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Pa3spaboTumk KnuHNU4Yeckom pekomeHaauumn

- HanmonanbHOE remaTosiornyeckoe oOiecTBo

- POO "OO61ecTBo criennaiicToB O HEPBHO-MBIILIEYHBIM 3a00J1eBaHUSAM "

- Poccuiickoe 00111ecTBO 1€TCKUX OHKOJIOTOB U T€MAaTOJIOTOB

Ono6peno Hayuno-npaktudeckum CoBetom Munzapasa PO

Cnucok cokpaliueHumn

AJIK — nenpTa-aMHUHOJIEBYJIMHOBAS KUCJIOTA

A" — anTHIMYpETUYECKHIT TOPMOH

AYTB — akTUBHPOBAHHOE YaCTUYHOE TPOMOOTIIIACTUHOBOE BPEMsI

I'AMK — ramma-aMuHOMACIISIHAsI KUCJIOTA

KKT — xeny104HO-KUIIICUYHbIA TPAKT

KT — xomnbroTepHas Tomorpadust

MPT — marauTHO-pe30HaHCHAas TOMOTpadust

OII — octpsrie mophupun

OIIIT — octpas nepemexaromascs mophupus

[IBI" — nopdoOunmHOTEH

V3U — ynbTpa3zByKOBOE UCCIIEIOBAHUE

OKI' — anekTpokapauorpamma

O0I" — sanekTposHuedarorpaMma

OMI" — snextpomuorpadus

HIIBII — HectepouiHbie MPOTUBOBOCHATUTENBHbBIE U IPOTUBOPEBMATUYECKUE TIPETIapaThl

BAIII — Bu3yanbHas aHanoroBas Iikajia

CPb — C-peakTuBHBIN O€IOK

K — kanuii
NA — Hatpuit
CL —xmop

K®K — kpeatundochokunnaza

OXCC — obmas xene30CBs3bIBaroIas CloCOOHOCTh CBIBOPOTKH
COD — ckopocTh OCenaHns SPUTPOLIUTOB

UCC — yacToTa cepJeUHbIX COKPAILIEHU

NBJI — uckyccTBeHHast BEHTWISLUSA JIETKUX

TepMUHbI N onpeaeneHus

Octpeie mopdupun (OIl) — rpynnma TeHETUYECKH JETEPMUHUPOBAHHBIX 3a00JIEBaHMIA,
ACCOMMUPOBAHHBIX C NHUKIOM OHOCHHTE3A réeMa, HMMCHOIIHX I/IHI[yI_[I/IpOBaHHHﬁ Xapakrep, GBICTpO
MpOrpeCCUPYIOUICE TCUCHHUC C MOPpaKCHHUEM PAa3JINIHBIX OTACIIOB HepBHOﬁ CHUCTCMbI u
HEUPOTYMOPAIbHBIMU HAPYLICHUSMH.

[TopdupuHsl, npeAlIECTBEHHUKH TOPPUPHHOB — MPOAYKTHI IPOMEKYTOUHBIX CTyIEHEeH OMoCcHHTe3a
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remMa.

AwmunoneBynunoBas kucnorta (AJIK) u noppoounmunoren (I1BI°) — npeamecTBeHHUKN TOPPUPHHOB,
oOyafaromue HEHPOTOKCHMYHOCTBIO M OTBEYAIOIIME 3a pPa3BUTHE OOJEBOrO CHHApPOMA M OCTPOH
ABTOHOMHOM TUCQYHKITHH.

HefipoBucuiepalibHbIE CUMITOMBI — OOJM B JKHBOTE, 3arop, TOIIHOTA, PBOTA, TaXWUKapIHs,
apTepualibHas TUIICPTEH3Ms, TIape3 MOYCBOTO ITy3BIPSi — CAMIITOMBI, 00YCIIOBJICHHBIE OCTPOH aBTOHOMHOU
TUCHYHKITHCH.

ATtaka ocTpoii TOpGHUPHH — OCTPOE pa3BUTHE HEHPOBHCLEPATHHBIX CHMIITOMOB, aCCOIMUPOBAHHOE
¢ nosbliieHHoM 3kckpennei AJIK u IIBIT ¢ moyoii.

1. KpaTtkaa nHdopmaums no 3aboneBaHUIO UMM COCTOAHUIO (rpynnbl 3aboneBaHN
WUIIN COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

[Topdbupun — rpynmna peakux HacIeICTBEHHBIX METa00IMYECKUX 3a00JI€BaHMI, B OCHOBE KOTOPBIX
JIEKUT TEHETUYECKUU AePeKT (YHKIMOHATLHON aKTMBHOCTH (PEPMEHTOB, YJaCTBYIOIIUX B OMOCHHTE3E
rema (puc. 1).

DepMeHT MeraGonadecKan NemodKa Bua nopdpupun
111 ANK-cuHTeTasa TmmprE  CyKUHHHI-KOA
B NeYyeHu-
Knouesoll geprerm 111 AMHMHONEeBYNMHOBAaA

kucnora (AIlK) Ilopdupua BcaeacTEHe JedHOHATA

o # » | ATK-germgparazsl

AJIK-gernaparasa

11 NopdobunuHoren (MNBIN)

I'mapoKcHMEeTHIOHTIHAH B % » || OcTpas nepeMeXKarmIasacsa
CHHTETaza nopdupusa (OILII)
[THapoKCHMETHIOHTHAH]
Vponopdupusores I11 . l » DBpoiaeHHadA 3pHTPONOITHIECKAA
CHHTeTasa nopdupHa
VponopbupHHOreH
VponopbHpHHOTeH l TTozaHAd KOXKHAA nopdHpHA
JexapOOKCHIasa
KonponopdupuHores
Konpomo HHOTEeH HacaeacTeeHHasR
nponopdup: > A
OKCHIa3a KonpomopdHEpHA
IIpoTonopdHPHHOTEH
TIpotonopdHpHHOTEH S > ‘l BapueratHasa noppupas
OKCHIa3a L
TIporonopdupHa
Peppoxenaraza SDpHPTPOTIO3THIECKAA
PP ¢ PHPTP
nporonopdupus
TEM

Pucynox 1. buocunTe3 remMa u pasznuunbie GOpMbl TOPPUPUI B COOTBETCTBHH ¢ OMOXUMHUYECCKUM
neQeKTOM.
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Octpsle mopdupun — rpynmna nophupuid, Ipu KOTOPBIX JIATCHTHBIM T€HETHUYECKHH Ne(EeKT MpH
BO3JICWCTBUU  NPOBOLMPYIOIIUX  (MOpUPHHOTEHHBIX)  (PAKTOPOB  MpPOSBIAETCS  M30BITOYHBIM
HAKOTJICHHEM B TI€YCHHM MPEIIICCTBEHHUKOB MOP(OUPHHOB, aMUHOJIEBYAUHOBOH KucIoThl (AJIK) u
noppobmmunorena (IIBI'), o6namarommx BBIPAKEHHBIMH  HEHPOTOKCHYECKUMH  dPPeKTaMu H
OTIOCPEYIOIUX pa3BUTHE OCTPOrO IpUCTyma 3abosieBaHus (araka) C MIMPOKUM  CIIEKTPOM
HEHMPOBHUCIIEPATIBHBIX CUMIITOMOB [1, 2].

1.2. dTmonorua n nartoreHes 3aboneBaHUsi UNN COCTOSIHUA (rpynnbl 3ab6oneBaHun
WUIN COCTOSIHUN)

B ocHOBe pa3BUTHS OCTPBIX MOP(UPHIA JeXKAT MyTallMd TEHOB, OTBETCTBEHHBIX 3a CHHTE3
(hepMeHTOB LIMKJIa OMOCUHTe3a reMa B rneueHu (puc 1, tabi. 1). Bee octpeie nmopdupuu, 3a HCKIIOUEHUEM
KpaiiHe penkoil ¢opmbl, oOycinoBiaeHHOU nepunuroM AJIK permapatasbl, SIBISIOTCS ayTOCOMHO-
JOMUHAHTHBIMU 3a00JIEBAHUSMH C HETOJIHOM MEHETPaHTHOCTRIO (Tadu. 1) [3].

Tabnuma 1. MosexynsipHas reHeTHKa OCTPbIX oppupuit

3aboneBanue DepMeHT I'en Kommuect | Hacnenos
BO aHue
BBISIBJICHH
BIX
MyTalui
<>
CuMBoI Pazmep | [lo3umms
[Topdupus, Jleruaparasa ALAD 7 kb 9934 12 AP
o0yciioBIeHHAS AMHHOJICBYJTMHOBOM
nedunurom AJIK KHUCJIOTEI
JIeTUAPATa3bl
Ocrtpas I'mapoxcumeTHI- HMBS 10 kb 11923 424 AJl
nepeMexaromas OuMaH CUHTETa3a
nopbupwust (OITIT)
Hacnencreennas Oxkcupaza CPO 14 kb 3q12 75 ALl
Konporoppupus KoTnpornoppupruHOTEH
(HKIT) a
Bapuerarnas Oxkcumasa PPOX 5.5 kb 1922 185 AJl
nopdupus (BIT) pOTONOPPUPHUHOTEH
a

AP, ayrocoMmHO-perieccuBHbIi; AJl, ayTOCOMHO-IOMHUHAHTHBIN; Kb, THICSYM Map HYKICOTHIOB
(xumo6a3)

<*> Tlo ganneiM  HWuarepuer-pecypca "The Human Gene  Mutation  Database”
http://www.hgmd.cf.ac.uk na 09.2019

st Bcex GopM ocTpbIX nopdupuii XapakTepHa JHIIb YaCTUYHAs HEJOCTATOYHOCTh (pepMEHTHOU
aKTUBHOCTH, M B (HU3HOJOTMYECKHX YCIOBHUAX OCTAaTOYHOM aKkTMBHOCTH (pepMeHTa XBaTaeT Juls
MOJIEP)KaHUsI HOPMAJILHOTO TroMeocTa3a rema. s pa3BUTHS OCTPOro MpHCTyNa HEoO0XOAUMO
BO3/ICWCTBUE IMPOBOLMPYIOMIUX (PAKTOPOB, 4Yalle HECKOJBKUX IMOcieoBaTesbHO. K ycTaHOBICHHBIM
MPOBOLMPYIOIIKUM (MTOPPUPUHOTEHHBIM) (aKTOpaM OTHOCATCS MHOTHE JIEKapCTBEHHBIE Ipenaparsl,
aJIKOT0J1b, MH(EKIHH, KoJeOaHUs TOPMOHAIBHOTO (oHA (MEHCTPYAIbHBIM LUKI, OEpEMEHHOCTh) H
THIIOTJINKEMHS, T.€. (PaKTOpBI, CIIOCOOHBIE CTUMYJIMPOBATh CHHTE3 Tema renarouutamu [4]. OcHOBHOM
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MEXaHU3M JICUCTBUS MOPQUPHUHOTEHHBIX (DAaKTOpOB, TO-BUAMMOMY, CBsSI3aH C  IOBBIIICHHOMN
HOTPeOHOCTBIO B CcHHTe3e IMTOoXpoMa P450 wim apyrux reMONpOTEMHOB M, KaK CIEACTBHE,
MHTCHCU(UKAIMEeH CHHTE3a remMa, 4TO YCIOBUSAX HEJOCTATOYHOM aKTUBHOCTH OJHOTO M3 (PEepMEHTOB
IUKIa OWOCHHTE3a TeMa TMPOSBISETCS HAKOIUIEHMEM TOKCHYHBIX KOHICHTpaluid MopGUPUHOB U
pa3BUTHEM OCTPOTO IpuUcTymna nopdupuu [2].

1.2.1. MaToreHe3 ataku ocTpown nopcupun

Best cumntomaTrka atak ocTpoil mopdupuu, BKIOYas OOJMM B KHBOTE, SBISETCS MPOSBICHHEM
BEreTATHBHOW W MOTOPHOW TOJMHEBpONaTHH, a Takke aud¢y3Ho-ouaroporo mnopaxkenus [[HC
(ounedanomnaruu) (tabm. 5) [5]. B HacTosiee Bpems OOCYKIAIOTCS HECKOJBKO TMOTCHIIMAIBHBIX
MEXaHHU3MOB TPAH3UTOPHOTO MOBPEKICHUSI HEPBHOM CHCTEMBI BO BPEMSI aTaKU:

- IpsAMOi HelipoTokcuueckuit aekt Bricokoil koHueHTpaunu AJIK;

- omnocpenoBaHHbli  3pdekr AJIK  u3-3a  CTpyKTypHOro CXOACTBA C  TOPMO3HBIMH
Herporpancmurrepamu — 'TAMK u rmyramatom, um yrparoir ux topmosHoro s¢pdexra B [IHC npu
n30nITKe AJIK;

- IUTOTOKCHYeCKHE 3(PQPeKThl CBOOOJHBIX PAIUKAIOB BCIEACTBHUE HX MOBBIIIEHHON MpPOAYKIHUH,
00YCIIOBJICHHOM SHOJIM3AITMEN U ayToOKcHaamen n30brtounoro koiaumdectsa AJIK;

- BEpOSITHBIN Ae(PULIUT TeM-coaepKaliuX (epMEeHTOB B HEPBHOM TKAHU.

Teuenue aTaKd, BKJIIOYasd HaAYaJlbHBIC TIIPOABJICHUA MW IMOCJICAOBATCIIBHOCTE CHMIITOMOB,
MIPUCOCTUHSIONIMXCS TIPH TMPOTPECCHPOBAHUM AaTaKW, BEPOSTHO, CBSA3aHO C PANIMIHONW CTEIICHBIO
IMPOHUIACMOCTU I'€MAaTO-HEBPAJIBHOI'O0 H FeMaTO-3HHe(1)aJ'H/I‘IeCKOFO 6apLepOB A1 ITpeAIICCTBEHHUKOB
nophupunoB. OTcyrcTBUe Oapbepa Ui aBTOHOMHBIX HEPBOB W BBICOKAs IMPOHHUIIAEMOCTH TE€MaTo-
sHIe(amuyeckoro Oappepa B 00JIaCTH TUMOTAaMyca W JUMOMYECKOW 0O0JacTH, MOTYT CIIYXKHUTh
00BsSICHEHHEM JIe0I0Ta aTakKu C aBTOHOMHOW nucHyHKumMHM u Jierkux addexTuBHBIX paccTpoicT. [Ipu
MIPOTPECCUPOBAHUY aTaKW MPOUCXOIUT HApYyIIeHHE (PYHKIIMOHAIBHOM [EIOCTHOCTH T€MaTO-HEBPAITLHOTO
Oapbepa ¢ pa3BUTHEM MOTOPHOU TOJIMHEBPONATUU W, Jajiee, reMaro-3HIealndeckoro Oaprepa, 4To
MPOSIBISIETCS. OTEKOM ToJIOBHOTO Mosra ¢ MPT-mpusHakamu OOpaTHMBIX CHMMETPHUYHBIX OYaroBBIX
u3MeHeHwii [5].

1.3. dnupemmonorna 3aboneBaHUA UM COCTOAHUA (rpynnbl 3aboneBaHUW wnu
COCTOSIHUN)

PacnipoctpanenHocTh ocTphix nopdupuii B crpanax 3amagHoi EBpombr coctaBmser 1-10: 100000
HACEJICHHUs, TOT/Ia KaK HOCUTEIbCTBO MYTAHTHOTO T€Ha MOKET OBITh cyiiecTBeHHO BbIe (1-2 ma 10000
YeJIOBEK), T.K. ICHETPAHTHOCTh 3a00ieBaHus BapprpyeT oT 1 10 60% [3].

Camas uactas u3 octpeix noppupuit — OIIIL, cocraBnser Gonee 85% Bcex ciyd4aeB OCTpOi
nopbupun. PacnpocTpaHeHHOCTh BapueraTHoil mopdupuu cocrabisier okojo 1.3:100000 naceneHwus,
HACJIEJICTBEHHOUN Kompornopdupuu — elie MeHbllle, B MHUPOBOW JuTepaType omyonukoBaHo Mmenee 400
cinydaeB. CaMoii peakoii sBisieTcst nopdupusi, ooycnosnenHas nepunurom AJIK neruaparassl, onrcaHo
MenbIne 10 ciaydaeB 3Toro 3a60sieBaHusl.

[TockonbKy MEHCTpPYalIbHBIN LUK SBJISETCS TJIABHBIM 3HJOTEHHBIM MPOBOLMPYIOMIHUM (aKTOPOM,
6omnee 80% mnanMeHTOB C OCTpOM mopdupHel COCTaBISAIOT XKEHUIMHbI B Bo3pacte oT 20 10 45 ner.
3aboneBaHue peiko MPOSIBIISIETCS A0 MyOepTaTHOro BO3pacTa, a Takke B MEHoMay3e. ATaku nophupuu y
MYKUMH BO3MOJKHBI, HO BCTPEYAIOTCS TOPa3JI0 PEXE, YEM Y JKECHIIUH.
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1.4. OcobGeHHOCTU KoauMpoBaHMA 3aboneBaHMA WU COCTOSIHMA  (rpynnbl
3aboneBaHun unu cocrtosiHum) no MexayHapoAHOM CTaTUCTUYECKOW Knaccudukaumm
6one3Hen n Npo6nem, CBA3aHHbIX CO 340POBbLEM

Pyopuka "E80.2: JIpyrue nmopdupun" BKIrOYaeT B ceOS BCE YETBIPE HO3OJIOTUYCCKUE CIMHHIIBI
OCTpPBIX TOPHUPHUH.

1.5. Knaccudmkaumna 3aboneBaHUsi UMM COCTOSAAHUA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

I'em cuHTE3UpYyETCS B KaXA0M a’3poOHOI KieTke uenoBeka. B 90% mecTtom cuHTe3a rema sSiBISIOTCS
KOCTHBIA MO3T, IJIE U3 HET0 00pa3zyeTcs reMorjioONH, U IIeUeHb, I/Ie TEM y4acTBYET B CUHTE3€ (DEpMEHTOB
(uMTOXpOMBI, TEpOKCHUIAa3bl M [Jp.), YYaCTBYIOUIMX B Ipolieccax JEeTOKCHUKAllMM, B TOM 4HCIIE
MeTtabonm3Mme JekapcTBeHHbIX mnpenapatoB (CYP 450). B 3aBucumocTH OT MecTa MpEerMYIIECTBEHHON
MPOAYKIIMA U HAKOTUICHHS MOPPUPUHOB U WX MPEIIICCTBEHHUKOB, MOPGUPHH TOAPA3IETSIOTCS Ha
APUTPOIIOITHYECCKUE U TIeueHOuHbIe (puc. 2) [1, 2].

MOoOPOPUNUPUNU
OpuTponoaTuyeckue [NeyeHoO4YHbIE
nopcdupum nopcupummn
[ 1 [ |
i’?ﬁ 1
— =
BporkoeHHan MNMopdupua, obycnoeneHHasn
SpUTponoaTUHECKan oedrunTomM germgparasbl
nopdcdupma ANK
SpuUTpOnocsTUIECKan OcTpasa nepemekaroLiascs OcTpble
npoTonopdupraA
nopdpupusa (OMM) nopcpu pumn
HacnepgctBeHHasn
Konponopdupusa
BapueratHasa nopdcdupus
MoagHAA KoxKHaa nopdrpus

Pucynok 2. Knaccudukauus nopupuit

1.6. KnuHnyeckas KapTuHa 3aboneBaHUA UM COCTOAHUA (rpynnbl 3a6oneBaHUN Unm
COCTOSIHUN)

Knununyeckas xaptuna ataku octpoit moppupuu (OIl) xapakrepusyercst OCTpbIM HA4alOM B BHJIE
COUeTaHMUsI MHTEHCUBHBIX OoJieil B 007acTH )XKMBOTa 0€3 MEPUTOHEATbHBIX 3HAKOB W/WJIM CIIUHBI C OJTHUM
uin Oojiee CHMITOMOM OCTPOH aBTOHOMHOW AMC(YHKIIMH, TaKMX KaK CHHYCOBas TaXUKapaus,
apTepHajbHas TUIIEPTEH3M, 3aI0p, TOIIHOTA, PBOTA, Mape3 MOYEeBOTro my3bIps [2, 5, 6].

JononaurensHpiMU cumntoMamu ataku Ol sBrsroTes:

- TUTIOHATPUEMHSI BCIIEAICTBHE CUHpOMA HealekBaTHOM cexpennn AJIL,

- BSUTbIE CHMMETPHYHBIE MTape3bl BCIEACTBUE OCTPOH MOTOPHOU MOJTMHEBPOMATHH,

- KOTHUTHUBHBIC, TOBEJCHYECKUE HAPYIIEHUS, SMHUICNTUYCCKHE MPUTAJKH BCIEICTBUE OCTPOU
SHIIeATOTIaTHH.
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OO0s13aTeNbHBIM KPUTEPHEM SBJIICTCSI OTCYTCTBHE APYrUX TNPUYMH JUIS TOSBICHUS YKa3aHHBIX
CUMIITOMOB, a Takxke Oojiee, yeM S5-kpaTHoe noBellieHue koHueHTpauuu [IBI" B moue, coOpanHOIl B
octpyio dasy 3aboseBanus [2, 5-7].

BapnabenpHOCTh NEPEUYMCICHHBIX CHMIITOMOB — 3HAUMTENbHA KaK MO CTETMEHU BBIPAXKEHHOCTH
KaXJOTO M3 HUX, TaK U [0 BO3MOXKHOMY MX coueTaHHuio. MIMEHHO coueTaHue yKka3aHHBIX CUMITOMOB
SIBIISICTCS KITFOUEBBIM JUTSI TOTO, YTOOBI 3a1I0JJO3PUTH aTaKy OCTPOW MOP(GUPUHN U MIPOBECTH HCCIECIOBAHHE
Mouu Ha [IBI" ¢ uenplo MOATBEPKACHUST WIM UCKIIOUEHUS JaHHOTO auarHo3a (puc. 3). bomee, uem 5-
KpatHOe noBbllieHWe ypoBHA IIBI' B Moue B codeTaHMM C TUIIMYHOW KIMHUYECKOW KapTUHOMU
3a00JIeBaHMs, TO3BOJSIOT JWATHOCTUPOBATh aTaKky OCTpOW mopdupuu W HE3aMeIIUTEIbHO HAYaTh
neuenue [8, 9].

TomHOTA, pBOTA, 3aI0P
I'anoHaTpHEeMHNA

ApTepHAIbHAA THIEPTEH3HA
BOJIA B
XUBOTE

IICHXHRTPH‘IECREIH CHMIOTOMATHKA

ONH-NPHOAIAKH
Meyime4yHaaf ¢cJ1a00cTh

TemHasa Mo4a

Pucynoxk 3. CUMIITOMBI, TIO3BOJISIFOIIHE 3aII0A03PUTh aTaKy OCTPO# mophupuun

1.6.1. Bonu B XuBoTe

KitoueBoit cumnrom ataku OIl — Gosn B KUBOTE, UMEIOT OCTPOE Hayasio, OOBIYHO HAPACTAIOT 0
MaKCUMaJIbHOM MHTEHCUBHOCTU B T€YEHUE 2-3 JAHEH, UMUTUPYIOT OCTPYIO XHUPYPrHYECKYIO MaTOJIOTHIO,
OJIHAKO TMEpPUTOHEATbHbIE 3HAKH OTCYTCTBYIOT. Ha HawanbHOM 3Tame OTCYTCTBYIOT J1abOpaTOpHBIE
CUMIITOMBI BocnajieHust (yeikornuTo3, noeeimenne COD wm CPB). Xapakrep u nokanuzanus Ooneit
CIJIBHO BapbUPYIOT, HO 0OOJIM pPEIKO HOCIT KOJMKOOOpa3Hblii xapakTep. Ilarorenes Ooneil B KMBOTE
CBSI3BIBAIOT C aBTOHOMHOU UC(YHKIIMEH, 00yCIOBIEHHON HapylleHneM paboThl BHYTPEHHUX OPTaHOB,
HampuMmep, KHUIIEYHOW JuiaTalved wid cnasMoM. BoO3MOXXEH anbTepHaTHBHBIA MEXaHU3M —
BAa30KOHCTPUKIUS WIM WIIEMHs KulleuyHuka. TouyHbld MexaHu3Mm pa3Butus 6omm mpu OIl ocraercs
HEJO0CTATOYHO SICHBIM.

AOIOMUHANBHBIA ~ CHHIPOM  HEPENKO  SIBJISETCS  OCHOBaHWEM  JUIsl  JUArHOCTUYECKOTO
XUPYPrudecKoro BMEMaTeIbCTBa (JIamapoCKOUH, IaapOTOMHH), 0COOSHHO MPH MEPBBIX aTakax eIe He
nuarnoctupoBanHoi OIl. Mcnonb3oBanue mpu 3TOM JUTsl aHECTE3UH MOP(PUPHUHOTEHHBIX MPENapaToB (CM.
Poccuiickuii peecTp JEKapCTBEHHBIX IMpENapaTroB, MNPUMEHSIEMBIX Y OONBHBIX C HaPYIICHUIMH
nopduprroBoro oomena [10]) MoxeT ycyryouTs Teuenue araku [7, 11, 12].

1.6.2. OcTpasa aBTOHOMHasa AUChYHKUMUA

Octpast aBTOHOMHasi JUCOHYHKIHUS SIBISETCS CIEACTBUEM CHUKEHUS aKTUBHOCTH N. vagus, 4TO
OPUBOAUT K YCWICHHIO BIIMSHUS CHMIIATUYECKOW HEPBHOM CHUCTEMbl U OOBSCHAET pa3BUTHE
OOJIBIIMHCTBA CHUMIITOMOB '"HEOCJIO)KHEHHOW aTaku ocTpoil mopdupuu": Oonell B JKMBOTe, 3aropa,
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TaxXWKap/Juu, CHCTOJIMYECKOW apTepualibHOM TUIEepPTEeH3WH, Mape3a ModeBoro myseips [7, 11, 12].
Crenenp TaxukapAuu OOBIYHO OTPAa’KAa€T aKTUBHOCTH aTaku. M3penka Ha MepBbli IJIaH B KIMHUYECKON
kaptuHe ataku OIl MOXeT BBIXOAWUTh I'MIEPTOHMYECKUI Kpu3. IIpHuMHBI TOIIHOTHI U PBOTHI BO BpEMs
ataku OIl He m3BecTHBI. MOXHO NPEANONOKUTh, KaK BOBJIEUEHUE IIEHTPAIbHBIX MEXaHU3MOB, TaK U
HapyIIeHHEe MOTOPUKHU KUIIEUHUKA.

1.6.3. HeBponormyeckme CUMNTOMbI

BonbmumuceTBO arak OIl, 0COOGEHHO y MALMEHTOB C yX€ YCTAaHOBJIEHHBIM JUArHO30M, IPOSBISIOTCS
B BuAe Ooyiell B KMBOTE B COYETAaHUH C JIETKMMU a(QPEKTUBHBIMH HApPYUICHUSAMHU M ABTOHOMHOM
TUCQYHKIMEHW M Jake MOTYT IPOXOJUTh CaMOCTOSITENIbHO, €CIM MCKIIOYUTh  BO3ZEHCTBHE
MPOBOIUPYIOMIUX (HakTOpoB. CUMITOMBI HEBPOJIOTHYECKOTO JehuiinuTa (MOTOPHAS TIOJIMHEBPOTIATHS UITH
SHIIe(aIonaTHs) pa3BUBAIOTCS TOJIBKO B Cllydae IMPOrPECCUPOBaHUS aTaKu, U UM BCETAa MPEAIIECTBYET
paHHss, "noHeBposiornueckas" ¢aza artaku, ansmascs ot 3 go 30 auelt (B cpenHem, 10 aHeit).
PerpocniekTBHO, MOKHO OOHAPYKHUTHh BO3JCHCTBHE SK30T€HHOTO MPOBOLUPYIOMIETO (akTopa (0OBIYHO
JIEKapCTBEHHOI'O Ipernapara), KOTOpbli 3a 1-2 1HA mpenniecTByeT MOSBIECHNUI0 HOBBIX HEBPOJIOTHUECKUX
cumnToMoB (puc. 4). [lpu ycTpaHeHMH HPOBOLMPYIOMUX (HAKTOPOB, MPOrPECCUPOBAHUE MBIIICYHON
cnaboctu 3aBepmaercs B teuenue 30 aueit (B cpenrem 13 mueid) [5-7].

KiroueBblM B aMarHocTuke HeBposormdeckux cumntomoB OII - sBisieTcss HWX  OCTpBIN,
MapOKCU3MaJIbHBIN XapakTep U oOs3aTeiabHas BPEMEHHAsl acCOLMAIUs C MPEIIIeCTBYIOUUMHU 0OIsIMU B
xuBoTe (puc. 3). K MoMeHTY pa3BuUTHS nape3oB, MHTEHCUBHOCTH 00Jiel B KHBOTE YaCTO YMEHbIIAETCH,
YTO HEOOXOJUMO YYUTHIBATH MPHU 00CIEIOBAaHUH MMAIIUEHTOB.

Motopuaﬂnonuueaponarun.anu-npunagnu

A bBonu B xuBoTe
yrHeTeHMe/noMpaYeHUa CO3HaHHUA («HeBponorudeckaa» dasa)
ABTOHOMHaA
ancyHkumua
Adbbexuansie nporpeccupoBaxue nporpeccuposaHue -
.C
Knuxuyeckas HapyLIeHNS nnato nnato ..,.-‘
TAXECTb <30nHei .EL"
CUMNTOMOB (HayanbHaa gasa) + »t » ‘_..-' i
BO BpemAa < »  <30pHen .t
n‘..
araku 3_30(__1 D) DHEl ‘.....-
L >
[nutensHocTb ataku
MEHCTPYANbHbIW LUKKN NEKAPCTBA NEKAPCTBA
rONOAAHWE/QUETA TUMNOHYTPUTUBHBIA TUMNOHYTPUTUBHbBIW CTATYC
NEKAPCTBA CTATYC BTOPWUUHBLIE MHOEKLIUK
AJIKOronb
WHOEKLUWA

Pucynox 4. TunuuHoe TeueHue aTaku nophupuu (CTaAUPOBAHUE) U CBSI3b C MPOBOLUPYIOIIUMHU
baxTopamu

OCTpaSI MOTOpHAas1 (MOTOpHO'CeHCOpHaH) MOJIMHCBPOIIATUA  ITPOABIIACTCA FeHepaHHSOBaHHOﬁ
MBIIIEYHOH  CIA00CThIO (06BI‘IHO HepI/I(I)epI/I‘leCKI/IM TeTpanapesoM). Bo3MoxHOo BOBJICUCHHC
JIBIXaTCIbHOM MYCKYJAaTypbl C Pa3BUTUCM JIBIXaTeIbHONM HEJOCTaTOYHOCTH. BoBiedeHue I[I/Ia(l)pal"MLI
NpUBOOUT K €€ MapaJoKCaJIbHOMY IBWXCHUIO, HUCTOHYCHHUIO, a4 MOOIOJHHUTCIBHOC BOBJICYCHUC
Me)er6epHLIX MBI YMCHBIIACT JIBIXaTeIbHBIN 06’bCM, JleaeT HEBO3MOXKHBIM KalllJIEBOM pe(bJ'IeKC, qTo
MOXKCT IPUBECTU K 06Cpr'I(I_II/II/I TanCO6pOHXI/IaJ'ILHOPO ACPECBa, FHHCpKaHHHqCCKOﬁ JBIXaTeIbHOM

Ctpanuua 7 13 36



KnuHuyeckne pekomerHgaumm — OcTtpble nopcupum — 2024-2025-2026 (27.11.2024) — YTBEp)aeHbl MuH3gpasom PO

HemocTatouyHOCTH. CuTyalust yeyryossieTcss BOBICUEHUEM YEPElHBIX HEPBOB C Pa3BUTHEM OyiIb0apHOTO
CHHJIPOMa M HapyIICHHs TJIOTAHHSI, YTO MOKET OCJIOKHUTHCS acIIUPAI[HOHHONM ITHEBMOHUEH [ 5-7].

Knunuyecku [naHHass MOJIMHEBPONATHS Majo0 OTJIMYAETCS OT OCTpPONl MOTOpPHOW (MOTOpHO-
CEHCOPHOI) TMOJMHEBPOTIATHH TIPH APYTrUX 3a00JIEBAHUSAX, B MEPBYIO odepenb npu cuHapome ['wifeHa-
bappe. IlosTomMy nopduputo He06X0IMMO UCKIIIOYATh BO BCEX CIydyasix OCTPOM MOJMHEBPONATHH, KpOME
CITy4aeB C MMOJIHBIM OTCYTCTBHEM OOJICBOTO CHHIPOMA, B TOM YHCIIC IO Pa3BUTHS mape3os [5, 7, 12, 13].

Ocrtpas sanedanonatus npu atake OIl mMoxer nmposBisATbCS apPEKTUBHBIMH, MOBEACHYCCKUMHU
paccTpoiicTBamMH, yrHeTeHuem/moMpaueHueM co3Hanus (B 19-56% cmywaeB Bo Bpemst arak OIl),
snuienTHYecKkuMu npunaakamu (B 2-20% arax OIl). OuaroBbie HEBPOJIOTHYECKUE CUMIITOMBI, TAKUE KaK
cumntoM baOuWHCKOro, TpaH3WTOpHAs KOpPKOBas CIIENOTa, IepedeiuisipHas artakcus, aucgasus,
BCTpeyaroTes Heuacrto [5, 7, 11, 12, 14, 15].

1.6.4. doTogepmaTo3

dorosepMaTo3 — KOXHBIM HEBOCHAIMUTEIbHBI MPOLECC, OOYCIOBIEHHBIM IOBBIILIEHHON
YyBCTBUTEJIBHOCTHIO KOKH K COJTHEUHOMY CBETY, BBI3BIBAECTCS YJIbTPa(UOJIETOBBIM CIEKTPOM H3ITyYEHUs
JTHEBHOTO CBETa Ha KOKHbIE MOKPOBHI (uamazon 400-800 um) [16].

[Tpu mexoropeix popmax OII (BapueratHas nopdupus, HacaeACTBEHHAs KOMponopdupus), moMmumMo
npenmectBeHHUKOB noppupunoB (AJIK u [1bI") B kpoBU 1 fepMe HakaruIMBaroTCsl MOPGUPUHBI, KOTOpPbIE
SIBJISIIOTCST (POTOCEHCUOMIN3ATOPaMH, PE3KO MOBBIIIAIOUIUMH YYBCTBUTEIBHOCTh KOXKHU K BO3AECHCTBHUIO
COJIHEYHOTO cBeTa. B cooTBercTBUM C€ 3THUM, Yy OOJBHBIX pa3BUBAIOTCS JI€PMATUTHI, CXOJHBIE C
MOPAXKEHUSAMU KOXXKH Yy OOJIBHBIX 3PUTPONOITUYECKUMHU NOPOUPHAMH M TO3JHEH KOXHOU mopdupueit
(puc. 2). XapakTtepHas JOKaIU3alUsl ChIIA — HAa OTKPBITBIX y4acTKax KOXH. BbIChIMaHus dalie BcCero
HOSIBJIIIOTCS. B BECEHHE-JIETHEE BPEMsl, OJHAKO B TSDKEIBIX CIydasX MOTYT ObITh B JIF0OO€ BpeMs roja B
nHeBHble 4achl. [lox neiicTBHEM COJIHEYHOIrO CBETa MOSBISAETCS OOJE3HEHHAs TMIIEPEMUs, KPYIHbIE
My3bIPU C MYTHBIM COJAEP>KUMBIM, B JalbHEHIIEM MOSBISIOTCA 3PO3UH, YYaCTKU CHHIOIIHO-0arpoBOi
pyO110BOI1 aTpoduH, HHOT 1A — ICEBAOMMIINYM, PEIKO — FMIIEPIUTMEHTALS U THIIEPTPUXO3.

dortonepmaTto3 Habmonaercss BHe cBa3u ¢ atakamu OIl y 14-80% OosbHBIX BapueraTtHo
nopdupue, Jarie B I0KHBIX [IMPOTaX, W, KpalHE PEIKO — IMPU HACIEACTBEHHOU Kompomopdupuu [2].
Tepanus 3axiroyaercs B 3allUTE OT COJHEUHOIO U3IIydeHHs (01eXk1a, (POTO3aIUTHBIE KPEMAKPEMBI).

1.6.5. Pegkue cumnTombl aTtaku Ol

Peaxumu cumnromamu ataku OI1 sSBISIFOTCS OCTPBIN MHTEPCTUIMATIBHBIN HEQPHUT U pabIOMUOIIU3
[17].

B nmaTorenese nopaxeHus MoueK MpernoiaraeTcs IeHCTBHE CICAYIONHNX (PaKTOPOB:

- HIUTOTOKCHYECKOE M BA30CIACTHUYECKOE BO3JICHCTBHE Ha HEPPOH U30bITKA MOPGUPHHOB U HX
MPE/IIECTBEHHUKOB;

- TpaH3UTOpHAas apTepHajbHAas THIIEPTCH3Us C BBICOKUMH HHU(paMH apTepHaIbHOTO IaBIICHHS,
COIPOBOXKJAMOMIASCS  MMATOJIOTHYECKUM  BOBJICUCHHEM  MOYECUHBIX apTepUil € TOCIEIYIOUIHM
(bopMuUpOoBaHHEM apTEPUOIIO-HEPPOCKIEPO3a;

- He)pOTOKCUYHOCTH MPOTYKTOB TKAHEBOTO KaTaboian3ma (MUOTIOOWH | JIp.).

Pabnommnonus — KIMHUYECKUE TPOSIBICHUS BapbUPYIOT OT OECCUMITOMHOIO TOBBIIIEHUS
akTUBHOCTH KpeaTnHpocokunazel (KPK), 1o Tsoxenoit ocTpoil moueuHoi He10CTaTOYHOCTH BCIIEICTBUE
muornoounypun (ocodenso npu KOK > 10000 Ex/n). Tunnynslie nposiBaeHus padaoMHOIN3a BKIIOYAIOT
MUQJITHH, MBIIIEYHYIO c1a00CTh U M3MEHEHHE IBeTa MOYH. PabnoMuosin3 MoXkeT ObITh MPOIYLIEH BO
Bpems atak Oll, eciu He Mccae0BaTh ypOBEHb aKTUBHOCTH chiBOpoTouHOU KDK, T.K. 60711 B MBIIIIIAX U
TEeMHas MOYa XapakTepHbl Kak /i atak OIl, tak u pabagomuonnza. OCHOBHOW NMPUUMHON pabaoMuoIn3a
y narrenToB OII sBISIOTCS HApyLICHHS IEKTPOIUTHOTO 0OMEHa.

Octpyto noppupuio Ha3bIBAIOT "BEIMKUM UMHUTATOPOM", TaK KaK KIMHUYECKHE MPOSBICHUS aTaku
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MUMHUKPHUPYIOT OOJIBIION CHEKTP COMAaTUYECKHX, B TOM 4YHCIE YPreHTHBIX, 3a00JIeBaHHH, MPU STOM
HUKAKUX J1a00OpaTOPHBIX OTKJIOHEHHUH HE HAOII0JaeTCsl.

1.7. 0Ny peten

Ataku OIl penko mnposBidrTCsS a0 IyOepraTHOro Bo3pacra. Bmecte ¢ Tem, HeoOX0auMO
YUUTBHIBaTh Oo0Jiee paHHEE pa3BUTHE JETEd B IOKHBIX IIMPOTaX, IO CPaBHEHUIO C CEBEpHbIMU. B
COOTBETCTBHUU C ATUM, aTaku NOpPUpHUH y JIe€Te ¢ 1ora MOTyT HaOII0JaThCs B 00JIee paHHEM Bo3pacTte. 3a
nepuoa ¢ 1907 mo 2019 ron B nureparype ommcanHo Bcero 52 pebenka ¢ arakamu OII. Camomy
wiaamemy Obuto 8 set [18]. BonblMHCTBO mNemuaTpuyecKux MAalMeHTOB CTPAJAIO SIHICTICHEH, He
CBsI3aHHOM C nopdupuei, n aTaku ObIIM CIIPOBOLUPOBAHBI MPUEMOM MPOTHUBOSIUIEITUYECKUX CPEJICTB,
0apOUTYpaToOB M MX MPOU3BOAHBIX. Y JETEH 0053aTeIbHO BBISIBISUIOCH TIOBBIIeHHE ypoBHs [1BI' B Moue
BO BpeMs ataku OIl, oqHako 1ugpsl 3TOro NOBBIMIEHHUS MOTJIM ObITh HIKE, YEM Y B3POCIBIX MallMEHTOB.
[IpuHIMUNHATBHBIX OTIWYUN B KIMHUYECKOW KapTuHe atak OIl u TakThke BeACHUS MEIUaTPUUYECKUX U
B3POCIIBIX MAIUEHTOB HET.

CoBepIlIeHHO JIpYTryl0 KapTHHY 3a00J€BaHUS MMEIOT HOCUTENIN KOMIAyHI-T€TE€pPO3UTOTHBIX WIIU
romMo3uroTHeIX myTanuii TeHoB HMBS nnn PPOX (romosurotnas dopma OIT wimm BIT). Onmcano oxoso
10 Takux ciy4aeB: ETH, y KOTOPBIX 3a00JIeBaHUE HAUYMHAETCS BCKOPE MOCTE POKIACHHS, KIMHUYECKH U
no gaHHbIM MPT rosioBel, HamOMUHAET XPOHUYECKYIO JIEHKOAHIEPaATIONaTHIO ¢ MPOrPeCCUPYIOIIUMHU
HapyIIEHUSIMH HWHTEUIEKTYaJIbHOTO U MOTOPHOTO Pa3BUTHS, SMWICNTUYECKUMU Npunaakamu. JluarHos
MOXKHO 3aloi03pUTh MO KPacCHOBAaTOMY OKpAIIMBAaHHUIO MOATY3HHUKOB M3-3a MOYHM C KpallHE BBICOKHUM
conepkanueM I1BI', cranaapTabie MmeToab! nedenus OlIl y naHHbIX nalMeHToB He 3PGEKTUBHBI.

2. [OwarHoctuka 3aboneBaHUMsA WM COCTOSAHMA (rpynnbl  3aboneBaHun wUnu
COCTOSIHUW) MeAULMHCKME MNOKa3aHWA U NPOTMBOMOKa3aHMA K NMPUMEHEHUI MeTo[oB
ANarHoCTUKH

KpuTepuun yctaHoBneHusa guarHosa

JlnarHos oOcCTpoil TOpPPHUPUU OCHOBBIBACTCSI HA COBOKYITHOCTH KJIMHUYECKAX CHMIITOMOB H
OMOXMMUYECKUX JaHHBIX, 3aPETUCTPUPOBAHHBIX BO BpeMsl aTaku 3aboisieBaHus. B OeccummromHoil daze
3a00JIeBaHMs JMAarHO3 MOXET OBITh YCTAaHOBJICH Ha OCHOBaHWH pe3yibTaToB ucciemoBanus JJHK u, B
HEKOTOPBIX Cllydasix, OnoXumMuueckoro ananusa (puc. 5) [4, 8, 9, 19, 20].

2.1. XXanoo6bl U aHaMHe3

B nebrote 3a60neBaHus kanoObl MOTYT HOCHTh CaMblil pa3HOOOpa3HbIi XapakTep, HO Yallle BCEro
OOJIbHBIE JKANTYIOTCS Ha CUJIbHBIE OOJIM B JKMBOTE, M3MEHEHHE OKPAaCKHM MOYH, pPa3BUTHE 3amopa.
Hapymenue cHa Ha poHe GecripUUMHHON TPEBOTH MOXKET MPEIIeCTBOBATH OOJISIM B )KUBOTE, OCOOCHHO Y
MAIMEHTOB C IUKINYECKUMU aTakamu. B mpoaBuHyTOM cTaguu ataku (2-3 Heaenu OT MOSBICHUS TEPBhIX
CUMIITOMOB) TAIlMEHTHI JKaTyIOTCAd Ha pPe3Kylo cIaboCTh B KOHEYHOCTSX, IMOTEPI0 CIHOCOOHOCTH K
aKTUBHBIM JBIDKCHUSM HM3-3a HapacTaIOIIUX Mape30B MBIII, U3MEHEeHHe TeMOpa royoca u Jaxe aQoHUIo
[4,6, 8,9, 11-14, 20].

Hauany 3aboseBaHus npeaiecTByeT Bo3AeHCTBUE MOPPUPHHOTEHHBIX (PAKTOPOB: MPUEM AIKOTOJIs,
NOXYyJaHUE, CTPECChl, pPECIHUPATOPHbIE M KUIIeYHble HMH(EKIHOHHbIE 3a00JeBaHUs, TMpPUEM
JIEKapCTBEHHBIX MPEnapaToB ¢ BHICOKOH MOP(UPUHOTeHHON aKTUBHOCTBIO. ATaKM 4acTO Pa3BUBAIOTCS B
IIPEIMEHCTPYaJIbHOM IIepHO/Jie, a TaKkKe Ha (JOHE HApYIIEHHOI0 MEHCTpyalbHOro 1ukia. Ilpu aktuBHOM
paccrpoce, MOYKHO BBISIBUTH IOXOKHE (HO OoJiee JIeTKHME) aTakd B IMPOILIOM (Iepuoandeckue Oonu B
KHBOTE), PErPECCUPOBABIINE CAMOCTOSITEIBHO.

- PeKOMeH,Z[yeTCH npu c60pe aHaMHe3a U Kajao0 Y BCCX MNAOUCHTOB C MOAO3PCHUECM Ha OCTPYIO
HOp(pI/IpI/IIO 06paTI/ITB BHUMAaHUC Ha HAJIWYUC W BbIPA)KCHHOCTH HanOoJce pacnpoCTpaHCHHBIX
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MPOSIBIICHUH 3a00JIeBaHMS C LETbI0 JUATHOCTUKH, TU(GGEpPSHIIMATBFHOW JUArHOCTUKH U OTPEICIICHUs
TsDKecTH araku [4, 8, 9, 20]:

- XapakTep U HHTCHCUBHOCTH Oo0Jei

- HAJTMYHE U XapakTep CTyJa, TOINIHOTHI, PBOTHI, CepAIICONMCHUI, HAPYIICHUH MOYCHCITYCKAHUS

- IIBET MOYH

- CPOKHM TIOSIBJICHHSI MBIIIEYHON CIIa00OCTH OT Hadvaja TEPBBIX CHMIITOMOB aTakd, XapakTep ee
pa3BuTHS (TETpa- WK Iapanapes)

- TPYJHOCTH TIPH TII0TaHUU

- OIIEHUTH SMOIMOHAIHHBIN (D)OH, BBEISICHUTH XapaKTep CHA, TUTAHUS

- oOpaTuTh BHUMAaHUE Ha BO3MOXHOE HAIUYHE OpENOBBIX MBICICH M UACH (HEIOTUYHOCTh W
HECBSI3HOCTh BBICKA3bIBAaHUH), TaJUTFOIIUHAIIU N

- 3MU30]I6I YTPATHI CO3HAHUS U TCHEPAITM30BAHHBIX CYIOPOT

- IPY HAJTMYUH TTOBBIIIEHHOW TEMIIEPAaTyphl — €€ 3HAYCHUE, JABHOCTH TIOSIBIICHUS

YposeHb yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — D)

- Pexomenayercsa npu cOope aHamMHeE3a y BCEX MAIlEHTOB C IOJI03PEHHEM Ha OCTpyro nopdupuio
oOpaTuTh BHUMaHHE Ha aHAMHECTUYECKUE JaHHbIE, CBUETENLCTBYIOIINE O HATMYUU MOPPUPUHOTEHHBIX
(hakTOpOB, MPEIIECTBOBABIINX aTake mnopdupuu, C 1EIbI0 JAUATHOCTHKA U auddepeHnnanbHon
JIMAarHOCTUKH 3a00JIeBaHMsl, a TAK)KE UCKIIFOUCHHUS TaHHBIX (pakTopoB B Oyaymiem [4, 8, 9, 20]:

- YCTaHOBHUTH PA3HOBUAHOCTH MOPGUPHHOTEHHOTO (aKToOpa, AJIUTENBHOCTh €ro BO3AECUCTBUS U
CPOKHM, TpOILIEANINE C MOMEHTa €ro OKOHYAHHS;, YTOYHUTh THHEKOJOTWYECKUH aHaMHe3 (BO3pacT
menarche, perymspHOCTb MEHCTPYaJbHOTO IMKJIA, OEPEeMEHHOCTH W pOJbl, NpPHUEM TOPMOHAIbHBIX
KOHTpAIIETITUBOB); TEPEHOCUMOCTh JIEKApPCTBEHHBIX IpPENaparoB, ajKOTOJs, XapakTep MHUTaHMUS,
KoJe0aHMs MacChl TeJIa;

- BBISICHUTb, HET JM Cpeld pOJCTBEHHUKOB JPYrMX UJIEHOB CEMbU, HMEIOIIUX MOXOXKYIO
CUMITOMATHKY, B TOM YHCJI€ HEBPOJIOTUYECKYIO.

Yposens yoeaurenbHocTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

2.2. dDusnkanbHoe obcnegoBaHue

B neGrote 3a0osieBaHMs OOBIYHO SIPKO BBIPAKCHBI TaXWKApIWs, SMOIMOHAIbHAS JIAOMIBHOCTD,
YBEJIMUCHHBIA B pa3Mepax KMBOT 3a CYET B3AYTHIX IETEb KUIICYHUKA, IIPH ayCKYJIBTAllUA — OTCYTCTBHE
MEPUCTATBTUYCCKUX IIYMOB. HecMOTpsSs Ha HMHTEHCUBHBIC OOJIM B JKUBOTE, IPH MaJbIAIlUH HET
CUMIITOMOB pa3jpakeHHs OpromuHbl. B mpoaBuHyTOH, HeBposiorndeckoil ¢asze araku OII, BO3MOKHO
pa3BUTHE JBYX OCHOBHBIX CHHIPOMOB: OCTPOH MOTOPHOH (MOTOPHO-CEHCOPHOM) IOJMHEBPONATHU M
OCTpPOIi SHIICATOTIATHH.

Octpas MoTOpHAst (MOTOPHO-CEHCOpHAs) rmouHeBponatus. [1pu Gpru3nkaIbHOM OCMOTPE BBISBIISIOT
i dy3HYI0, OTHOCHUTEIFHO CHMMETPUYHYIO, MBIIICYHYIO C1a00CTh C BOBJICUCHHEM O00Jiee OIHOMN
KOHEYHOCTH C HU3KHM MBIIICYHBIM TOHYCOM M HU3KHMH TIYOOKUMU peduiekcamu (B MOJIOBHHE CITy4acs,
KpOME axXWJIJIOBa), MUHUMAIIbHBIMU YyBCTBUTEIILHBIMU HAPYIICHUSMH, YaCTO C BOBJICUYCHUEM YEPEITHBIX
HEpBOB  (TJIa30[[BUTATENIBHBIX, JIMIEBOrO W  OynbOapHbix). [lpu  mporpeccMpoBaHMHM  MOMKET
MIPUCOCIUHATHCS  IbIXaTeNbHAsg HEAO0CTATOYHOCTh. OTIMYUTENBHON OCOOEHHOCTBHIO MOPPUPUIHHON
MOJIMHEHPOTIaTUHN  SIBJISIETCST NPEUMYIIECTBEHHOE BOBJICUEHHE MPOKCUMANBHBIX TPy MbII (A0
MOJIOBUHBI CIIy4aeB), TakKe HEpEeAKHil neOlT MbBIIIeYHON c1aboCTH C BEpXHUX KOHEYHOocTei. B
MOJABIIAIONIEM YHCJE CIy4aeB MOTOPHBIM TMPOSBICHHUSAM COIMYTCTBYET HeWpomaTudeckuil OosieBoi
CHUHAPOM, Jak€ B OTCYTCTBUHU, WU TPU MHHUMAJBHBIX MPHU3HAKAX CEHCOPHBIX HApyIIEHUH B
KOHEYHOCTSX.

Octpas sunedanonatus. [lpu pusmkarbHOM OCMOTpPE BBISBISIOT KOMITJIEKC HEBPOJOTHYECKUX U
MICUXUYECKUX HAPYIICHUI: CUMITOMBI YTHETCHHsI CO3HAHWS, HAPYIICHHUE MOBEACHUS, DIHICITUICCKUE
MPUMAJKA, CUMITOMBI ouaroBoro mopaxeHuss [[HC: nHapymeHus 3peHHs, KOOpPIMHALWUU, CUMITOM
Babunckoro.

Ctpanuua 10 u3 36



KnuHuyeckne pekomerHgaumm — OcTtpble nopcupum — 2024-2025-2026 (27.11.2024) — YTBEp)aeHbl MuH3gpasom PO

- Pexomenayercs mpu (pU3MKAITBHOM HCCIEIOBAHUU Y BCEX MAI[MCHTOB C IMOJO3PEHHEM Ha aTaky
OCTpOi MOpHUPHUH OIEHUTH CIEAYIONHE (PAKTOPHI: HATUYUE U XapakTep 00yei B KUBOTE (IIPEK/E BCETO
HEO0OXOIMMO UCKJIIOYUTh HAJMYHE CHMIITOMOB Pa3/IpaKeHUs OPIOIIMHBI, MBIIIEYHOTO JedaHca, T.K. HX
Hannuue He XapaktepHo s araku OIl); BuTanbHbIE (YHKIHMH: TYIBC, apTePUATBHOE IaBJICHUC;
TICUXWYECKUH CTATyC: ICHOCTh CO3HAHUS, aJCKBATHOCTh IOBEICHMSI; HEBPOJOTUICCKHII CTATYC, BKIIFOYAs
MBIIICYHYIO CHUIy (YTOYHHUTH TIIYOMHY W PaclpoCTpaHEHHUE Tape3oB), TeMOp roJioca, apTUKYJSIHUIO,
MOTICPXUBAHUS TIPH TJIOTAHUHU, PAOOTY MUMHUYECKUX MBIMI. ITO TO3BOJUT Auddepennmporars OIT ot
Jpyrux 3a0ojeBaHui ¥ OLICHUTH TshkecTh aTaku OIT [4, 8, 9, 20].

YposeHs yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — D)

2.3. JlabopaTopHble AMarHoCTUYeCKue uccrnenoBaHus

Jlabopatopuast nuarHoctuka OIl ocHoBBIBaeTcst Ha omnpeneneHnu B Mmode u3obiTka [1IBIT u AJIK, a
tarxke nopdupunos [4, 8, 9, 20, 21].

- Pexomennyercs BceM MalyeHTaM C MOJO3PEHMEM Ha aTaky OcTpoil mopdupuum 6e30TiaarareiabHO
MIPOBOJIUTH MCCIIEAOBAHNE YPOBHS NOP(OUPUHOB U UX IMPOU3BOIHBIX B MOYE, YTO [MO3BOJISET MOATBEPAUTD
WM OTBEPTHYTh THArHO3 OCTpoil mopdupuu (cM. npuiiokenue b2) [22-24]:

- craHgapToM Ouoxumuueckod nuarHoctuku OIl sBisercs KOJIWYECTBEHHOE H3MEpPEHUE
nophodunuuorena (I1BI) u ypoBHs nenbra-ammnHoneByneHoBor kucioTsl (AJIK) B Moue meromom
MOHHO-0OMeHHOW Xxpomartorpadpuu (A09.28.008 — wuccregoBaHve ypoBHS MOPPUPUHOB U HX
mpou3BoJaHBIX B Moue). OObruno conepxanue [IBI' B 10-50 pa3 mpeBblIalOT BEPXHIO T'PaHUILY
pedepeHCHBIX 3HAYCHHM, HE OCTaBIisisi COMHEHMM B auarHo3e. [Ipu HopmanpHbIX mokazatensx [1IBIT u
AJIK moun guarsos OIT MoxeT OBITH UCKIIFOYEH.

- TpU OTCYTCTBMM BO3MOXHOCTH KosmuecTBeHHoro wusmepenus I[IBIT u AJIK, pomyctumo
MPOBEJICHUE KAa4eCTBEHHOTO aHanm3a cBeked mMoum Ha IIBIT ¢ peaktmBoM Opmmxa (A09.28.008 —
UCCIIeIOBaHUE YPOBHA MOP(UPUHOB M UX HPOU3BOJHBIX B MoO4Ye). JlaHHBIM TECT 4UyBCTBHUTENEH MpHU
noBeiieHrH ypoBHs [IBI° B 5 u Gosee pa3, 4To COOTBETCTBYeT OMOXUMUYECKUM KpuTepusiM ataku OIl.
Ecniu He o0pasyercs po30oBOoe WM KpacHOE OKpalllMBaHME pacTBOpa MoOuH, Mpoba cyHUTaercs
otpunarensHoil. Eciu o6pa3yeTcst okpainBanue po30BOTO WM KPaCHOTO I[BETA, TO B MPOOUPKY CIeAyeT
N00aBUThH PAacTBOP alleTaTa HATpUs M dKCTpareHra Jjis o0pa3oBaHUs JBYX CIOEB pacTBopa. Peakiuio Ha
[IBI" cnenyer cuuTaTh MOJOKUTEIBLHOM, €CIIUM MU3MEHEHUE OKPACKH COXPAHSAETCS B BOJHOM CJO€ MOCIE
JKCTpakUMu. BO3MOXHBI Kak JIOKHOIOJIOKHUTENIbHbIE, TAaK W JIOKHOOTPULATEIbHBIE PE3YJIbTATHI
KaueCTBEHHOTO TECTAa.

YpoBeHb yOeAUTEIbHOCTH PeKOMEeHAa1uii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KomMmMeHTapuu: 06pasiibl MOYH AJISl UCCIIEIOBAHUS IOJDKHBI ObITh COOpaHbl Ha BHICOTE CUMITOMOB B
MOCyAy, 3alIMIIEHHYI0 OT COJIHEYHOro cBeTa (Oymara, ¢oiibra), HHaye pe3yabTaTbhl TECTa MOTYT ObITh
JIO’)KHOOTpHULATENbHBIMU. [Ipy HEBO3MOXKHOCTH HCCIIEIOBATH MOUY HEMEIJIEHHO BO BpPEMS aTaku, MoYa
JoJKHA ObITH cOOpaHa B J1aOOpaTOPHYIO MOCY/y, 3alIMIIEHHYIO OT Monaaanus ceera ((omibra, Oymara) u
3amopoxeHa (-180C) mo ornpaBku B nabopatoputo. LlenecoobpazHo 3aMOpO3UTh HECKOJIBKO 00pas3IoB
MOYH. Y OOJIBIIMHCTBA MAIlMEHTOB OTMEYaeTcs MoBbIlieHue KoHueHtpamuu [IBI° B Mode u Bo Bpems
pemuccun. OHaKO IpU cpaBHEHUU ypoBHs 3Kkckpeuuu IIBI" ¢ MO4Ol BO BpeMsi peMUCCUHU U B NIEPUOJ
aTaku y BCEX MAI[MEHTOB OTMeuaeTcs, Kak MUHUMYM, 2-4-kpaTHoe moBblmieHue conepkanus [1BI Bo
Bpems araku. HyxHo mmers B Buiy, uto [IBI" GbicTpo paspymiaercst moa BO3JAEHCTBUEM COJIHEYHOTO
cBeTa, B ToM Bpems, kak AJIK Oosee cTabuiieH, HO3TOMY KeslaTelbHO UccienoBaTh 06a merabonuTa. Bo
Bpems ataku npu OIIII, BapueratHoit nophupun 1 HacIeACTBEHHOW KOMPOMOPPUPUN TAKKE TMOBBIIIECHBI
KOHIIEHTpauuu oomux nopdupuHoB B Modue. JuddepenunanbHas AUarHOCTUKA BBILICYKa3aHHBIX TPEX
¢dopm OII ocHOBBIBaeTCSI HA OMOXMMHYECKOM CHEKTpe HapyIIeHUH nop(puprHHOBOro oOMeHa.

[Mosbimenue sxckperun AJIK, TIBI' u nmopdupuHOB B MOUe MOXKET OBITh BBISBIEHO HE TOJIBKO Y
MAIMEHTOB C OCTPHIMHU NOPGUPHIMHE, HO U Y TTAIUEHTOB C Pa3IUYHBIMU 3a00JIEBAHUSMU TIEYCHU UITH TIPU
OTPABJICHUM TSKEIBIMU MeTaulaMu. KIMHUYecKWe TPOSIBICHHUS YKa3aHHBIX COCTOSIHUA MOTYT
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HAINlOMUHATh OCTpble opupuu, oxHako, coaepxkanue 1Bl B Mode mpeBbimaeT HOpMy HE Ooiee, YeM B
2-3 pa3za [7]. Ilpu 3HauuTenbHOM noBbIimeHnU ypoBHs AJIK B MoYe HEOOXOJMMO MCKITIOUUTH CBUHIIOBOE
OTpABJICHHE.

[Tockonbky y OonpmmHcTBa nanuentoB OII, mepenecmux Tspkenyro araky, ypoau IIBI u AJIK
OCTaOTCSl MOBBIIIEHHBIMU JIOJITHE TOJbI, HO OObIYHO 2-3 KpaTHO MOBBILIAIOTCS BO BpEMsl HMOBTOPHBIX
aTak, IenecooOpa3Ho yCTaHOBHTh WHIMBHIyanbHblE pedepencHsie 3HaueHust [IBIT u AJIK Bo Bpems
PEMHCCHM IIyTEM MOHHMTOPHPOBAHMS 3THX IIOKA3aTeled BO BpeMs araku U pemuccuu. Ilpm serkux
IIOBTOPHBIX AaTakax C TUIMYHOM KJIMHUYECKOM KapTMHOW W OTCYTCTBHEM IIOJIO3PEHUN Ha
aNbTEPHATUBHBIN Auaruos3, uccienoBanue 16" u AJIK moun He TpeOyercs, U [uarHo3 ycTaHaBIMBAETCA
KJIMHUYECKH [4]

- PexkoMenayeTrcss BceM NalMeHTaM C IOJO3PEHHEM Ha OCTPYIO MHOpOUPHIO U UX OJIHU3KUM
POJCTBEHHUKAM TMPOBEJICHUE MOJICKYIIPHO-TEHETUYECKOTO aHallu3a Ha HaJIMYMe MYTallil TEeHOB
ouocunteza rema (HMBS, CPO, PPOX) (xoMmruiekc wHCCIeIOBaHUN [UIi JUATHOCTUKH OCTpPOH
NeYeHOYHOM opdupun) ¢ nenbio Bepudukauu muarnoza Ol [19, 25].

YposeHs yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KoMMeHTapuu: uccienoBanue NOCIeI0BaTENbHOCTH T€HOB, KOAUPYIOMINX (epMEHThl OMOCHHTE3a
remMa, CIY)KUT HaJeKHBIM criocoOoM Bepudukanuu auarHo3za OIl kak y mamueHTOB ¢ KIWMHUYECKUMH
MPOSBJICHUSMH 3a00JIEBAHUS, TaK U Y UX POJACTBEHHUKOB [24]. OmHaKo, K HACTOSIIEMY BPEMEHH OMHUCAHO
orpoMHoe umcio myramui B renax HMBS, CPO, PPOX. B cooTBeTCTBUM € 3TUM, MOJIEKYJISIPHO-
TEHETUYECKOE HCCIEOBAaHUE JOJDKHO TIPOBOJUTHCA TOJBKO B BBICOKOCTEIMAIM3UPOBAHHBIX
naboparopusix ¢enepanbHbIX HEHTPOB [3, 4, 8, 9, 24, 26]. Ilpu BBIIBIECHWU MATOTCHHBIX MYyTaIUH y
OECCHMIITOMHBIX POJCTBEHHHKOB HEOOXOAUMO COONIOACHHE MPOGUIAKTUUECKUX MEPOINPHUITHH,
ONMMCAHHBIX B pasnene 5 manubix pekomenpaimii [3]. Eciu HocurenbetBo OIl BBIABICHO B JETCKOM
BO3pacTe, TO MPH aJCKBATHON MPOQHIAKTHUKE, BEPOSTHOCTh aTak B Oymyriem cHukaercs mo 1-5%.
[IpenaranbHas nuarnoctrka OIl He mpoBOAUTCS.

- PexoMeHmyercss BceM MalUeHTaM C YCTaHOBJCHHBIM nauarHo3oM araku OIl uccnemoBanme
PYTHHHBIX JIAOOPATOPHBIX IMOKA3aTeNeH C IENbl0 OLEHKH (PYHKIIMOHAIBHOTO COCTOSIHUSI BHYTPEHHHX
OopraHoB (NEYEHU M TOYEK), AIEKTPOJIMTHOTO COCTaBa KPOBH, YIJIEBOAHOTO OOMEHA, CHIBOPOTOYHBIX
nokaszaTelieii MeTabosiM3Ma JKene3a, CHCTeMbl TeMocTaza. O0s3aTeIbHBIMUA UCCIICIOBAHUSMU SIBJISTFOTCS
[9, 177:

- OOmuii (KIMHUYECKUH) aHalM3 KpOBU pa3BEepHYTHIH C IudQepeHIMpOBaHHBIM TI0JICYETOM
JIEHKOMTOB (JIeiikoruTapHas hopmya);

- o0muMH (KIMHUYECKUI) aHATIN3 MOYH,

- aHAJIW3 KPOBU OMOXMMHUYECKHU OOIIETepaneBTUYCCKH (MCCICIOBAHUE YPOBHsI KpPEaTWHUHA B
KPOBH, HCCJICIOBAaHUE YPOBHS HATPHs B KPOBHU, MCCIICOBAHUE YPOBHS KajHs B KPOBH, MCCIICJOBaHUE
YPOBHSI XJIOPUJIOB B KPOBH, HCCIICJIOBAHUE YPOBHS MOYEBUHBI B KPOBH);

- KoaryjorpamMMa (OpPUEHTHPOBOYHOE WCCICOBAHUE CHUCTEMBl T'e€MOCTa3a) (aKTUBUPOBAHHOE
YaCTUYHOE TPOMOOIUIACTHHOBOE BpEMs, OIPEICICHUE MPOTPOMOMHOBOTO (TPOMOOILIIACTUHOBOTO)
BPEMCHHU B KPOBHU WU B TIa3Me, HCCIICIOBaHUE YPOBHS (MOPUHOTEHA B KPOBH, UCCIICIOBAHUE arperaum
TPOMOOIIUTOB);

- OMOXMMHYECKOe HccieI0BaHne MOYH (MCCIeIOBaHNEe YPOBHS HATPHsI B MOYE)

VpoBeHb yoeautenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

Kommenrtapuu: a) npu octpoil mophupun XapakTepHO M3MEHEHHE 1BeTa MO4d (OT pO30BOTO 10
KUPIUYHOTO WJIU Oyporo) B OTCYTCTBHM IPUTPOLMTYpPHH; 0) B OMOXMMHYECKOM aHalu3e HE0OXOAUMO
oOpaTuTh BHMMAaHUE HA KOHIEHTPALMIO HATpUsi B CBHIBOPOTKE KPOBHM M B Moue. [ MNoHaTpuemus
BCJIEJICTBHE CHHpOMa HeaJIeKBaTHOW CEKpelny Ba3oIlpeccuHa — MaTorHoMOHWYHbIH cumntom OIL. TIpu
3TOM HEO0OXOJMMO MCKIIOUYUTH APYTHe MPUUYMHBI TUIIOHATPUEMHUH (HAAMOYECUHUKOBAsI HEJOCTATOUYHOCTb,
nH(Y3MOHHAs! Tepanus 1 1p.).
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- Pexomennyercs B3pocibiM nanuveHtaMm ¢ OII mpu pa3BUTHM OCTpPOW IOJMHEBPOINATUU WM
SHIlepATIONATHN W HAJIMYMM COMHEHHMHM B HMX CBS3M C aTakod OCTpoil mopdupuu — uccienoBaHHE
CIIMHHOMO3IOBOM  KMJKOCTH, BKJIIOYAIOIIEE: MUKPOCKOIIMUECKOE MCCIEA0BAHUE CIIMHHOMO3IOBOM
KUJIKOCTU (TOJICYET KJIETOK B CYETHOM Kamepe (OINpeesieHHe IMT03a) U KIETOYHOIO COCTaBa),
OMOXMMHUYECKOe HCcienoBanne (MccieloBaHue ypOBHS OelKa, TIIFOKO3bI, JIAKTaTa B CIIMHHOMO3TOBOM
XKUAKocTH), [lanbHelinee oOcnea0BaHNE C LIETbI0 BBISBICHUS THOJOTHH BbISBICHHON CHMIITOMATUKU
(otnunoit ot OII) mpoBOAWTCS B 3aBUCHUMOCTH OT KIMHHUKO-JIA0OPATOPHOIO CHUMITOMOKOMILIEKCA U
MOXKET BKJIIOYaTh B ce0sl OAKTEPUOJIOTUYECKUE, BUPYCOJIOTMUYECKUE U APYrHUe TECThl (IO MOKA3aHUSM)
[27, 28].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMeHTapuu: mnpu arake ocTpoil mopdupuu coctaB CHMHHOMO3IOBOH JKHIKOCTH OCTAeTCs
HOPMAaJIbHBIM.

- Pexomennyetcs B3pocneiM marnuentam ¢ OIl mpu momo3penun Ha padaomuonu3 (y J1r000ro
MaIeHTa ¢ MUAITHIMHE) OIpeesieHrne akTUBHOCTH KpeaTnmHkuHAa3bl (KDPK) B kpoBu m mccienoBaHue
YPOBHSI MHOTJIOOMHA B KPOBH TSl HCKJIFOUeHHsT Muoniatuu [17].

Yposens yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

2.4. MHCprMeHTa.ﬂbele AnarHoctun4yeckume nccrniegosaHus

[Ipn nmarnHoctuke OIl HeoOxoauMO MMETh HMHGOPMALHMIO O HAJIWYUHM OCIOXKHEHHH OCHOBHOIO
3a00JIeBaHUs, XapaKTEPU3YIOIIMX JaBHOCTh €ro TEUYEHHS U CTENeHb MPOTrPecCHM, a TaKkKe HaIM4uU
KOHKYPHUPYIOIIEH WK COMYTCTBYIOIIEH matonoruu [4, 8, 9, 19, 20].

- Pekomenayercs B3pocibiM TanveHtaM ¢ arako OIl  mpoBeneHue AOMOJHUTEIBHBIX
HCCIICIOBAHUI [T UCKITFOUCHHMSI COTYTCTBYIOIIEH aTOJIOTHH, Mo mokasanusum [8, 9, 17, 20]:

- YIbTpa3ByKOBOE HMCCIIEIOBAHUE OPraHOB OPIOIMIHOM TMOJIOCTH (KOMIUJIEKCHOE) M KOMITBIOTEpHAs
ToMoTpadusi OpraHoB OpPIOIMIHOW TOJIOCTH, 3a0PIOIIMHHOTO MPOCTPAHCTBA W MaJIOTO Tas3a s
WCKJTFOUEHHSI TTPOIIECCOB BOCTIAUTEIBHOM MTPUPOIBI M JPYTOH STHOJIOTUH, KaK MPHYUHBI a0J0MUHAITBHBIX
6oueti [29, 30];

YpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

- Perucrpanus 371eKTpOKapIHOrpaMMbI /IS OLECHKH (DYHKIIMOHAIBHOTO cOCTOsTHMs cepara [29, 31];

VYpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH JI0KA3aTEIbCTB — 3)

- KommerotepHas ToMorpadusi wWid TpUIleIbHas PSHTTCHOTpadusi OpraHOB TPYAHON KIICTKH JUIS
HCKJTFOUEHHS ITaTOJIOTHH Jerkux [32];

- MPT (MarHuTHO-pe30HaHCHAsi TOMOTpadusi) TOJIOBHOTO MO3ra IPU CUMIITOMAxX dHiledanonaTiu ¢
LEJBI0 BU3YaJIU3aIllM CUMMETPUYHOTO OYaroBOTO IMOPAKEHUS TOJIOBHOTO Mo3ra (CHHIPOM 3aJHEH
00OpaTHMOii FHIIEPATONATHH, & TAKXKE C LENIbI0 HCKIFUSHHs TpPOMO03a BEHO3HbBIX CHHYCOB) [4, 28].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb T0OCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

2.5. Hble gnarHocTn4yeckmne nccnengoBaHus

- Pexomennyercs nmamuentam ¢ atakoit OIl mpoBeneHne TOTOTHUTENBHBIX KOHCYIbTAUNA Bpadei-
CIIEIUATMCTOB 0 TIOKA3aHMsIM JIJTsl HCKITIOUEHHsI COMyTCTBYIoIe# matooruu [1, 6-9, 17, 19, 20]:

- Ilpuem (ocMOTp, KOHCYNbTaIlMsl) Bpada-akyllepa-TMHEKOJIOra MEPBUYHBIA MPHU TMOJO3PEHUH HA
MEHCTpYyallbHO-accoliuupoBanHoe TeueHue Ol

- IIpueM (0cMOTp, KOHCYIbTALIMS) Bpada-He(PpoIoTa MEPBUYHBIN MPU HATHYUU KIMHHYECKUX WU
1abopaTOPHBIX MPU3HAKOB PA3BUTHUS OCTPOU MOYEUHOU HETOCTATOYHOCTH;

- IIpueM (0cMOTp, KOHCYIBTAIMSI) Bpaya-HEBPOJIOTa MEPBUYHBINA MPH Pa3BUTHUA HEBPOJIOTUYECKOM
CUMITOMATUKH (MBILIIEYHAS C1a00CTh, STUTIPUTIAIKU, HAPYIIEHUE COSHAHUS WK MTOBEICHMUS )

YpoBeHb yoeautenbHoCTH pekoMeHnauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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KommeHTapuu: mo pesynbprataM OCMOTpa Bpada-HEBPOJIOTa HEOOXOAMMO pelIeHHE BOIpOca O
HeoOxoauMoctu mnpoBeaeHuss MPT romoBHoro mosra, D3I (mns auddepeHnnanbHOi AUarHOCTHKH
CYIOPOKHOTO CHHApOMA) W cTUMYJIsIUMOHHOW OMI (ansa  omeHku Xapakrepa MOBPEXKICHUS
nepudepuyecKuX HEPBOB — AKCOHAIBHBIN WIIM aKCOHAIBHO-/IEMUETMHU3UPYIOIINA ).

Octpas moueyHasi HEIOCTaTOYHOCTh — penkoe (5%), HO cepbe3Hoe ocnokuenue ataku OIl, moxxet
pa3BHBaThLCS Jaxke Ha pOoHE perpecca Apyrux cUMNToMoB artaku [ 6, 20].

[Ipu nono3penun Ha ataky OIl, 70 MOMEHTa HMCKIIIOYEHMsI MarHo3a, Bpad JIOJKEH BO3/Ep)KaTbCs
OT Ha3HAUEHUS JIEKApCTBEHHBIX CPEJCTB U BBINOJIHEHUS JUArHOCTUYECKUX MAHUMYISILMKA (B TOM 4HCIe
oTiepaIyii), CrOCOOHBIX IMMOBPEAUTh MAIMEHTY. B OOJBIIMHCTBE CIy4aeB HESICHOTO a0JIOMHUHAIBHOTO
CHHJIIpOMA JWarHo3 noppupuu He OyJeT MOATBEPXKACH, HO JabopaTopHble TecThl i uckimoueHus OI1
JOJDKHBI OBITH TIpoBeeHbI [1, 7, 17].

3. JleyeHue, BKNroO4asn MeOAUKAMEHTO3HYI0O U HeMeaAUKaMEeHTO3HYH Tepanuum,
AuvneTtToTepanuio, obGe3bonnBaHue, MeOMLMHCKME MOKa3aHMA W npoTUBONOKa3aHnA K
npnMMeHeHno MeToao0B Jle4YeHusA

Henpro Tepanuu siBasieTcs npepsiBanue nporpeccuu ataku OII. IlokazaHusmu k Hadany JedeHwus,
HarpaBiieHHOTO Ha nojasienue cuHre3a AJIK u IIBIY, ciyxxar cumnromsl, xapaktepssie A ataka Ol
Y TIOBBIIICHHE TOKa3aTesei mopGupruHOBOTO 0OMEHA.

3.1. JleyeHune reMMHOM

I'emun Ob1 mpemaoxen must nedenust arak OIT B 1978 r. [33]. DK30reHHBI TEMHH CHIIKACT
aktuBHOCTh AJIK cuHTETa3bl B MeueHr MO0 MEXaHW3MY OTPHUIATEIHLHOM 00paTHOM CBs3M. BHyTpuBEeHHOE
BBEJICHUE TeMHHA MPUBOIUT K OMOXUMHYECKOW peMHUCCHH, T.€. K cHIKeHHIo dkckpennu AJIK u I1BIT, uro
JocTaTouHo Uil mpekpaimieHus ataku OIL, mpu ycnoBUM HCKIIIOUEHHUS BCEX MPOBOLUPYIOMINX (HaKTOPOB
[22].

['emuH moJtydaroT mMyTeM BBIACIECHUS U OUYHILEHUS KOHIIEHTpATa YeJI0BEYECKUX SPUTPOLIUTOB.

- PekomentyeTcst BceM NalMeHTaM ¢ YCTaHOBJIGHHBIM auaruo3om ataku OIl cpouHoe mpoBeneHue
Kypca Tepanuu reMHHOM B/B 3 Mr/kr 1 pa3 B CyTkH B TeueHHe 4 qHEW (MakCUMallbHas CyTOYHAs J103a —
250 mr) [4, 6, 8, 9, 19, 22, 34, 35].

YpoBeHb yOeAUTEIbHOCTH PeKOMEHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KommeHTapuu: mepes u mociie ero BBEJCHUS CUCTEMa JOJDKHA OBITh MPOMBITA (PH3HOIOTHYECKHM
pacTBOpoM (HaTpus XJIOPUA**) miist CHIKEHUs pucka TpomoOodaeduTa. PanHee Havaio Tepaniy reMHUHOM
nmo3Bosisier KynupoBaTh ataky Oll u npexynpenuTs pa3Butre ocloXHeHUN. BBeaeHne reMuHa naiueHTy
CO CTaOWIIM3UPOBAHHOM aTakol B (pa3e IIaTo WM CIIOHTAHHOTO perpecca HelenecooopasHo.

3.2. lleyeHne 6onbwMMKU A03aMK YINIEBOOOB

Jleuenne artak OIl ¢ HOMOIIBIO BBICOKO YIJIEBOJHOW JMEThl WM BHYTPHUBEHHOI'O BBEICHUS
IEeKCTpo3bI™* ObI0 TpemnokeHo B 1964 romy [36]. [ekcrpo3a** cHikaeT akTHBHOCTH (akTopa

(PGC -1x) , KOTOPBIN HANPAMYIO HHAYIHpYeT TpaHckpunuuio AJIK-cunterass [37].

- PexomeHnnyercst manueHTaM C JIETKMMM aTakaMH OCTpOM mopdupuu (HEMHTEHCHUBHBIA 00s1€BOM
CHUHJIPOM, OTCYTCTBHE HEBPOJOTMUECKUX TPOSIBICHUH M D3JIEKTPOJIMTHBIX HapyIIEHUH) WIM MpH
HEBO3MOXKHOCTH TPOBEACHUS Tepanuu reMuHoM — BBeaeHue 10% pacTBopa OEKCTpO3bI™™ ¢ 1esbro
MOCTYIUJICHUsI OOJIBIIIOrO KOJIMYECTBA YITIEBOJOB U Ul CHATHUS aTaku ocTpoi nmopdupuu (1-2 1 B cyTkH)
[1, 4, 38].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)
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Kommenrtapun: 10% pacTBop AEKCTpO3bI** BBOAUTCS MEAJICHHO BHYTPMBEHHO C MCIIOJIb30BaHUEM
uH(py30MaTa, )KeaareabHo Kpyriaocyrouno. [lobounsie a¢pdextsr Gompmux 103 JIII BKiItoyaroT cepbe3Hbie
Koyie0aHUs YpPOBHSI TJIIOKO3bl B KPOBH OT THUIEPTIUKEMHH 10 PEAKTHBHON TUIOTJIIMKEMHUH M MOTYT
MPUBOANUTH K COOTBETCTBYIOLIUM HeBpoJsioruueckuM HapymenusMm [1, 20]. Tepanuto nexctpo3oi™* mms
JeYeHHs] aTaKk HE TMPHUMEHSIOT MpH OEPeMEHHOCTH W Yy TMAIMeHTOB C XPOHHYECKOW ITOYEYHOMH
HEZ0CTAaTOYHOCTHIO [4, 8, 9]. Panee, 10 NOsIBIICHUS TIperIapaToB TeMIHA, BBOIMIIN CYIIICCTBCHHO OOJIBIIIHE
J03BI JIGKCTPO3bI** B BUJEC KOHIEHTPUPOBAHHBIX pacTBOPoB (20% wmmm 40% pactBop 10 2 1 B CYTKH,
9T00BI J0CTHYh CcyTo4HOW g03b1 300-500 r/cytkm). OnmHako Takas Tepamus ObLIa CONpPsDKEHA C
CYIIECTBEHHBIM PHCKOM THIIEPIIIMKEMUU WIN PEAKTUBHOW THIOTIUKEMHH, W, COOTBETCTBEHHO, MOTJa
MPUBOANTH K JOTIOTHUTEIBHBIM HEBPOJIOTHIECKUM OCIIOKHEHUSIM.

3.3. Mna3madhepes

[Inazmacdepes npumensuics panee st jedeHus artak OIl ¢ menplo MeXaHMYECKOro yAajleHUus
MOPQUPUHOB U MX MPEIIIECTBEHHUKOB M3 KpoBOTOKa. OHAKO JAAHHBIA METOJ HE CHUXAET, a CKopee,
YBEJIMYMBAET CUHTE3 MPEIUIECTBEHHUKOB MNOPQUPUHOB, a TaKkKe MPUBOJAUT K  Pa3BUTHIO
TUI0aTbOYMHUHEMIH, YBEINYHUBAIOIICH PUCK Pa3BUTHs OTeKa Mosra u sHiedamonatuu [28]. B Teuenue
nocnenaux 20 jet, JaHHbIA MeToJA He ucnodib3dyetcs ais jgedenuss Oll B ctpanax 3anagHoi EBpornbl u
CesepHoit Amepuku [4, 8, 9, 19].

3.4. HytputBHaa noanepxka

- Pexomenayercs manuentam ¢ OIl, "MeONIUM JUTUTENIBHBIN Mape3 KeTyI0YHO-KUIIEYHOTO TPaKTa
WM HApYIICHHUE TJIOTaHus, 00ecreueHre aeKBaTHON HyTPUTUBHOM moaaepkk [ 8, 39].

Yposens yoeaurenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 4)

KoMMeHTapuu: mnpeanouTeHHe BcerJa JOJDKHO OTHABaThCsi OJHTEpaibHOMY mnHTaHuio. [lpu
HapyIIEHUH TJIOTAaHUS MOKET ObITh YCTAaHOBJIEH HA30TACTPaJIbHBIM WM Ha3zoeroHaNbHbIN 30HI. [lpu
JUITUTETHbHOM 30H/I0BOM MUTaHUM yCTaHaBJIMBaeTcs ractpocroma. [lapeHtepanbHoe muTaHHE IPOBOIUTCS
B ClIy4ae HEBO3MO>KHOCTH SHTEpalbHOro nmuTaHusa. HeBO3MOKHOCTH INIOTaHMS WM TMape3 KEeTyA04YHO-
KHILIEYHOTO TPAKTA HE JIOJDKHBI CITYKUTh IPUYMHON Pa3BUTHUS Kaxekcuu y manueHtoB ¢ OI1.

3.5. UcknroyeHne aencTemus NopcUpUHOreHHbIX (hakTopoB

- Pexomennyercs Bcem maruentam ¢ OIl WcKiIrOUeHHE BCEX MOTCHIIMAIBHBIX MOPPUPUHOTEHHBIX
($akTOpoOB, TAaKMX KaK JICKAPCTBEHHBIC IpENapaThl, ajlKOroJib, T'0JIOJAHUC/HU3KOKAJIOpUHHAS JHeTa,
ctpecc [20, 26, 40]. HeoOxonuMo aKTHBHOE JIeYCHHE HMH(PEKIMOHHBIX OCIIOXHEHHWH, KaK OJHOTO W3
BaXXHEHUIMX MOPpPHUPHHOTEHHBIX (hakTopoB [8, 39].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

3.6. CumnTomMaTuyeckas Tepanus

- Pexomenayercs nanuentam ¢ OIl mpu Hanuyuu MHTEHCUBHOTO OosieBoro cuuapoma (BAII > 7
cM, [Ipunoxxenune [') mpoBereHue aHaIbre3MH C MCIOJIB30BAHUEM ONMOMWIHBIX AHAIBIETHKOB (CM.
COOTBETCTBYIOILIME KIMHUYECKUE PEKOMEHJAIMU MO XpOoHMYecKoM Oonm). IlanmeHTaM C HETSKEIbIM
00JIEBBIM CHUHAPOMOM PEKOMEHJIYeTCsl Ha3HAYeHUE HECTEPOMJHBIX MNPOTHUBOBOCHAIMTENbHBIX U
IIPOTHBOPEBMATHYECKUX mpenapaToB (Tabm. 5). B kadecTBe cpencTB, MOTEHIUPYIOUIMX JeHCTBHUE
aHAJLI'€TUKOB MOTYT OBbITh Ha3zHaueHbl mnpoTuBosnmientuyeckue cpeactsa (NO3AE IIpousBogHbie
OeH30/Ma3enrHa), B COOTBETCTBHH C 3apETUCTPUPOBAHHBIME MOKa3zanusim [4, 6, 8, 9, 19, 41, 42].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PeKOMeH,Z[yeTCH naueHTaMm C OIl ¢ HammuueMm TaXyuKapaAuu HA3HAUYCHUC CCIICKTHUBHBIX oera 1
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anpeno6mokaropoB (CO7AB CenextuBHbie Oera-aapenobmokaropsl mo ATX kiaccudukanum) ¢ menbro
cHikeHuss YCC u yMeHbUIEHUS pHUCKa PAa3BUTHS apUTMUN B COOTBETCTBHM C 3apErMCTPUPOBAHHBIMU
nokazaHusiMu [4].

VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercs mnanuentam ¢ OIl mpu pa3BUTUM T'MIIEPTOHMYECKOTO KpU3a Ha3HAuYEHUE
[IPEenapaToB C TUIOTEH3UBHBIM JEHCTBUEM (AHTUAIPEHEPIHUECKUE CPEICTBA LIEHTPAJIBLHOTO JEHUCTBHUS,
cenexTuBHBIE Oeta 1 agpeHoOmokatopsl (mo ATX — CO7AB CenekruBHble 6eTa-aapeH00I0KAaTOPHI), B
COOTBCTCTBUU C 3apCTUCTPUPOBAHHBIMU IMOKA3aHUAMHU, IMPECHIApaTOB U B COOTBCTCTBUU C KIIMHUYCCKUMH
PEKOMEHIALMSIMU 110 BEJCHUIO MMALIMEHTOB C apTEPUAIbHOM TUIIEPTEH3UEN U CIIUCKOM Pa3PEIECHHBIX IIPU
OIl nekapcTBeHHBIX MpemnapatoB [4, 8, 9, 19, 41]

YposeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTapun: crnmcok paspemennsix npu OIl nexapctBennbix mpemnapatoB (http:/www.drugs-
porphyria.org, https://porphyriadrugs.com)

- Pexomennyercs manumentam c¢ arakoid OIl ans nedyeHus TOUIHOTHI M PBOTHI Ha3HA4YeHHE, B
COOTBETCTBUHU C 3apErMCTPUPOBAHHBIMU TMOKa3aHUAMM, aHTUNcuxoTHueckux cpeactB (NOSA mo ATX
Kiaccugukanuu), ankcuoauTukoB (NO5SB mo ATX knaccuduxaiuu), mpoTUBOPBOTHBIX (CTUMYISTOPHI
motopuku XKKT, AO3FA mo ATX knaccudukanun) cpeacts [4, 8, 9, 19, 41].

Yposens yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: MetokmonpamMua** B OOJBIIMHCTBE CIIy4acB HMCIOJB30BAJICS 0€3 OCIIOXHEHUH B
COOTBETCTBUU C 3apErUCTPUPOBAHHBIMM IOKa3aHUSIMU, KPOME MAllMEeHTOK BO BpeMsi OE€pEeMEHHOCTH.

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

- Pexomenayerca mauuentam ¢ OII i neueHUs 3MUIENTHYECKUX MPUIAJIKOB, B COOTBETCTBUU C
3aperuCTPUPOBAHHBIMUA  TOKAa3aHUSIMH, HCIIOJb30BAHUE AHKCHOJIUTHKOB, MPOTHBOSIUICITUYECKUX
CpelncTB mpemaparoB (Tpynma — mpoune mnpoTtuBodmmwientuueckue mnpemapatbl, NO3AX mo ATX
knaccupukanuu). B ciygae  pa3BUTHS  ANMIENTHYECKOTO  CTaTyca MOXKET  HCIOJIb30BaThCs
HEUHTAJSIIIMOHHOE CPEACTBO M3 TPYMIBI mpemnaparoB st obmier anectesun (NO1A Ilpemapatbr mms
obmel anecresun no ATX kmaccudukanuu). s KoppeknumM WHCOMHUH MOTYT HMCIIOJb30BaThCs
cHoTBOpHBIE U cefaaruBHbIe cpeacTBa (NOSC mo ATX knaccudukanun) [4, 8, 9, 19, 41].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: eAMHUYHBIE OSNUIPUIAAKH OOBIYHO AaCCOUMHUPYIOTCS C CHHAPOMOM 3ajHEi
obpatumoii sHuedanonatun (o gaHHEIM MPT ronoBHOro Mosra) wu He TpeOyIOT JUIMTEIbHOU
MPOTHUBOCYIOPOXKHOM Tepanuu mocie pasperieHus sHiedaronatun [28]. Koppekius aprepuanibHOR
TUINEPTEH3UM M TUNOHATPUEMUU Yy MAlMEHTOB C SIUIPUIIAJKAMHU JOJDKHA TMPOBOIUTHCS JaXke MpH
HE3HAYUTENIbHOM TMoBbIIeHHH AJ] U He3HauuTenbHOM cHUkeHHH ypoBHA Hatpus. (http://www.drugs-

porphyria.org/, https://porphyriadrugs.com/).

- PeKOMeHI[yCTCH naqueHTamMm ¢C arakon OII 1 JICUCHUA FaJ'IJ'IIOI_II/IHaLII/Iﬁ HUCITIOJIB30BaHUEC
AHTUIICUXOTUYCCKHUX CPCIACTB (HeﬁpOHeHTHKH) CpeaCTB B COOTBCTCTBHH C 3apCTUCTPHUPOBAHHBIMH
nokazanusmu [4, 8, 9, 19, 41, 43].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

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

3.7. Koppekuus BogHO-coneBoro 6anaHca

- Pexomennyercst nanrentam c¢ arakamu OlI, B Tom uunciie Ha GoHe JIeUeHnss FTeMUHOM, TIPOBEJICHHE
MHQY3MOHHON Tepanuu HEOOJBIIMMU WM YMEPEHHBIMU JI03aMH CPEACTB JUIS YIJIEBOJHOTO MHTaHMS
(mexcTpo3a**) m pacTBOpBI, BIMSAIOLINE HA BOJHO-3JEKTPOJIUTHBIM OanaHc (pacTBOPBI JIEKTPOIUTOB —
kog ATX BO5XA) B kauecTBe NOJJIEp)KUBAIOIIEH Tepanuu Ui OPOPHUIAKTHKH TOJIOJAHUS U
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00€3BOKMBAHUS B COOTBETCTBUH C 3apETUCTPUPOBAHHBIMU TTOKa3anusmi [4, 8, 9].

YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapun: HE00X0AMMO MOHHTOPHUPOBATH BOJHO-IJIEKTPOJIUTHBIA OamaHc, T.K. 3pdekr
pasBezneHus: OOJNBIIMMU 0ObeMaMH "CBOOOHOM" KUAKOCTH MOXKET yCyryouTh runoHarpuemuto (4, 6, 8,
9, 39]. O6vem MH(DY3MOHHOW TEpaNMU PACCUUTHIBACTCS WHAWBUAYAIBHO — OT OTPAHUYEHUS BBOJUMBIX
KHUJIKOCTeW Tpu CcHUHApOME HeanekBaTHOM cekpeunn AJIIT 10 OBICTPOro BOCHOJHEHHS OO0BEMa
uupkyaupyroueil xkuakoctu (OLK) u Koppekuuu 31€KTPOIUTHBIX HapyLIEHUH MpU OCTPON MOYEYHOU
HEJI0OCTAaTOYHOCTH Ha (¢GoHe padmomuonu3a (tabn. 5). B ciaydae pa3BuTus OCTpoil MOYEUHOU
HE/IOCTATOYHOCTH Tepamusi MPOBOJUTCS COTJIACHO CTAaHIAPTHBIM PEKOMEHIALWSAM, BKIIOYas, IPHU
HEOOXO0IMMOCTH, T€MOIUAIINS.

- PeKOMCHHyeTCfI InalueHTaM C aTrtakaMu OIl Ipu pa3BUTUHU THUIIOHATPUECMHU BBCIACHUC
PETUAPATHPYIOIIMX CPEACTB — M30TOHUYECKOTO pacTBOpa HaTpus ximopuaa** [4, 6, 8, 9, 39].
YposeHs yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

3.8. BeaeHue nauueHToB ¢ ocrioXxXHeHHoun aTtakoun OIl

[Ipn pa3Butum TsKenbIX ocnokHeHui OIl (OynbOapHBIM CHHIPOM, Mapajuy AbIXaTelbHOU
MYCKYJIaTyphl, TsDKeJlash THIOHATPUEMHsI) CYIECTBYET yrpo3a JieTaabHoro mcxoma [6, 7, 20, 39, 43].
OCHOBHBIMU MPUYMHAMU JIETATbHBIX HUCXOJIOB SBJISIOTCS: MHEBMOHUS, aCCOLMUPOBAHHAS C JJIUTEIbHOMN
WBJI, cencuc u npyrue HHGEKIIMOHHBIE OCIOKHEHHS, TSDKENbIe apuT™Mun [44].

- PGKOMGHHyeTCH IMalMeHTaM C OCJIOKHCHHBIMHU aTaKkaMH OIl NnNepeBOJ B OTACIICHUC pCaHNMalliuu U
nHTeHcuBHOW Tepanuu  (OPUT) mns  mporesupoBaHust  AbIXaTeNbHOM  (YHKIHUM, aJCKBAaTHON
CHUMIITOMAaTHYECKOM Tepanuu, KOPPEKIUH METa00IMYCCKUX PaCCTPOMCTB U Tepamuu reMutoM [ 6, 39, 43].
WuTyOamus Tpaxen U Hayalo UCKYCCTBEHHOW BEHTWJISALMU JIETKUX MOKAa3aHO MPHU Pa3BUTUM Mapajanya
JIbIXaTeIbHOM MYCKYJIaTyphl, HAPYLICHUH ABIKEHUS Jruaparmbl, KalIeBOro peduiekca, acupaluoHHON
nHeBMonuH [6, 7, 20, 39, 43].

Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KoMMeHTapuu: mokazaHusiMM JUIsl TOCHHMTaIW3aluu nanueHtoB ¢ arakoi OIl B oTnenenue
peaHuMaIiH SBIISIOTCS:

- KJIMHUYECKUI ¥ (PYHKIMOHAIBHBIN PUCK JbIXaTeIbHOM HEJJOCTATOYHOCTH;

- MPOTrPEeCcCUPOBAHUE aTaKU C PA3BUTHEM OYIbOAPHBIX CHUMITOMOB, TSKEION THIOHATPUEMUH,
HapyIIeHU pUTMa cepala, apTepuanbHoi runepreH3uu > 200 MM pT. CT., yTHETEHUS! CO3HaHUS, T.K. 3TO
— IPEIBECTHUKHU BBICOKOTO PUCKA OCIIOKHEHUH U JIETAIBHOTO UCXO0/1a.

PekoMeHmanmum 1O  JIEUYEHUIO TMALMEHTOB, HAXOAALIUXCA B  KPUTUYECKOM  COCTOSHUH,
00yCIIOBJICHHOM TSXKEJIOH OCTPOM MOJMHEBPOINATHEN, UIEHTUYHBI TAKOBBIM, OMIMCAHHBIM B KIIMHUYECKHX
PEKOMEHJAIUAX 10 BEICHHUIO TAlMEHTOB ¢ cuHApoMoM [miteHa-bappe [45] u B KIMHHYECKHX
PEKOMEH/IAIUSAX T10 JICUCHHIO MAIUCHTOB, [UIUTEIILHO HAXOIAIIMXCS B KPUTHYECKOM COCTOSIHUY [46].

3.9. BegeHue naumMeHTOK C perynsapHbIMA MEHCTpYyasribHO-aCCoLuUUPOBaHHbLIMU
aTakamm

V sxenmuH ¢ OIl MeHCTpyanbHbIM LUK SBIIsSeTCS HanOoJiee YacThIM MPOBOLUPYIOIUM (HaKTOPOM
(10-39%), uto mposBisercs cumntoMamu ataku OIl ¢ uHTepBasoM 1-3 Mecsia B IMpeIMEHCTPYaATbHOM
nepuo/ie. B OoNbIIMHCTBE cIydaeB 3TO — JeTKHUE aTaky, He TpeOyrole rocnuTtanu3anuy. HeperynspHbrit
MEHCTPYAJIbHBIM UK BCJIEACTBHE TOPMOHAJIBHOTO IucOaiaHCa MOKET CIPOBOLIMPOBATH LUKIMUYECKHUE
ataku. [lockonpky y 50% manueHTOK He BO3HUKACT MOBTOPHBIX aTak MOPQUPHHM HIM HaOIIONAIOTCS
€IMHUYHBIE TOBTOPHbIE AaTaKW, CIPOBOLIMPOBAaHHBIE HK30T€HHBIMH  (haKkTOpamMH, Ha3HAuYEHHUE
TrOpMOHAJILHOW Tepanuu Bo Bpems nepoil ataku OIl He oGocHoBaHo. Bmectre ¢ Tem, okxono 3-5%
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xeHIUH ¢ OIl UCTIBITHIBAIOT TSDKENBIE PETYSIPHBIC aTaKd, CBS3aHHBIE C MEHCTPYaIbHBIM ITMKIOM (C
UHTEpBAJIIOM 2-4 HEAENn), 4TO acCOLUUPYETCS C KpailHE HHU3KUM KaueCTBOM MX >KM3HM U BBICOKUM
PHUCKOM JIETAIBHOTO HMCX0Ja. VIMEHHO 3TOH rpymme MalMeHTOK, MpU Hed(P(PEKTUBHOCTH CTaHIAPTHBIX
MEpPONPUATHI 10 KOppeKIrK oOpas3a >KM3HHM, ITOKa3aHa NMPEBEHTHUBHAs TOpMoHaibHas Tepanus [4, 8, 9,
41].

- Pexomenayercss manueHTKamM C MEHCTpyajbHO-accoluupoBaHHbIMH aTakamu OIIl HasHaueHue
IIPEBEHTUBHOM TOPMOHAIbHOW Tepanuu. I[IpeBeHTHBHAs TOPMOHAJIBHAs Tepanus IEpPBOW JIMHUU
BKJIIOYAET TOPMOHAJIbHBIE KOHTPALENTHUBBI CHCTEMHOTO JEHCTBUS (MIpOrecTareHbl U 3CTPOTEHBI
(¢puxcupoBannsie coueranus), rpymmna GO3AA mo ATX wximaccuduranum): JeBOHOprecTpen +
STUHWIACTPAZANON JUIsl KOHTpALENIMM M Ha3HayaeTcss B CTaHAApTHOM pexume 21 nenp + 7 naHei
nepepbiB. [IpoaomKUTEIPHOCTh Kypca — HE MEHee 6 MecsIeB; MepBUYHAs OlleHKa d(PPEKTUBHOCTH —
yepe3 3 wMecaua. [IpeBeHTHMBHas TOpMOHajbHas Tepanus BTOPOW JIMHUM BKJIIOYAeT AaHAJOTH
TOHAIOTPOTIMH-PUJIM3HHT TOPMOHA M IPUMEHSETCS B CTAaHIAPTHOM pexume: | nabekius B Mecsi N 6-12.
[lepBuuHas oneHka 3¢pdexTuBHOCTH NpoBOoAUTCS uepe3 3 Mecsua. [Ipu mnurensHOCTH Tepanuu Oosee 6
Mecs1EeB MOKa3aHO JOIMOJIHUTENbHOE HazHaueHue 3ctporeHoB (koa GO03C mo ATX kmaccudukanuu) B
JICKapCTBEHHOM (opMe "TepareBTuUecKas cucrema TpancaepmansHas” [4, 8, 9, 41, 47-49].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEbCTB — 4)

KommenTtapun: [lokazaHueM Juisi Ha3Ha4€HHMs TOPMOHAIBHOM Tepanmuy NEPBOW JIMHUM SIBIISIETCS
pazButue 2 u 0Oojiee MEHCTPYaJbHO-aCCOLMUPOBAHHBIX aTaKk B TEYEHHE 4 MecsleB NpU YCIOBUU
OTCYTCTBUSI cUMIITOMOB aTaku OIl Ha MOMEHT Hayaia TOPMOHAJIBHOM TEpAITHH.

[Tokazanuem J1sl IPUMEHEHUS TOPMOHAJIBHOM Tepanuy BTOPOil TMHUU siBisieTcs Hed((HEKTUBHOCTh
TOPMOHAJBHBIX KOHTparenTuBoB cuctemMHoro nedctBus (ATX GO3AA recrareHbl W 3CTPOTCHBI
(buKcUpoBaHHBIE KOMOWHAIINN) WM HAJIMYWE TOOOYHBIX SBJIICHWNA Ha (JOHE WX MpHEMa W/HIH TDKEI0oe
teyenre OIl, w/mnu HeoOXOAMMOCTh Ha3HAUYEHHUS TOPMOHAJILHOM Tepanuu y MalMeHTOB cpa3y IMocie
TspKeno ataku. HazHaueHue ropMOHaIBHOM Tepanmuy MEpBOM JIMHUU TOCE OCiokHeHHOW ataku OII
BO3MOYHO TOJILKO MOCJIE TIOJTHOTO BBI3IOPOBICHHUS OT aTaKH, BKIIIOYas KOMIIEHCAIMIO HEBPOJIOTHUYECKOTO
nedunTa U3-3a prcka pa3Butus Tpom6030B [28]. Heodxoaumo mouutopuposats ypoBau AJIK u I1BI" B
MouYe, TIPU TOSBJIICHHH CUMIITOMOB Bo3MokHOU artaku OIl, Tepanus gomkHa ObITh mpepBaHa. Tepamnus
aHaJIOraMH TOHAJIOTPONMH-PHIM3UHT TOPMOHA BBI3BIBAET MEHOIAY3y M MPUBOJUT K CHUKEHHUIO YPOBHS
AKCKpEIMH MPEeIeCTBEHHUKOB opdupuHoB B Moue a0 60% oT ucxoaHoro. Pemienue o HazHaueHUU
MIPEBEHTUBHOW TOPMOHAJIBHON TEparnuu MPUHUMAETCS JIeHallliM BpauoM (CIEeHUaTUCTOM 10 Hophupun)
COBMECTHO C BpauoM-aKylIepoM-THHEKOJoroM. [laiimeHTsl Ha Tepanuu J0JDKHBI OCMaTPUBAThCS BPAaYOM-
aKylIepOM-THHEKOJIOTOM ¢ HWHTepBajioM 3-6 Mec. EcTecTBeHHass MeHOMay3a TakXKe MOXET OKa3aTh
"neyeOnbIi dddexT" Ha nukImdeckoe Teuenue OIl.

3.10. NMpodunakTnyeckaa Tepanus reMMUHOM

B cnyuae kpaitne Tspkenoro tedenus OIl u Heah(EeKTHBHOCTH TOPMOHATBHOU TEpamuu, MOXKET
OBITh PEKOMEH/IOBAHO MPO(MUIAKTUYECKOE BBEICHHE H#reMHHA. BOJIBIIMHCTBO IMAIMEHTOB OTMEYAIOT
HEKOTOpPOE YMEHbILIEHUE TsbKeCTH U 4acToThl aTak OIl, omHako 3Ta Tepamusi peaKko MPUBOAUT K MOTHOU
PEMUCCHH, U TIPH 3TOM BO3HHMKAIOT MMOO0UYHBIC 3B PEKThI HAaKOIUIEHHsI XKese3a B opranusme |50, 51].

- PexomeHmyeTcss B3pOCIbIM TMAalMEHTaM C TOKEIBIMU peuuauBupyromumu  atakamu Ol
MpoBe/IeHUE MPO(UIAKTUIECKON Tepanuu #reMHUHOM JUIS MOJIeP:KaHUus PEMUCCHH B J103€ 4 MI/KT Macchl
Tena 1 pas B Hemenro WM B Jo3e 3-4 MI/KT Macchl Tela B TeueHHe 4 THEH B eXeHeNeIbHOM —
SKEMECAIHOM pPexuMe (B 3aBUCUMOCTH OT KJIMHUYECKO# cutyarun) [50, 51].

YposeHb yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KoMMeHTapuu: Tmpu Ha3HauYeHUM MNPOQPHUIAKTHYSCKOW Tepanmuu HreMUHOM  HEoO0X0IuMO
KOHTPOJMPOBATh CHIBOPOTOYHBIE IMOKa3aTenu oOMeHa xkene3a (McclefoBaHHWE YpOBHSA (eppuTHHA B
KpOBH, HCCIEJOBaHNE YpPOBHS TpaHC(hepprHa CHIBOPOTKH KPOBHU, MCCIIECOBAHHE KEJIE30CBSI3bIBAIONICH
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cnocoOHocTH  chiBopoTkH  (OXKCC), wuccnenoBanue ypoBHS JKele3a CBHIBOPOTKH KPOBH)  JUIS
CBOEBPEMEHHOM JMAarHOCTUKU Teperpy3ku skene3oM. [Ipu pazButum TpomMOO(aeOUTOB MOBEPXHOCTHBIX
BEH, ACCOI[MMPOBAHHBIX C YAaCTHIMHU (TIPEBEHTUBHBIMM) WHQY3UsAMHU #remMuHa, HeoOXOJMMa yCTaHOBKA
MopTa B IICHTPATBHYIO BEHY, 00€CIIEUMBAIOIIETO MMOCTOSIHHBIN TOCTYH K IICHTPATbHON BEHE.

3.11. TpaHcnnaHTauusa ne4vyeHu

C 2004 mo 2014 rr. TtpancruianTamusi nedeHd Obina BeimoiHeHa 20 manuentam c¢ OILl B
OOJBIIMHCTBE CITy4aeB ObUT JOCTUTHYT XOPOIIMHA pe3yiabTar B BuAe mnpekpamenus atak OIl u
XpOHUYECKHX OOJIel, a TaKKe HOPMAaIHM3allUi MapamMeTpoB TOPGUPHHOBOTO oOMeHa. OTHAKO PHCKHU
TPaHCIUTAHTAIIMK TICUYECHH, KaK METO/Ia JICUCHHSI, OTPAHUYHUBAIOT €ro nMpuMeHenue [52].

- Pexomenyercs manueHTam ¢ HebmaronpusiTHeIM TedeHrueM Ol ¢ TsSHKeTbIME PeIiInBHPYIOIIUMA
aTakaMu Tpu HEeAI(P(HEKTUBHOCTH CTAHIAPTHOW TEepanmuu TPOBEIACHHE TPAHCIUIAHTAIIMK IICUCHHU JIIS
JOCTIOKEHUS pemuccn [4, 8, 52].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

3.12. BeneHue 6epemMeHHOCTM Y nauueHTok ¢ Ol

Huknuyeckue ataku nopupuu He SBISIOTCS MPEIUKTOpPaMH aTak Bo Bpems O6epemeHHocTH. [Ipu
YCIIOBUU HCKITIOYEHHS TPOBOLMPYIOUIUX (aKTOPOB U MPOBEACHUS] HYTPUTUBHON MOJACPKKU B CIydasx
paHHUX TeCTO30B, OEPEMEHHOCTh PEAKO MPOBOIMPYET aTakk MOP(OUPHUH, TIOITOMY 3arpeT OepeMEHHOCTH
y nanueHTok OII He onpaBaan. OnucaHsl cilydau, KOTJa MpH HACTYIJICHUH OEpEeMEHHOCTU PEeryisipHbIe
UKIMYECKHE aTaKh MPEKpallajnch TI0Cie TEepBOr0 TpUMECTpa OCpEeMEHHOCTH | Jajiee He
BO300HOBHJINCH ITpH HaOr0AeHuu 6otee 5 mer [53-55].

- Pexomenayercs manumenTkam ¢ OIl mpu pa3Butum ataku nopGUpUU BO BpeMsi OEpEeMEHHOCTH
MIPOBEJIEHUE Kypca Tepaluyi FeMUHOM JUIsl KYTUPOBAHUS aTaKH B COOTBETCTBUU C 3apETUCTPUPOBAHHBIMU
nokazanusmu [4, 8, 9, 19].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KoMMeHTapuu: npenapaTsl remMa UCIoJIb30BaIuCh Ui JeueHus atak OIl Bo Bpemst GepeMeHHOCTH
0e3 ocnoxuenwii [53, 55].

3.13. BegeHue naumeHTOB C NOo34HUMK ocnoXxHeHus Ol

ApTepunanbHas runepTeH3us

Puck oTcpoueHHOro pa3BUTHUSI XPOHUYECKOW apTepHalbHOM rumnepreH3ud y manueHtoB ¢ OI1
3HAYUTEBHO BhIIIIE, YeM B momyssiuuu [4, 8, 9, 19, 40].

- Pexomennyercs BceM nanuentam ¢ OIl uamepeHne apTepuanbHOTO JaBieHUs Ha epudeprudeckux
apTepusX MpH KaXJOM BHU3UTE K Bpady, Ha3HAUCHHWE CTAaHAAPTHOW TUIMOTEH3MBHOW TEpamuu MpU
HE0O0XOAMMOCTH JIIsl OTIPEICTICHHS JaTbHEHIICH TAKTHKH BEJICHHS AIMEHTOB [4].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

XpOHVI yeckKasa novye4yHasd He4OCTaTOYHOCTb

[TocreneHHoe TOBBbINIEHHE YPOBHS KpeaTnHuHa HaOmomaercs B 10-15% Bcex ciydaeB OIl u
accoruupyetcs ¢ yactbiMu atakamu Oll, apTepuanabHON TUIEpTEH3UEH U PerysIpHBIM YIIOTpeOIeHUEM
HECTEPOUJHBIX MPOTHBOBOCHAIUTENBHBIX IpernaparoB. [lpm OHONCHMM MMOYEK BBISBISAIOT TYOYyIO-
UHTEepCTHIINANbHBIC n3MeHeHus [40, 56].
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- Pexomennyercs Bcem mnammentam ¢ OIl coOmioneHue ageKkBaTHOTO IMHTHEBOTO pPeXHMa MU
UCCIIeIOBaHNE YPOBHSA KpEaTWHUHA B KPOBU C LENBI0 MPOPHIAKTHKHA M CBOCBPEMEHHOM IMAarHOCTHKH
MOYCYHOM HEJTOCTaTOUHOCTH [4].

VYposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KoMMeHTapuu: HecTepouiHble POTUBOBOCHAIUTEIbHBIE U IPOTUBOPEBMATUYECKUE IpeNapaThl y
nanueHToB ¢ OIl mpu NOBBILIEHWH KOHLEHTPALMM KPEaTHHHWHA IPUMEHSAIOTCS C OCTOPOXHOCTBIO.
XPpOHUYECKUN TeMOJUAIN3 MOXET CHPOBOLMPOBATH KOXXKHbIE CUMHOTOMBI Yy nanueHTo OIIII,
HAITIOMHWHAOIIHE MO3HIO KOXKHYI0 nophuputo. B ciuydasx tsokenoit XITH moka3aHa TpaHCIUTaHTAIUS
MIOYEK WJIM KOMOWHUPOBAaHHAs TPAHCIUIAHTALIMS [IOYEK U IICUYEHHU.

MlenaTouenn onAapHaa KapuMHomMma

['enaTomnemmtonsipHas KapliMHOMa pa3BUBAETCs, pUMEPHO, y 25% mnanuentoB ¢ OII (wame OIIII),
YTO MPEBBINIAET CPEAHIOI YacTOTy B 00miei nomyssiuu B 60 pas. B ommuue ot XITH, onmyxonu neyeHn
pa3BUBAJIMCH HE TOJBKO Y MAIIUEHTOB, paHee nepeHecunx araku OIl, HO 1 y 6ecCHMIITOMHBIX HOCHUTENEN
TFeHETUYECKOTO Je(eKTa, XOTS y MOCJIEeIHUX PUCK Pa3BUTHs OINyXoJM nedeHu Huxke. Ilpu stom, B
OOJBIIMHCTBE CIy4aeB, APYrUX (HAKTOPOB pHUCKAa KaHIEpPOreHe3a Ie4YeHU (BUPYCHBIX TEeNaTHTOB,
3JI0YIIOTPEOJICHHST aJTKOTOJIEM, COMyTCTBYIOMIETO IHMppo3a mnedeHn) y manueHToB OIl He Habmromanocs.
I'enmaronemntonspHas kapuuHoma siBasieTcss npuunHoit cMepTt y 10% mnamuentos OIIIT crapme 55 ner
[40, 57].

- Pexomennyercs Bcem manuentam ¢ OII crapme 50 met, a Taxke 0€CCUMITOMHBIM HOCHTEIISIM
TE€HETUYECKOTO JeeKTa, KaKk MUHIUMYM, €XKEroJIHO MPOBOIUTH KOHTPOJh Y3 medeHn u uccienoBaHue
ypoBHs anb(da-heTonpoTenHa B CHIBOPOTKE KPOBHU C LEIbI0 PaHHEW TUArHOCTHKHU TeMaTOleIUTIOISPHOM
kapruuaomsl [40, 57].

Yposens yoeaurenbHoCTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommenTapun: 3ano103puTh TeMaTONE/UTIOJSIPHYIO KapIIMHOMY W HanmpaBuTh Ha Y3U nedeHu (nmm
MPT opraHoB OprOImIHOW TOJIOCTH) TI€YEHHU II€JECOO0pa3HO TEX TMAlUEHTOB, y KOTOPBIX TIOCIe
JUINTENbHOW pemuccud pa3Bwinch arakd OIl  wim  OGecipyuMHHO  MOBBICHIIMCH — MOKAa3aTesd
nopdupuHOBOro ooMeHa. JleyeHre renaToneUTIONSPHBIX KapIIMHOM IIPOBOAUTCS COTJIACHO aKTyalbHBIM
KIIMHAYECKUM peKoMeHAanusaM "Pak reuenu (remaronesumrosipHbIi)".

4. MeauuuHcKaa peabunuTauuMs U CaHaTOPHO-KYpPOPTHOE NeveHue, MeaULMHCKUe
nokasaHus U NPOTMBOMNOKAa3aHUsA K NPMMEHEHUI0 MEeTOA0B MeAULMHCKON peabunuraumm,
B TOM YUCIle OCHOBAHHbIX Ha UCNOJNIb30BaHUM NPUPOAHbIX NevyebHbIX ¢hakTopoB

3anorom ycrnemHoi peabuauTaluy SBISETCS paHHEE HAYalo MPOBEACHUSI MEPOIPHUATHH M0 yXOIy
3a MalKUEHTOM, BKIFOYAIOUINX MMOCTypAIbHOE APSHUPOBAHUE, TIPOPHIAKTHKY MPOJICIKHEH, YaCTyI0 CMEHY
MOJIOYKEHHMSI TeJIa Y JIMII ¢ OTPAHMYCHHOM MOJBMKHOCTBIO. KOMIUIEKC peaOMIUTallMOHHBIX MEPOIIPHATHI
IUTSl TIAI[MCHTOB C MOPAKCHUEM HEPBHO-MBIIICYHON M JIBIXaTEJIbHON CHCTEM HE OTIUYACTCS OT BEIACHUS
MAIUEHTOB C JIPYTOi TSHKENIOW HEBPOJIOTHYeCKo matojorueii [ 39, 56].

- Pexomennyercs B3pocibiM nanueHtam ¢ OII, ociioXkHEHHON MOpa)keHHEM HEPBHO-MBIIIEYHON
CUCTeMBbI, TMPOBEJCHHE KOMIUIEKCa pPEaOWIUTAIIMOHHBIX  MEPONPHUSATHI, HaMpaBICHHBIX  Ha
BOCCTaHOBJICHHE JBUTATEIbHOW aKTUBHOCTU. KoMIuiekc peaOHIMTAIMOHHBIX MEPONpPUATUN BKIIFOYAET
[56]:

- pannee Hauano JIOK (neuebnast puskynbTypa mpu 3a00J1eBaHUIX HEHTPATbHOW HEPBHOW CUCTEMBI
Y TOJIOBHOTO MO3ra, jJeueOHast PU3KyIbTypa mpu 3a001eBaHUsIX Mepu(eprudecKoil HepBHOM CUCTEMBI) K
MOMEHTY MUHUMH3AIIUU O0JIEBOTO CHHAPOMA;

- y MalMeHTOB C OTPAaHUYCHHON TMOJBIKHOCTBIO — MACCUBHOE W/WIIM CaMOCTOSITEIHHOE JIBUKCHUE
KOHEYHOCTEN ¢ MAKCUMAJIBHO MOJIHOM aMILUIMTYIO0M;
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- U3MEHEHHE TIIOJIOKEHHUSI Tella B MPOCTpPaHCTBE (TMOBOPOTHI ¢ OOKYy Ha OOK, BBICA)KMBaHHE B
KpOBaTH);

- paHHss JbpIXaTeNbHAs TMMHACTUKA (B TOM YHUCIE C MOMOIIBIO MPUOOPOB) Ui MPO(PUIAKTHKH
aTeNIeKTa3upOBaHUS JIETKUX;

- Maccak MEIMIIMHCKUN (APEeHa)KHBIN, MBI CIUHBI, KOHEUHOCTEH ).

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KoMMeHTapuu: JnaHHblE METOAMKM ONUCaHbl y B3pociblx namueHtoB OIl, Ho mnporpamma
peadmMTaMy IMoCie TEePEeHEeCEHHBIX OCTpBIX mosmHeBponatuid npu OIl He oTiamyaeTcs OT Ipyrux
HO30JIOTUH, KaK y B3pociblX, Tak U y gered ¢ OIl. Cpoku peaOMIMTAIMOHHOIO IMepuojia U o0beM
7e4eOHO-BOCCTAHOBUTEIIBHBIX MEPOTPUATHI MOTYT 3HAUYHUTENBHO BapbHpoBaTh. llosBIeHWE HOBBIX
CUMITOMOB, TIOJO3PUTENbHBIX B OTHOWIEHWH peuuauBa araku OIIl, sBisercs nokazaHueM IS
noBTOpHOrO uccienoBanus koHueHtpauuu AJIK u IIBH B moue (uccnenoBanue ypoBHS NOp(QUPHHOB U
UX MPOU3BOIHBIX B MOUY€) U KOHTPOJISI KIIMHUUYECKOTO T€UEHUsI KOHKYPUPYIOIIUX 3a00JI€BaHUM.

5. npO(bVIﬂaKTVIKa n gucnaHcepHoe HabnwaeHne, MeaAUUMHCKUE MNOKa3aHuMA u
NPOTUBOMNOKAa3aHUA K npuMeHeHno metonoB HpO(*)I/I.ﬂaKTMKVI

5.1. MpodmnakTuka

[Ipodunaktuka arak OIl 3akitouaeTcss B MEpONPUATUSAX, HAIPABICHHBIX Ha JIMKBHJIAILUIO
SH/IOTEHHBIX MPOBOIUPYIOMHUX (PakTOpoB (HampuMep, JIeUEHUE XPOHUYECKUX HMH(EKIHH, ycTpaHEeHue
runoTpouy, HoOpMaau3alus YriIeBOJHOIO oOMeHa) W MpeAOoTBpallleHHe BO3JAECHUCTBUS 3K30T€HHBIX
MPOBOIMPYIOMKX (HAKTOPOB, TPEXKAE BCETO AIKOTOJS M JIEKAPCTBEHHBIX IPEMapaToB C BBICOKOH
nmop(UPHUHOTEHHON aKTHBHOCTBIO, YCTPAaHCHHE CTPECCOBBIX cuTyaruii [4, 8, 9, 40, 56, 58].

- Pexomenmyercs c¢ unenvto mnpodumaktuku atak OIl wHpOpMUpOBaHME TAIMEHTOB, WX
POJICTBEHHHKOB M CEMEHWHBIX Bpauell O TMpaBWIax MCIOJIb30BAHUS JIEKAPCTBEHHBIX IpPEnapaTos,
HEOOXOJIMMOCTH CBOEBPEMEHHOTO JeueHuss HMH(EeKIMil U He3aMeUIUTENbHON TOCHUTAIN3ANN TPU
nosiBiieHnu cumnToMoB ataku OIl. HeoO6xonumo oOydeHue manMeHTOB MPUHIUIAM 3J0pOoBOro obOpasza
JKH3HH, KOTOPbIC BKItovaroT [4, 8, 9, 40, 56]:

- peryispHoe HOpMO-KajiopuitHoe nuTtanue. JlocTikenne BepxHel rpaHullbl HOPMbI MHJEKCA MacChl
tena (UMT). [axke B cimydae J€4eHHUS OXKHPEHUs, HEJAONMycTHMa Oe3yriieBoJaHas JueTa M pe3Koe
CHIDKEHHE MAacCChl TeJa.

- MOJIHOE UCKJIIOUYEHHUE TIPUeMa aJIKOTr0JIs.

- OTKa3 OT KypeHHs

- Tpo(UIAKTHUKY CTPECCOBBIX CHUTYallMii, NpU HEOOXOIUMOCTH, IICUXOTEpanus U TMpUeM
aHTHUJICTIPECCAHTOB, IOCTATOYHOE BPEMs ISl CHA U OT/AbIXA.

- HaONIOZIeHHe Bpava-aKyllepa-THHEKOJIora U CBOEBPEMEHHOE JieueHue JTF000H TMHEKOJIOTHYeCKON
MATOJIOTUH, T.K. 3TO MOXKET MPOBOIIUPOBATH [IUKIMYECKUE aTaKh MOPGUPHH.

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

PexomeHnganum nmo 1eKapcTBeHHOM Tepanuu Apyrux 3adoaesanuii Bo Bpems pemuccun OIl

Wudopmanyst 0 NOTEHIMATbHO OMACHBIX M OE30MacHbIX JIEKapcTBax pasMelieHa B MHTepHeTe
(http://www.critical.ru/consult/pages/porphyria/prodlistsimple.htm; 1 mocrossHHO 0OHOBISAIOIIEMCS CaliTe,
pexomenzioBaHHOM EBponeiickoii [Topdupuitnoit Acconmanueit 1 Amepukanckum donnom Uzyuenus
[Mopdupwmii: http://www.drugs-porphyria.org/, https://porphyriadrugs.com/).

- PCKOMCH,Z[yeTCH BCEM ITallUCHTaAM C OH, Inpu HCO6XO,Z[I/IMOCTI/I MMPpOBCACHUA HCKapCTBCHHOﬁ
TCpaly, OCYHICCTBIATH HA3HAYCHUA IMIPCapaToB B COOTBETCTBUU CO CIIMCKOM PpPa3pCHICHHBIX
MCIUKAMCHTOB, Pa3MCHICHHBIX Ha CIICIIUAJIbHBIX caiitax. B HCKIIOUUTEIbHBIX clIyvasx, Impu OTCyTCTBUU
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IIbTEPHATUBHOTO TIperapara, Ui JIedeHus 3a00JieBaHUs, MPEACTABISIONIETO Yrpo3y s KU3HU H
3/I0pOBBSI MAlMEHTa, OBITH TOTOBBHIM K pa3ButTHiO ataku OIl Ha ¢oHe ero mpuema M HeMEJICHHOMY
JICUCHHIO aTaku TeMuHoM [4, 8, 9, 41].

YposeHs yoeautenbHoCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMMeHTapuu: HE0OXOIMMO HPOBOAUTH OLEHKY COOTHOLIEHMS '"MOJIb3a-pUCK" OT NpPUMEHEHUS
Ka)JI0TO JIeKapcTBeHHOro mnpemnapara [4, 8, 9, 41]. HekoTopsle npenapaTsl, HarpuMep, 0apoUTypaTsl U
UX TPOU3BOJHBIE, a TAKKE Cylb(paHUIaMuIbl, 00IaJaI0T OYEHb BBICOKOW MOP(UPUHOTEHHOCTHIO, U HX
HCII0JIb30BaHNE MPUBOAMIIO K TSDKENBIM aTakaM y Bcex nauueHToB OIl. Takue mpemnapaTsl OTMEUYEHbI Ha
YKa3aHHBIX CaiiTax Kak "0JHO3HAYHO NOPPUPUHOTEHHBIE", UX UCTIOIH30BAHUE 3AMPEIIEHO.

MHorue mnpenaparsl, KIacCH(PHUIMPOBAHBI KaK '"BO3MOXHO NOPQHUPUHOTECHHBIE", dalle BCEro
OTOMYy, 4TO HMH@OpMamus 1o ux npumeHeHutro y mnanueHToB OIl HenmocrtarouHa. bonbmmnHCTBO
nanueHToB ¢ OIl Bo Bpemsi pemuccHH, OCOOEHHO JIaTEHTHbIE HOCUTEIM MYTAHTHOTO T€Ha, MEePEeHOCST
Ha3HAYeHWe »JTUX MpenaparoB 0e3 ocnoxkHeHuil. [loATOMy BakKHO OLIEHMBATh PHUCK U TMOJB3Y
MOTEHIIMAJIBHOTO Tperapara U He OCTaBJISITh NAIMEHTOB 0€3 aJieKBaTHOIO JICUYEHUS JPYrux 3a00JieBaHUN
TOJILKO Ha TOM OCHOBaHMHM, uyTo y mnamueHta OII. BoiabmnHCTBO aHTHMOAKTEpUANbHBIX IpEnapaToB
cucremHoro neictBus (ko OO0lA mo ATX xiaccudukanuu) nepeHocsitcss xopoino. bonpmmHcTBO
MpernapaToB Ui JIEYEHUS] CEepALlaeyHO-COCYIUCTON MaTOoJOTMM, BKJIOYas OPraHWYeCKUE HUTPATHI
(CO1DA mo ATX xnaccuuxanuu), uaruOutopsl AII®, OGnokaropsl kaiblmeBbix kaHanoB (CO8 mo
knaccudukanuu ATX), 6e3omacubl A nauuentoB OIl. boabmmHCTBO MpenapaToB, HCTIONB3YIOIUXCS B
OHKOJIOTHH, Xopomio mnepeHocarcs mnauueHtamu OIl, xoTs wuHpoOpManus MO HUX HCIOIb30BAHHUIO
HEJ0CTAaTOYHA JJIsl OJJTHO3HAYHOM KiaccuUKaIMK UX NOpGUPHUHOTEHHOCTH. JKenaTreabHO uccieoBaHKe
ypOBHS NOPGUPHHOB M UX MPOU3BOAHBIX B MOYE JJIsi OLIEHKH 3PdekTa mpemnapata Ha MOPPUPUHOBBIN
obmeH y kaxnaoro manueHta. IloBeimenne ypoBHsi [IBIT Ge3 pa3BUTHS KIMHUYECKOW CHUMMITOMATHKH
npuctyna OIl He sABiseTCS NMOKa3aHMEM sl OTPAHUYEHUS NPUMEHEHUS JaHHOTO JIEKapCTBEHHOI'O
npemnapara.

5.2. lIncnaHcepHoe HabnoaeHue

[Tanmentam, mepenecmiuMm araky OIl, mokazaHo TepHOIWYECKOE TUCIAHCEPHOE HaOJIOJIEHHE B
MEKIIPUCTYITHBINA TTEPUOI.

- PekomentyeTcsi BceM HamueHTaM ¢ yCTaHOBJICHHBIM JquarHo3oMm OIl mpoBeneHue AucraHCEpHBIX
oOclieZIoOBaHUIl Ui KOPPEKIMU TEPareBTHUCCKUX HAa3HAYCHWH W MPOQWIAKTUKUA arak MOpQHPUH.
[lepnoAMIHOCTh OCMOTPOB OTIPENEIISCTCS HHIUBUAYAIHHO (0T 3 MECSIEB IO HECKOJIBKUX JIET) U 3aBUCHT
OT KOJIMYECTBA IEPCHECCHHBIX MPHUCTYIIOB B MPOILIOM, HMX YacTOTHI 3a MOCICIHUH TOJ, TSHKECTH
OCTAaTOYHON CHMIITOMATHKH, HAIMYHMs 5Kaj100 1 Bo3pacTa maiuenra [25, 56].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KoMMeHTapuu: manueHTaM C JIaTeHTHBIM reHeTudeckuM sddexrom, npuBogsmuM k Ol taxke
MOKa3aHO MEePHOANYECKOE UCIIAHCEPHOE 00CIeI0OBaHNEe ¢ YacTOTOM 110 1 pa3a B 5 net B Bo3pacre 10 50
Jer, u ¢ yactotoi 1 pa3 B 2 roma nocie 50 jeT B CBSI3U C PUCKOM Pa3BUTHS MEPBUYHON KapIIMHOMBI
NeYeHU

6. OpraHusauusa okasaHMA MeAULIMHCKON NOMOLUM

IToxa3zaHus [UIst SKCTPEHHON TOCIUTAIN3ALNN B MEAULIMHCKYIO OpraHU3aluIo;
1) PazBuTHe cuMNTOMOB aTaku MophupUH.

IToxa3zanus Uit IJIaHOBOM FOCIUTAIN3ALNN B MEAULIMHCKYIO OpraHU3alUIo;

1) aucnancepHoe oOcneioBaHue, B T.4. IPU NEPBUYHOM MOCTAHOBKE TUArHoO3a,
2) pa3BUTHE CUMIITOMOB XPOHHUYECKOM MOYEUHON HEIOCTaTOYHOCTH;

3) nojo03peHne Ha pa3BUTHE T'eNATOLEIUTIONAPHON KapIIUHOMBI.

[Toxa3zaHus K mepeBoay B OT/ENEeHUE peaduiuTanuu (BTOpOi 3Tam):
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1) crabmmmzanus cumnromoB OIl mpu HanMumM HEBPOJOTHYECKOTO Je(UIUTa C HapyLICHHEM
(GYHKIMU TIEpeIBUKECHHUS U CAaMOOOCTyKUBAHHMS;

[Toxa3aHus K BBIMKMCKE MAIIMEHTa U3 MEAMLIIMHCKOW OpraHu3aIiu

1) nosneiii perpecc araku OI1

- OTCYTCTBHUE OO0JICH, TOITHOTHI;

- HETSDKENble TaxXWKapAus W apTepHajbHas THUIEPTEH3US MOTYT OBITh KOMIIEHCHPOBAHBI
TabJIEeTUPOBAHHBIMU TIPEMIapaTaMu;

- OCTaTOYHBII HEBPOJIOTHYECKUI NePUIIUT HE SBISETCS MPEMATCTBHEM K BBINHCKE, NMPH HATUYAU
MOHATHON MapLIPYTU3aLUy 10 JajlbHENIIeH peaduinTanuy;

2) conep:kaHne KpeaTHHHHA U KaJlisl B CBIBOPOTKE KPOBU — B TIpeieax HOPMaJIbHBIX 3HAYCHHH;

3) nonmyctuma runoHarpuemust 132-135 MMoIIb/11, KOTOpast MOXKET COXPAHATHCS JJIUTENBHOE BpeMs
[39, 45].

7. OJononHutenbHaa uMHdpopmauusa (B ToMm yYucne dakTopbl, BNusoWmue Ha Mcxopn
3aboneBaHUsl UNN COCTOSIHUA)

IIporuo3s

Jlo BBeNleHUS B MPAKTHKY TEPANHUH YIJIEBOJAMH M TEMHHOM CMEpPTHOCThH BO Bpems atak OII Oblna
KpaiiHe BBICOKO# 10 66% [13]. B HacTosiiiee BpeMst B CBSI3H € YIYYIICHUEM JTUArHOCTHKH, IPOBEICHUEM
panHel 1 3G(HEKTUBHON Tepamnmuy MpermapaTaMy TremMa, a TaKkKe MEPONPHUSATHSIMHU 0 TPO(QUIIaKTHKE aTak
[40], cmepTHOCTE cHu3miack 10 5-20% [7, 20, 39, 40], BkaroUas paHee HE THATHOCTHPOBAHHBIC CITyYan
WU CJIy4ad, HE€ TUAarHOCTHpOBaHHbIE B paHHIO (azy ataku. Omnako OIl ocrtaeTcss moTEHIMAIBHO
(daranpHbIM 3a001eBanueM. JmutenbHOCTS "HearnarnoctupoBanHoi" daszer ataku OII, Bo Bpemst KoTopoit
HA3HAYalOTCs Mpenaparbl ¢ BHICOKOW MOPGUPUHOTCHHON aKTHUBHOCTBHIO, KOPPEIUPYET C BEPOSITHOCTHIO
neTtanbHOro Mcxona. OCHOBHBIMHM MPUYMHAMM CMEPTH MAlUMEHTOB ¢ TskeiabiMu atakamu Ol sBisorcs
NBJI-accouunpoBaHHas MHEBMOHHUS, CENICUC U TSDKEJIbIE HAPYIIIEHUS pUTMa CEplia.

[Tocne nmepenecennoit nepsoil ataku OII puck pa3Butus nMoBTOpHBIX atak coctasiseT 50%. Puck
Pa3BUTHS TIOBTOPHBIX aTaK HanOOJIee BHICOK Y JKCHIIMH CO 3HAYUTEILHO MOBBIICHHOM dKckpenuen [1bI°
(> 100 mxmomw/i). YV 3-5% NalMeHTOK Pa3BUBAIOTCS ©KEMECSYHBbIC MEHCTPYaIbHO-aCCOIMUPOBAHHBIC
ataku. HopmanpHblii ypoBeHb 3kckpernuu [IBIT sBiseTcs mpeaIuKTOpoM OECCHMITOMHOTO TEUYCHHS
3a00JIeBaHUS.

DaKTOpHI, BJMAIOIIHAE HA TEYEeHHE U UCX0/ 3a00/1eBaHMS:

- JIns OlEHKHM COCTOSIHHS TAIMEHTa M CTENEHH AaKTUBHOCTH OCHOBHOTO 3a00JIEBaHUS CIIEIyeT
OpPUEHTUPOBATHCS, B TIEPBYIO OYepellb, HA CyObEKTHBHBIC KAJIOOBI U OLIEHKY COMAaTHYECKOTO CTaTyca, B
MEHbIIIEH CTENEHN — Ha ToKa3arenu nopdupuHoBoro ooOMeHa. Hanuure cuHycoBoW Taxukapauu Ooliee
100 B 1 wmwuH, 3amopa, HM3MCHEHUS IIOBEICHUCCKUX PEAKIUN SIBJISIOTCSA TEPBBIMU IPHU3HAKAMU
HauuHaromerocs npuctymna [39, 45].

- Kontponp 3a panpHeiiierr sdpdexTuBHOCThIO JieueHus: OIl BkiarodaeT B ceOsi McClieJOBaHUE
YPOBHsI MOP(GUPHHOB U UX MPOU3BOJHBIX B MOUE, UCCIICOBAHUE YPOBHS HATPHUS B KPOBH, KOHIICHTPAIHH
HATpUsl B KPOBH, MCCIICIOBAHUE YPOBHSI KPEATHHUHA B KPOBH, MCCJICIOBAaHUE YPOBHS TUIFOKO3BI B KPOBH,
ONpENeICHue  aKTHUBHOCTH  allaHMHAMUHOTpaHC(epa3bl B  KPOBH, OIPEICICHUE  aKTHBHOCTH
KpEaTHUHKWHA3bl B KPOBHM, a TaKKe MapKepOB BOCHAJCHUS (UCCIEIOBAHHE CKOPOCTH OCEIaHUs
SPUTPOIIMTOB, HccIeA0BaHNEe YPOBHs C-peakTUBHOTO Oellka B CBIBOPOTKE KPOBH).

- YV OOJIBIIMHCTBA TAIMEHTOB U B MEXKIIPUCTYITHBIA MEPHOJI MOKa3aTeIH MOPPUPUHOBOTO 0OMEHa
MOTYT TPEBBIIATh HOpMY, 0coOeHHO 3T0 Kacaercs: OIIIT [24]. DTa 0COOEHHOCTD SABISETCS CBOETO pojia
BapHMaHTOM HOPMBI. [JIaBHBIM B OIICHKE COCTOSIHMSI TIAlIMEHTOB OCTAeTCS HMX CaMOYyBCTBUE H
coMartu4eckoe cocrosiaue [4, 8, 9, 19].
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KpVITepVII/I OLeHKM KayecTBa MeAULIMHCKOMN MOMOLLU

N Kpurepun kauectna Onenka
BBIIIOJIHEHUS
1. [TpoBeneno uccinenoBanue ypoBHS MOPPUPHHOB M UX MPOU3BOJHBIX B Moue BceM | Jla/Her
MAIMEeHTaM C IOJJO3PEHHEM Ha aTaKky OCTPOH NoppupHu
2. [IpoBenen  oOmui  (KIMHWYECKHWI) aHaIM3  KpOBHW, pa3BepHyThii  c|/la/Her

i GepeHINPOBAaHHBIM  TTOJICYICTOM JICHKOIMTOB (JIelKkoruTapHas (opmyria)
BCEM MAaI[MEHTaM C YCTAaHOBJICHHBIM JIMATHO30M aTaKu OCTPOM Mophupun

3. [IpoBenen aHAIU3 KpPOBH OMOXMMUYECKUN obmerepaneBTuaeckuii | [la/Het
(uccnenoBanre ypoBHsS KpeaTMHHUHA B KPOBH, MCCIEAOBAHUE YPOBHSI HATpHUA B
KpOBH, UCCIIEIOBAaHUE YPOBHS KaJIUs B KPOBH, UCCIIEIOBAHNE YPOBHS XJIOPUIOB B
KpOBH, WCCIIEIOBAaHUE YPOBHS MOYEBMHBI B KpPOBHM) BCEM IMalHEHTaM C
YCTaHOBJICHHBIM JIMATHO30M aTaKu OCTPOU moppupun

4. [IpoBenen oO0mui (KIMHUYECKWI) aHanmu3 Mouu) BceMm mnamnueHtam c|/la/Her
YCTaHOBJIEHHBIM JJMarHO30M aTaky OCTpoil mopdupuu
5. [IpoBeneHn MoJIeKYyISIPHO-TEHETUUECKUM aHAIM3 Ha Haiuuue Mmytanuii reHoB |[la/Her

o6uocunteza rema (HMBS, CPO, PPOX) (xkoMmekc uccienoBaHUM ams
JMarHOCTUKHU OCTPOH MeYyeHOYHOUW mopdupHH) BCEM MAlMEHTaM C MOJ03PEHUEM
Ha OCTPYIO MOPPUPHUIO U UX OJIM3KUM POJACTBEHHUKAM

6. [Ipoeneno MPT ronoBHOro mMosra nanueHTam ¢ atakoi octpoit nophupun npu | la/Her
CUMITOMAaXx 3HIe(danonaTuu

7. [IpoBenen kypc Tepanuu reMuHoM B/B 3 Mr/kr 1 pa3 B cyTku B Teuenue 4 aueii | [la/Her
BCEM MALIMEHTaM C YCTaHOBJIEHHBIM JIMAarHO30M aTaKU OCTPOH NOppUpUH

8. [IpoBeneno BBeaenue 10% pactBopa aekcTpo3sl** mamumentam ¢ jerkumu | Jla/Her

aTakaMH OCTpol mophupuu (HEMHTCHCUBHBIN OOJIEBOW CHHAPOM, OTCYTCTBHE
HEBPOJIOTUYECKUX TMPOSBICHUN U AJIEKTPOJMTHBIX HApyLUIEHU) WIM TpU
HEBO3MOXKHOCTH MPOBEICHUS TEPANUU T€MUHOM

9. [IpoBeneno wHpoOpMUpOBaHHE TMAIMEHTOB, WX POJCTBEHHHUKOB W cemeiHbIX |[la/Her
Bpaueldi 0  TpaBUiaX  HUCIOJIb30BAaHUSA  JICKAPCTBEHHBIX  IIPENaparos,
HEOOXOIMMOCTH CBOEBPEMEHHOIO JIeYeHHUS HH(EKIUH U He3aMeUIUTEIbHOU
rocrnuTaiu3anuu npu nosieienund cumntomoB ataku OIl. IlpoBeneno oOyuenue
MAMEHTOB MPUHIIMIIAM 3I0pOBOT0 00pasa KU3HU, KOTOPbIE BKIIOYAIOT:

a. peryisipHoe HOpMO-KallopuiiHOe MuTaHue. JloCTIKeHue BepXHEl TpaHUIIbI
HOopMbl uHJekca Macchl Tena (MMT). Hdaxe B cinydae JeUeHHs] OXKUPEHUS,
HeZonmycTiMa Oe3yrieBoiHas JUeTa U Pe3K0e CHIKEHHE MAcChl Tea.

b. mojHOE UCKITIOUYEeHKE TPUEMa ATKOTOJIS.

C. OTKa3 OT KypeHHs

d. mpoduIakTUKy CTPECCOBBIX CUTYallUid, TPU HEOOXOAUMOCTH, TICUXOTepanus u
MIpUEM aHTUCTIPECCAHTOB, JOCTATOYHOE BPEMS JJIsl CHA U OT/IbIXa

HaOII0/IeHNEe THHEKOJIOTa U CBOEBPEMEHHOE JIeUeHUE J1I0001 THHEKOJIOTHYEeCKOM
MIATOJIOTUU
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[Tpunoxenue Al
CocTtaB pabouyeu rpynnbl No pa3pabdboTke N NnepecMoTpy KIIMHUYECKUX peKoMeHaauun
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2. Jlykuna E.A. <1>, n.m.H., npodeccop, 3aB. otaenom opdannbix 3adoneBanuii ®I'bY "HMUIL]
remarojiorun" Munsapasa Poccun

3. Tlonomapes P.B. <1>) k.M.H., pyKOBOAHUTEIh CEKTOpA U3YyUEHUS HEOMYXOJEBBIX 3a00JIeBaHUN
cuctemsl kpoBu, PI'BY "HMUIL] rematonoruu" Munsnpasa Poccun

4. CoicoeBa E.Il. <1>, k.M.H., BeAyIIHii HAay4YHBIH COTPYAHUK CEKTOpa M3YyYEHHS] HEOIMyXOJEBBIX
3aboneBanuii cuctemsl kpoBu, ®I'BY "HMMUII remaronorun" Mun3zapasa Poccun

5. IlBeraeBa H.B. <1>, k.M.H., CTapmIuii Hay4HbII COTPYAHUK CEKTOpa M3YYEHHs HEOIYyXOJEBBIX
3aboneBanuii cucremsl kpou, PI'BY "HMMUI] remaronorun" Munsapasa Poccun

6. Tancrsn ['M. <1>, nM.H., 3aB. OTAENCHUEM pEaHMMAllMM W WHTEHCHBHOU Tepanmuun DOBY
"HMMUI] remaronorun" Munznpasa Poccun

7. AupHbik B.H. <1>, k.M.H., 3aB. LIEHTPAIU30BaHHON KIMHUKO-IWArHOCTUYECKOH J1abopaTopueit
OI'bY "HMMUII rematonorun" Munzapasa Poccun

8. Kapmoa WM.B. <1>, k.X.H., OHOXMMHUK, Bpau-Ja0OpaHT UEHTPAIU30BAHHON KIMHUKO-
nuarHoctuueckoit taboparopun @I'bY "HMMUL rematonorun" Munszapasa Poccuu

9. Cypun B.JI <1>. x.6.H., cTapminii HAy4YHBIH COTPYIHUK, U.0. PYKOBOJIUTENS J1a00paTOPUU T€HHON

Ctpanuua 27 us 36



KnuHuyeckne pekomerHgaumm — OcTtpble nopcupum — 2024-2025-2026 (27.11.2024) — YTBEp)aeHbl MuH3gpasom PO

umwxkenepun ®I'bY "HMMUI] remaronorun" Munszapasa Poccuun

UneHbl O6LlecTBa cneLManncToB NO HEPBHO-MbILWEYHbLIM 60Me3HAM

10. ITnmuk E.I' <2>., k.M.H., A.M.H. (DUHISIHUSA), HEBPOJIOT, 3aB. OTJEIEHUEM HEBPOJIOTUH, YJIEH
9KCIEPTHOI'O COBETA 10 opdaHHbIM 3a0oaeBanusi, Komurera 3npaBooxpanenus r. Cankr-IlerepOypra.

<2> ®I'BY "KoucynpratuBHO-nuarnoctuueckuii Llentp ¢ monmuknmuukon" Ymnpasnenus [lenamu
[Ipesunenta PO, Cankr-IlerepOypr.

11. CynoneBa H.A <3>., n.M.H., HeBpojor, ujeH-koppecnoHneHT PAH, rnaBHbIi Hay4HbIN
COTPYIHUK OTHeneHus: Heiipopeabummuranyu u ¢pusnorepanun G@I'BHY "Hayunblii nentp HeBposjoruum',
Hay4yHbI KOHCynbTaHT LleHTpa 3aboneBanuil nepudepuyeckoit HepBHOU cuctembl ®I'BHY "Hayunsiii
LeHTp HeBpoJsiorun", Yupenurensb, YueHsiii Cekperaps OO0I1IecTBa CrENUaINCTOB IO HEPBHO-MBIIICYHBIM
007e3HIM

<3> ®I'BHY "Hayunslii nentp HeBposoruu" M3 P®, Mocksa.

12. I'pummaa J.A. <3>, K.M.H., HEBpPOJIOT, HAYYHBIH COTPYAHHUK OTAEICHUS KIMHHYECKOU
Heripopusuonoruu PI'BHY "Hayunerii nentp HeBposioruu'", pykoBoautens lLleHTtpa 3ab0oneBanuit
nepudepudeckoit HepBHOU cuctembl @®I'BHY "Hayunslit ieHTp HeBpojaoruun"

13. benosa H.B. <3>, k.M.H., HEBPOJIOT, HAYYHBII COTPYIHUK OTIEICHUS] HEHpOpeaOMIUTALUU U
¢msuorepariun = ®T'BHY  "Hayunswnii 1mentp HeBposoruu", cnenuanuct IlenTtpa 3abosieBanmit
nepudepudeckoit HepBHOU cuctembl ®I'BHY "Hayunslit ieHTp HeBpoiaoruu"

YneHbl Poccumnckoro obuwectsa 4eTCKUX reMaToONOroB U OHKOJIOroB

14. Cmeranuna H.C. <4>, n.Mm.H., remaToJior, mpodeccop 3aMeCTUTENb TUPEKTOPA.

<4> ®I'bY "HamumoHanbHbId MEIUUMHCKAM HCCIEIOBATEIBLCKUN IIEHTP JETCKOM TIeMaTOoJIOTHH,
OHKOJIOTHU ¥ UMMYyHOJoTund nMenn Jmutpus Porauesa (HMULL II'OU um. Imutpust Porauesa)".

Kondmukt unTepecon: aBTOpbl HE UIMEIOT KOH(DIUKTA HHTEPECOB.

[Tpunoxenue A2
MeToponorusa pa3spaboTku KNMHUYECKUX peKoMeHaauumn

LleneBas ayAUuTOpHs NaHHBIX KITMHUYECKUX PEKOMEHIAIIHIA:
1. CrenmanucThl Bpauu-reMaToJIoru

2. CrieuuanucTsl Bpauyu-HEBPOJIOTH

3. CneuuanucTbl Bpauyu-Xupypru

4. CrieunanucTel Bpaun-TepaneBThbl

5. CnenuanucTsl Bpaul-aKylepbl-THHEKOJIOTH

6. CnenuanucTbl Bpauyu-OHKOJIOTH

MeToponorus c6opa gokasaTenbCTB

MeTob1, NCHOIB30BAHHBIE AJIs1 cOOpa/CeNeKIUH JOKAa3aTeIbCTB:

- [Touck nyGnukanuii B cienualn3upoBaHHbIX NEPUOINYECKUX MTEUAaTHBIX U3JIaHHUSIX

- [Touck B 371€KTPOHHBIX Oa3ax JTaHHBIX.

ba3bl 1aHHBIX, UCTIOIB30BAHHBIX I COOPA/CENEKIH 10Ka3aTeIbCTB:

JlokazarenbHO# 0a30il g peKOMeHIAaUui ABJISIOTCA MyOnuKanuy, Bomeamue B KoxpaitHOBCKyYIO
6ubnuoteky, 6a3pl anubix PUBMED u MEDLINE. I'my6una noucka coctasisiia 30 sier.
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MeTo 11, HCHIOJIB30BaHHBIC JUTS aHAJIHM3a JOKA3aTeIbCTB:

- O630pHI OIMyOIUKOBAHHBIX METa-aHATU30B;

- Cucremaruueckue 0030pbI C TA0IHUIIAMU JJOKA3aTEeIbCTB.

Merto 161, HCIIOJIB30BaHHBIC JUIS KAYECTBA U CUJIBI J0KA3aTEIIbCTB!

- KoHceHcyc 3kcnepToB;

- OueHKa 3HAYMMOCTH JIOKa3aTelbCTB MPOBOAMIACH B COOTBETCTBHM CO IIKAJIOH OICHKU YpOBHEU
nocroBepHocTH gAokazarenscTB (YIJ]) mns meromoB muarHoctuku (Tabm. 2) w ais  MeETONOB
npo(MITaKTUKY, JIeueHus u peadunutanuu (Taom. 3).

Tabmuma 2. Illkama oreHKM ypoOBHEH JTOCTOBEpHOCTH jgokazarenscTB (YJIJ[) mns mMeromoB
AUArHOCTUKHU (}II/IaFHOCTI/IquKI/IX BMeIIIaTCJ'II)CTB)

YA

Pacummmdposka

1

Cucrematnueckue 0030pbl HUCCIEOBAaHUM C KOHTPOJIEM pePEpEeHCHBIM METOJ0M WM
CUCTEeMAaTU4YEeCKUi  0030p  PaHIOMHM3UPOBAHHBIX  KIMHUYECKMX  HCCIENOBaHUN  C
IIPUMEHEHHEM METa-aHAIN3a

OTtnenbHBIE HCCIEAOBAHHUA C KOHTPOJIEM pepEepeHCHBIM METOJIOM WM OTAENbHBIE
paHJAOMHU3UPOBaHHbIE  KIMHUYECKHE  HCCIEOBAaHUS U CUCTeMaThyeckue  0030pbl
UCCleIoOBaHU J1000r0 u3aiiHa, 3a HMCKJIIOYEHHWEM paHJAOMHU3MPOBAHHBIX KIMHHUYECKHX
HCCIIeIOBaHUM, C MPUMEHEHUEM MeTa-aHalln3a

HccnenoBanuss 0e3  MOCIENOBAaTEIbHOIO  KOHTPOJS  peQEpeHCHBIM  METOJIOM WM
UCCIEeIOBaHUS ¢ peepeHCHBIM METOJIOM, HE SBIISIOLUIUMCS] HE3aBUCUMBIM OT HCCIEAYEMOTO
MEeTO/la WM HepaHIOMU3HPOBAaHHBIE CPABHUTEIbHBIE MCCIEAOBAHMUS, B TOM 4YHCIIE
KOTOPTHBIE HCCIIEIOBaHUS

HeCpaBHI/ITCJ'IBHI)IC HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOT'O Ciaydas

Hmeetcs muins 000CHOBaHHE MEXaHH3Ma I[GﬁCTBI/ISI HJIN MHCHHEC SKCIICPTOB

Tabmuma 3. Ilkama oOIEHKHM ypOBHEHW JOCTOBepHOCTH pAokazarenscTB (Y/I) mis meromos
npodUIaKTUKH, JeYeHUS u peadbmimuranuu (MpoHuIakKTHIEeCKUX, JeUYeOHBIX, pPeaOHUIUTAIMOHHBIX

BMEIIATEIIbCTB)
Y Pacmdposka

1 Cucremarnueckuii 0630p PKU ¢ npumeHeHnemM meTa-aHain3a

2 Otnenpabie PKM u  cucremarnueckue o0030pbl  HMCCIIENOBaHUWMA JI0OOOTO JM3aiiHa, 3a
uckimoueHnem PKU, ¢ npumenennem mera-aHanmnsa

3 HepangomusupoBaHHbIE CpaBHUTEIIbHBIC UCCIICIOBAHMS, B T.4. KOTOPTHBIC HCCAEAOBAHUS

4 HecpaBHuTensHble HCCIENOBaHUS, ONMMCAHUE KIMHHUYECKOTO Cllydas WIH CEpPHH CIy4acs,
nccaeA0BaHus 'Clydyaii-KOHTPOJIb"

5 HNmeercst ynmmb 00OCHOBaHHME MeEXaHW3Ma JCHCTBUS BMEIIATEILCTBA (JOKIMHUYECCKUE

I/ICCJ'IG,Z[OBaHI/IH) HJIM MHCHHC OKCIICPTOB

Onucanure METOAMKH aHANHM3a J0Ka3aTeIbCTB U pa3pabOoTKU PEKOMEHIAIHil:

[Ipu oTOope myOnMKanuii, KaKk MOTEHIIMAIBHBIX MCTOYHUKOB JI0KA3aTeIbCTB, MUCIOJIH30BAaHHAS B
KOKJOM HCCIEIOBAHUU METOJOJOTHSl H3ydanach s TOTO, YTOOBl yOeAMThCS B COOTBETCTBUH €€
MPUHIMIIAM J10KA3aTeJIbHOW MEIMIMHBI. Pe3ynbTar M3ydeHHMs BIMsUI HA YPOBEHb J0KA3aTEIbHOCTH,
MpUCBaBaeMbld MyOIMKAIMK, YTO B CBOIO OdYepeNb BIMSIET Ha CHIY, BBITEKAOIIUX U3 Hee
PEKOMEH 1aluil.

Metoonoruueckoe u3ydeHHe (HOKYyCHpPOBAIOCh Ha OCOOCHHOCTSX JW3aifHa UCCIIeOBaHUS,
KOTOPBIE OKa3bIBAJIM CYILIECTBEHHOE BIMSHHUE HA KAYECTBO PE3YJIbTATOB U BHIBOJIOB.

C 1enpl0 UCKIIOYCHHs] BIUSHUS CYOBEKTHBHBIX (DAKTOPOB KaXKJO€ HCCIEAOBAHHE OIEHWBAIOCH
HE3aBUCUMO, KaK MHHUMYM JBYMS HE3aBUCUMBIMU WIEHAMU aBTOPCKOTO KOJUIEKTHBA. Paznuuus B
OIICHKE 00CYKIATHCh Ha COBEIIAHUAX paboueil rpynibl aBTOPCKOTO KOJUIEKTHBA JaHHBIX PEKOMEH AU,
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Ha ocHOBaHMmM aHanmu3a JIOKa3aTeNbCTB TOCIEIOBATEIIBHO OBUIM  pa3pabOTaHbl  pa3ieibl
KIIMHUYECKUX PEKOMEHAAIMN C OLIEHKOW CUJIbl B COOTBETCTBUU C PEUTHUHIOBOM CXEMOW PEKOMEHIALMI
(Tabm. 3).

MeTo1b1, NCHIOJIb30BaHHbIE U1l POPMYIUPOBAHUS PEKOMEH AL
- KoHceHcyc 3kcnepToB;
- O1eHKa 3HaUMMOCTH PEKOMEHIalluii B COOTBETCTBUM C PEUTUHIOBOM cxeMoH (Tadu1. 4).

Tabmuna 4. Ilkama omeHku ypoBHEW yOeaurtenbHOCTH pexkoMmeHmammid (YYP) mis meromoB
npo(UITAKTUKY, JUATHOCTHKH, JICYeHUS MW peadbuiutauuu (MpoQUIaKTHUECKHX, JAMAarHOCTHYECKHX,
J1e4e0OHBIX, peabUINTAIIMOHHBIX BMENIATEIbCTB)

YVyp

Pacummmdposka

A

CunpHas pexoMeHJanus (Bce paccMarpuBaemble Kpurepuu 3(QQEeKTUBHOCTH (HMCXO[bI)
SIBJIIIOTCSI Ba)XKHBIMH, BCE MHCCJIEIOBAaHUS MMEIOT BBICOKOE WIN YIOBJIETBOPUTEIHHOE
METO/I0JIOTMYECKOE KAadeCTBO, HUX BBIBOABI [0 MHTEPECYIOIIMM HCXOJaM  SIBIISIFOTCS
COTJIACOBAHHBIMH)

VYcinoBHas pekoMeHJanus (He BCe paccMaTpuBaeMble KpuTepud 3PGEKTUBHOCTH (HMCXObI)
SBIIAIOTCA BaXXKHBIMH, HE BCE HCCIIEJJOBAHMUS HMEIOT BBICOKOE WIIM YIOBJIETBOPUTEIHHOE
METO/I0JIOTMYECKOE KA4eCTBO M/MJIM UX BBIBOJIBI 110 MHTEPECYIOIIUM HCXOJaM HeE SIBISIOTCS
COTJIACOBAHHBIMH)

Cnabas pexkoMmeHmanusi (OTCYTCTBHE JOKa3aTEeIbCTB HAJUIeKaIIero KadecTBa (BCe
paccMarpuBaeMble KpuUTEepUH dPPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBaXKHBIMH, BCE
UCCIIEIOBAaHUS MMEIOT HHU3KOE METOJO0JIOTHYECKOEe KAayeCcTBO M HX BBIBOJBI IO
WHTEPECYIOIIUM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

OkoHuaTenbHasa pegakuus

Hns

OKOHYATEJIIbHOM peJakiuu U KOHTPOJII KayecTBa pPEKOMEHJAlMK ObUIM TOBTOPHO

MPOAHAJIM3UPOBAHBl WIEHAMU AaBTOPCKOTO KOJUIEKTHBA, KOTOpbIE MPHUILIM K 3aKIIOYEHHI0, YTO BCE
CYIIECTBEHHbIC 3aMEUaHUsl U KOMMEHTapUU SKCIEPTOB MPHUHATHI BO BHUMAHUE, PUCK CHUCTEMATHUYECKUX
OLIMOOK MpH pa3paboTKe CBEJIEH K MUHUMYMY.

Mopsanok 0oGHOBNEHUS1 KNMMHUYECKUX peKoMeHaauumn

MexaHu3M OOHOBJICHHS KIMHUYECKMX PEKOMEHAAIMH IMPEIyCMAaTPUBACT HMX CHCTEMATHYECKYIO
aKTyaJIM3alliI0 — HE PEXKE YeM OJIMH pa3 B TPHU rojia, a TAaKyKe MPH MOSIBICHUN HOBBIX JAaHHBIX C MO3UIUU
JOKa3aTCIIbHONM MEIMIIMHBI 110 BONPOCAM JHATHOCTHKH, JICYCHMS, NPO(PHIAKTHKH WU peaOHIMTaIliN
KOHKPETHBIX 3a00JICBaHMIA, HATMYUU OOOCHOBAHHBIX JIOTIOJIHCHUI/3aMEUaHUN K paHEee YTBEPKICHHBIM
KP, Ho He yanie 1 pa3a B 6 Mecs1eB.

[Tpunoxenne A3

CnpaBo4Hble MaTepuarnbl, BKIHO4Yasa COOTBETCTBME NOKa3aHMMA K NPUMEHEHUI0 U
NpoTUBONOKa3aHUM, CNOCO6OB NPMMEHEHUA U A03 JIeKapCTBEHHbLIX Npenaparo.,

Her

WHCTPYKLUM MO NPUMEHEHUI0 NNeKapCTBEeHHOro npenapara
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Anroputmbl AencTBUM Bpada

IIpunoxenue b

[Tpunoxxenue b1

AnropuTM ANarHOCTUKMN MU NIeYEeHUA OCTPON aTaku ocTpoun nopdupum

Octpuie Gonm 8 msore Ge3 nepuToHeantHbIX
3HAKOB K OGBEKTHBHO YCTANOBACHHOW
npsamEb > 1 cyToK

v

OCTpiit BANLIA TETPanapes
w/nnn

ocTpan ssyedanonatma

Aa

.  FANOHATPHEMMA

Tobuie 2 NPUIHAKS M3 HMKENCPEIMCICHHBIX:
o uMTeHCHBHnIe GONK B MUBOTE u/unK NORCHULE
o 2BTOHOMMASR AMCHYHIUMA (TAXMXIPAMA /NN BPTEPHANDHAR
PANEPTEHIMA, 3AN0P M/UNK 3AQEPMND MONM)

®  NCHXMYECKHE PACCTPOMCTES U/HMAK NANSTTTHNECKHE NDUNALNM
®  KEMCKMIA NON, PENPORYKTHEMLIA BO3IPACT

b

Na

Kauecrsennniii Tect Ha [15I° Moun B Teucnue nepsuix cyrok (A09.28.008
HCC/IC/IOBAHHE YPOBHA NMOPOHPHHOB H HX NPOM3BOAHBIX B MOYC)
*  OTKa3 OT HA3HAYCHHA NOPGHPHHOICHHEBIX NPENAPATOB, MOUICPAHBAIONIAN TCPAITHSA

]

Konnuectsennniit ananmns AJIK u [1BIN moun (A09.28.008 — uccne1oBanue ypoBHS
HOphHPHHOB H HX IPOM3BOIHBIX B MOUC)

. *

.

> 5 pa3 BbuLe HOPMBY <5 pas sbiwe HOPMbI
* l 4
Ocrpan nopdupmna MCMIONEHME MHBIX NPDMYUH NPOJOIKHTE
CHEA0B0H NOPDUPHHY DU obcneposanne

*  poegerne NEMUHD

* Bmeperme Aexcrpoam**

®  NCKMONEHMUA NOPOUPUHOTEHHBIX
npenaparos

® NOAKEPKMBAVUAR W
BOCCTAHOBUTENLHAR TEPANKSA

|

* Ilpodunakmka obocTpeHHit

MyTaipii  reHoB  OuocuHTe3a

* B0 BPEMA PEMHCCHH — HAOMIONCHHE y BPaua-TCMaTo/I0ra

*  MoOnexy/IspHO-reHCTHYCCKHIT  aHaIu3
reMa  (KOMIVIEKC
MCCIICIOBAHMI  JUIS  JIMAIHOCTHKM OCTPOH ICHCHOUYHOM
nopdupun) v npodanaa ¥ poACTBCHHHKOB

Ha HAIHYHE

YnyJyweHHasa BépcTka: [etckas yponorus B Omcke https:/disuria.ru
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ITpunoxxenue b2

AﬂrOpI/ITM na6opaToprlx uccneagoBaHuUn ons noaTrBepxaeHUsA anarHo3a on

CKRpHHHHI BO BpeMsl aTaKH
1) KauectBeHHan peakiua Ha [IBI Moun (coOpaHa Ha BBICOTE CHMIITOMOB, B IIOCYAy, 3AIIHIICHHYIO

ot coaHeyHoro cBera) (A09.28.008 — uccienoBanue ypoBHs NOPHUPHHOB U UX MPOM3BOHBIX B MOYE)

MonoxurenbHbIN UNK OTpuuarenbHbIN
COMHUTENbHbLIA

BepoaTHoCTb ocTpoit nopdupumn >70% OcTpaa nopdupua manoseposaTHa, NPU COXPaHEHUU

KNIMHUYECKOro Noa03peHua, nposegeHune

KonuyectseHHoro uccnegosanma MNbr v AJIK

2) KomnyectBennoe uccneposanue [16I° u AJIK B Moue
(A09.28.008 — uccrnengoBanue ypoBHs MOP(GUPHUHOB U UX MPOU3BOJHBIX B MOUE)
IIBI" (Bcerza MOBBIIEH MUHUMYM > B 5 pa3, 00bI4HO > 50 pa3)
AJIK (Bcerma nossmueHa). Ecmu AJIK > I1BI, HCKJIIOYUTH OTPaBJIEHHE CBHHIIOM

MonoxurenbHbIA
pesynbTar

le-l HaJIUYIHH TAXKEIBIX HIH YMEPCHHBIX KIHHHYICCKHUX l'IpOXBJ]CHHﬁ aTaKHu HOpd)HpHH, Ha4YaTh TEPAIIHIO
aApruHaTOM remMa

IIpoBeeHue MONEKYJIIPHO-TE€HETUYECKOI0 aHaJIM3a Ha HAJIMYUE MYTallii I'eHOB
OmocuHTE3a reMa B IEPUO PEMHUCCHH (B03.019.017 - KoMIUIeKe HCCIeI0BAHHIE VIS IMATHOCTHKHM OCTPO#

TNEYCHOYHOH NOPOUPHH)  OITIT- ren HMBS
HKII: ren CPO
BIl: ren PPOX

(HKIT - mHacnenctBennas komponopbupus; BII — Bapueratnas mnopdupus; HMBS -
rufpokcuMeTiOnaman  cunreraza; CPO  —  xompomopdupuHoreH  okcumasa; PPOX  —
npoTONOPHUPHUHOTEH OKCH1a3a)

[Tpunoxenune B
UHdopmaumsa ana naumeHTa

[Mopdupun — rpynna penkux 3a0o0JieBaHUMN, MEPETAIOMIMXCS MO HACIEICTBY, B OCHOBE KOTOPBIX
JEKUT TeHETHUYeCKas IMOJIOMKa, MPUBOJAIIAS K M3MEHEHUIO aKTUBHOCTH (PEPMEHTOB, YYaCTBYIOIIMX B
CHUHTE3€ TeMa — BaKHOI COCTaBHOM 4acTH reMOrio0nHa S)PUTPOIIUTOB.

IIpu octpeix mnopdupusx (OII) STOT CcKpwITBIE AedeKT NposBIASETCS MNPU BO3ACHCTBUH
MPOBOIUPYIOMIKX (PAaKTOPOB B BUAE OCTPOTO MPHUCTyMa (aTaku), MPOTEKAIOMIET0 ¢ OOJISIMU B KUBOTE,
TOIIIHOTOM, 3all0OPOM, YUYAIIeHHBIM cep/rieOneHnueM, MOBBIIMIEHHEM apTepHaTbHOTO JABICHUS U APYTUMHU
CUMIOTOMaMU AUC(YHKIIMK BEreTaTUBHON HEPBHOUM CHUCTEMBL. B TSKENBIX ciydasx, MPH OTCYTCTBHH
CBOEBPEMEHHOIO JIEYEHUS, MOTYT TaKKe€ pPa3BUTHCS MNapaUyud, OSHUICNTUYECKUE MPUMNAAKH,
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paccrpoiicTBa co3HaHusa. O0s3aTenbHBIM KpuTepueM auarno3a araku OIl sBisieTcss OTCYyTCTBHE IPYrux
OPUYMH Pa3BUTHUA YKa3aHHBIX CHMITOMOB, a Takxke Oojee, 4eM S5-KpaTHOE TOBBIIICHHE YPOBHA
nophoOmIMHOTEeHa B MOYE, YTO, KaK IPaBUIIO, COMTPOBOKIAECTCS OKPAITMBAHINEM MOYM B TEMHBIN I[BET —
OT PO30BOro 70 OOPIOBOTO OTTEHKA.

K octpeim mopdupusiMm OTHOCSTCS:

- Octpas nepeMexaromascs noppupus

- Bapueratnas nopdupus

- HacnencrBennas konponopdupus

Knuanueckass kapTuHa W JIeYeHHE aTak BceX (OpPM OCTPHIX MOPPUPUN OJUHAKOBBI, ITOATOMY
g depeHnranbHas AMarHoCTUKa MEPEUYHCICHHBIX BAPUAHTOB HE SBJISIETCS. HEOTIONKHON MEPON U MOYKET
OBITH BBITIOJTHEHA B HEAKTUBHYIO (pa3y 3a0oJieBaHUs.

V¥ Bcex manuentoB OIl mmeercs BpokIeHHBIM AeQeKkT (MyTalus reHa OJHOrOo M3 (EepMEHTOB
OMOCHHTE3a TeMa), YHacleZJOBaHHbIM OT OJHOTO M3 poauTeneil. Y OOJbIIMHCTBA HOCHUTEIEH TaKoro
neexTa HUKAKUX KIMHUYECKUX MpOsBICHUM 3a0osieBaHMs HET. ATaka MoppupuUu pa3BUBAETCS HpPU
YCIIOBUHU BO3JEHCTBUS crieln(PUUECKUX TPOBOLUPYIOLINX (HPaKTOPOB.

K ycraHOBi€HHBIM MNpPOBOLUPYIOUINM (MOPpQUPUHOTEHHBIM) (QakTOpaM OTHOCATCS MHOTHE
JIEKapCTBEHHbIE Mpenaparthl, ajJKoroyib, HHPEKIUH, KoJebaHus TOPMOHAIbHOTO (hoHa (MEHCTpYyalbHBIN
LUKJI, OEPEeMEHHOCTh), TOJ0JaHie, HU3KOYIJIEBOIHAS JMeTa, T.€. T€ (PaKTOPbI, KOTOPhIE CTUMYIHPYIOT
0o0pa3zoBaHue reMa B IMEUEHHU.

[TockonbKy MEHCTpYalbHBINA LMK SBISETCS TJIABHBIM 3HJOTE€HHBIM MPOBOLUPYIOUIUM (PAKTOPOM,
80% marueHToB ¢ ocTpoil mopdupurel COCTaBIISIIOT KEHITUHBI B Bo3pacte oT 20 mo 45 ner. 3abosieBanne
PEAKO MpOsBISETCA 0 MyOepTaTHOTO BO3pacTa, a Takke B MeHomay3e. ATaku NopQUpUH Y MYKYHH
BO3MOXHBI, HO BCTPEUAIOTCS TOPa3a0 pexe, YeM Yy )KeHILUH.

doTtosepmMaTo3 B BUIE MOBBIIIEHHONW PAaHUMOCTH KOXXH, 00pa30BaHUM IY3bIpeW NMPU HWHCOJSALUU
HabmogaeTcst BHE cBs3u ¢ arakamu y 14-80% OonbHBIX BapueratHoil nopdupuei, KpaiftHe pelko — Mnpu
HAaCJEACTBEHHON Kompomnop(upuu, U HUKOTAA — MPH OCTpOH mepeMexaromeirics nopdupun. OOBIYHO
CUMITOMBI Pa3BHBAIOTCS B BECEHHE-JIETHUM Mepuoi. Tepamus 3akiioyaeTcsl B 3alllUTE OT COJIHEYHOTO
M3IIydeHus (0JeKaa, Kpema).

JlaboparopHas auarHoctuka ataku OIl ocHOBbIBaeTcs Ha OMpeleieHUd B MoOYe U30BITKa
nop@oOHIMHOreHa, KOTOPBIM MOXET ObITh BBISIBICH KayeCTBEHHOM peakuueil W B JajbHeiieM
MOJATBEPKJICH KOJMYECTBEHHBIM aHaM30M. MoJeKkymspHo-renetnueckuii anamus (JJHK-anamms) —
Haumbojee HaAeKHBIA crnoco0 mnoarBepkaeHuss auarnoza OIl kak y OONBHBIX € KIMHUYECKUMU
MIPOSIBIICHUSIMU 3a00JIEBAaHUS, TAK U Y UX POJICTBEHHUKOB.

[Ipu pa3BuTum OoJjieli B )KMBOTE y IMAalMEHTa C paHee aAuarHoctupoBaHHoi OIl, momMuMo HOBOW
aTaky, KaXIbplii pa3 HEOOXOJAMMO WCKIIOUaTh JApyrue MNPUYMHBI Oo0Jiel, B MEpPBYID oOdYepelb —
BOCIAUTEIbHBIC 3200JIEBAaHUSI OPraHOB OPIOIITHOM MOJIOCTH.

- BaxHoll 4yacThlO Jie4eHHUs SBISETCS aJeKBAaTHOE IMTaHHWE, NPU HEOOXOAUMOCTH — uepes3
HA30racTPaJIbHBIA 30HJ, JieueHHEe WHQEKIHOHHBIX OCJIOXHEHUH M CUMITOMAaTHYecKas Tepamus
MOBBIIIEHHOTO apTEPUAIBHOTO JIaBJIECHUS, TAXUKAPAUH, TOIIHOTHI U T.[.

- B cnydae pa3Butus napanndeil Bo BpeMsl aTaku, peabHInuTalus MOKeT ObITh ITUTEIbHOM.

C nensto npodunaktuky arak OIl HeoOxoauMo:

- Bectu 310poBbIi 00pa3 KU3HU:

- PerynspHoe HOpMo-kanopuiiHOe nuTaHue. JlocTmkeHHe BEpXHEW TI'paHUIBl HOPMbI HMHJIEKCA
maccol Tenia (MMT). Jlaxke B cityyae JIedeHUs] 0KUPEHUsI, HEJJOMYCTHUMA JKeCTKasi 0e3yrjeBoiHas AueTa u
PE3KOE CHMYKEHHUE MACChl TEaA.

- HM36erath mpuema ankorois (BO BpeMsl NOJHOHW PEMUCCHH JOMYCTUMBI HEOOJIbIINE JI03BI
anikorouist, 10 12 r yucroro cnupta B 1eHb: 120 M 10-15% Buna umm 330 M 4% nuBa, cuapa).

- OTKa3 OT KypeHusl.
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- IlpodunakTuka CTPECCOBBIX CHTyalUH, NPH HEOOXOAMMOCTH, TICHUXOTEpamusi W MpUeM
AHTHUJICIIPECCAHTOB, I0CTATOYHOE BPEMs [UIsl CHA U OTAbIXA.

- CBOEBpeMEHHOE JICYCHHE NPYruX 3a00JIeBaHUN, OCOOCHHO OOYCIOBIEHHBIX OaKTEpUATBHBIMU
UHOGEKIUSAMHE (IIUCTUT, MTUEIOHEPPUT, aHTUHA, OPOHXUT, CHHYCUT H T.1.)

- IIpoBenenne JIHK-auarHoCTMKM HOCHUTEIBCTBA MYTAaHTHOIO T€HA CpPEau POJCTBEHHUKOB
MAIMEeHTOB, T.K. BEPOSTHOCTH MEPeaun TeHETHIECKOTO JeeKTa CIeAYIOIEMY MOKOJIECHHIO COCTAaBIISET
50%. Ecmmu HOcutenbcTBO OIl BBISIBIIEHO B JETCKOM BO3pacTe, TO NPH aJCKBaTHOM Mpo(UIaKTHKE,
BEPOSITHOCTh aTak B OynyieM cHmkaercs 10 1-5%. [IpenaranbHas 1uarHocTuka He MPOBOAUTCS.

nal.l,I/IeHTKVI C perynsapHbiMu MeHCTpYyalibHO-aCCOLUMNPOBaHHbIMU aTaKaMu

[Ipumepno y 30% >xenmun ¢ OIl pa3BuBaeTcs npeaMeHCTpyaabHbI 00J€BOM CHHIPOM HMHOTIA C
TOITHOTOM, 3alIOpaMy M yJallleHHBIM cepaieOneHneM. B OONBIIMHCTBE CIlydaeB 3TO — JIETKHE aTaKd, HE
TpeOYIOIIKNe TOCTUTATU3AIUH.

Oxono 3-5% oxenmuH c OIl HUCHOBITBIBAIOT TSKENbIE pPETyIsSpHbIE aTakh, CBA3aHHBIE C
MEHCTPYaJIbHBIM LIMKJIOM (C UHTEpBAJIOM 2-4 HE/ENH), YTO aCCOLMUPYETCs ¢ KpailHe HU3KUM KayeCTBOM
WX KU3HH U BBICOKHM PHCKOM JIETAJBHOTO HCXOJa. DTOW TpyIIe MAHMEHTOK, MPU HEeIPPEKTUBHOCTH
CTaHJAPTHBIX MEPOIPHATHI MO0 KOPPEKIMH o0pa3a >KU3HHW, TOKa3aHa IMPEBEHTHBHAS TOPMOHAIbHAS
Tepamus 10 Ha3HAYSHHIO Bpada-aKyliepa-ruHeKoJora COBMECTHO CO CHEIMAIMCTOM 0 TIOPQHUPHUH.

BepemeHHOCTb

[Ipy ycraoBUM HCKIIIOYEHHS] NPOBOLMUPYIOMIUX (DAaKTOPOB M aJEKBATHOM NHUTAHWU TPU PaHHUX
TOKCHKO3aX, OEPEMEHHOCTh PEIKO MPOBOIUPYET aTaku MOPPHUPHH, TOITOMY 3ampeT OCPEeMEHHOCTH Yy
nanueHTok OIT He onmpaBaaHo.

Mo3pHue ocnoxHeHusa Ol

VYV manuentoB ¢ OIl BeICOKa BEPOSITHOCTH MOCTENEHHOTO IMOBBIMICHHUS] apTEPUATIBLHOTO JABJICHHUS,
MMOATOMY HEOOXOAMMO PETYIISIPHO KOHTPOJUPOBAThH €TI0 YPOBEHb.

[TocTeneHHoOEe TMOBHIICHUE TTOKA3aTEIC KpeaTHHWHA CBHUICTEIBCTBYET 00 YXYAIICHHH PabOThI
noyek, HaOmogaercss y 10-15% mnanuentoB ¢ OIl. OOBIYHO 3TO acCOIUMUPYETCS C YACTBIMH aTaKaMH,
MOBBIINICHUEM  apTEPHAIIBHOTO  JIABJICHWSI M PETYJIAPHBIM  YHOTpeOJICHHEM  HECTEPOMIHBIX
MMPOTHUBOBOCIAIUTEILHBIX W TMPOTHBOPEBMATUUYCCKUX IIpenaparoB. PeKoMeHayeTcs IMepuoauvecKuit
KOHTPOJIb ypPOBHS KpEaTWHWHA, aJCKBAaTHBIM NHUTHEBOH PpEKUM M OrPAHUYCHHE WCIOJIb30BaHUS
HECTEPOUIHBIX MPOTUBOBOCIATUTEIIbHBIX M MPOTUBOPEBMATHUYCCKUX MPEIIAPATOB.

OucnaHcepHoe HabnoaeHue

HaI_II/IeHTaM, NEepeHCCIINM aTaKy OH, INIOKa3aHO IICPHUOIUYCCKOC NHCIIAaHCCPHOC O6CJ'IC,I[OBaHI/I€ B
MEXIPUCTYMHBIN nepuo. [lepHoau4HOCT, OCMOTPOB oOmpeaenseTcss UHAuBUAyaibHO (0T 1 pasa B 3
Meciala J0 HECKOJIBKUX J'IGT) N 3aBUCUT OT KOJHMYECTBA IICPCHCCCHHLIX IPHUCTYIIOB B IIPOMIJIOM M HX
YaCTOTHhI 3a l'IOCJ'IeI[HI/II‘/'I roa, TaXKeECTu OCTAaTOYHOU CHUMIITOMATHKH, HAJINYHA >1<an06 H BO3pacTa IaiucHTaA.
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[Tpunoxxenue I'1-I'N

LLkanb! oueHkKw, BONMPOCHUKUN N Aapyrme oueHO4YHble MHCTPYMEeHTbl COCTOAHUA NaluUeHTa,
npunBeaeHHble B KNMIMHNYECKUX peKoMeHaauunsax

LLikana N 1. BusyanbHo-aHanoroBas wkana 6onu

lkana 10-6anbHON OLIeHKWU UHTEHCUBHOCTYU 60NN

| T — | | I | | —
I I | I | | I I I I I
0 1 2 3 4 5 6 7 8 9 10
HeT ymepeHHasn 6onb HeBbIHOCUMAR
Fooo it S S a

BuayanbHas aHanorosas wkana 6onun

Her HeBbIHOCUMaARA
6onu 6onb

MpocTas onucarenbHas WKana UHTEHCUBHOCTH 60K

HeT cna6an ymMepeHHan CAIbHAA OYEeHb CU/IbHAA HeBbIHOCUMaR

HasBanwue Ha pycckoM si3pike: BusyanpHO-aHamoroBast mkaina 6oim

OpurunansHoe Ha3BaHue: Visual Analog Scale

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

Tum: mkana oneHku

HasnayeHue: olieHKa HHTEHCUBHOCTH 0OJIEBOTO CHHIPOMA.

O1eHOYHBI HHCTPYMEHT, COJEpKAHUE: CM. ILIKATY.

Kntou (unTepmperanus): MeToJ CyObeKTUBHOW OLIEHKH OO0JIM 3aKJII0YaeTCsi B TOM, YTO MalMeHTa
IPOCAT OTMETUTHh HA HErPaayHMpOBaHHOM JMHUU JIMHOM 10 CM TOUKy, KOTOpas COOTBETCTBYET CTEHEHH
BbIpaXXKEHHOCTH 00Jn. JIeBasi rpaHMIla JMHUU COOTBETCTBYET OIpeeseH 0 0011 HEeT coBceM", mpaBast —
"HeBbIHOCHMas1 Ooip". Kak mpaBuiio, nucnosib3yeTcst OymMaskHasi, KapTOHHAas WK IJ1acTMaccoBasi JIMHEHKa
anuHoM 10 cm. C 0OpaTHOM CTOPOHBI JIMHEHKH HAHECEHbI CAaHTHMETPOBBIE JIEIEHUs, IO KOTOPHIM Bpad
OTMEYaeT MOJY4YEHHOE 3HAu€HHEe M 3aHOCUT B HCTOpHIO OO0JIe3HM WM aMOyiaTopHyio Kapry. Ilpum
OTCYTCTBHH CIIEIIMATIbHBIX JTMHEEK, HYMEPUUECKYIO U BU3yalIbHYIO aHanorosyo mkany (BAILL) neyarator
Ha OJIHOM JIMCTe, KOTOpBI nanee crubaercs Tak, uroobl BAIIl m mkamna 10-6anbHO# omeHku Oosn
OKa3aJIuCh C pa3HbIX cTOpoH. TakuMm 00pa3oM, MalMeHT, mpocTaBisii oTMeTKy B BAILL, He Buaut ee
HyMEpUYEeCKOe 3HAu€HWe, a Bpay, Pa3orHyB JUCT, COOTHOCHUT OTMEUYEHHYIO MAIlMEHTOM TOYKY C
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HYMEPUYECKUM 3HAYCHHUEM.

Hogpsle, n3nannsie B 2020-2025 rr. 1 odunmansHo yrBepkaEHHbIe MuH31paBoM PO,
KJIMHUYECKHE PEKOMEHIAalUHU (PyKOBOJICTBA, IPOTOKOJIbI JIEUEHUS) — HA HALLIEM CalTe.
HNHuTtepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu roe-To keM-To TaHHBIN JOKYMEHT OBbLIT paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
MTOMOYKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMa)XKHOW KOMUU — B HEM HaXOJUTCS 3Ta CChUIKA.
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