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MpuBoauTCA onmncaHune ciyyas 0CTPoi nopdrpum ¢ NosMHeBponaTnei ¢ ahpdeKTUBHLIM le4eHnem roko3oii. 3aboneBaHne ma-
HudecTmpoBaso B Bo3pacTe 36 et ¢ 601el B XMBOTE, KIMHUYECKON KapTUHbLI Mapesa kulievHrka. Yepes 3 Helenn oT Havana 3abo-
NeBaHns BO3HUK TeTpanapes, 06yCNoBEHHbI MOpaxeHneM nepudepuyeckmx HEPBOB C NPENMYLLECTBEHHLIM NOPaXEHNEM MPOKCH-
MasibHbIX OTAEN0B KOHeYHocTel. [MosiBunack TemMHas Modva. OTMevanacb Taxukapams C YacTOTOW CepaedHbiX cokpatleHuin 125
B 1 MUHYTY. KQ4eCTBEHHLIV TECT MOYM HA NOPPUPUI0 C PEaKTUBOM Ipinxa okasdancs nofoxutesnbHbiM. ObLume nopduprHbl B Moye
66111 yBennyeHbl 6onee 4em B 10 pas, nopdobunmHoreH 6bin nosblleH 6onee, 4em B 100 pas, fenbTa-amnHONEBYIEHOBAs KUCAOTa
6bina noBblleHa noyTy B 15 pas. [marHocTmpoBaHa ocTpas nopdupusi, TSXenoe Te4eHne, CEHCOPHO-MOTOPHas NoIMHeBponaTys,
TaXeNbIn nepudeprnyecknin Banbil TeTpanapes. HasHaueHo nedveHne rnoko3oin B ose 100 r, 3atem 250 r cyxoro BellecTBa B Teye-
Hue cyTok. Takke HasHadanu BuTaMuHbl rpynnel B (B1, B6, B12), anbda-nunoesyio kucnoty no 600 mMr BHYTpb. Ha ¢poHe neveHns
FNIOKO30W MOJSIHOCTbI0 BOCCTAHOBMIACh MblLLEYHAs Cuna TPEXTIaBol MbIWLpbl MieyYa M NOAB3A0LHO-NOSCHUYHON MblLWLbl. 3HA4-
TEJSIbHO YBEMYMIACH CNa AENLTOBUAHOM MblllLbl. Cuna crubatenein nanbLeB KUCTEN Takke HECKOLKO YBENUYUnach. MNoatomy npu
ee HeapHEKTMBHOCTM CNEAYIOWYM 3TanoM nevyeHnst nopdrprmn Ha3HavaloT apruHaT rema. B gaHHoM HabniogeHnn rioko3a okasa-

nacb appEKTUBHON.
KnioyeBble cnosa: noppupus, riokosa, apruHar rema

Brenenne

Ilopdupuu — rpymnma 3abojeBaHUi, CBSI3aHHBIX C Ha-
CJIeICTBEHHBIM WM MPUOOPETEHHBIM HapyllleHHeM Ouo-
cuHTe3a rema [1] (pucyHoOK).

PacnipocTpaHeHHOCTh Pa3nUYHBIX (HOPM HAC/IEACTBEH-
HOIt moppuUpur OTIUYACTCI B pa3INYHbIX CTpaHax. B ®uH-
JISHAMKA PacHpOCTPAaHEHHOCTh OCTPOM ITepeMeKalolIencs
nopdupun coctasusger 1: 60 000 [2]. Bo ®panuuu cpenu
3I0POBBIX TOHOPOB BBISIBIICHO 1:1675 TaTeHTHBIX HOCHUTEICH
aroro 3aboseBaHus [3]. CyllecTBYIOT IIEUEHOYHbBIC U 3PUT-
POIIOATUYECKKE TTOPDUPUH.

Boigensior  criemyiolie  HO30JOTMYecKHe  (DOPMBI
noppupuii:

1. ITeyenounse:

A. Octpule:

1. IMopdupusi, odycnopaeHHass AeULIUTOM Ieruapara-
36l 8-AJIK (ayTOCOMHO-PELIeCCUBHBIN TUIT HacJIeIOBaHMS,
xpomocoMa 9(9q32). Onucano okosio 200 B Mupe.

2. Octpasg mnepemexaroiasicsa mnophupust (ayrocoM-
HO-TOMWHAHTHBI TWIT HACJIeIOBaHUsA, XpoMocoMa 11
(119.23.3). PacnpoctpanenHocts — 5—10 Ha 100 000 Hace-
JIEHUSI.

3. HacneactBenHas kompomopdupust (ayTOCOMHO-I0-
MMHAHTHBI TUI HacjemoBaHus, xpomocoma 3 (3q.12.1).
PacnpoctpanenHocts — 3—5 Ha 100 000.

4. BapueratHag (cmemaHHas) nopdupust (ayrocoM-
HO-IOMMHAHTHBI THUI HacJAedoBaHWs, XpoMocoma |
(19.23.3). PacnpoctpaHeHHocts — 2—3 Ha 100 000.

* OTCYTCTBYET KOH(MIIMKT MHTEPECOB.

5. X-cleruieHHasi JTOMUHAaHTHas mpoTornopdpust (Xpo-
mocoma X, Xpll.2).

B. He octpnre:

6. IMo3aHs1s KoxXHast mopdupust (ayTOCOMHO-IOMUHAHT-
HBII TUIT HaclemoBaHMsI, xpomocoMma 1 (1p.34.1).

I1. Dpurponosrtuyeckue.

7. Dpurpomoatuyeckas IpoTonopupus (ayrocoM-
HO-PELIECCUBHBIN TUI HacjeaoBaHUs, XpoMocoma 18
(18921.3).

8. BpoxnmeHHast 3puTpornosTudeckas mopdupus (ayro-
COMHO-PEIIECCUBHBIN THUIT HacjenoBaHuUs, xpomocoMa 10
(10g26.2).

Octpble mophupuy — TIpymIa TeHETUYeCKU OO0yCIOB-
JIEHHBIX 3a00JIeBaHUii, acCCOLMUPOBAHHBIX C IIUKIOM OHO-
CHHTE3a reMa, UMEIOIIMX OCTPOe, MHIYIIMPOBAHHOE HAYaJlo,
MPOTPECCUPYIOLIUI XapaKTep TeUeHUsl, B OCHOBE KOTOPOTO
JIEXKUT M30BITOYHOE HAKOIUIEHHWE METa0OJUTOB Iopdupu-
HOBOro ooMeHa. bojie3sHb MOXeT UIMTEIbHO MPOTeKaTh Ja-
TEHTHO 0€3 CUMIITOMATUKU WIK C JIETKO BbIPAXKEHHBIMU Ha-
PYLICHUSIMU.

Wunyuupytonue hakTophbl:

® [UIATebHAsT TUITOTIMKEMUSI;

® GakTepuasbHbIC, BUPYCHBIE MHOEKIINN;

® aJIKOroJIb;

® JIeKapCTBEHHBIE TIPEIaparsl;

® JI3MEHEHNE TOPMOHAJIBLHOTO MPOMUIIS y KEeHIIINH;

® VHCOJISIIINS;

® (hu3MyecKue Meperpy3ku, 3MOLMOHABHBIE CTPECCHI.
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TunuyHble KIMHUYECKUE MPOSIBIEHUSI OCTPBIX Mopdu-
puit:

® 00JIM B XMBOTE, PBOTA, 3aIIOPHI;

® TaxuKapaus;

® apTepualbHasi TUIIEPTEH3NSI;

® 0OJIM B CTIIMHE, KOHEYHOCTSIX;

® [Iporpeccupytoniasi MblllieqHasi c1aboCTb;

® apesbl;

® >HIleaIoNaTus;

® SMWIeNTUYECKUE MPUTAIKK;

® raJlTIoLIMHALUY;

® [ICUXO3bl.

TTopaxkeHre HEpBHOI CUCTeMbl BO3HUKaAeT Ha 7—10 qHU
OT Havasia npuctyna. [IpeumyliecTBEHHO MOpaXxarTcst Mpo-
KCHUMaJIbHbIE OTIE/Ibl KOHEUHOCTe!. lnarHocTupyeTcst CeH-

CyOcTpats!
I'myyn +
CYKITUHHII KO3H3UM A

COPHO-MOTOpHAsl TIOJIMHEBPOIATUsI, TeTparnape3 WIK TeT-
parierusi. B TsoKenbIx ciaydasx nmopaxarTcs YepermHO-Mo3-
roseie HepBbl — VII, IX, X, X1, XII mapsl. Bo3Hukaer napes
nuadparmbl, CKeJIETHOM IbIXaTeIbHOM MYCKYJIaTyphl, Hapy-
maeTcst (yHKIIUST Ta30BbIX OPraHoB.

IIpuunHamMu HapylieHuss PYyHKUUM LIEHTPATbHOU Hep-
BHOI CHCTEMBI SIBJISIIOTCS [4]:

® HEIIPOTOKCUYECKUI, AeMUCITUHUBUPYIOIMNI 3(DPEKT
MPeIIeCTBEHHUKOB TMOPOUPUHOB  (3-aMUHOJIEBYIEHOBASI
KucjoTa u ap.);

® nepuIUT CBOOOAHOrO ITyjla TeMa B HelipoHax;

® MyJbTU(dOKaTbHAS UIIEMUST BCJIEACTBUE Clla3Ma COCy-
JIOB TOJIOBHOTO MO3Ta;

® CUH/IPOM HeaJeKBATHOW CEKpeLUuu aHTUIUypeThye-
CKOTO TOPMOHa.

DepMeHTHI
1 Cunrerasad-
aMUHOJIEBYJICHOBOM KUCIIOTHI
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«HOBBIE TEXHONOMMUN BUATHOCTUKWN HACNEACTBEHHbIX BOJIESHEN»

CuHIpPOM HeafeKBaTHOM CEKpEelMH aHTUINYPETHUECKO-
ro TOPMOHA OOYCJIOBJIEH HETOJIHBIM MOJABIEHUEM €ro CeK-
peuuu Ipyu HU3KOM OCMOTHUYECKOM JIaBJIeHUU TJIa3Mbl U OT-
cyrcTBUM TMnoBosieMur. CHHIPOM HeameKBaTHOM CceKpe-
LM AHTUINYPETUIECKOTO TOPMOHA COMTPOBOXKIAETCST TTOBBI-
LIEHHBIM BBbIJEJIEHUEM MOYM, I'MIIOHATPUEMUEN U TUIOOC-
MOTMUYECKUM COCTOSTHHEM KpOBH. ['MMeprimkeMusi — Hau-
Ooiee vacrtas TNMpUYMHA TUTOHATpuemuuu. KimHudyeckue
CHUMIITOMBI — BSIJIOCTb, OTEUHOCTb, YBEJIMYEHUE MACChI Te-
Jla, 1e30pueHTalus1, cyaoporu, kKoma. CocTosiHue manueHTa
yXYALIAeTCs TPU TIOCTYIUIGHMM B OPraHu3M OOJbIINX
00BEMOB BOIBI (BHYTPh WJIM BHYTPMBEHHO); HAIIPOTUB, Pe-
MHCCHSI HACTYIaeT MPU OrpaHUYEHUH YIMOTPEeOICHHS BOIBI.
He nokaszaHo ObICTpoe BBeZIGHUE HATPUsI, TAK KaK OHO MpU-
BOJIUT K Pa3BUTHIO CUHIPOMAa OCMOTHUYECKOM TeMUETMHU3a-
umK. Bo3HUKaeT eHTpaabHBIM MOHTUHHBIM MUCTMHOIN3 C
ovyaramMu B o0jacT MocTa. Bo3MOXeH 3KCTparmoOHTUHHBIN
MUEJMHOJU3 C 0YaraMu B OeJIoM BellleCTBe MOJyllapuil ro-
JIOBHOTO MO3Ta.

AOIOMUHAIBHBII CUHAPOM BeTpeuaetcs: B 90% B nedrote
ocTpoit mopdupun. boiau He UMEIOT YETKOM JIOKAIM3aIuu,
MUTPUPYIOT. B pe3yibTate mapesa KWINEYHUKA YBETUMYMBA-
10TCs1 pa3Mepbl KMBOTa. CUMITOMBI pa3ipaxeHusl OpIolu-
HBI OTCYTCTBYIOT WJIM COMHUTEbHBbIE. OTMEYarOTCsT TOLIHO-
Ta, pBOTa, 3amop. OTCYTCTBYIOT JIEHKOLIMTO3 U YCKOPEHHOE
COD. AGIOMUHAIBHBI CUHIPOM PErpeccupyeT caMmoCcTosi-
TEJIbHO Yepe3 3—4 Heaeu.

DTanbl IUarHOCTUKU MOPQPUPUM:

1. KauecTBeHHBII CKPUHUHTOBBIN TECT C PEAaKTUBOM Dp-
Jxa;

2. KonmyecTBeHHOE OlpeneneHe Top@upruHOB B MOYE;

3. JHK-mnarsocrtuka.

JleueHue 3abo1eBaHUSI — UCKJIIOUEHUE TPOBOLMPYIOLIE-
ro (akTopa, mogaBjieHue CUHTe3a MOPGUPUHOB (YIJIEBOMI-
Hasl Harpyska, apruHaT reMa). DJIUMUHALNS TOPOUPUHOB
MeTonoM miaasMadepesa MeHee a(pdeKTUBHA, TaK Kak IMO-
CTOSIHHO o00pa3yloTcsi HoBble MeTabonuThl. Heobxomuma
npoguaakTuKa TpoMOO30B.

I'mroko3a siBysieTcst THTMOMTOPOM aKTUBHOCTH (DepMeH-
Ta CUHTETa3bl aMMHOJIEBYJICHOBOW KUCIOTHI M ee eHCTBHE
aHaJOrMYHO TpenapaTaM rema, Ho MeHee 3¢bdeKTUBHO [5].
I'moxo3y Hasznavaior mo 200,0—400,0 r cyxoro BeliecTBa
B TeYeHHWe CYTOK. Bo3MOXXHO BBeneHME BHYTPMBEHHO WU
npueM BHYTpb He 6ostee 20% pactBopa. MHCYIMH He Ha3Ha-
yaioT. KOHTpoIupyIoT ypoBeHb ITI0KO3bl B KpOBU. OOBIYHO
10 JieyeHuss oH cHuxeH. HeoOxoammo KOHTpoIupoBaTh
YPOBEHb HATPUS B KPOBU, TaK KaK MPOUCXOIUT €TO CHIKE-
HMe TpU TIpreMa ITIoKo3bl. Eciu uepe3 3 IHS yaydlieHus
HE HAcCTynaeT BBOAST BHYTPUBEHHO apruHat rema (HOpMO-
caHr) B 03¢ 3 Mr/Kr B cyTku 4—7 nHeii. HopMocaHr BBOISIT
B 100 M1 pm3momornyeckoro pacTsopa BHyTPMBEHHO Karle-
JIHO OBICTPO, HO He MeHee, yeMm 3a 30 MUHYT B TEMHON
CTeKJISIHHOM TMocy/e, 3alluIlIeHHoi oT cBeta cucteme. Cre-
JyeT MCMOJIb30BaTh 1IEHTPATbHYIO BEHY WM BEHY IMpearuie-
gybs. [locie BBemeHUsT Tperapara CTPYWHO CHUCTEMY IIpO-
MBITh 100 M1 DM3MOJIOTMYECKOTO pacTBOpa.

IlpuBoauM HabMONEHUE JieYeHUsT OOJILHOTO OCTpOi
nopdupueii ¢ UCIoNb30BAHUEM TJIIOKO3bI.

BonbHoit [I. 36 jeT MOCTyNuaI B OTAEIEHNE HEBPOJIOTUN
I'bBY3 MO MockoBcKuii 00JIaCTHOII HayYHO-UCCJIEIOBa-
TEJIbCKUN KIMHUYECKUT MHCTUTYT M. M.D. Bnamumup-
ckoro (MOHUKM) 29.12.14 r. KanoObl Ha ciabocTh U
OrpaHuyYeHUe ABMKEHUI B KOHEUHOCTSIX, 00Jiee BhIPAKEeH-
Hble B TIPOKCUMAJIbHBIX OT/IeNax.

AnamHe3 3a0oeBaHus: 00J¢eH ¢ 22 ceHTs10ps 2014 1. OT-
MeuaJl TIOBBIIIEHUE TeMIiepaTypsl Teaa 10 39°. beum 03H00
u cnaboctb. IMpuHuman xonapekc. 24.09.14 r nosiBUIMCH
CUJIbHBIE 00K B XXKMBOTE, 3alep:KKa CTyJla B TeUEHHUE TPeX
nHel. BT rocnuTanu3upoBaH B XUPYPTUYECKOE OTIEIe-
Hue. Yepes 2 mHS BbITIMCAH 0e3 OrepaTMBHOIO BMEIIATEIb-
ctBa. 7.10.14 T ObLT MOBTOPHO TOCIIUTAIIM3UPOBAH B XUPYP-
rMYecKoe OTAesieHWe B CBSI3M C OOJNSIMU B HUXKHEH 4acTu
KUBOTA, 3aMepkKOi cTyia. JImarHocTHpoBaHa AMHAMUYE-
cKasl KuleyHast HerpoxoaumocTtb. 13.10.14 r BHe3amHO 1o-
sBUiach ciaaboctb B Horax, ynaja. Co3HaHue He Tepsi.
C aroro BpeMeHu oTMedaa ciabocTh B pykax. Hyxmancs
B TOCTOPOHHEM yxone. M3MeHWICsS LBET MOYM Ha TeM-
HO-KopuyHeBbIii. [lepeBesieH B HEBPOJIOTMYECKOE OTEsIe-
HUE C IMarHO30M: OCMIpPAas 60CNAAUMENbHAS NOAUHEBPONAMUs
¢ mANCceAbiM NPOKCUMANbHbIM mempanapesom. Tloaydan um-
MyHOBeHUH 3 BBefeHus Bcero 3,75 r, metunpen. Cran ca-
MOCTOSITEJIHO TIepeIBUraThes B rpeneiax nauatel. Ha OKI
— CHHYCOBasl TaxvKapaMsi, 4acToTa CEepAeUHbIX COKpalle-
Huit 125 ya. B MuHyTy. ®UOPOKOJIOHOCKONHUS: JUCKUHE3US
JIEBOM TTOJIOBUHBI TOJICTOM KWIIKHU TIO TUITOTOHUYECKOMY
tuny. Y3WM opraHoB OpOIIHOI TOJIOCTU: BbIpaKEHHBIN
MHEeBMAaTo3 KullleYHMKa. JIuHaMuyeckast KuleyHasi Herpo-
xoauMocTb. DHMI 1.12.14 1. — BbIpaxkeHHasi OJIMHEBPO-
MmaTusi, TPEUMYIIECTBEHHO TPOKCUMAJIbHBIX OTAEIOB 0e3
CYILLIECTBEHHOM 3aMHTEPECOBAHHOCTHU CEHCOPHBIX BOJIOKOH.

Al 130 MM pr. cT, iynbe 76 yoapoB B 1 munyty. 2KMBOT
MSTKWI 0e300J1€HEHHBIA.

B HeBpojormueykoMm cTaTyce: cuja B TPaBOil KHUCTH
20 kr, B 1eBoit 22 kr. Crja ABYIJIaBOM MBIIIIIBI TUleva 4 0a-
JIa, TPEXTJIaBOM MBIIIIIBI Tieya — 2 Gajia, AeJTbTOBUIHON —
1 6aJ71, MOAB3IOLIHO-MOICHUYHOM MBIIIIIBI clieBa — 3 Oaj-
na, cripaBa — 4 6anna. Kapno-paauanbHble pediekchl CHU-
JKEHBI, C CYXOXHMIUS ABYTJIABOM M TPEXTIaBOM MBI TUIeYa
cpenHeit xkuBocTu. KoneHHbIe pedieKChl He BBI3BIBATUCH,
axWJIOBBI cpeaHel kuBocT. Ha msaTku BctaTh He Mor. M3
MOJIOKEHUSI CUST BCTaBaJl ¢ TIOMOIIbIO pyK. Pyku oT Tyno-
BuIa oTBoAMI oA yriiom 30°. B mo3e Pombepra 6611 ycToii-
yuB. YyBCTBUTEJIBHOCTh HE HapyIlIeHA.

JuarHos: ocmpas nopgupus, msajicesoe meuenue, CeHCop-
HO-MOMOPHAs NOAUHEBPONAMUS, MAJCeAblll nepugeputeckull
8516l mempanapes.

22.12.14 1. TeCT MOYM Ha MOPHOUPUIO C PEaKTUBOM DpJin-
Xa TMOJIOXUTEIbHBINA.

KonuuectBeHHoe omnpeaeneHue MopbUPUHOB B MoYe:
ob1me nopdupunsl 2,22 mr/in (B Hopme 1o 0,15), mopdo-
ounuHoreH — 239,5 (B Hopme 10 2,0) M/, AesibTa-aMUHO-
JieByJieHOBasi KucioTa 67,4 mr/in (B HopMme 10 4,5).
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22.12.14 r. buoxuMmyeckKuii aHajJu3 KPOBU: TJIIOKO3a
4,7 MmMonb/n, Kanuii 3,9 MMounb/n, HaTpuit 140 MMOJb/J,
xene3o 15 MMoutb/.

22.12.14 r. AHanu3 KpoBu 0011Mit — reMorioouH 128 r/m,
(B Hopme 132—173), sputpouutsl 4, 13 en/n (B Hopme
4,3—35,7), remarokpur 0,37 1/I(B Hopme 0,39—0,49), Tpom-
oouuthl 255,00 1079/1 (B HopMme 150—400), neiikoumtsl 4,8
10"9/n1 (B Hopme 4,5—11), mumdonntsr 44,90% (B HOpMe
19—37), COD 40 (B Hopme 0—15).

Jleuenue: B1, B6, mo 2,0 BHyTpuMbIiieyHo, B12 mo
500 MKT BHYTPUMBILIEYHO, OKTOJIMIIEH 110 600 MIr BHYTpH-
BEHHO KareibHo, rmioko3a 40% 250,0 2 pa3a B CyTKuM
BHYTpb. B mocnenytoiiem Ha3zHaueHa MujbraMma mno 1 tao.
2 pasa B CYTKM, OepJUTHOH 1Mo 1 K. 2 pa3a B cyTKd, U 25%
pactBop rmoko3sl 1o 1000,0 BHYTpb.

12.01.15 r. ormermn yaydiieHue coctosHus. Cuma
B mipaBoii kuctu 21,5 Kr, B ieBoit — 24 kr. Cua nByriaBoi
MBbILILBI TUleya 4 Gania, AeJbTOBUAHOM MBbIILbI 3 Oania.
Pyku orBommia oT TysnoBuiia mox yriaoMm 60°. Cuia ocTaib-
HbIX MbILII 5 OautoB. BeraBan u3 nosoxeHus cuast 6e3 mo-
MOIIHU PYK.

O6cyxnenne

B mnpencraBieHHOM clydyae OTMeYaloCh JJTUTEIbHOE
06ecCUMITTOMOHOE JIaTeHTHOe TedeHue mopdupuu. ToabKo
B 36 JIeT Tociie TIpreMa HeCTePOMIHOTO MPOTUBOBOCTIAIN-
TEJIBHOTO CPEJICTBA, COAEpKAIIEero mapaleTaMos, Y 00JbHO-
ro BO3HMKJIa CUMIITOMAaTHKa OCTpoii mopdupun: 6011 B XKu-
BOTe, 3ajiepKKa CTyJia, 00yCIOBJIeHHAsT Mape3oM KUIIeYHHU-
ka. Yepes 3 Hexenu ot Havyasa 3a00JIeBaHUST BO3HUKIIM CUM-
MTOMBI MTOpaxkeHUs! nepubepruuecKux HepBOB B BUIE TOJU-
HEBPOMATUX C MPEUMYILIECTBEHHBIM MOpaXXeHUEM MPOKCH-
MaJbHBIX OTIOENIOB KOHeuHOCTel. [losiBMIach TeMHast Mova.
OTMmeyanach TaxuKapausl C YaCTOTOM CepAeYHbIX COKpallle-
Huit 125 B 1 MUHYTY. YUuTbIBask HaJIM4Ke MMOJIMHEBPONIATUH,
KOTOpasi XxapakTepHa Uil Iopdupuu, ObLI IIPOBEASH Kave-
CTBEHHBII TeCT MOYM Ha TTOPOUPHUIO C PeaKTUBOM DpIivxa,
KOTOPBIii 0Ka3zaJicsl MoJIoXKUTeIbHbIM. [ToaTanHas nuarHoc-
TUKa MOp(GUPUM BKIIOYAET MPOBEACHUE KOJIUYECTBEHHOTO
onpeaeaeHUs] TOPpGUPUHOB B MOYE B CITIOUAE TTONOXKUTETb-
HOTO KauecTBeHHO TecTa. O011Me mopOUpUHbI ObLIN YBEIU-
yeHbI bostee, yeM B 10 pa3, mopdoOUIMHOTreH ObUT ITOBBIIIEH

ObLja MOBbIIIEHA MOYTH B 15 pa3. XapakTepHasi KIMHUYE-
cKasl KapTMHA U yBeJnYeHue nophupruoB B MOYe MIPU KOJIU-
YeCTBEHHOM MX OMNpENeIeHUH MO3BOJIMIO YCTAHOBUTD AUa-
THO3 ocTpast mopdupus, TSKeIoe TeueHUe, CEHCOPHO-MO-
TOpHasl MOJIMHEBPOMATUSI, TSKEJIbIN TepudepruyeckKuil Bsi-
JIblil TeTpanapes.

Ha ¢one neyeHust r1oKo30ii COCTOSIHME OOJIBLHOIO YIyd-
Ioch (Tadbmuma). B mocnenytoiiem 0015HOMY OBUIO Ha3HA-
YEHO MPOIO/DKEHME MpUeMa TJIIOKO3bl U BUTAMUHBI TPYIIIIbI
B (BI1, B6, B12), anba-munoesas kuciaoTa o 600 Mr BHyTpb
JIO TIOJIHOTO BOCCTAHOBJIEHUSI MBILLIEUHOM CHUIIBI.

Kax BumHO M3 Tabmmiibl, Ha ¢OHE JeUCHUs ITIOKO30ii
MOJTHOCTBhIO BOCCTAHOBWJIACH MBIIIEUHASI CHUJIAa TPEXIJIaBOM
MBIIILIBI T1JIeYa Y TOAB3AOIIHO-TIOSICHUYHON MBIIIILIBI. 3Ha-
YUTEIbHO YBEIMUMIACH CUJIa AebTOBUAHOM MbIIIbl. Cua
crubaTesieil TajblieB KUCTeH TakKe HECKOJIbKO YBEIMYH-
JIack.

BoiBoant

Takum ob6pazoM, Mpu ocTpoit MopbUPUK JeueHUe IIIo-
Ko30il 3¢ dexkTuBHO. [NMI0K03a — HMHIUOUTOpP (hbepMeHTa
CHUHTETa3bl aMUHOJIEBYJICHOBOM KUCIOTHI. [1r0K03a aeiicT-
ByeT ciabee apruHata rema. [Toaromy rnpu ee HeahGEKTUB-
HOCTHM CJIEAYIOIIMM 2TaroM JieueHUs: Mophupuu Ha3HAYaloT
apruHart remMa.

CnHCcoK JUTEpaTypbl

1. Puy H, Gouya L, Deybach JC. Porphyrias. Lancet. 2010 Mar
13;375(9718):924-37. doi: 10.1016/S0140-6736(09)61925-5.

2. Kauppinen R, von und zu Fraunberg M. Molecular and bioc-
hemical studies of acute intermittent porphyria in 196 patients and
their families. Clin Chem. 2002 Nov;48(11):1891-900. doi:
10.1373 /clinchem.2011.162388.

3. Nordmann Y, Puy H, Da Silva V, Simonin S, Robreau AM,
Bonaiti C, Phung LN, Deybach JC. Acute intermittent porphyria:
prevalence of mutations in the porphobilinogen deaminase gene in
blood donors in France. J Intern Med. 1997 Sep;242(3):213-7. doi:
10.1111/imj.13127.

4. Simon NG, Herkes GK. The neurologic manifestations of the
acute porphyrias. J Clin Neurosci. 2011 Sep;18(9):1147-53. doi:
10.1016/j.jocn.2011.01.003.

5. Straume Z, Skuja V, Proskurina A, Malina J, Hasnere S,
Krupnova I, Lejnieks A, Derovs A. Think porphyria: case report

and review of literature. Eksp Klin Gastroenterol.

6onee yuem B 100 pa3, menbra-aMMHOJIEBYJIEHOBasl KMCJIOTa 2015;(7):69-77.
Tabnmua
AvHamunka Mbile4yHow cunbl y 60onbHOro . ¢ octpoi nopdpupuein Ha poHe nevyeHus rnKo3on
Mccnenyembie MbilLbl Jlo neyeHus Yepes 2 Hepenu OT Havana nevyeHns

Crubatenu nanbueB KUCTU cnpaBa 20 kr 21,5 kr
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Acute porphyria polyneuropathy and positive treatment effect glucose

Kotov S.V., Sidorov O.P.
Moscow Regional Research and Clinical Institute («<MONIKI»), 61/2 Shchepkinaul., Moscow, 129110, Russian Federation

The athors described the case of acute porphyria polyneuropathy with an effective treatment for glucose. The disease is manifest
at the age of 36 years with abdominal pain, bowel clinical paresis. After 3 weeks from the onset of the disease originated tetraparesis
due to peripheral nerve lesions with a primary lesion of the proximal extremities. There was a dark urine. There was a tachycardia with
a heart rate of 125 1 per minute. The qualitative urine test for porphyria with Ehrlich’s reagent, which was positive. By quantifying total
urinary porphyrins porphyrins were increased more than 10 times, porphobilinogen was increased more than 100 times,
delta-aminolevulinic acid was increased almost 15-fold. The diagnose was acute porphyria, severe course, sensory-motor
polyneuropathy, severe peripheral tetraparesis. The treatment was: glucose given treatment dosage of 100 g, then 250 g of dry mat-
ter during the day. Also appointed B vitamins (B1, B6, B12), alpha-lipoic acid 600 mg orally. The was a positive effect of the treatment.
The muscle strength triceps muscle and the iliopsoas muscle became 5 points, the strength of the deltoid muscle increased signifi-
cantly. The strength of the flexors of fingers also increased slightly. Consequently, for treatment of acute porphyria glucose effec-
tively. Glucosa — inhibitor of synthetase enzyme i aminolevulinic acid. Glucose acts weaker arginate gem. Therefore, in the next stage
of its inefficiency porphyria treatment prescribed heme arginate. In this case, glucose was effective. Appointment of haem arginate is
not needed.

Key words: porphyria, glucose, heme arginate
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