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Pa3paboTunk KIMHUYECKON peKOMEHIalNH

- HarimonansHoe remarosornyeckoe o0mmecTBo

- POO "OO61ecTBo criennaiicToB O HEPBHO-MBILLIEYHBIM 3a00J1eBaHUSAM "
- HarmonansHOe 0011ecTBO AETCKUX FeMaTOJI0r0B, OHKOJIOTOB

Ono6peno Hayuno-npaktuyeckum Cosetom Munzapasa PO
Cnuncok cokpalieHuun

AJIK — nenpTa-aMHUHOJIEBYJIMHOBAS KUCJIOTA

Al — anTHIMYpEeTUYECKHIT TOPMOH

AYTB — akTHBHpPOBAaHHOE YACTHYHOE TPOMOOTIACTUHOBOE BpEMSI
I'AMK — ramma-amuHOMAacCIsiHasi KUCIOTA

KKT — xeny104HO-KUIIIEUYHbIA TPAKT

KT — xomnbroTepHas Tomorpadus

MPT — marauTHO-pe30HaHCHAas TOMOTpadust

OII — octprie mophupun

OIIII — octpas nepeMexaromascs nophupus

[IBI" — nopdodumHOTEeH

V3U — ynbTpa3zByKOBOE UCCIIEIOBAHUE

OKI' — sanekTpokapauorpamma

O0I" — anekTposHuedarorpaMma

OMI" — snextpomuorpadus

HIIBII — HEcTepouaHbIE TPOTUBOBOCTIATUTEIIBHEIE MTPEeNapaThl
BAII — Bu3yanbHas aHanoroBas mkasa

CPb — C peakTuBHbIi1 Oenok

K — kanuii
NA — Hatpuit
CL — xnop

K®K — kpeatnndocdoknnaza

OXCC — o6mas xene30cBs3bIBatOLIas CIOCOOHOCTh CHIBOPOTKH
COD — cKkOpOCTh OCETAHUS SPUTPOLIUTOB

YCC — gacToTa cepIeYHbIX COKpaIleHUN

NBJI — uckyccTBeHHast BEHTWISLMSA JIETKUX

TepMuHbI M onpeaeneHus

Octpsie mopdupun (OIl) — rpynma TreHeTHYeCKH JeTepPMMHUPOBAHHBIX 3a00JIeBaHUM,
ACCOIIMMPOBAHHBIX C IIMKJIOM OMOCHMHTE3a reMa, UMEIONIMX MHIYLIMPOBAHHBIM XapakTep, ObICTPO
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IIPOrPECCUPYIOLIEE TEUEHUE C MOPAKEHUEM pA3IUYHBIX OTJEIOB HEPBHOW CHUCTEMBI U
HEHPOryMOpaabHbIMU HaPYILICHUSMHU.

[Mopdupunel, npeanIecTBEHHUKH MOPHUPUHOB — MPOIAYKTHl HPOMEKYTOUHBIX CTYHNEHEH
OuocuHTE3a rema.
AmunoneBynunoBas kuciota (AJIK) u nopdobmnunoren (IIBIY) — mnpenmecTBeHHUKH

nophupHuHOB, 00JaIAI0IINEe HEHPOTOKCUYHOCTHIO M OTBEYAIOIIUE 32 Pa3BUTHE OOJIEBOTO CHHAPOMA
1 OCTPOM aBTOHOMHOM TUC(HYHKIIUH.

HeilipoBucuepaiibple CUMOTOMBI — 0OJM B JKHMBOTE, 3al0p, TOLIHOTA, PBOTA, TaXUKapIus,
aprepualibHas TUIEPTEH3Us, Mape3 MOYEBOIO IMY3bIps — CHUMITOMBI, OOYCIOBJIEHHbIE OCTPOMU
ABTOHOMHOM JUC(YHKIIHEH.

Ataka ocTtpod mnophUpHUM — OCTpOE€ pa3BUTHE HEWPOBHUCIEPATbHBIX CHMIITOMOB,
accoruupoBa”Hoe ¢ noseimeHHon skckpenueit AJIK u I1BI" ¢ mouyoii.

1. KpaTtkaa wuHdpopmauma no 3aboneBaHUd WM COCTOAHUIO (rpynnbl
3aboneBaHU NN COCTOAHUN)

1.1. OnpepneneHne 3aboneBaHUsA WUNU COCTOSAHUSA (rpynnbl 3ab6oneBaHUN UK
COCTOSIHUN)

[lopdupun — rpynmna peaxkux HACIEACTBEHHBIX METa0OJUYEeCKHX 3a00JieBaHUN, B OCHOBE
KOTOPBIX JIEKUT TeHETUYECKHI edeKT (PyHKINOHANbHON aKTUBHOCTH (DEPMEHTOB, Y4aCTBYIOIIHUX
B OMocuHTe3e rema (puc. 1).

Octpeie mophupun — rpynna noppupuii, Mpu KOTOPHIX JIATCHTHBIA T'€HETUYECKUHA Je(eKT
MPU BO3JICHCTBUM TMPOBOMUPYIOMINX (MOPPUPUHOTEHHBIX) (DAKTOPOB MPOSBISIETCS W30BITOYHBIM
HAKOIUICHHEM B TEUEHU MPEALIECTBEHHUKOB MOPPUPUHOB, aMUHOJIEeBYIUHOBOM KuciaoThl (AJIK) u
nophoounmuorena (I1bI°), oOmamarommx BBIpaKEHHBIMH HEUPOTOKCHYECKUMH dPPEeKTaMu |
OTIOCPEYIOINX PAa3BUTHE OCTPOTO TMPHUCTyMa 3a0oJieBaHMs (aTaka) € IIUPOKHM CIIEKTPOM
HEHpOBHUCIIEPATBHBIX CUMITTOMOB [1, 2].
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OMOXUMHUUYECKUM JACPEKTOM.

1.2. Jtmmonorma wm
3aboneBaHUN NN COCTOSIHUN)

natoreHe3 3aboneBaHMA WU COCTOAHMA

Mopdupua ecaeacrene Jedpnunta
AJTK-aermaparaisl

OcTpan nepemeRalOmMancs
nopdupnsa (OIII)

BpoxIerHaT 3pHTPONOITHYCCKAA

nopdupna

[Mo3uas xo:xHag nopdupHa

Hacaeacreennan
Konponopgupus

I Bapuerarnan nopdupus

DpHPTPONOATHYSCKAT
nporonopdupus

buocuntes rema u paznauuHble ¢GopMbl TOPGUPHI B COOTBETCTBUH C

(rpynnbli

B ocHoBe pa3BuTHS OCTpBIX MOpGUPHIA JIe)KaT MYTallUd T€HOB, OTBETCTBEHHBIX 3a CHHTE3
dbepMeHTOB nMKIAa OuMocuHTe3a rema B medeHu (puc 1, tabm. 1). Bece octpeie mopdupuu, 3a
UCKITIOYCHHEM KpaitHe penkoit popmbl, o0ycrnoBiennoi nepururom AJIK neruaparassl, sBISIOTCS
ayTOCOMHO-IOMUHAHTHBIMH 3200JIEBAHUSMH C HETIOJIHOM MEeHEeTpaHTHOCTRIO (Tadu. 1) [3].

Tabnuua 1. MonekynspHas TeHeTHKa OCTPBIX mophupuit

3abosieBanue depmeHT T'en Konmnuectso | Hacnenosa
BBISIBICHHBIX HHUE
MyTanu <*>
CumMBon Pasmep [To3unus
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[opdupus, Herunparasa ALAD 7kb 9934 12 AP
00yCIIOBJICHHA | aMUHOJIEBYJIMHO
s 1e(DUIIUTOM | BOIl KHCIIOTBI
AJIK
JeTHIpaTa3bl

Octpas Iappokcumerwi- | HMBS 10 kb 11923 424 ALl
nepeMesKarol] | ounuas
ast mopupust | cuHTEeTa3a

(OI1IT)

Hacnencreenn | Oxcnnasa CPO 14 kb 3q12 75 ANl
ast KoIpornopupuH

KoIponopdup |oreHa

us (HKII)

Bapuerarnas |Oxcunasza PPOX 5.5kb 1922 185 ALl
nopgupus poTonophupuH

(BII) OTeHa

AP, ayrocomHo-pernieccuBHbIi; A/l, ayTOCOMHO-IOMUHAHTHBIN; kb, THICSUYN TTap HYKJICOTHUIOB
(xuno6a3)

<*> [lo pmanHeiM HWutepHer-pecypca "The Human Gene Mutation Database”
http://www.hgmd.cf.ac.uk na 09.2019.

Hdns Bcex ¢opMm ocTpelx mNophupuidl XapaKTepHA JHIIb YacTUYHAs HEJIOCTaTOYHOCTh
(epMEHTHOH aKTUBHOCTH, W B (PM3HOJOTHYECKHX YCIOBUSIX OCTATOYHOW aKTUBHOCTH (hepMeHTa
XBaTaeT sl TOJIEpXKAHUS HOPMAIBHOTO ToMeocTasa rema. s pa3BUTHS OCTPOTO IMPHUCTyIa
HE0O0XOIMMO BO3JICHCTBHE MPOBOIMPYIOMIKUX (AKTOPOB, Halle HECKOJIBKUX IMOCIea0oBaTeibHo. K
YCTQHOBJICHHBIM ~ MPOBOIMPYIOMIMM  (IOPPUPHHOTCHHBIM)  (pakTOpaM  OTHOCSTCS  MHOTHE
JICKApCTBEHHBIC  Ipermaparbl, aJKOrojib, WH(EKIHUH, KoJeOaHUs TOpMOHAIBHOTO  (poHA
(MEHCTpyalbHBIM  ITUKJI, OEPEMEHHOCTb) U THIIOTJIMKEMHUS, T.€. (aKTOpbl, CIIOCOOHBIE
CTUMYJIMpOBaTh  CHUHTe3 rema remaronutamMud  [4].  OCHOBHOW  MeXaHHM3M  JCUCTBHS
nop(UpPHUHOTEHHBIX (HAKTOPOB, MO-BHIUMOMY, CBSI3aH C TOBBIIICHHONH NMOTPEOHOCTHIO B CHHTE3E
uToxpoma P 450 wim apyrux reMonpoTenHOB U, KaK CIEeICTBUE, MHTCHCU(UKAIMEH CHHTE3a TeMa,
YTO YCJIOBHUSAX HEIOCTATOYHOW AaKTUBHOCTH OJHOTO M3 (EPMEHTOB IMKIAa OMOCHHTE3a TeMa
MPOSIBJISICTCS. HAKOTUICHMEM TOKCUYHBIX KOHIIGHTPAlMii TOPQUPUHOB M Pa3BUTHEM OCTPOTO

npuctyna nopupuu [2].
1.2.1. NaToreHe3 aTakn ocTpoun nopdunpun

Bes cumnromarmka arak  octpoil mopdupuu, BriIoyas O0JIM B OKMBOTE, SIBJISETCS
MPOSIBJICHHEM BEreTaTMBHON M MOTOpPHOM MOJMHEBPONATHH, a Takxke Iu(p@y3HO-04aroBoro
nopaxenus: [[HC (aHnedanonarun) (tadn. 5) [5]. B HacTosiee BpemMs 00CYKIArOTCS HECKOIBKO
MOTEHIMAIBHBIX MEXaHU3MOB TPAH3UTOPHOT'O TIOBPEXKIEHUSI HEPBHON CUCTEMBI BO BpEMS aTaKu:

- IpSIMOM HEHPOTOKCHYEeCKUN AP PeKT BbICOKOM KoHIeHTparmu AJIK;

- onocpenoBaHHbli  3pdexr AJIK wu3-3a CTPYKTYpHOIO CXOJACTBA C TOPMO3HBIMU
HeifpoTpancmutTepamu — 'AMK u rmyramarom, u yrpatoir ux TopmosHoro s¢dexra B HTHC npu
n30bITKe AJIK;

- LUTOTOKCHYecKHe d(P¢eKTsl CBOOOJHBIX paJUKalIOB BCJIEJICTBHE WX MOBBIIIEHHON
MPOIYKIIMH, 00YCIOBIECHHOMN 3HOMU3AIMEN U ayTooKcHIaend u30bITouHoro koianuecrsa AJIK;
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- BEpOATHBIN AeDUIUT reM-coiepKamuX (epMEHTOB B HEPBHOW TKaHHU.

Tedyenue araku, BKJIIOYas HAYaJIbHbIE IPOSBICHUS U IIOCIENOBATEIBHOCTH CUMIITOMOB,
IIPUCOEAVHSIOIIUXCS IPU MPOTPECCUPOBAHUU aTaKU, BEPOSITHO, CBSA3aHO C PA3JIM4YHON CTEIEHBIO
IPOHUIIAEMOCTH  TE€MATO-HEBPAIbHOIO M IeMaTo-dHUE(paIu4eckoro  OapbepoB Ui
MPEeIIECTBEHHUKOB NOppupuHOB. OTCyTCcTBHUE Oapbepa A aBTOHOMHBIX HEPBOB M BbICOKAs
IPOHUIIAEMOCTh TeMaTo-3HIehaTnuecKkoro Oapbepa B 00JacTH TUIOTaJaMyca U JMMOUYECKOi
00J1acTH, MOTYT CIY)KUTh OOBSCHEHHEM JIe0I0Ta aTakd C aBTOHOMHON JUCOHYHKIUU H JIETKUX
apdexTuBHBIX paccTpodcTB. Ilpm  mporpeccHpoBaHWMM — aTakk TMPOHMCXOAWT  HApYyIIECHHUE
(GYHKIMOHATBPHONH  LEJIOCTHOCTH TIeMaTo-HeBPAIBHOTO Oaphepa ¢  pa3BUTHEM MOTOPHOM
MOJIMHEBPONIATUM U, Jajiee, TeMaTo-3HUEe(QaINd4ecKoro Oapbepa, YTO MpPOSBISAETCS OTEKOM
roJIoBHOTo Mo3ra ¢ MPT-npu3Hakamu 00paTHMbIX CHMMETPUYHBIX OYaroBbIX H3MEHEHHH [5].

1.3. Annaemumonorus 3aboneBaHUsi ULNIM COCTOSAHUA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

Pacnipoctpanennocts ocTpbix mopdupuit B crpaHax 3amamHoii EBpombl coctaBmsier 1 —
10:100 000 nHacenenwusi, Torja Kak HOCHUTEJIBCTBO MYTAHTHOIO I'éHa MOKET OBITh CYIIECTBEHHO
Boiie (1-2 Ha 10 000 uesoBeK), T.K. MIEHETPAHTHOCTD 3a00J1eBaHus Bapbupyet oT 1 10 60% [3].

Camas gactas u3 octpbix noppupuii — OIIII, cocraBmsier 6osee 85% Bcex ciydaeB OCTpOu
nopdupuu. PacnpocTpaHeHHOCTh BapueraTHod mnopdupuu cocrasiaser oxoso 1.3:100 000
HAaceJIeHUs, HacJeICTBEHHON Komponopdupuu — elle MeHbllle, B MHPOBOW JIUTEpaType
onmyonukoBaHo MmeHee 400 ciyugaeB. Camoil peaxoil sBisiercs mnopdupusi, 0O0ycIOBIEHHAS
nebunurom AJIK nermaparassl, onricaHo MeHble 10 ciydaeB 3Toro 3a0oJieBaHuMs.

[TockonbKy MEHCTpyaJbHBIM MK SIBJISIETCA TJIABHBIM DHJOTEHHBIM IPOBOLUPYIOLINM
¢dakropom, Oosiee 80% maMeHTOB ¢ OCTPOi MophupHUen COCTaBIAIOT )KEHITUHBI B Bo3pacTe oT 20
1o 45 ner. 3aboneBaHUe PENKO MPOSBISIETCS 10 MyOEpTATHOTO BO3pAcTa, a TAaKKe B MEHOIIAy3e.
ATtaku nopdupuu y My»*41H BO3MOXHBI, HO BCTPEUYAIOTCS TOPA3a0 pexe, YeM Yy )KeHIIHH.

1.4. OcobeHHOCTM KoauMpoBaHuA 3aboneBaHMA WIKM COCTOAHMUA (rpynnbl
3aboneBaHun unun coctosiHun) no MexayHapoaHOW cTaTUYeCKOW Knaccudpukaumm
6onesHen n Nnpobnem, CBA3aHHbIX CO 340POBbLEM

Pyopuka "E.80.2: [pyrue mnopdupuun" BKiIO4aeT B ceOsd BCE UYETHIPE HO30JOTHYECCKUE
€IMHHULIBI OCTPBIX MOPPUPHUIL.

1.5. Knaccudukaumsa saboneBaHmMa Unu coctosiHusA (rpynnbl 3aboneBaHnn unum
COCTOSIHUN)

I'em cunTe3mpyercs B KaxaoW a’poOHOIl kieTke udenoBeka. B 90% mectom cuHTe3a rema
SIBJISIOTCSI KOCTHBIA MO3T, TJIe U3 HEro o0pa3yeTcsi reMOrjJo0uH, U Me4YeHb, TJe I'eM y4acTBYET B
cuHTe3e (EepPMEHTOB (LIUTOXPOMBI, IIEPOKCHUIA3HI U JIP.), YIACTBYIOLIUX B MPOIIECCaX JETOKCUKAIIIH,
B TOM uucie MmeTtabonusme yekapcTBeHHBIX mpemapaToB (CYP 450). B 3aBucumoctu oT mecrta
MPEUMYILIECTBEHHOHN MPOIYKIIMHA M HAKOTUICHUS MOPPHUPHUHOB U UX MPEIIIECTBEHHUKOB, MOpdupuu
MOIPA3/IEIISIFOTCS Ha SPUTPOTIOATHIECKUE U MeueHo4HbIe (puc. 2) [1, 2].
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NOP®PUPUMNU
3puUTponoaTU4eckue Me4yeHoYHble
nopcupum nopgpupum
L J [ ]
BpoxaeHHan Mopdupua, obycnosneHHan
3PUTPONO3TUYECKAR AedvyuTom aervaparaasbl
nopgpupus ANK
?g::::::;;v:::xan OcTpas nepemexaiowancs OcTpbie
I'IOdeHpHﬂ (onnm) nop‘p"pu"
HacnepacreeHHan
Konponopdupus
BapueratHas nopcgpupua
Mo3aHAA KoHaA noppupua

Pucynoxk 2. Knaccudukarus mopdupuit

1.6. KnuHunyeckas KapTuHa 3aboneBaHMsA WM  COCTOAHMA  (rpynnbl
3aboneBaHU UMM COCTOSIHUK)

Kinunanaeckas kaptuHa ataku octpoil mopdupuu (OIl) xapakrepuszyercs OCTphIM Ha4ajloM B
BUJIC COYCTAHUS WHTCHCUBHBIX 0OJiell B 0OJIACTH JKMBOTa O€3 MEPUTOHEATbHBIX 3HAKOB W/WJIH
CIIMHBI C OJTHUM WM 0OJiee CUMIITOMOM OCTPO¥ aBTOHOMHOM TUC(YHKIMH, TAKUX KaK CHHYCOBas
TaxuKapaus, apTepuaibHas THIIEPTEH3Us, 3al0p, TOLIHOTA, PBOTA, Mape3 MOYEBOTO MMy3bIps [2, 5,
6].

JonomaurenbasiMu cuMmaTomaMmu ataku Ol sBisroTes:

- TUTIOHATPUEMHUS BCIIEACTBUE CHHIPOMA HeajekBaTHOM cexperuu AJIT,

- BSJIbIE CHMMETPUYHBIC MTape3bl BCICACTBUE OCTPOH MOTOPHOM MOJUHEBPOTIATHH,

- KOTHUTUBHBIE, MOBEJICHUYECKUE HAPYLICHUS, AMIIECNTHUYECKUE MPUTIAIKH BCIEICTBUE OCTPOit
sHIe(DaTOIaTHH.

OO0s13aTeIbHBIM KPUTEPHEM SIBIISICTCS. OTCYTCTBUE NPYTUX MPUYMH JUIS TTOSBIICHUS YKa3aHHBIX
CUMIITOMOB, a TaKxke Oosee, 4eM S-kpaTHoe noBeieHue KoHIeHTpauu [1bI° B Mmoue, coOpanHoil B
octpyto ¢asy 3aboseBanus [2, 5-7].

BapuabenbHOCTh  MepeUHMCIEHHBIX CHMITOMOB — 3HAauMTelIbHAa Kak IO CTENEeHH
BBIPOKEHHOCTH KAXKJOTO W3 HHUX, TaK M MO BO3MOKHOMY HX codeTaHuto. MIMEHHO codeTaHue
yKa3aHHBIX CHUMITOMOB SBJISIETCS KIIOYEBBIM JJIi TOTO, YTOOBI 3aMoJIO3PUTh aTaky OCTpOi
nopdupuu U nposectu ucciaenoBanue Moun Ha [IBI' ¢ 1enb0 TOATBEPXKIACHUS WM HCKIIOUEHUS
nanHoro nuarnosa (puc. 3). bonee, yem 5-kpatHoe noBeimeHue ypoBHs [IBI° B Mode B coueTanuu ¢
TUMIMYHOW KJIMHHYECKON KapTHHOUM 3a00JieBaHUs, MO3BOJSIOT AWArHOCTUPOBATH aTaKy OCTPOM
nophupun ¥ He3aMeITUTEIbHO HaYaTh JeueHue [8, 9].

YnyuweHHyto BEPCTKY OT http://disuria.ru/ npegctaenset anteka "CemeriHas" https://anTeka-omck.pd/ 6 13 37



http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — OcTtpble nopdupum — 2021-2022-2023 (22.09.2021) — YTBepxaeHsl MuHagpasom PO

Tommnora, ppoTa, 3anop
I'nnorarpuemMus

AprepHadbHAS IHOEPTeHIHNA

BOIU B
XMBOTE

IcaxpaTpHYecKasi CHMITOMATHKA
DNH-NPHOAAKH
Mbpimeysas ¢;1ad00cTh

Temuaasn moua

Pucynoxk 3. CuMNITOMBI, MO3BOJISIONIME 3aTI0I03PUTh aTaKy OCTpOi ophupuu.
1.6.1. bonu B XuBOTE

KiroueBoit cumnrom ataku OIl — 6011 B )KMBOTE, UMEIOT OCTPOE HA4ajio, 0OBIYHO HapacTaroT
0 MaKCHMAJIbBHOM WHTEHCUBHOCTM B TEYeHHE 2-3 JHEW, HMHUTHPYIOT OCTPYK) XHPYPTHUECKYIO
MATOJIOTHIO, OJTHAKO IEPUTOHEAIbHbIE 3HAKUM OTCYTCTBYIOT. Ha HayaibHOM 3Tame OTCYTCTBYIOT
nabopaToOpHBIE CUMMTOMBI BocmajeHus (eikoruTo3, noseimenne COD wmm CPB). Xapakrtep u
JoKanmu3amnus OoJiel CHIBHO BapbHPYIOT, HO OOJM PEIKO HOCAT KOJUKOOOpa3HBIA XapakTep.
[Tarorenes ©Ooyieii B JKMBOTE CBSA3BIBAIOT C AaBTOHOMHOW JMCQYHKIMEH, OOYCIOBICHHOU
HapylieHueM paOoThl BHYTPEHHHX OpPraHOB, HANpUMeEp, KHUIIEYHOW AuaTaledl Wiu Cla3MOM.
Bo3MoxeH anbTepHATUBHBIA MEXaHW3M — BA30KOHCTPUKLMS WIM HMIIEMHUS KHUIIEYHHKA. TOYHBIN
MexaHu3M pa3Butus 6oy mpu OIl ocTaeTcss HEAOCTATOYHO SICHBIM.

AOGIOMUHANBHBIA CHHAPOM HEPEAKO SIBISIETCS OCHOBaHHEM JUISl  JAMAarHOCTUYECKOTrO
XUPYPruuecKoro BMeNIaTeNbCTBA (JanapOCKONHH, JIAapOTOMHUM), OCOOEGHHO IMpPH MEPBBIX aTakax
eme He auarHoctupoBanHoil OIl. Mcnonp3oBaHue mpu 3TOM AJisl aHECTE3UH MOP(PUPUHOTEHHBIX
npenapaToB (cM. Poccuiickuii peecTp JeKapCTBEHHBIX MPENapaToB, MPUMEHSIEMbIX Yy OOJIbHBIX C
HapymeHussMu moppupunHoBoro oomena [10]) mokeT ycyryouts Teucnue ataku [7, 11, 12].

1.6.2. OcTpas aBTOHOMHas AUCchYyHKUMA

OcTtpas aBTOHOMHasI TUCHYHKIIHS SBISETCS CIEICTBUEM CHIDKEHMSI aKTUBHOCTH N. vagus, 4To
MPUBOJUT K YCHJICHUIO BIMSHHUSA CHUMIIATUYECKOW HEPBHOW CHUCTEMBl U OOBSCHSET pa3BUTHE
OOJIBITMHCTBA CUMIITOMOB "HEOCIIOKHEHHOH aTaku oCTpoi mopdupuu'": 6oiel B )KHUBOTE, 3aropa,
TaXUKapJWH, CHCTOJMYCCKON apTepHaIbHOW THIIEPTEH3MH, Mape3a MoveBoro my3bips [7, 11, 12].
CreneHp TaxukapAuM OOBIYHO OTpPaXKaeT AaKTHMBHOCTh aTaku. M3peaka Ha TMepBbIA IMIaH B
KJIIMHUYeCKOU kapTuHe ataku OIl MOXeT BbIXOIUTh TUNIEPTOHUYECKUI Kpu3. [I[pUUuHbI TOLHOTHI U
pBOTHI Bo Bpems ataku OIl He u3BecTHbl. MOKHO MPEANOIOKNUTh, KaK BOBJICYEHUE LEHTPATbHBIX
MEXaHU3MOB, TaK U HAPYIIEHUE MOTOPUKU KHUIIIEUHUKA.

1.6.3. HeBponormnyeckme CUMNTOMbI
bonpmmmHCTBO aTak OH, 0COOEHHO Yy HNanueHTOB C YK€ YCTAHOBJICHHBIM JUAIHO30M,

MPOSABJIAIOTCA B BUJC 0oJIel B )KMBOTE B COUYCTAHUU C JICTKUMU a(b(beKTI/IBHBIMI/I HapylmieHUAMHU U
aBTOHOMHOM I[PIC(I)yHKI.IHCﬁ U JaXXe MOTI'YT HOpPOXOAUTb CAMOCTOATCIIBHO, €CJIU HCKIIOYUTH
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BO3JICHCTBUE MPOBOIUPYIOMIX (PakTopoB. CHMITOMBI HEBPOJIOTHYECKOTO AePHIMTA (MOTOpPHAS
MOJIMHEBPOTIATHUS MIIM SHIIE(AIONAaTHs) Pa3BUBAIOTCS TOJIBKO B CIydae MPOTPECCUPOBAHUS aTaku, U
YM BCeT/Ia MPEeANISCTBYET paHHss, " ToOHeBpoJorudeckas' ¢aza ataku, asmasics ot 3 1o 30 qHeit (B
cpenneMm, 10 nHelt). PerpocmekTHBHO, MOXHO OOHapyXHUTh BO3JCUCTBHE HK30TCHHOTO
npoBorupytomero (akropa (0OBIYHO JIEKAPCTBEHHOTO TIpermapara), KOTOphId 3a 1-2 gHs
MPEANIECTBYET TMOSBJICHUIO HOBBIX HEBPOJOTHYECKUX CHUMNOTOMOB (puc. 4). Ilpu yctpanenumn
MPOBOLMPYIOMHKX (HAaKTOPOB, MPOTPECCUPOBAHNE MBIIIEYHON CIIA00CTH 3aBepmiaercs B Teuenue 30
nueit (B cpenHem 13 nmHeit) [5-7].

KitoueBbiM B JauarHoctuke HeBpojormdeckux cumntomoB OII sBisercss uUX OCTpPBIN,
MapOKCU3MAIbHBIM XapakTep M 00s3aTelibHas BPEMEHHAs accoIMaiusi C MPEeAlIeCTBYIONUMHU
6ossimMu B kuBOTE (puc. 3). K MOMEHTY pa3BUTHS ape30B, MHTEHCUBHOCTH 0OJIeH B )KMBOTE 4acTO
YMEHBIIAETCS, YTO HEOOXOIUMO YIUTHIBATh IPHU 00CIICIOBAHUH MTAIIHEHTOB.

MoTopHaA NONWHEBPONATHA, INH-NPUNAAKM,

A Bonwu e xueorte
yrHeTeHHe/NOMpaYeHHA COIHAHMA (cHeBponomMdeckan» (aza)
ABTOHOMHARA
AnchYHKUMA
Add nporpeccupoBaHne nporpeccuposanne :
exTHBHBIe ot
KnuHnueckan HAPYWSHHA nnaro nnaro ot
TAKECTL <ANnmed, * -t
CHMTTTOMOS (Havanshan dasa) >a " il
80 BpEMA “ > <30anen | o
araKm 3_3{)(‘10) aHedt ‘....C-.
/ ’ -
AnuTensHoC T aTaku
MEHCTPYANbHbIW LIKKN NEKAPCTBA NEKAPCTBA
FTONOAAHME/META TUNOHYTPUTHBHLIA TMNOHYTPUTHUBHLIA CTATYC
NEKAPCTBA CTATYC BTOPHUHBIE MHOEKLWM
ANKOronb
WHOEKLIMKA

Pucynok 4. TunuuHoe TedeHue ataku nopdupuu (CTaAUpOBaHUE) U CBSI3b C
MIPOBOLUPYIOMINMH (paKTOpaMu

OcTtpas MoTOpHasi (MOTOPHO-CEHCOpHAs) MOJIMHEBPOIATUSl MPOSBISETCS FeHepaIn30BaHHON
MBIIIEYHOU c1abocThio (00BIYHO TepudepudeckuM TeTpanape3oM). Bo3MOKHO BOBIIEYEHHE
JBIXaTENbHOM MYCKYJaTypbl C pPa3BUTHEM [IbIXaTEIbHOM HEIOCTAaTOYHOCTU. BoBiedeHue
nuadparMbel MPUBOAUT K €€ MapaJoKCaIbHOMY [BWKEHHIO, HMCTOHYECHHIO, a JOIMOJIHUTEIBHOE
BOBJICUCHHE MEXKPEOEPHBIX MBI YMEHBIIAET [bIXaTeNbHbII 00beM, JelaeT HEBO3MOXKHBIM
KaluieBo peduiekc, UYTO MOXET MPUBECTH K OOCTPYKUMU TpaxeoOpOHXHABHOTO JepeBa,
TUINEPKATHUYECKON AbIXaTelnbHOW HenocTtaTouyHocTU. CuTyanus ycyryOsiseTcss BOBJICUECHUEM
YepernHbIX HEpBOB C pa3BUTHEM OylbOapHOTO CHHAPOMA M HAPYIIEHUS TJIOTaHHs, YTO MOXKET
OCJIOKHUTBCS aCTIMPAIIMOHHO MTHeBMOHHMEi [5-7].

KnuHuueckn naHHas MOJMHEBPOIATHS Majlo OTJIMYAETCsl OT OCTPOH MOTOPHOHM (MOTOpHO-
CEHCOPHOM) IMOJIMHEBPONATUN NpU JPYrux 3a00JieBaHUSX, B IEPBYIO OdYepelb IMpPH CHHIPOME
I'uitena-bappe. IlosTromy mnopdupHuio HE0OX0AMMO HCKIIOYaTh BO BCEX CIIydasix OCTpOM
MIOJINHEBPOIIATUH, KPOME CIIy4aeB C MOJHBIM OTCYTCTBHEM O0JIEBOTO CHHIPOMA, B TOM YHCIE JIO
pa3BuTHs mape3os [5, 7, 12, 13].

Octpast sHuedanonarus npu atake OIl wMoxer mnposBiATbCS — apPEKTUBHBIMH,
MOBEJICHUECKUMH PAcCTPOMCTBAMHM, yrHETEHHEeM/TIoMpaueHueM co3Hanus (B 19-56% cmydyaeB BO
Bpemss artak OIl), onunentuueckumu npunagkamu (B 2-20% artak  OII). Ouarossie
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HEBPOJIOTMYCCKHE CUMITTOMBI, TAKME KaK CUMITOM BaOWHCKOTrO, TpaH3uTOpHAs KOPKOBas CJICMOTa,
1epedesuIapHas atakcusi, qucdasus, Betpevyarores Heyacro [5, 7, 11, 12, 14, 15].

1.6.4. doToaepmaTo3

doTtosepMaTo3 — KOXKHBIM HEBOCHAIMUTENbHBINA Ipolecc, OOYCIOBJIEHHBIM MNOBBILICHHON
YYBCTBUTEIBHOCTbIO KOKHM K COJHEYHOMY CBETY, BBI3BIBACTCS YJIbTPAa(PUOIETOBBIM CHEKTPOM
U3JIyYCHHUs JTHEBHOTO CBETA HAa KOXKHBIE MOKPOBHI (1uamna3oH 400-800 um) [16].

[Tpu nexotopeix ¢Gopmax OIl (BapueraTHas mopdupusi, HACIEACTBEHHAs KONpomopdupus),
noMuMo npenaumectBeHHUKoB nopoupunoB (AJIK u IIBI) B kpoBu U nepMme HaKarIMBarOTCS
nopbupuHbl,  KOTOpbIE  SIBJISIOTCS  (POTOCEHCHMOMIM3ATOpaMH,  PE3KO  TOBBIMIAIOIIUMHU
YYBCTBUTEIBHOCTb KOXH K BO3IECHCTBHIO COJTHEYHOIO CBETA. B COOTBETCTBUU C 3TUM, Y OOJIBHBIX
Pa3BHUBAIOTCS JIEPMATUTHI, CXOJHBIE C TMOPAKEHUSIMU KOXKU Yy OONBHBIX SPUTPONOITHUYECKUMHU
noppupusAMU U MO3JHEN KOXHOW mopdupueit (puc. 2). XapakTepHas JOKalIu3alMs ChIM — Ha
OTKPBITBIX Y4aCTKaX KOXU. BrICbIIaHMs Yale BCEro MOosBISIFOTCS B BECEHHE-JIETHEE BPEMsI, OJHAKO
B TSDKENbIX CIIydasgX MOTyT ObITb B J1000€ BpeMmsl roja B JHEBHbIe 4Yachl. [loj neicTBuemM
COJIHEYHOTO CBeTa TMOSBISETCS OOJe3HEHHAsh TUIEepeMHUs, KPYINHbIE TMY3BIpU C MYTHBIM
COJIEP’)KUMBIM, B JajbHEHIIEM MOSBISIIOTCS 3PO3UM, YYAaCTKH CHHIOIIHO-0arpoBoil pyO1oBoi
aTpo(uu, UHOT1a — IICEBIOMUIINYM, PEIKO — THIEPIIUTMEHTALHs] U THIIEPTPUXO3.

dortonepmaTo3 Habmogaercsa BHe cBs3M ¢ atakamu OIl y 14-80% Oo0abpHBIX BapueraTHOU
nopgupuen, yaiie B I0KHBIX IIUPOTaX, U, KpaifHe peIKo — MpU HacleACTBEHHON Komponophupuu
[2]. Tepanus 3akmrouaeTcst B 3alUTE OT COTHEYHOTO U3TydeHHs (01€K 1, (POTO3AIUTHBIE KpeMa).

1.6.5. Pegkue cumntTombl ataku Ol

Penkumu cumnromamu araku  OIl  ABISIOTCS OCTpBI MHTEPCTHIHAIBHBIA HeDpPUT U
pabaomuomus [17].

B nmarorenese nopaxeHus Movek MpernoaraeTcs 1eHCTBUE CIEAYIOMUX (pakTopoB:

- IUTOTOKCUYECKOE M Ba30CIMACTHUECKOE BO3/ICHCTBIE Ha He(PpOH M30bITKA MOPHUPHUHOB U UX
MIpeIIEeCTBEHHUKOB;

- TPAH3UTOpHAs apTepHaIbHAs TUIIEPTEH3US C BBICOKUMU IU(paMH apTepUaIbHOTO AaBJICHUS,
COMPOBOXKIAIOIIASACA MATOJOTUYECKMM BOBJICYCHHEM TMOUYEYHBIX apTepuil C MOCIEAYIOUINM
(dbopMupoBaHHEM apTepUOIIO-HEPPOCKIIepO3a;

- He()POTOKCHYHOCTH MPOIYKTOB TKAHEBOTO KaTaboJim3Ma (MHOTJIO0WH U Ap.).

PabmomMuonn3 — KIMHHYECKHE IMPOSBICHHUS BAaphbUPYIOT OT OECCHMIITOMHOTO TOBBIIICHHS
akTuBHOCTH KpeatuH(pochokunaszpl (KDK), no Tsokenoit ocTpoil MOYEUHOW HEIOCTATOYHOCTH
BcaeactBue muornobunypuu (ocobenno npu KOK > 10 000 Epn/m). Tunuunele nposiBIeHUs
paboMHONN3a BKJIIOYAIOT MHUAITHUA, MBIIICYHYIO CJIA00CTh M HM3MCHEHHE I[BETA MOYH.
Pa6nomuonus moxer ObITh mpomyiieH Bo Bpemsi atak OIl, eciu He wucciaenoBaTh ypOBEHBb
aKTUBHOCTH ChIBOpOTO4YHOM K®K, T.K. 0OJM B MBIIIIIAX ¥ TEMHAss MOYa XapaKTEPHbI KaK JUIs aTak
OIl, Tak u pabmomuonu3a. OCHOBHOW HpHUMHON pabmomuonusza y manueHtoB OIl sBustorcs
HapYIICHUS IEKTPOIUTHOTO OOMEHa.

OcTtpyro nopdupuio Ha3pIBAIOT "BEIMKUM UMHUTATOPOM', TaK KaK KIMHUYECKUE TPOSBICHUS
aTaKd MUMUKPUPYIOT OOJBIIION CIEKTP COMAaTHUECKUX, B TOM YHCIIE YPreHTHBIX, 3a00JeBaHu, IPU
3TOM HUKAKHUX J1a0OPaTOPHBIX OTKIIOHEHUH HEe HAOMI0JaeTCs.

1.7. 0Ny peten

Ataxku OIl penko mposiBisIOTCS 10 MyOepTaTHOro Bo3pacta. Bmecte ¢ TeM, HEOOXOIUMO
YUUTBIBaTh OOJiee paHHEe pa3BUTHE JETeH B IOXKHBIX LIMPOTaX, MO CPAaBHEHHIO C CEBEPHBIMU. B
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COOTBETCTBUHU C ATHUM, aTakd NOpGHUPUHU y JETeil ¢ ora MOryT HaOImoAaThCs B Oojee paHHEM
Bospacte. 3a nepuon ¢ 1907 mo 2019 ron B nmuteparype onucano Bcero 52 pedenka ¢ arakamu OI1.
Camomy wmuammiemy Obuio 8 et [18]. BoJbBIIMHCTBO MeAMAaTPUYECKHX MAIMEHTOB CTPaaalio
SMUIENCUel, He CBA3aHHOW ¢ mopdupued, W arTakd OBUIM CIPOBOIUPOBAHBI TPUEMOM
MPOTHBOAMIIIICHITUYECKUX CPENCTB, OapOMTYypaToB M WX MPOU3BOJAHBIX. Y JeTel 00s3aTeIbHO
BbISBIISUIOCH ToBbIIeHHE ypoBHs IIBIT B Moue Bo Bpemsa ataku OII, omHako 1mugpsl 3T0TO
MOBBIIIEHUS MOTJIM OBITh HID)KE, YEM Y B3pOCIBIX MalUeHTOB. [IpUHLIMIUANBHBIX OTIMYMHA B
KiuHu4eckoi kaptuHe arak OIl v TakTuKe BeleHUs eIMaTPUUECKUX U B3POCIIbIX MTAIlUEHTOB HET.

CoBeplIeHHO ApYryi0 KapTHHY 3a00JIeBaHMsI UMEIOT HOCUTENM KOMIIAyH]I-FE€TePO3UTOTHBIX
U ToMo3uroTHeix Myrtamuii reHoB HMBS wmm PPOX (romosurotnas ¢opma OIl wnu BII).
Onucano okosio 10 Takux ciy4aeB: JE€TH, Y KOTOPBIX 3a00JIEBaHWE HAYMHAETCS BCKOPE TOCIIE
pOXACHMS, KIMHMYECKM MW 10 gaHHeiIM  MPT  rosioBbl, HanmoMHMHAaeT XpOHHYECKYIO
JeiiKo3HIePATOoNaTHiO ¢ MPOrPECCUPYIONIMMHI HApYIIEHUSIMU HHTEJUIEKTYaIbHOITO M MOTOPHOTO
pa3BUTHS, SMUIENTUYECKUMHU Npunaixkamu. JlparHo3 MOXHO 3amo/03pUTh MO KPacHOBAaTOMY
OKpaIIMBAaHUIO TNOJATY3HHMKOB H3-3a MOYM C KpaiiHe BbICOKMM cojepkanuem [IBI', cranmapTHble
MeTo bl ieueHus OIl y qaHHbIX ManueHToB He () ()EKTUBHBI.

2. [narHocTuKa 3aboneBaHMA WU COCTOSAHUA (rpynnbl 3aboneBaHUMW WNu
COCTOSIHUA) MeAULMHCKME TMOKa3aHMA U MNpPOTUMBOMOKa3aHUA K MPUMEHEHUIo
MeToA0B ANAarHOCTUKU

KpMTepMM yCTaHOBJ1€eHUA AgnarHo3a

JlnarHo3 ocTpoil MOp(GHUPHH OCHOBBIBAETCSA HAa COBOKYITHOCTH KJIMHHYECKHUX CHMIITOMOB U
OMOXHMHYECKUX JTaHHBIX, 3aPETUCTPUPOBAHHBIX BO BpEMs aTaku 3a0osieBanust. B GeccHMIITOMHOIM
¢ase 3aboieBaHUs AUATHO3 MOXET OBITh YCTAHOBJEH HAa OCHOBAHWH PE3YJBTATOB HCCIICIOBAHUS
JTHK u, B HEKOTOPBIX Ciydasx, OMoxXxuMudeckoro ananusa (puc. 5) [4, 8, 9, 19, 20].

2.1. Xanoo6bl U aHaMHe3

B neGrote 3a0oseBaHus 5kajo0bl MOTYT HOCHUTBH CaMblii pa3HOOOpa3HBIA XapaKTep, HO dYalle
BCEro OOJIbHBIC JKAIYIOTCS Ha CHIIbHBIC OOJM B JKMBOTE, M3MCHEHHE OKPACKH MOYH, Pa3BUTHE
3aropa. Hapymenue cHa Ha (oHe OCCIPUYMHHOM TPEBOTM MOJXKET IMPEAIISCTBOBATH OOJISIM B
JKUBOTE, OCOOCHHO y TMAaIlMEHTOB C IMKIMYSCKUMHU aTakamu. B mpoaBuHyTOM cTajauu ataku (2-3
HEJCIHW OT IMOSBJICHHS IEPBBIX CHUMIITOMOB) IAallMEHTHI JKAIYIOTCS Ha PE3Kyl CJIadoCTh B
KOHEYHOCTSX, MMOTEPIO CIIOCOOHOCTH K aKTUBHBIM JIBHIKCHHUSAM H3-3a HAPACTAIOIIMX MAapPe30B MBIIIIII,
u3MeHeHre TeMOpa rosoca u aaxe adonuro [4, 6, 8, 9, 11-14, 20].

Hauvany 3a0oJieBaHUSI NpEANIECTBYET BO3JCHCTBHE NOPPUPUHOTCHHBIX (DAKTOPOB: MpHUEM
QJIKOTOJIsI, TOXYJAaHUE, CTPECChl, PECIUPATOPHBIC W KHUIICYHbIC HH()EKIMOHHBIC 3a00JICBaHMS,
MPHEM JICKApPCTBEHHBIX IMPEHapaTOB C BBICOKOW MOPPUPUHOTEHHOM aKTHBHOCTBIO. ATAaKH 4acTo
pa3BUBAIOTCS B MPEAMEHCTPYAIIbHOM TEPUOJIE, a TaKKe Ha (DOHE HAPYIIEHHOTO MEHCTPYaIbHOTO
nukia. [Ipu akTHBHOM paccipoce, MOXKHO BBISIBUTH MOX0XkKHE (HO Oojiee Jierkre) aTaku B MPOILIOM
(mepuonnyeckue 0OIH B KUBOTE), pETPECCUPOBABIITNE CAMOCTOATEIHHO.

- Pexomennyercs mpu cOope aHaMHe3a M 5Kajo0 y BCeX MallMeHTOB C MOJA03PEHUEM Ha OCTPYIO
nopdupuio oOpaTUTh BHUMaHHE Ha HaJMYWe M BBIPAXEHHOCTh Hauboliee pacmpoCTpaHEHHBIX
MpOSIBIIEHUH  3a00NieBaHUSI C 1ENbI0 JAMAarHOCTUKU, U GEepeHInaTbHOW JUAarHOCTHUKU U
ompeneneHus Tsbkectu ataku [4, 8, 9, 20]:

- XapakTep ¥ HHTEHCUBHOCTH OoJei

- HaJTMYHE U XapakTep CTyJa, TOIIHOTHI, PBOTHI, CepAleONeHUI, HAPYIIEHUH MOYEHCITYCKAHUS

- IIBET MOYH
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- CPOKH TOSIBJICHUSI MBIIIEYHOU CIa00CTH OT Havaja MepBbIX CUMITOMOB aTakd, XapakTep ee
pa3BuTHS (TETpa- WK Iaparapes)

- TPYAHOCTH TPH TJIOTAaHUU

- OIIEHUTH SMOIMOHATIHHBIN (DOH, BBEISICHUTH XapaKTep CHA, MTUTAHUS

- 00paTUTh BHUMaHHE Ha BO3MOXKHOE HAJTUYHE OPEIOBBIX MBICICH M HJIeH (HEIOTUIHOCTh U
HECBSI3HOCTh BBICKA3bIBAaHUH), TaJUTFOIIUHAIIUN

- 3MU30/bl YTPaThl CO3HAHUS U TEHEPATU30BAHHBIX CYIOPOT

- TIPY HAJIMYUH TIOBBIIIEHHOW TEMIIEpaTyphl — €€ 3HaYCHUE, JABHOCTH MOSBJICHUS

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 5)

- Pexomennyercs mpu cOope aHamMHe3a y BCEX MAllMEHTOB C IOJO3PEHHEM Ha OCTPYIO
nophupuo 0OpaTUTh BHUMaHHE Ha aHAMHECTHYECKHE JaHHBIC, CBHJIETEIHCTBYIOMINE O HAIUYHU
nopUpPHUHOTEHHBIX (PAKTOPOB, MPEIIIECTBOBABIIMX aTake MOPGUPHHU, C LEIbIO IUATHOCTHKH U
i depeHInanbHON JAUAarHOCTUKK 3a00JI€BaHMsI, a TaKKe HCKIIOYEHHUs JaHHBIX (PakTopoB B
oynymem [4, 8, 9, 20]:

- YCTaHOBHTH Pa3HOBUAHOCTH MOPGUPHUHOTEHHOTO (PaKkTOpa, IIHTEIHHOCTh €ro BO3JEHCTBHS
¥ CPOKH, MPOMIEIINE C MOMEHTA €r0 OKOHYaHHS;, YTOYHUTh THHEKOJOTHYECKH aHaMHe3 (BO3pacT
menarche, peryasIpHOCTb MEHCTPYaJIbHOTO IIUKJIA, OEPEMEHHOCTH W POBI, IIPHEM TOPMOHAIBHBIX
KOHTPAIETITUBOB); MEPEHOCHMOCTh JICKAPCTBEHHBIX MPENapaToB, aJKOTOJs, XapakTep MHUTaHUS,
KoJIe0aHMsI MacChl TEa;

- BBUICHHTBH, HET JIM CPEAN POACTBEHHHKOB IPYIHMX YICHOB CEMbH, UMEIOIIUX MOXO0XKYIO
CHMIITOMATHKY, B TOM YHCJI€ HEBPOJIOTHIECKYIO.

Yposens yoeaurenbHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

2.2. dDusnkanbHoe obcnegoBaHue

B neGrote 3a060sieBaHusT 0OBIYHO SIPKO BBIPAYKEHBI TAXUKAPIWs, SMOIIMOHATbHAS JTAOMIBHOCTD,
VBEJIMUCHHBIA B pa3Mepax >KMBOT 3a CYET B3IYTHIX IETENIb KHIICYHHWKA, NMPH ayCKYJIbTAlHH —
OTCYTCTBHE TNEPHUCTAIBTHUCCKUX IIyMOB. HecMOTpsi Ha HMHTEHCHUBHBIC OOJM B JKHBOTE, IPH
NnajblalMk HET CUMIITOMOB pa3jpa)keHHS OpIOMIMHBL. B NMpoaBHHYTOH, HEBpOJOrHYecKor ¢asze
ataku OII, BO3MOXXHO pa3BUTHE JBYX OCHOBHBIX CHHIPOMOB: OCTPOM MOTOPHOH (MOTOPHO-
CCHCOPHOM) TIOJMHEBPOIIATHH M OCTPOM HIC(PATIONATHH.

Octpass MoTopHas (MOTOPHO-CEHCOpHas) NoJuHeBponaTus. Ilpu (GU3MKaILHOM OCMOTpE
BBIBIIIOT JAU(PQPY3HYIO, OTHOCHUTEIBHO CHMMETPUYHYIO, MBIIICYHYIO CJIa00CTh C BOBJICUYCHHUEM
0oJjice OJIHON KOHEYHOCTH C HU3KUM MBIIICYHBIM TOHYCOM W HU3KHMMH ITyOOKHMH peduiekcaMu (B
MOJIOBHHE CJIy4aeB, KPOME axWUIOBa), MUHUMAIIbHBIMU YYBCTBUTEIbHBIMU HAPYIICHUSMH, YaCTO C
BOBJICUCHHEM 4YEPCIHbIX HEPBOB (IJIA30/IBUTATENIBHBIX, JIMIEBOrO U OyabOapHbiX). [lpu
MIPOTPECCUPOBAHUN MOJKET MPHUCOCIUHATHCS JbIXaTelabHas HEI0CTAaTOYHOCTh. OTIMYHUTEILHOMN
0COOCHHOCTHIO TOPPHUPHUIHON TMOJMHEHPONIATHH  SIBISIETCS [PEUMYIIECTBEHHOE BOBJICYCHUE
MPOKCUMAJIBHBIX TPYII MBIIII (0 TOJIOBUHBI CIIy4acB), TAK)KE HEPEAKHHA JCOHT MBIIICUYHON
clIabOCTH C BEPXHHMX KOHEYHOCTEH. B mojaBisromeM 4ucie CiydaeB MOTOPHBIM TPOSIBICHUSIM
COIMMYTCTBYET HeWpomaTudecKuii 00IeBOM CHHAPOM, JaK€ B OTCYTCTBHMHM, WJIM MPU MUHUMATBHBIX
MPU3HAKAX CEHCOPHBIX HAPYIICHUN B KOHEYHOCTSIX.

Ocrtpas sa1iedanonatus. [Ipu puznKaTbHOM 0CMOTPE BBISIBISIOT KOMILIEKC HEBPOJIOTHYECKUX
U TICUXUYECKUX HAPYUICHUH: CUMOTOMBI YIHETEHHUS CO3HAHUsS, HapylIeHHe TOBEICHMUS,
SMWICNITUYECKUE TMPUTNAAKH, CHUMITOMBI ouaroBoro mopaxkenus [[HC: Hapymenus 3peHus,
KoopauHaIuu, cumntom babuHckoro.

- Pexomennyercs npu (QpU3MKaJIbHOM HCCIEIOBAaHUU y BCEX IMALMEHTOB C IMOJO3PEHUEM Ha
aTaky OCTpO¥l MOpGHUPUU OLICHUTH CIEAYIoIMe (aKTOphl: HAMUME M Xapakrep Oosel B KUBOTE
(mpexxae Bcero HEOOXOOMMO HCKIIOYUTh HAJIMYUE CHMIITOMOB —pa3/ipaKeHHs OpIOIIUHBI,
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MBbIIIeyHOTO Aedanca, T.K. UX Hamuume He XxapaktepHo uisi ataku OII); BuTanbHble (QYHKIUH:
MyJIbC, apTEepPHATbHOE ABJICHHE;, IICUXWYCCKHUH CTAaTyC: SICHOCTh CO3HAHHS, aJeKBAaTHOCTH
MOBE/ICHUS, HEBPOJIOTHMUECKUN CTaTyC, BKIOYAas MBIIIEYHYI0 CHIy (YyTOYHUTh TJIyOMHY U
pacmpocTpaHeHHe Tape3oB), TEMOp Tojoca, apTUKYISALNIO, TIONIEPXUBAHUS MPU TIOTaHUU, PaboTy
MUMHYECKUX MBI, ITO 103BOIUT auddepeniuponars OIl ot npyrux 3aboyieBaHHN U OICHHUTH
msoxects ataku Ol [4, 8, 9, 20].

YposeHb yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 5)

2.3. HaﬁopaToprle AnarHoctn4yeckKkume nccrnegqoBaHusA

Jlabopatopnast auarnoctuka OIl ocHoBwIBaeTCcs Ha ompeneneHurn B mMoue u30biTka 1Bl u
AJIK, a Taxkxe mopupusos [4, 8, 9, 20, 21].

- Pexomenayercss BceM MalMeHTaM C TOJO3pEHHMEM Ha aTaKky ocTpod mnopdupuun
0e30TaaraTteabHO POBOJUTH MCCIEA0OBAHUE YPOBHS MOPPUPUHOB U UX MPOU3BOJHBIX B MOYE, UTO
MO3BOJISIET MOITBEPANTH WIIM OTBEPTHYTh THArHO3 OCTpoii opdupuu [22-24]:

- craHjgaproM Ouoxumuyeckoil nuarHoctuku OIl sBisieTcsl KOJMYECTBEHHOE H3MEpPEHHE
nopdodunmuorena (I16I°) u ypoBHs aenbra-amuHoIeByneHOBOM KuCIOTH (AJIK) B Moye MeTomoM
MOHHO-00MeHHOM xpomarorpadpuu. O6sryHo conepxkanue [IbI' B 10-50 pa3 npeBbimaioT BEpXHIOO
rpaHully pedepeHTHbIX 3HaueHuM, He OCTaBisisi COMHEHUMH B auarHo3e. [Ipm HOpMasbHBIX
nokazarensax I[1bI" u AJIK moun guarnos OI1 MokeT OBITH UCKITIOYEH.

- IPU OTCYTCTBHHM BO3MOXHOCTH KonudecTBeHHOro msMmepenus [IBI' m AJIK, pnomyctumo
IIPOBEJCHUE KaueCTBEHHOTO aHanu3a cBexkeld moun Ha IIBI' ¢ peaktnBoM Opnmxa. /aHHBIN TecT
YyBCTBUTEJICH TIpH NoBbIIeHHH ypoBHs [IBI" B 5 1 Gosiee pa3, 4To COOTBETCTBYET OMOXMMHUYECKUM
kputepusiMm ataku OIl. Ecnu He oOpa3yercss po30Boe WM KpacCHOE OKpalllMBaHUE PacTBOpPa MOYH,
npo0a cuuTaercsa oTpulareabHoi. Ecim oOpa3yercs okpammBaHue po30BOrO MM KPaCHOTO 1IBETA,
TO B MPOOUPKY clieyeT A00aBUTh PAacTBOP alleTarta HaTpUsl M SKCTpareHTa s 00pa3oBaHUs IBYX
cnoeB pactBopa. Peakiuto Ha IIBI' cneayer cuuTarh MOJIOKUTEIBHOM, €CIIM U3MEHEHUE OKPACKHU
COXpaHSETCA B BOJHOM CJIO€ IMOCJE IKCTPAKUMU. BO3MOKHBI KaK JIOKHOIOJIOKUTENIBHBIE, TaK U
JI0’)KHOOTPULIATENbHBIE PE3YJIBTATHI KAUECTBEHHOTO TECTA.

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

KommenTapun: o0pa3ibl Moud JUIsl MCCIEAOBaHUS JOJDKHBI OBITH COOpaHbl Ha BBICOTE
CUMITOMOB B MOCY/y, 3alllUIIEHHYI0 OT COJIHEUHOTO cBeTa (Oymara, osbra), MHaue pe3yibTaThbl
TeCTa MOTYT OBITh JIOXKHOOTpULATENbHBIMU. [Ip1 HEBO3MOXKHOCTH HCCIEI0BATh MOYY HEMEICHHO
BO BpeMsl aTakd, Moya JOJDKHa ObITh coOpaHa B J1a0OpaTOPHYIO MMOCYHy, 3allUIIEHHYIO OT
nonaganus ceera (¢osbra, Oymara) u 3amopoxena (-18 °C) mo ormpaBku B J1aOOpaTOpHIO.
[lenecoobpa3zHo 3aMOPO3UTH HECKOJIBKO 00pa3loB MOYHU. Y OOJBIIMHCTBA MAlMEHTOB OTMEUYAETCS
noBbliieHre koHueHTpauuu [IBI' B Moue u Bo BpeMsa pemuccun. OAHAKO IPHU CPAaBHEHUH YPOBHS
skckpeunu [IBI' ¢ MO4Oil BO Bpemsi peMUCCHUU U B NIEPHOJI aTaKU y BCEX NAIMEHTOB OTMEYaeTcs,
KaKk MUHUMYM, 2-4-kpaTHoe noBeieHue conepxxkanus [I6I Bo Bpems ataku. HyxHo uMmeTh B BULy,
yro [IBI" GpicTpo paspymiaercs moj BO3AECHCTBHEM COJIHEYHOTO CBeTa, B ToM Bpems, kak AJIK
Oosiee crabuiieH, MO3TOMY XKellaTeJIbHO HccieoBaTh 06a MeTabonuTa. Bo Bpems ataku npu OIIII,
BapHeraTHOM NOpQUPHUH M HACIEACTBEHHON KOMPOMOP(UPHM TakKe MOBBIIMIEHbl KOHIEHTPAlUU
o0mux noppupunoB B Modve. Juddepenuuanpras AMarHoCTUKA BbIlIeyKa3aHHBIX Tpex ¢opm OI1
OCHOBBIBAETCSI HA OMOXMMHMUYECKOM CIEKTpe HApYIIEHUH MOPGUPHUHOBOTO 0OMEHa.

[MoBeimenue sxckpernnn AJIK, [TIBI" u nopduprHOB B MOYe MOXKET OBITH BBISIBIIEHO HE TOJIBKO
y TAIUEHTOB C OCTPHIMU MOPPHUPHUIMHU, HO U y TAIIMEHTOB C Pa3IMYHBIMU 3a00JIEBAHUSMU TIEUCHU
WU TIpU OTPaBJIEHUU TSOKENBIMUA MeTajiamMu. KiMHu4eckue MposiBJICHUS YKa3aHHBIX COCTOSIHUN
MOTYT HAIlOMHUHATh OCTpBIe MOPQHpHUHU, 0HAKO, conepxkanue [1bI B Moue mpeBwiliaeT HOPMY HE
Oonee, ueM B 2-3 pasa [7]. [lpu 3HauntenpbHOM moBbIIeHUU ypoBHS AJIK B Moue HE0OXOIMMO
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HUCKIIIOYUTb CBMHIIOBOC OTPABJICHUC.

CHPHBBBI’ BO BpeM# aTAKH

1) Kauectsennaa peaxuna Ha [TBI" moun (coOpana Ha BbICOTE CHMIITOMOB, B MOCYAY, 3AIIHIICHHYIO

OT COTHCYHOIO CBCT&)

OTpuuaTenbHbIA
BepoaTHOCTL ocTpoit nopdupum >70% Octpan nopdupua ManoBepoATHA, NPU COXPaHEHUU

KAMHMUYECKOrO NOA03PEHMA, NPOBEAEHNE

KonuuecTseHHoro uccneposanua NN u ANK

2) Komnuecteennoe ncenenosanne I1bIN u AJIK B moue:
I1BI" (Bceraa mosbitieH, MUHHMYM > B 5 pas3, oobraHo >50 pas)
AJIK (seeraa nossimena). Ecan AJIK >>[1BIN, HekT09HTh OTPABICHHE CBHHLIOM

3) Tlopdupuns: mnasmsl (cmextp amuccun) (OITIT 1 HKIT: nrxk na 615-620, BIT: mak 624-627 1)

MonoxurensHbIA
pesynsrar

Hpn HATHYHH TAKCIBIX HIH YMEPCHHBIX KIHHHYCCKHX I'lpOﬂB.'ICHHﬁ aTaKH l'lOpCprHII_. HaAvaTek TCpanmHio

ApruHaTOM reMa

JHK aHaams B0 BpeMs peMuccun

OINTI: ren HMBS
HKII: ren CPO
BIl: ren PPOX

Pucynok 5. Anroputm n1abopaTopHbIX UCCIeI0OBaHUM 11 moATBepxkAeHus quarnosa Ol

(HKII — mnacnencrsenHas kompomnopgupus; BII — Bapueratnas nopdupus; HMBS —
rugpokcumeTunOunnan  cunreraza; CPO —  xompomopdupunoren oxcupaza; PPOX —
IPOTONOP(GUPUHOIEH OKCH/1a3a)

- PexoMeHnayercsi BceM MalueHTaM C MOJO03PEHHEM Ha OCTPYI0 NMOP(UPHUI0O U UX OIU3KUM
POJICTBEHHHKAaM IPOBEJIEHHE MOJIEKYISIPHO-TEHETHYECKOI0 aHaju3a Ha HallMuue MyTaluil reHOB
ouocuntesza rema (HMBS, CPO, PPOX) ¢ nenbto Bepudukanuu guarsosa OIT [19].

VpoBeHb yoeauTenbHoCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH I0KA3aTEeIbCTB — 4)

KomMmeHTapuu: uccienoBaHUe TOCIEI0BAaTENIbHOCTH T'€HOB, KOJIUPYIOUIMX (EepMEHTHI
OMOCHHTE3a TeMa, CIY)KUT HaJeKHBIM criocoboMm Bepudpukanuu nuarto3a OIl kak y manueHToB
KIMHUYECKUMU MPOSBICHUAMH 3a00JIeBaHUs, TaK M Yy WX pOACTBeHHHKOB [24]. Opmnako, K
HACTOSILIEMY BPEMEHM OIMCAaHO OrpoMHoe uyuciao myranuii B reHax HMBS, CPO, PPOX. B
COOTBETCTBUH C 3TUM, MOJIEKYJISIPHO-T€HETUUECKOE HCCIeI0BaHUE JI0JIKHO MTPOBOJAUTHCS TOJBKO B
BBICOKOCTICLIMAJIM3UPOBAHHBIX J1abopaTtopusax ¢eaepanbHbIX LeHTpoB [3, 4, 8, 9, 24, 25]. Ilpu
BBISIBJICHUH TMATOI'€HHBIX MYTAlMil y O€CCUMNITOMHBIX POJACTBEHHMKOB HEOOXOIMMO COOIIOAECHUE
NpOPHUIAKTUYECKUX MEPONPHITHI, OMUCAaHHBIX B pasnene 5 maHHbIX pekomenmauuii [3]. Ecmm
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HocutenbecTBO OIl BBISIBIGHO B JETCKOM BO3pacTte, TO TMpPH aJEKBaTHOM mpoduiIakTuke,
BEpPOSITHOCTh aTak B OyxnymeM cHukaercs A0 1-5%. llpenaranbHas nuarHoctuka OIl He
IIPOBOJUTCSL.

- PexoMeHnayeTcst BceM malMeHTaM C YCTaHOBJIEHHBIM auarHo3oM ataku OIl uccnenoBanue
PYTHHHBIX JTaOOpAaTOPHBIX TIOKa3aTelned C IeNbl0 ONEHKH (YHKIMOHAIHHOTO COCTOSHUS
BHYTPEHHUX OpPraHoB (II€YEHU M MOYEK), JIEKTPOJIUTHOTO COCTaBa KPOBH, YIJIEBOJHOTO OOMEHa,
CBIBOPOTOYHBIX [OKa3zareiaed Meraboim3Ma Keje3a, CUCTeMbl remocraza. 0s3aTesbHBIMU
UCCIICIOBAHUSIMU SIBIISTIOTCS [9]:

- o0mmi (KJIMHUYECKHIA) aHAIU3 KPOBU Pa3BEPHYTHINA ¢ aU(p(EpEeHIINPOBAHHBIM MOJICYETOM
JIEWKOMTOB (JIelKkoruTapHas hopmyna);

- 00muMi (KIMHUYECKUI) aHaJIu3 MOYH;

- aHaJIM3 KpPOBU OMOXMMHYECKUN OOIIeTepaneBTHUECKU (Mccae10BaHue YPOBHS KpeaTHHUHA
B KpOBH, HCCJIEIOBAaHUE YPOBHS HATpHUsl B KpPOBH, HCCIEIOBAHUE YpPOBHSA Kajausi B KpOBH,
HCCIIEIOBAaHUE YPOBHS XJIOPUJOB B KPOBHU, UCCIIEJIOBAaHUE YPOBHS MOUYEBUHBI B KPOBH);

- KoaryinorpamMma (OpHEHTHPOBOYHOE HCCleOoBaHUE cucTeMbl reMocraza) (AYTB,
MpoTpoMOUH, pUOpPHHOTEH, arperausi TPOMOOILIUTOB);

- OMOXMMUYECKOE UCCIIeIOBAHNE MOYH (MCCIIEIOBAaHNE YPOBHS HATPHUS B MOYE).

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHnTapuu: a) npu octpoit nophupuu xapakTepHO W3MEHEHHE IBeTa MOYH (OT PO30BOTO
70 KUPHNUYHOTO MWW Oyporo) B OTCYTCTBHHM SPUTPOLUTYpUHU; 0) B OHOXMMHUYECKOM aHaIU3e
HEeoOXoMMO OOpaTUTh BHUMAaHHE HAa KOHIIEHTPALIMIO HATpUs B CBHIBOPOTKE KPOBH M B MOYE.
['unmonaTpuemMust  BCIEACTBHE  CHUHApOMAa  HEaJeKBAaTHOM  CEKpEeUMH  Ba3OlpeccCMHa  —
narorHoMoHWYHBIM cumnitoM OIL. [Ipu 3ToM HEOOXOOUMO HWCKIIOYHTH JPYrUe MPUUUHBI
TUMOHATpHEMUH (HaAMIOYEYHUKOBAS HEIOCTATOYHOCTh, HH(PY3UOHHAS Tepanus U JIp).

- PexoMeHmyeTcs BceM MalMEHTaM C YCTaHOBJIEHHBIM jauarHo3oM araku OIl  gis
JMAarHOCTHKH COMYTCTBYIOIICH MaTOJIOTHH:

- Onpenenenue antuten kimaccoB M, G (IgM, IgG) k Bupycy uMMyHOACPHUITUTA YEIOBEKA
BHY-1 (Human immunodeficiency virus HIV 1) B xpoBu, Onpenenenue anturen kinaccoB M, G
(IgM, IgG) x Bupycy ummyHoaedunura geaopeka BUU-2 (Human immunodeficiency virus HIV 2)
B KpoBH [26];

- Omnpenenenue antureHa (HbsAg) Bupyca remarura B (Hepatitis B virus) B KkpoBw,
Omnpenenenue antuten K Bupycy renaruta C (Hepatitis C virus) B kpoBu [26-28];

- Omnpenenennie antuten kK OneaHoi Tpermoneme (Treponema pallidum) B HeTpenmoHEMHBIX
tectax (RPR, PMII) (kauecTBEHHOE W MOJIYKOJIWYECTBEHHOE HCCIICIOBAHUE) B CHIBOPOTKE KPOBU
[29].

VYpoBeHb yoeauTenbHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

- Pexomennyercs mnamuentam ¢ OIl npu pa3sBUTHM OCTpPOH IOJIMHEBPONATUU WM
SHIE(ATONATHN U HAIMYUU COMHEHUH B MX CBSI3M C aTakOil OCTPOH MOPQHUPHU — HCCIIETOBAHUE
CIIMHHOMO3IOBOM KHJIKOCTH, BKJIIOYAIOIIEe: LUTOJOIMYECKOe MCCIIeOBaHUE (MOACYET KIETOK B
CUETHOH Kamepe — OIpeJiesieHHe IIMT03a U KJIETOYHOTO COCTaBa), OMOXMMHUYECKOE HCCIIeI0OBaHHE
(onmpenenenue ypoBHs Oelka, TIHOKO3bI, J1akTaTa), JlanbHelee o0ciej0BaHUE C LENbIO BBISBICHUS
STHOJIOTUU BBISBIEHHON cHUMITOMATHKU (oTiMuHOM oT OII) mpoBoauTcs B 3aBHCHMOCTH OT
KJIMHUKO-J1a00paTOPHOTO CUMIITOMOKOMIUIEKCa M MOXET BKJIIOYaTh B ce0sl GaKkTepHOJOTHYECcKue,
BUPYCOJIOTHYECKHE U Jpyrue TecTsl (1o nokaszanusm) [30].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapuu: npu atake ocTpodl Mop(pUpHUU COCTaB CIIMHHOMO3TOBOW JKUIKOCTH OCTaeTCA
HOPMAaJIbHBIM.
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- Pexomennayercst narentam ¢ OIl npu mogo3pennu Ha padaomuoius (y 1000To manueHTa ¢
MUAITUAMHU) OIpesienieHne akTUBHOCTH KpeaTuHKMHa3bl (KDK) B kpoBu M MHOIIIOOMHA B KPOBH
JUISL UCKITFOUCHHS Muomatuu [17].

YposeHb yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

2.4. MHCTpYMeHTaanbIe AnarHoctu4eckume nccriegqosaHus

[Ipu muarnoctuke Ol HE0OX0MMO UMETh HH(GOPMALIHIO O HATMYUHU OCI0KHEHUIH OCHOBHOTO
3a00JIeBaHMs, XapaKTEPUIYIOIIUX TaBHOCTh €0 TEYCHHUS U CTEIICHb MPOTPECCHH, a TAKKe HATMIUN
KOHKYPHUPYIOIICH WK COMYTCTBYIOIIEH maTonoruu [4, 8, 9, 19, 20].

- Pexomenmyercss Bcem mammeHtam ¢ arakoid OIl mpoBeneHHe IOMOJHUTEIHHBIX
MCCIICIOBAHUI [T UCKITFOUCHHSI COMTYTCTBYIOMIEH marosoruu [1, 4, 6-9, 17, 19, 20]:

- Y31 u KT opranoB OproiiHO¥M MOJOCTH, 3a0PIOIIMHHOTO MTPOCTPAHCTBA U MAJIOTO Tasa IS
WCKJTFOUEHHS] TIPOIIECCOB BOCHAIUTENHFHOW MPHUPOABI W JPYrod OSTHOJOTHH, KaK IPHYUHBI
abmoMHUHANBHBIX OoJtelt [31];

- OKT" (anexTpokapauorpadus) a1s OlEeHKH (YHKIIMOHAILHOTO COCTOSIHUS cepana [31];

- KT (xomnbrotepHas Tomorpadusi) WiIu NPUIETbHON peHTreHorpaguu OpraHoB TPyTHOM
KJICTKH JUTS UCKITFOUEHHUSI TATOJIOTUH JIerkux [32];

- MPT (MarHUTHO-pe30HaHCHasi ToMorpadus) TOJOBHOTO MO3ra IpuU CHMIITOMAax
sHIIe(aTONaTHH C TENBI0 BU3YyaIN3allid CHMMETPHYHOTO 0YaroBOTO MOPaKEHUs! TOJIOBHOTO MO3Ta
(cunapoM 3aaHE oOpaTUMOM dHIIEATONATHH, a TAKXKE C IEIbI0 UCKITFOYCHHS] TPOMO03a BEHO3HBIX
cunycos) [4].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

2.5 UHble gnarHocTtnyeckme uccriegoBaHus

- Pekomennyercs nanuentam c¢ atakoi OIl mpoBeneHue DOMOJHUTENBHBIX KOHCYJIbTALMI
CTHEIUAJUCTOB TI0 TOKa3aHUsAM JUISl MCKJIFOYEHHS COMyTCTBYIomeld nmatosnoruu [1, 4, 6-9, 17, 19,
20]:

- OCMOTp Bpaua-akyllep-THHEKOJIOora MpH MOJA03PEHUH Ha MEHCTPYaIbHO-aCCOIMUPOBAHHOE
teuenue OII;

- KOHCyJIbTallMsl Bpada-Hedposiora NpH HAIMYUK KIMHUYECKUX WM J1a0OpaTOPHBIX
MIPU3HAKOB PA3BUTUSI OCTPOM MOYCHHON HEJOCTATOYHOCTH;

- OCMOTp Bpaua-HEBpOJIOTa MPH Pa3BUTHH HEBPOJIOTHYECKON CHUMIITOMATHUKH (MBIIICYHAS
CJ1a00CTh, STUMNPUTIATKU, HAPYIICHUE CO3HAHUS WU MTOBEACHNUS)

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMmMeHTapuu: mo pesyiapraTaM 0CMOTpa Bpada-HEBPOJIOra HE0OOXOIUMO pelleHHe BOIpoca O
HeoOxoaumocTH nipoBenenuss MPT romosaoro mosra, 991" (s nuddepeHnanbHOR TMarHOCTUKH
CYIOpPO’)KHOTO CHHApPOMA) U CTUMYIAUUOHHOM OMI (st oleHKH XapakTepa MOBPEKICHUSI
nepudepuyeckux HEPBOB — AKCOHAIBHBIN UM aKCOHATBHO-EMHUEIIMHUZUPYIOLTUH ).

OcTtpas moyeudHass HEIOCTaTOYHOCTHh — penkoe (5%), HO cephe3Hoe ocioxkHeHue ataku OIl,
MOYET Pa3BUBATHCSA Jake Ha OHE perpecca APYrux CUMMITOMOB ataku [6, 20].

IIpn momo3penun Ha araky OIl, 10 MOMeHTa HWCKIIOYEHHS JAHarHo3a, Bpay JOJDKEH
BO3JIEP)KAaThCS OT Ha3HAUEHHUs JIGKAPCTBEHHBIX CPEACTB U BBINOJHEHUS JUAarHOCTHYECKHX
MaHUMYJASIUN (B TOM 4HCIE ONepaluid), CIOCOOHBIX MOBPEAUTh MAaIMeHTy. B OosbIIMHCTBE
ClIydaeB HESICHOTO a0JOMHHAIBHOTO CHHApPOMA TUArHo3 moppupuu He OyAeT MOATBEPKACH, HO
nabopaTopHblie TecTbl s uckiatoueHus: Ol momkHbl ObITH poBeaeHEI [1, 7, 17].
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3. JleyeHne, BKNoOYasn MeaAUKaAMEeHTO3HYH0O U HeMeOQUKaMeHTO3HYH Tepanuu,
AuvneTtToTepanuio, 06936011V|BaHV|e, MeaANUUNHCKMEe NMOoKa3aHusaA U nNpoTuBonoOKa3aHuUA K
npuMeHeHNno MeToa0B Jle4YeHUsA

Henbto Tepanuu sBnsercs npepsiBanue nporpeccun araku OIl. IlokazanusMu k Havaiy
JedeHus, HanpasieHHoro Ha nogasieHue cunresa AJIK u I1BI, coyxar cuMntoMmsl, XapakTepHble
s ataku OI1, u moBkIIIeHUE TIOKa3aTelield TOPHUPUHOBOTO OOMEHA.

3.1. JleyeHne reMMHOM

[Ipenapatsl remuHa ObUTH TIpeUTOKEHBI s jtedeHus atak OIT B 1978 r. [33]. Dk3oreHubIit
reMUH CHWXaeT akTUBHOCTh AJIK cHMHTeTa3bl B MEUYEHU [0 MEXaHU3MYy OTPHUIIATEIbHOW 0OpaTHOMN
CBs3U. BHYTpHBEHHOE BBEICHHE T'€éMUHA IPUBOJUT K OMOXUMUYECKON PEMUCCHH, T.€. K CHHUKEHHUIO
skckperuu AJIK u IIBI, uto nocratouno ans npekpamienus ataku OIl, mpy yclioBUM HCKITIOUEHUS
BCEX MPOBOIMPYOMINX (pakTopos [22].

['emuH nmostydaroT myTeM BbIJEJIEHUS U OYMILEHNS KOHIIEHTPATa YeI0BEYECKUX IPUTPOLIUTOB.

- PexkomeHnayercss BceM MalMEHTaM C YCTAHOBJIEHHbIM JuarHo3oM ataku OII cpouHoe
MIpOBeJIEHHE Kypca Tepanuy TeMUHOM B/B 3 MI/Kr 1 pa3 B cyTkH B TeueHue 4 aHel (Makc cyroyHas
250 mr) [4, 6, 8, 9, 19, 22, 34, 35].

YpoBeHb yOeAUTEIBHOCTH PeKoMeHaaIuil A (YpOBEHb JTOCTOBEPHOCTH JI0OKA3aTEIILCTB — 2)

KoMmMeHTapun: mnepen W 1mocie €ro BBEIGHHMS cHUCTeMa JOJDKHAa ObITh IPOMBITA
(U3HOJIOrMYEeCKUM PAacTBOPOM (HATpus XJIOPUA™*) msi CHIKEHUs pucka TpoMOoduedbura. Pannee
HayaJo Tepanmuud TEeMHHOM I03BoJisieT KynupoBarhk araky OIl um npegympeauts pasBUTHE
OCJIO)KHEHWH. BBeneHHe reMrHa MalMeHTy CO CTaOMIM3UPOBAHHOM aTakoil B ¢aze IUIaToO WIH
CIIOHTAHHOTO perpecca HeleaecooOpazHo.

3.2. lleyeHne 6onbLMMKU AO03aMK YINIeBOOOB

Jleuenne atak OIl ¢ MOMONIBIO BBICOKO YIJIEBOJHOM JAMETHI WM BHYTPHBEHHOTO BBEIICHHUSI
JIEKCTPO3bI** ObLI0 mpemaoxkeHo B 1964 roay [36]. Jlekcrposa** cHmkaeT akKTHBHOCTH (hakTopa

(PGC-].OL) , KOTOPBIA HANPSIMYIO HHAyIUpyeT Tpanckpunuuio AJIK-cunrerassr [37].

- PexoMenayercs nanMeHTaMm C JIETKHUMH aTakaMu OCTpod mnopdupuu (HEMHTEHCHBHBIM
001€BOM CUHJPOM, OTCYTCTBUE HEBPOJIOTMUECKUX MPOSABICHUHN U 3JEKTPOJUTHBIX HAPYIICHUI) UITU
IIPY HEBO3MOXKHOCTHU IPOBEJEHUS Tepanuu reMuHoM — BBeaeHue 10% pactBopa JIeKCTpo3bl™™ c
LEJIBIO TMOCTYIUICHHUS OOJIBLIOr0 KOJIMYECTBA YIJIEBOJIOB U Il CHATHS aTaku ocTpoil mopdupuu (1-
2 1 B cytkw) [1, 4, 38].

VpoBeHb yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTEIbCTB — 5)

Kommenrapun: 10% pactBop JAEKCTpO3bI** BBOAUTCS MEUIGHHO BHYTPUBEHHO C
UCIOJb30BaHUEM HMH(Yy30MaTa, *elaTenbHO KpyriocyrouHo. IToGounsle 3¢pdextsr Gombmux 103
JIIT BKJIIOYAIOT Cepbe3Hble KOJEOAHUS YPOBHS TJIOKO3bl B KPOBU OT THUIEPIVIMKEMHUH [0
PEaKTUBHON THIOTJIMKEMHUM M MOTYT TNPUBOAUTH K COOTBETCTBYIOIIMM HEBPOJOTHYECKUM
HapymwenusiM [1, 20]. Tepamuto nexcTpo3oi™* g JedeHuss arak He MPHUMEHSIOT MpU
O0epeMEeHHOCTH M Yy MalMEeHTOB ¢ XPOHUYECKOI MmoueqyHoil HenoctarouHocteio [4, 8, 9]. Panee, no
MOSIBJICHUS TIpenapaToB I'€MHHA, BBOJWJIM CYIIECTBEHHO OOJbIINE J03bl JEKCTPO3bI™* B BHJE
KOHIICHTPUPOBAHHBIX pacTBOPOB (20% wmnu 40% pacTtBOp 710 2 71 B CYTKH, YTOOBI JOCTUYb CYTOYHON
no3bl 300-500 r/cyrkm). OpHako Takas Tepamus OblLla CONpPSDKEHA C CYIIECTBEHHBIM PHUCKOM
TUNEPIriIMKeMUH WM PEAKTUBHOW THIOTJIMKEMHH, M, COOTBETCTBEHHO, MOIJIa MPUBOJAUTH K
JIOTIOJTHUTEIBHBIM HEBPOJIOTMUECKHM OCIIOKHEHHUSIM.
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3.3. Mna3madpepes

[Tnazmadepes npumensuicst panee ais jgedeHus artak Ol ¢ menbro MEXaHUYECKOTO yHajIeHUs
nop(GUPHUHOB M MX MPEIIIECTBEHHHKOB M3 KpoBOoTOKa. OJHAKO NAHHBIM METOJ HE CHIXKAET, a
CKOpee, YBEIMYMBACT CHHTE3 MPEANICCTBEHHUKOB MOP(UPHUHOB, a TAKKE MPUBOIUT K PA3BUTHIO
THIMOAILOYMHHEMUH, YBEITMUMBAIOUICH PUCK Pa3BUTHA OTE€Ka Mo3ra W sHuedanonaruu. B Teuenue
nocinegHux 20 neT, naHHBIM MeToj He ucnoib3dyercs it jedeHus OIl B crpanax 3amagHoit
Espormsr u CeBepnoit Amepuku [4, 8, 9, 19].

3.4. HytputuBHas nopaepxka

- PCKOMGHHyeTCH ImalfueHTaMm ¢ OH, UMCIOIIUM I[HI/ITCHBHBIﬁ mape3 KEJIyJOYHO-KUIICYHOIO
TpaKTa WM HapylIeHHEe TJIOTaHUs1, 00eCIieYeHUe aIeKBaTHOI HYTPUTHBHOM no iepxku [ 8, 39].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KOMMGHTapI/H/II MNpEANIOUYTCHUE BCCTJa AOJDKHO OTAABATHCA SHTCPAJIBHOMY IMTHTAHUIO. HpI/I
HapyIIEHUH IJI0TaHUS MOKET ObITh YCTAHOBJIEH Ha30racTpalbHbIN WM Ha30€l0HaIbHBIN 30H1. [Ipn
JJIATCIIBHOM 30HAOBOM TIIMTAHHU YCTAHABJIIMBACTCA TacTpOCTOMA. HapeHTepam,Hoe INIUTaHUuEC
IMPOBOAUTCA B CJIyda€ HCEBO3MOXKHOCTHU SHTCPAJIBHOI'O ITUTAHUA. HeB03MOXHOCTEL TJIOTaHUS WU
mape3 XKCJIYAOUYHO-KHUIICYHOI0O TpaKTa HE OOJIKHBI CIIYXKUTH HpH‘IHHOﬁ Pa3sBUTHUA KaxXCKCHU Yy
namueHToB ¢ OI1.

3.5. UcknrouyeHne gencteBusa NopPUPMHOreHHbIX (hakTopoB

- Pexomennyercas Bcem mnanueHtamM ¢ OIl  uWCKkiItoYeHME BCEX MOTEHIUAIBHBIX
NOpQUPUHOTEHHBIX  (QAKTOPOB, TaKMX  Kak  JIGKAPCTBEHHbIE  Mpenaparbl,  ajJKOTOJib,
rojiofanve/Hu3Kokaigopuiinas auera, crpecc [20, 25, 40]. HeoOxoaumo akTHBHOE JEeYCHHE
HHPEKITMOHHBIX OCITOKHEHHM, KaK 0JTHOTO U3 BaKHEHITNX MOPGUPHUHOTCHHBIX (akTopoB [8, 39].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

3.6. CumnTomMaTu4yeckas Tepanus

- Pexomennyercst marmentam ¢ OIl npu Hamuyuu UHTEHCHBHOTO OosieBoro cuniapoma (BAILLI
> 7 cwm, Ilpunoxenue [') mnpoBeaeHHe aHANBIe3UH C HCIOJB30BAHUEM AHAJIBI€3UPYIOIINX
OTMHOUIHBIX CPEACTB (CM. COOTBETCTBYIOIINE KIIMHUYECKHE PEKOMEHIAINU 110 XPOHUYECKOH 001M).
[TaruenTam c HeTsHKENBIM OO0JIEBBIM CUHAPOMOM pekoMenayercs HazHadenue HIIBII (tabn. 5). B
KauecTBE CpEJACTB, MOTCHUUPYIOUUX JEHCTBHE aHaJbI'€TUKOB MOTYT OBbITh Ha3HAYEHBI
MIPOTUBOAMHIIICTITUYECKHE CpeicTBA (OE€H30MAa3ENUHbI), B COOTBETCTBUHU C 3apErUCTPUPOBAHHBIMU
nokaszanusmu [4, 6, 8, 9, 19, 41].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- Pexomennyercs nanuentam ¢ OIl ¢ HamuuuMeM TaXxuKapIuM Ha3HAUYEHUE CEJIEKTUBHBIX Oera
1 anpenoGnokatopoB (CO7AB CenextuBHble 6eTa-anpenobiaokaropsl mo ATX kinaccudukanun) c
nenpto cHwkeHuss YCC u  yMeHbIIEHUS pUCKA Ppa3BUTHUS apUTMUM B  COOTBETCTBUU C
3aperuCcTPUPOBAHHBIMY MTOKa3aHUSAMH [4].

VpoBeHb yoeauTenbHOCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomenpnyercs manuentam c¢ OIl mpu pa3BUTMM TMIEPTOHMYECKOIO KpHU3a Ha3HAUYEHUE
MpernapaToB C THIIOTEH3UBHBIM JIeHCTBUEM (aHTHAIPEHEPTrHUECKUEe CpEICTBA IIEHTPATIHLHOTO
neWicTBusi, cenektuBHble Oera 1 anpenoOnokaropel (mo ATX — CO7AB CenexktuBHble Oeta-
aJIpeHOOJIOKATOPbI), B COOTBETCTBUM C 3apETUCTPUPOBAHHBIMU IIOKA3aHUSAMM, MpPENapaTtoB U B
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COOTBETCTBUH C KIMHUYECKMMH PEKOMEHIALUMSAMH 1O BEJICHHIO TMAlMEHTOB C apTepHAIbHOM
THIIEpTeH3KEH 1 crickoM paspenieHHbix npu OI1 nekapcrBeHHbIX npenapatos [4, 8, 9, 19, 41].
VYpoBens yoeautensHocTH pekoMeHauid C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)
Kommenrapun:  cmucok — paspemieHHelx npu OIl JekapcTBEHHBIX — IpenapaTroB
(http://www.drugs-porphyria.org)

- Pexomenpayercs manuentam ¢ atakoid OIl i nedeHHs TONIHOTHI M PBOTHI Ha3HAYEHUE, B
COOTBETCTBUH C 3apETUCTPUPOBAHHBIMH TOKA3aHUSIMH, aHTUICHXOTHYECKUX cpeacTB (NOSA mo
ATX xnaccudukanun), ankcnonuTukoB (NOSB mo ATX kmaccudukanum), MPOTHUBOPBOTHBIX
(ctumynsitopel Motopukk XKKT, AO3FA mo ATX wnaccudukanmn) cpencts [4, 8, 9, 19, 41].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: MmetoknonpamMua** B OOJIBIIMHCTBE CIIy4aeB MCIOIB30BANICS 0€3 OCI0KHEHUI
B COOTBETCTBUM C 3apETUCTPHUPOBAHHBIMH TOKAa3aHHWSIMH, KpOMe TMAaIMeHTOK BO BpeMs

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

- Pexomennyercs mamuentam ¢ OIl g jedeHuss SNWICITUYECKUX TPUNAIAKOB, B
COOTBETCTBUU C 3apETUCTPUPOBAHHBIMU  IOKA3aHUSIMH, HCIOJb30BaHUE AHKCUOJIUTHUKOB,
MPOTHBODMIJICTITUYECKUX CPEACTB (TPyNma — TMpoYHe TPOTHBOAIUICITHUECKUE TIpermaparsl,
NO3AX mo ATX xmaccudukanuu). B ciaydae pa3BUTHS SHWICNTHYECKOTO CTaTyca MOXKET
WCIO0JIb30BAThCA HEMHTAUISIMOHHOE CPEJICTBO W3 TPYIIBI IpernaparoB s oOlied aHecTe3uu
(NOTA no ATX knaccudukanum). J{ias KoppeKliui MHCOMHUHM MOTYT UCIIOJIb30BaThCsl CHOTBOPHBIE
u cemaruBHbie cpeactBa (NOSC o ATX kmaccudukarun) [4, 8, 9, 19, 41].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMmMeHTapuu: equHUYHBIE STUNPUIIAIKA OOBIYHO ACCOLUUPYIOTCS C CHHAPOMOM 3ajJHel
obpatumoit sH1edanonaruu (mo gaHHEIM MPT romoBHOro Mo3ra) m He TpeOYIOT IUTEIHHOU
MPOTHUBOCYJOPOKHOM TEepanmuu TOCie paspemmenus 3HIiedanonatuu. Koppekius aprepuanbHOM
TUINEPTEH3UU U TUIIOHATPUEMHUH y MAIMEHTOB C SMUIPUIIAIKAMU J0KHA MPOBOAUTHCS JaXKe MPHU
HE3HAYUTENIbHOM  ToBbIIeHMH AJ[ ¥  HE3HAYUTENbHOM  CHUKEHHM YPOBHS  HaTpUs.

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

- Pekomenpayercs nmanueHtaM ¢ atakoil OIl s jieyeHHs] TaJUTIOIMHALIMK MCIOJIB30BaHUE
AQHTUTICUXOTHYECKUX (HEUPOJICITUKK) CPEACTB B COOTBETCTBHU C 3apETUCTPUPOBAHHBIMH
nokazanusmu [4, 8, 9, 19, 41, 42].

Yposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

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

3.7. Koppekuusi BogHo-coneBoro 6anaHca

- Pexomennyercs manuentram ¢ arakamu OIl, B ToM uyucne Ha (oHe JeueHus npenapaTamu
reMHHa, IpoBe/ieHNe NH(PY3MOHHOHN Tepanuy HeOOIbIIMMH UM YMEPEHHBIMU JI03aMU CPEJICTB JJIS
YIJIEBOJAHOTO MUTAaHUA (AEKCTpo3a™™) m pacTBOpHI, BIUSIOIIKME HA BOJHO-3JIEKTPOJUTHBIN OanaHc
(pactBopbl 3nekTponuToB — koA ATX BO5SXA) B kadecTBe MNOACPKHUBAIONICH Tepamnuud AJs
Npo(UIAKTUKA TOJOJaHUA M OO0E3BOKMBAaHMS B COOTBETCTBUM C 3apeTrHCTPUPOBAHHBIMU
nokaszanusmu [4, 8, 9].

VpoBeHb yoeauTenbHOCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrtapun: Heo6xoquMo MOHUTOPUPOBATh BOJHO-IEKTPOIMTHBINA OanaHc, T.K. 3(dekTt
pa3BezieHus1 OOJIBIIUMU 00BbeMaMH "CBOOOTHON" KUAKOCTH MOXKET yCYryOUTh TMIIOHATpUEMHUIO [4,
6, 8, 9, 39]. O6bemM MH(]Y3MOHHON Tepanuu PacCUUTHIBACTCS WHAWBUIYATBHO — OT OTPaHUYCHHUS
BBOJMMBIX JKHJIKOCTEH MpH CHUHIpoMe HeajaekBaTHOU cexpeunu AJIl" 10 OBICTpOro BOCHOIHEHHUS
o0bema rupkynupytomeit sxuakoctu (OLK) 1 koppekium 31eKTpOTUTHBIX HApyLIEHUH IpU OCTPOi
MOYEYHOM HEeI0CTaTOYHOCTH Ha (oHe padmommonusza (tabn. 5). B cimyuae pa3BuTtHs ocTpoit
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MMOYSYHOUI HCAOCTATOYHOCTHU TCpalurA I[MPOBOJUTCA COIJIACHO CTAaHAAPTHBIM PCKOMCHIALUAM,
BKJIrO4asd, Impu HCO6XOIII/IMOCTI/I, IréMoJauajins.

- Pexomennyercs nanuentam ¢ atakamu OIIl npu pa3BUTHM TMIOHATPUEMUU BBEICHHE
PETHIPATHPYIOIINX CPEACTB — H30TOHUYECKOTO pacTBOpa HaTpus xjaopuga** [4, 6, 8, 9, 39].
VpoBens yoeautensHoCTH pekoMeHaanuid C (ypoBeHb TOCTOBEPHOCTH JOKA3aTENbCTB — 5)

3.8. BeaeHue nauueHToB c ocrioxXHeHHou aTtakou Ol

[Ipu paszButum TspKENbIX ocnoxHeHu OIl (OynbOapHbI CHHAPOM, Mapajvy JAbIXaTeJIbHON
MYCKYJIATyphl, TSDKEIas THITIOHATPUEMHsT) CYIIIECTBYET yrpo3a JieTaibHoro ucxona [6, 7, 20, 39, 42].
OCHOBHBIMU TMpPUYMHAMM JIETAJIBHBIX MCXOJOB SBJSIOTCSA: ITHEBMOHMS, aCCOLMUPOBAHHAs C
mnrensHor UBJI, cencuc u npyrue MHQEKIIMOHHBIE OCIOKHEHHUS, TAKEIIbIEe apUTMHUU.

- Pexomenayercss mnamnueHtaMm ¢ ocioxkHeHHbIMH aTakamu OIl mepeBon B oTaeneHHe
peanumanuu M uHTeHcuBHOM Tepanuu (OPUT) ans mpotesupoBaHus IbIXaTeabHOW (YHKIINH,
a/IeKBaTHOM CHMIITOMATUYECKOM Tepamnuy, KOPPEeKLIHUH METaO0O0JMUECKUX PACCTPOMCTB M Tepamuu
remMuHoM [6, 39, 42]. UnTyGanus Tpaxeu M HayaJlo UCKYCCTBEHHOM BEHTWISIIIMM JIETKUX MOKa3aHO
IpU pa3BUTUU Mapajuya JbIXaTeJbHOW MYCKYJNaTypbl, HapyIIeHHH JBUXKEHHUS Iuadparmsl,
KalieBoro peduiekca, aCmupalionHoi maesmonuu [6, 7, 20, 39, 42].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMMeHTapuu: mokazaHusiMM JIJs TOCHUTaATIM3aluu nanueHToB ¢ atakoil OIl B otnenenue
peaHuMaIiy SBIISIOTCS:

- KIIMHUYECKUN U (PYHKIIMOHATBHBIN PUCK JABIXaTEIIbHONW HEJIOCTATOYHOCTH;

- IPOTPECCUPOBAHUE aTaKU C PA3BUTHEM OyIbOApHBIX CUMIITOMOB, TSXKEION TMIIOHATPUEMUH,
HapyIIEHUW pUTMa cepAla, apTepruaibHoi runepreH3uu > 200 MM pT. CT, YTHETEHUS] CO3HAHUS, T.K.
3TO — MPEABECTHUKHU BBICOKOTO PUCKA OCIIOKHEHUH U JIETAIbHOTO UCXO0/a.

PekoMeHpanuu 1o JICYEHHIO MAIUMEHTOB, HAXOIAUIUXCA B KPUTHUYECKOM COCTOSIHHH,
0OyCIIOBJICHHOM TSDKEJIOW OCTpPOM TMOJIMHEBPONATHEH, WICHTUYHBI TAaKOBBIM, OIUCAHHBIM B
KJIMHUYECKUX PEKOMEHIAIMAX MO BEICHHIO MAIMEHTOB C cHHApoMoM [ mitena-bappe [43] u B
KIIMHUYECKUX PEKOMEHJAIMIX 1O JICYCHUIO MAI[UeHTOB, AJTUTEIbHO HAXOIAUIUXCS B KPUTHUECKOM
cocrostuuu [44].

3.9. BegeHve naumMeHTOK C perynsipHbIMM MEHCTpYyalibHO-acCCoOLUMUPOBaAHHbLIMU
aTakamu

VY xenmuH ¢ OIl MeHCTpyallbHBIN LUK SIBJISETCS HauOoJiee YacThIM MPOBOLUPYIOUIUM
dakropom (10-39%), uto mposiBisiercs cumntomamu ataku OIl ¢ uHTepBanom 1-3 mecsua B
MpeIMEHCTPpYaIbHOM Tiepuoje. B OoibIIMHCTBE CllydyaeB 3TO — JIETKHE aTakd, HE TpeOyroline
rocrnuranu3anui. HeperynsapHelii MEHCTpYyaabHBIM UK BCJIEICTBME TOPMOHAIBHOTO AucOanaHca
MOXET CIPOBOLMPOBATh LUKIMYecKHe araku. [lockompky y 50% mamuMeHTOK He BO3HHMKAET
MTOBTOPHBIX aTak MOPGUPUN WK HAOMIOIAIOTCS €AMHUYHBIE TIOBTOPHBIC aTaKU, CIPOBOIIMPOBAHHbBIE
9K30TeHHBIMU (DaKTOpaMH, Ha3HAUYE€HHWE TOPMOHAIBLHOUM Tepamuu BO BpeMs mnepsoi ataku OIl ne
obocHoBaHO. BmecTe ¢ Tem, 0ko10 3-5% sxeHiuH ¢ OIl uCOBITBIBAIOT TSKENbIE PEryIsIpHbIC aTaku,
CBSI3aHHBIE C MEHCTPYaJIbHBIM IIMKJIOM (C MHTEpBaIoM 2-4 HeJenu), 4TO acCOLUUPYETCs ¢ KpaitHe
HU3KUM Kauye€CTBOM HX JKM3HU M BBICOKMM PHUCKOM JIETAILHOTO UcXoja. MIMeHHO 3Toil rpymnme
MAIUEHTOK, MPH HEOPPEKTUBHOCTH CTAHAAPTHBIX MEPOMPHUATHI MO KOppeKIHu oOpaza >KU3HH,
noka3aHa MPEeBEHTUBHAs TOPMOHaNbHas Tepanus [4, 8, 9, 41].

- PeKOMeH,Z[yeTCH MNanueHTKaM C€ MCHCTPYaJIbHO-aCCOIITMUPOBAHHBIMU  aTaKaMU OI1
Ha3HAa4YCHHUC HpeBCHTI/IBHOﬁ T OpMOHaHBHOﬁ TCpaIlnu. HpeBeHTI/IBHaﬂ ropMOHaJIbHAA TCpaIus
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IIEpBOM JIMHUHU BKJIIOYAET TOPMOHAJIBHBIE KOHTPALIEIITUBBI CUCTEMHOIO AEUCTBUS (IIPOTreCTareHsl u
sctporenbl  ((pukcupoBanHble couetaHus), rpynma GO3AA mno ATX wmaccupukanun):
JIEBOHOPrecTpes + ATUHUIACTPAAUON JJI KOHTpALENIUU U Ha3HAYaeTCsd B CTAaHAAPTHOM pEXHUME
21 nens + 7 nHent nepepbiB. [IpoI0IKUTETLHOCTD Kypca — HE MEHee 6 MecCsLEB; IEpBUYHAsI OLIEHKA
spdexTuBHOCTH — Yepe3 3 Mecsna. [IpeBeHTHBHAs TOpPMOHANbHAs Tepamus BTOPOW JUHHUU
BKJIIOYAET aHAJIOTHU TOHAJOTPONUH-PUIIM3UHT TOPMOHA U NPUMEHSETCSI B CTAaHJAPTHOM pexume: 1
uHbekuus B Mecsay N 6-12. [lepBuunas ouenka 3¢dekruBHOCTH npoBoaUTCs yepe3 3 mecsua. [lpu
JUINTENBHOCTHU Teparuu 0ojiee 6 Mecs1eB OKa3aHO JOMOJIHUTEIbHOE Ha3HAUYEHHE 3CTPOTreHOB (KO
G03C mno ATX knaccudukanuu) B JEeKapCcTBEHHOW ¢opMe 'TepareBTudecKkas CcUCTEMa
TpancaepmanbsHas" [4, 8, 9, 41, 45-47].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: [lokasanmeM i1 Ha3HAYEHHsT TOPMOHAJIBHOM Tepanmuu IEpBOM JIMHHUA
SIBJISIETCSL pa3BUTHE 2 U 00Jiee MEHCTPYaJIbHO-aCCOIIMMPOBAHHBIX aTaK B TEYCHHE 4 MECSICB MpHU
YCIIOBUHU OTCYTCTBMSI cUMNITOMOB ataku OIl Ha MOMEHT Havaja rOpMOHAJILHOM Tepanuu.

[lokazaHueM [ IPUMEHEHHs TOPMOHAJIBHOM TEpalMd BTOPOM JIMHUM  SIBJIETCS
HeA(PEKTUBHOCTh TOPMOHAJIBHBIX KOHTPAIENTHBOB CHCTEMHOTO JICHCTBUS WJIM HaJU4ue
MoOOYHBIX SBJIEHUN Ha (oHe uX npuema w/wim Tspkenoe tedyeHue OIl. Haznauenue ropmoHanbHOM
Tepanuy B TEUYEHHE Mecsla nocie oclioxkHeHHOW ataku OIl HexenaTelbHO M3-3a PUCKA Pa3BUTHUSA
TpoM0O030B. Heobxomumo monutopupoBath ypoBHH AJIK u IIBI" B Moue, mpu mnosiBieHun
CUMOTOMOB BO3MOXHOW ataku OII, Tepanust nomkHa ObITH TpepBaHa. Tepamus aHajgoramu
TOHAJOTPONIUH-PUIIM3UHT TOPMOHA BBI3bIBA€T MEHOMNAY3y W NPUBOJUT K CHIXKEHHUIO YPOBHS
AKCKpEIMN TPEIIIeCTBEHHUKOB mophupuHoB B Mode 10 60% ot wucxomHoro. Pemenue o
HA3HAYCHUM [PEBEHTUBHOM TOPMOHAJIBHOM TEpPAalMM IPUHUMAETCS  JIEYAIllUM  BpadoM
(cneruanucToM 1O TOPGUPHH) COBMECTHO C BpadyoOM-aKyIlIepoM-THHEKoJoroMm. I[lanmueHTs Ha
TE€palvy JOJDKHBI OCMAaTpHUBAaThCS BPAYOM-AKYHIEPOM-TMHEKOJIOTOM € HMHTepBaJoM 3-6 Mec.
EcrecTBeHHas MeHOomay3a TakkKe MOXKET OKa3aTh "NMedeOHbIH A((PEeKT" Ha MUKIMYECKOE TCUCHHE
OIl.

3.10. NMpodunakTnyeckasa Tepanusa reMMHOM

B cnywae kpaiine tspkenoro tedeHus OIl m HedPEeKTHBHOCTH TOPMOHAIBHOW Tepariu,
MOXXET OBITh PEKOMEHJIOBAHO MPO(UIAKTUYECKOE BBEICHHE I'e€MHHA Kaxible 1-2 Hexenu B
KojuuecTBe 1-4 ammyn exenHeBHO. BOJIBIIMHCTBO MAllMEHTOB OTMEYAIOT HEKOTOPOE YMEHbILIEHUE
TsKecTH M yactoThl atak OIl, ogHako 3Ta Tepamusi pelko MPHUBOIUT K MOJIHOM pPeMUCCHU, U TIpU
3TOM BO3HHKAOT 1000YHBIE 3()(HeKThI HAKOILUIEHHS JKelle3a B opranusme [48, 49].

- Pexomenayercst mamueHTaMm C TsDKeNbIMH penuauBupyromumu atakamu OIl mpoBeneHue
po(UITAKTHYECKOM Teparyuu FreMUHOM IS MoAAep kanus pemuccun [48, 49].

VYpoBeHb yoeautenbHOCTH pekoMmenaamuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMmeHTapuu: mnpu Ha3HaYCHUW NPOPHIAKTHUECKOW Teparnud TEeMHUHOM HE0O0XOJUMO
KOHTPOJMPOBATh CHIBOPOTOUHBIE MOKa3zaTenn oOMeHa kene3a (depputus, tpancheppun, OXKCC,
JKEJe30) /Ui CBOEBPEMEHHON TUArHOCTHKY Meperpy3ku xkene3om. [Ipu pazsutuu Tpom60¢haeduton
MOBEPXHOCTHBIX BEH, ACCOIMUPOBAHHBIX C 4YacThIMU (MIPEBEHTUBHBIMU) HH(QY3USIMU TE€MHUHA,
HeoOXoIMMa yCTaHOBKA MOPT-CHCTEMBI, OOECTIEUMBAIOIIEH MOCTOSHHBIM JOCTYN K IIEHTPATbHON
BEHE.

3.11. TpaHcnnaHTauua neYeHu

C 2004 mo 2014 rr. TpaHcruianTanus mnedeHu Obina BbimonHeHa 20 marueHtam ¢ OIl. B
OOJBIIMHCTBE CIIy4aeB ObLI JOCTUTHYT XOPOILIWM pe3ynpTaT B Buje mpekpamieHus atak OIl u
XpOHUYECKUX O0JIei, a TaKKe HOpMAJIU3alliU MapaMeTpoB MOPPUPUHOBOTO 0OMeHa. OJJHAKO PUCKH
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TPaHCIUTAHTALIMY [IEYCHH, KaK METOJIa JICYCHUsI, OTPaHMYHMBAIOT ero npuMeHenue [50].

- Pexomennyercs mauumeHTtaM ¢ HeOnaronpusaTHbIM < TeueHuemM OIl ¢ TshxensimMu
PELMIMBUPYLIIMMH ~ aTakaMu 1pH  Hed(PPEKTUBHOCTH CTaHJAPTHOM TEpanuu IMPOBEICHHE
TPaHCIUIAHTAIIMM TIEYCHH YIS IOCTIKeHus pemuccuu [4, 8, 50].

VpoBenb yoeautensHoCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

3.12. BepeHue 6epemMeHHOCTM Yy nauueHTokK ¢ Ol

Huxnnueckre aTakd MOpQUPHH HE SBIAIOTCS NPEAUKTOPAMHU aTak BO BpeMsi OEpEeMEHHOCTH.
[Ipu ycinoBuM UCKIIIOUEHUS TPOBOLUPYIOMINX (PAKTOPOB U NMPOBEAECHUS HYTPUTUBHOM MOAJIEPKKH B
ClIydasix paHHUX T'€CTO30B, OEPEMEHHOCTh PEIKO MPOBOIUPYET aTakh MOPPHUPUH, IOITOMY 3aMPET
OoepemenHoctn y manueHTok OIl He ompaBman. OnucaHbl CiIydad, KOTJa NPH HACTYILUICHUU
OCpEeMEHHOCTH pETYJISIPHBIC IUKIMYECKHE AaTaKu MPEeKpallaINCh TOCIe TIEPBOTO TPUMECTpa
OepeMeHHOCTH | Jjajiee He BO300OHOBMIIMCH TIpU HaOmoaeHnu 6osee S aer [51-53].

- Pexomennyercs nanuentkam ¢ OIl npu pa3suTtun ataku nopdupuu Bo Bpemsi 0epeMeHHOCTH
MpOBEJIEHHE Kypca Tepanud TEeMUHOM s KYNUPOBAHMS AaTakd B COOTBETCTBUU C
3aperuCTPUPOBAHHBIMHE MOKa3aHusMu [4, 8, 9, 19].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapun: mnpemapaTel rema uUCHOJIb30BaIMCh Ui JjedeHns arak OIl Bo Bpems
oepemennoctu 6e3 ocnoxuenuii [51, 53].

3.13. BegeHue naumeHTOB € NO34HUMU ocnoXxHeHus Ol

ApTepuanbHas runepTeH3us

Puck oTcpoyeHHOr0O pa3zBUTHA XPOHHYECKOW apTepHabHON TMHEPTEH3UH Y nanueHToB ¢ Ol
3HAYMTENIBHO BBIIIE, ueM B momyisuu [4, 8, 9, 19, 40].

- Pexomengyercs Bcem mnammentam ¢ OIl MoHWTOpHUpOBaHHME YPOBHSI apTEPUAIBHOTO
JABJICHUS TPU Ka)XJOM BH3UTE K Bpauy, Ha3HAUC€HHE CTAaHJAPTHOM T'MIIOTEH3WBHOM TEpanuu Mpu
HEOOXOJMMOCTH TS ONIPEACIICHUS qabHEHIIIeH TaKTUKY BEICHHS MAlMeHToB [4].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 5)

XpOHVI yeckKasa noyeyHasd He4OCTaTOYHOCTb

[TocreneHHoe MoBbIIEHNE YPOBHS KpeaTMHHUHA Habmropaercs B 10-15% Bcex ciayuaes OIl u
acconuupyercss ¢ dacTbiMu aTtakamu OII, aprepuanbHOM rumnepreH3uel U peryasipHbIM
yIOTpeOJCHUEM HECTEPOUAHBIX NPOTUBOBOCHIANUTENBHBIX IpenaparoB. [Ipu Ouoncuu mnouex
BBISIBIISIIOT TYOYJIO-HHTEPCTUIIHATBHBIC H3MeHeHus [40, 54].

- Pexomennyercs Bcem maruentam c¢ OIl coOmioneHue afeKBaTHOTO MUTHEBOTO peKUMa U
MOHHUTOPUPOBAHME KOHIEHTpPAllMM KpeaTMHMHA C MeJbl0 MNPOQWIAKTUKA M CBOEBPEMEHHOU
JMarHOCTUKY MMOYSYHON HEAOCTaTOYHOCTH [4].

VpoBeHb yoeauTenbHOCTH pekoMeHauii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

Kommenrtapuu: He npumensitorcs HIIBII y mannenTos ¢ OII mpu noBblIeHNN KOHIEHTPALUN
KpeaTHHHHA. XPOHUYECKUN IeMOJUAIN3 MOXKET CIIPOBOLIUPOBATH KOXKHBIE CUMIITOMBI Y ITAIIUEHTOB
OIIIl, HamoMHHAIOUIME MO3JIHIOK KOXHYI mnopdupuio. B cmyuasx Tsokenoit XIIH mokazana
TPaHCIUIAHTALMS TIOYEeK UM KOMOMHUPOBAHHAS TPAHCIIAHTALIMS TIOYEK U MIEUEHH.
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Flenatouenn onAapHasa KapumHomMma

[NenaTonemntonsapHas KapuuHOMa pa3BUBAETCs, MpUMEpHO, Yy 25% mnamuentoB ¢ OIl (uame
OIIIT), 9To TMpeBBIMIAET CPEAHIOK YacTOTy B oOmiei momymsumuu B 60 pa3. B ommmuue ot XITH,
OTYXOJIM TCYEHU Pa3BUBAIHMCH HE TOJBKO Yy MAIMEHTOB, paHee mepeHecmmx araku OIL, HO m y
0ECCUMITTOMHBIX HOCHUTEIIEH TeHETUYECKOTO JIe(eKTa, XOTS y MOCICTHIUX PUCK PAa3BHTHS OMYXOJIU
nedeHn Hroke. [Ipu 3TOM, B OOJIBIIMHCTBE CIy4aeB, APYrux (aKTOpPOB pPHCKA KaHIIEPOTEHE3a
MeYeHH (BUPYCHBIX IE€MATHUTOB, 3JI0YIOTPEOICHUS AIKOTOJIEM, COIMYTCTBYIOIIETO MUPPO3a TICYCHHU)
y narenToB OIl He Habmromanock. ['emaronenroysspHas KapiMHOMA SIBISICTCS IPHYUHOW CMEPTH
y 10% naruentos OIIIT crapmie 55 ner [40, 55].

- Pexomenpayercs BcemM mnaunmentam ¢ OIl crapme 50 ner, a Taxke OECCUMITOMHBIM
HOCHTEIISIM T€HETUUYECKOTo Ae(eKTa, MpoBOIUTh KOHTPOJb Y3 meueHu U KOHIEHTpaluu aibgda-
(deTonpoTenHa B CHIBOPOTKE KpPOBU C LEIbI0 paHHEH JUArHOCTHKU TeNaToLEIUTIONSPHON
kapuuHombl [40, 55].

Yposenb yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KoMMeHTapuu: 3anof03puTh renaToueuIIoIIpHyI0 KapiuuHoMy U HarpaBuTh Ha Y3U (MPT)
MEYEeHH 11eJIeCO00pa3HO TeX MAIMEHTOB, Y KOTOPBIX MOCIIE [UIMTETIbHON PEMUCCUN PAa3BUIIUCh aTaKu
OIl wimm OecmpUYMHHO TIOBBICHJINCH TIOKa3zaTtenu mnopdupuHOBOoro obmena. Jleuenue
renaToUeUTIOSPHBIX KaplMHOM IPOBOJMTCS COTJIACHO COBPEMEHHBIM CTaHAApTaM: pPE3eKIIUs
MEYEeHH, PaIMOYacTOTHAs HEMHBa3uBHas abmsauus, HHruoutopsl nporenHkuHassl (LO1XE mo ATX
KJaccuukaiun).

4, MeauuuHckan peabunurauus, MeauUMHCKue nokKa3aHus 7]
NPOTMBOMNOKAa3aHUA K NPMMEHEeHUI0 MeTo40B peabunuraumm

3a5I0roM yCIenHONW peadMIuTaIluy SIBJISETCS paHHEee HAvajio MPOBEIACHUS MEPOIPHUSITHH IO
yXO/y 3a MallMeHTOM, BKJIIOYAIOIIUX MOCTypajibHOE APEHUPOBAHUE, MPOPHIAKTUKY IMPOJICKHEH,
YacTyl0 CMEHY TIOJIOKEHHUS Telna y JHI C OrpaHHMYeHHOW mojABWKHOCThIO. Komiiekc
peabUINTALIMOHHBIX MEPONPUITHM JUIsl TAlMeHTOB C MOPAXEHHUEM HEPBHO-MBIIICYHOU H
JIBIXaTeJIbHOM CUCTEM HE OTJIMYAETCS OT BEJEHUS MAIMEHTOB C APYroil TSXKeNIol HEBPOJIOrHUecKOn
natojorueii [39, 54].

- Pexomennayerca Bcem mnamueHtam ¢ OIl, oClIOXKHEHHON MOpa)X€HUEM HEPBHO-MBIIICYHOM
CHUCTEMBI, TIPOBEICHHE KOMIUIEKCAa pPEaOUIUTAIIMOHHBIX MEPONPHUATHMA, HaIpaBJICHHBIX Ha
BOCCTAHOBJICHUE JIBUTATEJIbHONW aKTUBHOCTH. KOMIUIEKC peaOWIMTAIMOHHBIX MEpPOTPHATHI
BKItOUaeT [54]:

- pannee Hayano JIOK k MoMeHTy MUHUMU3aLUU O0JIEBOTO CHHAPOMA;

- Yy MallMeHTOB C OTPAaHUYECHHOHN MOJBMKHOCTHIO — IaCCUBHOE W/WJIM CaMOCTOSTEIbHOE
JIBUKEHHE KOHEYHOCTEH ¢ MAKCHUMAIIbHO TOJTHOM aMILTUTYIOM;

- U3MEHEHHUE MOJIOKEHUS Tella B MPOCTPAHCTBE (IIOBOPOTHI ¢ OOKY Ha OOK, BBHICA)KMBAHHE B
KpOBaTH);

- paHHSAA JpIXaTeNbHAas TUMHACTHUKA (B TOM YHCIIE C TIOMOIIBbIO TPUOOPOB) 1Sl TPOPUITAKTUKI
aTeNeKTa3upOBaHUS JIETKUX;

- MaccaXX MEIMIUHCKUNA (ApEHaKHBIHN, MBI CIUHBI, KOHEUHOCTEH).

VYpoBeHb yoeauTenpHOCTH pekoMmenaaiui C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

KomMMeHTapun: cpoku peadMIMTallMOHHOTO MepHoa U 00beM J1eueOHO-BOCCTAHOBUTEIHHBIX
MEpPONPUITHI MOTYT 3HAUUTENILHO BapbUpOBaTh. [10sIBIEHNE HOBBIX CUMIITOMOB, IO I03PUTENBHBIX
B OoTHoIIeHHH penuauBa ataku Oll, sBrnseTcs mokasaHueM JUis MOBTOPHOU 1ab0OpaTOPHOU OIIEHKU
conepxanusa AJIK u I[IBH B Moue W KOHTpOJIA KIMHUYECKOTO TEYEHHUS KOHKYPHUPYIOIIHUX
3a00JIeBaHUMH.
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5. npO(bVIﬂaKTVIKa n AncnaHcepHoe Haﬁl'IIOJJ,EHVIe, MeANUMHCKNEe MNMOoKa3aHusa u
npoTUBOMNOKa3aHuUA K npuMeHeHN0 metToaoB I'IpOd)M.HaKTVIKVI

5.1. MpodmnakTuka

[Mpodmnakrtuka arak OIl 3akarodaeTcss B MEPONPHSTHSAX, HANPABICHHBIX HA JIMKBHJIAIHIO
SHJIOTEHHBIX IPOBOLUPYIOMHMX (AKTOpPOB (HAmpuUMep, JIEYCHHE XPOHHUYECKUX HH(EKINH,
yCTpaHEHUE TUNoTpo(UHU, HOpMaIU3alus YriIeBOJHOTO 0OMEHa) U MPEIOTBPAIICHNE BO3ICHCTBHS
HK30TE€HHBIX MPOBOIUPYIONINX (PAKTOPOB, MPEXKIE BCETO AJTKOTOJIS U JIEKAPCTBEHHBIX MPETIAPaToOB C
BBICOKOH MOP(UPUHOTEHHON aKTHBHOCTBIO, YCTPAHCHUE CTPECCOBBIX cutyarwii [4, 8, 9, 40, 54].

- Pexomennyercs c¢ uenpio mnpodunaktuku arak OIl uHopmHMpoBaHME NalMEHTOB, HX
POJICTBEHHHUKOB M CEMEIHBIX Bpauel O MpaBUJIaX MCIOJIb30BAaHUS JIEKAPCTBEHHBIX IPENapaTos,
HE0OXO0IMMOCTH CBOEBPEMEHHOTO JIeYeHHsI MH(EKINH U He3aMeAJTUTEIbHOW TOCIUTAIN3ALNY TTPU
nosisnieHnn cumnroMoB ataku OIl. HeoOxomumo oOydeHue TAIMEHTOB MPHUHIIUIIAM 3I0POBOTO
oOpasa u3HH, KOTOpbIe BKItovaroT [4, 8, 9, 40, 54]:

- peryJisipHO€ HOpMO-KaJopuitHOe nmuTtanue. JloCTHKeHne BepXHEel rpaHuIlbl HOPMbI UHJIEKCa
Mmaccel Tena (MUMT). [laxxe B ciaydae JiedeHUS] OXKUPEHHUS, HEIOMycTUMa Oe3yrieBojaHas AUeTa U
pEe3K0e CHMYKEHHE MacChl Tela.

- MOJIHOE UCKITIOUYEHUE TIPUeMa aJIKOTrOJIsl.

- OTKa3 OT KypeHHs

- NpOPWIAKTUKY CTPECCOBBIX CHUTYallUil, MpU HEOOXOIUMOCTH, ICUXOTepanus U MpUeM
aAHTHIETIPECCAHTOB, TOCTATOYHOE BPEeMs [UIsl CHA U OT/AbIXA.

Yposens yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Pexomenaruu no 1eKapcTBEHHOW Tepanuu APyrux 3adosieBanuii Bo Bpems pemuccun OI1

Nudopmanus 0 moTeHIIMAIBLHO OMACHBIX U O€30MAacHbIX JIeKapcTBax pa3MenieHa B MHTepHere
(http://www.critical.ru/consult/pages/porphyria/prodlistsimple.htm; 1 mocTossHHO O0OHOBIISAIOLIIEMCS
caite, pekomeHgoBaHHOM EBpomneiickoit [lopdupuitnoit Acconmanueit 1 Amepukanckum doHgom
Wzyuenwus [Topdupwmii: http://www.drugs-porphyria.org/).

- Pexomennyercs Bcem maruentam ¢ OIl, mpu HE0OX0IMMOCTH TIPOBEACHUS JIEKAPCTBEHHOM
Tepanuu, OCYIIECTBJISATh HAa3HAUCHHUS IPENapaToB B COOTBETCTBHU CO CIIMCKOM pa3pelIeHHBIX
MEJMKAMEHTOB, pPa3MEIIEHHBIX Ha CIEHUATbHBIX calTax. B HCKIIOYUTENbHBIX Ccly4asX, Mpu
OTCYTCTBHM aJbTEPHATUBHOTO Ipemnapara, JUisl JeueHus 3a00JeBaHusl, MPEACTABISIONIETO YIPO3y
JUTS 5KM3HHU | 37I0pOBBS MAIlMeHTa, ObITh TOTOBBIM K pa3BuThio ataku OIl Ha doHe ero mpuema u
HEME/JICHHOMY JICYCHUIO aTaku reMuHoM [4, 8, 9, 41].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMeHTapuu: HE0O0XOAMMO MPOBOJUTH OILIEGHKY COOTHOIIEHHS '"MOJIb3a-puck” OT
MPUMEHEHHSI KaKJI0TO JIEKapCTBEHHOTo Tipenapata [4, 8, 9, 41]. HekoTopsle mpemapaTsl, Hanpumep,
O0apoutypatel U cynb(aHuIaMuabl, 00IaAAI0T OYEHb BBICOKOW MOPGUPHHOTCHHOCTBIO, U HX
WCIOJIb30BaHME TPUBOAMUIO K TsOKENbIM atakaM y Bcex mnarueHtoB OIl. Takwe mnpemapatsl
OTMEUEHBbl Ha YKa3aHHBIX caiTax Kak "OJHO3HA4YHO MOp(UPUHOTEHHBIE", UX HUCIOJIH30BaHUE
3amnpereHo.

MHorue npenapatsl, KIacCU(UIIUPOBAHBI KaK "BO3MOXKHO MOpQHUpPHHOTEHHBIE", Yalle BCEro
noToMy, yto uH(pOpMamus 1Mo ux npuMeHeHuro y mamueHtoB OIl HemocraTtouHa. BombITMHCTBO
narueHToB ¢ OIl Bo Bpemsi pemMucCHH, OCOOEHHO JAaTEHTHBIE HOCHUTEIM MYTaHTHOTO TEHa,
MEPEHOCAT Ha3HAUYCHHE ITHX MpemapaToB 0e3 ocnokHeHuH. [[0ATOMy BaKHO OIEHUBATh PUCK U
M0JIb3Y MOTEHIIMAIBHOTO MpernapaTa U He OCTABIIATH MAIIMEHTOB 0€3 aJIeKBATHOTO JICUCHUSI JPYTUX
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3a00JIeBaHMIA TOJILKO HAa TOM OCHOBaHHH, yTo y manueHTa Oll. BonbmnHCTBO aHTHOAKTEpUAIbHBIX
IIPENapaToB MEPEHOCATCS XOPOIIO. BOIBIIMHCTBO NIpenapaToB A JIEYEHUs CEPAEUHO-COCYIUCTOM
naTtojoruu, Bkitodas opranndyeckue HuUTpatsl (CO1DA mo ATX knmaccuduxanuu), HHTHOUTOPHI
AHTMOTEH3WH-TIpEBpaIIaomero  ¢epmeHra, Omokaropbl KaiblueBblx kaHaioB (CO8 mo
knaccupukamun  ATX), ©Oezomacubl s manumeHtoB  OIl.  BompmmHCTBO — mpemapatos,
MCTIOJIB3YIOUINXCSI B OHKOJIOTHH, X0poIo nepeHocsaTes nanuentamu Ol xots uHbopManust o ux
WCIOJB30BAHMIO HEJOCTaTOYHA JUIS OJHO3HAYHOW Kiaccu(uKamuu WX NOPPUPUHOTCHHOCTH.
Kenatensno monutopupoBanue ypoBHed I[IBIT B moue s ouenku sddekra mnpenapara Ha
noppupuHOBBIE 0OMeH y Kaxjgoro mamueHTta. [loBemmenue ypoBHs I[IBIT 6Ge3 passutus
KIMHU4Yeckol cumnromatuku npuctyna OIl He sBisercs mMnoka3aHueM s OrpaHUYEHUs
MIPUMEHEHUSI JAaHHOTO JIEKapCTBEHHOTO Mpernapara.

5.2. lucnaHcepHoe HabnoaeHue

[Tanuenrtam, nepenecmum araky Oll, mokazaHO nepuOINYECKOE JUCIIAHCEPHOE HAOIIOIEHHE
B MEXIPUCTYIHBIN IEPUOI.

- PexkomeHayercs BceM TNalMEeHTaM C YCTaHOBJIEHHbIM pguarHozoM OII nposenenue
JUCTIAHCEPHBIX OOCIIEIOBAHUM [JII KOPPEKIMHU TEPANEBTUUYCCKUX HA3HAYCHUH W MPOQPHIAKTUKH
atak nopdupun. IlepuoIUYHOCTE OCMOTPOB OMpeAeseTcsl MHAWBUIYaIbHO (OT 3 MecsueB A0
HECKOJIBKUX JIET) ¥ 3aBUCUT OT KOJIMYECTBA MEPEHECEHHBIX MPUCTYIOB B MPOIIOM, UX YaCTOTHI 3a
MOCJICIHUH TOJT, TXKECTH OCTATOYHOW CHMIITOMATHKH, HAJIMYUS JKa00 U Bo3pacTa maruenta [54].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KomMmMeHTapuu: manueHTaMm ¢ JaTEeHTHBIM reHeTudeckuM s¢dexrom, npusogsmuMm k OII,
TaKKe MOKa3aHO MEepHOJMYECKOe NUCIaHcepHoe obOcienoBaHue ¢ 4acToTod a0 1 pa3a B 5 ner B
Bo3pacte 10 S50 ner, u ¢ yacroroi 1 pa3 B 2 roma mociie 50 J€T B CBSI3M C PUCKOM DPa3BUTHUSA
MIEPBUYHOMN KapIIUHOMBI [1€YEHHU.

6. OpraHusauusa okazaHus MeAULUHCKON NOMOLLMU

Moka3aHnA AnA aKCTPEeHHOM rocnMTanu3aumm B MEULMHCKYO OpraHu3auuio:
1. PazBuTHe cHMITOMOB aTaku HOpUpHUH.

Noka3aHnA Ana nnaHOBOM rocnuUTanu3auvm B MeAULMHCKYH OpraHM3auumio:
1) JUCIIaHCEPHOC 06CJ'ICI[OB8.HI/IC, B T.4. IIpHU HepBI/I‘IHOI‘/‘I IIOCTAaHOBKEC AMArHoO3a,

2) Pa3BUTHC CUMIITOMOB XpOHPI‘lGCKOfI IOYEYHOU HEAOCTATOYHOCTH,

3) nmomo3peHue Ha Pa3BUTHE FeNaTOLEIUTIONAPHON KaPIIHHOMBI.

NMokasaHuA K nepeBoAy B oTaeneHne peabunurtauum (BTopon atan):

1. crabunmzanus cumnromoB OIl mpu HaaMYMKM HEBPOJOTMUYECKOTO JeQUIUTA C HAapyIICHUEM
(GYHKLIMYU TIepeIBUKEHUS U CAaMOOOCTYKUBaHMUS,;

MokasaHus K BbINUCKe NauueHTa U3 MeaULMHCKON opraH1M3auum

1) monueIif perpecc araku OIT

- OTCYTCTBHUE 00JIEH, TOIHOTEHI;

- HEeTSDKENble TaXuKapIus M apTepuajbHas THUIEPTEH3Us MOTYT ObITh KOMIIEHCHPOBAHBI
TabJIEeTUPOBAHHBIMU MpeNapaTaMu;
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- OCTaTOYHbII HEBPOJIOTHYECKUI AePUUIUT HE SBIAETCS MPEMATCTBHEM K BBINUCKE, NpPU
HAJIMYMH TOHATHOW MapIIPYTH3AIMHK M0 JalbHEHIIEeH peaOuinTanuu;

2) coxepkaHME KpeaTMHMHA W KalMsl B ChIBOPOTKE KPOBM — B IIpe/eiax HOPMalIbHbBIX
3HAYCHUH;

3) momyctuma runoHarpuemusi 132-135 MMoIb/1, KOTOpas MOKET COXPAHSATHCS JUTHTEIHLHOE
Bpewms [39, 43].

7. OJononHutenbHas wuHdopmauusa (B ToM u4ucrne akTopbl, Bnusilolme Ha
ucxopn 3aboneBaHUA UM COCTOAHUA)

Jlo BBeieHUS B MPAKTUKY TEpaluu yIJIEBOJAaMU M TEMHHOM CMEpPTHOCTh BO Bpems aTtak OII
ObuTa KpaitHe BbICOKOH 10 66% [13]. B HacTosiiiee BpeMsi B CBSI3U C YIYYIICHUEM TUArHOCTHKH,
MIpoBeJIeHuEM paHHEW U 3((PeKTUBHON Tepamnuu NpenapaTaMu I'eMa, a TakKe MEPOINPHUITHIMH 110
npodunaktuke arak [40], cmeptHOCTh cHM3Miachk 10 5-20% [7, 20, 39, 40], Bkirouast paHee He
JMarHOCTUPOBAHHbBIE CIydau WIN Cllydau, HE JUarHOCTUPOBAHHbIE B paHHIOO (a3y ataku. OnHako
OII ocraercst moTeHIUANBHO (haTadbHBIM 3a00seBaHUEM. [TUTENILHOCTD "HEAMArHOCTUPOBAHHOM"
¢da3pr ataku OII, Bo Bpemsi KOTOpOH Ha3HA4YalOTCS MpenapaTrbl ¢ BHICOKOH MOPGUPUHOTEHHOM
aKTUBHOCTBIO, KOPPEIUPYET C BEPOATHOCTHIO JIETAIBHOTO ucxoAa. OCHOBHBIMU MNpPHUYMHAMHU
cMepTH TanueHToB ¢ TsokenbiMa atakamu Ol seisrorcs WMBJI-accounnpoBaHHass MTHEBMOHUSA,
CETCHC U TSDKeJIble HapyIIeHHsI puTMa cepalia.

[Tocne nepenecennoit neppoit araku OII puck pa3BuTHs MOBTOPHBIX aTtak cocraBisieT 50%.
Puck pa3BuTHS MOBTOpPHBIX aTak HauOoJiee BBICOK y JKEHIIMH CO 3HAYUTENIHO MOBBIIIEHHON
skckpermeit IIBIT (> 100 wmxmonw/m). YV 3-5% mnanumeHTOK pa3BUBAIOTCS —€KEMECSUHbIe
MEHCTPYaJIbHO-aCCOIMMpPOBaHHbIe aTaku. Hopmanbnblii ypoBeHb 3kckperuu [IBIT  sBisieTcs
MPEANKTOPOM OECCUMITTOMHOTO T€UCHUS 3a00JICBaHMSI.

®daxTophl, BIUSAIOLINE HA TEYCHHUE U UCXO0/1 3a00JIeBaHNUS:

- J171s1 OLIEHKH COCTOSIHUS MAIlMeHTa U CTENeHH aKTUBHOCTH OCHOBHOTO 3a00JIEBaHUS CIIEAYET
OpUEHTHPOBATHCS, B MEPBYIO Ouepelb, Ha CyOBEKTHUBHBIE KAIOObl M OIIEHKY COMAaTHYECKOTO
cTaryca, B MEHbIIEH CTElEeHUW — Ha MoKaszareiau nophupuHoBoro oobmena. Hamuume cunycoBoit
taxukapauu 6osiee 100 B 1 MuH, 3anopa, U3MEHEHHs TOBEACHYECKUX PEaKUUi SIBISIFOTCS] IEPBBIMU
pHU3HaKaMK HauuHaromerocs npucrymna [39, 43].

- Kontponpb 3a panpHeimein ¢ dexkruBHOCThIO jteueHus OIl Bkirodaer B ceOsf MOHUTOPHUHT
conepxkanuda I[1IbI" u AJIK B Moye, KOHIIEHTpallMu HaTpusi, KpeaTuHuHa, TIoKo3bl, AJIT, KOK, a
Taoke MapkepoB BocnasieHus (CO3, CPB) B chIBOPOTKE KPOBH.

- YV OoJIbIIMHCTBA MAIMEHTOB U B MEXKIIPUCTYIHBIN MEpPHOJ MOKazaTreiau MNop(UPHUHOBOTO
oOMeHa MOTYT TPEeBBIIIaTh HOPMY, 0coOeHHO 310 Kacaercs OIIIT [24]. DTa 0ocoOeHHOCTH ABISCTCS
CBOET0 pOJa BApUAHTOM HOPMBI. [J1aBHBIM B OIIEHKE COCTOSHUSI MAIIEHTOB OCTA€TCA HUX
CaMOYyBCTBHE U cOMaTHuYecKoe coctosinue [4, 8, 9, 19].

KpuTepumn oueHKu KayecTBa MEOULMHCKOM MOMOLLM

N Kpurepun kauectsa YpoBeHb YpoBeHb

yOemUTEeNbHOCTH | JIOCTOBEPHOCTHU
peKOMeH Al JI0Ka3aTeJIbCTB

1. |[IpoBenen Tect onpenenenus coaepxxkanus [1bBI" u

C 4
AJIK B Mmoue
2. |IIpoBenen oOmuit (KIMHUYECKUI) aHATN3 KPOBH C
3. |IIpoBenen 6MOXUMUYECKUI aHATIN3 KPOBU C
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oOrierepaneBTHUECKUI (MCCIIeI0BaHIE YPOBHS
KpeaTMHHHA B KPOBHU, UCCIIEOBAHNE YPOBHS HATPUS B
KpOBH, HCCJIEI0BAHNE YPOBHSI KaJlsl B KPOBH,
HCCIIEIOBAaHUE YPOBHS XJIOPUJOB B KPOBH,
HCCIIEIOBAaHUE YPOBHS MOUYEBHUHBI B KPOBH)

4. |IIpoBenen oOmmii (KIMHUYECKUI) aHAIN3 MOYHU C 4

IIpoBeneH MOIEKYISIPHO-TEHETUYECKOTO aHAIN3a Ha

HaJIM4YKMe MyTanuii reHoB ouocunresza rema (HMBS, |C 4
CPO, PPOX)

6. |IIpoBenerno MPT romoBHOTO MO3ra MpHU CUMITTOMAX c 4
sHIe(amonaTUN

7. |Ha3nauena tepanus remunom u/win 10% pactBopom
JEKCTPO3bI** (MpU HAIMYUH IMOKa3aHUA U OTCyTCTBHUH | C 4
MIPOTUBONIOKA3aHUIN)

8. |IIpoBenena mpoduiakTHka 0CcI0KHEHUH (110
MEIUIIMHCKUM TTOKA3aHHUSIM )
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<1> ®enepanbHOE TOCYIAapCTBEHHOE OrOMKEeTHOE  yupexkaeHue "HammoHanbHBIN
MEIUIIMHCKUI HCCIEeN0BAaTENbCKUM 1EeHTp remaTtojiorun” MUHHCTEPCTBA 3/1paBOOXpPAaHEHUS
Poccniickoit ®enepanun

<2> O®OI'BY "KoncynpraTBHO-IMarHoctuueckuilt LleHTp ¢ nosukinuHukoil" VYmpasieHus
Henamu Ipesunenta PO, Cankr-IlerepOypr

<3> ®I'BHY "Hayusnslii nentp HeBpojoruu" M3 P®, Mocksa

<4> OI'bY "HauwoHanbHbIi MEIWIMHCKUNA  HMCCIIEOBATEIBCKUM IIEHTP  JIETCKOU
reMaToJIOrui, OHKOJOTMM W HUMMyHojoruu umeHu [Imutpus Porauesa (HMUL[ AT'OU wuwm.
Jmutpus Porauesa)"

Kondaukt unTepecoB: aBTOpbl HE UMEIOT KOH(IUKTA HHTEPECOB.

[Tpunoxxenue A2

MeTtonoJsiorusi paspadoTKi KINHUYECKUX PeKOMEeH Al i

LleneBas ayanTopus AaHHbIX KIMMUHU4YeCKUx peKomer,auuﬁ:

1. Cnenuanuctel Bpauyu-reMaTosoru

2. CnenuanucTbl Bpauynu-HEBPOJIOTH

3. CnenuanucTtel Bpauu-Xupypru

4. CnenuanucTbl Bpauynu-TepaneBThb

5. CrenuanucThl BpauM — aKyIIepbl-THHEKOJIOTH
6. CrieruanucTbl Bpauyu-0OHKOJIOTH

Mertoposorust cOopa I0Ka3aTesbCTB
MeTO,ﬂbI, ncnonb30oBaHHbIe AnNA c60pa/ceneKuMM AOoKa3aTenbCTB:

- Ilouck HY6HHK3HHﬁ B ClICHUAIM3UPOBAHHBIX IEPUOJUUCCKHUX IT€UATHBIX U3JJaHUAX
- Ilouck B QJICKTPOHHBIX 0azax JaHHBIX.

Ba3bl faHHbIX, MICNONb30BaHHbIX ANA coopa/ceneKkunn goKasaTenbCTB:
JlokazarenbHOM 06a30f Uil pEeKOMEHJALMHM  SABISIOTCA  MyONMKalMW, BOIIEJIINE B
KoxpaiinoBckyro 6ubiamnotexy, 6a3bl nanasix PUBMED u MEDLINE. 'nyOuna noucka cocrasisiia

30 ner.

MeToabl, nCnonb30BaHHbIE ANA aHanu3a AoKa3aTenbCTB:

- O630pLI OHY6J'II/IKOBaHHI:>IX MCTaaHaJIn30B,;
- CucremMaruyeckue O630pI>I C Ta6J'II/II_IaMI/I JA0Ka3aTCIIbCTB.

MeToAabl, nCNoONb30BaHHbIE ANA Ka4YecTBa U CUSbl A0Ka3aTeNbCTB:

- KonceHncyc skcnepros;
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- OueHka 3HAYMMOCTH JI0KA3aTeJIbCTB IMPOBOJAMWIACH B COOTBETCTBHM CO UIKAJIOW OLIEHKU
ypoBHEH moctoBepHOCTH nokaszarenbcTB (YIJI) mist meromoB amarHoctuku (Tabm. 2) m s
METOJI0B IPO(HIIAKTUKY, JieueHus U peadbunuranuu (Tabdm. 3).

Ta6nuua 2. LLikana oueHKM ypoBHEeN AOCTOBEPHOCTU AokasaTenbcTB (YOO) AnA
MeTO[O0B AMarHOCTUKMU (AMarHOCTMYECKUX BMellaTeNnbCTB)

Y PacmmdpoBka

1 CucremaTudeckue 0030pbl UCCIICIOBAHUI C KOHTPOJIEM PePEpEeHCHBIM METOIOM WIIH
CUCTeMaTUYeCKUH 0030p paHA0MHU3NPOBAHHBIX KIMHUYECKUX HCCIEI0BaHUM C
INPUMCHCHUCM MCTaaHalln3a

2 OTtnenbHBIE UCCIIEIOBAHUS C KOHTPOJIEM peepeHCHBIM METO/I0M WU OT/IENbHbIE
PAaHAOMU3UPOBAHHBIC KIITMHUYCCKUC UCCIICAOBAHUA U CUCTEMATUYCCKHE O630pBI
HCCIeI0OBaHUM JII000T0 TM3aiiHa, 32 UCKIIOUEHUEM PaHJOMU3UPOBAHHBIX KIMHUUECKUX
UCCIIEIOBAHUI, C IPUMEHEHHEM METaaHaJIN3a

3 HccnenoBanus 0e3 NOCIe0BATENBHOIO KOHTPOJIS pe()epEeHCHBIM METOIOM WU
UCCIeI0BaHus ¢ peepPEHCHBIM METO0M, HE SIBIISIOLIUMCS] HE3aBUCUMBIM OT
HCCIIETyeMOr0 METO/1a WIIM HEPaHIOMU3UPOBAHHBIE CPABHUTENBHBIE HCCIIEI0OBAaHUS, B TOM
Yyclie KOTOPTHBIE HCCIIeI0BaHUS

4 HeCpaBHI/ITeJ'IBHble HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOTO CiIydasd

Hmeetcs muinbs 000CHOBaHHE MEXaHH3Ma I[GﬁCTBI/IfI HJIM MHCHHE SKCIICPTOB

Tabnuua 3. LLikana oueHKU ypoBHeW [OCTOBEepHOCTU AoKa3aTenbcTB (YO) ana
MeToAOB MNPOUNAKTUKK, Je4vYeHua wn peabunutaumm (NpodurnakTU4ecKux,
ne4yeb6HbIX, peabMnNUTaLMOHHbIX BMeLaTeIbCTB)

Y1 Pacmudposka
1 Cucremarnueckuit 0630p PKU ¢ npumeHeHnemM MeTaaHanm3a
2 Otnenpabie PKU 1 cuctemarnueckue 0030psl MCCaeA0BaHUM JIFOOOTO TM3aiiHa, 3a

uckimouennem PKU, ¢ npumenennem meraananunsa

HepaHI[OMI/ISI/IpOBaHHBIe CPAaBHUTCIIbHBIC UCCIICAOBAHM, B T.4. KOTOPTHBLIC NCCIICIOBAHUA

4 HecpaBHutenbsHble nccieI0BaHUS, OMUCAHUE KIMHUYECKOTO CIyYasi UJIU CEPUU CITy4aeB,
nccaeaoBaHus "'ciydai-KOHTPOIb"

5 Hmeercs nuibs 000CHOBaHUE MEXaHU3Ma HeﬁCTBHH BMCIIATCIIBCTBA (I[OK.]'II/IHI/I‘ICCKI/IG
I/ICCJ'IeI[OBaHI/IH) HJIM MHCHHEC OKCIICPTOB

OnuncaHue MeToAMKM aHanNM3a gokKasaTenbCTB U pa3paboTkn peKkomMeHZauun:

[Ipu orGope myOnuKanmii, KaKk MOTEHIIMATBFHBIX UCTOYHUKOB JOKA3aTEIbCTB, UCIIOIb30BaHHAS
B K@XXIOM HCCIIEIOBAHUU METOJIOJIOTHSI U3ydanach Uil TOTO, UTOObI yOEAUTHCS B COOTBETCTBUH €€
MPUHIMIIAM J0Ka3aTEIbHOM MEAULMHBL. Pe3ynbpTaT u3ydeHus BiIvsII HA YPOBEHb JOKA3aTEIbHOCTH,
MPUCBaBAEMbId MyONMKAIIMKM, YTO B CBOIO OYEpeNb BIHUSET HAa CUJTY, BBITEKAIOUIUX U3 HEe
PEKOMEH Iallui.

Metoonoruueckoe u3ydeHue (OKYCHUPOBAIOCh HA OCOOCHHOCTSX AM3aiiHa HMCCIEIOBaHUA,
KOTOPBIE OKa3bIBAJIM CYLLIECTBEHHOE BIMSHHUE HA KAYECTBO PE3YJIbTATOB U BHIBOJIOB.
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C 1menpl0 UCKIIOUEHHS BIMSHUS CYOBEKTHBHBIX (DAaKTOpPOB KaXKJI0€ HCCIICAOBAaHHE
OLICHMBAJIOCh HE3aBUCHUMO, KakK MMHHUMYM JBYMs HE3aBUCUMBIMM YJI€HAMH aBTOPCKOTO
KOJUIEKTHBA. Paznmuuus B oOLEeHKe OOCY)KJAIMCh Ha COBEIIAHMSAX paboyeil Tpymibl aBTOPCKOTO
KOJUIEKTHUBA JIaHHBIX PEKOMEHJAIUM.

Ha ocHoBaHmM aHanm3a JOKa3aTENbCTB IMOCIENOBATEIbHO OBUIM pPa3pabOTaHBl pa3/ieibl
KJIIMHUYECKUX PEKOMEHJAIMM ¢ OLEHKOW CWJIBI B COOTBETCTBUM C PEUTHHIOBOM CXEMOWU
pexkoMenaanuii (tads. 3).

MerTo1b1, UCIIOJIB30BaHHBIE IS POPMYIUPOBAHUS PEKOMEH AL :

- KoHceHcyc 3kcnepToB;

- O11eHKa 3HAUMMOCTH PEKOMEHIallui B COOTBETCTBUH C PEUTUHIOBOM cXxeMoil (Talir. 4).

Tabnuua 4. WLkana oueHkM ypoBHen ybeauTtenbHocTtu pekomeHpauuu (YYP)
ansa  metoaoB NpodMNakTUKKM, AOUMAarHOCTUKMU, JleYeHUs U peadbunutauum

(npodpmnakTnyeckux, ANarHoCTUYeCKUX, neyeo6HbIX, peabunuTaunMoHHbIX
BMellaTenbCTB)

YVyP Pacumdposka
A CunpHas pekoMeHJanus (Bce paccMaTpuBaeMble KpUTEPUU IPPEKTUBHOCTH (MCXObI)

ABJIAIOTCS BaXXHBIMU, BCE UCCIICAOBAHUA UMCIOT BEICOKOC UJIM YAOBJICTBOPUTCIIBHOC
METOJOJIOTHYCCKOC KAaUYCCTBO, X BBIBOALI 10 MHTCPECYIOIIUM UCXOAaM ABJIAIOTCA
COTJIAaCOBAHHBIMH)

B VYcnoBHas pekoMeHaius (He Bce paccMaTpuBaeMblie Kputepun 3G (HEKTUBHOCTH
(MCcxX0pl) SIBIISTIOTCS] BAXKHBIMU, HE BCE MCCIIEIOBAHUS HMEIOT BBICOKOE WU
YIIOBJIETBOPUTEITHLHOE METOIOJIOTHIECKOE KAYECTBO M/HMITH UX BBIBOJIBI TIO
WHTEPECYIOIIUM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

C Cnabas pexomeHaamus (OTCYTCTBHE OKA3aTEeIbCTB HAJICKAIIEro KauecTBa (Bce
paccMarpuBaeMble KpuTepuu d3PHEKTUBHOCTH (MCXObI) SBIISFOTCS HEBAKHBIMH, BCE
HCCIICIOBAaHUS UMEIOT HU3KOE METOI0JIOTUIECKOE KAYECTBO U MX BBIBOJIBI IO
WHTEPECYIOIIUM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

OkoH4aTenbHasa pepakuua

[[J'Iﬂ OKOHYATEIIFHOM p€AAKIIMKM W KOHTPOJIA KadeCTBAa PCKOMCHAAIIMHN ObLIH IIOBTOPHO
INpOoaHAJIM3UPOBAHLI YWICHAMU aABTOPCKOI'0 KOJUICKTHBA, KOTOPLIC IMPHUIIIIN K 3aKIIOYCHUIO, YTO BCC
CYIICCTBCHHBIC 3aMC4YaHUd HW KOMMCHTAPUH OKCICPTOB IPUHATBI BO BHHUMAHHE, PHUCK
CHCTEMATHYECKHUX OLIMOOK IIpu pa3pa60TKe CBCJACH K MUHUMYMY.

Mopsaaok 0OHOBNEHUS KIMHUYECKUX peKoMeHaauumn

MexaHu3sM ~ OOHOBJEHUS  KIMHUYECKMX  pEKOMEHJAlMi  OpeaycMaTpuBaeT  HUX
CHUCTEMATHUYECKYIO aKTyaJU3allli0 — HE PEKe YeM OJIMH pa3 B TPU roja, a TaKXKe MPHU NOSBICHUU
HOBBIX JI@HHBIX C MO3ULMHM JOKAa3aTEJIbHONM MEIUIMHBI II0 BONPOCAM JUArHOCTHUKH, JICUYEHUS,
OpoUIaKTUKK W peadMIuTallud  KOHKPETHBIX  3a00JieBaHMM, Halu4uu OOOCHOBAHHBIX
JIOTIOJTHEHUI/3aMeuannii K paHee yrBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsiies.
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ITpunoxxenue A3

CnpaBouyHble MaTepuabl, BKJIYasi COOTBETCTBHE NOKA3AHUI K NPUMEHEHH 0
U MPOTHBONOKA3aHMI, CIOCO00B NPUMEHEHUSs 1 /103 JIeKAPCTBEHHbIX
NpenapaToB, HHCTPYKI UM N0 NPUMEHEHUIO JIeKAPCTBEHHOI 0 Mpenapara

Her
IIpunoxenue b
AJITOPUTMBI IeHCTBUI Bpa4ya
Ocrpeie Gonm o wmBoTe Be3 NCPHTOHEANBHBIX OCTpLiA BANLIA TETPAnapes
IHAKOE M OGLEHTHEBHO YCTAMOBNSHMHOM Mnm
npausHbl > 1 cyTos ocTpan suyedanonatua
Da
w w

Mobbie 2 APH3HAKA M3 HIHENEPEYMCAEHHBIX:
& MHTEHCHEHBDIE BONM B MMBOTE MMNK NORCHMLE
s  aproroMHaR Ancdyruma (TaxmKkapoMr W/Wwnu apTepHanbHan
FANSpTEH3MA, 3AN0D WA 32080MKa MOuM)
®  MUNOHATPHEMMA
NCMHHECHHME PACCTPORCTSA W/ MNN IMANENTIHECKME NPUNAAKK
HMEHCHMA NON, PENPOAYKTHEHLIA BOIPacT

‘ Da

® HavecTseHHbIR TeCT Ha NBM MouYM B TEYSHHE NePBbIX CYTOR
o OTKa3 OT HAZHANEHHMA NODDHDHHONEHHBIX NeXapcTe
» Moaaepnsarwss TEPANKA

=

HonwuecTeeiibia ananus AJTH u NBM moun

l L 4
> 5 pa3 BLILE HOPMBI < 5 pas BbiLE HOPMbI HODMS
b
Octpan nopdsupwa MCHAFOMEHAE MHBX MPUUH NPOACANKHTE
cNeaoson nopdupurnyprm obcnegosanme
k4

* BEELEHAE TEMMHE

seegeHHe Aekopozm®®

®  WCHMONErA NOPDMPHUNCTrenbX
npenaparoe

& NOSAEPHMEIIOWaA M
BOCCTAMOBMTEABMAR TEPAMMR

'

* B0 Bpems pemuccuy HabnogeHue y
resmaronoma

* [OHK gmarmoctura npobanaa 1
POACTBEHHMKOB

* npodunanTira cbocTperwit
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IIpunoxenue B

Nupopmanus g naumeHTa

[Mopdupun — rpynma penkux 3ab0JIeBaHUM, MEPEAAIOUINXCS MO HACIEICTBY, B OCHOBE
KOTOPBIX JIKUT TEHETHUYECKasl TOJIOMKA, MPHUBOISMIAS K HM3MEHEHHIO aKTUBHOCTH (DEPMEHTOB,
YYacTBYIOIIMX B CHHTE3€ T'eéMa — BaXKHOM COCTAaBHOM YacTH reMOIrjI00MHa SpUTPOLIUTOB.

IIpu octpeix mopdupusax (OIl) 3ToT CKpbITEIA AedEeKT HPOSBISETCS HPU BO3ACHCTBUH
MIPOBOLMPYIOMINX (aKTOPOB B BHUJAE OCTPOro MpUCTyNa (aTaku), MPOTEKAIOUIEro ¢ OOIsIMH B
KUBOTE, TOIIHOTOW, 3alOpOM, Y4YalleHHBIM CepileOueHueM, TMOBBIILIEHUEM apTepUaAIbHOIO
JABJICHUS U JIPYTUMH CUMITOMaMHU AUCQYHKLIMU BETeTaTUBHOW HEPBHOM cuUCTEMBL. B TsKembIx
Cllydasix, MpU OTCYTCTBHM CBOEBPEMEHHOTO JIEUEHUS, MOTYT TakXKe€ pa3BUTHCSA Napajuyu,
SNWIENITUYECKUE MPUTIATKU, pacCcTpoicTBa co3HaHus. O0sA3aTeIbHBIM KPUTEPUEM JUArHo3a aTaku
OII sBasieTcst OTCYTCTBUE APYTUX IPUYMH Pa3BUTHS yKa3aHHBIX CUMIITOMOB, a Takxke 0oJiee, yem 5-
KpaTHO€ TOBBIILIEHUE YPOBHS MOPPOOMIMHOTEHAa B MOYE, YTO, KAaK MPaBHIIO, COMPOBOXKIAETCS
OKpalllMBaHUEM MOYH B TEMHBIH LIBET — OT PO30BOTO J0 OOPIOBOTO OTTEHKA.

K ocTpeim nopdupusm oTHOCATCS:

- Octpas nepemexaromascs nopdupus
- Bapuerarnas nopdupus

- Hacnencreennas xonponopdupus

Knununyeckas kapTuHa M JiedeHHe aTak BceX GOpM OCTPhIX NOpGUPHIl OJUHAKOBEI, TOATOMY
muddepeHnranbHas AMarHoCTUKa MEePeUrCICHHbIX BAPUAHTOB HE SIBIIETCS HEOTJIOKHOW MEpoul u
MOXET OBITh BHITIOJIHEHA B HEAKTUBHYIO (ha3y 3a00J1eBaHMs.

V¥ Bcex manuentoB OIl umeercst BpoxkAeHHBINA AePeKT (MyTalusi reHa OJHOTO U3 (hepMEHTOB
OMOCHHTE3a reMa), yHacJAeJOBaHHbBIN OT OJTHOTO U3 poauTesicid. Y OONBIIMHCTBA HOCUTENIECH TaKOTO
nedexTa HUKaKUX KIMHUYECKUX IPOsBIEHUI 3a00ieBanus HeT. ATaka nopdupuu pa3BUBaeTcs Mpu
YCIIOBUU BO3JEHCTBUS crieln(PUUECKUX MTPOBOLUPYIOMINX (DaKTOPOB.

K ycraHoBiieHHBIM MpPOBOLUPYIOMUM (MOPHUPUHOTEHHBIM) (haKTOpaM OTHOCATCS MHOTHE
JIEKapCTBEHHbIE  MpenapaTbl, alKorojb, HHPEKIUH, KoJiebaHusi TOpMOHAIBHOTO  (oHA
(MeHCTpyalnbHBIA LMK, OEPEeMEHHOCTb), IOJI0JIaHUE, HU3KOYIJIEBOIHAS IHeTa, T.e. Te (haKTOpBI,
KOTOpbIE CTUMYIUPYIOT 00pa30BaHUE reMa B MIEUCHHU.

[TockonbKy MEHCTpYalbHBIN IMKJI SIBJISIETCA TJIABHBIM OJHJOTEHHBIM IPOBOLUPYIOIIIM
¢bakropom, 80% MmanKUeHToB ¢ OCTPOi MophUpHel COCTAaBIAIOT KEHIIUHBI B Bo3pacte oT 20 mo 45
neT. 3a0oyieBaHUE PEAKO MPOSIBISIETCA 10 MyOepTaTHOro BO3pacTa, a TakKe B MEHomay3e. ATaku
nopQUPUHN Y MYKYHH BO3MOXHBI, HO BCTPEUAIOTCS TOPA30 PeKe, YeM Yy )KECHILKH.

dotosepMaTo3 B BHJAE IMOBBIIICHHOW pPAHUMOCTH KOXH, OOpa3OoBaHHUU MY3bIpeH Mpu
MHCOJIAMK HaOMrofaeTcss BHE CBs3U ¢ arakamu y 14-80% OoibpHBIX BapueraTtHoil mopupHei,
KpailHE peaKo — TP HACIEJICTBEHHOM KOMpomoppupuu, W HUKOTJA — TPU OCTPOH
nepemexatomieiicss mopdupun. OOBIYHO CHMOTOMBI Pa3BUBAIOTCS B BECEHHE-JETHUU MEpPHO.
Tepamnus 3akirouaeTcs B 3alIUTE OT COJTHEYHOTO M3MydeHHs (0JeKaa, Kpema).

JlaboparopHas auarHoctuka ataku OIl ocHOBBIBaeTCs Ha OIpeNeleHHH B Moue H30BITKa
nop¢oOHINHOTEeHa, KOTOPBI MOXET OBITh BBISBICH KAueCTBEHHOW peaklueld W B JalbHEHUIIeM
MOATBEPK/IEH KOJTMUYECTBEHHBIM aHANMM30M. MonekynspHo-reHeTnueckuid ananu3 (JIHK-ananumsz) —
HamOoJee HaJeKHBIM crnocod moarBepkaeHus auaruoza OIl kak y OOJIBHBIX C KIMHUYECKUMU
MPOSIBIICHUSIMU 3a00JIEBaHUs, TaK U Y UX POJACTBEHHUKOB.

[Tpu pa3BuTHM 60JI€ii B )KUBOTE y MAaIMEHTa C paHee AuarHoctupoanHoi OIl, momumo HOBOM
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aTakd, KaKJbIH pa3 HEOOXOOMMO HCKIIOYaTh APYrHe MPUYMHBI OOJei, B MEpBYIO OdYepelb —
BOCHAJIUTEIIbHBIC 3200JI€BaHUS OPTaHOB OPIOIITHON MOJIOCTH.

- BakHO#l YacThiO JIEUEHHUsI ABISETCA aJCKBATHOE NMHUTAHUE, MPU HEOOXOTUMOCTH — 4Yepes3
HA30TaCTPAIBHBIA 30HJ, JeUeHHEe WHQMEKIMOHHBIX OCIIOKHEHHH W CHUMIITOMATHYECKas Teparmus
MTOBBIIIEHHOTO APTEPUAIBHOTO JIABJICHUS], TAXUKAPAUH, TOUTHOTHI U T.JI.

- B cnydae pasButus napanudeid BO BpeMsi aTaku, peaOMInTaIs MOKET ObITh JITUTEITBHOM.

C uenbro npodmnaktuku atak OIl HeoOxouMO:

- Bectu 310poBbIil 00pa3 xKu3HU:

- PerynsapHoe HOpMO-KanopuiitHOe nuTaHue. [JoCTHKEeHre BEpXHEW IpaHUIbl HOPMBI MHAEKCA
Maccel Tena (MMT). Jlaxke B cimyyae JiedeHUs OXKHPEHHsI, HEJOMYCTUMA >KeCTKasi 0e3yriieBoaHas
JIMETa U Pe3KOE CHIKEHUE MacChl Tela.

- M36erate mpuema ankorosisi (BO BpeMsl MOJHOW PEMHCCUU JOMYCTUMbI HEOOJbIINE J103bI
ankoroJs, 10 12 r uucroro cnupTa B AeHb: 120 mit 10-15% Buna unu 330 mu 4% niuBa, cuapa).

- OTKa3 OT KypeHusl.

- IlpoduiakTuka CTPECCOBBIX CHUTYyalMil, MpU HEOOXOAWMOCTH, INCUXOTEpaNus U MPUEM
aAHTHJIETIPECCAHTOB, IOCTATOYHOE BPEMs JUIsl CHA U OT/AbIXA.

- CBoeBpeMmeHHOE JieueHHWE JApyrux 3a0oJeBaHU, OCOOCHHO  OOYCIIOBJICHHBIX
OaxkTepuanbHBIMU HHPEKIUAMHU (IIUCTUT, THEIOHEPPUT, aHTUHA, OPOHXUT, CHHYCHUT U T.1I.)

- IIpoBenenue JIHK-amarHoOCTHKM HOCUTENHCTBA MYTAHTHOTO T'€HA CPEOU POJICTBEHHUKOB
MAlUMEHTOB, T.K. BEPOSTHOCTh IMEpelaud TEeHEeTHYecKoro naedexra cieAyroumemMy MHOKOJIEHUIO
coctaBnsieT 50%. Ecnu HocutenbctBo OIl BBISBIEHO B JETCKOM BO3pacTe, TO MpU aJeKBATHOM
npoduiakTUKe, BEPOSTHOCTh aTak B Oymymiem cHuxkaercs A0 1-5%. IlpenatanbHas auarHocTuka
HE TIPOBOJUTCA.

MauneHTKM C peryndapHbiMM MeHCTpyalibHO-acCcounnmpoBaHHbIMN aTakKaMn

[Ipumepro y 30% xenmun ¢ OIl pa3BuBaeTcss mpeIMEHCTpyaJbHBII 00JEBOM CHHIpPOM
MHOTJa C TOLIHOTOMH, 3amopamMH W Yy4YallleHHbIM cepjieOreHneM. B OONbIIMHCTBE CIy4aeB 3TO —
JIETKUE aTaku, He TpeOyIolue roCIuTalIn3aluu.

Okono 3-5% xeHuuH ¢ OIl HCOBITBIBAIOT TSDKENBIE PETYJISpPHBbIE ATAKU, CBS3aHHBIE C
MEHCTPYQJIbHBIM IUKJIOM (C HHTEpBaJioM 2-4 HeNeNu), YTO acCOLMUPYETCs C KpailHe HHU3KUM
KaueCTBOM HX XU3HU M BBICOKMM PHCKOM JIETAIbHOIO HCXOJAA. DTOW TpyIIE MAlUEeHTOK, MPH
HeA(pPEKTUBHOCTH CTAaHAAPTHBIX MEPONPHUATHM 1O KOppeKuuu obpa3a KU3HH, I[0Ka3aHa
MIPEBEHTUBHAs TOPMOHAJIbHAS TEPANUs 10 HA3HAYEHUIO TMHEKOJIOTa COBMECTHO CO CIELUATHCTOM
1o nopdupun.

BepemMeHHOCTb

HpI/I YCJIOBUH HCKIIFOUCHUS ITPOBOIHUPYIOIIHUX Q)aKTOpOB U aICKBATHOM IIMTAaHHUH IIPpU PAaHHHUX
TOKCHKO3aXx, 6epeMeHHOCTB pPEAKO MPOBOLUPYET aTAKU HOp(l)I/IpI/II/I, MMO3TOMY 3aIrpeT 6epeMeHHOCTI/I
Yy HallUCHTOK OIl ue OIpaBaaHO.

Mo3pHue ocnoxHeHusa Ol

Y mnaumeHToB C OIl BwICcOKa BCPOATHOCTL IIOCTCIICHHOI'O IIOBBIMICHUA apTCPHAIIBHOTO
AABJICHUA, TIO3TOMY HCO6XOI(I/IMO PEryJIsIpHO KOHTPOJHUPOBATH €0 YPOBCHb.

IlocreneHHoe MOBBIIIEHHE TOKa3aTeled KpeaTMHHWHA CBUIETENbCTBYET 00 YXYALICHUU
paboTbl nouek, HaOmonaercs y 10-15% namuentoB ¢ OIL. OGBIYHO 3TO ACCOLMUPYETCS C YACTHIMU
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aTakaMu, MOBBIIIEHUEM apTEPHAIBLHOTO JAaBJICHUS M PEryISpPHBIM YyHOTpeOJIeHHEM HEeCTEPOUIHBIX
[IPOTUBOCHAIMTENBHBIX — IIpernaparoB. PexomeHayeTcs INEpUOIUYECKUH  KOHTPOJIb  YPOBHS
KpEaTHHHMHA, AaJEBATHBIA IIUTHEBOM pEXKUM U OlPaHUYCHHE MCIOJb30BaHUS HECTEPOUIHBIX
IIPOTUBOBOCIIAJIUTEIILHBIX IIPENapaToB.

ﬂucnchepHoe HabnoaeHue

[Nanmentam, mnepenecmiuM araky OIl, mnoka3aHo mNepUOJMYECKOE  JMCIIAHCEPHOE
oOciiejoBaHMe B MEXKIPUCTYNHBIA  Tepuo]. IlepHoauuHOCTE  OCMOTPOB  OIPEIEIISeTCS
uHAUBUAYyalIbHO (0T 1 pasa B 3 Mecdla 10 HECKOJBKHMX JIET) M 3aBUCUT OT KOJMYECTBA
MIEPEHECEHHBIX MPHUCTYNOB B IPOILJIOM M HUX YacCTOTHI 3a MOCIETHHUI Toj, TAKECTH OCTATOYHON
CUMITOMATUKH, HAJIMYUS 7Kaj00 ¥ BO3pacTa NalMeHTa.

[Tpunoxxenue I'1-I'N

IIkanbl OEHKU, BONMPOCHUKH H IPyTrHe OLeHOYHbIe HHCTPYMEHTBI COCTOSIHUA
NAUEHTA, NPUBEJACHHbIC B KIMHUYECKHX PEKOMEHIAUX

Lkana N 1. BusyanbHo-aHanorosas Lukana 6onum

likana 10-6ansHOM OUEHKW MHTEHCHEBHOCTH GonKu

[+] 1 2 3 4 5 6 T 8 9 10
et ymepennan 6ons HEBLIHOCHMAR

Maecmo crufo sucma

BuayansHan aHanorosan wxkana éonm

l |

| 1
HeT HCOBLIMOCHMAR
Gonn Gone

MpocTan onNUCcaTenbHan WKaNa MHTEHCUBHOCTH Gonm

| | | 1 l |

| | | | | I
HEeT cnaban ymepeHHaR CHABHAA OYNCHB CHABHAR HEBLIHOCHMaR

Ha3zBanue Ha pycckoM si3bike: BusyanbHo-aHanoronas mkania 60au

OpurunansHoe Ha3BaHue: Visual Analog Scale

Hcrounuk: M. Haefeli, A. Elfering. Pain assessment. Eur Spine J. 2006; v. 15 (Supp. 1): S17-
S24 [56].

Tumn: mkana oueHKu

Ha3znauenue: orieHKa MHTEHCUBHOCTH 0O0JIEBOTO CHHIPOMA.

O1eHOYHBI HHCTPYMEHT, COJIEpKAHHUE: CM. IIIKAJy.

Kmtou (unTepnperanus): Mertoa CyObEKTMBHOM OLIGHKM OO0JIM 3aKiIIOYaeTcs B TOM, 4YTO
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MaueHTa MpOCAT OTMETUTh Ha HErpaJlydpOBaHHOM JIMHUM JUIMHOH 10 cM Touky, KoTOpas
COOTBETCTBYET CTEIICHH BBIPAXKCHHOCTH 00JH. JIeBasi rpaHUIIa TMHUM COOTBETCTBYET ONPEICICHUIO
"0onm HeT coBceM", mpaBas — "HeBbIHOcHMMas 0o0ip". Kak mpaBmiio, mcmosb3yercs OymakHas,
KapTOHHAas WM Tu1acTMaccoBas auHeika umHoi 10 cM. C 0oOpaTHOW CTOPOHBI JIMHEMKH HAHECEHBI
CaHTHMETPOBBIE JEJIEHUS, [0 KOTOPHIM Bpad OTMEYAeT IOJYyYEHHOE 3HAY€HHE M 3aHOCUT B
ucTopuro Oosie3HM WM amOynatopHyro Kapry. [lpu OTCYTCTBMM cCHENHMaIbHBIX JIMHEEK,
HYMEPHUYECKYI0 U BU3YaJIbHYIO0 aHasioroByro mkany (BAII) meyararoT Ha OJHOM JIMCTE, KOTOPBIHA
nanee crubaercst Tak, ytoObl BAI m mkama 10-6ayutbHO# oOLleHKHM OOJM OKa3alMCh C Pa3HBIX
ctopoH. Takum oOpa3om, manueHT, npoctasisisi otMeTky B BAILL, He BuauT ee Hymepuueckoe
3HAYEHHUE, a Bpay, Pa3orHyB JHCT, COOTHOCUT OTMEUYEHHYIO NAI[MEHTOM TOYKY C HyMEPUYECKUM
3HAYEHHUEM.

Hogeie, nznannsie B 2020-2021 rr. u opunmanbHo yrBepkaEHHbIe MuH3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalNnU (pyKOBOJICTBA, MPOTOKOJIbI JIEYEHHS) — HA HAIllEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau raoe-to kem-1o ,Z[aHHBIfI JOKYMCHT ObLI pa”Hec paciicuaTtal, J1aHHOC I/I306pa>K€HI/Ie QR'KOI[E[
ITIOMOKCT BaM 6bICTpO nepeﬁTH 10 CCBIIIKE C 6YM3)I(HOI>'I KOIMMU — B HEM HAXOJIUTCS ATa CChLIKA.
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