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Annotation.This article considersand analyzes clinical case of acute
intermittent porphyria. There is some theoretical pathophysiological substantiation of
the most common approaches to therapy of acute intermittent porphyria.
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Beenenue

[lopdupuu He ABIAIOTCS 3HIAEMUYHBIMU 3a00J€BaHUSIMM W C OJMHAKOBOMN
YacTOTOW BCTPEYAIOTCS CPEU HACEJIEHUSI BCEX KOHTUHEHTOB. YacToTa BCTPEYaeMOCTH
octpeix ¢dopm mopdupuit (OIl) konebnercs or 7 mo 12 cayuaeB Ha 100 ThICSY
3M0pOBBIX Jiojiei. B To ke Bpemss dYacTtora OECCUMMITOMHOIO HOCHUTEIHCTBA
reHeTuyeckux aedekron, npuBoaamux kK OII, cocraBmser ~ 50-100 cimyuaeB Ha
100000 4emoBek [3]. Octpas nepemexaromiasics nopdupus (OIIIl) —
HACJIEJICTBEHHOE METa0oJnYecKkoe 3a00eBaHUe C ayTOCOMHO-IOMUHAHTHBIM THUIIOM
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HacienoBaHus. B OCHOBE KJIMHMYECKOM KAapTUHBI JIe)KaT  MHOrooOpasHble
HapYUICHUSBET€TaTUBHON PETyJSLIMM >KU3HEHHO BaXXHBIX CHUCTEM OpraHu3Ma.
Ollllxapaktepusyercss PEAKOCTHIO aTak, OOJBIION YaCTOTOMJIETAIbHBIX HCXOJIOB,
MPUYMHA KOTOPBIX MPHU KU3HU MALMEHTOB HEPEIKO OCTAETCS HE YCTAHOBJICHHOM.
CnoXXHOCTH JMAarHOCTUKH CBA3aHbl C HECHEU(PUUYHBIM XapaKTEPOM KIMHUYECKUX
nposieiienndt  OIIII,monmopranHocTbiONOpaXeHU, MOIUMOPPUIMOM  KIMHUYECKOM
KapTUHBI, a HEJOCTAaTOK B MEIMLMHCKUX ydpexaeHusx Poccuiickon denepauuu
MpernapaToB JJs JIEUEHUS JAHHOIO 3a00J€BaHUs CO3JAIOT JJs Bpaued Takxke
orpeien¢HHbIe JiedeOHbIe TpyAHOCTH [1]. B cTaThe onucan KIMHUYECKUA CTydaid OCTpoi
nepemeskarouieiics noppupuu, Brepsble AuarHoctupoBaHHo B MAY I'KBNe 40 r.
ExarepunOypra, cienaH akIEHT Ha OCOOCHHOCTSX KIMHUYECKHX MpOSBICHUH,
JMArHOCTUKYU U JICYECHUSL.

Heas wuccaenoBanuss — JIEMOHCTPALMSIKIMHUYECKOTO Cilyyas OCTpOH
nepemMexaronieiicss noppupuu — peaKoro, TpyAHO TUArHOCTUPYEMOro 3a001eBaHus C
BBICOKOM JIETANbHOCTBIO, KAK OAHOW U3MYJIbTUIUCUUITTMHAPHBIX TPOOIIEM.

3agaum:

1) [IlpuBneur BHHMMaHME Bpaueld K PEAKOMY W  HPOrHOCTUYECKH
HeOJIaronpusaTHOMY 3a00JIEBaHUIO — OCTPOU mepemexarolieics noppupuu.

2) IlopguepkHyTh JMArHOCTUYECKYIO 3HAUYMMOCTh psla KIMHUYECKUX U
1a00paTOPHBIX TAPAMETPOB.

3) Iloka3zath  3((PEKTUBHOCTH  CBOCBPEMEHHOW  JHATHOCTUKU  H
MaTOr€HETUYECKU 0OOCHOBAaHHONTEPAITHH.

MarepuaJibl 1 MEeTOAbI HCCJIEI0BAHUSA

PerpocnieKTUBHBIN aHAlIU3 TEUEHUs OCTPOM MepeMexaroleicss mnoppupuu
(OIIIT) y GonbHO, 00CIeI0BABIIICICS U JICUUBIICHCS B OTJAEICHUN aHECTE3UOIOTUH
U peaHuMaroiaoruu u B HeBposiormdeckoM otaeneHuun Ne2 MAY I'Kb Ne40 r.
ExarepunOyprac okts10ps no Hosa0pb 2016 r.

Anamues. bonbHas JI., 55 ner, 3ab6onena octpo B centsiope 2016 r., otMmeTun
MOSIBJIEHUE MPOrPECCUPYIOUIEH MBIIIEYHOM CJIa00CTH B KOHEYHOCTSIX, TOJIOBHBIXH
abnoMuHaIbHBIX Oosel. OOpaTwiach 3a MEIULUMHCKOW MOMOIIBIO B MOJUKIUHUKY
I'Kb Ne33 wu Oblla TrocnuTagM3upoOBaHa B HEBPOJIOIMYECKOE OTIEJIEHUE C
MpeABapUTEIbHBIM JuarHo3oM «OcTpas AeMHEIMHU3UPYIoas MOJIMHEBPONATHS
(cunnpom ['mifena-bappe)». B Buny Hes(hPEeKTUBHOCTH MPOBOAUMBIX JIEUEOHBIX
MEpOIpUATUN (IIpOrpeccupyrollee yxyIluleHue OOIIEro COCTOSHUS M HapacTaHHe
HEBPOJIOTMUECKOW CHUMIITOMATUKK) OoibHas Obiia mnepeBeneHa 18.10.2016 r. B
peaHnManmoHHo-aHecTe3nosornueckoe  oraenenue MAY T'Kb  Ne40. Ilpm
MOCTYIUIEHUU COCTOSHME OOJBHOM OBUIO OLIEHEHO KaK TSDKENOe: BbIPaKEHHas
sHuedanonarus (mo GCS — 156). KoruutuBHble HapylleHus, rpyOblid TeTpamapes.
YCC - 90-120/mun, remonunamuka cradunpHas, Al — 140/80-160/90 mm pt.ct. Ilo
OKI' — put™ cuHycoOBBI, 0e3 uiemMuueckux uaMmeHeHuil. SpO2 = 93-95%. P/F = 250.
Jlucnencuu HE OTMEYaloCh, SHTEpPAIbHOE NWTAaHUWE YycBauBaja. PaccTpoiicTs
MOUYEHCITYCKaHHUsI W CTyJla HE OTMEYalaoCh. B CBS3M C HACTYNUBIIUM B TEUYECHHE
CIENYIOIUX 2 CYTOK YXYJIIIEHUEMCOCTOSIHUS (HapacTaHUE MPU3HAKOB TSHKEIOro
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HEBPOJIOTMYECKOI0 neduuura, I bIXaTeIIbHON U CEepAEYHO-COCYIUCTON
HEJJOCTAaTOYHOCTH, TMOSBJIEHUE CHUMIITOMOB TIOJHMOPIaHHOW HEIOCTATOYHOCTH)
nanueHTka Obuta nepeseeHa Ha MBJL.

Pe3yabTaThl HecJieJ0BAHUS M UX 00CYyK/IeHHE

1. JJaGopatopHbIe uccae0BaHuUs:

-or 18.10.16:Hb = 105 r/appurpouursl = 3,35%10'%/1; neiikonuTsl
=7,8*%10°/1; COD= 63 MM/u.;r;110K03a — 5,37 MMoab/1; 06mmii 6esok — 57,5 r/a;
owmnpyoun — 9,8 mmons/n; ACT — 18,0 En/n; AJIT — 15,8 En/n; moueBuHa —
5,2MMob/11; kKpeaTuHuH — 60 meMouab/aIITHU — 39,7%, MHO - 1,72.

-ot 25.10.16: Konponoppupun B moue— 449,3 umons/n (N = 21-119); 6-
AJIK B moue— 90,8mxmons/n (N = 0,76-43,5).

-ot 18.11.16: 'nukemuyeckuii mpodpuiab: 6,1 — 9,4 -9,5 — 5,0 — 8,0 mmonb/1.

2. HcTpyMeHTalIbHbIE UCCIIE0BAHMS:

-or  02.10.16: DaexkrpoHeiipomMuorpadgus: NPU3HAKK  CMEIIAHHOU
(aKCOHANIbHO-IEMHUEIIMHU3UPYIOIIEH) CEHCO-MOTOPHOIN MONMHEHPONaTUH BEPXHUX U
HU>KHUX KOHEYHOCTEM.

-or  04.10.2016: Duaexrpodnuedanorpapus: yMEPEHHO BbIPAKECHHBIC
i dy3Hble U3MEHEHUsT OMORIEKTPUYECKOM aKTUBHOCTU MO3ra. DNuienThu(opMHas
aKTUBHOCTb B  COCTOSHMM  pacciabjJeHHOro OOJpPCTBOBAaHMS M CHAa  HE
3aperucTpupoBaHa.

-otT 18.10.16: IKI" — cunycosas taxukapaus ¢ HCC 100/muH.

-or 18.10.16: MPT roJioBHOro Mo3ra: KapTUHa 3aJHell oOpaTuMoii
sHUE(anonaTuy, MOJ0XKUTEIbHAs JuHaMuka oT uioHsA 2016. I'eHepanu3oBaHHas
Mo3roBas atpous 2¢t. Bpoxkaennas petporepeOeuisipHasapaxHouiaibHas KUCTA.

Taxkum o0pa3om,aHau3 KJIMHUYECKON KapTHUHBI 3a0oneBaHus
(HEBpOJIOTUYECKME M TIOJMCUCTEMHBIE PACCTPOICTBA) W JlaHHbIE JAOOPATOPHO-
MHCTPYMEHTAJIbHBIX HCCJEeI0BaHUI (YpOBEeHb KompomnoppupuHa B moue = 4493
HMONIB/1, O-AJIK B mMoue = 90,8 MKMOIIB/JT) MO3BONIWIM YCTAHOBUTH KIMHUYECKHUI
nuarto3: «OcTpasg nepemexarouasics NOpPUPHUsS C TSHKEIbIM HEBPOJIOTHYECKUM
neuuruToM (aKCOHAJIbHO-AEMUETMHU3UPYIOIIAsiCEHCO-MOTOPHAsT TIOJIMHEHPONaThs
BEPXHUX W HIWKHUX KOHEYHOCTEM C TpyObIM TeTpamape3oM, BbIpaK€HHas
suiedanonarus - mo GCS 156, KOHTUTUBHBIC HAPYIICHUS), CHCTEMHBIM OOJIEBBIM,
OOCTUMALMOHHBIM M TaXUCUCTOJIMYECKHMM  CHHIPOMaMH,  apTepUaIbHOU
TUIIEPTEH3UEN U HOPMOXPOMHOUAHEMHUEH JIETKOU CTEIICHUY.

B cooTBeTcTBUU € YCTAaHOBJIEHHBIM KIMHUYECKUM JUArHO30M Oblila MpOBeAeHa
MAaTOr€HEeTUYECKAasl TepaIus:

1.Undy3un remuna («Hopmocanra») B pacuetHod moze 3 mr/kr, Ned4 (reMuH
ABJIIETCSI OJHUM U3 OCHOBHBIX CPEICTB MAaTO()U3MOIOTMUYECKH OOOCHOBaHHOM
Tepanuy aHEMHUH MPU HAPYILIEHUAX OOMEHA reMa).

O6ocHoBanue: [lopbupuu SBAAIOTCS HACIEICTBEHHBIMU 3a00JIEBaHUSMH,
00yCJIOBJIEHHBIMU HApPYIICHUSMHU B CUHTE3€ FeéMa B CBSI3U C Je(DUIIUTOM OJHOTO WU
HECKOJbKUX (EpMEHTOB MHOrOCTaAMMHOrO MyTH ero cuHTe3a. Hwuskas
KOHLIEHTpAIMs TeMa BbI3bIBAET YCUJICHHYIO MPOIYKLMIO IPEAIIECTBEHHUKOB IemMa 1o
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MEXaHU3My OOpaTHOM CBSI3M, [O3TOMY B OpraHM3Me€ HaKalJuBaKlOTCI 5-
amuHoneBynuHoBas kucinota (5-AJIK), mnopdobununoren (IIBI')) u oOmwme
nopdupunbsl (OII), xOTOpbIE SBISAIOTCS TOKCUYHBIMH COEAUHEHUSIMU M CIy’Kat
Mapkepamu nopdupuil. EAMHCTBEHHBIM, OMpaBAAaHHBIM C OMOXMMHYECKOW TOUKHU
3pEHHUsl, METOJOM TEPANHM SIBIAECTCA Pa3pblB OOpPaTHOW CBSA3M MEXKAY AePULUTOM
remMa M HAKOIUIEHHEM €ro IMpeAllleCTBEHHUKOB, 4YTO JIOCTUTAeTCs BBEIECHHUEM
9K30reHHOro rema (remuHa — «HopmocaHray), Tak Kak yBEJIMYEHUE KOHUEHTPALMU
KOHEYHOr0 MPOAYKTa TOPMO3UT CHUHTE3 HAYaJIbHBIX COCAMHEHUH, YMEHbIlas
akTUBHOCTb cuHTeTa3bl 5S-AJIK, mepBoro gepmeHnTa B UKIe cuHTE3a rema [4, 5].

2.Nndy3un 40% p-pa riaoko3sl — 1000 mu. + 20 EJ] uncynuHa (CKOPOCTh
uHpy3un = 40 mi/gac), Ne20.

enp - nmomatop cyOcTpata mjis aHa’pOOHOrO TJMKOJM3a M TOBBIIICHHUE
adppuHHOCTH PUOOKCHHA — CPEACTBO MEPBUYHOM NPOMOUIAKTHKU OCIO0KHEHHH CO
croponbl [IHC, cBA3aHHBIX C TOBPEXKAAIOIINM HEMPOHBI JEHCTBUEM TUIIOKCHH.

3. Ho3uH (pubokcun), npeamectBeHHUK AT®: — nmo 10 ma B/B cTpyiiHo, 1-2
p/cyT., exenHeBHo, Ne 10.

Lenp: cyOcTpaTHOE CTUMYJIHMPOBAaHUE CHUHTE3aaJ€HUHOBBIX HYKJICOTH]IOB,
MOBBILLIEHNE AaKTUBHOCTU HEKOTOpPHIX ¢epmeHToB uukia Kpebca, akruBu3auus
oOMeHa mnpu runokcurn B orcyTcTBUEe AT®, CTUMYIALHUSAOKHCIUTEIBHO-
BOCCTaHOBHUTEJIbHBIX MPOLIECCOB, UHTEHCU(PULIUKALIS MeTaboau3ma
MUPOBUHOIPAHOM KHMCJIOThl, HOpPMaIM3alusi TKAHEBOTO JbIXaHUS, ITOBBIILICHHUE
AKTUBHOCTU KCAHTHHJIETUAPOTreHa3bl, YCKOPEHUE PEaKIMU aHa POPOHOIr0 IIIMKOJIN3A.

4. Ansoymun 10% - 200 mut, Ne 5, niis npoBeieHus ceaHCoB Tia3madepesa.

Lenps — moanepx’aHUE OHKOTUYECKOrO JIABJICHUS LUPKYJIMPYIOLIEH KpOBH,
MIPUBJICUEHHUE >KUJKOCTU W3 HMHTEPCTULHMAIBHOIO MPOCTPAHCTBA, YAEp)KAHUE €€ B
COCYAUCTOM pyciie (HEe HuMeeT albTepPHATUB IO MOJIUPYHKIUOHAIBHOCTU €ro
nevctBus) [2].

5. Ina3madepes (4 ceanca c sxcdysueit miazmpl 00mKUM odbeMoM 4600 mit.),
COOTBETCTBEHHO IIOKa3aHUSM K MPUMEHEHHI0 JiedeOHOoro ImasMadepesa mpu
noppupuax B KIMHUYECKON MpakTHKe: mepudepudeckas NoJUHEeHponaTus Hu
MOBBIILIEHHBIH  ypoBeHb  mnoppupunHoB.  JleueOHbII  1U1azMadepe3  umeer
YHUBEPCAJIbHBIN JIeYEOHBIA XapaKTep 3a CyYeT YJaJeHUs BCEX MAaTOJIOMMYECKUX
MPOAYKTOB, HAXOASIIMXCA B IIasme [2].

B pesynpraTe NpOBENEHHOrO J€UYeHUs OOIIee COCTOSIHUE, CHUCTEeMHas
reMOJIMHaMHUKa W COCTOSTHUE CHUCTEMbl MUIIEBAPEHUS CTAOWIBHO YJIYUYUIMIHCH,
CUMIITOMAaTHKa HEBPOJIOTMYECKOro Je(uiuTa perpeccupoBalia, YpoBEHb MApPKEpPOB
IIypPUHOBOr0 0OMEHa HOpMalu30Bajcs. BeinmucaHa U3 HEBPOJIOrMYECKOI'0 OTAEIICHUS
CO CIEAYIIMMH PEKOMEHJAUUAMH IO 3aKpEeIUICHHIO0 JOCTUTHYTOro 3ddexra u
peabuuTaIuu:

1) HabnroneHnue HeBposiora 1o MecTy KUTEIbCTBA.

2) Koutponb A/l u UCC.
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3) Copbudepaypyiec no 1 tad 2 pa3a B CyTKHM OO HOPMaJU3AIMH YPOBHS
reMorjio0MHa C TMOCJIEAYIOIUM CHUXEHHEM B 2 pa3a U JJIUTENbHOCTBIO [0
HachIIIEHUA 3-6 MECSILIEB.

4) Hrwodanak mo 20 Mr 3 pasa B CYTKM JO CTOHKOW HOpMaIu3aiuu
OMOPOKHEHUS KUIIEYHUKA B KOMOMHAIMU ¢ MOTUIMYyMoM 1o 10 mr 3 pa3a B cyTku 3
HEJIENH.

5) PactBop rmoko3bl BHYTpb B mnepecuere Ha 200 © cyxoro BellecTBa
JUIMTENBHOCTBIO 10 6 MecsiueB. KoMOMHMpPOBAaTh MPHUEM TUIFOKO3bl C €XEIHEBHBIM
MIPUEMOM aKTUBHPOBAHHOTO yTis 1o 1 r 3 pa3a B CyTKH.

6) U3ontunCP no 120-240 mr nox kortponem AJl u UCC nnutenbHoO.

7) Kapaunomaraun no75 Mr Be4epoMm JJIUTETBHO.

8) IlpoBenenue Kypca peaOMIMTAUMOHHBIX MEPONPHUATUH (C mocieayromen
IJIaHUPYyeMOM rocnuTanu3anueit 5.12.16)

BbiBoabI:

1. Octpas nepemexaromasicsi nopbupus (OIIIl) — peakoe, MPOrHOCTUYECKU
HeOnaronpusTHoe 3a00JeBaHUE, O KOTOPOM CJEQyeT MOMHHUTb BpayaMm IEPBUYHOIO
3BEHA.

2. B nuarnoctuke OIIIl, npu HecnenupruyHOCTUIOIUOPTaHHBIX MOPAXKEHUH,
MEPBOCTENIEHHOE JMArHOCTUYECKOE 3HAYEHHE HMMEET ONpe/eJieHue YpOBHS 5-
AMUHOJIEBYJIMHOBOM KHUCJIOTBHI, MOPPOOMIMHOIeHa U O00mMX NopHUPUHOB B
CBIBOPOTKE KPOBH.

3. Ilatorenermuecku oOocHoBaHHasi  Tepanusa  «Hopmocanrom» ¢
OJTHOBPEMEHHBIMM  MH(Y3UsMH  OOJBIIMX 703  TJIOKO3Bl W pUOOKCHHA
onpenenseTeédhHEeKTUBHOCTH U YIydIIaeT IPOrHO3 3a00IeBaHUSI.
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