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Manifestation of porphyria by vegetative syncope
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A clinical observation of porphyria is presented, in which the symptoms of the disease included vegetative syncope.
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AKTyanbHOCTb

opdupust — HacAeACTBEHHbIE 3a00JIeBaHUsI, 00-
YCJIOBJICHHBIE MYTallUsSIMM T€HOB, OTBETCTBEH-
HBIX 3a CMHTe3 TemMa. Hapsimy ¢ ocTpeIiMu Tipu-
cTynaMu 3a00JieBaHUs C pa3BUTUEM IMOJMHEBPOITATUN
BO3MOXHBI U KIIMHUYECKUE TIPOSIBJIEHUS TOJIBKO C TIopa-
>KEHWEM BeTeTaTUBHOUW HEPBHOM CUCTEMBI, Ha KOTOPYIO
BO3ICHCTBYIOT TOP(UPHUHBI B TTIEPBYIO 0Uepe/lb, TaK KakK
BeTeTaTMBHbBIE BOJJOKHA HE MMEIOT MUEJIMHOBOI 000J104-
KU. BeIsiBIeHUE TaKX OOJBbHBIX UMEET OOIbIIIOE 3HAUe-
HUE JUISI IMarHOCTUKY TMTOPMUPUU IO Pa3BUTHS OCTPBIX
MPUCTYTIOB Y MPOMPUITAKTUKYU Pa3BUTHS TSKETBIX COCTO-
SIHUI Yy OOJIbHBIX.
ean: npoduiakTrKa OCTPhIX COCTOSIHUI TIPU TTOP-
upun.

MaymeHTbl M MeTOADI

IMauuenT 18 neT ¢ BereTaTUBHBIMU cUMHKoOMe. Jlna-
THOCTHKA MTOp(UPUU OCYLIECTBIISIIACH C TTOMOIIbIO Ka-
YeCTBEHHOTO TeCcTa MOYM Ha MOpPUPHUIO C peaKTUBOM
Opnuxa [1]. Aasg moaTBepXKIeHUsT AUarHo3a MpoBOAUIN
KOJIMUECTBEHHOE oTlpeaeeHue nophupuHOB (AeabTa-
aMUHOJIEBYJIEHOBasI KMC0Ta U MOPGOOUIIMHOTEH) B pa-
30BOI1 MOUY€ C UCIOJb30BAaHUEM CIIEKTpOodII0opuMeTpa
U-3900 (Hitachi).

Pesynbratbl

IMamueHT 18 neT xxajoBajcsl Ha IEPUOANYECKOE TO-
JIOBOKPYXEHUE, TOIIHOTY, TOJJOBHbIE 00JIU, TIJIOXOE Ca-
MOYYBCTBME TpU NpeObiBaHUM Ha coyiHue. C neTcTBa
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KPATKWE COOBLLEHNA

OoTMeYaeT 0OMOPOYHBIE COCTOSIHUS MPU 3a00pe KPOBU.
Hab6sonaeTcst moBbIIIeHWE Y TTIOHMKEHUE apTepuaibHO-
ro naBiieHus. Kapauosiorom nnarHocTupoBaHa apTepu-
ajibHas runepTeH3ust HesicHoro reHe3a. Ha OKI yucio
cepleyHbIX cokpaleHuit 58—92 B 1 muHyty. [110KO3a
B KpoBHU 4,8 MMoJIb/J1. B HEBpOJIOTMYECKOM CcTaTyce —
aMoLranbHO JJabuiaeH. CyxXoxXulibHble pedeKCchl Cpe-
Hell XXKUBOCTH, paBHOMepHbIe. YyBCTBUTEIBHOCTh HE Ha-
pymieHa. B mo3e Pombepra ycroituus. [1anbiie-HocoByIO
MPOOY BBITIOIHSIET TOYHO.

ITpoBeneH KayecTBEHHBIN TECT MOYM Ha MOPMUPUIO
¢ peakTuBoM Dpauxa. TecT monoxuTteapbHbiit. Konnue-
CTBEHHOE oTipeielieHre TopOUPUHOB B pa30BO MoYe:
nopdodbmmmHoreH — 1,9 (B Hopme 0-3,4 MT/7), nenbTa-
aMUHOJICBYJICHOBas Kuciorta — 8,2 (B HopMme 1,5-7,5 mr/nm).
JuarHoctupoBaHa NieyeHoYHast Top(UpHs ¢ BereTaTUBHbI-
MM cuHKoITe. HazHavyeHa nmueTa ¢ TOBBIIIIEHHBIM CoepKa-
HUEM TIIOKO3bl M OTpaHWYeHNe TIPeObIBaHMS Ha COJIHIIE
[2]. ITpu ocmoTpe yepes 4 Mecsiiia 0OTMedal 3HaYUTEIbHOE
yaydiieHue coctosiHusl. 2Kanob He Ob10. Mor 6e3 orpaHu-
YEHWUIA TTOCeIaTh 3aHsTHS B MHCTUTYTe. KomruecTBeHHOE
onpezesieHre MOphUPUHOB B Pa30BOii Mode: TopdoOMIIH-

HoreH — 1,2 (B HopMme 0-3,4 MT/1T), AeIbTa-aMIHOJIEBYIIE-
HoBas kuciaora — 5,1 (B HopMme 1,5-7,5 mr/i).

PanHee BbIsIBIeHUE O0IbHBIX TOPOUPUU CPEenU Ta-
LIMEHTOB C BereTaTUBHBIMU PacCTpONCTBaMU OyIET Cro-
COOCTBOBaTh paHO HAYaTOMY JICUEHUIO U MPOGUIAKTUKE
pPa3BUTUST OCTPOIA MophUpUM.
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