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CJZTYYAX BO3HUKHOBEHUA TAddCKOWU BOJIE3HU
(AJIMMEHTAPHO-TOKCUYECKOM MAPOKCU3MAJIbHOW MUOTNMOBUHYPUMN)
B PECNYBJIUKE BYPATUSA B CEJIAX MPUBANKAJIbCKOIO PAMOHA,
PACMOJIOXXEHHbIX Y O3EPA KOTOKEJ1b
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Onucan cayuaill Bo3nukHoBenus I'agpgpckotli 6ore3nu (arumenmapHO-moKcuueckoll NapoKcu3MaAbHOU
muoraobunypuu) B Pecnybauke Bypamusa B cearax IIpubailkaabCKOro palloHd, pACNOAOXKEHHbIX y 03epa
Komoxeab. B gannotli cmambe onuchlBaemcsi MacCoBoe ompaBAeHue npu ynompedAeHuu B NUWY pblObl,
BbIAOBAEHHOU B 03epe KomokeAb, UCMOYHUK BOBHUKHOBEHUS MOKCUYHOCMU pPblObl O CUX NOp OCmaemcs
Heu3BeCMHbIM. YUumblBas, WMo 3a00AeBaHUe SBASEeMCs MAAOU3YUeHHbIM U PegKo BCmpeuaowuMcs,
guarHocmuxda 3ampygHeHq, 0COOeHHO NPU HAAUYUU NEePBbIX CAy4udeB 3a00AeBAHUA, JAHHAA cmambs Oygem
noaesna gaa Bpaueli oowell npaxmuxu, nepBuUiHOro 3Bend.

KnoyeBbie cnoBa: lagppckasi 6one3Hb

A CASE OF HAFF DISEASE (ALIMENTARY TOXIC PAROXYSMAL MYOGLOBINURIA)
IN BURYAT REPUBLIC IN VILLAGES OF BAIKAL REGION NEAR THE KOTOKEL

E.Yu. Ludupova, L.A. Sergeyeva, N.S. Girgeshkinova, E.V. Oloyeva, V.Ya. Badmayeva,
A.B. Budasheyeva

Republican Clinical Hospital named after N.A. Semashko (Ulan-Ude)
Buryat Branch of SCRRS SB RAMS (Ulan-Ude)

The article describes a case of Haff's disease (alimentary toxic paroxysmal myoglobinuria) in Buryat Republic in
villages of Baikal region near the Kotokel. Mass poisoning by eating fish caught in the lake Kotokel is described.
The source of fish toxicity is still unknown. Taking into consideration that the disease is not well studied and
is very rare, the diagnostics is very difficult especially at presence of first cases of disease, this article is to be

very useful for general practitioners.
Key words: Haff’s disease

[ToAaHOe Teorpacduyeckoe Ha3zBaHUE ITOTO 3a-
oonreBanma — «laddcko-FOkcoBckas-CapTaaHcKas
Oone3Hby. MeAuITUHCKOe Ha3BaHUe — aAMMeHTapHO-
TOKCHYeCKasl NapoKCU3MaAbHasi MUOTAOOUHYPUS
(ATTIM) BBepeHO mocae Benblmku 1984 — 1986 rr.
Ha 03. Youackoe HoBocubupckoi obractu. boaeroT
AIOAH, OOABIIMHCTBO AOMAIUIHUX KMUBOTHBIX (B TOM
YHCA€e KBauHbIe), 0COOEHHO TSIKEeAO — KOIIKU.

AAVMMEHTapHO-TOKCHYeCcKas ITapoKCU3MaAbHas
muoraoounypus (ATTIM, T'addckasg, FOkcoBckasg,
CapTtaanckas, HapumanoBckast 00Ae3Hb) — XpoOHUUe-
CKMI aAUMEHTAPHBIN TOKCUKO3 5 BUAOB PBIO, KOIIIEK,
YeAOBEKa, HEKOTOPLIX APYTUX JKUBOTHLIX HEBBISICHEH-
HOM 3TUOAOTUY, IPOSBASIOUIUICSI CUMIITOMaMU ITOpa-
SKEHUST CKeAeTHON MYCKYAATypPhl, HEPBHOM CHUCTEMEL
U IIOYEK, B TSKeAOU (popMe 3a00reBaHUEe BEI3BIBAET
HeoOpaTUMbIe Pa3pyLIEHUsT MBIIIEYHON TKAaHU BCEX
SKU3HEHHO Ba’KHBIX OPraHosB [1, 2].

[MTepBasg BcHbllllKa 3TOro 3a00aeBaHUsA ObIAA OT-
MeueHa B 1924 — 1925 rr. cpeau pricakoB Dpwuriec-
ladpdpcroro 3aruBa barTuiickoro Mops U onmucaHa
HeMelKUMHU yueHBIMU KaK ['adpdckas 6ore3ns. B Tom
>Ke paioHe OHa IOBTOPSIAACH TPUIKABL: B 1927 — 1928,
1932—1933 u 1939 — 1940 ropax. 13 1100 cryuaeB 18
OKa3aAUCh CMepTeAbHBIMU. Ha Tepputopuu OBIBIIETO
CCCP 3aboaeBaHUe BIEPBBIE 3aPErUCTPUPOBAHO B
1934 — 1935 ropax cpeau HaCeAeHUsI AepeBeHb, pac-

TIOAOJKEHHBIX Ha Oepery FOKCOBCKOTo 03epa (0TCIoAa
erre opAHO Ha3zBaHUe «FOKcoBCcKas 60Ae3HbY), B /AeHUH-
TrPapACKOM 00AQCTH 3TOT HeAyT nmopasua 400 sxutenel,
8 13 KOTOPBIX MOruOAM. Hanboaee KpyIIHBIE BCIBIIIKA
HabAropaAuCh B 1947 1. B ceaax Ymiko3epo u [lecku
(Kapeabckasgs ACCP), B 1946 — 1948 rr. 1 BHOBBL B 1998 T.
— Ha 03. CapTtran (HoBocubupckas obaacTts), B 1960 T.
— B 30A0UEBCKOM parioHe XabapOBCKOM 00OAACTH, B
1970 r. — Ha o3epe UTkyab Kypranckoin obAacTy, B
1975— 1976 rr. — Ha o3epe OcTpoBHOE AATANICKOTO
Kpas, B 1984 —1986 rr. — Ha 03. Younckoe (Hoso-
cubupckas o0AacTh), Tae 3a0oaeno 115 yenoBek, u3
Hux 6 morndau. B 2000 — 2001 ropax 32 cayuas ATTIM
3aperucTpupoBaHo B TIOMEHCKOU 00AACTU CpeAu
HaceAeHUsI AepeBeHb, PaCIIOAOKEHHEBIX Ha Oeperax
BOAOEMOB TapMaHCKOM CUCTEMBL 03€ep.

Tnosiorng

3aboaeBaHMe pacCMaTPUBAIOT KaK aAUMeHTapHBIU
TOKCHUKO3, UMEIOIINY BeCeHHe-AeTHIOI0 Ce30HHOCTh,
CBSI3@HHBIM C yIOTpeOAeHHEM B IIUILY Aa’Ke Tep-
MUYeCKU XOpolio o6paboTaHHOU PHIOLI, BPpeMEeHHO
npuobOpeTarolel TOKCUUYecKue cBoucTBa. MicTouHnK
BO3HUKHOBEHUS TOKCUIHOCTU PHIOBI AO CHX ITOP OCTa-
eTCsI HEeU3BECTHBIM.

Haunboaee TpeATToOAOSKUTEABHOM IPUYUHOM ITpU-
oOpeTeHus pbI00M TOKCUYECKUX CBONMCTB MOJKeT OBITh
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yrnoTrpeOAeHHe €10 B IIUIITy CUHE-3eAeHbIX BOAOPOCAEH
CO CBOMCTBaMU TOKCHUYHOCTH. B HacTos1Iee BpeMs B
CIeIMaAbHOU AUTEepPAType MOSIBUAOCH MHOI'O BIIOAHE
000CHOBAHHBIX COOOIEHNM 0 THOeAU PbIO, 0COOEHHO
XMIIHBIX IIPY Ype3MepHOM IIBEeTeHUN BOABI, TaK Ha-
3BIBaEMOM 3BTPO(HUPOBAHUY, T.€. HEKOHTPOAUPYEMOM
pocTe 6moMacchl BOAOPOCAEH. TOKCUHBI CUHe-3eAeHbIX
BOAOPOCAEH, IT0ITaAasi B OPraHu3M PLIO, KyMYAUPYSICh
B OpraHax " TKaHIX AEAQIOT X TOKCUUYHBIMU AAS ATO-
AeM U JKUBOTHBIX, IUTAIOIIUXCS PBIOOM. BhissBACHO,
YTO TOKCHUYECKOE BelleCTBO TEPMOYCTOMUYUBO, AdJKe
aBTOKAaBUpoBaHue npu 120 — 150 B Teyenue 1 yaca u
rAyOOKas 3aMOpPO3Ka He paspyllatoT TOKCUH. AO Ha-
CTOSIIIIer0 BpeMeHH TOKCUYeCKOoe BellleCTBO B YUNCTOM
BHAE HE BBIIBAECHO.

ITamorene3 npakTuyecku He udydeH. CUUTaIoT,
YTO TEPMOCTAOUABHOE TOKCHUYECKO€e BelleCTBO, CO-
AeprKalleecss TA@BHBIM 00pa3oM B >KUPOBOU TKaHU
PBIOHL, IIOTIaAAs B OPraHU3M YeAOBeKa, M30MpPaTeAbHO
HapyuiaeT oOMeH Bell[eCTB B CKEAETHBIX MBIIIIAX,
YTO MPOABASIETCS YTPATOU UMU FAMKOreHa U HAKO-
IIA€HUEeM MOAOYHOM KUCAOTHL. B pe3yabTaTe BLEICBO-
00’KAQeTCsI MUOTAOOUH, KOTOPBIN IIPOXOAUT depes
IMOYEeYHBIN (PUABTP U BBI3BIBAET MHUOTAOOUHYPUIO.
Muoraro6uH BhIIAAAeT B BUAE KMCAOTO TreMaTHuHa,
YTO NPOBOIUPYET 3aKYIOPKY BOCXOAMIEN YacTu
netau l'enne. ITpOAYKTE MeTaO0OAU3MA, KOHIIEHTPU-
PYSICh B AUCTAaABHOM OTAeAe HepoHa, OKa3bIBAIOT
TOKCUYECKOe AEMCTBUE, BBI3bIBas IIOBPEXAEHUE
SIUTEANS ¥ Pa3BUTHE MUOTAOOUHYPUMHOTO HehPo3a,
IIPUBOAAILLETO K OCTPOU IIOYEYHOU HEAOCTATOYHOCTH
(OITH). I'mnepkoaryadanus, MposiBASIONIAACSA yepe3
1 —2 cyToK IoCAe Hauana 3a00AeBaHUSA, YCYTyOASIET
OKKAIO3UIO KaHAABIIEB.

KJIMHUYECKASA KAPTUHA

Boae3nb Bo3HUKaeT OOBIYHO B BeCeHHe-AeTHUU
nepuop. Haunnaerca yepes 10 — 68 4 mocae ynorpe-
OAeHUs B IUILY PHIOBL. BHE3allHO BO3HUKAIOT Pe3Kue
0O0AU U CAAOOCTD B MBIIIIIAX HOT (HOI'M «OTHUMAIOTCSI»),
PYK, IOSICHUIIBL, TPYAHOM KAeTKU. BoAu ycuAuBaroTCs
IIpY MaAeHIlleM ABUJKEHUHU, B TSI)KEABIX CAydYasiX OHU
B KOPOTKOE BPeMSsI PaCIIPOCTPAHSIOTCS ITIOUTH Ha BCe
CKEAEeTHBIE MBIIIIEI, KPOME MBI, AWIIa U TOAOBHI.
OTMeuaeTcsl 3aTPyAHEHUE ABIXaHUS U3-3a Pe3KOU
O0OAE3HEHHOCTHU AbIXaTeABHBIX MBI, HaOAToAQIOTCS
IMaHO03 KOJKY, TUIIEePTUAPO3, CYXOCTh BO PTY, MHOTAA
pBoTta. Co3HaHUEe COXPAHEHO, HO B IIepPBbIe YacChl 60-
A€3HU OTMEeUaloTCsI BIAOCTD, IOAABAEHHOCTL. ['Ay0o0-
Kasi YyBCTBUTEABHOCTE He CTPaAaeT.

ITpu maAbmalUU MBIl M1 HEPBHBIE CTBOABI
Ooae3HeHHBI. TeMIepaTrypa Teaa HOpMaAbHas UAU
nosbiaeTcs A0 38,0 °C. B Hauanre Ooare3HM HaOAIOAA-
eTCcs KpaTKOBpeMeHHasl IIOAUYPHUS, 3aTeM HacTyllaeT
oauroypus. Moda ripuoOpeTaeT KpaCHO-KOPUYHEBBIU
OTTEHOK, BIIAOTb AO Y€PHOTO I[BETa, COAEPIKUT OENOK,
AEUKOIIUTHI, 3ePHUCTBIE U THAAUHOBBIE [TUAMHADBHI,
SPUTPOLUTH], MUOTAOOKUH B OOABIIOM KOAMYECTBE.
B KpoBu B Hauane OOAE3HU BBIIBASETCS YMePEHHBINU
AEUKOIIMTO3, mHOTAQ aHso3nHopuAus, COI B mpepe-
AaxX HOPMBI UAY HECKOABKO yBeAndeHo. [1pu ypemuu
Pe3KO BO3pacTaeT ypoOBeHb KpeaTuHUHA.

BoaeBOM IPUCTYII AAUTCSA OT 3-X AO 4-X CYTOK,
3aTeM OOAU IIOCTENEeHHO CTUXAI0T, Moua IIpUHUMAaET
HOPMaABHYIO OKPACKy, HO IIDOTEUHYPUS OCTAeTCd B
Teuenune 1—3 Hepean. [Tocae 6ore3HU OOABHBIE He-
KOTOpO€e BpeMs OLIYIIAloT CAa0OCTh, pa30UTOCTb. B
TSOKEABIX CAy4Yadax Ha 2 — 3 AeHb OOAe3HU pa3BUBAETCSI
ocTpad anypus, Ha 5 — 11 poeHb O0OAe3HU OOABHBIE I10-
rubaroT OT ypeMuu. B iepBbie yackl 3a00A€BaHMUSA BO3-
MOJKHA CMepPTb OT aC(PUKCUU B Pe3yAbTATe IOPAKEHUS
ABIXaTeAbBHOU MYCKYAQTYPHL.

YuuTbsiBas, 4To 3a00AeBaHUE SBASETCS MaAO-
U3YUYEeHHBLIM U PEAKO BCTPEUAIOIIUMCsI, ANarHOCTUKA
3aTPyAHEHQ, OCOOEHHO IIPU HAAUYNU IIEPBBIX CAyYaeB
3a00AeBaHUA.

B kxauecTBe XapaKTepHOT'O AMArHOCTHUUYECKOT'O
Ipu3HaKa CAeAyeT YUUTHIBAThL U3MeHeHUe IjBeTa
Mouu. AuddepeHIupoBaTh 3a00AeBaHUE CAEAYET
C OCTPEIM TAOMepPYyAOHe(dPUTOM, MOUYeKaMeHHOH’
OOAEe3HBIO, OCTPOU NOP(UPUEN, OCTPLIM IIePEAHUM
IIOAVOMHEAUTOM.

/Aeuenue He pa3dpaboTaHO. PeKoMeHAOBaHa CpoY-
Hasl FOCIUTAAU3aINs, IIOCTEALHBIN PEKUM, TeIIAO,
00OUABHOE IUThE, CUMIITOMAaTHUeCKas Tepanus (Ae3uH-
TOKCHUKAIIMOHHAS, BUTaMUHOTEPAIUs, IIPU Pa3BUTUU
OCTPOU NMOYEUYHOU HEAOCTATOYHOCTU — IIPOLEAYPHI
OCTPOTO TeMOAMAAN3A).

[TporHO3 3aBUCHUT OT TSI)KECTH, TeUeHUsI OOAE3HU.
AeTarbHOCTb cocTaBAageT 1 —2 %.

B urone 2008 ropy B BypsATumM BIepBble CpeAn
sxurenei cen Mcrok, Apusl, Hepemymku, KoTokeas,
pacIioAO’KeHHBIX BOAU3U o3epa KoTokeab, 3aperu-
cTpupoBaHo 16 GOABHBEIX ¢ cuMIToMaMu ['adpdckron
OoAe3HU (AANMEHTapHO-TOKCUYECKOM TapOKCHU3MaAb-
HOI MUOTAOOMHYpPHH), 12 M3 KOTOPBIX HAXOAUAUCE Ha
AedeHHe B PeclryOAMKaHCKOM KAMHUYECKOM OOABHUIIE:
5 My>K4uH, 7 )KeHIIIMH B Bo3pacTe oT 36 A0 76 AeT, U3
KOTOPHBIX | YeAOBEK C A€TaABHBIM UCXOAOM. B aTux >xe
ceAax HaOAIOAAQAUCH CAyd4au MaCCOBOM rOeAr AoMalll-
HUX JKUBOTHBIX (KOIIIEK, CO0aK, KO3), IITUIL U PHIOHI.

Cumnromel 'adpdckroit bore3HH Yy BceX 00paTUB-
LIUXCS PA3BUBAAUCE B TedeHHe 12— 16 gacoB mocae
ynoTpeOAeHHs B IHUILY PBIOBI — Aellja U3 o3epa Ko-
TOoKeAb [TprbaliKaabCKOIO palioHa.

KAuHndeckass KapTUHa y BCeX MOCTYIHUBIIUX
CXOAHA: Ha (poHe (pU3MYIeCKOU HArpPy3KH, IpUueMa
AAKOT'OASL, IEPEOXAaKACHUS BOBHUKAAU pe3Kue 00An
B MBIIIIaX HUJKHUX KOHEYHOCTEH, IMOSICHUILE, IPYA-
HOHN KAETKe, OPIOIIHOM CTeHKe, 3aTeM pa3BUBaAaCh
MBIIIeYHast CAa0OCTh, M3-3a KOTOPOU OHU HEe MOTAU
XOAUTH, OTPAaHUUYUBAACA 00beM ABUXeHUU. [1pu
TMaAbIAIUK MBIIIIEL OBIAM OOA€3HEHHBI, OTeUHOCTU
He HaOAIOAQAOCE. Y BCeX ITOCTPAAABIINX OTMEYaAOCh
IIOTeMHEHNe IIBeTa MOUYM — OT KPaCcHOBATOI'O AO Yep-
Horo. B Moue onpepensieTcst AeMKOUUTYPUS, IIPOTEN-
HypHs, Makporemarypus. VIMeloTca U3MeHeHus [Ipu
HUCCAeAOBaHUU KoaryaorpaMmel, (pepmenToB (ACT,
AANT). I'lpu npoBepeHUN PUOPOraCTPOCKONIUU y 3-X
ObIAa BBISIBAGHA OCTpPast s13Ba JKEAYAKA, OCAOKHEH-
Has KpOBOTedeHUEeM. Y 8 IalueHTOB 3a(UKCUPOBAH
MIOBBIIIIEHHBIN YPOBEHb MUOTAOOMHA KPOBHU OT 60 A0
583 nr/mMA ipu HOpMe 22—66 y My>KunH 1 21 —49 y
SKeHIIUH. Y 6 4eAoBeK — MOBHIIIeHUe ypoBHI KOK
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(MakcuMaABHO A0 1969 ep/MA). OnipepereHre YPOBHS
MUOTAOOMHA B MOU€ He IIPOBOAUAOCE 13-3a OTCYTCTBUS
PEeaKkTUBOB.

Y 5-Tu 4yenroBeK TeueHHe 3a00AEBAHUS OCAOXK-
HUAOCH THIIEPA30TEeMUEH, OAUTO-aHypPUEU C Pa3BU-
THEeM OCTPOU MOYEeUHOU HepAOCTAaTOUHOCTU. OAUTO-
AHYPHUYECKUU IEPUOA IIPOAOAIKAACSI B CPEAHEM OT O
A0 21 CyTOK, 4TO HIOTPEOOBAAO TIOAKAIOYEHN MTalleH-
TOB K alllapaTy UCKyCCTBeHHas II04YKa. [Iponeaypel
OCTPOTO reMOAMAAN3a IIPOBOAUANCE ITO CTAHAAPTHOM
MeToAuKe Ha anmnapartax «Fresenius», ot 1 po 12
ceaHcoB. [Ipu3Haky TOKCUYECKOIO rernaTtura — y 8
YeAOBeK.

Anarnos N'agpdckoti 60Ae3HU ObIA BEICTaBAEH Ha
OCHOBAHUU KAMHUYECKOM KapTUHBI U 3MUAEMUOAO-
TUU.

YuuThIBasg, 4YTO CTAHAAPTHI A€UYeHUs AQHHOTO
3aboaeBaHMs He pa3padboTaHbl, BCeM OOABHBIM IIPO-
BOAUAACH IOCUHAPOMHAS Tepalus: ”HPY3UOHHAA Ae-
3UHTOKCHUKAIIMOHHAsA Tepalus (TpeHTaA, 3Y(PUAAUH),
AT CTUMYASIIIUU AMypPe3a BBOAUACS AQ3UKC, TAKKe
NIpoBOAMAACH BuTaMuHoTepanusa (Bl), Mmuasrama,
renaTonpoOTEeKTOPHI, IPOTUBOSA3BEHHAS, TeMOCTa-
TU4ecKasa Tepanus, nepeamBanue C3I1, B TeueHue
OAMT0-aHYyPUUECKOI'O IEPUOAA IPOBOAUAUCH CEAHCHI
OCTPOTO TeMOANAAN3a.

BEIIBA€HO, UTO BOCCTAHOBUTEABHBIU II€PUOA, TS-
>Keaee IIPOTeKaA y HallMeHTOB, UMEIOIINX aCCOLMNUPO-
BaHHBIE KAMHUYECKHE COCTOSTHUS (CaXapHbIN AuadeT,
WBC, runepToHNYeCcKyto OOA€3Hb, BUDYCHBIN FellaTUT
C), BBICOKUM YPOBEHb MUOTAOOKHA B KPOBU.

CeepneHus 06 aBTopax:

CpoKH roCIUTAAU3AlUU COCTABUAU OT 7 AO
47 x/pHei. Bce OOABHBIE OBIAY BLITUCAHEL B YAOBAET-
BOPUTEABHOM COCTOSTHIU C PEKOMEHAQIMSMU: HAOATO-
A€HUe 10 MeCTY JKUTEAbCTBA C e5KeMeCIYHBIM KOHTPO-
AeM O0LIMX aHAaAM30B KPOBU, MOYM, OMOXUMUYECKUX
ToKa3aTeAel, IBKa A KOHTPOABHOI'O OOCA€AOBAHUSA
B PecnryOAMKAHCKYIO HOAUKAUHUKY 4epes IIOATOAA K
He(dpOoAOTy, raCTPOIHTEPOAOTY, HEBPOAOTY.

[MTpodurakTrKa AQHHOTO 3a00AE€BAHUS BKAIOUAET
B ce0s1 CAHUTAPHO-IIPOCBETUTEABCKYIO PabOTy Cpepn
HaCeAeHUs, JKUBYILLero BOAU3HU 03€Pa, 3alIpeT AOBAU U
ynoTpeOAeHUs B IUILY PHIOBI B IEPUOA [IBETEHU BO-
AOPOCAEU U 3aPErUCTPUPOBAHHBIX CAy4YaeB raddpCckom
Ooae3HU. B BypaTtuu B IOCTpapaBIINX CeAaX BBEAEH
pe’XuM Ype3BblYalHOM cUTyanuu. Ha 3acepanum pe-
cyOAMKaHCKOM Komuccuu 1o UC pelreHo 3alIpeTUTh
AOB DEBIOBI, YIOTPeOAEHUE B IUIY O3€PHOM BOABL, B
eAsX IPOUAAKTUKY PellleHO 00eCIIeunuTh HaceAeHre
NIPUBO3HOMN NUTHLEBOM BOABI, IIAAHUPYeTCH OypeHuUe
apTe3uaHCKUX CKBaKUH B cenax Mcrok, Hepemymiku
u KoTokens.
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