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AHHOTaumA

MpeacTas/ieHbl ABa KAMHUYECKUX C/yvas ocTpoit nopdupumn. Octpble nopdupun — peakue 3abonesaHus,
npeacTaBAAoLWMe NaTONOIMIO, CBA3AHHYHO C HAC/NEACTBEHHbIMM UAN NPUOBPETEHHbIMX aHOMaNUAMM BUoCHHTE3a
rema. OcobeHHOCTAMM 3TUX HO30M0TMYEcKMX ¢opm ABaAloTCA: npeobnagaHue cpean nabopaTopHo
onpegensembix MeTabo/IMTOB MNpPeaWwecTBEHHUKOB MNOPQUPUHOB, BbICTPO MNpPOrpeccmpyollee  KAnHUYEcKoe
TeyeHne 3ab0neBaHUA; NPU OTCYTCTBUM MPaBUILHOTO AMarHo3a WAM MNO3AHENA AMArHOCTMKE pasBMBaloTCA
YrPOKAIOIWME KU3HU HEBPOJIOTMYECKME HapyWweHUsa. 3HauymTe/ibHble C/IOMHOCTM [AMarHOCTUKM CBA3aHbl C
HecneumMdUUHbIM XapaKTEPOM KAMHMUYECKUX NPOAB/AEHWUIA OCTPOW nepemerkatolenca nopdupun, KAMHUYecKue
NPOABJAEHUA aTakM «UMUTMPYIOT» BGONbLIOK CNEKTP COMATUYECKMX, B TOM YUC/IE YPreHTHbIX, 3abonesaHuit.
OTHOwWweHWe nopdupun K opdaHHbIM 3a601eBaHUAM, NOAMMOPPGU3IM  KAMHUYECKON KapTUHbI, CAOMHOCTb
No/syYeHnn NaToreHeTUYECKUX NPenapaTtos B MeAMLMHCKMX YUPEKAEHMAX ONA edeHns gaHHoro 3abonesaHus B
Poccuiickoi depepaumm co34atoT onpeaenéHHble CI0KHOCTM ANA Bpaden.

KnioueBble cnosa: octpas nopdupus, TPYAHOCTU ANATHOCTUKKN, aprMHAT remma
doi: 10.29234/2308-9113-2020-8-4-60-69

Ana untnposaHua: YepenaHosa B. B.TpyaHOCTM AnarHosa ocTpoi nopdupunn B TepaneBTUYECKOM CTaLMOHape:
onuncaHue KNMHUYEeCcKux cnydyaes. MeduyuHa 2020; 8(4): 60-69.

Mopdurpun — HacneacTBeHHble 601€3HM, XapaKTepu3yoLMeca HapyleHnem BuocnHTesa rema,
NMPU KOTOPbIX B OpraHax M TKaHAX HaKanamsaroTca NOPOUPUHbLI (TETPANUPPObl) UAKU KX
npeglwecTtBeHHUKN. [em, BXoAAWMKA B COCTaB remornobuHa, UMTOXPOMOB, KaTanasbl,
TpunTodaHOKCUreHasbl, obpasyetca ns npotonopdmpunHa IX, npeslwecTBEHHMKAMN KOTOPOro
aBnaTca 6-ammHoneBynmMHoBas Kucnota (6-A/IK) n nopdpobunuHoreH (MNBr). CywecTsytoT ABa
NyTM CUHTE3a rema — 3PUTPOMOITUYECKUA W MEYEHOUYHbIN, B CBA3M C YEeM BblAENAT
3PUTPONO3TUYECKNE, MEYEHOUYHble W 3puTponeyeHouHble nopdupuun. Mopdupun (3a
WUCKNIOYEHNEM  3PUTPOMO3TMYECKOM  yponopdupuu)  HacnegyTcd MO ayTOCOMHO-
OOMMHAHTHOMY Tuny [1,2].

PacnpoctpaHeHHOCTb ocTpbix dopm nopdupun coctasnaet 7-12 cnyyaes Ha 100 000 350poBbIX
nogen. B To Xe Bpems pacnpocTpaHeHHOCTb 6eCcCMMNTOMHOINO HOCUTE/IbCTBA FEHEeTUYECKUX
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AedeKToB, NPMBOAALLMX K ocTpbiM nopdupmam, coctasnnet 5-100 cayyaes Ha 100 000 yenoBex.
YactoTa MaHudecTMpoBaHMA KAMHMYeckMx caydaes OMM 1:10 000, 4yTo coMoOCTaBMMO C
yactoton BcTpedaemoctn OMIJI, n cnepgosatenbHo Ol He paccmaTpuBaeTcA Kak peakoe
3aboneBaHune. [pakTMYecKM BCe MaAUMEHTbl C OCTpon nopodupuen, 3a efUHUYHBIM
WUCKNIOYEHNEM, TeTepo3nUroTHbl No  AedeKTHOMY TreHy, OTBETCTBEHHOMY 33 CUHTe3
COOTBETCTBYIOWMX GEepMeHTOB. BONbLWKMHCTBO M3 HWUX HE MMmeeT O4YeBUAHbIX CMMMNTOMOB
3aboneBaHNA, MOCKO/IbKY AKTUBHOCTU (epmeHTa, CHUMKeHHoW ao ~ 50%, poctaTtoyHo anA
noaAep’KaHMa HOPMAJIbHOM CKOPOCTM BMOCMHTE3a rema. Kak mokasbiBaeT onbiT, noyutn 85%
HOCUTENelt aHOMaNbHOIO reHa NPOXKMBAIOT KU3Hb, He 3HasA 06 aTon 6onesHu [1,2].

KnnHuyeckoe Habntogenme Nol

BonbHaa N. [aTa porkgeHus — 14.02.1980 r. MNocTtynuna B cTaumnoHap 29.05.2013 c xanobamwu
Ha nosbliweHMe t Tena go 38,52C, oHemeHme KoHevyHocTel, 601u B KnBoTe, 60,11 B MOACHUYHOM
obnactu. 3abonena octpo 02.05.2013, nocne NUKHUKA, NPOBEAEHHOrO Ha CBEXXEM BO3AyXxe B
CO/IHEYHbI f[EeHb, MMeNo MecTo ynoTpebneHwe ankorond. MNossuance 60nM B KMBOTE,
nosblleHWe TemnepaTtypbl. MNauneHTKa nonyyana NomMolwb Ha AOMY MO NoBoAy 06OCTpeHus
XPOHUYECKOro LMCTUTA. B cBA3K Cc oTcyTcTBMEM 3ddeKTa OT neyeHuna Hbina rocnuTaanmsnposaHa
B CTaUMOHap NO MeCTy XWUTenbCTBa C NOAO3pPeHMeM Ha 060CTpeHue XPOHUYECKOoro
nuenoHedpuTa, B NocCAedyloWemM nepeBeseHa B Hedponormyeckoe oTpeneHve, rge ¢
30.05.2013  oTtmeuyeHa oTpuuaTenbHaA  AMHAMMKA B Buae nporpeccMpoBaHuA
HeBpoO/sornyeckoro gebuunta: pa3suTme BANOro TeTpanapesa, AM3apTpUn, HapyLLEHNA Ta30BbIX
bYHKUMIA, ABYCTOPOHHEro napesa /uLeBbix HepBoB, bynbbapHoro cuHapoma; 31.05.2013
nepesefeHa B oTaeneHue peaHnmauuun. CocTtoaHWe Npu OCMOTPe B OTAENEeHUWU TAXKenoe.
bonbHan B co3HaHWUK, BbICTPO UCTOLaeTcs, adpopunyHa. [bixaHne — camocToaTenbHoe ¢ Y4, 20 B
1', ¢ nepuoanyeckon unHcydpdaaumen Kucnopoaa uvepes MacKy CO CKOpocTbio 1-31/MuH, B
NIerkux ApixaHue Kectkoe, xpunos HeT, Sa0,; — 99%. ToHbl cepaua — PUTMUYHbIE YUCTbIE,
remogMHammka — posHaa: AL — 125/80 mm. pt. cT.,, YCC — 125 B MUH. KMBOT MArKUMA
6e360n€3HEeHHbIN, NWTaHWE C MOMOLbI  MEAMUMHCKOrO MNepcoHana MNepopasbHO.
®ursmonornyeckme oTnpPaBAEHUA: CTYN CAMOCTOATENbHbIA HENPOU3BO/bHbLIA A0 2 pa3 B CYTKM,
avype3 — aAeKBaTHbIM. HeBpONOrMyeckMm CTaTyC: MEHWHIUAJIbHble  CUMMMTOMbI WU
naToNorMyeckne CTornHble 3HaKW He BbIABAAITCA. 3pavyku D=S, KopHeanbHble U 3paykoBble
pedneKkcbl — }KuMeble, NOAYNTO3 C 2-X CTOPOH. [N0TOYHbIe pedneKcbl — CHUMKeHbl. MbllWeYHbln
TOHYC KOHEYHOCTEM HECKONbKO CHUXKEH. AKTMBHbIE [OBUXEHUA B HUMKHUX KOHEYHOCTAX
COXpaHEeHbl B KOHYMKAX MasbLeB, B BEPXHUX KOHEYHOCTAX — cuna Ao 2-x 6annos. bonesas,
NPONPUOLLENTMBHAA YYBCTBUTENbHOCTb — CHMXKeHa ¢ ypoBHA C7 go LII-LI. ®acumkynaumin u
dnbpunnaumin He otmedaetcs. CyxoXKUnbHble pedaeKkcbl CHUXKeHbl. HapyuweHue Ta30BbIX
GYHKUMM Mo TUNY HeaeprKaHuA.

OAK om 19.06.2013: HB — 109 r/n, Ht-32%, 3p — 3,32*10*¥n, Le — 13.5x10°/n, N/A — 4, C/A - 69,
3-1, M -5, lum — 21, Tr — 180><109/J1, petukynoumtbl 15%0. CbiBOpOTO4YHOE *Kenezo — 9,9
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MMmoAnb/n, epputuH — 326,28 ng/ml, Na B cbiBopoTKe — 138 mmonb/n. AHanu3 moyu om
17.06.2013: uBeT }KenTblii, peakuma HelUTpanbHasn, ya. sec 1025, npo3payHoCcTb HenonHas, Le —
30-32 B n/3. lMoces moyu om 30.05.13: E.coli 10° KO3. Buoxummueckue nccneaoBaHuA:
¢unbpuHoreH — 2,76 r/n, AcAt-51 mkmonb/n; AnAT 29,9 MKmOAb/N; raoKo3a Kposu 4,6
MMO/b/N; MOYEBUHA KPOBU 5,22 mmonb/n; obwmit 6enok — 51 r/n; KpeaTUHUH — 93 mmonb/A.
TpexKkpaTHble MOCeBbl KPOBM Ha CTEPUNbHOCTb — OTpuUaTenbHble. [TopgpupuHsl 8 Mmoye om
19.06.2013: obuwme nopdupuHbl B cyTouHon mode — 0,37 mr/a (N 0-0,15); MBI B pa3oBoit moye
—32,6 mr/n (N 0-2); 6-ANNK - 10,7 mr/n (N 0,1-4,5).

MPT 20n08H020 Mmo32a om 30.05.2013: NpuU3HAKM 04YaroBbiX M3MEHEHWIA 06OMX nonylwapui
ONCUMPKYNATOPHOrO Xxapaktepa. MPT rpygHoro otaena no3soHoudHMKa o1 30.05.2013:
NPU3HAKWU JereHepaTuMBHbIX WM3MEHEeHUW [PyAHOro OTAeNna MNO3BOHOYHWKA. MccnedosaHue
crnuHHomo3e2oeol wuokocmu om 31.05.2013: 6ecuBeTHas, HEMOJIHOW NPO3payHoCcTH, beslok —
0,297%, Le — 0-1, Er 8-10, uuto3 — 1 knetka. MNLIP cnMHHOMO3roBoM XMUAKOCTM — BO3byauTENEN
FHOMHbIX N CEPO3HbIX MEHUHIUTOB He BbIAB/EHO.

Y3U opaaHos manoz2o masza om 04.06.2013: npu3HaKM NapaoBapuasibHOM KUCTbl CNpaBa Uau
rmapocanbnuHrca cnpasa, cBob6oaHoM xugkoctn 40 ma. Y3 opraHoB GpOWHOM NONOCTU OT
19.06.2013: cuHAapom «Bblgenawwmxca» nupammaok. CsobogHoOM XKuaKkoctm B 6HplolHOM
nonoctu He BbiABAeHO. KT 6ptowHon nonoctn ot 05.06.2013: renatomeranuna, XpOHUYECKUM
naHkpeatnt. KT manoro Tasa oT 06.05.2013: Kucta npaBoro AMYHMKA, AnmdoageHonatms.
PeHmeeHozpagua opeaHos epydHol Knemku om 17.06.2013: 6e3 natonormun. IXO-KC ot
30.05.2013: runeptpodua JIXK, nponanc MMTPanbHOro KaanaHa | cteneHn.

KnuHuueckunii gnarHos, ocHosHoe 3abonesaHue: Octpasa nopdupua, ocTpbii Nepuosa,. Taxenoe
TeyeHue. Ocs10HHeHUe OCHOBHO20 3060a1€80GHUA: CEHCOPHOMOTOPHAA MOJIMHENPONaTUs;
TeTpannerns, 3sHuedanonatns, 6OynbbapHbIM CUHOAPOM; TUNEPKUHETUYECKUIA CUHAPOM.
Conymcmeyrowue 3abonesaHus: MNapaoBapuanbHaa KMCTa NPaBOro AMYHMKA. [enatomeranus.
NlumboaaeHonaTMa manoro Ta3a HeyTOYHeHHOro reHe3a. MoyeBas nHbeKLmA.

lMposedeHHoe neyeHue. Bbln yCTaHOBAEH LEHTPa/ibHbIN BEHO3HbIN KateTep. [bixaHue — WBJI
yepes TPaxeoCcTOMUYECKYto TPYbKy B pexkume SIMV PSV f-12 It-1,1 Fi02 45% PEEP-5 PCV-14
PSV-13. MNMposegeH nnasmadepes Ne 6 c ob6wum obbemom yganeHHoM nnas3mbl ~ 9,5 nnTpos;
BBefieHMe HopmocaHra (25.06 — 28.06.2013 u3 pacyeta 3 mr/kr 1 pa3s B cyTku B/B) — Ha doHe
NaToreHeTMYeCKOM Tepanuu pasBuACA MeANKAMEHTO3HbIN AEePMATUT; yrneBoAHaA Harpyska —
BBeAeHMe M3bbITOYHOro Kosmyectsa yrnesoaoB (200-600 r cyxoro BeLLecTBa [/IHOKO3bl) —
rnoko3a 40%, 1000 mn B/B KanenbHo 1 pa3 B CYTKM; BaHKOMULIMH, MONAPU3YIOLLAA CMECH,
cTabuson, ppakcmnapuH, pureBMaoH, pedopTtaH, peambepuH, NaHKPeaTUH, BUTAMWHbI Fpynnbl
B, untodnasuH, ctepopyHauH. MNUTaHNe Yyepe3 HA303HTEPasIbHbIMA 30HA, 30HAOBOE MUTaHWUE
«HyTpusoH—cTaHaapT» 30-60 mn/uac. Kaxpgbli NeKapCTBEHHbI npenapaT MNpoBepsAsica no
CMUCKY pa3peLleHHbIX K UCNOIb30BaHUIO NPX OCTPbIX Nopdupuax. NMocne npoBeaeHHOro Kypca
NeyeHna npenapatom «HopmocaHr» oOTMeYyanacb MONOXKUTENbHAA AWHAMWKA B BUAE
yBeNNYeHMA 06bema ABUKEHUIN MUMUYECKON MYCKYNATYpPbl, YMEHbLUEHUA CTENEHN apTPaNruni,

62



[MEA"““HA HypHan «MeguunHa» Ne 4, 2020 63

CHUMKEHME CTeneHu TUNepTepMUN, YBEIMYEHME aKTUBHOCTU [AbIXaTe/IbHOM MYCKynaTypbl.
[anbHenwee neyeHne 601bHOM NPOBOANNOCH B LLEHTPE opdaHHbIX 3abonesaHnii (r. Mockea) —
npoBeAeH AO0NONHUTE/bHbIN KypC aprMHaTOM rema, HadaTbl peabunmTaumMoHHble MeponpuaATUS
(N®PK, maccax, BbiCa)kMBaHWe B KpOBaTW, MOCTaHOBKAa Ha Horu). OAHAKO, HECMOTPS Ha
NpoBeAEeHHYO Tepanunto, NPounsoLiaa MHBaNMAU3aLUMA NaLUUEHTKM, OHa He MOXKeT paboTaThb.

KnnHuyeckoe HabntogeHmne No2

BonbHas K., 37 net Haxogmnacb Ha cTauMoHapHom nevyeHun B FBY3 HO ropoackoit 6onbHuue
Ne 33 ¢ 25.07.2016 no 31.08.2016. MocTtynuna c }kanobamu Ha 6011 B NeBbIX OTAENAX HKUBOTA,
TOWHOTY, pBOTY. Cuntaet cebs 6onbHOM ¢ 17.07.2016, Koraa nocne BO3BpaLLEHMsA C OTAbIXa Ha
tore, noABunacb cnaboctb, Anapes, PBOTA, ONOACbIBAtOWME BOAM B HUNKHEW YACTU KMBOTA.
Neunnacb ambynaTtopHO B MHPEKUMOHHOM 6onbHMLEe N2 9 Mo NoBOAY OCTPOro racTPOIHTEPUTA
— 6e3 adodekTa (23.07.2016). B cBA3KM ¢ HapacTaHMem 601eBOro CMHAPOMA rOCANTA/IM3NPOBAHA
B Xupyprudyeckoe otaeneHve 6 Ne 33. B npouecce obcnenoBaHMA WMCKAOYEHbI OCTpas
Xupyprmuyeckaa n rmHekonornyeckasa natonorma. C 01.08.2016 — sanusoabl nosbiweHna AL o
150/80 mm pT. CT., NOABAEHNE HEBPONOrMYECKON CMMTOMATUKM B Buae adasmu, LIATKOCTU
NnoxoaKn, cuHkone. OCMOTpeHa HEBPOJIOFOM — BANIOCTb, 3aTOPMOXKEHHOCTb, MasibLe-HOCOoBas
npoba HeyBepeHHO C ABYX CTOPOH, MOKayunBaHue B npobe Pembepra, nerkve npusHaKu
TeTpanapesa, NerkuMi napes /ULEBbIX HEPBOB, OTMEYAETCA CHUMKEHME CYXOMKWU/bHbIX
pedneKkcoB. 3anogo3peHa ocTtpaa nopdupua. MNpu nomeweHUN CTakaHa Mo4YM OONbHOM Ha
COJIHEYHbIN CBET MOYa NOMEHANA OKPACKY Ha KPAaCHO-KOpUYHeBY0. BOAbHOM BbINONHEH aHANN3
moum Ha MBI, 6-AJIK B UeHTpe nopdupuii (FTHL, M3 P®) 08.08.2016 — MBI B pa3oBoit moye —
107,4 (pedepeHcHble 3HauyeHus - 0-2,3) mr/n, 6-A/IK B pa3oBoit moye — 36,6 (pedepeHcHblie
3HavyeHua — 1,5-4,5) mr/n.

OAK om 26.07.2016: HB — 138 r/n, dp — 5,21x10'%n, Le-6*10°/n, lum — 31,2%, MOHOLMTHI
12,4%, Tr — 290x10°/n, CO3 — 5 mm/uac. OAK ot 24.08.2016: HB — 95 r/n, 3p — 3,51x10"¥n, Le —
5,3><109/n, Nnm — 36%, moHouuTbl 4%, Tr — 328><109/n, CO3 — 45 mm/uac. AHanu3 moyu om
26.07.2016: ugert »enTtblin, peakuma Ph 5, ya. sec — 1025, npo3payvyHoCTb nonHas, Le-1-3 8 n/3,
6enok oTp., nernkounTbl — oTp. AHaAU3 Mo4u om 24.08.2016: uBeT enTbli, peakuyma Ph 7,5,
ya.sec — 1010, npo3payHocTb nosiHas, Le — 0-4 B n/3, 6enokK o1p., neikountsl — 0-4 B n/3p.

BbuoxumuuecKkue uccnedosaHusa om 26.07.2016: ¢ubpuHoreH — 2,9 r/n, AcAt — 54,8 MKmonb/n,
AnAT — 33,1 MKMoOAb/A, raoKko3a Kposu — 4,0 MMOIb/A, MOYEBUHA KpoBM — 3,4 MMOAb/A,
obwmn 6enok — 64 r/n; anbbymuH — 39 r/n; cbiBOpOTOUYHOE ene3o — 21,2 mmonb/n,
6uUnnpybuH obwmin — 28,8 mMKMonb/n, npamoin — 6,7 mKmonb/n, Na B cbiBOpoTKe — 136
MMOANb/N.. Buoxumuyeckue uccredosaHus om 24.08.2016: ¢ubpuHoreH — 2,9 r/n, AcAT — 35,4
MKMoAb/n, ANAT — 37,1 MKmonb/n, rnoko3a Kposu — 4,0 MMOAb/N, MOYEBUHA KPoBKU — 3,2
MMOANb/N, KpeaTUHWH — 74 mKmonb/n, obwmii 6enok — 56 r/n, anbbymuH — 27 r/n, Na B
cbiBOpOTKe — 140 mmonb/A.
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NHcmpymeHmanbHele uccnedosaHuA. PeHntreHorpaduma OFK ot 25.06.2016 — nerkue 6e3
O4aroBbiX W WHPUABLTPATUBHLIX WU3MeHeHWin. PeHTreHorpadma OBM ot 25.06.2016 -
onpeaenAtTcA NaToNorMYecKkMe MNeTAn BOCXOAALLEro OTAEeNA TO/CTOM KULWKKM (Ne4YeHOYHbIM
n3rnb). Yaw n ropusoHTaNbHbIX YPOBHEN XUAKOCTU yboeauTenbHo He BbiaBneHo. Y3 OBl ot
26.07.2016 — >xocKkonuyeckM ob6pas3oBaHME MeyeHU (KWUCTa), MNPU3HAKM XPOHUYECKOro
XONeuncTnTa C 3aCToeM XKenyu, MUKpoauTel noyek. ®rAC ot 26.07.2016 — ractpogyoneHuT
cnabo BbipaXKeHHbI, 6e3 BU3yanbHbIX NPU3HaKoB aTpodumn camsucteix. IKI ot 26.07.2016. —
cuHycoBasa aputmma YCC 55-60-65 B muH. IKI o1 03.08.2016. — pUTM CUHYCOBbIN, PEFYNAPHbIN,
4YCC 80 B MMH. IXO-KC ot 04.08.2016 — rugponepuKkapgd, peryprutauma | creneHn Ha
MUTPAZILHOM M TPEXCTBOPYATOM KianaHax, ®B 69%.

KnuHuuecknii pnarHos, ocHoBHoe 3aboneBaHue. OcTpaa nopoupus, nepsas aTaka, cpegHelm
cteneHn  TAaecTU.  Oc/oxHeHUe  OCHOBHO020  3a60s€8aHUA:  CEHCOPHO-MOTOPHAA
nonanHenponatma;  TeTpannerna. Conymcmsywuwjue  3a0601e68aHUA  —  XPOHWUYECKUM
racTpoayoAeHUT BHe 00O0CTPeHMA, XPOHMYECKUIM HEKaNbKy/Ne3Hbl  XONeuucTUT  BHe
0b0CTpEHNA, MUKPOINTbI 0BEUX MOYEK, XPOHUYECKUI LIUCTUT B CTaAMUN 0DOCTPEHMUA.

lMposedeHHoe neyeHue. BHyTpMBEHHOE BBeAeHME M3ObITOYHOrO Koamyectsa yrnesogos (200-
600 r cyxoro BellecTBa I/110KO3bl) — rntoko3a 40%, 1000 mn B/B KanenbHo 1 pa3 B CYTKM,
PUBOKCUH, permBMaoH, MOHypaa, OMenpasos, NPoMenoN ANA KynupoBaHua 6onei. B cAasm ¢
HEBO3MOXHOCTbIO BbICTPOro NOMYYEHUA aprMHaTa rema B yCI0BMAX MYHULMNANbHOM KAUHUKM,
a TaKKe GMHAHCOBON HEBO3MOXKHOCTM OMIATUTb NATOrEHETUYECKOE NeYeHMe aprMHaTOM rema
naumeHTka 6blna nepesegeHa, No npocbbe pPoACTBEHHMKOB, B 06/M1ACTHYIO KAMHUYECKYHO
60nbHULY C pekomeHpauuamu. [anbHenwee nevyeHue NPOBOAMIOCH B HEBPONOrMYECKOM
oTaeneHnn OKB. MNpoBeaeHO naTtoreHeTUYeckoe fedyeHne, peabuantTaumMoHHbIe MeponpPUATUA.
Bcneacteme 3aboneBaHnA NaUMEHTKA B HACTOALLEE BPEMA ABNAETCA MHBANIMAOM.

ObcyxxaeHune

®akmopamu, nposoyupyrowumu ocmpelli nepsosili npucmyn 3abonesaHus, B 06oux cayyasx
6blIN  HapyleHMe TFOPMOHaANbHOIO NPodUAA Yy KEHWWH B NpPeAMEHCTPyasibHbIA nepuoga,
HeymepeHHasa MHcoNAuMA (M B TOM, U B APYrOM C/ly4ae), NpMeM anKorofA, SIeKapCTBEHHbIe
npenapatbl (MepopanbHble KOHTPALENTUBHbIE CPEACTBA); 06OCTPEHNE XPOHUYECKOWN MHPEKLUM
MOY€eBbIBOAALLMX NyTEeR. ITM aKTOpbl NPUBEAU K MNOBbILEHHOMY MOTPebAeHUD rema, 4To
CTUMYZIMPOBANO aKTUBHOCTb MepBOro ¢epmeHTa cuctembl BUOCMHTE3A rema — CUHTeTasbl O-
ANNK, U NpuBENO K YCKOPEHUID CUHTE3a BCEX MPOMENKYTOYHbIX MNPOAYKTOB MmeTabonusma
nopdupnHos. B cnayyae OIlM, KoTopaa accoummpoBaHa C MNOHUMKEHHOW aKTUBHOCTbIO
noppobunnHoreHaesammHasbl  npoucxoaut  M36bIToyHOe  HakonneHne  6-AJIK wu
nopdobununHoreHa (MBl), Bbi3biBalOLWEe KAMHUYECKOe nposBaeHue 6onesHn. Yauie Bcero
3abo0s1eBaHME NpPOABAAETCA Moc/Ae AOCTUXKeHMa nybepTtaTtHoro Bo3pacta [1,3]. Cpeawm
3aboneswmnx npeobnagatoT AMLA KEHCKOTO MOAA, YTO CBA3AaHO C (PYHKLMOHMPOBAHMEM UX
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PEenpPoOAyKTMBHON cUCTEMbl. B KAWHWKE OCTpolM nepemexkatowernica nopdupun (ONN)
AOMUHUPYET NOParKeEHNE HePBHOM cucTembl, 0bycnoBaeHHble n3bbiTkom &-AJIK 1 MBI B TKaHAX
601bHOrO, NPMBOAALLMX K CETMEHTAPHON AEMUENNHN3ALNN HEPBHbIX BOOKOH C HapyLeHnem
ux nposogumoctu. OT pebrota 3aboneBaHMa M A0 BepudMKauMKM  OMArHO3a 3a4acTyo
NpPoOXoAnN0 OT OAHOTO A0 YeTblpex MecALEB, a B PeAKUX Cy4vasx HeCKonbKo net [2]. 3a aTo
Bpemsa y 6onbHbIX ycneBatT CcPOPMMPOBATLCA TAXENbIE OC/NOXKHEHUA, Tpebdbyowme
OJMTENbHOTO W AoporoctoAwero nevyeHna. CBoeBpemMeHHan TOYHAA ANArHOCTUKA U afeKBaTHaA
Tepanua MNo3BONAIT CNacTu noaasnsawowee 60NbWMHCTBO 60/bHbIX. JuazHocmuka ocmpol
nopgpupuu. NMpeanonoXKuTeNbHbIN AMArHO3 OCTPOM NOPOUPUM Yy TaKOro poaa BONbHbLIX MOXKET
6bITb NOCTAB/IEH HA OCHOBAHMW NOABNEHUA OKPALEHHOM MOYM BO BPeMSA MPUCTyna — OT C/erka
PO30BOro A0 KpacHo-b6yporo ugeTa, YTO CTAaHOBUTCA ewe 6osee 3aMeTHbIM NPU CTOAHUM MOUM
Ha cBeTy. P030BbIl LBET MOYMN 0OYCNOB/IEH NOBbLIWEHHbIM COAEPKAaHMEM B HEM NOPPUPMHOB, a
KpacHo-bypbiit — npucyTtcTeuem nopdobunuHa, npoaykTta gerpagaumn MBI, [as nocmaHosKku
duazHo3a peKomeHOyemcs nposecmu caedyrouwue aabopamopHsele uccnedosaHusa: 1)
KaQuYeCcTBEHHbIM TECT MOYM C peakTMBOM dpamxa Ha nsbbitok MBI (MBI pearMpyeT ¢ peakTMBOM
dpnuxa, obpasys B KMC/IOM PacTBOpPE OKpaLLUEHHbIN MPOAYKT PO30BO-KPACHOro LBeTa), TecT
Hegoporon, poctyneH B /0OOONM MYHMUMNANbHOW KAWHMKe; 2) onpeaeneHve obuwmx
nopdupmHoB N ux npeawecrseHHnkos — MBI n AJZIK B mode. B Hopme cogeprkaHue obLmx
nopdupunHos B moye He npesbiwaet 0.15 mr/n; MBr — 2 mr/n; ANIK — 4.5 mr/n.; 3) onpeaenexue
obwmx nopdMpuHOB B Kane. 4) onpeaeneHne aKTMBHOCTM depmeHTa nopdobunmnHoreH-
Ae3aMmuHasbl (B cnyyae OIM), KonponopdupUHOreH-okcnaasbl (B cayyae HacnencTBEHHOM
konponopdupum) n npotonopdmMpuHoreH-okcmMaasbl (B caydyam BapumeratHor nopoupuu); 5)
nposeaeHne mosekynapHoro aHanusa AHK. [1,2,3]

KauHuka ocmpol nopgupuu. Ol Ha3bIBAOT «BEMKMM UMUTATOPOM», TaK KaK KIMHUYECKMe
NPOABNEHUA aTaKM «MoApPaxKaoT» 6ONbLIOMY CMEKTPY COMATUYECKUX, B TOM YUC/E YPIeHTHbIX,
3a60/1€BaHNI, NPU 3TOM HMKAKMX NabopaTopHbIX OTKNOHEHWI He Habntogaetca. Hanbonee
XapaKTepHble KAMHUYECKMEe CMHAPOMbI 3TOro 3aboneBaHusA, KOTopble OblIM OTMEYEeHbl B TOM
WUAN MHOM CTENEHU U Y HalMX NaLMEHTOK.

|. ABAOMUHaNbHBIA — 60K B KMBOTE, KaK MPaBMIO B 3NUracTpasbHOM WUAM MPABOM
noAB3A0WHON 06N1acTAX, pexe He MMEeKT YEeTKOW NOKaNM3aLuK; Yalie BCEero HocAT
NPUCTYyNnoobpasHbI XapaKTep, MHoraa 6bIBalOT MOCTOAHHbLIMMK, MNPOAOKALWMMUCA
HEeCKO/IbKO 4acoB UM AHEeN; TOWHOTA, PBOTA; 3aMnop, PeXKe NoHoC.

Il. CepaeyHO-coCyauCTbIN: CTOMKaA CUHYCOBasA TaxmKkapama (4o 160 yoapos B MUHYTY);
rmnepToHuA.

[ll. HeBPONOrMYECKUA: MbllLeYHAn aTOHWUA (3aTparnBaeT Yalle Mblllbl KOHEYHOCTEN U
nosca); 6011 B KOHEYHOCTAX, F0/10BE, LUEE U FPYAHOM KNeTKe; NoTepsa YyBCTBUTE/IbHOCTH
(Hanbonee BblpaxkeHa B nsieyeBon M beapeHHOM 06nacTaAx); NopaxeHue 4YepenHo-
MO3roBbix HepBoB (B Buae aucharuu, aunaonuu, apoHMM, nNapesa JULEBOro U
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rNas’ofBuUraTeNbHOro HEpBOB); HapylleHWe Tas30BbiX GYHKUMA;  ABUraTesibHble
paccTpOMCTBA B BMAE BAMbIX MApPe30B W Napasnnyeint; napanny apixaHus.

IV. PaccTpoicTBa NCUXMKKU: GECCOHHMLA; CUIbHOE GecnoKOoMCTBO; AenpeccuMBHbIe U
NUcTepuyeckme KOMMNOHEHTbI; CNYTAaHHOCTb CO3HAHUA U Ae30pUeHTauMUA; 3pUTesbHbie U
CNYXOBble TANNOUMHALMKN, TOHWUKO-K/IOHMYECKME CYAO0POrn; MAHMKU; KOMATO3HOEe
COCTOAHME; INMAENTUYECKNE NPUNaaKu.

V. KoXHbI (TonbKo Ana 60ibHbIX C HacneaCTBEHHOM Konponopdupuen n BapmeraTtHom
nopdupmeit): nosbieHHan GOTOYYBCTBUTENbHOCTb; U3MEHEHWE NUrMeHTauum [3,4,5].

JleyeHue OF1. OcHoBHaa Tepanua O HanpasaeHa Ha cHUXKeHWe yposHel MBI u AJIK B moue.
Hanbonee BaxHbiM TepaneBTUYECKUM 3TANom SIBASETCA paHHEe BHYTPUBEHHOE BBeAEHUEe
npenapata apruHata rema. Tepanua 3TUM  NpenapaTtom OTHOCUTCA K  paspaay
naToOreHeTUYeCKOM, NMOCKO/IbKY OH CHUMKAET aKTUBHOCTb dpepmeHTa AJIK-cuHTeTasbl (nepsoro B
6uocuHTese rema), NOAABAAET CMHTE3 rema Ha PaHHMX 3Tanax M TeM CaMblM YMEHbLUaeT
HaKOMJIEHNE TOKCUYHbIX NPOAYKTOB (MOPPUPUHOB M UX NpeaLlecTBEHHUKOB) B opraHmame[l-
3,4,5]. MaToreHeTUYeCKoe NeYyeHne — 3aMecTuTeNbHan Tepanua apruHatom rema (3 mr/kr B/B
KanenbHo 1 pa3 B CyTKM B Te4yeHwe 4-7 [HeRn); yrnesBoAHasa Harpyska; 3/JMMUHaLUS
nopdupnHoBbIX MeTabonTos cepuert nnasmadepesos, MHoraa remoanadpunbTpaumnen, obbem
aKcoy3mm 1/3 obbema UMpPKYAMpPYIOLWEen Naasmbl 33 CeaHC, YacToTa 2-3 pasa B HeAento, Kypc —
10 ceaHcoB; BBefieHME W3ObLITOYHOrO KoamyectBa yrnesomoB (200-600 r cyxoro BellecTsa
rnoKo3sbl) — rnokKosa 40%, 1000 mn B/B KanenbHo 1 pa3 B CyTKM B TeyeHue 2-4 Heaenb;
pnboKcuH 2%, 10 mn B 100-200 mn 0,9% pacteopa NaCl, B/B KanenbHo 1-2 pasa B CyTKM B
TeyeHne 2-4 Hepaenb, NOAAB/IEHUIO BEreTaTMBHOM CUMNTOMATUKM npu  npuctyne ON
CNOCOBCTBYIOT MHbEKLUMKU OKTpeoTMaa B Ao3e 100-300 MKr/cyT noAgKoxKHO 1-3 pasa B CYyTKM Ha
NPOTAXEHUU OT 3 Hedenb A0 6 MecAueB, B COYEeTaHUM C N/a; cMNTOMaTMYecKasa Tepanwus.
NleyebHana GM3KyNbTypa, Macca.

YunTbiBaa BbllIENPUBEAEHHbIE KAWHUMYECKME NpUMepbl, 60sbHble Ol TpebytoT 60ablIOro
BHMMAHWA, MNOCKOJIbKY Yy HUX NPU  OTCYTCTBUM MNPABUALHOIO AWArHo3a WM NOo3aHeM
OMArHOCTMKE pPa3BMBAKOTCA YrpOXKAOLWME KU3HU HEBPOJIorMyeckme HapyweHua. [4,5,6]. He
BbI3bIBAET COMHEHMA Ba*KHOCTb paHHeN AMarHoctuku. OgHaKo, B ne4ebHbIX yyperkaeHuax PO
NPaKTUYECKM OTCYTCTBYET, He pernameHTUpPOBaHa, He ABAAeTCs 06A3aTenbHOM 3Kcnpecc-
Auardoctuka OMNMM (tect dpnauxa) [7]. WccnepgosaHue moun Ha npeameT M3ObITOYHOro
copepraHua MBI n AJIK aBnaetca Ba*KHbIM AMAarHOCTUYECKMM KpUTEpUem, HO NpPom3BOAMTCA
TONbKO B CMELManM3MPOBaAHHbIX LLEHTPAX, MapLpyTn3aLuma no ytouHeHuto 3abonesanunsa (FHL,
LEHTP No usy4yeHuto nopdupui, r. Mocksa) ana HaceneHus He Bcerga AoctynHa. Cheacrenem
ABNAETCA HM3Kaa U no3gHAaa BbliasasemocTb OlM. TpyaHOCTU, CBA3AHHbIE C AMArHOCTUKOM U
NleyeHnem, B NepByl0 oyvepeab, 0OYCNOBAEHbl HEAOCTAaTOYHbIM YPOBHEM 3HAHWI Bpayen
pa3HblX CMNeuManbHOCTEM O pPeaKuMx  HacneacTBeHHbix  6onesHAx.  CTauMoHapbl  He
3aMHTepecoBaHbl B NoCTaHOBKe auarHo3a OfM, Tak Kak. 3TO BeAeT K CyLeCTBEHHOMY pPOCTY
pacxoAo0B Ha NeYeHne NauneHTa 3a cyeT cobcTBeHHbIX cpeacTts [8]. Mpu ONMM Kak 3aboneBaHnK
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C «KPWU30BbIMY» TEYEHUEM A7 MAKCUMANbHOIO YyBenndeHua 3GGEKTUBHOCTU JeyeHus
(MeguMuMHCKOM, couManbHOM U SKOHOMMYECKOW) OAHUM M3 BaXKHEWWMUX AsnseTca daKktop
BPEMEHN — CKOPOCTb MOJIYYEHUA MHKM3HEHHO HeobXoAMMOro NeKapCcTBEHHOro npenaparta. B
CBA3WN CO CNOXKHOCTAMM KOHKYPCHbIX M KOHTPAKTHbIX MPOLEeAyp 3aKynKku (3aHMMaoLWMX Heaenu
N Mecslbl), AaxKe NpU CBOEBPEMEHHOW AMArHOCTUKE U Ha/UYMU HEObXOAUMbIX GUHAHCOBBIX
CpeactB nauMeHT C BrnepBble YCTAaHOBAEHHbIM AMArHO30M He WMeeT BO3MOXKHOCTU
CBOEBPEMEHHO MOAY4YUTb MpenapaT Mo KM3HEHHbIM MokasaHusam [9]. He pernameHTUpOBaHbI
MeXaHu3Mbl obecrneyeHUa MNaUWMEHTOB MNpenapaTtom MaToreHeTUYEeCcKon Tepanuu B Nepuos
HaxoXAEeHUs uX B CTaumMoHape. CneactBMem ABAAETCA YBE/NMYEHWE MHBANMAM3AUMM,
JNIETaNIbHOCTM, MHOTOKpaTHOe BO3pacTaHue 3aTpaT Ha nedeHue [7].
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Abstract

Two cases of acute porphyria are presented. Acute porphyria is a rare disease, a pathology associated with
hereditary or acquired abnormalities of the biosynthesis of heme. The main features distinguishing these
nosological forms are: the prevalence of precursors of porphyrins among laboratory-defined metabolites, rapid
clinical progression of the disease; the absence of a correct diagnosis or late diagnosis resulting in life threatening
neurological disorders. The main diagnostic difficulties are related to a non-specific character of clinical signs of
acute intermittent porphyria, the clinical signs mimic a large range of somatic conditions, including emergency
conditions. Certain difficulties for doctors are caused by the orphan nature of porphyria, clinical polymorphism, the
difficulty to obtain pathogenetic drugs in medical institution for treatment of the disease in the Russian
Federation.

Keywords: acute porphyria, difficulty of diagnosis, heme arginate
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