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Mepnoanydeckas 6one3Hb ([16) — HacneACTBEHHOE ayTOCOMHO-peLecCUBHOe 3abosieBaHne, NPosBsIoLeecs peyninBm-
PYIOLUMM CEPO3NUTOM U HacTbiM pPa3BUTHUEM amuionao3a. OgHUM M3 Hambosiee PacrnpPoCTPaHEHHbIX CUMITOMOB MPU AaH-
HOV natosorumn siBasieTcss abaomMuHanbHasi 60/b. B cTaTtbe npeacTtaBaeHbl COBPEMEHHbIE B3r/sbl Ha NaTtoreHes, noaxoabl
K AMarHOCTUKE M JIEYEHUIO NMEepUoanYECKon 601e3HU. [TonBOAUTCS KOPPENSLUMOHHBIM aHaanu3 3aBUCMMOCTH TevyeHus [1b
oT BapuaHTa MyTaumm B reHe MEFV, a Takyxe OnbIT MPUMEHEHUSI CENIEKTMBHOIo 6/10katopa M-xoimHopeyenTopoB ruocuymHa

6yTnnbpomuaa 4718 KynupoBaHusi 6071€B0Oro aboMmMHa bHOro CUHAPOMa y AeTeN u Mo4POCTKOB.
KnroyeBble cnoBa: nepunoamnyeckas 6071e3Hb, 6071€B0M a640MUHa/bHbINA CUHAPOM, MMOCLMHa 6YTUI6POMUA.

MNepuoanyeckas 60/1€3Hb (CMHOHUM: apMsHCKas 60ne3Hb,
NapoKCU3MalbHbIM  CUHAPOM  [KIWHyass—Mo3eHTans,
NnepuoanyecKnUin NepUTOHUT, cuHApoM PelimaHa, 60ne3Hb
Curana—Mamy, cpeaM3eMHOMOpCKaa nuxopagka) —
HacneaCcTBEHHOE ayTOCOMHO-PELIECCUBHOE 3abosieBaHue,
nposiBasiolleecs Nepuoamyeckn peuuanBupytowumM cepo-
3MTOM M YacTbiM pa3BUTUEM amuIonao3a.

[lo HeflaBHero BpemeHu nepuogunyeckas 6onesHb (Mb) cum-
Tanacb peakov Gopmor naTonoruu, Kotopas BCTpevanacb
NPenMyLLECTBEHHO Y NpeAcTaBuUTENEen HapoaHOCTEN, npea-
KM KOTOPbIX KK B 6accenHe Cpean3eMHOoro Mopsi, 0Co6€eH-
HO y apMmsiH, eBpeeB-cedapos, apabos. BctpeyaemocTtb
nepuoanyecKkomn 605e3Hu cpeam eBpeeB-cedapaos, No pas-
HbIM AaHHbIM, cocTaBnser oT 1:250 go 1:2000 (4acToTa
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HOCUTENbCTBA MyTaHTHOro reHa — ot 1:16 go 1:8), cpeau
apmsaH — ot 1:100 go 1:1000 (4acToTa HOCUTENbCTBA —
oT 1:7 po 1:4) [1]. 3a nocnegHue rogbl HAMETUIAaCb TeH-
LeHumns pocTta 3a601eBaeMOCTH U pacLluMpenns reorpadum
pPacnpoCTPaHEHHOCTU NEPUOANYECKON BONE3HU, BEPOSTHO,
3a CYeT YBe/IMYEHMS YMCa CMeLaHHbIX 6pakoB M MUrpaLmm
HaceneHus. Y)ke onucaHbl cryyam nepuoamyeckon 60ne3Hu
B Poccun, ®panumn, Utanum, CLLUA, Bonrapum, @uHASHANNK,
Moptyranuun, Kanage, Typumn, ANOHWMKM U Opyrux cTpaHax,
NpUYEM He TOMbKO y NpeacTaBUTENEen apMAHCKON, eBpeWn-
CKOM MK apabCKoW HaLMOHaNbHOCTEN, HO U CPEeAU KOPEeH-
HOro HaceneHus.

B 1992 r. E. Pras # coaBT. OGHapyXWu, 4YTO reH, 3KC-
npeccus KOToporo Bbi3biBaeT passButue [1b, HaxoauTca

Practice of selective cholinergic antagonists in periodic fever

treatment in children

Periodic fever — is a hereditary autosomal — recessive disease that is characterized by recurrent serositis and frequent amyloidosis
development. One of the most common symptoms of this disease is abdominal pain. This article contains modern approach to
pathogenesis, diagnostics and treatment of periodic fever. There is also a correlation analysis of dependence of periodic fever clinical
course from gene MEFV mutation, as well as practice of selective M-cholinergic antagonist gioscine buthilbromide for abdominal pain
relief in children and adolescents

Key words: periodic fever, abdominal pain, gioscine buthilbromide.



Ha KOPOTKOM rMnevye 16-M XpOMOCOMbI PSAOM C reHamu
ayTOCOMHO-AOMWHAHTHOI O MOJIMKMCTO3a NOYEK U Ty6EPO3HO-
ro CKNIepo3a, U KoaupyeT 6efoK NUPWH, NPUHUMAIOLWKUIA yya-
CTWe B perynaumMu BOCManUTeNbHbIX NpoueccoB. MUpUH —
AAEPHbIM  TPAHCKPUMUMOHHBIK  daKTop, PeryinpyroLmnn
BOCMNaNUTENbHbIA OTBET NIENKOLMTOB, CNYXWUT HEraTMBHbIM
pPerynaTopoM BOCMaNMUTENbHbLIX MPOLECCOB MPW HaNMyuu
onpeaeneHHoro NoporoBOro YpoOBHSA €ro KOHLEHTpaLuuu.
OCHOBOWM NPUCTYNOB NPU NEpPUoaNYEeCKOn 60Ne3HU ABNSeT-
CAl CMOHTaHHas WAM WHAYLUMPOBAHHAs [erpaHynsiums Hen-
TPOdMIOB C BbIGPOCOM MeAnaTopoB BOCMAJSIEHUS, a TaKKe
pa3BUTMEM acenTUYEeCKOro BOCMaNeHUss NPenMyLLECTBEHHO
Ha CEepo3HbIX M CMHOBMAsbHbIX 060/104Kax. Bbibpoc meauna-
TOPOB BOCMaNeHWs NPUBOAMT K pasBUTUIO GONEBOr0 CHH-
apoma, a o6pasoBaHMe BOSbLIOIO KOIMYECTBA 3HAOMEHHbIX
NMUPOreHOB — K Pa3BUTUIO TMXOPAAKM.

B HacTosILLEE BpEMS OnMCaHO OKOJ10 29 BapnaHToOB MyTaLmm
B reHe MEFV. BonblIMHCTBO MccneaoBaTenen CHUTaloT, 4YTo
nepefaYa OCYLLIECTBAETCA MO ayTOCOMHO-PELECCUBHOMY
TUMY, YTO AOKA3bIBAET HOCMTENLCTBO NATONOMMYECKOrO reHa.
Ho HeKkoTopblie aBTOpbl (Heller, 1958; F. Cozzetto, 1961;
M. Ribo Golowart, 1980; Harpey, 1981) cuyuTaloT xapak-
Tep nepeaayn AOMWHAHTHbLIM, EC/IM B CEMbE OKa3blBaloOTCA
60/1bHBIMW YeTBepo M 6onee nNoTtoMKoB. E. Sohar (1967)
BbICKa3blBa NPEAMNONOKEHNE O FETEPO3UTOTHOM XapaKTepe
HacnegoBaHus. E.X. TopocsaH (1996) Bbioenun 2 KIAUMHUKO-
3TMoNaToreHeTM4yeckne Gopmbl: Manas, ¢ 61aronpUaTHbIM
TeYeHMEM, MPOSIBNAETCS Yy reTepo3uroT MYXKCKOro nona
(No3aHAa MaHUdecTaLmsl, peaKue NPUCTYNbl U30IMPOBAHHbIX
dopwm, oTcyTcTBME amuiongosa); MaHMbeCcTHas — C TsKe-
NbIM TeYEeHWEM, MpPOSIBASETCH Yy FOMO3WIOT 060MX MON0B
(paHHS9 MaHudecTaums, cMellaHHble NPUCTYMbI, pasBuUThe
amunounposa). pyrne astopbl (Heller, 1961; P. Godeau,
1980) npeanonaratoT cywecTBoBaHWe 2 oTae/bHbIX PEeHOTH-
NUYecKmx npossneHun. Mpu 1 deHoTune BHavyane BO3HMKaAeT
TMNM4Hasg ans Mb KapTuHa, U BNOCNEACTBUM MPUCOEIMHAETCS
amunongos. MNpu 2 peHoTMne amunonao3 cHMTaeTcsl NepBmY-
HbIM MPOSIBNEHWEM, @ MPUCTYMbI NPUCOEANHSAOTCS NO3aHee.
Hanbonee pacnpocTpaHeHbl TpU MyTallMK, Ha OO0 KOTO-
pbix npuxoautcs 6onee 90% cnyyaeB [1b: 3ameHa wu3o0-
nenunHa Ha MeTnoHuH (M680I) HabnogaeTca B OCHOB-
HOM y apMsiH; BajiuMHa Ha METUOHWMH (M694V) n anaHuHa
Ha BanuH (V726A) — y BCex aTHUYECKMX rpynn. SKcnpeccus
reHa Habnwogaercs NpermylLecTBEHHO BO dpaKuuu 3pe-
NbIX MNaNn0YKOAAEPHbIX TEMKOLUMTOB NEPUPEPUYECKON KPOBH
M B KJIETKaX afeHOKapLMHOMbI YenoBeka nuHum sw 480 [2].
Ha 6ase racTtpo3aHTEPONOrMYECKOro OTAENEHUS KIMHUKK
netckux 6onesHen MMA um. U.M. CeyeHoBa ¢ aekabps
2008 no anpenb 2010 rr. noag HabNOAEHUEM HAXOAMNOCh
30 peTten € reHeTM4ecku MNOATBEPMKIAEHHbIM AWArHO30M
nepuoanyecKkon 60ne3Hn B Bo3pacTe oT 4 g0 17 NET, U3 HUX
13 peBouek (43%) u 17 manbunkoB (57%). Bcem petam
NPOBEAEHO MOJIEKYNAPHO-TEHETUYECKOE 06CNeaoBaHue
o6pasuos [HK.

AHann3 daHHbIX, MONYYEHHbIX B pe3yfibraTe reHeTUYecKo-
ro WccregoBaHus, Mokasan, 4To 5 ageten 6bIIM reTopo-
3UrotTamu, M3 HUX 3 — TreTepo3urotamu Mo Mytauuu
M694V, 1 — no mytauuun V726A, 1 — no mytauun R761H.
OcTtanbHble 25 geten 6blv pasfeneHbl Ha 2 rpynnbl: rpynna
geten (n = 10) ¢ MyTauusMu B KOMMayHA-reTepo3nuroTHOM

COCTOSIHUK U rpynny aeten (N = 15) roMO3WUIoTHbIX MO O4HOM
MyTauun. CaMmon 4acTonm KOMNayHA-retepo3nroTHOM KOMOMU-
Hauuen aBunacb KoMGuHauua M694V/V726A (y 6 peten),
a roMO3UroTHOM — myTaumsa M694V (y 13).

Mo HauMOHaNbLHOM MPUHALNEKHOCTHM AETH Pa3aeNnuanch cne-
aylowmm obpasoM: apmsiHe — 22, asepbangKaHubl — 5,
pycckue — 3.

MNepBble cumnTombl B NOSBAAOTCH, Kak NpaBuio, B OET-
CKOM ¥ toHolleckoMm BoapacTe. o agaHHbiM E.X. TopocsH
(1996), Bo3pacTHble pacnpenefieHns npeactaBieHbl TaKUm
obpasom: oT 1 go 3 net — 16,2%, ot 4 go 7 netr — 23,4%,
oT 8 go 12 netr — 38,8%, ot 13 go 15 netr — 21,6%;
[eTM MEepBOro roja »W3HW 3aboneBaloT KpanHe peako.
Manb4ymkm 6onetoT B 1,5 pasa yalle AeBOYEK, YTO 0ObSAC-
HaeTca npeobnagaHWem nepegayun rno OTLOBCKOW NUHUKM —
ot 5,0 go 23,4%; Hanbonee HU3Kasg BEPOSTHOCTb nepeaayun
OoT MaTtepu K goyvepm (2,2%) [3].

AHanM3 HaluX KNMHUKO-aHAMHECTUYECKMX JaHHbIX MOKasan,
YTO NnepBble CUMNTOMbI 3a6071eBaHUS y 6O/bLUIMHCTBA AETEN
NnosiIBUIMCb B BO3pacTe A0 5 NneT (cpeaHni Bo3pacT Havyana
3aboneBaHusa coctaBun 2,43 + 3,32).

Mpn aHanuM3e HacneacTBEHHOCTM OOGHapPYXKeHo, 4To
y 14 peten (46%) nmenucb cemenHble cnydau Mb, npuyem
8 peten 6biM poaHbiIMM GpaTbsMKM U cecTpamu. Bce petu
ABNSAUCHL MO0 KOMMayHA-retepo3urotamu (1 — no myta-
umn F479L/E148Q, 3 — no mytauun M694V,/V726A), nn6o
romoaurotamu (1 — no mytaummn M680I, 8 — no myTauuu
M694YV), 1 pebeHoK nmen mytaumio M694V B roMO3UIoTHOM
COCTOSIHUM.

CornacHo KnaccuduKaumun, npeanoxeHHon EpeBaHCKUM
rocylapCTBEHHbIM MEeAULIMHCKUM YHUBEPCUTETOM, MO OCHOB-
HbIM K/IMHWYECKMM MPOSIBAEHWMAM BbIAENSIOT cheaylolime
BapuaHTbl Nepnoan4ecKkon 6onesHu [3]:

°*  ab6J0OMWHaNbHbIN;

® TOpaKaNbHbIl;

e CyCTaBHOW;

®  IMXOPaAOYHbIN;

® CMeLaHHbIN.

KnuHuyecku MNb nposiBAsieTcs BO3HMKAKOWMMKU Yepes onpe-
[leNleHHble WHTepBanbl (AHW—HEeAeNU—MecsLbl) CTepeoTun-
HbIMW MPUCTYNaMn NMUXopaaku. JInxopaake MoOryt conyT-
cTBOBaTb 6O/MEBbLIE CUHAPOMbI, CBA3aHHbIE C Pa3BUTUEM
HecneundUYecKoro BocnaneHns B CEPO3HbIX U CUHOBMUANb-
HbIX MOKpoBax. Jllo6as ataka ConpoBOXKAAETCA nabopartop-
HbIMW MPU3HAKaMKW BOCMaNEHUs: NENKOLUTO30M, yBENNYe-
Huem CO3 1 apyrnx BocnanuteNbHbIx 6€1K0B, NOBbIWEHUEM
a- U B-dpaKkuuun rmobynnHOB, CHUKEHMEM aKTUBHOCTHU MUe-
nonepokcuaasbl HEUTPOGUNOB. BHe npucTyna KinHUYecKune
NPU3HaKM 601€3HU OTCYTCTBYIOT, NTabopaTopHble NOKa3aTenu
NocTeNeHHO HOPMan3yTCs.

CaMbIi 4acTbii M MOCTOSIHHbIK CUMMNTOM MEPUOANYECKON
60/1€3HM — NIMXOpajKa, KoTopbin BCTpevaetcs B 96—-100%
cnydaeB [1]. ABOOMUHaNbHbIM 60NEBON CUHAPOM (acenTu-
YECKMUW NepPUTOHUT) BbisiBNEeH B 91% cnyvyaeB, U30/MPOBaH-
HO — B 55% [1]. AnuntenbHOCTb abA0MUHaNbLHOIo BapuaHTa
MB 06bl4HO cocTaBnseT OT 1 A0 3 AHEeR, pexe yAMHAEeTCH
40 1-2 Hepn. CycTaBHOM CMHAPOM MOXET MPOSBNATLCA KaK
apTpanruamMu Ha GoHe MoBbILEHNUS TeMNepaTypbl Tena, Tak
W BOCMaNIEHWEM KPYMHbIX CYCTaBOB. APTPUTbI U apTpanruu,
Nno pasfiMiyHbIM AaHHbIM, HabnwgatoTcsd B 35-80% cnyya-
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eB [1]. NpoaonK1TEeNbHOCTb CYyCTAaBHOIO BapuMaHTa npuctyna
MNBb coctaBnser 4—7 AHeW, UHoraa yanuHsercs o 1 mec.
TopaKanbHbIi BapuMaHT M30AMPOBaHHO BCTpedvaeTcs B 8%,
B cOYeTaHun ¢ abaomMuHanbHbiM cuHApomMOoM — B 30%.
KoXHble n3meHeHus BO Bpemsa npuctyna B BcTpevatotcs
B 20—30% cny4aes [1]. Hanbonee TMNUYHBLIM NPOSBNEHNUAM
cunTaeTcs poxkenopo6Has CbiMb, HO MOXET BCTPeYaTbCs
BE3WKyne3Hasa Cbifb C MypPnypHOM OKPAaCKOW 3/1E€MEHTOB,
a TaKXXe Y3e/lKM, aHTMOHEBPOTUYECKUE OTEKM, annepruye-
CKMEe peaKuuu BMIOTb A0 OTeKa KBWHKE WM KpanuBHULbI.
Opyrne npossnenus MNb — ronoBHasa 60/b (4acTo GbiBa-
€T «MpeaBeCcTHUKOM» MPUCTYNa), acenTUYECKUA MEHMUHIUT,
nepuKapauT, MManrus, renatoiMeHasnbHbIA CUHAPOM, OCTPbIN
OpXuUT. HYacToTa “ NepMoanYHOCTb NMPUCTYNOB BapbMpyOTCS
y pa3HbIx 60/bHbIX B LUIMPOKUX NPeaenax: OT HECKONIbKMX pas3
B Heaento Ao 1—2 pa3 B HECKOJIbKO JIET.

Cpean KnuHunyeckux ¢opm Mb y aeter AOMUHMPYIOT abao-
MUHanbHas, Kotopas BcTpeyaetcs B 43,1% cnyvyaes, 1 cme-
lwaHHag — B 50,3% [3].

OCHOBHbIMX CUMMMNTOMaMu 3a6ofieBaHUS, MO HaWWM [aH-
HbIM, ABnsAncb nnxopagka — y 30 (100,0%), 6011 B KMBO-
Te — y 28 (93,3%), KOTOpble COMPOBOXAAIUCb PBOTOMU
(y 5 60nbHbIX; 16,6%) 1 anapeen (y 3; 10,0%), Topakanrum —
y 15 (50,0%), aptpanrun — y 18 (60,0%) geten. Matepo
nauuneHToB (16,6%) npoonepupoBaHbl B CBA3W C CUMMTO-
MaMMK «OCTPOro xuBoTar. Y 27 (90%) Ha MOMEHT o6cneao-
BaHMA AgnMarHoctMpoBaHa cmelwaHHaa dopma b, y 3 aeten
(10%) — aboomuHanbHas.

ConocTraBneHue aaHHbIX MOJIEKYNSPHO-FEHETMYECKOro 06ee-
[I0BaHUS C KIIMHUKO-aHaMHECTUYECKMMM JaHHbIMWU NOKa3ano,
YTO NepBble CUMNTOMbI 3a60/1IeBaHKA y 6ONbLUIMHCTBA AETEN,
KOTOpble OKa3a/lMCb roMo3urotamu no Mytauun M694YV,
NosiIBUIMCH Ha 1-M rofy *13HuW, neveHne TpeboBano HEOAHO-
KpaTHOro MOBbIWEHUS A03bl KOAXWMUMHA AN YMEHbLUEHUS
4acToTbl U TAXECTU NPUCTYNOB. Y AeTen, Y KOTopbIX 06Hapy-
¥eHbl MyTaumm M694V/V726A B KOMNayHA-reTepo3uroTHOM
COCTOSIHMM, HE OTMEYEHO KaKOoW-TMbo 3aKOHOMEPHOCTU MO
BPEMEHM MOSIBIEHUS NEPBbIX CMMMNTOMOB 3ab60/ieBaHuS.
Y peten ¢ HanuumeMm Mytauunm (M694V, F479L, V726A)
B reTePO3NIrOTHOM COCTOSIHUM HWKAKMX OTIMYMI B [ebioTe
M Te4eHUn 3aboneBaHNs MO CPaBHEHMUIO C KIIMHMYECKOW Kap-
TMHOW MPW FOMO3UITOTHOM WM KOMMAyHA-reTepo3UroTHOM
COCTOSIHUM HE OTMEYEHO.

Takum o6pazom, MyTaumus M694V B roMO3UroTHOM COCTOS-
HUWM MOXKET NPOABAATLCH PAHHUM HayYanom, 6onee TAKENbIM
TEYEHWEM, 4YacTbiMW MPUCTYNaMK, TPEBYWMMM GONbLLMX
[103 KONXWMUMHA, U, BO3MOXHO, 60/iee paHHUM pPasBWUTUEM
aMuIongo3a noyex.

Amunongos npu b BbISBASETCS, NO Pa3MYHbIM AaHHbIM,
y 10-40% 605bHbIX [4]. Y HEKOTOPbIX NaLMEHTOB, HECMOTPS
Ha [JOBOJIbHO YacTble MPUCTYNbl, aMUIONI03 HE pa3BMBa-
eTcs. B ocHOBe naTtoreHesza amunonao3a NexxuT n3bbITou-
Hoe o6pa3oBaHue 6enKa-npeawecTtseHHMKa SAA. Hanbonee
WHTEHCMBHOE HaKonneHwe amwunoupa npu b oTmevaert-
cl B opraHax, rae makpodaru 3aHMmalT GUKCUpOBaHHOE
MOJNOXKEHUE: MOYKM, MeYeHb, ceneldeHka. [locTeneHHo Bce
yBENMYNBAIOLLMECS OT/IOXKEHUS aMuionia NpMBOAST K cAaB-
JINBAHUIO M aTPOdMM MapeEHXMMATO3HbIX KNETOK, CKIepo3y
M HE[JOCTaTOYHOCTH OpraHa. HecmoTps Ha To, YTO amuIoMa03
MOXET pa3BMBaTbCs B JIIO60OM OpraHe W TKaHu, amuaonaHoe

nopaeHne NoYeK UrpaeT onpeaensiolyto posb Ans NPorHo-
3a U XK3HKU 6onbHoro Mb.

Mo paHHbIM MOPGHONOrMYECKOro UCCNeaoBaHMsA CIN3UCTOM
060/104KM NPSAMON KULLKKW, aMuionaa He 6bi10 0OO6HapYKEHO
HW Yy OAHOro 60/1bHOTO.

Mpn nepnognyeckon 60NE€3HM OCHOBOM Tepanuu sBSeTcH
Ha3HayeHne KonxuuuHa. KonxuuunH obnagaeT aHTUMMUTOTH-
YEeCKMM 3hPEKTOM B OTHOLIEHMM amuiongobnactoB (mpwu
nepuoanyeckon 601e3Hn — Makpodaros) 1 cTabunnsnpyet
MeMbpaHy HenTpoduIoB, MPENATCTBYS BbIOPOCY MMPMHA.
KONXMUKMH Ha3HavyaeTCcs NOXMU3HEHHO B A03€ 3 MKI/KI B CYT,
006bI4HO No 1—-2 mr/cyT. lNpenapaTt XopoLwo NepPeHOCUTCS; MHO-
raa BO3HMKAIOT AUCMENCUYECKUE ABIEHUS, KOTOPbIE HE Tpe-
OYIOT NOMIHOW OTMEHbI NpenapaTta. KonxnumH B 60/bLUMHCTBE
CNy4YaeB MONHOCTbIO NPeAoTBPALLAET NOSABEHME NPUCTYNOB
MB nnn 3Ha4YUTENbHO CHUMXKAET MX HYAaCTOTY M BblPaXKEHHOCTb,
npefoTBpallaeT pa3BUTME aMUIOML03a MOYEK, CHUKAaeT
BbIPaXKEHHOCTb €ro nposiBneHuin. Npu noyevyHowm HepocTa-
TOYHOCTM J03Y CHUXKAIOT UCXOASA M3 CTEMEHU CHUXKEHUS KIly-
604KkoBOM duabTpauun. lNMpenapaT MOXKET ObiTb BPEMEHHO
OTMEHEH MPK OCTPbIX MHDEKUUAX Y pebeHKa.

Bce HabnogaemMble HAMK NaLMEHTbI MOYYann KONXULMH UK
6e3BpeMEHHUKA BENMKONENHOro ankanoug B gose 0,25-
1,5 mr/cyT. Hu'y ogHoro pebeHka npenapar He Obl1 OTMEHEH
13-3a pPa3BUTUS NOBOYHBIX 3PPEKTOB.

Mpu oTCYTCTBMM TEPANMM HaMGObLLYIO ONACHOCTb NPeACTaB-
NFIeT pa3BWTHE MOYEYHOrO0 aMMUIoM03a, KOTOPbIM aBAseTcs
€[MHCTBEHHOW MPUYMHON CMepTU 60nbHbIX ¢ b. AHanm3a
3a60/1eBaEMOCTH Y B3POC/bIX U AeTen NoKa3biBaET, 4TO Npu
ectecTBeHHoM TedeHuun MBb npnbnuantenbHo y 50% 60/bHbIX
TEPMUHaNbHas CTaus MOYEYHOM HEefoCTaTO4YHOCTWM Pa3Bu-
BaeTcs 4yepe3d 5 NIeT ¢ MOMEHTa MOSIBEHUS MPOTEUHYPUM,
y 75% — B Te4yeHue 10 net [5].

He meHee BaXHbIM KpuTepuem ycnewHoctn Tepanuu b
y [neTen ABnseTcs Heo6XOAMMOCTb KyNMMPOBaHWS MPUCTY-
noB 60/er B XMBOTE — KJIKOYEBOr0O MPOSBAEHUS abaoMu-
HaNbHOro CUHAPOMA, KOTOPbLIM HEepeaKo onpeaensieT Kaye-
CTBO XWM3HMW MALMEHTOB M AMKTYeT HEO6GXOAMMOCTb MOUCKa
HOBbIX MOAXOAOB KynWpOBaHWA [aHHOro nposiBnenus. [ns
3TUX LleNen B raCTPO3HTEPONOrMYECKOW NPaKTUKE yCnewHo
MCMOMb3YOT CENEeKTUBHbIE XONMHONUTMKKM [6—8]. K npena-
paTam 3TOW Tpynmnbl OTHOCUTCA TMOCLUMHa O6yTunépomua
(ByckonaH), “Mmeelowmnin BbICOKYD cTeneHb apOUHHOCTH,
npevMyLecTBEHHO K M; peuentopaMm, NOKaln30BaHHbIM
B IN1alKOMbILLEYHbIX KJIETKaxX *enyoo4YHO-KMLLIEYHOro TpaKTa
(FKKT), »kenyHoro n mo4veBoro ny3bipa ((KBI1, MI).
MpenapaT pacnpeaensiertcs, rnaBHbIM 06pa3oM, B MbillIeY-
HblX KNETKax OpraHoB OGPOLWHOM MOMOCTM U Manoro Tasa,
a TaKXXe B MHTpamypasibHbIX FaHMUSAX OPraHoB GPIOLWHOM
MonoCTH.

Mpenapat nnoxo BcacbiBaetca B MMKT. nocne npumeHe-
HWS BHYTPb MM PEKTANIbHOTO UCMOb30BaHMA BCacbiBaHUE
coctaBnsieT 8 n 3%, COOTBETCTBEHHO.

byckonaH o6nagaet HU3KOW CUCTEMHOM OGUMOLOCTYMHOCTbIO
(meHee 1%), NO3TOMY PUCK Pa3BUTUA CUCTEMHbIX aHTUXONU-
HEePru4yecKknx No6OYHbIX 3PHEKTOB MUHUMASIEH.

HecmoTps Ha HU3Kyl0 6MOLOCTYMHOCTb, AaHHbIM npenapat
OKa3blBAaeT HEO6XOAMMbIA NOKaJibHbIM CMa3MOUTUYECKUN
3dPeKT (B cuny BbICOKOM aPpOUHHOCTM NMPEUMyLLECTBEHHO
K M3 peuentopam), a TaKxe OKa3blBaeT raHrno610KMpylo-
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B nomowyb Bpavy

ee AencTBMe NyTeM CBA3bIBAHUS C HUKOTUHOBbLIMU peLien-
Topamu. byay4n 4eTBEPTUYHBIM aMMOHWEBBLIM MPOU3BO/HbIM
npenapar He MNpPOHWKaeT 4epe3 remartoaHuedannyeckum
6Gapbep U, COOTBETCTBEHHO, HE OKa3blBAET aHTUXOJIMHEPTU-
yecKoro BnaHus Ha LLHC.

Y 60blUMHCTBaA NaUMEHTOB (71%) 3ddEKT B OTHOLIEHMM
CMMMNTOMOB abaoMWHaNbHOW 605M/Ccna3mMoB OTMEYaeTcs
yepe3 15 MUH, y 16% — B TeyeHne 45 MuH nocne npuema
npenapata. Okono 50% nauneHToB COOBLMAN O CYLLECTBEH-
HOM 06ner4eHmm cuMnTomoB B TedeHune 30 muH [9, 10].

Tak KaK npenapat aenctsyeT mecTHo (Ha XKKT, Bl n M),
HEe3HauYuTeNIbHO BCACbIBAETCS M HE MPOHWKAET Yepes rema-
TO3HUedanMyeckmn 6apbep, YactoTa Pas3BUTUS TUMUYHbIX
CUCTEMHBIX aTPOMMHOMNOAOOHbIX MOBGOYHbIX 3DDEKTOB ABNSA-
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Tomac lNpam. AkcnepumeHT

150 ner Ha3aj BBeA€H TEPMUH
«KOJUIOUAHAA XUMUS»

150 net Ha3af c Ierkomn pyku uccnegosatens
Tomaca [pama (1805-1869 rr.) B HayKke nosi-
BW/CS TEPMUH «KONNOMAHasa xumus». Yepeaa
6/1eCTAWMX OTKPbITUM, CMEeNoCTb MbICIH,
OPUrMHaNbHOCTb METOAOB W HeycTaHHas
paboTa — TaKow 6blna KMU3Hb TanaHTIMBOro
XMMMKa.

MepBble ycnexu xganu T. [pama B 3anHO6Yp-
re, Kyda emy NocoBeTOBasiM nepeexatb Npo-
deccopa yHuBepcuTeTa B [Masro. B 3auH-

6YyprcKOM YyHMBEpCUTETE IOHOWa Havan
CaMOCTOSATE/IbHO BECTU UCCe0BaTENbCKYIO
pa6oTy. OH 3aKOHYMN UccneaoBaHne abcopo-
LMW ra30B XMAKOCTAMU, U B KOHUE 1826 T.
B «PUNoCOPCKMX NETONUCAX» NosSBUNACHE €ro
nepeas cratbsl, 3a KOTOpyl [pam nonyyun
roHopap B 6 ¢yHTOB — TaK Havyanacb nopa
HenpepbIBHbIX UCKaHW Tomaca [pama.
Ncenepys anddysuio ra3os Yepes NopucTble
neperopogku, [pam B cBou 26 net chopmy-
IMpOBan 3aKoH: CKOpPOCTb AnddY3unn B razax
o6paTHO NponopunoHasbHa KBaapaTHOMY
KOPHIO U3 ero naoTHOCTU.

3aHuMascb Bonpocamu okucnexnus docodo-
pa, Tpam o6Hapyxuma, 4TO MpoLecc 3amea-
NF9eTcs B MPUCYTCTBUMM HUYTOXKHO MasblX
KOMIMYECTB HEKOTOPbIX ra30B. 3TO OTKPbLITUE
CTano nNepBbIM MPUMEPOM «OTPULLATENbHOIO
KaTanusa» (NOHATUE «KaTanu3» BBEN CMycTs
naTb neT K06 bepuennyc).

T.Tpam  3auHTepecoBancsd  ycloBUAMMU
nonyyexHus pocdatoB — M CHoOBa ygada —
eMy yaanocb Bblaenuntb GochOpHYD Kuc-
NI0TY HOBOrO TUMNA, Ha3BaHHYl WM MeTa-
docodopHoin. PaboTa [pama, nocBsilleHHas
opTO-, MeTa- U NUPodOoCcdHOPHOM KuUcnoTam,

ony6nMkoBaHHas B 1833 r., 3acTaBuna
nepecMoTpeTb BOAOPOAHYIO TEOPUIO KUCAOT,
npeanoxexuyto I. 13K, 1M 3anoxuna ¢yH-
[aMeHT TEeOpPUU MHOTOOCHOBHbIX KMWCIOT.
PacnpocTpaHuB MeToAbl UCCNeaoBaHUS
ra3oB Ha XWAKOCTWU, B TOM 4uCNe Ha pac-
TBOPbI, [PAM OTKPbIT OCMOTUYECKUI 3DDEKT
(NnpaBaa, 3aKoHbl ocMoca 6biin chopmynu-
poBaHbl ropasfo Nosxe).

Tomacy pamy NpuHaLNEeXuUT naes pasanene-
HWUA BCEX BELLECTB Ha KpUCTannouabl U Kon-
nounabl (1861). MNepBble 06pasyloT CTOMKKUE
pacTBOPbI U KPUCTaNIN3yoTCs, BTOPblE AatloT
HEeCTOMKMEe pacTBOPbI U NErKO Koarynaupyor,
o6pasyss CTyAEHWUCTbIM OcCafoK. ITn pabo-
Thbl 3a@/I0WJIM OCHOBbI KONOUAHOW XMMWM.
Mpooomkaa wuccnegoBaHusa ras3os, [pam
B KOHLe 1860-Xx rogoB OTKPbIN siBNeHue
OKKJI03MW — MNOrNOLWEHUS ra30B MUKPOCKO-
NMUYECKMMM NONOCTAMU B METaNIaX.
Ba)HOCTb Hay4HbIX OTKpbITUI T. [pama 6bina
HeocrnoprMma, a caM CKPOMHbIW Y4YeHbI A0
KOHLL@ KM3HM Noib30Basics HeGbiBabIM yBa-
XEHWEM M aBTOPUTETOM B Hay4dHOM cpege.
CeroaHs ero no npaey CYMTalOT CamMbIM BblAa-
IOLLMMCS @aHITUACKUM y4eHbIM XIX BeKa.



