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B cTaThe paccMOTpeHsI OCHOBHBIE (PYHKIIMM ¥ OMOCHH-
Te3 reMa, IPOSIBAHVSI HapyILIeHwWi1 ero oOMeHa. IIpuse-
JeH KAMHUYECKUI CAyYall CAOKHOCTY CBOEBPEMEHHOM
IMAarHOCTYUKA HOPpdUpMy, 0COOEHHOCTEN KAMHIYECKOTO
TedeHMsI 3a00A€BAHNS C PA3BUTHEM TSDKEAON Hopdu-
PpuitHOM oAMHeVponatuy. I TogHATE Borrpock! 00 OTCyT-
CTBMM INMPOKOM JTOCTYIIHOCTY CKPMHMHI-TeCTa OAS [M-
aTHOCTVKY HAPYLIEHNMI HOPPUPUHOBOTO OOMEHa, OTCYT-
CTBMY IIpeIlapaToB IeMa Ha POCCUIICKOM papMaKOAOTH-
YeCKOM pHIHKe (HeAMIIEH3MPOBAHBI), KOTOPHIE SIBASIOTCS
€IMHCTBEHHBIMM IIaTOT€HeTMYeCK) HallpaBACHHBIMI U
IOCTOBEPHO 3(ppeKTUBHBIMIL.

Knatouesuvie crosa: reMm, mopdupus, nopdupuitHas
HOAMHEBPOIIATHA.

Difficulties in porphyric
polyneuropathy diagnostics
and treatment. Clinical case analysis

A.K. Grigoryan
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Rostov-na-Donu

The article presents a short review of the main heme
functions, its biosynthesis and metabolism disorders
symptoms. A case of porphyria with delayed diagnos-
tics resulted in severe porphyric polyneuropathy have
been described. The article reveals many problems as-
sociated with porphyria, including screening tests low
availability and lack of heme preparations in Russia
due to no registration despite that these drugs are path-
ogenic and the only clinically proven in porphyria.
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ITopdupyu — 5T0 TpyIIIa HaCAeICTBEHHBIX 3a00AeBa-
HII, 0OYCAOBACHHEIX HapyIIeHMAMM CHHTe3a reMa C
HOBBILIICHMEM COZlepXKaHus IIPOMEXXYTOUHBIX IPOIyK-
TOB HOPMPHUHOB B KPOBM U TKAHSX.

I'eM siBAsIETCSI HEOEAKOBOJ YaCTBIO CAOXKHBIX OEAKOB
remMuporennos. [To 6moxuMudecknM PyHKINAM TeM-
HPOTENIE! TeAATCsl Ha HedbepMeHTHEIe (reMOTA0OMH, Ha-
XOZSIIMICS B SPUTPOLIUTAX KPOBM M KATKaX KOCTHOTO
Mo3Ta — OKOAO 83%; MMOTAOOMH CKEAETHBIX MBIIII 1
cepmma — 0KoAo 17%) u depMeHTHBIE (IIMTOXPOMEL, Ka-
TaAasa, Iepokcuaasa u ap. — Meree 1%). buoaormueckas

IIeHHOCTb TeMa COCTOUT B TOM, UTO GOABIIMHCTBY OeA-
KOB, IIPMHMMAIOIINX YYacTie B OOMeHe BellleCTB, reM He-
00X0IMM B KadecTBe IIPOCTETINYECKOI IpyImbl. [em nr-
PaeT KAIOYEBYIO POAb B CBA3BIBAHMI M TPaHCIOPTAPOB-
Ke Kycaopoza 6eaxamu (reMorao6mH, Myorao6us). Iem,
cofepXxalnuiicss B dpepMeHTax, IpMHUMAeT ydacTue B
Iporeccax KyMyASIMY SHEPIUU ¥ OKCUAUTEABHO-BOC-
CTaHOBMTEABHBIX IIpOIleccax B KAETKaX (IIMTOXPOMEI Iie-
PEHOCAT SAeKTPOHBI ¥ BXOIAT B COCTAB IBIXATeABHOI ITe-
I MUTOXOHIPUIA ¥ 1€ MUKPOCOM, ImToxpoM P-450
BBIIIOAHSET MHOTOUMCAEHHbIe (PYHKIVMM, BKAIOYAs ITe-
TOKCHMKAIIMIO B IIe9eHN; KaTaAashl M HepoKCHIa3bl yda-
CTBYIOT B Pa3sA0XKeHI) IIepOKCHIa BOIOPOa).

XapakTepHOJ 0COOEHHOCTBIO IeMIIPOTENIOB SIBASET-
cs1 0OMeH HeOeAKOBOM YacTy STUX CAOXKHBIX OEAKOB.
brocyHTe3 reMa IpoXoIMT BOCEMb 3TAIlOB; MCXOJHBIMMA
BellecTBaMM B CHMHTe3€ CAYKaT TAMIIMH M CyKIIMHMA-
KoA (pucynok).

B maAbHejimeM reM KOMIIAEKCHPYETCS C TAOOMHOM C
obpa3oBaHueM reMorro6mHa uAu Muorao6usa. ITpu
CHHTe3e JPYIMX IeMIPOTeNIOB IeM COeNMHSAEeTCs C Xa-
paKTepHO} OEAKOBOJ YaCThIO IUTOXPOMOB M IPYIMX
remconepxammx ¢gepmenTos. Ecan 6eaka HemocTaTod-
HO, 9TOOBI CBSI3aTh 0OPa30BaBIIMIACS TeM, TO IIPOVCXO-
IIAT OKVICAEHME TeMa C KUCAOPOZIOM B TeMMH (KOMIIAeKC
nporonopdupana IX ¢ Fe¥), xkotopriit yraeraer nep-
BYIO PeaKIMIo CMHTe3a HOPUPUHOB.

depMeHTH, yd4acTByIomMe B OMOCHHTe3e TIeMa,
MMEIOTCA B KOCTHOM MOS3Te, SIPOCOepKalliX SpUTPO-
IUTaX, IeUeHy, a TakXKe B OUKAX ¥ CAU3MUCTON KUIITey-
HMKa. B cBsA3u ¢ ueM, mopdupnyu HoapasTeAsIoTcs Ha
SPUTPOINIO3THYECKNE 1 TledeHOYHBIe B 3aBUCHMOCTH OT
TKaHU, IIe TPOUCXOAUT IpeuMyIlecTBeHHOe Hapylle-
Hyte MeTaboAM3Ma HOPUPUHOB.

Khaccndpuxanms nopdpupnii.

[TeyenouHBIE POPMEI TOPPUPUIL:

* opdupnus, 00yCAOBAeHHAs JepUIMTOM JernapaTa-
3Bl 0-aMJMHOAEBYAMHOBOM KMCAOTEL;

* ocTpas nepeMexxaromascs nopdpupus (OIIT);

® HacAeZICTBeHHAs KOIPOIIOppups;

* BapuerarHas Iopupus;

® [O37IH:A KOXKHas Oppupus.
Sputpomnostudeckye opMbl Hopdpupmit:

* BpOXXJIeHHas! 3pUTPONIO3TIIecKas TOppups;

® 3PUTPONO3TIYECKAs IPOTOIOPPUPHSL.

Ocrpast nepemexaromast mopupus — camasl dacrast
¢dopma mopcpupuit, pacIpocTpaHEHHOCTb B €BpOIIeii-
CKMX cTpaHax cocraBasgeT 7-12 caydas Ha 100 000 mace-
A€HV, U KaK IPaBUAO, HanboAee TSKeAO KAMHIMYECKHI
nporekaeT. Y 80% HocuTeAel HaTOAOTMYECKOTO I'eHa HI
Pasy B XKM3HU He BOSHMKAET KaKUX-AMO0 KAMHMIECKIX
posBA€HMI (AaTeHTHas, CyOKAMHWMYecKas IOopdu-
pusD). Aumntb y 20% HOCHMTeAeN IaTOAOTMUYECKOTO IeHa B
TedeHNe XXM3HM BO3HMKAIOT KAMHMYECKN sSBHBIE IPH-
crymst OINIL

[TpycTynsl MOTYT CIPOBOIMPOBATh AeKapCTBEHHEIE
semectBa (B 70% cayuaes OIllI, nepeyens rekapcTs
HOCTOSTHHO YBeAMUYMBAETCs), SHAOTeHHbIe KOAeOaHums
TOPMOHAABHOTO (poHa (MeHCTpyarms, 6epeMeHHOCTb),
MHEKIMM, olepaTVBHbIe BMENTaTeAbCTBa, aAKOTOAB,
MBIITBSK, CBUHEII, TUIIOKAAAOPHITHAS HU3KOYTAeBOTHAS
nueTa.

Teuenne npucryna OIIT Bapuabearro. Obmas mpo-
IIOAXKUTEABHOCTD IIPUCTYIIa KOAEOAETCS OT HECKOABKIX
THeV 10 HeCKOABKMX MecsiieB. [ToanneBpomaTis 00brd-
HO Pa3sBMBaeTCs OCTPO MAM IONOCTPO. B GoAbnmHCTBE
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CAy4aeB CMMITOMATHKa IOCTUTaeT MaKCMMAaAbHOIO
pa3BuTHs B TedeHNne 1-4 Hen, HO MHOIMa ¢a3a Iporpec-
cupoBaHMs IpozpoAXKaercs 10 2-3 Mec. IIporpeccupo-
BaHJe IIPOVCXOIUT HeIPEPBIBHO YIAM CTyTIeHeoOpasHo.

Knunuyeckas kaptuHa

ITepBbIit IPUCTYI OOBIYHO Pa3BUBAETCS B BO3pACTE OT
15 o 35 AeT (3HAYMTEABHO peXe y HeTell MAM AMII CTap-
me 50 AeT). Y >KeHIIMH KAMHNYECKNE IPOSIBACHNS BO3-
HMKAIOT IpuMepHO B 1,5-2 pasa dalle, 4eM y My>KUMH.
B tummaneix caydasx npucryn OINIT HaunHaetcs ¢ Be-
TeTaTMBHBIX CMMIITOMOB, K HUM IIPUCOeIVMHSAIOTCS IICH-
XMYecKye paccTpPOCTBa, a 3aTeM IPeUMYIIeCTBeHHO
MOTOpPHasI IIOAMHEBPOIIaTHsI, HO IIPOIeCC MOXeT OCTa-
HOBUTBCS Ha AIOOOJ M3 5TUX CTa NI

IlepBEIM CMMITOMOM IIPYCTYTIA IIOYTH BO BCEX CAY-
qasx ObiBaeT GOAB B X1BOTe. OTMEYAIOTCs TakKe OOAK
B IIOSICHMIIE ¥ KOHEUHOCTSX, KOTOpPEIE YacTO He YKAaIbl-
BalOTCA B OIpefieAeHHbIe 30HbI MHHepBaIMi. XapaKTep
" AOKaAm3aIms OOAelt BappMpPYIOT, HO MHOIZa ObIBaeT
CTOAb CHMABHOM, UTO CAY>KUT IIOBOZOM IASI TMAarHOCTH-
KJ TI0Y€IHOM KOAVKM, OCTPOTO XXMBOTa MAM KUIIEUHOM
HeIIpOXOIMMOCTH 1 IIpoBefleHNs Aanaporomym. Omm-
OOYHOV IMAarHOCTMKE OCTPOTO XKMBOTa MOXKET CHOCO0-
CTBOBATh ¥ 9acToO HabAIOaomascs Taxukapas. Cuny-
cosas Taxuxapmus (1o 120-160 B MyH) HabAO#aeTcs B
cpenaeM B 60% cAydaeB M IIOYTH BO BCEX TDKEABIX CAY-
qasx. Y 15-20% 60AbHBIX OoTMedaeTcs cyOdedpuanrter,
OITHaKO BhIpa’keHHas I'MIepTepMusl He XapaKTepHa I,
CKOpee, yKa3bIBaeT Ha pa3sBUTIe MHTEPKYPPEHTHOM MH-
ety mam abenecca. Onepanysi, 0coOeHHO 1o 6ap-
OUTYpPOBBIM HAPKO30M, MOXET IIPUBOINTH K OBICTPOMY
PasBUTHUIO TSKEAOM IIOAMHEBPOIIaTHI.

B 60% caydaes orMmeudaercs IOBHIILIEHNE apTePUAAb-
HOTO IaBAEHNS M MHOIZNA ObIBaeT BeChbMa 3HAYMTEAB-
HBIM, IPUBOJI K OCTPOJ TMIIepTOHIYIECKON 3HIedao-
naTun. VIHOrIa BOSHMKAIOT NTapOKCH3MaAbHBEIE Hapy-
HIeHNs CepAEYHOIO PUTMa, KOTOPBIe MOTYT COIIPOBOXK-
IaTbCsl KOAAAITOMIHBIMM COCTOSTHSIMIA.

Te mAM uHEIE ICHXMIECKMe paccTpoiicTBa (TpeBora,
Ielnpeccyus, TMIOMaHMaKaAbHOe COCTOsIHMe, Hapyllle-
HJe CHa 1 JpyTue) pa3BUBAIOTCI BO BpeMs IpUCTyIa y
nonasAsitomero 6oapmmaCcTBa 60ABHBIX OIIIT. B TsKe-
ABIX CAy4YasX pasBUBAIOTCS JEAMPUI U yTHeTeHue Co-
3HaHWS. VIHOIZIA IcuxudecKye pacCTpPOMCTBA OBIBAIOT
€IVHCTBEHHBIMI MAM JOMUHUPYIOMIMMI IPOSIBAEHIS-
My npuctyna OINII. 3agacTyio Ha paHHeM 3Talle MHO-
MM GOABHBIM C IIOpdpypyelt ommMOOYHO CTABST [Mar-
HO3 MCTepUM, MaHMaKaAbHO-IEIPeCCMBHOIO IICHUX03a,
30 peHny, TeMeHIUMN.

Y 5% GOABHBIX Pa3BMBAIOTCS T'eHEepaAM30BaHHBIE Cy-
IOPOXKHBEIE IPUIIATKM, KOTOPEIe OOBIYHO CAYKaT He-
OAQroNpUATHEIM IIPOTHOCTMYECKMM IIpU3HAKOM. VX
IPUUMHON, HOMUMO IIpeJIIoAaraeMoro HeifpoToKCuJe-
CKOTO JeVICTBMS ITpeIIeCTBeHHMKOB TOPpUPUHOB, MO-

IyT OBITH OCTpas I'MIepTOHMYecKas SHIedaromaTus
VAV TUIIOHATpueMys, 00yCAOBA€HHAs CMHIPOMOM He-
anexsatHo¥ cexperuyu A/Il. [MmonaTpuemms: BO3HHU-
KaeT BO BpeMsl Ooaee Tpetu npucrynos OIIIT. B or-
TeABHBEIX CAYYasX HaOAIOZAIOTCS MMUIPeHelnomoOHEIe
TOAOBHBIE OOAM, IIPeXO/INIyie HapyLIeHNs 3peHNs 110
TUITY TeMMaHOIICHM MAM KOPKOBOJ CAETIOTHI.

SIpxuM, 4acTo BCTpevaloUMMC MapKepOM OCTPEIX
IIe4YeHOUHBIX TOPUPHIL SIBASIETCA BBIIEACHNE PasHBIX
OTTEHKOB KpacHOM uAM Oypoit Moun (mopdupuHsl —
opraHmyJeckye IUIMeHTHI, MMeIoIlye B KMCABIX pacTBO-
pax SpKO-IypIIypHBIA, a B IIEAOYHBIX — KPaCHO-KOPIY-
HEeBBI I1BET).

Ho man6oaee onacHbIe OCAOKHEHWs TOPOUPUIA CB-
3aHBl C IIOAMHeJpoIIaTuei, KOTopas pas3BMBaeTCs B
10-60% npucTynos, yacTo depes 2—4 QHS IOCAe IIO-
SBACHNS OOAY XMBOTE VAU TICHXIYECKIX PAaCCTPOJCTB.
[ToAnneitponaTys ¥MeeT IPeUMYyIIeCTBeHHO MOTOP-
HBIJ XapaKTep: ee OCHOBHBIM IIPOsSIBACHMEM CAYKUT Ha-
pacTaommit BAAB TeTpanapes. CMMITOMEL TOpdu-
PWITHOJ TIOAMHENpPOIIaTUY OTMeYaloTCs BapyabeAn-
HOCTBIO ¥ JMHAMUYHOCTBIO. B oTAMuMe or mpyrux akco-
HAaABHBIX IIOAMHENPONIaTHi, Ipy Noppupuyt IepBEIMI
HepelKO BOBAEKAIOTCSl He HOTHM, a PpyKu (C pasBuTueM
6ubpaxmaAbHOTO ITape3a), IpiIeM IPOKCHMAaABHBIE OT-
IeABl MHOIZA CTPafaioT B OOABIIEN CTEIeHM, YeM IVC-
TaAbHBIE. B TSOKeABIX CAyYasx BOBAEKAIOTCS MBIIIIIBI
TyAOBMIIA, B TOM 4ncAe B 10% caydaeB — IbIxaTeAbHbIE
Mpinel. [TopaskeHue yepenHbpIX HEPBOB C pa3sBUTHEM
6yAbOapHOro CMHIpPOMA, CAAOOCTM MMMUYECKMX
MBI, TAQ30IBUIaTeAbHBIX HapyIIeHNUH TakXe Ipo-
VICXOZTUT AMIIb B TSKEABIX CAYYasX ¥ OOBIYHO Ha poHe
BBIpa>KeHHOTO BOBAEUEHNsI KOHEYHOCTE.

IIo Mepe mnporpeccupoBaHMs HOAMHENPOIATUA
CMMITOMBI pa3fpakeHNUsI BereTaTMBHOJ HepBHOM CH-
CTeMBI CMEHSIOTCS CMMIITOMaMM BEIIAJeHNs: OpTOCTa-
TUYECKO TUIIOTeH3uel, PUKCUPOBAHHEIM IIyABCOM,
ocAabAeHMeM MOTOPYKI JKeAY IOUHO-KMIIETHOTO TpakK-
Ta, TeHIeHINel K TUIOTMIpo3y (MHOIA C SIM3011de-
CKMM IIPOY3HEIM IIOTOOTAEAEHME), 3aTPyAHEHNAMMA
P MOYEVCIYCKaHWUA.

Ha Brrcore cmmnromoB B 10-30% caydaes, mporekaro-
IIMX C TSDKEeAOJ HOAMHeNpollaTel, HacTyaeT AeTaAb-
HbI1 ucxon. OH 6oaee BeposTeH, ecan 3a00AeBaHNE He
GBIAO BOBpeMs pacliO3HaHO ¥ Ha3HaYaAMCh IOpbupu-
HOTeHHbIe Ipenaparsl. HemocpencTBeHHEIMM IPUYN-
HaMJM AeTaABHOTO MCXOIa OBIBAIOT BHe3allHas CMepTh,
9acTo CBsA3aHHas C HapyIleHyeM MHHepBalii cepana 1
I'UIepKaTexoAaMyHeMMell, IapaAud JbIXaTeAbHBIX
MBIIIIIT MAY TSKEABI OYABOaPHBII CHHIPOM.

Y BBDKMBIIMX BOCCTaHOBAEHMe HauMHAeTCs CIyCTs
2-3 Hel IOCA€ TOTO, KaK IIOAMHENPOIaTHs JOCTUIAeT
MakcuMyMa. [ToaHOe BOCcTaHOBA€HME HabAIOmaeTcst
4acTo, HO MOXeT PacTsAHYTHC Ha HECKOABKO AeT, B
TedeHye KOTOPBIX Y OOABHBIX COXPAHSIOTCS ape3bl K-
CTell U CToII, BereratyBHas aucpyskms. Ha dpone Boc-
CTaHOBAEHMSI MOTYT IIPOMUCXOIUTD PEUINBBI, 9acTo 60-
Aee TSDKeAble, YeM IIePBbI IPUCTYIL.

Bce xanunyeckne nposisaerns npucryma OITIT 06s-
SICHSIIOTCSI BOBAeUeHMeM BereTaTMBHOM HepBHO CHCTe-
MBI, IMCPYHKINEN TTepudepudecKoi AN IeHTPaAb-
HOJ HepBHOM cucTeMBl. OHAKO MeXaHM3MEBI IOpaKe-
HJsI HepBHOM CHCTeMBI OcTaloTcsl HesicHbIMM. Omnpene-
AeHHOe 3HaueHJe B IIaTOTeHe3e MMeIOT COCYAVCThIe 1
HeJpOSHIOKPVHHbBIe HapylleHus. AMIMHOAEBYAMHOBas
kucaota (AAK) n nopdobuanuoren (IBI') obramaror
HeIloCcpelCTBEeHHBIM TOHOTeHHBIM BAVHMEM Ha COCy-
IMCTYIO CTEHKY ¥ TAQZIKYIO MYCKYAQTYPY; a AOKaABHBINA
CIla3M COCYIOB MOXKeT IPUBOIUTE K MINeMMUI ¥ CerMeH-
TapHOM JeMMEeAVHN3aIuA B Ilepudpepndeckoit 1 MeHT-
PaABHOI HepBHOJ cycteMe. Bo BpeMst o6ocTpenus mpo-



MICXOIUT IOBBINIEHNEe COTEeP>KaHNs B KPOBM KaTexoAa-
MWHOB, IHOIZIA O yPOBHS, HabAomaeMoro upu geo-
xpomormroMe. OIIT — onHA M3 YacTHIX IPUYNH CHH-
IpoMa HeazleKBaTHOM cekpery A/Il, KOTOpBI CBs3aH
C TIIOpa’keHyeM THUIIOTaAaMyca U IPUBOAUT K TMIIOHAT-
pYeMuM ¥ TUIIOOCMOASPHOCTH IIAA3MBI M, BCAENCTBHE
3TOTO, K BBIPaKeHHBIM OOIeMO3TOBBIM IIPOSBACHUSIM
(yrHeTeHMIO MAY IOMpaYHEHUIO CO3HAHMS, SUMAENTH-
YeckyM npunankam). [TopaxeHye HEpBHOM CHCTEMEL I
IPYIMX OPTaHOB ¥ TKaHel TaK>Ke CBA3aHO C IIUMTOTOKCH-
9eCKMM BO3ZEeNCTBMEM M30BITKA IOPMUPUHOB U WX
npesIecTBeHHNKOB. C KpOBBIO MOPUPUHEI Pa3HOCHT-
d II0 BCeMY OpTaHM3MY ¥ IONafaloT B KOXY. TaM oHM
IpY MHCOASIIVM B3aMIMOIENCTBYIOT ¢ dpoToHaMM (poTo-
XMMIYecKye peaKIui), IepefaioT IIOTAOIIeHHYIO SHep-
TMIO MOAEKyAaM KHCAOpoIa ¢ oO6pa3oBaHMeM CBOOOII-
HBIX pafiMKaAOB (B 9aCTHOCTH, CyHEpOKCHIHOTO paiy-
KaAa) ¥ BBI3bIBAIOT (POTOTOKCUIECKYIO PeaKIIMIO.

sl IOOTBepXIeHNs AMarHosa OIpeNeAsIoT KOH-
IeHTpanuio NOpUpPUHOB B MOYe ¥ IIAa3Me, aKTUB-
HOCTb (pepMEHTOB, y4YacCTBYIOIIMX B CHHTEe3€ IeMa.
OKOHYATeABHBIM 3TAllOM AMATHOCTYMKM OOABHBIX, OCO-
GeHHO aCMMIITOMHBIX HOCUTeAel Hopdupuu u B dase
pemuccun, siBasgeTcs nposenenne JIHK-anaansa.

Knununueckoro cnyyait

Boavnoil @., 35 AeT, HOCTYIIMA B HEBPOAOTMYECKOe OT-
neaenye obAacTHO OoapHMIEL N2 16.10.08 110 AMHMM
CaHABMAIIMY B COCTOSIHVUV CPeIHel TSDKEeCTH € SKarobamu
Ha cAa00CTh B pyKax M HOTaX, HapyleHue Xoab0bl, 00-
IyI0 CAa0OCTh, IOBHINIEHNE TeMIepaTyphl TeAa IO
37,6°C, u3sMeHeHMe TOAOCa, HapyllleHue JBIXaHWs, 3a-
TpyIHEHHOE MOYENCITyCKaHNe, CHIDKEHME MacChl TeAa.
ITpn HEBPOAOTMYIECKOM OCMOTpe: OOABHON B SICHOM CO-
3HaHMY, alleKBaTeH, OPMEHTUPOBAH BO BpeMeHM 1 IIpo-
crparctee, UMH - 3pauxu d=s, ¢poropeaknus 1 KoH-
BEpIeHINs COXPAaHEeHBI C 2-X CTOPOH, TAA30IBIDKEHNS B
IIOAHOM 00beMe, IMIIAOIMY ¥ HICTarMa HeT, AUIIO CHM-
MeTPUYHO, MIUMMKA He HapylleHa, Aucdonus, aucda-
I¥s1, TAOTOYHBIE pedpAEKCHI C MSTKOTO Heba OTCYTCTBYIOT,
C 3aTHE} CTEHKM TAOTKY — CHVDKEHHI d=S, A3BIK IO Cpel-
HeVl AVIHUM, apTUKYAAIVS Peun deTKasl, IbIXaHye C yJa-
CTHEM BCIIOMOTaTeABHOM MYCKYAQTyPBl, MBIIIEYHAS CH-
AQ CHIDKEHA B BEPXHMX KOHEYHOCTSIX 10 1,5 O B mpokcn-
MaABHBIX OTIEAAX, 10 4 6 — B KMCTH, B HVDKHUX KOHEUHO-
crax — 00 1 6 B IPOKCMMAABHBIX OTHeAaX, 10 4,5 6 — B
CTOHAX, TMIOTOHMS ¥ TUIOTPOUS BEPXHMUX Y HYDKHUX
KOHEYHOCTE, CYXOXKMABHBIE pepAEKCHI ¢ BEPXHUX KO-
HEYHOCTEJ OTCYTCTBYIOT C 2 CTOPOH, KOAEHHBIE — OTCYT-
CTBYIOT C 2 CTOPOH, aXMAAOBEL — KMBBIe d=S, 9yBCTBU-
TEABHBIX PacCTPOJICTB — HeT, B o3e PomOepra He CTOUT 1
KOOPIMHATOPHBIE IPOOHI BHIIIOAHSIET C AMCKOOPAVHALIN-
et n3-3a Terpanapesa. [Tarpmarme [1BT — Ge3boresnen-
Ha, CUMIITOMBI HaTsDKeHWs — OTpuIlaTeAbHBIe. TazoBble
dyHKIIMM — 3aTpyIHEHHOe Mouenciryckanye. IToxomka —
He IlepeIBUraeTCs U3-3a TeTpanapesa. boApHOM pesko
aCTeHU3UpOBaH, GeCIIOKOUT YyBCTBO IOCTOSIHHOM TPEBO-
I, HapyleHus cHa. [lepMorpadmusm — OAemHO-po30-
BbIi, BRIpa’KeHHasI BereTaTuBHasl AAOMABHOCTD — IUIIep-
unpos, HectabuapHocTs Al — 100/60-150/100 MM prT.
ct., Ps — 120-130 yxn/MuH, CMHKOTIAABHBIE COCTOSTHII
Ipy IepeMeHe MOAOXKEHMs TeAa U3 TOPUM30HTAABHOTO B
BepTMKaAbHOe, CyOdpeOpmAbHaAs —TeMIieparypa —
37,6-37,2°C. Koxxable TOKpOBHI — uncThle. [larpmamnms
KMBOTa CAerka OOAe3HeHHa. VI3 aHaMHe3a BBISICHEHO: C
21.09.08 1. mo 22.09.08 r. oTMeYaAOCh epeoXAaKIeHue
(IpoMOK TIOI DOXKZIEeM, OTHAKO HaXOIMACS Ha 60eBOM
HOCTY, IIOKVMHYTH KOTOPBII HE MOT B TeUeHMe CYTOK), C
22.09.08 . mosIBMAOCK IIOBHIIIIEHME TeMIIepaTyPhl TeAa 10
39°C, 60Ab ocTpas B 00AACTH KMBOTA. AEUMACT CaMo-
CTOSITEABHO — ITapalieTaMOoA, aHaABTeTHKY, Oe3 adpdpexTa.

Ilo manHBIM npencTaBAeHHONM BeIIMCKM 26.09.08 T., TOC-
IUTAaAM3UPOBAH B TepameBTudeckoe ormesenne LI'b r.
Jlonelika c mofio3peHneM Ha 3By 12-IIepCTHOI KUIIKY; B
CBSI3M C OTCYTCTBMEM 3(pdpeKTa OT Tepanyy ¥ yXyAIIeHN -
eM coctosans 60ApHOTO 29.09.08 . HarrpaBAeH B IOCIN-
Tarb MBI, B mopore mpu TpaHCIOPTUPOBKE COCTOSHME
Pe3KO YXYAIIMAOCH, Pa3sBUACSI FeHePaAM30BaHHBIN Cyo-
POSKHBIN SIMIPUCTYIL C IPUKYCOM sI3BIKa, YIIyCKaHIeM
Moun. focnuTaAM3MpoBaH IO CKOPOIL IIOMOIIY B OAN-
>KalllMiA CTallMOHAp B XUPYPIMUECKOe OTIeAeHMe C -
arHosoM: cuHIpoM Menopu-Beiica. 01.10.08 1. Ha dpone
COXpPAHSIIOIIECsT TeMIepatypsl Teaa 37,7-37,9°C nosiBu-
Aach IeTexyaAbHas CHIIIb, IlepeBefieH B MH(EKIMOHHOe
OTIeACHMe, CO3BaH KOHCHMAMYM, OHAKO JMarHo3 He BbI-
crasaet. 04.10.08 . mosgBMAOCH HealeKBaTHOE IIOBeZIe-
HIMe, KOHCYABTHPOBaH ICUXMaTpoM (MHEHNE O JMarHose
B IIpeZiCTaBA€HHOM BBIIIICKe He yKa3aHo); 06.10.08 . — Ha
¢poHE IPOBOIMMOII TepaIyt COCTOSIHVIE GOABHOTO Pe3KO
YXYILUIMAOCH, YCYTyOMAUCH pacCTPONCTBA CO3HAHMS, B
OAK 06.10.08 r: Hb — 62 /A, spurponmtst — 1,9X10'2/ A,
AeitkormTsl — 12,4X10°/ A, I1-12, C-63, A-15, M-10, COD -
28 MM/ 4, TpoMboImTEL — 227,7X10°/ A, TOKCHYeCKas 3ep-
HMCTOCTH HeMTpocpuaoB. CocTosTHMe pacIieHeHO Kak JKe-
AYZOYHO-KMIIEYHOe KPOBOTEUeHMe M B CBI3M C Ti-
KeCTBIO COCTOsTHMS OoABHOM TlepesenieH B APO ¢ myar-
HosoM: cuaapoM Meaopu-Beiica; soimoanena ®IIC -
IIPU3HAKOB OCTPOTO KeAYIO0YHO-KUIIEYHOTO KPOBOTeyue-
Hys He BhIABAeHO. Co3BaH IOBTOPHbI KOHCMAMYM, KOH-
CYABTMPOBaH II0 CaHaBMaIMM — IMaTHO3 He siceH. Brimoa-
nero CKT roaosnoro mosra 06.10.08 — mpusHakyu BHYT-
puyepenHOM AMKBOpHOM Tuuneprensun. Ilo mamHBIM
IIpeICTaBACHHOM BBIIVCKY, BRIIOAHeHO Y3M BHyTpeH-
HUX OPTraHOB, Cep/Ia; UCKAIOUeH MuoKapaut. Ilepese-
IeH B TepalleBTU4YecKoe OTJeAeHNe, I7ie HeOTHOKPATHO
OTMeYaAMCh IPUCTYIIBI KPaTKOBPeMeHHOM HOTepH co-
3HaHM: 6€3 CyZIOpOr Py IepeMeHe MOAOXKEHNS TeAa U3
TOPU30HTAABHOTO B BepTuKaAbHOe. 14.10.08 1. — nosasu-
AVCh CAQ0OCTh B KOHEYHOCTSIX, Ta30Bble HapyIICHN,
OCMOTpeH HeBPOAOTIOM, KOHCYABTMpPOBaH IO CaHaBMa-
IV HEBPOAOTOM, BBICKA3aHO MHEHMe B IIOAB3Y — OCTPOM
BTOPUYHOM MOTOPHOM HOAMHEPOIIaThY, PeKOMeHI0Ba-
HO BBITIOAHeHMe AToMOaAbHON IyHKI. 14.10.08 T. BBI-
HOAHEHa AIOMOaAbHAsS IYHKINS — AMKBOD BBITEKaA IIOJ
HOPMAaAbHBEIM JaBA€HMeM, IIpo3paynslit, 6erok — 0,33%,
mmMTO3 — 3 KAeTKM B 1 MM®, TAToKO3a — 4,4, peaktest [1an-
m — «+». 16.10.08 . rocMTaAM3MPOBaH 11O CaHABMALIMIA B
H/0 OB N®2. B oTneAeHUM B TeueHNEe CyTOK BBIIIOAHEHBI
001yt ¥ OMOXMMMYECKIIT aHAAK3BI KPOBY, OOIINIA aHa-
AV3 MOYM, KOaTyAOTpaMMa, MMMYyHOTpaMMa (OTKAOHe-
Huit 0T HOpMEI He BbLtBAeHO) DKI, Y3U cepania, opranos
OPIOIIHOMN IIOAOCTH, II0YEK, MOUEBOIO IIy3HIpsl, IpOCTa-
THI, peHTreHOTpaMMa OpraHoBs rpynHoit Kaetku, PI7IC —
HaTOAOTMM He BRIABAEHO. C y4eTOM BBIIEU3A0XKEHHOTO
16.10.08 . BeICTaBACH AMarHo3: OcTpast IepeMeXKarommast
nopdupus. [TopdupuitHas nmoAnHelpomnarus, Bepa-
KEHHEBIN BAABIN TeTpanapes, 6yAbOapHEI CHHIPOM, Ta-
30Bble HapyureHys. LIBer Mouy mpym mocrynaeHny ObIA
CBETAO->KEATHIN, Ha dTallax 0OCAeNOBAHNUS U AedeHMs
Takke He OTMeUeHO VM3MeHeHMs IIBeTa MOYM, XOTs Ipy
ZileTaABHOV Oecesie pOIICTBEHHMKM YKa3aAM Ha IIOKpacHe-
Hite MOUM B j1e010Te 3a60AeBanNs. VICKAIOueHBI Iopdu-
PVMHOTeHHbIe IIpellapaThl, Ha3HauUeHa HellpoMeTaOoAN-
JecKas TepaIs ¢ KOHTpoAeM o0beMa MH(Y3MOHHOI Te-
pamim u ypoBHs HaTpus B Kposu. ObIee cocTosHIe
OOABHOTIO CTAaGUMAUBMPOBAAOCH, HO HOATBEPINTD IMar-
HO3 Aa6OpaTOpPHO He yIaBaAOCh B CBA3M C OTCYTCTBHE
MeTOIMKM MccAenoBaHus B I. PocroBe-Ha-/lony, cremy-
(praeckyro Tepamyio IPOBECTH TakKXKe OBIAO HEBO3MOX-
HO B BUJIy OTCYTCTBU: IpeniapatoB rema B Poccun, a ot
sBenenus 40% ratokossl 70 1000 MA/CyT OTKa3BIBAAVICh
Bpa4y peaHVMATOAOIY U3-3a He3HaHMS HOITOOHON MeTo-

TpyaHbii naumeHT Ne 7, TOM 10, 2012




IVKA AedeHns M oTcyTcTBus onbiTa. 22.10.08 1., HecMmor-
P51 Ha IIOAOXKUTEABHYIO HEBPOAOTMYECKYIO TMHAMMKY Ha
doHe HecrenuduUecKON Tepamuu U >HTEPAABHOTO
IIpyeMa IAIOKO3bl, OTMEYaAOCh OKpacHeHe MOYY; BBI-
HOAHEHO MICCAeOBaHye MOUM IO Cito — SpUTPOLUTOB He
BBLIBAEHO, UTO SIBYMAOCH KOCBEHHBIM HOATBEpPKIEHMEM
HaAWUMS B MOYe TOPPUPUHOB UAU UX IIPOMEKYTOUHBIX
IPOLYKTOB MeTab0AM3Ma, IPUBEAIINX K OKPacke MOYH B
KpacHbi1 1BeT. 29.10.08 r. Ipy HemocpenCTBEHHOM y4a-
CTVMY POICTBEHHMKOB OOABHOTO YIAAOCh OPTaHM30BATh
UCCAelOBaHMe MouM B [eMaToAOrMYecKOM Hay4HOM
neutpe PAMH: conmepxxanme o6mmux HOpdUPUHOB —
0,31 mr/a (N — mo 0,15Mr/A), HOpdOOMAMHOreHOB —
60,5 Mr/A (N - 0-2,0 Mr/A), 6-aMIHOAEBYAMHOBOM KIC-
AotTeL — 21,7 mr/A (N = 0,14,5 mr/A). 10.11.08 1. 60ABHOI
nepeBefieH B reMaTtoAorndeckoe orneaerne OKB-1 ¢ mo-
AOXKMTEABHOV IMHAMMKOM: YMEHBIIMAACH BBIpa’KeH-
HOCTB TeTpalnape3a (MBIIIeYHas CYAa B IPOKCHMAABHBIX
oTmeAax pyk 2,5-3 6, B kucrsax — 4 6, B IpOKCHMAABHBIX
orneaax Hor — 3-3,5 6, B cTomax — 5 6, CyXOXMABHBII
pedrekc ¢ B/K — OTCYICTBYeT, HOSBUAUCH KOACHHBIE
pecbaekcrl d=s, aXMAAOBEI XKMBEIE C 2-X CTOPOH), perpec-
CMPOBaAM Ta30Bble HApyIIeHus, IMCOHN, TbIXaHNe Ca-
MOCTOSITEABHOE aIleKBaTHOE, 0€3 yIacTHsI BCOMOTaTeAb-
HOJ MYCKyAQTyPBl, YMEHBIIVMAACH Iycparyisi, BereTaTys-
Hast AabuabpHOCTS (Al - 120/80 MM pr. cT., Ps — 100 ya B
MWH, CMHKOIIAABHBIX COCTOSIHMI He OTMeYaA0Ch, HOpMa-
AM30BaAach TeMIIEpaTypa TeAa), OOABHOI CAMOCTOSTEAD-
HO IlepeIBUraercs B IpefeAaX IaAaThl, COXPAHIETCS
acrenmsamys. [locae mpoBeneHNs AeueHMsI HOPMOCAH-
TOM B 1103€e 3 MI'/ KT B TedeHye 3-X ITHell COCTOsIHMe OOAD-
HOTO 3HAQYMTEABHO YAYUIIMAOCH, K KOHIy IeKaOps
2008 . HeBpOAOTMYECKUI AedUINT IPAKTHUECKH TTOA-
HOCTBIO PErpeccHpoBaA.

CAOXHOCTY OVATHOCTUKM M A€4eHMs TaHHOro 3a0o-
AeBaHMs COCTOSAT B CAeNYIOIIEeM:
* GOABHEIE M3HAYAABHO IIONANAIOT B XUPYpPrUdIecKye

MAU IpyTVie HeIPOPMABHEIE OTAEAEHNs, B 3aBUCUMO-

CTM OT IpeoOAaaHNs TeX MAY MHBIX CUMIITOMOB, IIe

CIIeIIMAAMCTBl He 3HAKOMEI C JJAHHOM ITaTOAOTHeN, a
CUMIITOMAaTHYeCKOe AedeHue MOpdUPUHOreHHBIMU
AeKapCTBeHHBIMI IIpelIapaTaMy (B 0COOEHHOCTH Hap-
K03 ¢ Oapburyparamu, HITBC, aHaApreTuxu, anTu-
OMOTHUKY M T.1I.) IPUBOINT K PE3KOMY YXYAIIEHHIO CO-
CTOSIHMS OOABHBIX C Pa3sBUTMEM HapyIIeHMI CO3Ha-
HMA, TSDKEAON MOAMHeponaTin ¢ 6yAbOapHBIMHI 1
TBIXaTeABHBIMM HapYIIeHAMIL;

* MHOTVE AabOpaTOpuy, TaXke B KPYIHEIX MeXPeruo-
HAABHBIX KAMHMKaX, He BAAIeIOT METOIMKOM I CIle-
IVAaABHBIMM PeaKTHBaMI JIASL OIlpelieAeH s Topdu-
PMHOB B MOYe, XOTs 3TO MCCAeJOBaHME SIBASIETCS
CKPVHVHT-TECTOM;

® eIMHCTBEHHBIM ITaTOreHeTMYeCKMM MEeTOIOM Aede-
HMS SBASIIOTCS IIpellapaThl I'eMa, KOTOpBIe OTCYT-
cTByIoT B Poccun (Heammensuposasel), a O0AbIINE
1035l TAIOKO3HI (20-40% mo 1000 ma manm 400-600r
TAIOKO3BI/CyT) He Bcerna 3¢ eKTUBHEI (He ToBOpsI, O
BO3MOKHBIX OCAOXKHEHWSX U COOAIOIEHNM HeoOX0 M-
MBIX YCAOBWI BBEZIeHN).
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