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U peBMarosora. J1o OyIeT CIiocoOCTBOBATh Ooiee
paHHEMY BBISBJICHHIO COMYTCTBYIOIIEH MaTOJIOTHH,
Havaly e€ JICYeHHUsI U CHU3UT CPOKHU TOCHHUTAIN3a-
LHH.
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Ocrtpas nepemexaromasics Hopupus — HacIeACTBCHHOE MeTaboIHIecKoe 3a00/IeBaHUe C Ay TOCOMHO-TOMHUHAHT-
HBIM THIIOM HacleJJoBaHus. B ocHOBE KIIMHUYECKOH KapTHHBI JIKUT HapylleHHe (pyHKIIHOHUPOBAHNS BEreTaTHBHOM
peryasnun. ATaku ocTpoil mepeMexalomeiicst nopupuu ObBAIOT PEIKUMHE, COIPOBOKAAIOTCS JIETAIBHBIMH UCXO/a-
MH, HO Ha IIPAKTUKE YaCTO OCTAIOTCS HEJMarHOCTHPOBAHHBIMH. 3HAYHUTEIbHBIE CIIOXKHOCTU JUATHOCTHKH CBSI3aHBI C
HecHenu(pUIHBIM XapaKTepoM KIMHHYECKHX IPOSBICHHH 0CTPOii mepeMesxatomelics mopdupuu. [lannenTs! nepBUYHO
o0pamaroTcs K BpauaM XMPYPru4eckux CHelHaibHOCTEeH ¢ KIMHUYECKOI KapTHHON «oCcTporo xuBoTa». B pesynprare
60JIBHBIM Ha3HAYAIOT HOPOUPHHOTCHHBIE TeIeOHO-THaTHOCTHYECKUEe MaHUIYSInKU (06e3001MBaHKe, TAIAPOCKOMIUIO
C aHecTe3Mei), yXy/[Iasi TeYeHHE aTaku U IPorHo3 3abonepanus. OTHomeHue nopdupun k ophaHHbIM 3a00JICBaHUAM,
noMUMOP(GU3M KINHHYECKOH KapTHHBI, OTCYTCTBHE IIPEHNapaToB B MEAHIUHCKUX YUPEKICHUAX IJIs JICUCHHS JaHHO-
ro 3aboneBanus B Poccuiickoit @enepanuu co3naroT onpeaenéHHbIe CI0KHOCTH JUld Bpadeil. B craTbe paccMoTpeHs!
KIMHHYEeCKHEe HAaONIONCHHS 3a ABYMS IMAIMEHTKaMH ¢ JuarHo3oM «OcTpas mepeMeskaromascss HopUpHus», BIEpBbIe
BBICTAaBJICHHBIM B HEBPOJIOTHYeCKOM oTaesieHnu. [lanuenTka M. 53 neT Obliia focTaBiieHa Opuragoi CKOpoi MEeIUIMH-
CKOH HOMOIIH B HEBPOJIOTHYECKOE OTAEICHHE B COCTOSHUH OTIYIICHH IOCIE CEPUU IeHePaTN30BaHHBIX TOHHKO-KIIO-
HUYECKHUX CYJ0POT C IBICHUAMU runepTepmui. Ilannentka M. 21 rosa 6bli1a rociuTaIM3MpOBaHa B OTACNCHUE XUPYP-
THH B CBSI3U C UHTCHCHBHBIMU OOJISIMH B DIIUTacTPalbHOH 001aCTH, TOIHOTOH, MHOTOKPATHOH PBOTOH, OMHOKPATHEIM
JKHJIKAM CTYJIOM H BEIpa)KCHHOH 0011eii c11aboCcThIo, H3-32 KOTOPOI CAaMOCTOsITEIbHO He NepeaABuranace. IlpuBenénnsre
KIMHHYECKHEe HAOIIONCHUS OTPaXKaloT OOIIYI0 CUTYaIHIo, KOIJa Ha MIPOTSXKEHUH JIUTENBHOTO BPEMEHH MAIlHEeHTOK
TOCHHUTAJIN3HPOBAIN B HENPO(DHIbHBIC OT/AEICHHS, a TAK)KE OCBEMIAIOT MPOOIEMY MO3IHeH U HECBOCBPEMEHHOM Ji1a-
THOCTHKH 3a007I€BaHHS.

KaiodeBble cjioBa: ocTpas nepemexaromasics noppupus, reM, ooMeH noppupuHa, No3aHssI THarHOCTUKA, CYI0-
POXKHBINA CHHIIPOM.
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Acute intermittent porphyria is an inherited metabolic disease with autosomal dominant inheritance pattern. The

INTERMITTENT PORPHYRIA IN CLINICAL

Anpec nns nepenucku:polikarpova_90@mail.ru
975



Kiaunnyeckune Ha0II01eHUSA

pathogenesis of the disease includes disturbed function of vegetative regulation. Attacks of acute intermittent porphyria
are rare, sometimes are fatal, but in practice they often remain undiagnosed. Significant difficulties are attributed to
unspecific clinical manifistations of acute intermittent porphyria. The patients initially visit surgeons with a clinical
presentation of acute abdomen. As a result porphyrinogenic diagnostic and remedial procedures are administered
including anesthetics and laparoscopy with anesthesia, which worsen the attack and prognosis. Porphyria being an
orphan disease and polymorphism of clinical presentation, absence of medications for its treatment in health care
facilities in Russian Federation cause challenges for physicians. The article deals with clinical observation of two
patients with a diagnosis of acute intermittent porphyria first made in the neurology department. A 53-year old female
was brought in to the neurology department by an ambulance in obtundation after a series of generalized tonoclonic
spasms with hyperthermia. A 21-year old female was admitted to the surgical department due to intensive epigastric
pain, nausea, repeated episodes of vomiting, an episode of diarrhea and significant general fatigue causing impossibility
to move. Presented clinical cases reflect a general situation when for a long period of time the patients were wrongfully
admitted to different departments, and cover a problem of late and untimely diagnosis of the disease.
Keywords: acute intermittent porphyria, heme, porphyrin metabolism, late diagnosis, convulsive disorder.

Iopdupun — rereporennas rpymnmna merado-
JINYECKUX O0O0JIe3HEH, OOYCIOBICHHBIX Ie(hEeKTOM
OJHOTO W3 BOCHEMH (PEpMEHTOB, yYacTBYIOIIUX B
cuHTe3e remMa. bomblias yacTh U3 HUX HACIEIYeTCs
10 Ay TOCOMHO-IOMHHAHTHOMY THITY [4]. Pexke mop-
¢bupun UMEIT NPHOOPETEHHBINH XapaKTep, BO3HU-
Kasi IpU BO3AEHCTBHH (PaKTOPOB, HHTHOUPYIOMINX
(epMeHTHI cHTEe3a rema [4].

KnuHnveckue nposiBieHHs 3a00J€BaHUS CBS-
3aHbl C HAaKOIUICHHEM M JKCKpelHeil TOKCHYHBIX
NPEIIECTBEHHIKOB TeMa. BIIensioT neuéHouHble
1 dpUTponodTHYEecKHe GOopMBbI MOpHUpH.

Haubonee wacras kimHWYeckas ¢opmMa —
ocTpasi mepemexatomasics mopdupus (OIII),
nprnuéM mpuctynsl OIIIl mportekatoT Hambonee
Tspkeno. CymecTByIOT mpoBokaTopsl araku OINIL:
aJIKOT0J1b, IEKaPCTBEHHBIE PENapaThl (HECTEPOUI-
HBIE IPOTUBOBOCHIAIMTENIBHBIE CPEACTBA, OapOUTY-
partbl, 1edanoCnopuHbl U Ip.), KOneOaHus ypOBHS
TOPMOHOB (IIyOepTaTHBIH IIepHOJ], MEHCTPYaJIbHbBII
LUKJI, 0EPEMEHHOCTE), HHCOJISLIUS, THITOTJINKEMHS
(B pesynbraTe TOJNOJaHUS, HU3KOKAJIOPUITHOW aH-
€ThI), 0aKTepHaTbHBIC U BUPYCHBIC HHPEKIUH [5].

B ocHOBe KJIIMHMYECKOW KAPTUHBI JIEKUT Hapy-
meHne (yHKIHOHHPOBAHUS BETETaTHBHOH pery-
nsanuy. Haunbonee vacTele TposBIEHHS MpPU aTake
OIIIl — kapaualbHbBlE CHUMITOMBI (TaXMKapaus,
apTepuagbHas TUIIEPTEH3Us), a0IOMUHATIBHBIC CHM-
oMbl (00K B )KHBOTE, 3alOpHI, TOLIHOTA, PBOTA,
pexe auapes), HEBPOJIOTMYECKHE U IICUXUYECKHE
CHMIITOMBI (IIOJIMHEBPUTHI C Pa3BUTHEM Iiepude-
PHUYECKHX Mape30B M YyBCTBUTCIBHBIX HapyIle-
HUH, MOpakeHWe YEpeNHBIX HEPBOB, MPUBOAAIICE
K Tape3aMm, Ta30Basi JUCHYHKIUS, SMHICTTHIECKHIE
MIPUCTYTIBI, THIIOTaNaMHUYecKast TUCQYHKINS C LeH-
TpaJlbHOW JIMXOPAJKOM W TUNOHATPUEMHUEH, KoMa,
9MOLMOHAJIbHAS JTAOMIIBHOCT, IOBEICHYECKUE pac-
CTpOiiCcTBa, rajutonuHanum) [1, 4].

Kpowme storo, B 95% cnyuaes araku OIIII moua
OKpallleHa B KPacHBIH, pO30BBIN MM OyphId I[BET
(BO3MOKHO IIOKpPACHEHUE MOYH IIPH CTOSHUY €€ Ha
CBETY B CTEKJISAHHOH 0aHKE), 4YTO CBSI3aHO C M30BI-
TOYHBIM KOJIMYECTBOM NOPQOOHIHNHA.

3HauNTEeNbHBIE CIOKHOCTH THATHOCTHKHU CBS-
3aHbI C HeCl'leLlI/I(bI/l'-leIM XapaKTEpoOM KIMHHUYCC-
kux npossiaenuil OIIIl. IlanueHTs! nNEepBUYHO
oOpamialoTcsi K BpadyaM XHPYPrHYECKHX CIIEIH-
allbHOCTEH C KJIMHHUYECKOHM KapTHHOM «OCTPOro
xuBoTa» [3]. B pesymprare GONBHBIM Ha3HAYAIOT
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nop(GUpUHOTeHHbIE ne4eOHO-THMarHOCTHYECKHE
MaHUnynsnuu (00e300auBaHue, JTaapoOCKONUI0 C
aHecTe3uei), yxyauas Te4eHUue aTakd U IPOTHO3
3aboneBaHusl.

JlaGopaTopHasi JHAarHOCTHKa JAHHOTO 3abole-
BaHUsI CBOAUTCS K KAYECTBEHHOMY CKPUHUHT-TECTY
MOYH C PEaKTHBOM OJpiuxa Ha MOphoOHINHOTEH
(I1BI'), xoTOpBIil B OCTpBI mepuox OyaeT Moio-
JKUTENBHBIM y OonpIIMHCTBa manuenToB [2]. [pu
HEOOXOAUMOCTH  HCHONB3YIOT KOTHYECTBEHHOE
onpenenenue I1bI" 1 aMrHONEBYTMHOBON KUCIIOTHI
B MOYe M KpoBH [2]. Y 6eCCHMITOMHBIX HOCHTENEH
MIPOBOASIT HCCIEIOBAaHUE IE30KCHPHOOHYKIEHHO-
Boi kucnotsl (JJHK-1uarsocruka).

Jleuenne npucryna OIIIl cBopuTcs K nongasie-
HUIO aKTUBHOCTU CHHTETa3bl JACJIbTa-aMHUHOJICBYIIH-
HOBOH KHCIIOTHI B Pe3yJIbTaTe BBECHUS MPEMapaToB
remMa, yrieBogHoi Harpys3ku — 40% pacTBop nek-
cTpo3bl (rmoko3sl) 0 1000 Ma BHYTPHBEHHO Ka-
NeJIbHO B TeUEHHE CYTOK Ha MpPOTsKeHUH 2—4 Hep
[4, 6]. OTcyTCTBUE aIeKBaTHOTO JICUSHUS IIPU aTakKe
OIIII 3Ha4uTENBHO YXYyIIIAeT MPOTHO3, JIeTaIbHbII
HCXOJ] HACTYIAEeT B pe3yJIbTaTe IbIXaTeIbHOI Hello-
CTaTOYHOCTY UM HapyLIeHUH puTMa cepaua [4].

[MpuBoguM knmHHYeckue HabmrogeHus. Ipak-
THYECKH OTHOBPEMEHHO B HEBPOJIOTMYECKOE OT-
nenenue [AY3 l'oponckas kiinHHYecKas OONbHALIA
('KB) Ne7 Oputn rocnuTaan3upOBaHBl JBE TMallU-
eHTKHU, KoTopeiM AauarHo3 OIIIl 6b1 BhICTaBIEH
BIIEpPBBIE.

Tayuenmxa M. 53 nem Oblna nocraBieHa OpH-
rajioil CKOpo MeIMIIMHCKOM MTOMOIIH B HEBPOJIOTH-
YeCKOoe OT/EJECHHE B COCTOSHHUM OITYLICHHS IOCIIe
CepUH TEHEPaTN30BaHHBIX TOHUKO-KIOHHYECKUX
CyIopor ¢ siBieHusMH runeprepmun 10 38,3 °C.
YpoBeHb rmukeMuu cocTasisa 4,1 Mmoins/n. B HeB-
POJIOTHYECKOM CTaTyCe 0YaroBOil MaTOJIOTHH HE BbI-
sIBJICHO. MEHUHTeaIbHbIC 3HAKH OTPULATCIBbHBIC.

Co CJIOB POACTBEHHHKOB, MALUCHTKA JIUTEIb-
HOE BpeMsI CTpajiaia caxapHbIM JHabeToM 2-ro TUIa,
npuctynaMmu smuiencud ¢ 2011 r., KoTopsle BO3-
HUKJIH Ha (OHE OJIaronoiydHOT0 HACIEICTBEHHOTO
aHaMHe3a. IIpy 3TOM B TedeHHE HENENH YPOBEHb
TIIMKEMHUH TOAAEPKUBAJICA B Ipeaenax 4 MMOIb/I
(manmeHTKa coOniofaia AWETY, MPUHHUMAJa TEpo-
paJibHbIE CaXapOCHIKAIOIINE MTPErapaThl).

C 2011 r. HeOTHOKpAaTHO OblIa TOCHUTAIH3U-
poBaHa B XHUpyprudeckoe oThelleHHe Mexperu-
OHAJBHOIO KIJIMHHKO-TUarHOCTHYECKOTO ILEeHTpa
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r. Kazanu ¢ nono3penuem Ha nepuToHut. [Ipucrty-
bl 00J1el B )KMBOTE OBLIM CTEPEOTHITHBIMH, C Ya-
CTOTOI1 OKOMo 1 pa3a B Mecsll, BCETAa COMPOBOXK-
nanuck (GeOpHIbHON JTUXOpaaAKOW, MPUCTYMAMHU
MOTEPU CO3HaHMS, mponomxanuck 3—4 nus. Ilpu
3TOM XHPYpPrU4ecKylo MaTONOTHIO KaKIblH pa3
HCKJIIOYAJIH.

ITpu oOcieoBaHUYU B OTHECICHUH TEPANCBTH-
geckoro npo¢wis B 2015 1. Bo BpeMst JIUXOpaaKu
ObL1a 3ahuKCHpOBaHa MOTEPs! CO3HAHUS C CYJ0PO-
TaMH, BBITIOTHEHO JIEKTpodHIedaorpaduaeckoe
uccienoBanue. Ilpm 3TOM B MOMEHT IpHCTyIa
3adukcrpoBaHa snuiaenTH(GOPMHAsT aKTUBHOCTE.
IMocne KOHCYTBTaIMK MIJICNTOIOTA OBIITH HAa3HA-
YEeHBI JaMOTPHJKUH U BaJIbIIPOEBast KUCIOTA, Ha
(hone xoTopbIx ¢ HOAOPs 2015 1. cymopor He ObLIo,
OJHAKO NMEPHOIUYECKOE «OECIIPHUYMHHOE» IOBBI-
HIEHUE TEMIIEepaTypsl Tela U yMepeHHbIe 001U B
KUBOTE COXPaHSIHC.

B utone 2016 r. Ha GpoHe nuddy3HOI roI0BHOIM
601, 03HOOA, TIOBBILICHUS TEMIIEPaTyPhl TeJa 10
38,3 °Cy nmanueHTKH BO3HUKJA CEpUsl SMUIIEHTU-
YEeCKMX HPUCTYIIOB, YTO CTAJO OCHOBAaHHEM JJIS
TOCHUTAIM3AUN B OT/EJICHUE HEOTIOKHOW HEB-
ponoruu 'AY3 «I'KB No7».

ITo maHHBIM TE€MaTOJOTMYECKUX HCCIIEN0Ba-
HUH ¥ HeipoBU3yaln3anuy (MarHUTHO-PE30HAHC-
Hasi TOMOTrpadus rOJIOBHOTO MO3Ta) MAaTOJIOTHH He
obOHapy>xeHo. [Ipu ananuze 3abosneBanus obpaia-
JI0 BHIMaHHUE TO 00CTOSATENBCTBO, YTO SUIIETITH-
YeCKHe MPUCTYIBI Pa3BUBAINCH TONBKO Ha (OHE
TUNepTepMUH. B COBOKYMHOCTH C HpEIIIecTBY-
IOLEd MHOTOKPATHOW KJIMHHUYECKOW KapTHUHOM
«OCTpPOTO KMBOTa», HadM4YHeM aMOyIaTOpHO 3a-
(MKCHPOBAaHHOW OTHOCHTEIbHOW THHOTITHKEMHUH
ObLiIa MPEANOIoKEHa BO3MOXHOCTh ataku OIIII.

Amnanu3 mouu Ha IIBI' ¢ peakTuBoM Dpnuxa
J1aJ1 MOJIOXKHUTEIbHBIH pe3ybTaT.

HecMotpst Ha Hanmuune caxapHoro auabeTta, K
JIEYCHUIO TTaIIMEHTKH OBITN 100aBIeHB! MHQY3UN
JEKCTPO3BI (TJIFOKO3BI) C KOHTPOJIEM YPOBHS TJIH-
kemun. B TedeHme 2 cyT cocTosHHE OOJIBHOU, B
TOM 4YHCIIE TEMIIepaTypa Teja, HOITHOCTHIO HOP-
MaJIM30BaOCh. B CBsI3M ¢ AMArHOCTUPOBAHHOM
OINIl manueHTKe OBLIM NaHBI PEKOMEHAAINH II0
nanpHedmeMy o0pasy XU3HH U HEOOXOAMMOCTH
oOpalieHus K TeMaToJIoTy.

Hayuenmra M. 21 200a Obli1a rOCTIUTATU3UPO-
BaHa B oTxenenue xupypruu I'AY3 «I'Kb Ne7» B
CBSI3M C WHTEHCHBHBIMH OOJISIMH B DIIHUTACTpPalib-
HOU 00J1aCTH, TOUTHOTOW, MHOTOKPAaTHOH PBOTOH,
OJHOKPATHBIM JKMJIKHM CTYJIOM W BBIPa)K€HHOI
o0mieit cnabocThio, H3-32 KOTOPOI CaMOCTOSTEINb-
HO He mepeaBHTanach. [IpeqBapUTEIbHO BHICTaB-
neH guarno3 «OcTphIi MaHKPEaTHuT.

W3 anamHe3a M3BEeCTHO, 4YTO 60nH B obOmacTH
JKUBOTa OECTIOKOAT ¢ 13 11eT, MHOTOKPaTHO MPOXO0-
JIUJa JIe4eHUe U 00CIeNOBaHUE B XHPYPIrUIECKUX
oraeneHusnx I. Kazanu ¢ quarsozamu «ImaHkpea-
TUT», «XonenucTuT». IIpu 3TOoM ocTpeie Gomu B
JKMBOT€ C MHOTOKPAaTHOM PBOTOM IpPOBOLIMPOBA-
JINCb MEHCTPYaJIbHBIM IIEPUOJAOM.

Bo BpeMs HacTosiniedl rocnutanguzaludu MpU

© 63. «Kazanckuii Mej. x.», N6

YJIBTPa3ByKOBOM HCCIEIOBAHMHM M OHOXUMHYEC-
KOM aHaJh3e KPOBHM 3HAUYMMBIX HM3MEHEHHIl He
oOHapyskeHo. B cBsI3HM ¢ BOSHUKIINMHU OHEMEHHEM
KOHYHKOB TaJIBLIEB PYK U HOT, CyZ0pPOTaMH B KHC-
TSX MaIleHTKa OblIa KOHCYJIBTHPOBaHa HEBPOJIO-
TOM.

B HeBposormyeckoM craTyce HaTOJOTHU CO
CTOPOHBI YEpPEHmHBIX HEPBOB, YYBCTBHTEIHHOI
U KOOPIWHATOPHOW cep He BBIABICHO. 3aduK-
cupoBaHa auQdys3Has MbloieyHas ciaabocTs (B
npenenax 4 6anaoB) Ha pOHE PE3KOr0 YTHETCHHSI
nponpuopedaekcos, Taxukapauga no 110 B mu-
HyTy. IlanueHTka Oblla HeraTuBHa K OCMOTDY,
UrHOpUpoOBaja Bpaya. [lepuoaudeckn BO3HUKAIO
TOHMYECKOE HAIPsDKEHUE B KUCTSIX B BUIE «PYKH
aKyuiepay.

HeBposorom OBIJIO BBICKA3aHO IIPEATIOINO-
JKEHHE O BO3MOXXHOCTH HEWPOTeHHOH TeTaHWU!
u/unn araku OIIIIl. PexoMeHIOBaHBI HCCIIENOBA-
HUE YPOBHS KaJBIHS U CBeTOBas (OKOHHAs) mpoba
MOYH, B pe3yJbTaTe KOTOPOH MoOdYa IOKpacHea.
ConepxaHue HOHU3HPOBAHHOTO KaJIbIHS B KPOBH
0Ka3aJIoCch B HOPME.

B cBsA3u ¢ oTCyTCTBHEM XMpPYpPrUye€CKOM ma-
TOJIOTHH TallUEHTKa Obla MepeBefieHa B OTele-
Hue HeoTnoxHOU HeBponoruu ['AY3 «I'KB Ne7»
¢ nuarno3oMm «OIIIl ¢ racrpanrudyeckum, MOJIH-
HEBPUTHUYECKUM CHHIPOMOM, BEreTaTUBHON AHC-
¢yuxuueit». [IpoBenéHnoe nccienoBaHe MOYH C
peakTUBOM DpiuxXa IOJITBEPIUIIO IMOBBIIICHHBIN
yposens IIBI.

BonbHOM ObUTH Ha3HAUYEHB! HHPY3UH AEKCTPO-
3Bl (TTIOKO3BI), Ha ()OHE KOTOPBIX COCTOSHHE B
TedeHue 7 CyT HOPMaTH30BaJIOCh, HOTHOCTBIO pe-
rpeccupoBanu 00n B )KMBOTE, SBICHUS JHCIEI-
cuu, obmas cnabocTh, BOCCTAHOBUICS YPOBEHBb
nponpuopedIeKcoB. DMOIUOHAIBHOE COCTOSHUE
MAaIMeHTKH CTaJIo0 aJeKBaTHBIM.

[Ipu BeImHCcke OONBHON Ha3HaueHa Tepamus
NepopaJbHBIMU KOHTpalUENTUBAMU [JIsI HCKIIIO-
4yeHus KosiebaHUil ropMoHaibHOro (OHa, TaHbI
pEeKOMEeHaluyu 10 AalibHeimemMy o0pa3y >KHU3HH,
pa3bsCHEHAa HEOOXOAMMOCTh OOpalIeHHs K rema-
TOJIOTY.

IMopdupun oTHOCATCA K OphaHHBIM (pEIKHM
XPOHHUYECKH IPOTPECCUPYIOMIUM) 3a00I€BAHUIM.
Ha rtepputopun CIIA Gomee 10 TbIC. OONBHBIX
nop¢upueit. B Poccuu 3apeructTpupoBaHo TOIBKO
HECKOJIBKO COTEH TaKUX MalUEeHTOB (00mepoccuii-
CKHIl perucTp mauueHToB ¢ mopdupueii), 4To oT-
pakaeT HU3KYI0 MH()OPMUPOBAHHOCTh MEAHMIIMH-
CKOT0 TIEpCOHaJa 0 BO3MOKHOCTH 3TOH MaTOJNIOTUU
U, KaK CJIeJICTBHE, OTCYTCTBHE a/IeKBAaTHOMH J1a00-
paTOpHON JUArHOCTHKH.

[IpuBenéuubie KIMHUYECKUE HAOIIOEHUS OT-
pakaroT o0OIIYI0 CUTYalHIo, KOT/1a Ha IPOTSKEHU N
JUTUTETFHOTO BPEMEHHU NAaIlMeHTOK T'OCITHTAJIN3H-
poBanu B HempoQuIbHEIE OTAeIeHHS. [Ipu 3TOM
neuenne artak OIIIl momkHO OBITH MakCHMAaJBHO
paHHHUM, BKJIIOYAaTh BBEAECHHE BEICOKUX 03 IEK-
CTPO3bI (TJIIOKO3bI) JIUTEIBHOCTHIO IO HECKOIb-
KHX HEJelb U 3aMECTHTEIbHYIO TEePaNHIo Mperna-
patamu rema [remMuH (HopmocaHr)] [1, 4].
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Kiaunnyeckune Ha0II01eHUSA

CBOEBPEMEHHOCTh M aJEeKBATHOCTh JICUCHHUS
nop(UpPUH, HCKITIOYCHUE MOPPUPUHOTEHHBIX (ak-
TOPOB II03BOJIIIOT CHU3UTH CTCHNECHb MHBAJIHMIU3a-
I[MH U PUCK JIETAIBHOTO HCXOa y IAIHEHTOB.

Hccnedosarnue ne umeno cnoncopckoul
Nn000epI*CKIL.

Aemopbl ne nonyuanu conopap

3a uccnedogauue.
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BropuuHble MeTabOINYECKHE MUOTIATHH PA3BUBAIOTCS TIPU SHJJOKPUHHOI MTaTOIOTHH, PA3IHYHBIX COMATHYECKHX
3a00JIeBaHUAX, NEKTPOIUTHBIX PAcCTPOMCTBAX, a TaKXe IPH Je(UINTEe HEKOTOPHIX BUTAMHHOB. MHOIaTHYECKHU
CUHAPOM, OOYCJIOBJIEHHBIH NepUUUTOM BUTaMMHA D — pegkoe maTojJoruueckoe COCTOSIHUE, BCIEACTBUE YEro ero
JQUAarHOCTHKA BecbMa 3aTpyqHHUTeNbHA. [IpaBuibHAas NOCTAHOBKA AMATrHO3a HMEEeT BayKHelIIee 3HaUCHUE IS BEIOOpa
TaKTHKH JIeueHHs. B cTaTthe mpuBeneHo onmucanue peakoil GopMbl METabOINYECKOH MUONATHH Y MOJIOZOH MAIlHEHT-
KH, KOTOpasi ObLIa FOCIHTAIN3UPOBAHA B HEBPOIOTHYECKOE OTIEIEHHE B CBSI3H C BHIPAKEHHOW CITa0OCTBIO B HOTaX.
IIpu TmarenbHOM 00CIE0BAaHUY TATOJOIMH CO CTOPOHBI BHYTPEHHUX OPraHOB HE ObLIO BbIABICHO. OOBEKTHUBHO 3a-
PETHCTPUPOBAH HUKHUH BSUIBIH Tape3 yMEpPEHHOH CTeNeHH BHIPaXXEHHOCTHU CO CHIDKCHUEM CYyXOXKUIBHBIX Pe(IICKCOB.
MpblinIeuHbI# TOHYC (pU3H0IOrHUHbIH. OTCYTCTBHE CHCTEMHBIX BOCIIAIUTENBHBIX CABUTOB B aHAJIN3aX KPOBH, HOPMallb-
HBIE Pe3yIbTaThl OMOIICHY NO3BOIHIIN HCKIIOUHTh HAJINIHE IePMaTOMUO3UTA, HOJINMHUO3HTA y TAIIHeHTKH. B aHamm3ax
KpoBH ObL1 BeisiBIIeH Aedurut 25-OH-sutamuna D. Ha ¢hone neuenuns MoHoTepanueii BuramuaoM D cnabocth B Horax
MIOJTHOCTHIO perpeccuponaina. [Ipu pa3sBUTHN MEOIATHYIECKOTO CHHIPOMAa HEOOXOIUMO HMETh B BUAY H TaKHE PEAKHE
MIPUYUHBI €T PAa3BUTHUS, Kak AeUunT BuTamMuHa D.

KioueBsble c10Ba: MeTabonnueckas MUONATUs, fepUIUT BUTaMuHa D.

A RARE FORM OF METABOLIC MYOPATHY IN A NEUROLOGIST’S PRACTICE

K.L. Zagidullina', N.A. Popova'?, Yu.V. Filippova®
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Secondary metabolic myopathies develop in endocrine pathologies, different somatic diseases, electrolyte disorders
and in some vitamin deficiency. Myopathic syndrome caused by vitamin D deficit is a rear pathologic condition, for
this reason it is difficult to diagnose it. Proper diagnosis has a vital importance for proper treatment choice. The article
describes a rear form of the metabolic myopathy in a young female admitted to the neurology department because of
significant leg weakness. A thorough examination revealed no pathology of internal organs. On physical examination
moderate lower flaccid paresis with reduced tendon reflexes was revealed. Muscle tone was normal. The absence of
systemic inflammatory changes in blood tests as well as normal biopsy results ruled out dermatomyositis and polymyositis.
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