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MockBa, 7 pexkabps 2012r.

7 nexabpa 2012 r. 8 MockBe cocToAnacb KoHpepeHwns, NOCBALLEHHAA OAHOMY U3 TAXKeNeLnNX KpUTUYeCKUX CoCTo-
AHWIA B HEBPONIOriW — NOPGUPUIAHOI NONMHEAPONATIAN, ee KNNHUYECKUM 0CODEHHOCTAM, AMArHOCTUKE 1 COBpEMEH-

HbIM NpuHLMNam neyeHus. OpraHu3atopamu 31oro meponpuAatua Bbictynuau OIBY «HayuHblil LeHTp HeBpoNOTMI»
(HLIH) PAMH, MexayHapoHaa accoumnanna opraHusawnil B 06nacti HeBponorun u HeiipoHayk, OrbY «lematonoru-
yeckuit HayuHblii LeHTp» (THL) Munsgpasa Poccun.

3acemaHue OTKpbUT 3aMecTuTesib nupekropa ®I'BY
HIIH PAMH, unen-kopp. PAMH M.A. T1upanos. B cBo-
eif MPUBETCTBEHHOW peY OH MPUBE]T NHTEPECHBIE TAHHBIE
W3 NICTOPUU PA3BUTUS TIPEACTABIEHNI O TOp(UpPHUM 1 ep-
BBIX METOJIAX €€ JICUCHUsI.

C mepBbIM [OKIAIOM BBICTYNWI C.H.C. OTIEJICHUS
opdanHbix 3a0omeBannii ®I'BY T'HII Munsnpasa Poccnn
K.M.H. f.C. [1ycToBOIiT, nMpeacTaBUBIIMN COBPEMEHHYIO
TOYKY 3pEeHHUs] Ha MEXaHW3Mbl Pa3BUTHUs U TOCIETHION
kJaccudukaiuo nophupum, OTAeIbHO OCTAHOBUBILIKCH
Ha 0COOEHHOCTSIX Kax a0 u3 ¢popM. HecMoTpst Ha TO, UTO
ocTpast mopdUpust — TPyIIa HACIEICTBEHHBIX 3a00JIeBa-
HUIi, CBA3aHHBIX C HapylleHHeM oOMeHa rema, cambie
SIDKUE €€ MPOSIBICHUS CBSI3aHbI C MOPaXXeHUEM HEPBHOM
cucteMbl. CyIECTBYET TAaKXKe PsIT IPOBOLUPYIOIINX aTaKy
(hakTOpOB, K KOTOPBIM OTHOCSITCSI TOPMOHAJIBHBIE TIEpE-
CTPOIKM, ToJIofaHue, MHOEKINN, TTPUEM aTKOTOJIsI U Jp.
Hoxyiaguuk moma4epkKHy, YTO HEOOBIYHOCTh CUMIITOMO-
KOMIUIEKCa OCTPOit MOp(UpUN HEU30EXKHO IEPEBOAUT 3TO
3a00JIeBAaHUE B KAaTETOPUIO MYJIBTUIUCUUITIIMHAPHBIX.
B 3aBrcuMOCTH OT Npeob1agaHus TeX UM MHBIX CUMIITO-
MOB TAIIMEHTbl C HEIMWAarHOCTUPOBAHHOU TOpdupuei
TOCMUTAIU3UPYIOTCSI B OTAEJICHUS] a0JOMUHAIBHOU XU-
pypruu, ypoJIOoTUM, TMHEKOJIOTUH, HEBPOJIOTUY WU TICU-
xocomaTnku. Hemoctarounast nH(pOpMUPOBAaHHOCTD Bpa-
yell Ha STOM OJTafe YacTo TMPUBOAUT K TMOBTOPHBIM
HEOIpaBIaHHbIM XMPYPTUUECKUM BMEIIATETbCTBAM, OIIIU-
0OYHOMY TTPUMEHEHUIO MOPGUPUHOTEHHBIX JIEKAPCTBEH-
HBIX TIPENIAPATOB, €I1e OOJbIIE YCYTyOISIIOIINX COCTOSTHUE
MMAIMeHTOK (CKEHIIMHBI CTPANAIOT B 8 pa3 yalle MyKUMH).
Mexny TeM yCTaHOBUTD IMarHo3 Nopupuu B OOJbIIMH-
cTBe ciiyyaeB ObIBaeT He Tak cioxHo. .C. ITycToBoiT
MOIPOOHO MPOAHATU3NPOBAJ CAMbI€ YACTbIe OIIIMOKU MPU
Be/ieHUM O0JIbHBIX ¢ Topdupusimu. OnHa U3 TJIAaBHBIX OITU-
00K 3aKJII0YAETCsl B HENOOIIEHKE BO3eCTBUS TOPhUPU-
HOTEHHBIX (PAKTOPOB, B MEPBYIO OUYEPEIb MEAUKAMEHTOB
(aHaIbreTUKU, HECTEPOUIHBIE TPOTUBOBOCTIATUTENbHbBIE
Mpernaparkl, Clla3MOJIMTUKI, aHTUOMOTHUKM, 0apOUTYpaTHhI,
KOPTUKOCTEPOUIbI, TUAOKAUH 1 Ap.). Kpome Toro, Oynib-

OapHBII CUHAPOM Y TaKMX OOJBHBIX TUATrHOCTHPYETCS
HECBOEBPEMEHHO, YTO IPMBOAMUT K acIMpallMOHHBIM
OCJIOXKHEHMSIM U YCYT'YOJICHMIO IbIXaTeIbHOI HeA0CTaTOU-
HOCTH, a KpOME TOT0, HE YAEIIeTCs JOJKHOTO BHUMAHUS
9JIEKTPOJUTHBIM ITOKA3aTeJIsIM, B YACTHOCTU TUTIOHATPU -
emuu. JIoKJ1aquuK pacckasaji O MPUHIIUITAX TMaTHOCTUKU
U JICUCHM ST, TONEIICS COOCTBEHHBIM YHUKAIbHBIM OIbI-
TOM HaOmoneHus 3a 6ojee yeM 200 marmeHTaMu 1 IIpe-
CTaBWJI OPUTUHAJIBHBIN alTOPUTM OOCJIEIOBAaHUS 1 BEJIe-
HUSI OOJIBHBIX C OCTPOI MOpGhUpPHUEH.

H.A. CynoHeBa, K.M.H., C.H.C. OTIEJIeHUsI peaHuMa-
mun 1 nHTeHcuBHOM Teparmun @I'BY HIIH PAMH, mroz-
poOOHO pacckaszajia 0 CUMITOMATUKE MOpaXKeHUs IEHT-
palbHOUM U TepudepruIecKoil HEPBHOM CHUCTEMBI IIpU
nopdupuu, o kaaccuduxkauuu noppupuu, ee Tpex Gop-
Max: BEreTaTUBHOI, MOTOPHO-CEHCOPHOW M MOTOPHOM,
00paThB BHUMAaHWE Ha TO, YTO TTOpUpPUITHAS TTOIMHEHPO-
MaTusi BCTpevyaeTcsl B MOJABJISIONIEM YUCTIE CIIy4aeB OCT-
pbix aTak mopdupun. OcodeHHOCTh TOPOUPUITHOI TTOTU-
HelponaTuu 3aKJo4YaeTcs B MPEUMYIIECTBEHHOM
nopaxkeHU BEpXHUX KOHEUHOCTe! B 1e010Te OCTpOIi aTa-
KU, 4aCTO C BOBJICYCHUEM B TIEPBYIO OUEpeIb MPOKCUMAITb-
HBIX OTIEJI0B KOHEYHOCTEI, IPU 3TOM BO3MOXKHA acUM-
METpUsl KJIMHWYECKMX TNposiBaeHuil. Ha pasBepHyToit
craguy 3a001eBaHMS B TTATOJIOTUYECKUI TTPOIIECC BOBJIE-
KaloTCsl BCE YEThIPE KOHEUHOCTH C (POPMUPOBAHUEM TPY-
ObIX Mape30B BILIOTh OO0 Mapajiuyeii, mopaXeHUueM Oyib-
OapHOI, TYJOBHUIIHONM M JbIXaTeJIbHOW MYCKYJIATyphl.
Takoil CMMNTOMOKOMILIEKC MOXET HaOJogaTbCs MpU
OCTPHIX TTOJTMHEUPONATUSIX IPYTOi TIPUPOIBI, TAKUX KaK
cuHapoM IuiteHa—bappe (ayroMMMyHHasi, BCTpeuyaeTcs
yallle BCero), MoJMHERponaTys Mpu OTpaBICHUY TaJlLTUEM
WJIM CBUHIIOM, MHOXECTBEHHAsI HEWpomnaTHs MpU BacKy-
ymtax. B konue cBoero BeicTyruieHnst H.A. CyroneBa
MOJYEepPKHyIa, YTO B OCHOBE IMarHosa IopdupuitHOR
MOJIMHEHPOIaTUK JIEKUT TIIATeJIbHO COOpaHHbINA aHaM-
He3, C YTOYHEHHEM IMPEAIIECTBYIONIUX PA3BUTHIO MBIIIEY-
HOI1 c1abocTu 3MM300B 00Jieli B 001aCTH XUBOTA HEsIC-
HOI 3THOJIOrUH, (paKTa AMaTHOCTUYECKUX XUPYPTUIECKUX
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BMEIIATEILCTB, BRIICHEHNEM XapaKTEPHBIX I TTOPhUPUT
MPOBOLUPYIOMINX (PAKTOPOB, a TAKKE BBISIBJICHUEM OJTHO-
r0 U3 SIPKUX CUMIITOMOB JAHHOI'O 3a00JIeBaHUSI — U3Me-
HEHMSI LIBeTa MOUYH (OT PO30BOIro A0 KPaCHOBAaTO-0ypOro).
Crenytomuii 1oKian ObUT IMOCBSIIEH WHTEHCUBHOMN
Tepanuu OOJBHBIX TTOpdUpHeii, HAXOOIIINXCSI B KPUTH -
yeckux coctosgHusx. Ero npencrasun K.B. fAuxos, co-
TPYAHUK OTACICHUS aHECTE3MOJOTUU U PEaHUMAaTOJIOT U
I'HII PAMH. On noaeaniicst OIBbITOM CBOETO OTIEJIEHUST
T10 TAKTUKE BeEeHUS OOJTbHBIX peaHMMalIMOHHOTO TTpodu-
JIsl, TOAPOOHO OCBETUJI OCOOEHHOCTU PEXMMOB MCKYC-
CTBEHHOI BEHTWJISILMU JIETKUX, IPUHIIMIIOB UH(DY3UOH-
HOW Tepanmuu W HYTPUTUBHOM Tmoamepxku. Ocobo
JIOKJIATYUK OCTAHOBWJICS HA TEXHUKE TTOCTAHOBKY MUKPO-
racTPOCTOMBI y TIALIMEHTOB C JUIMTEJIbHO COXPaHSIOIUMU-
Csl HapylIEHUSIMU TJIOTaHUsI, ObLT MPOAECMOHCTPUPOBAaH
BugeopparmeHt. K.B. fAukoB mnpeacraBuil ayauTopuu
YHUKAJIBHBIN OITBIT JiedeHNsT 10 TTallMeHTOB C TSLKEICHTIN -
Mu hopmaMu TTOpPUPUIAHON MOJUHEPONATUH, COIPO-
BOXIAIOIIMMUCS BTOPUYHBIMU MHMEKIIMOHHBIMU OCI0X-
HEHUSIMU U KaxeKcueid. boJbIIMHCTBO OOJIbHBIX YIAI0Ch
cractu Ojarogapsi OTPOMHBIM YCUJIUSIM U CIaKEHHOMU
pabote Bcex cayx6 'HII PAMH. Jlokian 6bU1 HArJISITHO
WLTIOCTPUPOBaH (oTorpacdusiMy NallMeHTOK Ha MOMEHT
MOCTYILJIEHUS B OTIEJE€HME U Ha 3Tare BOCCTAHOBJICHUS.
BricTynatonumii moguepKkHyJsI, 4TO 3aTpaThl Ha BedeHUE
OOJIbHBIX HA TAKMX 3aITyIICHHBIX CTATUSIX MUCUYUCIISIOTCS
MUWJUTMOHAMU PYOJIeii, ITPY 3TOM IJIABHOM MPUYMHOI CTOJIb
TSIKEJIOTO COCTOSIHUS SIBJISIETCSI HECBOEBPEMEHHAs THa-
THOCTMKA W OITMOOYHAs TAaKTUKA JIeYeHUS B Ie010Te.
3apepiwia psa BeictyrieHuit HO.B. PsOunkuHa,
K.M.H., ¢.H.c. HIIH PAMH. Ona npeacraBuia nBa Hanoo-
Jiee SIpKUX CIydast — OCTpoii repemMexkaroiieiicss noppupun
W HaCJIENCTBEHHOW KOIMporophupnuu, HaOTIOIaBIITNXCS
B OTAEJICHUM peaHUMAaIlM M THTEHCUBHOM Tepanuu. beuim
U3J10KeHbl OCHOBHBIE aHAMHECTUYECKIE JaHHbIE, OMMCaHbI
9Tarnbl pa3BUTHS 3a00J1€BaHUsI, CJIOXXKHOCTU TMATHOCTUKM,
OTIBIT YCTICTITHOTO JiedeHus. [1pencraBieHHbIe BUACO3aH -
CH, cIeJaHHBIC IO U IOCTIe JICUCHUST OMHON 13 OOJBHBIX,
BBI3BaJI OCOOBI MHTEpPEC ayIUTOPUN, UMEBILIEH BO3MOX-
HOCTb YOEAUTHCSI B TOM, UTO JaXXe TaKoe Tskesioe 3ab0s1e-
BaHUe, MPUBOJSIIEe B OTCyTCTBUE Tepanuu B 90 % ciiydyaeB
K JIETAJIbHOMY MCXO/Y, MOXKET 3aBePIIAThCs OJ1arOIOydIHO

TPY CBOEBPEMEHHOM U a[IcKBATHO IMPOBEIEHHOM JICUEHHU.
[O.B. PsabunkuHa momyepkHya, 4T0 KpoMe TPUMEHEHUST
NaTOreHEeTUYECKOM TepalMyu OCTPOM aTaku, K KOTOpPOM
OTHOCATCS Tpernapathl reMuHa (HopMocaHr), onHUM U3
OIPEEISIONINX YCJIOBUN YCTIEIITHOTO JICUEHMST SIBJISIETCST
CTpOroe CJIe0BaHNE CITMCKY 3aIlpellieHHbIX TTpernaparos.
DT1a nHbOopMalsI HAXOAUTCS B CBOOOIHOM JIOCTYIIE Ha MH-
tepHeT-caiitax (http://www.porphyriafoundation.com/drug-
database, http://www.drugs-porphyria.org/, http://www.
wmic.wales.nhs.uk/porphyria_info.php u 1p.) 1 mocTossHHO
OOHOBJISIETCSI.

ITocne oduLManbHBIX BEICTYIICHUI COCTOSIACH U~
TeJIbHasl OXWBJICHHAs! TMCKYCCHSI, B KOTOPOM TPUHSIIN
yyacTtue Tipecenareb KOHGEpPEeHIIMU U MOKJIaTuuKu,
PYKOBOJIUTEJIb OTACIIEHUS CKOPOU MEAUIIMHCKOUN TTOMO-
11U, TOJIMOPraHHOM MaTOJOTUM U TeMOaln3a C TPYInoi
peonorun kposu 'HI[ PAMH n.m.H. JI.C. Buprokosa,
npencenareab OHMB mpod. C.C. HukutuH, raBHBIN
HayJIHBI COTPYIHUMK 3-TO HEBPOJIOTUYECKOTO OTAEICHUS
HIIH PAMH npod. JI.A. KanamHukoBa, crieluaanucThbl
n3 Cankr-Iletepoypra — npod. M.J. PymeHKO, K.M.H.
E.I. [Tumuk u ap. Kosuteru couuiuch BO MHEHUU O YPE3-
BBIUATHOM BaXKHOCTH TOBBIIICHUST UH(POPMUPOBAHHOCTHU
Bpaueil pa3HbIX cieMaIbHOCTEN (HEBPOJIOIrOB, XUPYProB,
YPOJIOTOB, TMHEKOJIOTOB, aHECTE3UO0JI0I0B, IICUXUATPOB),
Kacaroleics oCoOOeHHOCTEN KIMHUYECKUX MPOSBICHUN
nophupru, a TaKKe 0 HeOOXOOMMOCTU BHEIPEHUS B Py-
TUHHYIO IPaKTUKY Ka4YeCTBEHHOTO omnpeaesieHust mopdo-
OMJIMHOTEHA C peakKTUBOM DpJiiuxa, ce0eCTOMMOCTb MPO-
BEJICHUSI KOTOPOTO HUYTOXKHA TI0 CPABHEHMIO C 3aTpaTaMu
Ha JIeYeHUE B «3alyLICHHBIX» ClIydasiX. bbuio oTMeueHo,
YTO Meped AMarHOCTUYECKUMU U XUPYPIUYECKHMMU BMe-
IIaTeJIbCTBAMM B Cllydasix aOJOMHUHAIbHOTO CHHApOMaA
HESICHOTO TeHe3a HeoOXOAMMO M30eratb NMpUMEHEHUS
Mop(hUPUHOTEHHBIX JIEKAaPCTBEHHBIX TIpernapaToB, a I
MPOBEACHMST HApKO3a UCMO0JIb30BaTh TOJBKO Oe30IacHbIe
MeIWKaMEeHThI (IUIPYBaH, TPOMENOJ, 3aK1Ch a30Ta, (heH-
TaHWUJ), ¥ 9TO TOJDKHO CTaTh TIPABUJIOM.

YyacTHUKY KOH(DEPEHIIMU C OOJTBIIIMM UHTEPECOM TpOo-
CIyLLAIM TOKJIaIbl ¥ TTOAIEpsKaI UICHO ITPOBEIECHMUS TTOI00-
HbIX MEXIMCLMIUTMHAPHBIX MEPONPUSITUIA B OYIyILIEM.

Anna Xopowyn

HopwmocaHT® (reMuH) — JledueHUe OCTPOi TIeueHOYHO# mopdupun. Teniepb nocTyrneH u B Poccun!



