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OITPEAEJIEHUE

Cunapom Peiie (ocTpasi medeHouHas »3HIedanonatus) — 3TO OCTPOE
COCTOSIHME,  TPOSIBIAIONICECS  OBICTPO  MPOTPECCHPYIOMIEH  TOKCHYECKOU
sHIIearonaTueld BCIEACTBHE OTEKa TOJIOBHOTO MO3Ta U COMPOBOXKIAIOIIEECS
KUPOBOH JeTeHepaIueli BHYTPEHHUX OPTaHOB, MPEXKIC BCETO MEYCHH.

Jlannoe 3a0oneBaHue BHEpBble ObUIO omucaHo B 1963  roxy
naTojioroaHatomoM Peife u ero kosieramu, Kotopbie coobmanu o 21 pedeHke ¢
rpunioM B, monydaBuieM JieueHue npenapaTaM aleTUICATUIIMIOBON KUCIOTHI.
JletanbHbiil ucxon Habmogancs y 17 nereit. Ilo nanaeim [leHTpa mo KOHTpOIO U
npodunakTuke 3abojeBaHui, MUK ObUT 3apeructpupoBad ¢ 1979 nmo 1980 ron,
onucaHo 555 ciyyaes. IllecTs nccnenoBaHuy cityyali- KOHTPOJb, [IPOBEACHHBIX B
Coenunennbix Illtatax Amepuku Mexay 1978 u 1989 romom, mokaszanu CBSI3b
MEXITy CUHIpOoMOM Peiie u nmpuemMom acruprHa BO BpeMsi BUPYCHON MH(EKITUU Y
nered. CHIDKEHHME YacTOThI CHUHApoMa Pelie 0OBsACHSETCS pacmpocTpaHEHHUEM
pekomennaiuii  Komutera mno be3onmacHOCTM JEKapCTBEHHBIX CPEACTB IO
OTPAaHUYEHHUIO UCIIOJIL30BAHUSI aCIUPUHA y JIeTe B BO3pacTe /10 12 JieT BO BpeMs
BUPYCHBIX 3a0oiyieBanuii. B nmanpHeilemM ObUIM BBISBICHBI IpYyrye INpernaparsl,
BBI3BIBAIOIINE CXOAHYIO0 KIMHUYECKYIO0 KapTHHY. TakuMH SIBIAIOTCA aueaUIIpoJI,
OUMENPOJI, aMHOJIapOH, KalblUMs TrOMONaHTtoTeHar u  Jap. OnucaHsl
HACJIEJCTBCHHbIE dbepmeHTOIATHH, IPOSIBIISIFOLLIHECS Petie-nogoOHbIM
cugapomMoM  Takum 00pa3oM, MPHUHATO BBIACIATH KIACCHUECKHI (acTMpUH-
aCCOLIMMPOBAHHBIM, HWIMONMATUYECKUN) M aTUNHUYHBIN cuHapoM Peiie (Peiie-
oJ00HBIE CHUHAPOMBI). BakxHO OTMETHTh, UTO cUHApoM Peite pasBuBaics y
OONBHBIX, MPUHUMABIIMX AalCTHWICAIUIIUIOBYIO KHCJIOTY B TEpaneBTUUYECKHUX
no3ax (15-27 wr/kr/cytku). B TO ke BpeMs B OIKCIEpUMEHTE OBLIO
MOATBEPKACHO, YTO MPUHITHE MUHUMAIBHOW J103bl aCIUPUHA HE HUCKIIIOYAET
Pa3BUTHUS JaHHOTO CUHAPOMA.

QIINIAEMHOJIOT UA

[Tuk 3abomeBaemocTu cuHApOMOM Pelie TPUXOAWTCS HA BO3PACTHYIO
rpynny 5-14 ner (cpenHuili Bo3pacTt — 7 JI€T), PEOKO PETUCTPUPYETCS Yy
HOBOPOJXKJICHHBIX W JIHI] cTapmie 18 yer. 3a0ojieBaHUE ¢ OJWHAKOBOW YacTOTOMU
BCTpEUaeTCS y JuIl 000uX MoJjioB. OmucaHbl CeMEHHbIe Claydau 3a00JIeBaHUS
(2,9% wumerot OpaTheB unu cectep ¢ Peiie-momoO6HBIM 3a007I€BaHNEM B aHAMHESE),
peunauBUpyroIiee TeueHue peructpupyercs y 0,4% O0NbHBIX.



ITNOJIOI'UsA

OcHOBHBIM ATUONATOI€HETUYECKUM MEXaHU3MOM MOBPEXKICHUS
MUTOXOHJIPUH IIPU KIIACCUYECKOM cUHApoMeE Pelie sBiseTcs nprueM CaauliiIaToB U
Tekymas BupycHas uHpexuus. [locne BcackiBaHusl mpemnapara €ro MeTradboian3m
OCYULIECTBIISIETC B MUTOXOHAPHUAX U SHIOIUIA3MATHUYECKOM CETU IenaTOLUTOB 10
00pa30BaHUsl AKTUBHBIX META0OJIUTOB. ANLETWICAIMLMIOBAS KHUCIOTa In Vitro
crocoOHa yBEJIMYMBATh MPOHUIIAEMOCTh MOHHBIX KaHAJIOB BHYTPEHHEW MEMOpPaHbI
MUTOXOHApUN uii uWoHOB H+, mpuBons k ee naenojsipusaly, HaOyXaHHUIO
MUTOXOHJPUH, TOpMOXKeHWI0 3-U ¢a3bl u akTuBanuu 4- (aspl JgpIXaHUs,
Pa300IIEHUI0 OKUCTUTENBHOTO (HOCHOPUITUPOBAHMS, YBEIMUEHUIO AKTHUBHOCTU
AT®-a3p1 ¢ mocienyromuM  sHeprogeduuuToM.  MuTOXOHIpUU €
JENOJIIPU30BAaHHON BHYTpEHHEW MeMOpaHOW pa3pyliaroTcss B JiM3ocomax. B
NEYEHU U KPOBHU OOJBHBIX BO3PACTAECT aKTUBHOCTH JIMIA3bI, TPOUCXOAUT JUIOIHU3
TPUIJIMLEPUIOB B COCTaBE JIMIONPOTEUAOB OUYEHb HU3KOW IUIOTHOCTH C
oOpa3oBaHueM KHUpPHBIX KuciaoT. [lpu cunmpome Pelie  Hapymaercs
MUTOXOHAPUATBHOE b-OKHUCICHHE S>KUPHBIX KHCIOT, CHUXKAETCAd KOJIUYECTBO
KOHEUHBIX TMPOIYKTOB WX MeTabonmm3ma — anetui-KoA u KEeTOHOBBIX Tel, U
BO3HMKaeT Jneduuut aaeHozuHTpudocdarta. VYganeHue HaKarUIMBAIOIIUXCS
AIWUIKADHUTUHOB ~ NPOMCXOAUT IIyTEM I[IOYE€YHOM HKCKpEUWH, IMpU STOM
YMEHBIIAETCS  COJEP’KaHUE CBOOOJAHOrO KapHUTHHA, HEOOXOAUMOIrO st
TPAHCIIOPTUPOBKH  ITUHHOLIETIOYEYHBIX JKUPHBIX KHUCIOT M3 LUTOIUIa3Mbl B
MUTOXOHApUHU. B 0TBET Ha nenpeccuto b-oKUCIEHUsT B HECKOJIBKO Pa3 YCHIIMBACTCS
W-OKUCJIEHUE [JIMHHOLIETIOYEYHBIX M CPEIHEHENOYEYHBIX JKUPHBIX KHUCJIOT B
MHKpOCOMax TMEYeHH, 3aBUCMMOE OT IuToxpoma P-450. Ero mnpoaykramu
ABIISIIOTCS.  TUKApOOHOBBIE JKUPHBIE KHUCIOTHI, HMX COJIEP)KaHHE B KpPOBHU
KOPPEIUPYET C BBIPAKEHHOCTHIO THUIIEPAMMOHHEMHHM M TSKECTBIO COCTOSHHSL.
Tokcnyeckue )KUPHbIE KUCIOTHI U UX KOHBIOTAaThl SKCKPETUPYIOTCS YEPE3 IMOUKH,
BBbI3bIBas alMAypuro. HacTh KMPHBIX KUCIIOT PECUHTE3UPYETCS B TPUTIIULEPHUIBL,
KOTOpbIC HAKAIUIMBAIOTCA B TKaHW TEYEHM M JPYTHMX OPraHoB, (opmupyercs
MUKpPOBE3UKYIISIPHBIN cTeato3. Beicokoe coaepxkanne CBOOOAHBIX KUPHBIX KUCIOT
B KPOBHU Yy OOJBHBIX C CHUHAPOMOM Peiie BBI3BIBACT MOBPEKICHUE MUTOXOHIIPUI
HEHPOHOB, HEHPOTINHM M TEMAaTOIMTOB C Pa3BUTHEM JHEprojeuImra M JIaKTat-
IIMPYBATHOTO anuao3a. JUIMHHOLENOYEYHbIE, CPEIHELEIIOUEYHBIE KUPHBIE KHACIIO-
Thl W  TNPOMEKYTOUHBIE TMPOAYKTHI HMX METabodu3Ma TMpU  y4acTHUHU
MPOCTArIaHIUHOB WHTHOMPYIOT (DEPMEHTHI CHHTE3a MOUYEBHMHBI W3 aMMHaKa B
MEYEHN, BO3HUKAET TUIIepaMMOHHUEMUs. Pa3BuUBaeTCs ankano3, 4To yBEIUYUBACT
CPOACTBO IeMOIJIOOMHA K KUCIIOPOJY M NMPUBOJUT K TMIIOKCUM TKaHeil. Beicokue
KOHLICHTPALIMM aMMHaKa CTUMYJHMPYIOT CHHTE3 TIJIyTaMHHA W3 TJlyTamara B



HEpBHOM TKaHU. HakoluieHWe IiyraMuHa B KIETKax HEHPOITIMU IPUBOAUT K
MOBBIIIEHUIO OCMOTHYECKOTO JaBJI€HUs B HUX, HAaOyXaHHUIO aCTPOLUTOB M B
OONBIINX KOHLEHTPALMIX BBI3BIBAET OTEK T'OJIOBHOTO MO3Ia, YTO KOPPEIUPYET C
BBIPAKEHHOCTBIO HEBPOJIOTMYECKUX pPACCTPOMCTB. CHMKEHHE KOHLEHTpaluu
rilyraMata HapymaeT OoOMEH aMUHOKHCIOT W HEeMpoMeauaTopoB, B YaCTHOCTH,
HEJOCTaTOYHO CHUHTEe3upyeTcs ramma-amuHomacisiHas —kucinora (I"AMK),
OCHOBHOW TOpMO3HOM MenuaTtop. Ilocne HapymieHust a’poOHOTrO JIbIXaHUS B
MUTOXOHAPUAX Je(QULUT SHEPrUU KOMIIEHCUPYETCS YCHJIEHHUEM aHa’pOOHOro
[JIMKOJIN3a, B TO K€ BpEMs H3-3a HEJNOCTATKa KETOHOBBIX Ten M aneTwi-KoA
UHTUOMpyeTcs TNIMKOHeoreHe3. Bo3Hukatomnas runornukemMust npu cuHapome Peiie
CTaHOBUTCSI JIONOJHUTENbHBIM (PAKTOPOM, HapyUIAlONIMM paboTy BHYTPEHHHX
OpraHoB, OCOOEHHO TOJIOBHOrO Mo3ra. B cBoro ouepenb, BUPYCHBIE O€lIKHU
CaMOCTOATEIBHO  TOBPEXKIAIOT MUTOXOHJPUH, CIIOCOOCTBYS  MOBBILICHHUIO
NPOHUIIAEMOCTH MEeMOpaH M MOOWIM3ALUU JKeje3a Il y4acTUsl B MEPEKUCHOM
OKHCIIEeHUM JunuaoB. Mwmeronmiics B opraHuzMe a-TOKOQepos crnocoOeH
CBA3bIBATH JKEJIE30 B XEJNaTHbIH KOMIUIEKC M TEM CaMbIM  IPOSIBIAThH
AHTUOKCUJIAHTHOE CBOMCTBO. Y OOJBHBIX C CHHApPOMOM Peile ero xoin4ecTBo B
IIa3Me KpoBU CHIDKEHO. OnocpeoBaHHOE WMHTUMOMPYIOLIEE BIMSHUE BUPYCHBIX
YacTULl Ha MWTOXOHIPUM pealu3yeTcs uepe3 MHAYKLHI0 00pa3oBaHUs
IPOBOCHAJIUTEIBHBIX LUTOKUHOB, TaKuUX Kak (akTop HEKpo3a OIlyXoJei-a,
UHTepJIeiikuHa- 1, UHTepJIeHKHA-6.

KIIMHNYECKAS KAPTUHA U TIUAT'HOCTHUKA

B meuenuu xnaccuuecxoeo cunopoma Peiie evioensaiom uemvipe ¢pazvl:
NPOOPOMATILHYIO, HAYAIbHYI0, (DA3y PA38epHYymMo20 MOKCUKO3d U O0OpamHoz2o
DA36UMUAL.

[IpoapomanbHas ¢asza 94acTo MpeacTaBiIeHA OCTPOW PECIUPATOPHON BHPYCHOM
unpexmueit (60-80% cmydae), BeTpsiHoi ocmoi (20-30%), nuapeeit BUPyCHOMU
stronoruu (5-15%).

CuMmnToMbl HavyalbHOW (pa3bl BO3HHKAIOT uepe3 3—7 nHed. XapaKTepHbIM
MPU3HAKOM SBJSETCS TMOCTOSHHAs WM TOBTOPSIOIIASCA PpPBOTA, BO3HUKAECT
COHJIMBOCTb, anaTus, aTakcus. K 5—7-My qaro 607€3HM HapacTaeT rernaToMeranusl.

B ¢a3zy pasBepHyTOro TOKCHMKO3a TAIMEHT CTAHOBHUTCS arpeCCHUBHBIM,
pa3ipaKuTeIbHbIM, HAOJIIOAAETCSI ICUXOMOTOPHOE BO30YXKIAEHUE, 1€30pUCHTAIUSI.
Ounedamonatuss OBICTPO MPOTPECCUPYET B JEIHPUA W KOMy. BoO3HHKaIOT
TE€HEPAIN30BAHHBIE TOHUYECKUE CYJIOPOTH, KOTOPBIE TPYAHO MOIIAKOTCS TEPANUU.
HaGntonaercst purmaHOCTh  3aThUIOYHBIX — MBI, cuMOToMbl KepHura wu
Bpyasunckoro oObryHO  oTpuiatesnbHbie. [leyeHb yMEepeHHO  yBeIWYEHa,
HOpPMaJIbHOM WM TMOBBIMIEHHONW TIUIOTHOCTU. JKelTyxa OOBIYHO OTCYTCTBYET.



PanHuM 1pu3HaKoM pa3BEpHYTOI'O TOKCHKO3a SBJAETCS IeMOpparuyecKui
CUHAPOM, KOTOPBIA NMEPBOHAYAIBHO MPOSIBISETCS PBOTOM I[BeTa KO(EHHON TIyuy,
B JAJbHEUIIIEM — IeMaTypue U KpPOBOTOYMBOCTBIO U3 MeECT UHbEKIMU. MHorna
OTMEYAIOTCs [ETEXUAJIbHBIE BBICHIIIAHUS.

JlaboparopHasi auarHocTuka cuHapoma Peile 3akimiouaercs B MPOBEICHUU
OMOXMMHUYECKOTO aHalu3a KpoBU. PaHHUM TMpOSIBICHHEM SBISETCA POCT
KOHLEHTpaI[Ml aMMHaKa B KPOBH, HO B KOHLIE 3—4-T0 AHS €ro YPOBEHb CHUXKACTCS
710 HOPMAJILHOTO COCTOSIHUSI. Y POBEeHb aMMHaka Boiie 350 mMr/ i1 accouuupyercs
C IUIOXMM IMpPOTHO30M. Y TMAIMEHTOB OTMEYAETCA IIOBBIIICHHE AKTUBHOCTH
alaHMHaMUHOTpaHcdepasbl M acnapraTamuHoTpaHcdepassl (B 3—20 pa3 Bbile
HOPMBI), CBOOOJHBIX KUPHBIX KHUCIOT. [unormukemuss Bo3Hukaer y 40%
NalMEHTOB. YPOBEHb OWIMPYOMHA, COAEpN AHUE DJIEKTPOJIUTOB CHIBOPOTKH B
OOJBIIMHCTBE CIy4YaeB OCTAeTCs HOpMalibHbIM. Hepeakxo BBISBISAIOT HapylIeHHE
ceeptbiBanus kpoBu (ymuHenue [ITB u AUTB). Ilokazarenu oOiero anamuza
KpOBH OOBIYHO B Tipejaenax HopMmbl. [Ipw mpoBejeHuu JrOMOATbHON MYHKIIUH
BBISIBJIIETCS MTOBBIIEHUE JAAaBJIEHUS JIMKBOPA, OTCYTCTBYIOT MPU3HAKH BOCIIAJICHHUS.
B cnydasx HeoOxomumMocTH mpoBeaeHUs Au(depeHIUaNbHON TUATHOCTUKUA C
JIPYTMMH TeNaTomaTUs MU pellarollee 3HaYeHUue NpuoOpeTaeT OMOICHUS TEUYEHHU.
[Ipu cunapome Pelie rucromornueckoe HccieoBaHUE BbIABISET AUGDY3HYIO
MEJKOKAIEIbHYI0 KUPOBYIO AUCTPODHUIO TEMAaTOIUTOB, OCOOEHHO 10 nepudepun
JI0JIeK, MCUE3HOBEHHE JCTIOHUPYEMOIro TIUKOTeHa, HaJudue LEHTPOJIOOYISIPHBIX
HEKpPO30B W OTCYTCTBHE BOCHAIMUTENBHBIX KJIETOYHBIX HUH(uiIbTpaToB. I[lpu
ANEKTPOHHON MHMKPOCKONMK OTMEYAETCS PACIIUPEHHUE HHAOIIIA3MaTUYECKOTO
peTuKyliymMa M HaOyxaHME MHUTOXOHIPHUM TenaToluTOB, MHOTO IEPOKCHUCOM.
JInarHoCTMKa 5SH3MMOIATHII BO3MOYKHA METOJOM OIPEAEICHUS aKTUBHOCTHU
dbepMEeHTOB B  KYyJIbTHBHPYEMBIX ¢GuOpobiactax KoXH, JUMOOLHUTAX H
HedTpodunax. KiouHuueckue TmposiBIeHUS CUHApoMa Pelie Hecnenudu4HEI,
CJIeIOBAaTEIbHO, OH SIBIAETCA JOUAarHo30M uckimoueHud. Juddepenumnanpuas
JUATHOCTUKA  BKJIIOYAeT  dHIE(MamuThl, MEHHUHTUTHI, CaxapHbId  jaualer,
ayTOUMMYHHBIE 3a00JieBaHMS, WH(PEKIUOHHBIE JIMXOPAIKU, HEXKEIaTeIbHbIC
3¢ (HeKThI TeKapCTBEHHBIX MPENapaToB, HACIEACTBEHHBIC SH3UMOIIATHH.

JIEHEHUE

Jleuenne mnanueHTa ¢ cuHApoMOM Pelie mpoBOAWTCS B CTallMOHApe B
OTJICJICHUN pPEaHMMAIMM W WHTCHCHBHOW Tepammu. [lomoxeHue OOIBHOTO Ha
CIIMHE C IMPUIIOJHIATHIM T'OJIOBHBIM KOHIIOM KpoBath Ha 10—450 rpagycom . Bee
MaHUITYJISIIIAN TPOU3BOJIAT KPAtHE OCTOPOIKHO, YTOOBI MCKIFOUUTDH MOBHIIICHHE
BHYTPUYEPENTHOTO  JAaBieHus. HeoOXoaumo  mapeHTepalibHOE  MUTAaHUE.
DHepreTuyeckas IIEHHOCTh JokKHAa ObITh HE MeHee 1500 kkam B J€Hb, YTOOBI
CHU3UTH UHTEHCUBHOCTbH KaTa0oJIM3Ma U TUIIEpaMMOHUEMUU. MeIuKaMeHTO3HOe
JICYCHHE B MEPBYIO OYEPEAb HAIPABICHO HAa YMEHBUICHHE OTEKa TOJIOBHOTO



mo3zra. Beomsar 10-15% pactBop anbOymMHHA, THUIEPTOHUYECKHE PACTBOPHI
KaJIbLUsl XJOpUJA, MarHus cyiabpaTa, MaHHUTOJ, TIIOKOKOPTHUKOUABL. Jlms
JUKBHUJIALIMM THUIOTJIMKEMUM HUCHOJIB3YIOT KOHLUEHTPUPOBAHHBIE PACTBOPHI
rII0KO3bl. [IpOBOAST JAE3MHTOKCUKAIINIO, KOPPEKIUIO BOJIHO-3JIEKTPOIUTHBIX U
Merabonuyeckux HapymeHuil. IIIupoko HCIONb3yIOTCS TIenaTonpoTEeKTOPHI
(3cceHumane, JierajoH), KOTOpPbIE  CIOCOOCTBYIOT  perpeccy  KUpPOBOM
uHpunpTpauu neyeHu. Hasznauaror L-xapHuTHH, BUuTaMuH E, ackopOMHOBYIO
KHUCIIOTY, THaMUH. BO3MOXHO mpoBeAeHHuEe TIeMOCOpPOIMH, TeMOIUaIN3a,
NEPUTOHEATBHOTO TUANIN3a, B TSXKEJIBIX CIIy4asix — TPAHCIUIAHTALIMS TIEUYEHH.

IMPOT'HO3

[TporpeccupoBanue cuHapoMa Pelie MOXET CIOHTAaHHO OCTAaHABJIMBATHCS
Ha 000 CTaJNH, C MOCISIYIOITUM BBI3JOPOBIICHHEM uepe3 S—10 nHel, oTHaKo
6e3 sneuenns B 30—70% crmydaeB OH 3aKaHYMBAETCS JIETATBHBIM HUCX0A0M. Mcxon
CBs3aH C TPOJOJIKHUTCIIBHOCTHIO MO3TOBOW JTUC(HYHKIIMU, BBIPAKEHHOCTHIO M
CKOPOCTBIO MIPOrPECCUPOBAHUS KOMBI, TSAKECTHIO MOBBIIIICHHOT O
BHYTPHUUYEPEITHOTO JIABJICHHUS M CTCTICHBIO IMOBBIIIICHUS YPOBHS aMMHaKa B KPOBH.
TspkecTh COCTOSIHUA OTIpeieNsieTCs] HadallbHBIM YPOBHEM aMMHaka KpoBu ot 100
MKT/mi1 (0T 60 MKMOJB/T) WU TPOTPOMOMHOBBIM BpPEMEHEM Ha > 3 CeKYHIIbI
0oJbIIIe, YeM B KOHTPOJIE, U MOKET MPOTrPECCUPOBATH 10 O0siee BBICOKUX CTaHM.
[Ipy neranpHBIX CiIy4yasix cpeaHee BpeMs OT TOCHUTAIM3AIUMU JO0 CMEpPTH
cocraBnseT 4 nHa. IIporHo3 [j1si BBDKUBIIMX OOBIYHO XOPOIIHMM, U PEIUANBBI
peaku. OpHako, 4YacTOoTa HEBPOJIOTMYECKUX OCJIOXKHEHUW (Hampumep,
YMCTBEHHAs! OTCTAIIOCTh, SIMJICTICHS, TapaJiny YepPEIHbIX HEPBOB, IBUTATEIHHBIC
HapyweHus) gocturaet 30% cpend BBDKMBIIMX, €CIM Y HUX Pa3BUBAIUCH
CyJIOpPOTH WJIU JeliepeOpaimoHHas 1mo3a Bo BpeMs 00JIe3HH.
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