, 3a0PIOMIMHHOTO MPOCTPAHCTBA M MAaJIOTO Ta3a I UCKIIOYCHHS

MPOLIECCOB BOCIAJIUTENHHON MPUPOABI U APYTOM ITHOJIOTHH, KaK TPUUHHBI
aboMuHANBHBIX OoJeit [29, 30];

YpoBenb yoOeaurteJbHOCTH pexkoMeHgauuid C  (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4)
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o Perucrpamus s31eKTpOKapAMOrpaMMBbl Ui OLEHKH (DYHKIIHOHAJIBLHOTO
cocrosinus cepaua [29, 31];
YpoBenb yOenurTeqbHOCTH pexkoMeHaanuii B (ypoBeHb [10CcTOBepHOCTH
JI0Ka3aTeJILCTB — 3)
o KomnerotepHas Tomorpadus win npunenbHas peHTreHorpadus opraHoB
TPYAHOM KIETKHU JUIsl HCKIIOUEHUSI MaTOJIOTUH JIeTKUX [32];
o MPT (MarHuTHO-pe30HaHCHass ToMmorpadus) TOJOBHOIO MO3ra IpH
CUMITOMax »HHIedalonaTui C UENbI0 BHU3YyalIH3alUd CHMMETPUYHOTO
OYaroBOT0 TMOPa)KEHUSI TOJIOBHOTO MoO3ra (CHHAPOM 3aJHed 00paTuMOoii
sHIehATONATHH, a TaKXKE C IENbI0 HCKIIOYECHUS TpomM003a BEHO3HBIX
cuHycos) [4, 28].
YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4)

2.5 MHble JHATHOCTHYECKHE HCCJICI0BAHNS

e Pexomenayercs nanuenraM ¢ arakoil OIl npoBeaeHNe TOMOIHUTENBHBIX KOHCYIbTAUI
Bpavel-CIEeIAIIMCTOB 10 TMOKAa3aHUSM IS MCKIIOYEHHS COIMYTCTBYIOMIEH MAaTONIOTHH
[1,6-9,17,19,201]:

o Ilpuem (ocMOTp, KOHCYJIBTAIMs) Bpaua-aKyliepa-ruHeKoIora nepBUYHbIN
MpHY MOJO3PEHUH HA MEHCTpYyalbHO-accouuupoBanHoe Teuenue OlIT;

o Ilpuem (ocMOTp, KOHCynbTaIusi) Bpada-Hepoliora MEPBUYHBIN IMPHU
HATMYUU KIMHUYECKUX WU JT1a00paTOPHBIX MPU3HAKOB Pa3BUTHUSI OCTPOM
MMOYCYHOM HEJOCTaTOYHOCTH,

o Ilpuem (ocMOTp, KOHCYJIbTAlMs) Bpaya-HEBPOJIOTA TEPBUYHBIA MPHU
pPa3BUTUM HEBPOJOTUYECKOW CHUMIITOMATUKH (MBIIIEYHAs CJIa0oOCTh,
SMUMNPHUIIATIKY, HAPYIIEHUE CO3HAHUSI WU TIOBEICHUS )

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

KommenTapum: no pesyrsmamam ocmompa 6paua-me8ponoca HeodXooumo peuieHue
sonpoca o nHeobxooumocmu nposedenuss MPT 2onosnozo moszea, 31" (011 oughghepenyuanvroii
OUACHOCMUKU CYOOPONCHO2O cuHopoma) u cmumyaayuonHotu IMI (Ons oyenxku xapaxmepa
nospesicoenus nepugepuieckux Hep8os - AKCOHANbHLIU WU AKCOHAbHO-0eMUCTUHUSUPVIOUULL).

Ocmpas noueunas HedoCMamouyHocms - peokoe (3%), HO cepbesHoe 0CLo0HCHEeHUe amaKy

OIl, moxcem pazeusamuvcs dadice Ha hoHe pezcpecca Opyaux cumnmomos amaxu [6, 20].
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Ilpu nooospenuu na amaxy OII, 00 mMomenma ucKmOYeHUss OUACHO3A, 8pay O0.JIHCEH
6030epiHcamvpCsl Om HA3HAYEHUs NeKAPCMBEHHbIX CPeOCm8 U BbINOJHEeHUs OUACHOCMUYECKUX
MAuunyIayutl (8 mom uucie onepayuil), cnocoOHvIX nospedums nayuenmy. B Oonvuwuncmee
cryuaes HesaCHO020 ADOOMUHAILHO20 CUHOPOMA OUACHO3 nopdupuu He 6yoem noOMmeepHcOeH, HO

nabopamopHule mecmul 013 uckuouerus Ol dondicubl 6bimsb nposedenvt (1,7, 17].

3. JleyeHue, BKJIKOYAS MeIUKAMEHTO3HYI0 U HEMeIUKAMEHTO3HYI0 Tepanum,
AUETOTEpPaNuIo, 00e3001uBaHNe, MeIMINHCKHAE OKA3AHUA U

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METO/10B JICHCHHUSA
Lenvio mepanuu aensemcs npepuvieanue npocpeccuu amaxu Ol Tlokazanuamu x nHauany
Jleyenus, HanpasnenHozo Ha nooasenenue cummeza AJIK u IIBI, cuyscam cumnmombl,
xapaxkmepHule ona amaxu Oll, u nogviuenue noxkazamenei nop@upunoo2o oomeHa.

3.1 Jleuenue reMuHOM

Temun 6vi1 npeonoscen onsn nevenuss amax OII ¢ 1978 2. [33]. Dx3o0cenuwiii ecemun
cHudrcaem akmugnocms AJIK cunmemasvl 6 neuenu no MexaHusmy ompuyamenbHol 00pamHou
ceasu. BrympueenHoe 66edeHue 2eMuHa Npusooum K OUOXUMUYECKOU peMuccuu, m.e. K
crudicenuro sxckpeyuu AJIK u ITBI, umo docmamouno ona npekpawenus amaxu OIl, npu ycrosuu
UCKTIOUeHUsT 8cexX NPosoyupyowux gpakmopos [22].

I'emun nonyuarom nymem @vlOeleHUsi U OYUWEHUS KOHYEHMPAma 4eno8eyecKux
SPUMPOYUNOB.

e PexomeHayercsi BCceM MalMeHTaM C YCTAaHOBJIEHHbIM auarHo3oM ataku OIl cpounoe
MPOBEACHUE Kypca Tepamuu TeMHHOM B/B 3 Mr/kr 1 pa3 B cyTku B TeueHue 4 mHEH
(MakcuManbHas cyTouHas jo3a - 250 mr) [4, 6, 8,9, 19, 22, 34, 35].

YpoBenb  yOeautelbHOCTHM  pekoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

KoMmMmeHTapuu: neped u nocine e2o 68edenusi cucmema OONNHCHA OblmMb NPOMbIMA
Qusuonocuneckum pacmeopom (Hampusi xaopuod**) ona crudicenus pucka mpombogpreouma.
Pannee nauano mepanuu cemumnom nozeonsem kynuposamsv amaxy OIl u npedynpeoums
pazeumue 0Cl0JXdCHeHUll. Beedenue eemuna nayuenmy co cmabuIusupo8asHol amaxoil 8 ¢gase
HAAMO UIU CHOHMAHHO20 pecpecca HeyenecoodpasHo.

3.2 Jleuenue 00JLIIMMM J103aMHU VIJIEBOIOB

Jleuenue amax Ol ¢ nomowbio 8bICOKO Y21e800HOU OUembl U BHYMPUBEHHO20 8COCHUS.
dexcmposvl** Ovino npednodiceno 8 1964 200y [36]. Jexcmpoza™** chuocaem axmusHocmo

¢axmopa (PGC-1a), komopuiii Hanpsamyio undyyupyem mparckpunyuio AJIK-cunmemaswt [37].
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e Pexomenayercsl manyeHTaM C JIETKUMU aTakaMW OCTpOW Moppupuu (HEMHTECHCUBHBIN
00JIeBOI CUHAPOM, OTCYTCTBHE HEBPOJOTUYECKUX MPOSBICHUN M DIEKTPOIUTHBIX
HapyIICHNU) WK NPU HEBO3MOXHOCTHU MPOBEACHUS TEPANUU TeMUHOM — BBeneHue 10%
pacTBopa JEKCTPO3BI** C 1eNbI0 MOCTYIUICHUST OOJIBIIOTO KOJIUYECTBA YIICBOIOB U IS
CHATHUSA aTaku ocTpoit mopdupuu (1-2 1 B cytkn) [1,4,38].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

KommenTapuu: 10% pacmeop Oexcmposvl™™* @eooumcs MeONeHHO 6HYMPUBEHHO C
UCNoONb308aHUeM UH@py3omama, xceramenvHo Kpyeiocymouro. Ilobounvie 3¢phpexmot OonbuUX
003 JIII exnrouaiom cepvesuvie KoAeOAHUS YPOBGHA 2NIOKO3bl 8 KPOBU OM 2UNepeiuKemMuu 0o
PEaKmuBHOl 2UNO2NUKEMUU U MO2YM NPUBOOUmMsb K COOMBEMCMBYIOWUM HEBPOI0SUYECKUM
napywenuam [1, 20]. Tepanuwo oOexcmpo3zou™** o0na neuenus amax He NPUMEHSAIOM Npu
bOepemeHHOCMU U Y NAYUEHMO8 C XPOHUUECKOU noveurol Hedocmamounocmoio [4, 8, 9]. Panee,
00 Nos8leHUs NPEnapamos 2eMuna, 6600UIU CYUWEeCmE8eHHO Donbuuue 003bl 0eKCmpo3vl** 6 suoe
KOHYeHMpuposanuwvix pacmeopos (20% uiu 40% pacmeop 0o 2 1 8 cymku, umobsl 00Cmuyb
cymounoi 003wt 300-500 o/cymxu). Oonaxo maxas mepanus Ovl1a CONPAANCEHA C CYUWeCMBEHHbIM
DPUCKOM 2unepanuKemMuu Uiy peakmusHou 2uno2nuKemMuu, U, COOmeemcmeeHHo, Mo2ia NPU8oOUms
K OONOJHUMENbHbIM HEGPOI02UYECKUM OCTONCHEHUM.

3.3 Ilnazmadepes

Inasmaghepes npumensincs pamee 0ns neuenus amax Oll ¢ yenvio MmexaHuuecko2o
yoanenus nopoupuHos u ux npeouleCmeeHHUKo8 u3 Kpogomokd. OOHAKO OAHHbIL Memoo He
CHUdICaem, a cKopee, ygeauuyugaem cunmes npeoulecmeeHHUKO8 NoOp@OUPUHOS, a MAaKice
APUBOOUM K DA3BUMUIO 2UNOATbOYMUHEMUY, YEeauyusaoujeli puck paseumus omexka mosea u
auyeparonamuu [28]. B meuenue nocreonux 20 nem, Oauuvliii Memoo He UCNONb3YEmCcsi OJis
neuenusi OIl 6 cmpanax 3anaonoti Eeponwvt u Cesepnoit Amepuxu [4,8,9,19].

3.4 HyTpuTHBHAA NOAAEPIKKA

e Pexomenayercsi mnamuentam c OII, umeromuUM JJIUTENbHBIA MMape3 KEITYJOUYHO-
KHIIIEYHOTO TPAaKTa WIH HAPYIIEHUE TIOTaHUs, 00ECIIeYeHNE aIeKBAaTHONH HYTPUTUBHOM
noanepxku [8,39].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTejIbCTB —4)

KommenTapum: npeonoumenue cec0a 00IHCHO 0mMOasamuvcs IHMeEPAIbHOMY RUMAHUIO.
Ilpu Hapywenuu 2nomanusi Modxcem OblMb YCMAHOBIEH HA302ACMPATbHbIL UNU HA30EIOHANbHbIU

30HO. Hpu ONUMENTbHOM 30HO080M NUMAHUU ycmanaesaueaemcs cacnmpocmomda. HapeHmepaﬂbﬂoe
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numaHue npoeodumc;z 6 Clydae HeBO3MOINCHOCMU IHMEPAIbHO20 NUNMAHUAL. Hesoszmoocnocmo
Jiomanus uiu napes mceﬂybouHO-KumeuHoeo mpakma He O00JIICHDL CLyHCUmMbsb npuuuHoﬁpa%umu}z
Kaxekcuu 'y nayuernnios ¢ OIl.

3.5 Uckarodyenue nedcrBust nophupuHoreHHnIX GpakTopos

e Pexomenayercss BceM mnammeHtam ¢ OIl  uckimoueHne BceX MNOTEHIHMAIBHBIX
nopupuHOTreHHbIX (PAKTOPOB, TAKUX KaK JIEKApCTBEHHBIE Ipenapathbl, ajJKoroJib,
rojiofianue/ HU3KoKajJopHitHas aueta, crpecc [20,26,40]. Heo6xoaumo akTUBHOE JIeUeHHE
MHQEKIMOHHBIX OCI0KHEHUH, KaK OJTHOTO U3 BaKHEHIINX MOPYUPHUHOTEHHBIX (HaKTOPOB
[8,39].

YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

3.6 CumMnToMaTHyecKass Tepanus

o Pexomenayercsi manuventam ¢ OIl mpu HaIWYMM HWHTEHCHUBHOTO OOJIEBOTO
cuaapoma (BAII> 7 cm, Ilpunoxenue I') mnpoBeneHue aHanabresuu cC
UCIIOJIb30BAHUEM  ONUOMJIHBIX  AHAJIBIETUKOB  (CM.  COOTBETCTBYIOIIUE
KJIMHUYECKHE PEKOMEHALNU N0 XpoHHn4ecKkoi O6omm). [larrientam ¢ HETsHKEIbIM
00J1eBBIM CUHJIPOMOM PEKOMEHTyeTCsl Ha3HA4YEHHE HECTEPOUTHBIX
MIPOTUBOBOCIIAIUTENBHBIX W TMPOTUBOPEBMATUYECKUX TpenaparoB (Tabdn.5). B
KauecTBE CpEACTB, MOTCHIMPYIOIMIMUX JCHCTBHE aHAIbIeTUKOB MOTYT OBITh
Ha3HavyeHbl npoTtuBodmmientuueckue cpeactea (NO3AE  IlpousBoanbie
OeH30/Ma3enrHa), B COOTBETCTBUH C 3aPETUCTPUPOBAHHBIMH MTOKa3aHMsIM [4, 6, 8,
9,19, 41, 42].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

e Pexomenayercsa mnamuentam ¢ OIl ¢ HaauuumeMm TaxukapIuW Ha3HAYCHUE
cenekTuBHBIX Oera 1 aapeno6mokaropoB (CO7AB CenexktuBHbie Oera-
anperobnokaropel mo ATX xmaccudpukanuu) c¢ uenbto cHmwkeHus YCC wu
YMEHBIIEHUSI pUCKA Pa3BUTUSA APUTMUNA B COOTBETCTBUH C 3aPETUCTPUPOBAHHBIMU
MoKa3aHusIMHu [4].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YpoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

e Pexomenayercss mnauuentam c¢ OIl nmpu pa3BUTHUM TUNIEPTOHMYECKOTO KpHU3a

Ha3HA4YCeHHE MpEenapaToB C TUIOTEH3UBHBIM JEHUCTBUEM (aHTHAAPEHEPTUUECKUE

CpeICTBa LIEHTPAILHOTO JIEHCTBUS, CEEeKTUBHBIE OeTta | aapeHoOiIoKkaTopsl (1o
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ATX - CO7AB CenektuBHbie OeTa-apeHOOIOKATOPHI), B COOTBETCTBHH C
3apErUCTPUPOBAHHBIMU  I[IOKA3aHUSAMH, IIPENapaTtoB U B COOTBETCTBUU C
KIIMHUYCCKUMU PCKOMCHAAIWAMU TI0 BCACHUIO TIIAIIUCHTOB C apTepHanLHoﬁ
TUTIEPTEH3UEN U CIIUCKOM paspelieHHbIX nmpu Ol nekapcTBEHHBIX Mpenapatos [4,
8,9,19,41]
YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

Kommenrtapuu: cnucox paspewennvix npu OIl nexapcmeenHvlx  npenapamos

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

Pexomenayercs nanuentam ¢ atakoi OIl aiist tedeHust TOIHOTHI U pPBOTHI HA3HAYEHUE, B
COOTBETCTBUH C 3apETUCTPUPOBAHHBIMU IOKA3AHUSMH, AHTHUIICUXOTUYECKUX CPEJICTB
(NOSA mo ATX knaccudukanuu), ankcuonuTukoB (NOSB mo ATX kmaccuduxammm),
npoTuBOpBOTHBIX (cTuMymsitopsl Motopuku JKKT, AO3FA mo ATX xmaccudukarmm)
cpeacts [4, 8,9, 19, 41].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH
A0KA3aTeJbCTB — 5)

KomMmeHnTapuu: memoxnonpamud** 6 OoabuuHcmee ciyyae8 UCHONL308ANCH 0e3

OCJIOJCHEHULL 8 COOMBEMCMEBUU C sapecucmpupo6arHbiMU NOKA3AHUAMU, KPOME NAYUEHMOK 60

spems bepemennocmu. (hitp.//www.drugs-porphyria.org/, https.//porphyriadrugs.com/) [4, 8, 9,
19, 41].

o Pexomenayercs nauuentam c¢ OIl juist eueHus SMUIENTUYECKUX MPUNIATIKOB, B
COOTBETCTBUM C  3apPETUCTPUPOBAHHBIMU  [OKAa3aHUSIMHM,  HCIOJb30BaHUE
AQHKCHOJINTUKOB, TPOTUBOAMIIEITUYECKUX CPEICTB MPENnapaToB (Ipymia — Npoyue
nporuBodmIiieniTuueckue mpemnaparbl, NO3AX mo ATX kmaccudukammm). B
cllydae  pa3BUTHUA  ONUJIENTUYECKOTO  CTaryca  MOXET  HCHOJIb30BaThCs
HEMHTAISILIMOHHOE CPE/ICTBO U3 TPYIIIbI ITpenapatoB s oomieit anectezuu (NO1A
[Mpemapatel mis obmieit anecresnn nmo ATX kmaccubukarmm). s Koppekiuu
WHCOMHHUHU MOTYT HCIIOIb30BaThCsl CHOTBOPHBIE U cenaTtuBHbBIC cpencTBa (NOSC mo
ATX knaccudukanun) [4, 8, 9, 19, 41].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

KoMMmeHTapuu: edunuynvie snunpunaoku 00bl4HO ACCOYUUPYIOMCSL C CUHOPOMOM 3A0Hell

oopamumoti suyeghanonamuu (no oannvim MPT 2onoenozco mo3zea) u He mpebyrom OaumenbHoU

NPOMUBOCYOOPOIICHOU mepanuu nocie paspeutenus sHyegaronamuu [28]. Koppexyus
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apmepuaﬂbHOﬁ cunepmensuu u cunonampuemuu y nayuenrmoe c anunpunadkaMu 00JIHCHA
npoeobumbc;z oaoce npu He3Ha4dumejlbHom noevbluteHuU A,ZZu HE3HAYUMENIbHOM CHUMNCEHUU YPOBHA

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

e Pexomenayercs nauueHtaM ¢ atako OII miist neyeHus rajuTrOLMHAINMN WCTOJIb30BAaHUE
AQHTUIICUXOTUYECKUX  CPEACTB  (HEHpPOJNENTHUKH) CPEICTB B  COOTBETCTBHH  C
3aperucTpUPOBAaHHBIMHU MOKazaHusMHu [4,8,9,19,41,43].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

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

3.7 Koppeknusi BOJXHO-COJIEBOr0 0aJaHca

e Pexomenayercs manuentam ¢ atakamu OIL, B Tom uncie Ha (OHE JEUECHUS TEMUHOM,
npoBeJeHNe HH(PY3NOHHOMN Tepanuy HeOOIbIINMU WM YMEPEHHBIMH JO3aMH CPEJICTB JIJIs
YIIEBOIHOTO MUTAHUS (JEKCTPO3a™*) U pacTBOPHI, BIUSIONINE HA BOJAHO-3JIEKTPOIUTHBIN
6ananc (pactBopbl 35mekTpoauToB — Kox ATX BO5XA) B kauecTBe moJiep KUBaIOLICH
Tepanuu Uid OPOQUIAKTUKKA TONOAaHUs U OOE3BOXKHBAHUS B COOTBETCTBUU C
3aperuCTpUPOBAaHHBIMHU MOKa3aHusIMHU [4, 8, 9].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

KoMmMmeHTapuu: Heob6xooumo monumopuposams 600HO-3IEKMPOIUMHBLUL OANAHC, M.K.
aghghexm pazeedenus OOILUUMU 00bEMAMU «CBODOOHOUY HCUOKOCMU MOdNCEm YCyeyoumo
eunonampuemuro  [4, 6, 8, 9, 39]. Obvem un@ysuonHou mepanuu paccuumMvléaemcs
UHOUBUOYATILHO - OM OCPAHUYEHUS. 880OUMbBIX IJHCUOKOCMEU Npu CUHOPOME HeadeK8amHol
cekpeyuu AJ[l’ 0o bvicmpozo eocnonnenus odvema yupkyaupyroweti sscuoxkocmu (OLK) u
KOppeKyuu 21eKmpOoIUMmHbLX HAPYWEeHUL Npu OCMpol No4e4yHol HedoCmamoyHocmu Ha ¢hoHe
paboomuonuza (maon. 5). B cayuae paszsumus ocmpou noueuHol HedoCmamoyHOCmu mepanus
APOBOOUMCS  CO2NACHO CMAHOAPMHBIM DEKOMEHOAYUsAM, 6KII0UYAs, Npu HeoOXo0umMocmu,
2eMOOUANU3.

e Pexomenayercsa nauueHtaM ¢ arakamu OIl mpu pa3BuTUM TMIOHATPUEMUM BBEICHHUE
PETUAPATUPYIOIINX CPEACTB - U30TOHUUYECKOTO pacTBOpa HaTpus xjopuma** [4, 6, §, 9,
39].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5)

3.8 Berenye nanueHToOB ¢ 0CJ0KHEeHHOM aTakoii OI1
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Ilpu pazsumuu msaoicénvix ocnoxcuenuu  OIl  (Oynvbapmuwiii.  cuHOpom, napaiuy
ObIXAMENbHOU MYCKYIAMYpbl, MANCENAs, 2UNOHAMPUEMUS) CYWecmeyem y2po3d J1emalbHO20
ucxooa [6, 7, 20, 39, 43]. OcrosHbIMU NpUUUHAMU TEMATbHBIX UCX0O08 AGIAIOMCS NHEBMOHUS,
accoyuupoganuas ¢ onumenvrou UBJI, cencuc u opyaue ungexyuonnvle 0ciodicHeHus, msoicenvie
apummuu [44].

e Pexomenayercsi manueHTaM ¢ oclokHeHHbIMH atakamu OIl mepeBox B oTAeneHue
peanumanuu U uHTeHcUBHOW Tepamuu (OPUT) mist mpore3upoBaHUs AbIXaTEIbHOU
GyHKIIUYM, aJeKBaTHONH CHMITOMATHYECKOW Tepanuu, KOPPEKIUU METa00INIeCKUX
paccTpoiicTB u Tepamuu TemuHoMm [6, 39, 43]. HHTyOamus Tpaxen H HaJallo
HCKYCCTBEHHOW BEHTWJISIIIMM JIETKHX IMOKa3aHO NPU Pa3BUTHUHU Mapajuya JIbIXaTEIbHOMN
MYCKyNIaTypbl,  HAapyIIEHWW  JBIDKEHUS  auadparMbl,  KamuieBoro  pediexca,
acnupanuoHHOM nHeBMOHMH [6, 7, 20, 39, 43].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4)

KommenTapuu: noxazanusmu 0ns eocnumanuzayuu nayuenmos c¢ amaxou OIl 6
omoeneHue peaHumMayuul A6IAI0MCA.

®  KIUHUYECKUL U (PYHKYUOHATbHBIL PUCK ObIXAMENbHOU HeOOCMAmMOYHOCU,

® npocpeccuposanue amaxu ¢ passumuem  O0yIbOAPHLIX  CUMNMOMOS8,  MANCENOl
SUNOHAMPUEMUL, HAPYUWEHUL pumma cepoya, apmepudaivHol cunepmenzuu >200 mm pm.
CM., yeHemeHus CO3HAHUS, M.K. MO - NPEOBECMHUKU BbICOKO20 PUCKA OCIONCHEHUU U
JIemanbHo20 UCxX00a.

Pexomenoayuu no neuenuro nayuenmos, HAX00AWUXCA 8 KPUMUYECKOM COCMOSIHUU,

00YCNIOBNIEHHOM — MANCENOU  OCMpOU  NOIUHeBpOnamueu, UOeHMUUYHbl  MAKOBbIM,

ONUCAHHBIM 68 KIUHUYECKUX DPEeKOMEHOAYUusx No Ge0eHUr0 NayueHmos ¢ CUHOPOMOM

Tutiena-bappe [45] u 6 kKiuHuYeCcKUX peKoMeHOayUsxX no 1edeHur0 NayueHmos, OJIUmeIbHoO

HAX00AWUXCS 8 Kpumuiueckom cocmosanuu [46].

3.9. BeaeHune mNanMeHTOK C PeryJspHbIMH _MEHCTPVAJbHO-aCCOIMMPOBAHHBIMH

aTakamMu

V owcenwgun ¢ Ol mencmpyanousiii yukin sA61s1emcs Hauboaee Yacmulm HPpo8OYUUPYIOUWUM
Gaxmopom (10-39%), umo npossensiemcsa cumnmomamu amaxu Ol ¢ unmepsanom 1-3 mecaya 6
npeoMeHcmpyanbHom nepuode. B Oonvuwuncmee ciyuaed smo - jesKue amaxu, He mpedyoujue
eocnumanuzayuu. Hepecynapnwiii MeHcmpyanbHblll YUkl 6Cle0cmeue 20pMOoHAIbHO20 OUCOANaHCA
Modrcem cnpogoyupogams yukiuveckue amaxu. Ilockonvky y 50% nayuenmok ne 6o3Hukaem

NOBMOPHLIX — amak nopgupuu Uiy  HAOIOO0AIOMCa  eOUHUYHble NOBMOPHblE  AMAKU,
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CHPOBOYUPOBAHHBIE IK302EHHLIMU (DAKMOpamu, HA3HAYeHUe SOPMOHANLHOU mepanuu 60 8pems
nepsoti amaxu OII ne obocrosano. Buecme ¢ mem, oxono 3-5% ocenwun ¢ OI1 ucnvimuiearom
madcenvle pezyisipHble amaku, CEA3AHHble C MEHCMPYAIbHbIM YUKIOM (C unmepsaiom 2-4
Heoenl), 4mo accoyuupyemcs ¢ KpauHe HUSKUM KAYecm8OM UX IHCUSHU U BbICOKUM PUCKOM
J1emanvHo2o ucxooa. Mmenno samou epynne nayueHmox, npu HeaghghekmugHocmu cmaHoapmHvlx
MepOnpusmull N0 Koppekyuu oopasa HcusHu, NOKA3aHa NPeeeHmueHAas 20pMOHAIbHAS Mepanus
(4, 8,9, 41].

e PexoMenayercsi NalNMEHTKAM C MEHCTPYaJbHO-aCCOUMUPOBAHHBIMK aTakamu OII
Ha3HAYE€HHE NPEBEHTUBHOW TOPMOHAJIbHOW Tepanuu. I[IpeBeHTHBHAsT TOpMOHAJIbHAs
Tepanus NepBOM JMHUU BKIIOUYAET TOPMOHAJIbHBIE KOHTPAIICNTUBBI CHCTEMHOTO JECHCTBUS
(mporecrareHsl M 3cTporeHsl ((ukcupoBaHHble coderanusi), rpynmna GO3AA mo ATX
KJIaCCU(UKALMK):  JIECBOHOPTeCTpeN + STUHWIACTPAIMON  JUIsl  KOHTpPAUEHIMH U
Ha3Ha4yaeTcs B CTaHAApTHOM pexkuMme 21 nenb + 7 nHeit nepepbiB. [IpoaomKuTeIbHOCTD
Kypca — He MeHee 6 MecsIeB; MepBUYHAas OIeHKAa ((PEKTUBHOCTH - uepe3 3 Mecsla.
[IpeBeHTHBHAs rOpPMOHAJIbHAS TEPAMNHS BTOPOU JTMHUH BKIIOYAET aHAJIOTHU TOHAJOTPOINH-
PWIM3HHT TOPMOHA U IPUMEHSAETCS B CTaHIApTHOM pekuMme: 1 uHbekius B Mecsi Ne 6-
12. TlepBuuHas oneHka 3¢p(HEeKTUBHOCTH POBOAUTCS depe3 3 mecsna. [Ipu nurenpHOCTH
Tepanuu 6osiee 6 MecsAIEeB MOKa3aHo JOMOJHUTEIbHOE Ha3HaueHHe 3cTporeHos (koxg GO3C
no ATX knaccudukanmu) B JIEKApCTBEHHOW (opMe «TepameBTUYECKass CHUCTeMa
TpaHcaepMaiibHas» [4, 8, 9, 41, 47-49].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB —4)

Kommenrapum: [lokazanuem 0na HA3HA4eHUs 20pMOHANbHOU Mepanuu nepeoll TUHUU
aensiemcs pazgumue 2 u 601ee MeHCmpyaibHO-ACCOYUUPOBAHHBIX AMakK 6 meyeHue 4 mecayes npu
yenosuu omcymemeusi cumnmomos amaxu Ol na momenm Hawana 20pMoHaNbHOU Mepanuu.

Ilokazanuem Ons1 npuMeHeHUus 20PMOHANLHOU Mepanuy 6mopol JUHUU AGIAEHC
Hed(hheKmUsHOCMb 20PMOHANILHBIX KOHMpayenmueos cucmemnozo oeticmsus (ATX G03AA
2ecmazenvl U ICMpo2enbl PUKCUPOBAHHbIE KOMOUHAYUU) UTU HAIUYUe NOOOYHLIX AGNEeHUl HA
¢one ux npuema u/unu maxcenoe meyenue Oll, u/unu Heo6x00UMOCMb HAZHAYEHUS 2OPMOHATLHOU
mepanuu y nayuewmos cpaszy nocie msdxcenou amaxu. Hasnwauenue 20pmoHanvHOU mepanuu
nepeou tuHuU nocie ocrodxcHennot amaxu OI1 603MOAHCHO MONILKO NOCIE NOTHO20 8bI300POGIECHUSL
om amaku, 6KIYAs KOMHEHCAYUI0 HeBpON0SUYEeCcKo20 Oepuyuma u3-3a pucka paseumus
mpombozos [28]. Heobxooumo monumopuposams yposnu AJIK u I[IBI" 6 moue, npu nosenenuu

cumnmomos eosmodicrou amaxu OII, mepanus oondxcna 6vims npepeana. Tepanus anmanozamu
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20HAOOMPONUH-PUTUZUHE 20PMOHA BbI3bIBACNT MEHONAY3Y U NPUBOOUM K CHUNCEHUIO YPOBHSL
9KCKpeyuu npeouleCmeenHuKo8 nop@upunod 6 move 0o 60% om ucxoonoco. Pewenue o
HA3HAYEHUU NPEeBeHMUBHOU 2OPMOHAILHOU Mepanuu NPUHUMAEmcs: Aedauum  epaiom
(cneyuanucmom no nopghupuu) coeMecmHo ¢ 8paviomM-axKyuepom-eunekonoeom. Ilayuenmol na
mepanuu OO0JIHCHbL OCMAMPUBAMBCSL BPAUOM-AKYUEPOM-CUHEKOTIO20M C UHMEPSAIomM 3-6 mec.
Ecmecmeennas menonayza makdce mModicem oKazamov «iedeOHvlll dPGexmy HaA YuKiuieckoe
meuenue OII.

3.10. IIpoduaakTuyeckass Tepanuss reMHHOM

B cnyuae kpaiine msoicenoeo meuenus Ol u neaghhekmusHocmu 20pMOHATLHOU Mmepanut,
Modxcem Obimb  pPeKoMeH008aHo npoguiakmuyeckoe 66edeHue #Heemuna. bonvuwuncmeo
NAayueHmos ommeyaion HeKkomopoe ymenviuenue maxcecmu u yacmomsl amax OII, oonako sma
mepanusi peoKo NPUeoOUM K NOJHOU PEMUCCUU, U NPU IMOM B03HUKAIOM NOOOYHbBIE I¢hheKxmbl
HaxonieHus dcenesa 6 opeanusme [50,51].

e PexomeHayeTcsi B3pOCIBIM MAIMEHTAM C TsDKEJIBIMU peuuauBupytomumMu arakamu OI1
poBeJeHNE MPOPHIAKTUIECKON Tepauy #TeMUHOM IS TIOIICPIKAHUS PEMUCCHH B T03€

4 Mr/KT Maccel Tena 1 pa3 B HeAeN0 WK B J103€ 3-4 MI/KT MacChl Tela B TEUCHUE 4 THEH B

€XKEHECIIBHOM — €)KEMECSIIYHOM PEKUME (B 3aBUCUMOCTH OT KJIMHUYECKON cuTyanun )| S0,

51].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4)

KommenTapuu: npu nasnauenuu npogunakmuueckou mepanuu #eemunom Heob6xo0umo
KOHMPOIUPOBAMb  CbIBOPOMOUHbIe NOKA3amenu oOMeHa cene3d (Ucciedoeanue YposHs
Geppumuna 6 Kposu, ucciedosanue ypoeHs mpaHcheppuna CbleOpOMKU KPOBU, UCCIe008aHUe
arceneszocssazvisaroujeli cnocoonocmu coigopomku (OXKCC), uccredosanue ypoeus dicenesa
Cbl8OPOMKU KpPOBU) OJIsl C80EBPEMEHHOU OUACHOCMUKU nepezpy3ku cenesom. Ilpu pazeumuu
mpomoognedbumos noBepXHOCMHbIX 6€H, ACCOYUUPOBAHHBIX C UYACBIMU (NPEBEHMUBHbIMU)
unysuamu #eemuna, Heobxoouma ycmaHo8Ka NOpma 8 YeHmpaibHylo 8eHy, 06ecneyusane2o

HOCMOAHHBIN OOCMYN K YEeHMPATbHOU 8eHe.

3.11. TpaucnjanTanus nNeYeHun

C 2004 no 2014 2e. mpancnianmayus nevenu oviia evinoanena 20 nayuenmam ¢ OIl. B
bonbuuHCmee cyuaes Ovll 00CmMucHym xopowutl pe3yiomam 6 euoe npexkpawjernuss amax OIl u
XpOHUYecKux bonetl, a makdxice HOPMAIUIAYUU NApPamempos nop@pupurnosozo oomena. OOHaKo

PUCKU mpaHcnianmayuu ne4eHu, Kak Memooa Jle4eHrusl, ocpanuduearont eco npuMerHerue [52]
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PexoMeHnayercsi mamueHtaM ¢ HeOmaronpusaTHeIM TedueHueM OIl ¢ TsokenmsiMu
PEIMANBUPYIOIIMMH aTakaMu MPpH HEI(DPEKTUBHOCTH CTAaHAAPTHON TEparu MPOBEICHIE
TpaHCIUIAaHTAIMU NIEYEHU JIsl JOCTHKEHUs pemuccud [4, 8, 52].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

3.12 Begenne 0epeMeHHOCTH V nammeHTok ¢ OI1

Luknuueckue amaxu nopupuu He AGIAIOMCA HPEOUKMOPAMU AMAK 80 6peMs

bepemennocmu.  Ilpu ycnosuu ucCKIoueHusi NPOSOYUPYIOWUX (PAKMOPO8 U Npo8eodeHUs

HYMPUMUBHOL NOOOEPHCKU 6 CAYHAAX PAHHUX 2eCM0308, DepeMeHHOCMb peOKO Npo8oyupyem

amaxu nopgupuu, nosmomy sanpem depemennocmu y nayuenmox OII ne onpagdan. Onucamvl

caydau, Ko20a npu HacmynjieHuu 6€p€M€HHOCl’I’lU pecysApHble YUKTITUYeCKUue amaxKku npekpauiailiuco

nocie nepeoco mpumecmpa bepemeHHocmu u oajiee He 80300HOBUNUCH NPU HAOI00eHuu boee 5

nem [53-55].

Pexomenayercsa mnamuentkam ¢ OIl mpu pa3ButuM arakd nopupud BO BpeMms
OEpeMEHHOCTH TPOBEACHUE Kypca TEparmuyd TEeMHHOM Il KYNHPOBAaHUS aTaKH B
COOTBETCTBUU C 3aPETMCTPUPOBAHHBIMU MOKazaHusAMH [4, 8, 9, 19].

YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJIbCTB — 4)

Kommenrtapuu: npenapamur cema ucnoavzosanuce oas aedenus amax Ol 6o epems

bepemennocmu 6e3 ocnodcrenutl [53,55].

3.13. Beaenune nanMeHTOB ¢ MO3AHUMH ocJI0kHeHuss OI1

ApTepuajibHasi TUNIEPTEH3Us

Puck OMCPOYEHHO20 pazeumus xpozmuecxoﬁ apmepuaﬂbHoﬁ cunepmensuu y nayueHmoes ¢

Ol 3nauumenvro sviute, wem 6 nonynayuu [4, 8, 9, 19, 40].

Pexomennyercss Bcem mnamueHtam ¢ OIl u3MepeHue aprepuanbHOrO [aBJICHUS Ha
nepudeprudecKkux apTepusx MpU KaxJAOM BU3UTE K Bpady, Ha3HAUYCHUE CTAHIAPTHON
TUTMOTEH3UBHOW TEparuy MpU HEOOXOIUMOCTHU ISl OMpEeNICHUs] JaIbHEUIIeH TaKTUKU
BEACHHMS MMaIieHTOB [4].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

XpoHuveckas Mo4Ye4HAsI HEJOCTATOYHOCTh

Ilocmenennoe nogvluieHue yposns kpeamununa Haoaooaemces 6 10-15% ecex cnyyaee Ol

u accoyuupyemcs c¢ wacmoimu amaxamu OII, apmepuanvholi cunepmen3zuell u pecyrsapHbIM
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ynompebneHuem HecmepouoHulX NPOMUBO8OCHAIUMENbHbIX npenapamos. llpu 6uoncuu nouex
8vi6/1510m myoyn0-unmepcmuyuanivivie usmenenus [40, 56].

e Pexomenayercs Bcem manuentam ¢ OI1 cobmioneHme aiekBaTHOTO MUTHEBOTO PEKUMA U
WCCJICIOBAaHNE YPOBHS KpEaTHHUHA B KPOBH C LENBbIO MPOPUIAKTHKA U CBOCBPEMEHHOM
JUArHOCTUKW MOYEYHON HETOCTATOYHOCTH [4].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

KommenTapum: necmepouonvie npomugosocnanumenvhsvie U NPOMuUEoOpesMamuyecKue
npenapamul y nayuenmos ¢ Ol npu nogviuenuu KoHyeHmpayuyu KpeamuHuHa npUMeHsIIomcs ¢
0CMOPOHCHOCIBIO. XPOHUYECKULL 2eMOOUANU3 MONACEN CHPOBOYUPOBAMb KOHNCHbIE CUMNIOMbL Y
nayuenmos OIIIl, nanomunarowue no30HI0 KOXCHYIO nopgupuio. B cayuasx msocenon XIIH
NOKA3aHa MPAHCHAAHMAYUs NOYeK UlU KOMOUHUPOBAHHAS MPAHCNAAHMAYUS NOYEK U NeYeHU.

I'enaroue/toasspHas KApUMHOMA

I'enamoyennonapuas kapyunoma pazeusaemcs, npumepHo, y 25% nayuenmos c¢ OII
(wawe OIIII), umo npesviuiaem cpeounror yacmomy 6 obwetl nonyasayuu 8 60 paz. B omauuue om
XIIH, onyxonu neuenu pazeueanuco ne moavko y nayuenmos, panee neperecwux amaxu OII, Ho
Uy 6eccumMnmoMHbIX HOcumesell 2eHemu4ecko2o degexma, Xoms y NOCAIeOHUX PUCK PA3GUMUsL
onyxonu nedenu Hudce. Ilpu smom, 6 OonvuwiuHcmee ciyuaes, Opyeux Gakmopos pucka
KaHyepo2eHesa neyeHu (8UpyCHbIX 2enamumos, 310ynompebieHus aiko2oiem, COnymcmayouie2o
yuppo3sa neuenu) y nayuenmos OII ne nabniooanoce. I enamoyeinionapHas KapyuHoma aeisaemcs
npuuunou cmepmu y 10% nayuenmos OIIII cmapwe 55 nem [40,57].

e Pexomenayercsi Bcem mnarmueHtam ¢ OIl crapme 50 met, a Takxke OECCHMITOMHBIM
HOCHTEJISIM T€HETHUECKOro ie(heKkTa, Kak MUHUMYM, €KET0/IHO TPOBOAUTH KOHTPOIb Y31
MEYeHU U HCCleloBaHUe YpOBHS aib(a-(eTonpoTerHa B CHIBOPOTKE KPOBU C IIENIBIO
paHHEN AUArHOCTUKH TenaTolEeIUTIOISpHON KapimHoMel [40, 57].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJbCTB — 4)

KommenTapuu: 3anodospums cenamoyennioniapHyio KapyuHomy u Hanpasums Ha Y3HU
nevenu (unu MPT opeanos OprowiHot nonocmu) neyeHu yerecooOpasHo mex NayueHmos, y
KOMOPbIX nocie OnumenbHou pemuccuu pazeunuce amaxu Ol unu OecnpuuuHHO NOBbLICUNUCD
nokazamenu nopgupunogozo obmena. Jleyenue 2enamoyenntoNApHuIX KAPYUHOM HPOBOOUMCS

CO2NACHO aKkmyajabHblM KIUHUYECKUM peKOMeHaaI/;uﬂM «Pax neuenu (Zenam0u€ﬂﬂ10ﬂﬂprlﬁ))).
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4. MenMuMHCKasl peadMIMTALMSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMIMHCKHUE MOKA3aHUA M NPOTUBONOKA3aHMA K PUMEHEHUI0 METO/I0B
MEeIUIUHCKOH peadujJInTanuu, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUHU

NPUPOAHBIX Je4eOHbIX (PAaKTOPOB

3anocom ycnewnoii peabunumayuu A61Aemcs paHHee Hayanio nposedeHUs Meponpusmull
no yXo0y 3a NAYUEHMOM, 6KIIYAIOWUX NOCMYPAlbHOe OpeHUuposanue, NpoQPUIAKMUKY
NPOJIedHCHEl, YaCmYI0 CMEHY NOJIONCEHUsI meld Yy IUY ¢ 02PAHUYEeHHOL no0gudxcHocmuio. Komnnekc
PeadunumayuoHHbIX Meponpusmull 01 NAYUueHmos ¢ NOpPadCeHueM HePEHO-MbIULeYHOU U
ObIXAMENbHOU CUCeM He OMAU4aemcs Om 6e0eHUs NAYyueHmos ¢ Opyeol maxicenIou
Hesponocuyeckou namonoeueu [39, 56].

e Pexomenayercss B3pocibiM marueHTam ¢ OII, oClHOXKHEHHOW MOpa)XE€HWEeM HEPBHO-
MBIIIEYHONH CHUCTEMBI, MPOBEACHHE KOMILIEKCa pPeabUIUTAIIMOHHBIX MEPOIPHUSITHI,
HampaBJICHHBIX ~HAa  BOCCTAHOBJIICHME  JBUTATENbHOM  akTHUBHOCTH.  Komruiekc
peadMIUTaIIMOHHBIX MEPONPUATHI BKIIIOYaeT [56]:

o panHee Hauyano JIOK (neuebHas ¢uskynpTypa mnpu 3a00JI€BaHUSIX
LEHTPAJbHOM HEPBHOM CHUCTEMBI M TOJOBHOIO MO3ra, JeudeOHas
(bu3KynbpTYpa Mnpu 3a00JieBaHUAX TEPUPEPUICCKON HEPBHON CHCTEMBI) K
MOMEHTY MUHHMH3AIUN 00JIEBOTO CHHIPOMA;

O y TMalMeHTOB C OTPAaHHMYEHHOW TOJIBMIKHOCTBIO — TIACCHBHOE W/HUIU
CaMOCTOSITENIbHOE JIBIJKEHHE KOHEYHOCTEH € MAaKCHUMaJbHO MOJIHOM
aAMIUTATY0M;

O UW3MEHEHHUE TOJIOKEHHUS Tela B MPOCTPAHCTBE (TIOBOPOTHI ¢ OOKY Ha OOK,
BBICA)KBAHUE B KPOBATH);

O paHHAS JbIXaTelbHas TMMHACTHKA (B TOM YHCIIE C TIOMOIILI0 TPHUOOPOR)
JUIS TPO(PUIIAKTUKY aTeIeKTa3uPOBaHUS JETKHX;

O MaccaXX MeIULMHCKUN (IPEHa>KHbIN, MBIIII CIIMHBI, KOHEYHOCTEN).

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4)

KommMmenTapuu: oanusie memoouxu onucausl y 83pocavix nayuenmos OII, no npoepamma
peabunumayuu nocie nepeHeceHHvlx ocmpuix noaunesponamuti npu Ol ne omauuaemcs om
Opyeux Ho30102ull, Kak y 83pocavix, max u 'y oemeti ¢ OI1. Cpoxu peabunumayuonHoeo nepuooa u
00vemM  J1eyeOHO-80CCMAHOBUMENbHBIX  MEPONPUAMULL  MO2YM  3HAYUMENbHO  8aApbUPO8AMb.
llosasnenue HOBbIX CUMNMOMOS, NOOO3pUMENbHbIX 8 omHoueHuu peyuousa amaxu OIl, sgnsemcs

noKasanuem 0Jis1 NO8MopHo20 ucciedosanusi kKonyeumpayuu AJIK u IIBH 6 moue (uccredoganue
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VPOBHA NOpPUPUHOS U UX HNPOU3BOOHBIX 8 MOYe) U KOHMPOI KIUHUYECKO20 MeYeHUs

KOHKYPUPYIOWUX 3a001€6aHUll.

5. IIpodpunakTuka u AMCNIAHCEPHOE HADII0IeHNEe, MEeIUIIUHCKHE IOKA3AHUS U

NPOTHBOINOKA3aHUA K IPUMEHEHUIO MEeTO/I0B NPOPUIAKTUKHA

5.1. IllpoduaakTuka

Ilpopunaxmuxa amax OIl 3axniouaemcs 6 MepoONpUAMUAX, HANPABNIEHHbIX HA
JUKBUOAYUIO DHOOLEHHBIX NPOBOYUPYIOWUX Hakmopos (Hanpumep, JAeyeHue XpOHUYECKUX
unexyul, ycmpanenue 2unompoQuu, HOpMau3ayus yenee00H020 0oMena) u npedomspaueHue
8030elicmeus.  IK302€HHbIX  NPOBOUUPYIOWUX  (aKkmopos, npedcoe 6ce20  AIKO20Nd U
JIeKAPCMBEHHBIX NPenapamos ¢ BblCOKOU NOPHUPUHOLEHHOU AKMUBHOCMbIO, YCMPAaHeHue
cmpeccogvix cumyayui [4, 8, 9, 40, 56, 58].

e Pexomenayercs c mensto npodmiaktiku atak OIl mHPOpMUpOBaHME MAIUEHTOB, UX
POJICTBEHHUKOB M CEMEHHBIX Bpadyeil O mpaBUiIaX HCHOJIb30BaHUS JIEKAPCTBEHHBIX
MpernapaToB, HEOOXOIUMOCTH CBOCBPEMEHHOTO JIeUeHHsI HH(EKIUI 1 He3aMeTUTEITHHOMI
roCITAIM3AIMN TIpu  TosiByieHnn cumnTomoB ataku OIl. Heobxomumo oOydenme
MaIUEeHTOB MPUHIIAIIAM 3JI0POBOTO 00pa3a )KU3HH, KOTOphIe BKiItovaloT [4, 8, 9, 40, 56]:

O PETYISPHOE HOPMO-KaJOPUINHOE NUTAHUE. JlOCTHKEHUE BEPXHEUN IPaHULIbI
HOpMBI uHAEKca Maccel Tena (MMT). [laxke B ciayyae JieueHUsl 0KUPEHUS,
HeZoNycTUMa 0e3yriaeBoiHas AUETa U Pe3KOe CHIKEHHE MACcChl Teja.

O TMOJHOE UCKIKYEHUE IpUeMa aJIKOTOJIA.

O OTKa3 OT KypeHus

O TpOoQUIAKTUKY  CTPECCOBBIX  CHUTyallMii, mNpu  HEOOXOJUMOCTH,
MICUXOTEPAINs U IPUEM AHTUAECTIPECCAHTOB, JOCTATOYHOE BpEMS U1 CHA U
OTZbIXa.

O HaOIOJIeHWe Bpaya-aKymiepa-THHEKOJIOTa M CBOEBPEMEHHOE JICUCHUE
M000M TMHEKOJIOTMYECKOH MaTOJOrMH, T.K. 3TO MOXKET MPOBOLIKMPOBATH
LUUKJINYEeCKHe aTaku noppupuu.

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

PexomeHnaanum nmo JeKapcTBEHHOM Tepanuy Apyrux 3adoesanuii Bo Bpems pemuccuu OIl

HUndhopmayus o nomenyuanvHo onacuvix U 0E30NACHLIX JIEKAPCMBEAX pazmeljeHa 8

Unmepneme (http.//www.critical.ru/consult/pages/porphyria/prodlistsimple. htm, u nocmosiHHo

obHosIAWeMcs  catime, pekomeHdosanHom Esponetickoi  Tlopguputinou Accoyuayueii u
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Amepuxanckum  Donoom  H3zyuenuss  Ilopgupuii: http.://www.drugs-porphyria.org/,

https://porphyriadrugs.com/).

o Pexomenayercsi Bcem mamuentam c¢  OII, mpu HEoOXOIMMOCTH IPOBEICHHUS
JIEKapCTBEHHOM TepamnuM, OCYIIECTBISATh HAa3HAUEHUS MpEenaparoB B COOTBETCTBUHU CO
CIIMCKOM pa3pelIeHHbIX MEJMKaMEHTOB, pPa3MEIIEHHBIX Ha CIEeNUalbHbIX caiiTax. B
UCKITIOYUTENBHBIX CIydasx, PU OTCYTCTBUH aJbTEPHATUBHOTO IMpemnapara, i JICUCHUs
3a00JIeBaHuUs, IPEICTABISIONIETO YTPO3Y JUIS )KU3HH U 37JOPOBBS MAIUEHTA, OBITh TOTOBBIM
K pa3ButHio ataku OIl Ha (oHe ero npuema u HEMEUICHHOMY JICYEHHIO aTaKUl T€MUHOM
(4, 8,9, 41].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

KomMmeHnTapuu: Heobxooumo npogooums OyeHKy COOMHOWIeHUs «NONb3A-PUCK» OM
NPUMEHEHUsL Kaxco020 JnekapcmeenHoeo npenapama [4,8,9,41]. Hexomopwvie npenapamut,
Hanpumep, bapoumypamul U ux NPOU3BOOHbIE, A MAKNHCE CYIbPAHUNAMUObI, 001A0AIOM OYeHb
8bICOKOU NOPPUPUHOLEHHOCMBIO, U UX UCHONb308AHUE NPUBOOUILO K MANCETbIM AMAKAM Y 6CeX
nayuenmos OIl. Taxue npenapamvl ommeyeHvl HA YKA3AHHBIX CAUMAX KAK «OOHO3ZHAYHO
nopgupunocenHvley, Ux UCHONb308AHUE 3ANPeUieHo.

Mnozcue npenapamul, Kiaccu@uyuposanvl KaK «803MONCHO NOPOUPUHOSEHHbBLEY, Yauye
6ce2o0 nomomy, 4mo uHgopmayus no ux npumenenuro y nayuenmos OII neoocmamouna.
bonvwuncmeo nayuenmos ¢ OIl 6o 6pema pemuccuu, 0cobeHHO NaAMeHMHble HOCUMeNU
MYMAHMHO20 2€HA, NepeHOCAm HA3HAYeHue 2mux npenapamos 6es ocnodchenuu. Iloamomy
BAJHCHO OYEHUBAMb PUCK U NOb3Y NOMEHYUATLHO20 NPEenapama U He 0Cmaeiams nayuenmos oes
A0eK8amHO20 nedeHusi Opyeux 3a001e6aHull moaibko Ha MoM ocHosanuu, umo y nayuenma OIL
Bonvuwuncmseo anmubaxmepuanvhvix npenapamos cucmemnozo oevicmaus (ko0 O01A no ATX
Karaccuguxkayuu) neperocamcs xopouio. bonvuuncmeo npenapamogé 075l nedenus cepoedHo-
cocyoucmou namono2uu, exnouas opeanudeckue Humpamol (COIDA no ATX knaccugpuxayuu),
uneudbumopwl AIID, bnoxkamopwl kanvyuesvix kananos (CO8 no knaccugurayuu ATX), 6e3onacHul
ona nayuenmog OIl. Bonrvwuncmeo npenapamos, UCHONb3VIOWUXCS 8 OHKOIO02UU, XOPOULO
nepenocamces nayuenmamu OIll, xomsa ungopmayus no ux UcnoIbL308aHUIO HEOOCMAMOUHA O
00HO3HAYHOU Klaccuguxkayuu ux nopgupunocennocmu. Kenamenvno uccireoosanue ypoeus
nopupuHO8 U UX NPou38OOHLIX 8 Moue O0lisl OYeHKU dpghekma npenapama Ha NOPOUPUHOBDILLL
oomen y kaxcooeo nayuenma. Iloseviwenue yposusa IIBIT 6Oe3 pazsumus KiuHU4eCKou
cumnmomamuru npucmyna OII ne sgnsemcs nokazaHuem 01 02paHuyeHus NPUMeHeHUsi OAHHO20

JleKkapcmeeHHoco npenapamad.
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5.2. IlucniagcepHoe HA0JIIOIeHHE

Hayuenmam, nepenecuum amaxy OII, nokazano nepuoouueckoe OUCHAHCEPHOE

HaO.II00eHUe 8 MeNCHPUCTYNHBLI NEPUOO.

Pexomenayercss BceM mNalMeHTaM C YyCTaHOBJIEHHBbIM auarHo3oM OII nmpoBeneHue
JUCTIAHCEPHBIX OOCJIENOBAaHUM I KOPPEKIIMH TEPANEBTUYCCKUX HA3HAYCHUM W
npoduraktukun  atak  nophupuu. [lepruoaAMYHOCTE  OCMOTPOB  OMpENEIAETCS
WHIUBUIYAIbHO (OT 3 MeEcsleB [0 HECKOJIbKMX JIET) U 3aBUCUT OT KOJIMYECTBA

MNEPCHCCCHHBIX MPUCTYNIOB B MPOULJIOM, HMX 4YaCTOTBhI 3a HOCJ’IGIIHPIFI roa, TsOKCCTHU

OCTaTOYHOM CUMITOMATHKH, HAJTMYHSI 5kajtod U Bo3pacTa mainuenTa [25,56].

YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 4)

KommenTapum: nayuenmam ¢ 1ameHmHuuiM ceHemu4eckum 3@gexmom, npugooaumum K

OIl, maxoice nokazano nepuooudeckoe OUCnancepHoe obciedoganue ¢ yacmomotl 0o 1 pasza 6 5

Jnem 6 sospacme 00 50 nem, u ¢ uacmomoti 1 paz 6 2 2o0a nocie 50 1em 6 c6s3u ¢ pUCKOM pa3eumus

nepeuqud KapyuHombsl ned4eru

6. Opranusanus oka3aHusi MeIUIIUHCKON MOMOIIH
Iloxa3zanus A1 IKCTPEHHOI FOCHUTAJIM3AUMN B MEAUINHCKYI0 OPraHU3aLHIO:
1) PazBuTre cHMOTOMOB aTaku OPGUPUH.
IMoxa3aHust VISl IVIAHOBOH FOCIMTAIU3ALMH B MEIUIMHCKYI0 OPTraHU3ALMIO:
1) aucniancepHoe oOciie1oBaHKe, B T. Y. IPU MEPBUYHOM MOCTAHOBKE IMAarHO3a;
2) pa3BUTHE CUMIITOMOB XPOHHUYECKOUN MOYEYHOU HEIOCTATOUYHOCTH;
3) noo3peHNEe Ha pa3BUTHE reNaTOLEIUIIONAPHON KapLIMHOMBI.
IToxa3anusi k mepeBoAy B OT/eJIeHUE peaduaIuTaluu (BTOPOM 3Tam):
1) crabunmu3amus cumnTomoB OIl mpu  HamWYUKM  HEBPOJIOTHYECKOTO  AcHUIIUTA
HapylieHneM (QYHKLIUU NePeIBUKEHHS U CaMOOOCITy)KUBaHHUS;
Iloka3anusi K BHIMUCKE MAIHEHTA U3 MeTUIIHHCKOI OpraHu3anuu
1) nonuelii perpecc ataku OI1

® OTCYTCTBUE 0OJICH, TOIIHOTHI;

C

e HETSDKENble TaxUKapaust M apTepualibHasi TUIEPTEH3UsS MOTYT  OBITh

KOMITICHCUPOBaHBI TA0JIETUPOBAHHBIMHU IIpErapaTamMu;

® OCTaTOYHLIHN HCBpOHOFI/I‘-ICCKI/Iﬁ ,Z[G(I)I/ILII/IT HC SABJISACTCA NPCUATCTBUCM K BBITIHUCKE,

NpY HAJTMYUY TOHSATHON MapIIpyTH3alMU N0 JalbHeHIe peaduinTauu;

2) coiepkaHWE KpeaTHMHUWHA W KajHus B CHIBOPOTKE KPOBHM - B MpeienaX HOPMalbHBIX

3HAYCHMIA,
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3) momyctuma runonarpuemus 132-135 MMomb/1, KOTOpast MOKET COXPAHATHCS TUTEIHHOE
Bpewms [39, 45].
7. JonosiHuTesibHAsi MHPopManusa (B TOM 4ucjIe (PAKTOPbI, BIUSAIOLIUE

Ha MCXO0/1 3200/1eBAaHUSI MJIU COCTOSITHUS)
IIporuos

J1o BBeZIeHN s B IPAKTUKY T€PANUU YIII€BOJAMU U TEMHUHOM CMEPTHOCTH BO BpeMs aTak Ol1
Obu1a KpaitHe BBICOKOI 10 66% [13]. B HacTosi1iee BpeMs B CBS3U € YIyUYIICHUEM JUArHOCTHKH,
IpoBeIeHUEeM paHHEeHd 1 A(PEKTUBHON Tepanuu npenapaTaMy reMa, a Takke MeporpUsITHIMU 110
npodunaktuke atak [40], cmepTHOCTh cHM3MIach A0 5-20% [7,20,39,40], Bxitovast paHee He
JTUarHOCTHUPOBAaHHbIE CIy4YaW WM Cily4dal, HE IUAarHOCTUPOBAaHHBIE B paHHIOW ¢a3y aTakw.
Opmnako OIl  ocraercs moTeHuManbHO  (aTambHBIM  3a0osieBaHMeM.  J[MTeNbHOCTD
«HEIMarHOCTHpOBaHHOMW» ¢a3pl ataku OII, BO Bpems KOTOpOHl Ha3HAuyaroTCs MpenapaTsl ¢
BBICOKON MOPGUPUHOTCHHON aKTUBHOCTBIO, KOPPEIUPYET C BEPOATHOCTHIO JIETAIBHOTO HCXO/IA.
OCHOBHBIMU MpPUYMHAMH CMEPTH MNAlMEHTOB C TspkenbiMu atakamu OIl sBistores WBJI-
aCCOLMMPOBAHHAs THEBMOHMS, CETICUC U TSDKEJIbIE HAPYIIEHUS PUTMA CEpLa.

[Tocne nepenecennoil nepsoil araku OIl puck pa3BUTHS MOBTOPHBIX aTak COCTaBISET
50%. Puck pa3BUTHS IOBTOPHBIX aTaK Hau0OJIee BHICOK Y KEHIIIMH CO 3HAYUTEIbHO MOBBIIICHHON
skckpeuueit IIBIC (>100 Mxmonw/m). Y 3-5% mnanMeHTOK pas3BUBAIOTCA €KeMeCSYHbIe
MEHCTPYaJIbHO-aCCOLIMMPOBAaHHbIE aTaku. HopManbHblll ypoBeHb 3kckpeuuu I[IBIT sBisercs
MPEIUKTOPOM OECCUMIITOMHOTO TE€UEHU S 3a00JIeBaHUSI.

DaKkTOpbI, BJAUAIIHNE HA TeYeHHEe U UCXO0 3200J1eBAHUSA:

e JInsg OIEHKM COCTOSHMS NAIMeHTa W CTENEHUW AaKTUBHOCTH OCHOBHOTO 3a00JieBaHUs
CJIeZlyeT OpPHEHTHPOBAThCS, B MEPBYIO OuYepelb, Ha CYOBEKTHBHBIC >KaloOObl M OLEHKY
COMAaTHYECKOTO CTaTyca, B MEHBIIIEH CTETNIeHN — Ha MoKa3aTeIu MoppUpHHOBOro 0OMeHa.
Hannune cunycoBoii Taxukapauu 6osee 100 B 1 MuH, 3amopa, U3BMEHEHHS TIOBEICHYECKHIX
pEAKIU ABIAIOTCA MEPBLIMU MTPU3HAKAMU HauYMHAIOLIErocs nmpucryma [39, 45].

o Konrpons 3a pampHeimeit s¢dexruBHocThio nedenuss OIl  Bkmowaer B cebds
UCCIIEIOBaHUE YPOBHS MOP(UPHUHOB M UX MPOU3BOAHBIX B MOYE, UCCIIEIOBAHHE YPOBHS
HaTpHs B KPOBH, KOHIIEHTPALIMKM HATPHUs B KPOBHU, UCCIEAOBAHNE YPOBHS KpEaTMHUHA B
KPOBH, HCCJIEJIOBAHUE YPOBHS TJIFOKO3bI B KpPOBH, ONPEIEICHUE aAKTHUBHOCTH
aJlaHMHAMUHOTpaHc(epasbl B KPOBHU, ONpe/Ie/ieHHe aKTUBHOCTH KPEaTHHKHHA3HI B KPOBH,
a TaKK€ MapKepoB BOCHAJECHUA (MCCIEAOBAaHUE CKOPOCTH OCENaHHUS SPUTPOLUTOB,
uccienoBanye ypoBHsi C-peakTUBHOTO Oelka B CHIBOPOTKE KPOBH).

e YV OONBUIMHCTBA MALMEHTOB M B MEKIPHUCTYIHBIA MEPHO]] MOKa3aTelu MopGUpHHOBOrO

38



oOMeHa MOTYT MpeBHIIaTh HOpMY, 0ocoO0eHHO 3710 Kacaetcst OIIII [24]. OTa ocoGeHHOCTH
SABJISICTCA CBOCTO poOJia BaApUAHTOM HOPMBEIL. I'maBHBEIM B OLCHKE COCTOSAHHUA IAIIMCHTOB

ocTa€Tcsi UX CaMOYyBCTBUE U cOMaTHieckoe cocrosinue [4, 8, 9, 19].

Kpurepuu ouneHky kayecTBa MeJUIMHCKON NOMOLIHU

Kpurepun xauecrsa OueHka BbINOJTHEHUS

[IpoBeneHo uccienoBanue ypoBHs MOPGHUPHHOB
U UX NPOU3BOAHBIX B MOYE BCEM NALIUEHTaM C Jla/Het
MOZI03PEHUEM Ha aTaKy OCTpoi mopbupuu

[TpoBenen oOmuit (KIMHUYECKHUI) aHAIIA3 KPOBH,
pa3BEpHYTHIM C i QepeHIPOBaHHBIM
MOJCYETOM JIEUKOIIUTOB (JrerikorTapHAst la/Het
dbopMyna) BceM MaIMEHTaM C YCTaHOBJICHHBIM
JIMAarHO30M aTaku OCTPOil mophupun

[IpoBenen aHanmu3 KpPOBU  OMOXUMHYECKHIMA
oOmeTepaneBTUYECKUN (MCCIIeIOBAaHUE YPOBHS
KpeaTuHUHa B KpOBHU, HCCIEIOBAHUE YPOBHSA
HATpUs B KPOBH, HCCIIEOBAaHUE YPOBHS KaJlus B
KPOBH, HCCJIEJOBAHNE YPOBHSI XJIOPHIOB B KPOBH,
UCCIIEIOBaHHE YPOBHS MOUYEBUHBI B KPOBH) BCEM
MaIMEeHTaM C YCTAaHOBJICHHBIM TUAarHO30M aTaKH
ocTpoit mophupun

JNla/Her

[TpoBeneH oOmuil (KIMHUYECKUI) aHATN3 MOYH)
BCEM IMAIIMEHTaM C YCTaHOBJICHHBIM JMArHO30M Jla/Het
aTaku OCTpor noppupuu

[IpoBeneH MoONEKYISIPHO-TEHETUUECKUN aHAIN3
HA HAJIMYUE MYTaluii TeHOB OMOCHHTE3a rema
(HMBS, CPO, PPOX) (koMrIuIekc uccie10BaHui
s IUarHOCTUKH OCTpO Me4YCHOYHOU Jla/Het
noppuprK) BCEM MAIMEHTaM C MOJ03PEHUEM Ha
OCTpYIO nopduputo u ux OITM3KUM
POJICTBEHHUKAM

[Ipoeneno MPT rosioBHOro mMo3ra mnamueHTam ¢
aTakod OCTpod TMOphUPUU TIPH CHUMIITOMAX Ha/Her
sHIIedANTONaTHH

[TpoBeneH kypc Tepanuu TeMUHOM B/B 3 Mr/ Kr 1
pa3 B CYTKM B TeueHHE 4 THEH BCEM MalMEHTaM C

N a/Her
YCTAaHOBJIEHHBIM JUAarHo30M aTaku OCTPOH A
noppupun

IIpoBeneno BBCJICHHE 10% pactBopa

JNEKCTPO3bI** MalMeHTaM C JITKUMHU aTaKaMu
ocTpoii mopdupun (HEMHTCHCHBHBIA OOJIEBOI
CHUHJIPOM, OTCYTCTBHUE HEBPOJOTMYECKHUX Ha/Her
IIPOSIBJIEHUI U AJIEKTPOJIMTHBIX HAPYIIEHU) WIH
IIPU  HEBO3MOXXHOCTH TIPOBEJICHUS TEpanuu
TEMUHOM
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Kpurepun kavyecrBa

OneHKa BLINIOJTHEHHUS

[IpoBeneHo wuHMDOPMHUpPOBAHUE IMAIIMEHTOB, UX|
[POJACTBEHHUKOB M CEMEWHBIX Bpadyeil O IIpaBUiIax
MCIIOIB30BAHNSI  JIEKAPCTBEHHBIX  IIPENaparos,
HEOOXOMMOCTH ~ CBOEBPEMEHHOTO  JICUEHHUS]|
MHGEKIMA 1 He3aMeUTUTEIHbHON TOCTIUTATH3aIUY|
pu  nosBieHuH  cumntoMoB  ataku  OIL
[IpoBeneHOo oOO0yuyeHHE MAUEHTOB MPUHIUIAM]
3I0pPOBOr0 00pasa KU3HU, KOTOPbIE BKIIOYAIOT:
a. PperyisipHoe HOPMO-KaJIOpHITHOE
IUTaHUE. Hoctrmxenue BEPXHEM]
IPAaHMIIBI HOPMBI MHIEKCAa MAacChl TeN
(UMT). [laxxe B ciydae JedeHUS
OKUPEHUS, HEJOMYCTUMA)]
Oe3yrneBojHas  JMeTa M Pe3Koe
CHUIKEHHUE MacCChl TeJa.
b. momHOE HCKITFOUCHHE npuemMa
AJIKOTOJIS1.
OTKa3 OT KypeHUs
d. TIpOPUIAKTUKY CTPECCOBBIX CHUTYAIUM,
pU HEOOXOIUMOCTH, TICUXOTeparus u
pUeEM AHTHUJICTIPECCAHTOB,
JIOCTAaTOYHOE BPEMsI [IJIsl CHA U OT/bIXa
e. HaOmIOAeHUE TUHEKOJI0Ta y
CBOEBpPEMEHHOE  JieyeHHe  JII00oM

TMHEKOJOTHYECKOM MaTOIOTHH.

Jla/Het
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IIpunoxenue A2. MeTonoiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AU

IleseBasi ayIMTOPHUA JAHHBIX KJIMHHUYECKHX PEKOMEHIAIIMM:

1. CnenuanucTel Bpauu-reMaTosioru

2. CnenuanucTsl Bpaunu-HEBPOJIOTH

3. CrennanucThl Bpauu- XUpypru

4. CrienuanucThl Bpauyu-TEPaIneBTh

5. CnenuanucTbl Bpauu-aKyliepbl-THHEKOJIOT !
6. CnenuaancTbl Bpauyu-OHKOJIOTH

MeT010J0TUs CO0PA N0KA3ATEILCTB

MeToabl, MCIIOJIb30BAaHHBIE IS cOOpa / ceJIeKIIUU 10KA3AaTeIbCTB:

° [Touck myOnukanmii B CHeNMATIU3UPOBAHHBIX TMEPHUOINYECKUX IMeUYaTHBIX
A3TAHUIX
° [Touck B 37eKTPOHHBIX 0a3ax JaHHBIX.

ba3bl JaHHBIX, HCIIOJIB30BAHHBIX ISl cO0pa / ceJIeKIUU 10KA3aTeIbCTB:

JlokazarenbHOM 0a30l I PEKOMEHIAIMK  SIBISAIOTCS MyOJWKAIMK, BOIISIIINE B

KoxpaitHoBckyto Oubmuorexy, 6a3sl manueix PUBMED u MEDLINE. I'my6una mnoucka

cocrasirsiia 30 jer.

Metoabl, HCTIOIb30BAHHbIE /ISl AHAIN3A 10KA3aTeIbCTB:

o 0O0630pBI ONTYOTMKOBAHHBIX METa-aHAIU30B;

° Cucremarndeckue 0030pbl ¢ TAOIUITAMHU JOKA3aTEIbCTB.
Metoabl, HCTIOIb30BAHHbIE /ISl KAYeCTBA U CHJIbI I0Ka3aTeIbCTB:

o Koncencyc skcnepTos;

o OneHka 3HAYMMOCTH JIOKA3aTelIbCTB IMPOBOJMIACH B COOTBETCTBHU CO
KOl OIIGHKM YpPOBHEW JOCTOBEpHOCTH pokaszarenbcTB (YJI) mist meronos
nuarHocTuky (Taou. 2) u a1 MeTo10B PO ITaKTUKH, JIedueHus U peadmnuraruu (Taoo.
3).

Tab6uamna 2. I1lkana oneHku ypoBHe# 1ocToBepHOCTH A0Ka3aTenbeTs (Y 1) 11 meronos

JIMarHOCTUKY (TMarHOCTUYECKUX BMEIIATEIIbCTB)

Y Pacumdposka
1 CucremaTndeckre 0030pbI UCCIETOBAHHN ¢ KOHTPOJIEM pedepeHCHBIM METOIOM UITH
cucTeMaThyeckuii 0030p PaHIOMU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUNA C
MPUMEHEHUEM MeTa-aHaju3a
2 OTnenbHBIE WCCIEIOBAaHUS C KOHTpOJEeM pedepeHCHBIM METOJIOM WU OTIENIbHbIE

PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC MUCCICIOBAHUA W CUCTCMATUYCCKHUC 0630pBI
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UCCIIeIOBaHM  J000ro  jAM3aifHa, 3a  HMCKIIOYEHHEM  PaHIOMH3HPOBAHHBIX

KIIMHUYCCKHUX HCCHGHOB&HHP'I, C IpUMCHCHHUCM MCTa-aHaJIn3a

3 HccnenoBanust 6e3 MOCIEIOBATENILHOTO KOHTPOJIST pedepeHCHBIM METOJIO0M WU
uccienoBaHusl ¢ pedepeHCHBIM METOAOM, He SBJSIOUIMMCS HE3aBUCUMBIM OT
HCCIEAYEMOro METO/1a I HEPAHIOMU3UPOBAHHBIE CPABHUTEIILHBIC UCCIEAOBAHUS, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHBIe HCCIICA0BAaHNsA, OIIMCAHUE KIIMHUYCCKOIO ClIy4das

5 Nwmeercs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WIM MHEHHE YKCIIEPTOB

Tabauna 3. Illkana oreHkn ypoBHEH 10CTOBEpHOCTH qokazaTtenbeT (Y /1) mis meTonoB
PO UITAKTUKH, JIEUCHUS U peadbuiutanuu (MpoPHIaKTHYECKUX, JICUSOHBIX, peaOMIUTAIIMOHHBIX

BMELIATEIbCTB)

YA Pacum¢pposka

1 Cuctemarnueckuii 0030p PKU ¢ npumenenneM Mera-aHann3a

2 Otnensubie PKM u cuctemaruueckue 0030pbI UCCIENOBAHHMA JIOOOTO [U3aifHa, 3a

uckmouenuem PKH, ¢ npumeHeHneM MeTa-aHaamn3a

3 | HepannomusupoBaHHbIE  CpaBHHUTENbHbIE  HCCIEAOBAaHHSA, B T.4. KOTOPTHbBIE

HCCICJ0BaHUA

4 HGCpaBHI/ITGHBHLIe HCCIICAOBaHUs, OITMCAHUC KIIMHUYCCKOTO ClIydad Win CCpUH CIIydacs,

UCCIJIEIOBAHMSI «CIIYy4ai-KOHTPOJIb

5 Nmeercs numib 000CHOBaHME MEXaHW3Ma JACHCTBUS BMEIIATENIbCTBA (IOKIMHHYECKUE

I/ICCJIGIIOBaHI/IH) HJIK MHCHHC S3KCIICPTOB

OnucaHue MeTOIMKH aHAJN3A 10KA3aTeJIbCTB U Pa3padoTKH PeKOMEHIAIUIi:

IIpu otOope nyOnukamuii, Kak TOTEHIMAIbHBIX HCTOYHHKOB JIOKA3aTEIbCTB,
HCIIOJIb30BaHHAs B Ka)KJIOM HCCIIEIOBAHUN METOI0JIOTHSI U3y4anach JUIsl TOTO, YTOOBI yOeIUThCS
B COOTBETCTBUU €€ NPHHIUIAM JOKAa3aTEIbHON MeIUIMHBI. Pe3ynbTaT W3ydeHUs BIHST Ha
YPOBEHB JOKA3aTEIBHOCTH, MPUCBANBAEMBII IMyOIUKAINH, YTO B CBOIO OYEpE/Ib BIUSICT HA CHITY,
BBITEKAIONINX U3 HEE PEeKOMEHAAIINMN.

MeTtononornyeckoe  u3ydeHue  (GOKyCHpPOBAJIOCh Ha  OCOOCHHOCTSIX  JAM3aiiHa
UCCJICIOBAHMSI, KOTOPHIE OKAa3bIBATH CYIICCTBEHHOE BIUSHHUE HA KauyeCTBO pE3YyIbTaTOB U
BBIBOJIOB.

C Uenpl0 HCKIIOYEHHUS BIUSHUS CYOBEKTUBHBIX (DAKTOPOB KaXJ0€ HCCIIEOBAHNE

OIICHUBAJIOCh HE3aBUCHUMO, KaK MHHHMYM JOBYMS HE3aBUCUMBIMHU UYJICHAMHU aBTOPCKOI'O
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KOJUIeKTHBA. Paznmuuus B oleHKe 0OCY)KIalnucCh Ha COBEHIAHMSX paboueil rpynmbl aBTOPCKOTO
KOJUIEKTHUBA JAHHBIX PEKOMEH/IAIINH.

Ha ocHoBanmm aHanm3a JOKa3aTENbCTB MOCIEAOBATENHHO OBUIH pa3pa0dOTaHbl pa3iaeiibl
KIIMHUYECKUX PEKOMEHJIAlIM C OIIEHKOM CHJIbl B COOTBETCTBUM C PEUTHHIOBOM CXEMOM
pexkoMeHmanuii (Tabn.3).

MeTo/1b1, UCTIOJIB30BAHHBIC TSI (POPMYITHPOBAHUS PEKOMEHIAIIHIA:
e KOHCEHCYC 3KCIEPTOB;
e OreHKa 3HAYUMOCTH PEKOMEHAAINN B COOTBETCTBUU C PEHTHUHTOBOM cxemoi (Tabi.
4).

Tab6auna 4. Illkana omeHku ypoBHeW yOeaurenbHOCTH pekoMenpauumii (YYP) s
METO/J0OB TPO(PWIAKTUKH, JHATHOCTUKH, JICUCHUS U peadmmutanuu (IporIakTHIecKuX,
JTUArHOCTUYECKUX, JIeYeOHBIX, peaOMINTAllMOHHBIX BMEIIATEIHCTB)

YYP Pacuu¢poska

A CunbHass pekoMeHnanus (Bce paccMaTpuBaeMble KpuTepud 3(PQPEeKTHUBHOCTU
(ucxopl) SABISIOTCS BaXKHBIMM, BCE MCCIEIOBAaHHUS MMEIOT BBICOKOE WM
YIIOBJIETBOPUTEIBHOE  METOJMOJIOTUYECKOE  KAayecTBO, HUX  BBIBOJBI 110

HHTCPCCYIOIUM UCXOJaM SABIIAOTCA COFJIaCOBaHHI:IMI/I)

B YcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpUTepun 3G(HEKTHUBHOCTH
(MCXOJBl) SIBIISIIOTCS BaXKHBIMH, HE BCE HCCIICIOBAHUS WMEIOT BBICOKOE WIIH
YAOBJICTBOPUTCIIBHOC MCTOAOJIOT'MYCCKOC KadYCCTBO I/I/I/IJII/I UX BBIBOAbBI IIO

HHTCPCCYIOIIUM UCXOAaM HEC SABJISAIOTCA COFHaCOBaHHbIMI/I)

C Cnabas pexkomeHaamus (OTCYTCTBUE JT0KA3aTEILCTB HAJISKAIIETO KauecTBa (Bce
paccmaTtpuBaeMbie KpuTepun dPHEKTUBHOCTH (MCXOIbI) SBIISIOTCS HEBAXKHBIMU,
BC€ UcciieaoBaHus UMECIOT HU3KOC METOAOJIOTHYCECKOC KaUY€CTBO U UX BBIBOJHI ITO

HHTCPCCYIOIIUM UCXOAaM HEC SABJISAIOTCA COFHaCOBaHHbIMI/I)

OxoHuyaTeJbHASI pelaKkuust

Jlis OKOHYATEIbHOW pEeNaKIMK M KOHTPOJS KayecTBa PEKOMEHJAIMH ObUIM MOBTOPHO
MIPOAHAJIU3UPOBAHBI YIEHAMHU aBTOPCKOTO KOJUIEKTUBA, KOTOPBIE MPHUILLIHU K 3aKII0YEHUIO0, UTO BCE
CYIICCTBCHHBIC 3aMCUaHUA HW KOMMCHTAPUHU OKCICPTOB MPHUHATBI BO BHHMAHUC, PHCK
CUCTEMaTUYECKUX OMIMOOK MpH pa3paboTKe CBEJACH K MUHUMYMY.

IMopsiniok 00HOBJIEHUS KIMHUYECKHX PEKOMEHIALUIA.

MexaHu3M  OOHOBJICHMS ~ KIMHUYECKUX  pPEKOMEHAALUMK  MpeaycMaTpuBaeT  HX
CHUCTEMAaTUYECKYIO aKTyalH3alrio — HE PEKE YeM OJIMH pa3 B TPU I'ojia, a TAKXKe MPH MOSBICHUN

HOBBIX JAaHHBIX C ITIO3HUIINH ,HOKaSaTeJIBHOfI MCIUIIMHEBI 110 BOIIpOCaM JHArHOCTHUKH, JICUCHUA,
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npoPUIaKTUKH W peabWIuTalMd KOHKPETHBIX 3a00JIeBaHHMM, HAJIMYUA OOOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeyaHnii K paHee yTBepkaA¢HHbIM KP, HO He uaie 1 pa3a B 6 MecsIieB.

Ipunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIIOYas COOTBETCTBUE
NMOKA3aHNH K MPUMEHEHUIO U IPOTHUBONOKA3aHN, CIOCO00B MPUMEHEHUSA U
103 JIeKAPCTBEHHBIX NMPeNnapaToB, HHCTPYKIUH 10 NPUMeHEHUI0

JEKApPCTBCHHOI'0 Ipenmapara

Her
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Ipuioxkenue b. AropuTmsl 1eHCTBUH Bpaya

Ipuaoxenne bB1.

AJITOPUTM IMATHOCTUKH U JIeYeHHUSI OCTPOM aTaku ocTpoii nopdupuu.

Octpbie 60um B 3xmuBoTe 63 nepuToHeanbHbIX OcTpbiit BANbIK TETpanapes
3HaKoB U O6GBLEKTUBHO YCTaHOBNEHHOMN u/munun
npuumMHbl > 1 CYTOK ocTpasn sHuedanonatms

ha

v

NMiobbie 2 NPU3HAKAE U3 HUKENEePEeYUC/IeHHbIX:
® UHTEHCUBHbIE B0NM B KUBOTE U/Unu NOSCHULE

rMNepTeH3MUA, 3anop U/UAKN 334EPKKa MOUM)
® UNOH3TPUEMUA

® KEHCKWI NON, PENPOAYKTUBHLIM BO3PaCT

® 3BTOHOMHAS AUCHYHKUMA (TaxmuKapams u/unm aprepuancHas

® NCUXHUYECKKE paccrpoﬁcrsa WU/ANKU INUNENTUHECKWUE NPUNAAKMA

! fa

Kauecrsennsiii Tect Ha [1BI" Mouu B Teyenue nepsoix cyTok (A09.28.008 —
HCCIIEZIOBAHME YPOBHS NMOP(GUPHHOB ¥ UX MPOU3BOJHBIX B MOYE)
* OTKa3 OT Ha3HA4YCHHs MOP(PUPHHOTEHHEBIX IIPENIAPaTOB, MOAACPKUBAIONIAs TEPAIIHs

]

KomuuectBennsiii anamm3 AJIK u ITBI" moun (A09.28.008 — uccnenoBanue ypoBHs
NOp¢UPHHOB U UX NIPOM3BOHBIX B MOYE)

1 ¥ v
> 5 pa3 Bbille HOPMbI I < 5 pas Bblwe HOpMb HOpMa
A4
Octpas nopdupms WUCKNMOYEHME MHDIX NPUYUH NPOAONKUTE
CNepoBoit NOpHUPHMHYPUM obcnegoeanue
A

BBeaeHue remuMHa
BBeneHue AeKCTpo3bl**
WUCKMOYEHMS NOPdUPHMHOreHHbIX
npenapaToe

* NOAAEPHMBAIOWAEA U
BOCCTAHOBUTENbHAR TEPANUA

|

Bo Bpems pemuccun — HabMOEHHE Y Bpaya-reMarosora
ITpodunaxtuka obocTpeHuii

MornekynspHO-TeHeTU4eCKHH ~ aHaJM3 Ha  HaJM4He
MyTalmii  reHoB  OuocuHTe3a rema  (KOMIUIEKC
UCCIICIOBAHUH JUIA JMarHOCTMKH OCTPOH II€YCHOYHOM
nopbupun) y npobaHaa ¥ poJiCTBEHHHUKOB
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Ipuaoxenne bB2.

AJIropuTM J1a00pPaTOPHBIX HCCICAOBAHMI VI NOATBep:xkAeHus nuarHo3a OIl

CKpHHHHT BO BpeMsl aTaKH
1) KauectBennaa peakuud Ha [IBI" Moun (coOpaHa Ha BBICOTE CHMIITOMOB, B IIOCYAY, 3ALIHIICHHYIO

ot coHeuyHoro ceera) (A09.28.008 — uccnenopanye ypoBHs IOPQUPUHOB M MX IPOM3BOIHBIX B MOYE)

MonoXxutenbHbLIN UNK OTpuuaTenbHbIv
COMHUTESbHbIA

WW

BepoAaTHOCTb ocTpoit nopdupun >70% OcTtpaa nopdupua manosepoaTHa, NPU COXPaHEHUU

KNMHMYECKOro No403peHuns, nposeaeHune

KonunyecTseHHoro uccnegosanuma N6 mn AJIK

2) Kommuectsennoe uccinenosanue I16I" u AJIK B moue
(A09.28.008 — uccnenoBanue ypoBHs MOPHUPHUHOB U X TPOU3BOJHEIX B MOYE)
IIBI" (Bcerna MOBHIIIEH MUHUMYM > B 5 pa3, 066r4HO > 50 pa3)
AJIK (Bcerpa noBbiuena). Eciiu AJIK > I1BI, HCKITFOUUTH OTpaBJICHUE CBUHILIOM

MonoxurenbHbIN
pesynbTar

HpH HaTAYHH TAXKEIBIX HITH YMEPCHHBIX KIIHHHYECKHX HpOiIBJ'ICHHﬁ aTaKHu H0p¢HpHH, Ha4YaTh TE€paANH
apruHaToOM reéMa

[IpoBeneHrEe MONEKYIIIPHO-T€HETUIECKOTO aHAIM3a Ha HAJIMYME MyTallUuii TeHOB
OHoCHHTE3a reEMa B IIEpHUOJ PEMUCCHH (B03.019.017 - xoMIIeKe MCCIIEI0BaHMA I THATHOCTHKH OCTPOM
TIEYECHOYHO! OPOUPHH)  OITIT- rey HMBS

HKII: res CPO
BIl. ren PPOX

(HKIT - nacnencreenHas kxompomopupus; BIl - Bapueratnas nopdupus; HMBS -runpokcuMeTHIOMITHAH

cunretasa; CPO - konpomnopduprHoren okcruaasza; PPOX - mpoTonophupruHOTeH OKCHIa3a)
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Hpuinoxenue B. Undopmauus 14 nanueHra

IMoppupuu — rpynmna penkux 3a0oeBaHUMN, MEPEAAIONTUXCS 110 HACIEJICTBY, B OCHOBE
KOTOPBIX JICKUT T€HETHYECKasl MOJIOMKa, MPUBOASAIIAS K U3MEHEHHIO aKTUBHOCTH (PEepMEHTOB,
YYaCTBYIONIMX B CHHTE3€ TeéMa — BaKHOUM COCTaBHOM YacTH FeMOTJIOOMHA SPUTPOIIUTOB.

ITpu octpoix nopdupusx (OII) 3ToT CKpbITHI AeEeKT MPOSBIAETCS MPH BO3ACHCTBUN
MPOBOLMPYIONTUX (DAKTOPOB B BHJZIE OCTPOrO MPHUCTYIA (aTaku), MPOTEKAIOMIETO0 C OOJISIMH B
JKUBOTE, TOIIHOTOW, 3alopoM, YYalleHHbIM CcepAleOueHreM, MOBBIIIEHHEM apTepuaibHOro
JABJICHUS U JIPYTUMU CUMIITOMaMH TUC(HYHKIIUU BET€TAaTUBHOW HEPBHOW CHCTEMBI. B TskKeNbIx
CIIy4asiX, MPU OTCYTCTBHH CBOCBPEMEHHOTO JICUCHHUS, MOTYT TAaKXKe pPa3BUTHCS MapalldyH,
SNUJIENTUYECKUE TMPUMAAKH, paccTpoiicTBa co3HaHusa. OOs3aTeNbHBIM KPUTEPUEM JIMarHo3a
ataku OIl sBrsercs OTCYTCTBUE APYTHX MPHUYMH Pa3BUTHUS YKA3aHHBIX CHUMIITOMOB, a TaKke
Oojee, yeM S5-KpaTHOE TMOBHIINICHHE YpPOBHS TOp(HOOMIMHOTEHA B MOYE, YTO, KakK MPaBUIIO,
COTPOBOXKAACTCS OKPAIIMBAHUEM MOUYHU B TEMHBIHN I[BET - OT PO30BOT0 0 OOPIOBOTO OTTEHKA.

K octpbeim nopdupusm oTHOCATCS:

. Ocrtpas mepeMexarommascst moppupus
. Bapueratnas nopgupus
. HacnenctBennas konponopgupus

Knuanyeckast xkapTuHa M JIeYeHHE aTak BceX (OPM OCTPBIX NOPPHUPHUIl OIMHAKOBBI,
nos3ToMy AuddepeHuranbHas JAUATHOCTHKA IE€PEYMCICHHBIX BapUaHTOB HE  SBISAETCS
HEOTJIOKHOM MEpO M MOXKET OBITh BHITIOJTHEHA B HEAKTUBHYIO (ha3y 3a001eBaHMs.

VY Bcex manmeHTtoB OIl mMeeTcss BpOXACHHBIA AedekT (MyTamus TIeHa OJIHOTO U3
dbepMEeHTOB OMOCHHTE3a reMa), YHACICIOBaHHBIM OT OJHOTO W3 poauTenci. Y OONbIIMHCTBA
HOcUTeNell Takoro naeexTa HUKAKMX KIMHUYECKUX MpOsABICHUH 3a0oineBaHus HeT. Araka
noppUpPUY Pa3BUBAETCS MIPH YCIOBUH BO3AEUCTBHS CIELU(PUIECKUX IPOBOLUPYIOMIHX (PAaKTOPOB.

K ycTaHOBIEHHBIM IPOBOLUPYIOMIKM (MTOPUPUHOTEHHBIM) (haKTOpaM OTHOCSTCS MHOTHE
JIeKapCTBEHHbIE MpEenapaTrhl, ajJKOrojb, WHQPEKIUH, KOJIeOaHusi TOPMOHAIBHOTO (poHa
(MEHCTpyaIbHBIN UK, OEPEMEHHOCTD), TOJIO0IaHUEe, HU3KOYTJICBOIHAS JTUETA, T.€. T¢ (PaKTOpHI,
KOTOPbIE CTUMYJIMPYIOT 00pa30BaHUE reMa B IIEUEHH.

[TockonbKy MEHCTpYaJbHBIA LUKJ SIBISETCS TJIaBHBIM HJOTCHHBIM HPOBOLUPYIOIIUM
daxTopoM, 80% manMeHToB ¢ OCTPON MOPPHUPHUEH COCTABIIAIOT )KESHIIMHBI B Bo3pacTe oT 20 110 45
neT. 3a0oseBaHNe PEIKO MPOSIBIISAETCS 10 MyOepTaTHOro BO3pacTa, a Takke B MEHoMay3e. ATaku
noppUpPUHN Yy MY>KUHUH BO3MOXKHBI, HO BCTPEYAIOTCS TOPA3/I0 PEKE, YEM Y JKEHILUH.

doTonepmMaTo3 B BHJE MOBBIIIEHHOW PAaHUMOCTH KOXXH, OOpa30BaHUM ITy3bIpeil Npu

MHCOJISIIMK HabmroaeTcst BHE cBs3M ¢ atakamu y 14-80% OoibHBIX BapHeraTHOH mopgupuei,
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KpallHE pEeIKO - TpU HACJIEICTBEHHOW KONpONMophUpHUH, W HHUKOTJA - TPH OCTPOU
nepeMexarorieiicss mophupun. OOBIYHO CHMIITOMBI Pa3BHBAIOTCS B BECEHHE-TETHHU TEPUOI.
Tepanus 3akiro4aercs B 3alUTE OT COTHEYHOI0 U3IyYeHUs (0J1exkaa, Kpema).

Jlaboparopnast quarHoctuka ataku OIl oCHOBBIBaeTCsl Ha ONpPEEICHUH B MOYE M30bITKA
noppoOUTMHOTEHA, KOTOPBIA MOXET OBITh BBISBJIICH KAUECTBEHHOUN pEaKIMeld U B JaJIbHEHUIIIEM
MOATBEPKJIEH KOJMYECTBEHHBIM aHaIu3oM. MonekyinsapHo-renerndeckuil ananus (JJHK-ananuz)
— HauOoJee HAJEeKHbIN criocod moareepxkaeHus nuarnosa Oll kak y OONBHBIX ¢ KIMHUYECKUMU
MPOSIBICHUSIMU 3a00JI€BaHMs, TaK U Y UX POJACTBEHHUKOB.

[Ipu pa3Butum OoJsiei B )KMBOTE y MaIMeHTa ¢ paHee nuarHoctupoBanHou OIl, momumo
HOBOU aTaku, KOKJbI pa3 HE0OOX0IMMO HCKIIIOYATh IPYTHe MPUYHUHEI 00JICi, B IEPBYIO OYepelb
- BOCTIAJIUTEIIbHBIE 3a00JIeBaHKs OPTraHOB OPIOIIHOM MMOJIOCTH.

. BakHoli yacTbio JIedeHUs SABISETCS a/IeKBaTHOE MUTaHHUE, IPU HEOOXOJUMOCTH -
yepe3 Has3oracTpaibHbI 30HA, JeueHHWE WH(MEKIMOHHBIX OCJIOKHEHHH M CHUMITOMaTHYecKas
Tepanusi MOBLIIIEHHOTO apTEPUAIbHOTO IABJICHUS], TAXUKAPUHU, TOIHOTHI U T.1.

. B cnyuae pasButHs mapaivddeil BO BpeMsl aTakd, peaOMIMTAIUS MOXKET OBITh
JUIATENbHOM.

C nenpro npodunakruku atak OIl Heo6xoauMoO:
e BecTu 310p0oBBIit 00pa3 KU3HU:

o PerynsapHoe HopMO-KaniopuiiHOe TUuTaHue. JlocTKeHne BEpXHEH TPaHUIbl HOPMBbI
uHzaekca maccol Tena (MMT). [laxxe B ciydae ie4eHHs 0XKUPEHUS, HEOIyCTUMA JKECTKas
0e3yrieBoHas IUeTa U Pe3KOe CHUIKCHHE MACChI Tea.

o H36erats npuema ankoroJisi (Bo BpeMs MOJTHOW PEMHCCUU JOITYCTUMbI HEOOIbIINE 103
anKoroJs, 10 12 r uucroro crimpta B AeHb: 120 vt 10-15% Buna unu 330 mut 4% niuBa, cuspa).

o OTka3 oT KypeHHs.

o IlpodunakTika CTPECCOBBIX CUTYAIHA, TPH HEOOXOIUMOCTH, TICUXOTEPAIIUS U TPUEM
AHTUJEIIPECCAHTOB, IOCTATOYHOE BPEMS 11 CHA U OT/bIXA.

o CBoeBpeMeHHOE JiIeUeHUE APYTUX 3a001eBaHN, 0COOEHHO 00YCIIOBIECHHBIX
OaxkTepraTbHBIMU UH(EKIUAMU (LUCTHUT, TUETIOHEPPUT, AaHTUHA, OPOHXUT, CHHYCHUT U T.1I.)

o IlpoBeaenne JIHK-nnarHocTukn HOCUTEIHCTBA MYTAHTHOI'O I'€HA CPEAH POJICTBEHHUKOB
MAIMEHTOB, T.K. BEPOSTHOCTb IMepelaud TeHEeTHYeCKOro nedekra cleayloleMy MOKOJIECHUIO
coctaBisieT 50%. Ecnu HocutenscTBO OII BBIBIEHO B IETCKOM BO3pacTe, TO MPHU aI€KBATHOMN
npoduIakTUKe, BEPOSATHOCTD aTak B OyaymieM cHuxkaercs 10 1-5%. [lpenaranpHast TuarHoCTUKA

HE IPOBOJUTCA.
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MMAIIMEHTKH C PEI'YJISIPHBIMU MEHCTPYAJIBHO-
ACCOLIMHUPOBAHHBIMU ATAKAMUA

ITpumepno y 30 % sxenmunu ¢ Ol pa3BuBaercsi mpeIMeHCTPYalIbHbIH 001€BOI CHHIPOM
MHOI'ZIa C TOLIHOTOM, 3allopaMM U y4YalleHHBIM cepAleoreHreM. B GonpmMHCTBE clydaeB 3To -
JIETKUE aTaky, He TpeOyIole rOCIUTAIN3alHH.

Oxono 3-5% sxeHH ¢ OIl UCHBITHIBAIOT TSDKENBIE PETYJSPHBIE aTaKd, CBSI3aHHBIE C
MEHCTPYaJIbHBIM LIUKJIOM (C MHTEPBAJIOM 2-4 HENENM), YTO aCCOLMHUPYETCS ¢ KpailHE HU3KUM
Ka4eCTBOM MX JKU3HU U BBICOKMM PHCKOM JIETAIBHOIO MCXO0Ja. DTOW rpylie MalUeHTOK, MpH
Hed((PEKTUBHOCTH CTAaHAAPTHBIX MEPONPHATHH IO KOPPEKIMU oOpa3a >KH3HU, IOKa3aHa
NPEBEHTHBHAsI TOPMOHAJIbHAS TEPaAIUsl 10 HA3HAUYEHUIO Bpada-aKyliepa-rHHEK0JIora COBMECTHO
CO CHEUHATUCTOM MO MOphUpPHUH.

BEPEMEHHOCTb

ITpu ycnoBUM HUCKIIOUEHHs] NPOBOLUPYIOIIMX (PAaKTOPOB M aJEKBATHOM IHMTAHUHU IIPU
PaHHHUX TOKCHKO3aX, OEpeMEHHOCTh PEAKO MPOBOIMPYET aTaku MOp(GUPHH, TOITOMY 3ampeT
6epemenHoctu y nauuenTok OIl He ompaBaaHo.

MMO3JHUE OCJIOKHEHUA OIl

VYV naumenToB ¢ OIl BpiCOKa BEpPOSTHOCTHh MOCTENEHHOIO TMOBBIIIEHHUS ApTEPUATBHOTO
JIABJICHUS, TO3TOMY HEOOXOJMMO PEryJIipHO KOHTPOJIUPOBATH €T0 YPOBEHb.

[TocTenieHHOE MOBBIICHHWE TOKa3aTele KpeaTMHWHA CBUIACTENBCTBYET 00 YXYALICHUU
paboTel noyek, Habmonaercs y 10-15% nanuenTos ¢ OI1. OObIYHO 3TO aCCOIMUPYETCS C HACTHIMU
aTaKaMH, NOBBIIIEHUEM apTEPUAIBHOTO AABICHUS U PETYJIAPHBIM yIIOTPEOICHUEM HECTEPOUTHBIX
OPOTUBOBOCTIAJMTEIBHBIX W MPOTUBOPEBMATHYECKHX  IpernaparoB.  PexoMmeHayercs
NEePUOIMYECKUN KOHTPOJIb YPOBHS KpEaTHHHHA, aJIeKBaTHBI MUTHEBOM PEXXUM M OrpaHUUCHHE
UCTOJIb30BaHUSI ~ HECTEPOMJHBIX  MPOTUBOBOCHAIUTENBHBIX U IPOTUBOPEBMATHUYECKUX
Ipenaparos.

JUCHHAHCEPHOE HABJIIOJIEHUE

[Tanmentam, mnepenecmnM araky OIl, mnokasaHo mnepuoaWYecKoe AHCIAHCEPHOE
oOciiefloBaHME B MEXINPHUCTYNHBIM mnepuoi. I[lepMoaMYHOCTP OCMOTPOB  OHpeeseTcs
uHAuBUAyanbHO (0T 1 pa3za B 3 Mecsla 1O HECKOJBKUX JIET) M 3aBHCUT OT KOJIMYECTBA
NIEPEHECEHHBIX MPHUCTYIOB B MPOLUIOM U MX YaCTOTHI 3a MOCIEAHUI ToJl, TSAKECTH OCTATOUHOM

CUMIITOMAaTHUKH, HAJITUYUA )Kaob u BO3pacTa nmanrcHTa.
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Hpuioxenue I'1-I'N. LHHIka/bl oieHKH, BONPOCHUKHU M IPyrHe OLeHOYHbIEe
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIMHUYECKHX
PEKOMEHIAMUAX

IIkasa Ne 1. BusyajabHo-aHa10rosasi KaJja 001u

llikana 10-6anbHON OL{EeHKN MIHTEHCUBHOCTH 60NK

| | | | [ O I

| I I I I | | | |

1 2 3 4 5 6 7 8 9 10
Her ymepeHHasn 6onb HEeBbIHOCHUMaR

O —
—_—

Mecmo czuba aucma

Bu3ayanbHas aHanorosas wkana 6onm

Her HEBbIHOCMMARA
Gonn 6onb

MpocTan onucaTenbHas WKana UHTEHCUBHOCTYU Gonu
| | | ] |
I I I Bl L

HeT cna6an ymepeHHan CW/IbHaA O4YeHb CHNIbHaA HeBbIHOCWUMaAR

e

HasBanue Ha pycckom si3bike: BusyanpHo-aHamorosas mkana 00ym

OpurunanbHoe HazBaHue: Visual Analog Scale

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

Tumn: mkaaa oeHKHn

Hasnauenue: orieHka MHTEHCHBHOCTH 0OOJIEBOTO CHHApPOMA.

OLIeHOYHBI HHCTPYMEHT, COJICPKaHHUE: CM. IIKAITY.

Kirou (uaTepnperanus): MeTon cyOBEKTUBHOW OIEHKH OOJIM 3aKII0YaeTcs B TOM, YTO
ManyeHTa MPOCsAT OTMETUTh Ha HErpaayupOBaHHOW NTWUHUM JMHOW 10 cM TOUYKy, KOTOpas
COOTBETCTBYET CTEIEHU BBIPAKCHHOCTH Oonu. JleBas rpaHWIla JHMHUM COOTBETCTBYET
OTpeieNIEHUI0 «O0JIH HET COBCEM», MpaBasi — «HEBbIHOCHMast 001b». Kak mpaBuiio, ucronb3yercs
OyMakHasi, KapTOHHAsl WIM IUlacTMaccoBas JuHerka mmHoM 10 cm. C oOpaTHOM CTOPOHBI
JUHEWKH HAHECEHbI CAHTUMETPOBBIE JACJICHHUS, IO KOTOPBIM Bpau OTMEYAET MOJIy4YEHHOE 3HAaUCHHE
U 3aHOCUT B HCTOPHUIO OONIe3HM WM amMOynaTtopHyro Kapty. [Ipu OTCYTCTBHM CHEIHAIbHBIX

JUHEEK, HyMEPUYIECKYI0 U BU3yallbHYIO aHanoroByro mkany (BAILLI) newararoT Ha ogHOM JHCTE,
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KOTOpPBIN nmanee crudaercs Tak, uroobl BAIIl u mkama 10-6anpHON OIEHKH OOJIM OKa3aHCh C
pasHbIX CcTOpoH. Takum oOpa3oM, HalMeHT, MpocTaBisii oTMeTKy B BAILL, He BuauT ee
HYMEpPUYECKOE 3HAYEHME, a Bpay, pa30THYB JIUCT, COOTHOCUT OTMEUYEHHYIO NAllUEHTOM TOYKY C

HYMEPHUYCCKUM 3HAYCHUCM.
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