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"HaujoHaAbHUIN MeandHUM yHiBepcuTeT imeHi O. O. boromonbLs, Kiis
2OAEKCAHAPIBCBKA KAIHIYHA AiKapHS1, KniB

3arapAKoBa xBopoo6a nopdipia: TAXKKICTb
YCTOHOBAEHHS AIOrHo3y. AHQOAI3 KAIHIYHOro
BUNOAKY nopdipinHOT NoAiHenponarii

KOopoTKMIN OrASIA MPUCBSIMEHO OMUCY B3AEMO3B' S13KY KAIHIYHOT KOPTUHKM Nopipii TA 306paMKEHHIO BAOMMIPIB Y AiTe-
patypi. MNopodipis — Le rpyna CNaAKOBMX 30XBOPKOBAHb, 3YMOBAEHWX MOPYLLEHHSIM CUHTE3Y remy, 3 MIABULLEHHSIM PIBHSI
MOro nonepeAHVKiB y KPOBI TO Cevi. HaMXapaKTEPHILLVMM AAST OMMCY BAMMIPIB Y AITEPATYPI € KAIHIYHI BUSIBY MPUPOAKE-
HOI epuTponoeTnyHoI Nopdipii. HanyacTiwa 1a HONTHKYA GopMa — rocTpa nepemMkHa nopadipid. Tpioaa CUMNTOMIB
(cypaOMU, TOCTPUM ABAOMIHOABHWIA BiAb TA MMOHATPIEMIST) Y MOAOAMX XIHOK HEPIAKO CBIAYNTE HO KOPUCTb 3AXBOPKOBAH-
Hs1. Mia YOC roCcTpOoro HaNAAY B GIALLLOCTI MALYEHTIB PO3BMBAKOTLCS! PI3HI MCUXIYHI PO3ACAN. HeBe3MeYHNM YCKAQAHEH-
HsIM NOPQIPIi € PO3BUTOK MOTOPHOT AKCOHAABHOT B0 AKCOHAABHO-AEMIEAIHIZYBOABHOI MOAIHEMPOMNATII. HiTKIIM MApPKe-
POM FOCTPUX ATAK NOPIPIi € BUAIAEHHST Ceui PI3HMX BIATIHKIB Y4SPBOHOTO KOABORY. MEXOHI3M YPOXKEHHST HEPBOBOI CUC-
TEMM OCTATOYHO HE BMBYEHO. BOrHMLLIEBE YPOYKEHHSI TOAOBHOTO MO3KY Mpw Nopdipii He € cneumdidyH1M. AaBopPATOPHM
MIATBEPAXKEHHSIM MOPQIPIi € MABULLEHO EKCKPELLs i3 Cevetd AMIHOAEBYAIHOBOI KUCAOTU, MOPGOBIAIHOrEHY, yporopdi-
PUHY Ta KOMpOonopdipuHy. HOBEAEHO BAGCHE KAIHIYHE CMOCTEPEXKEHHST XBOPOI 3 MOPQIPIMHOK MOAIHEMPOMNATIEIO TA
AVHOMIYHE CNOCTEPEXEHHST 3A MALIEHTKOK MPOTIrOM OAHOTO POKY. 3HSITTSI FOCTPOIO HAMAAY CreumdiYHMMK Npenapa-
TAMU remy, NMPU3HAYEHHS BYTAEBOAHOI AIETU B TOCTPUIN NEPIOA 3OXBOPKOBAHHS 3 Pi3MYHOIO PeaBiAITALLIEIO NALIEHTA Y BiA-
HOBHUM Mepioa CRpUSITUME BIAHOBAEHHIO BTROYEHUX GYHKLUIM. BOXAMBE 3HAYEHHST MAE O3HAMOMAEHHST MALIEHTO
3 NOPPIPUHOrEHHNMK NPENAPATAMU TA 3MIHO CMOCOBY XKATTSI.

KAtouoBi cAoBa: Mopdipisi, BAMMIPK3M, MOAIHEMNDONATISI.

1. MNeyiHKoBI nopdipii:

a) roctpa nepemixHa nopaoipis;

6) nopdoipis, 3ymoBneHa gediunTom aerigparasu
5-aMiHONEBY/IHOBOI KMCOTH;

3o6pa>+<eHHﬂ BaMnipiB y GONbKIOPI, KHMrax i ¢inb-
Max HaBOAMAM CTPax Ha to[en, NOIOHUNM ysBY Ta
NOpPOAXKYBaan AOMWUCIU | CAyxu MPOTArOM CTONITb.
Bnigun Konip WKipw, Bigpasa 40 YaCHUKa Ta COHSYHO-

ro csitna 6ynv pucamu, npuTaMmaHHMMK Bamnipam [3]. B) chagkoBa Konponopipis;
€ ny6nikauii, aKi AeMOHCTPYIOTb B3aEMO3B’A30K KJli- r) BapieratHa nopaoipis;
HIYHOT KapTUHWM CNaAKOBOro 3axBOptoBaHHS nopadipii M) Mi3HS WKipHa nopodipis.
Ta KNiHIYHMX ONKUCIB BamMnipiB, HaWBIAOMILLMM 3 AKKUX 2. EpuTponoetuyHi nopodipii:

6yB TpaHcuNbBaHCbKMM rpad Apakxyna [3, 10]. a) BpomKeHa epuTpornoeTuyHa nopadipisa (XBopo-
Mopdipis — ue rpyna cnagkoBuX 3axBoptoBaHb, 6a [loHTepa);

3YMOBJIEHUX MOPYLIEHHAM CUHTESY remy, 3 NiABULLEH- 6) epuTpOnoeTMYHa npoTonopdipia.

HSIM PiBHS MOro NonepeaHuKiB y KPoBi Ta cedi. 3anex- HarnowwupeHiwmnmmn dopmamu € roctpa nepemixkHa
HO Bif NoKanizauii MeTaboniyHoro AedpeKty BUAING- Ta Ni3HS WKipHa nopodipia. MpupoaykeHa epuTponoe-
0Tb ABI OCHOBHI rpynu nopoipin [1]. TM4YHa nopodipis (xBopoba lfoHTepa) TpanISeTbCA BKpamn
PiKo, BUSBASIETLCA Bigpasy Nicns HapO4KEHHS AUTH-
HW, CYNPOBOKYETLCH BUPAXKEHMUM remMoni3om Ta GoTo-
CceHcubinizauieto i 3a3BMyan WBUAKO NPU3BOAUTL [0
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cmepTi. OgHaK came KAiHiYHI BMABM MNPUPOAMKEHOI
€epUTPONoeTUHHOI NoPdIpii € xapaKTeEPHUMU ANs ONnUCy
BaMnNipiB y nitepatypi. KnacnyHa Bigpasa A0 YaCHUKY,
HaMiMOBIpHiLle, NOB’A3aHa 3i 34aTHICTIO NEBHUX Cro-
NYK L€l POCUHU CNPUYMHATU PYRHYBAHHS GEePMEHTY
rem oKcureHasu-1, Wo B nogasnablwomMy Npu3BoanTb Ao
nocuneHHs aHemii [4]. 3a HassBHOCTiI COHIYHOIO CBITNa,
HaKonu4yeHi yponopdipuH | i konponopdipuH | Bigaa-
I0Tb €TeKTPOHU A1 MOJIEKYST KUCHIO, WO NPU3BOAUTb
[10 YTBOPEHHS aKTUBHMX GOPM KMCHIO Ta CUABbHOMO Mo-
LUKOMKEHHS LWKipK. Kpim Toro, BTOPUHHI iHbeKLLT i pe-
30p06Lia KICTOK MOXKYTb CMIPUYUHUTL CEPHO3HI py6LLi Ta
nedopmallito YacTuH Tifa, AKi 3a3HatoTb BM/IMBY COHSAY-
HOro cBitia [6]. HakonMyeHHs TOKCUYHKUX NOPdipUHIB
BiAOYyBa€ETLCA HE NULLE B LWKIpi, a M y KiCTKax Ta 3ybax,
IO MPU3BOAMTb A0 XapaKTEPHOI epPUTPOAOHTII, AKY,
MOJIMBO, NErKo NPUNUCYOTb NMUTTIO KPOBI Bammipom
y nonepeaHi AHi [4]. PaHiwe BBaxkanu, WO BamMnipu
TEOPETUYHO MOXKYTb MOMOBHUTK My rema i 4YacTKOBO
BUMPaBUTK CTaH XPOHIYHOI aHeMii. OgHaK HWHI BCTa-
HOBJ/IEHO, LLIO YacTKa rema B KpoBOOGiry nicns nepo-
panbHOro NPUMOMY KPOBI € HE3HAYHOIO | WBUAKO pyW-
HYETbCS Y NaLUieHTIB 3 nopodipieto [3].

[ocTpa nepeMixkHa nopdipids — HannowmpeHiwa
neviHKkoBa ¢opma, NoB’si3aHa 3 4YacTKoBMM aediuu-
TOM TPEeTbOro GEpPMEHTY B NaAHLIOTYy CUHTE3Y remy,
a came nopdobiniHoreH geamiHasu (rigpoKCUMeTun-
6inaH cuHTa3u). Lle aBToCOMHO-AOMiHAHTHa NaToso-
rigs. Yactota mytauin y KpaiHax 3axigHoi €Bponwu
CTaHOBMTb NpPU6AN3HO 1 BUNaaok Ha 2000 HaceneH-
HA [2]. Jlnwe y 10—20 % HoCiiB NaToNOriYyHOro reHa
CnocTepiratTbCs rocTpi aTtaku, WO BigobparKye Kito-
YOBY POJIb EK30MEHHUX Ta €HAOrEeHHUX NPOBOKaLLin-
HUX YUHHUKIB (MPUMOM NOPPIPUHOTEHHMX NIKAPCbKUX
3acobiB, ankoronto, TpuBana rinornikemisa, BariT-
HICTb, KOJIMBAHHS PiBHA FOPMOHIB Ha T/1i MEHCTpYalb-
HOro LUMKIY, NepeBTOMa, rinepiHconsLig, cTpec, one-
pauii, TpaBmu) [1, 2].

TMNoBUM MaLiEHTOM 3 aTaKot roCTPOi MEPEMIXK-
Hoi nopadipii € NnonepeaHbO 340POBA XiHKa Penpo-
OYKTUBHOIO BiKY, IKa NPOTArom AEeKiIbKOX AHIB CKap-
¥uUnacs Ha BUpPaXKeHy CnabKicTb i TAXKICTb CKOHLIEH-
TpyBaTucs, NidHiwe 3’9BNSETLCS NPOrpecytoynin 6inb
Y XXMBOTI, HyAOTa, MOXe MaTu MicLe 6/1I0BaHHS, iHKO-
M — BiNb y NONEPEKY YU KiHLiBKax. AHaNreTuKK, 30-
Kpema onioian, He 3HiMatoTb YN HE3HAYHO MOJErLly-
10Tb 6iNb. lNauieHTKa YacTo NoBIAOMASE NPO nonepe-
[OHi 3BEPHEHHS 3a HEeBiAKIagHOK ONOMOro A0 Xi-
pypra, CiMEeWHOro nikaps, NPMMOMHOIo BiAAiNEHHS
6aratonpodinbHOI NiKapHi 3 NoAiGHUMM CUMITOMaMK
Ta HefiarHoctoBaHUM ctaHoM [8]. Mig yac 06’eKTmB-
HOro Orfsay BUSIBASETbCS Taxikapgis, NiABWULLEHHS
apTtepianbHOro TUCKY, MOXe 6yTn cybdbebpuniter.
ManbnaTopHe OOGCTEKEHHS KMBOTA Ta YNbTPa3BYKO-
BE€ OOCTEXEHHSI OpraHiB 4epeBHOI MOPOKHWHU He
BUABAAIOTb MATONOrii opraHiB TpaBHOro TpakTty. MMig
yac Hanafy B NauieHTIB MOXYTb PO3BMBATUCS Pi3HO-
MaHITHI NCUXiYHI NOPYLIEHHS (TPUBOXKHICTb, AENpecis,
NMOPYLIEHHS CHY, CBIiAOMOCTI). 3 ornsaay Ha HasiBHICTb

60/1b0BOr0 CUHAPOMY, HE MIATBEPAKEHOIO 06 EKTUB-
HMMM O3HaKaMMU, i NCUXIYHMX PO3/ajiB, a TaKoX He-
3Ha4YHMN edEeKT Big NPUMOMY aHasreTMKiB Hepiaxko
y niKapsa npu NoBEpPXHEBOMY Ornsigi CKiagaeTbecs
BPa*KeHHS Mpo NCMXOCOMaTUYHUM Biflb YN BIKMBAHHSA
HAPKOTUYHMX/TICUXOTUYHUX pevoBuH [2]. Y 20 % naui-
€HTIB 3 nopdipieto Nifg Yac rocTpux aTak BUHUKaOTb
reHepanidoBaHi cyooMHi Hanagu. Tpiaga cumnTo-
MiB (CyaoM#, rOCTPUM aboMiHaNnbHWM 6iNlb Ta rinoHaTt-
piemisl) y MONOAMX KiHOK 4acTo CBIA4YNTb HA KOPUCTb
nopdipii. FinoHaTtpiemia npu nopdipii 3ymoBneHa
ypaxeHHsM rinotanamMyca Ha T1i NiABULLEHHS PiBHSA
KaTexonaMmiHiB Ta aipeHOKOPTUKOTPOMHOIO rOPMOHY
B KPOBI Nif Yac 3aroCTpeHHs XBOPOOMU.

YcknagHeHHaM nopdipii moxe 6yTy noniHenpona-
Tisl, IKa 4acToO BMHUKAE Yepes3 2—3 AHi nicns nosisu
rocTporo 6010 B XMBOTI @60 MCUXiYHMX po3nagis. li
OCHOBHMMMW CUMNTOMaMM € NepPeBaxKHO MOTOPHa akK-
COHaNbHa abo aKCOHaNbHO-AEMIENIHI3yBaNbHa Moni-
Henponaris (NepLIMMK YacTo yparKatoTbCA BEPXHI KiH-
LiBKM; MPOKCUMMalbHI Biadinn cTpaxkgatloTb Ginblie,
HiXX AMCTanbHi), IKa MOXe CynpoBOMYBaTUCHA ypa-
YEHHSAM YepernHmx HEPBIB 3 PO3BUTKOM By/ibGAPHOro
CUHAPOMY (B TSKMX BUNagkax) [1]. Pesynbratu mi-
KPOCKOMIYHOro AOoChimKeHHa 6ionTaTtiB nepudepuy-
HMX HEPBIB CBiAYaTb HA KOPUCTb TOTO, L0 aKCOHaNbHa
JlereHepauis HepBiB AOMIHYE Had CErMeHTapHolo ae-
MieniHizauieto [7, 11].

JlabopaTopHi AOCNiAKEHHS BUABNSAIOTbL HE3HAYHE
NiABULIEHHS BMICTYy NEYiHKOBMX GEepMeHTIB Ta rino-
HaTpieMito. HYiTKUM MapKepoMm rocTpux atak nopadipii
€ BUAINEHHS CeYi Pi3HMX BiATIHKIB YePBOHOI0 KO/bO-
py (NopdipnHKM — Le opraHiyHi GepMeHTH, AKi B KUC-
NNX PO3YMHAX MaloTb ACKPaBO-poOXeBe 3abapBiieH-
HSl, @ B JIY}KHUX — YEePBOHO-KOPUYHEBE). IHKONK ceva
MOXe 6yTn 6e36apBHOI0, OCKINIbKKU d-aMiHONEBYNiHO-
Ba KucnoTa Ta nopdobiniHoreH € 6e36apBHUMMU), OA-
HaK 4yepes3 AesaKkun Yac nepebyBaHHS Ni COHAYHUMM
NPOMEHSIMK 3a KiMHaTHOI TeMnepaTtypu ceva Habyae
TEMHOIO KOMbOPY (4acTo B niTepaTtypi 3ragyeTbCcs Ko-
Nip «6ypryHACbKOro BUHa») 4yepes nosisy nopdoobisiHy.
JlabopaTopHUM NiATBEPAKEHHAM HasABHOCTI nopdipii
€ NiaBMWLIEHA EKCKpPELia i3 cevyeto amiHONEBYIHOBOI
KUCNoTKU, NnopdobiniHoreny, yponopdipmHy Ta Konpo-
nop@ipuHy.

MexaHi3M ypaxeHHS HepBOBOi CUCTEMW He MOo-
BHICTIO BUBYEHO. Hepes CTPYKTYPHY CXOXiCTb aMiHO-
NEeBYNIHOBOI KWUCNOTU Ta y-aMiHOMAacnsiHOI KUCNOTU
NMPUNYCKaloTb NOPYLIEHHS 3 GOKY LEHTPanbHOI Hep-
BOBOI cUCTEMMU Ha TNi AMCOYHKLIT y-aMiHOMacnsHoi
KUCNOTK (CyOOMM, MCUXIYHI po3nagn). IHLLMMKU MOXKIIK-
BMMMU MEXaHi3MaMu MOXKYTb 6YTU NPAMUIN i BTOPUH-
HUM TOKCUYHUI ePEKT MeTaboniTiB remy Ta HefocTat-
HbOI0 CUHTE3Y reMy Ha HEPBOBY TKaHUHY [11]. BorHu-
LLleBE YparKEHHS rONOBHOrO MO3KY Mpu nopdipii He
€ cneuudivyHMM Onsg UbOro 3axBoptoBaHH4. Lle
B 1950-x pokax J.B. Gibson i A. Goldberg nposenu
natoMopdonoriyHe 06CTEXEHHSA NauieHTiB 3 nopodi-
pieto Ta BUSBUIN 3arnbenb akCOHIB i nepuBacKynsp-

YKPAIHCbKWUA HEBPOJIOTIYHUM XYPHAN -
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Hy AeMi€eniHi3aLilo B MO304YKY Ta 6inin pe4yoBUHI NiB-
Ky/lb FOJIOBHOro MO3Ky [5, 11].

34e6inblLoro akcoHanbHe yparKeHHsa nepudpepuy-
HUX HepBIiB 3ymoBieHe AediunToM NPOAyKLUii remy,
KW 3B’A3YETbCA 3 NPOTEiHaMM A/19 TPAHCMOPTY KUC-
HIO | €NEeKTPOHHOro TpaHCMopPTy Ta 3 MpoTeiHaMMu
cucteMun umtoxpomy P450, WO CBOEKD Yeprok nopy-
LLUYE aKCOHaNbHUIM TPAHCMNOPT i NPU3BOAUTbL A0 aKCO-
HanbHOI AereHepalii [8].

KniniyHui BUNnagok

XBopa K., 40 pokiB, rocnitanizoBaHa B rpyaHi
2017 p. y HeBponoriyHe BigaineHHs OneKkcaHapis-
CbKOi K/iHIYHOI niKapHi M. KneBa 3i ckapramu Ha
CNabKiCTb Y BEPXHIX Ta HUXKHIX KiHUiBKax, 6inblle —
B AMUCTaNbHUX Bigdinax KiHLUIBOK, OHIMIHHA KUCTEW,
BUPaXKeHi TarHydi 60/i B rpyaHoOMy Ta nornepexkoBomy
Bigainax xpe6Ta, HyaoTy, NeKkydi 60/ B AiNAHUI Kyb-
LLOBMX Cyrno6iB i CTEroH, 03HO6, 3MiHY KOJIbOPY Ccevi
(ocTaHHs Ma€e KoNip «4epBOHOr0 BMHA»). TaKOXK naui-
€HTKa Bi3Havana nepioanyHi 60ni B XMBOTi Ta BHU3Y
KMBOTA, AM3YPUYHI BUSIBM, MOPYLUEHHS CHY.

AHamMHe3 3axBoploBaHHSl. BBarkae cebe xBOpoo
3 2012 p., KoAn nicng BIAMNOYMHKY B TypeyuuHi
3'ABUBCHA rOCTpUKM BiNlb y }UBOTI, HyAoTa, 6/l0OBaHHS,
MOPYLUEHHS BUMOPOIKHEHHS, NiABULLEHHS TeMnepaTy-
pu Tina go 37,5—38,2 °C. MauieHTKka 6yna rocnitani-
30BaHa B XipypriyHe BiggineHHa OnexkcaHApiBCbKOI
KNiHIYHOT NiKapHi 3 AiarHO30M «FOCTPUM XKUBIT», OAHAK
nicnsg OOOBCTEXKEHHS Ta 'y 3B’A3KY 3 NOTipWEHHAM CTa-
Hy (N0sIBOIO NepUdEpPUYHMX NapesiB KiHLIBOK, Ginblie
BUPaXXEHUX Yy AUCTaNnbHUX Biadinax, 36eperKeHHAM
niaBuLIEHOT TemnepaTypu Tina) 6yna nepeseneHa Ao
BiAAINEHHS iHPEKLiMHOI peaHiMaLlii Ans 4006CTEKEH-
HS Ta NiKyBaHHSA. XBOpiK 6yno npoBeaeHo 3arasjibHe
JOCNIIKEHHA CMMHHOMO3KOBOI piAnHKM (MaTonorii He
BUSAIB/IEHO), BIPyCONOriYyHE AOCNIAXKEHHS KPOBIi Ta NiK-
BOPY Ha BipycKu repnec-rpynu (Bipycu He BUSIBSIEHO),
TOKCUKOJIOTiYHEe AochimKeHHs (6e3 natonorii). byno
HasiBHE He3HayHe NiABWLLEHHS BMICTy TpaHcaMiHa3s
y KpoBi (anaHiHamiHOTpaHcdhepasa — 78 O/n, ac-
naptatamiHoTpaHcdepasda — 102 O /n). Ha marHit-
HO-pe30HaHCcHIM Tomorpami (MPT) ronoBHOro mMo3Ky
HasiBHI MHOXWHHI AiNAHKK eHuedanomansuii B 060x
NiBKY/ISIX FOIOBHOTO MO3KY. 3a AaHUMW €/TEKTPOHEN-
pomiorpadii (EHMIN) — o3HaKku AnNdY3HOro yparkeHHs
nepndepruyHUX HEPBIB Ta iX NPOKCUMaNbHWUX Bigainis
3a TMNOM nonipaguKynoHeBponaTii 3 BTOPUHHOIO He-
BpasbHOIO amioTpodieto.

3 ornagy Ha pesynbrati KNiHIYHOro Ta 40AaTKOBUX
METOMIB OOCTEXEHHS XBOpPiA YCTAHOBMIEHO AiarHo3s:
EHuedanomienononipagnkynoHeBpuT iHbOEKLINHO-
anepriyHoro reHeay, TAXKKMK nepebir. Ha Tni BHyTPiLW-
HbOBEHHOTrO JliKkyBaHHS IgG Ta MeTaboniyHoi Tepanii
3aranbHWM CTaH XBOPOi noninwuecs, 36inblinnacs
cuna M’asie. Y noganbwiomMy NepiogMyHo Big3Hadvana
HapOoCTaHHSA cNnabKoCTi B KiHLIBKax, KOTpa noYMHana-
cq 3 abgomMiHanbHUX BUABIB. [licns ogHOro 3 Takux
€ni3oAiB MOripLEHHS 3arasibHOro CTaHy B CEpPrHi
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2016 p. (Takox Nicnsa BiANOYMHKY Ha COHLL) — 3Ha4He
HapOCTaHHSA M’130B0OI CNABKOCTI B KiHLIiBKaX, NaLiEHT-
Ka TpuBanui 4yac He mMorna nepecyBaTtucs, 3'aBumcs
M'aA30Bi aTpodii. Y rpyaHi 2016 p. xBopa npowuna
MEMKO-coLlianibHy eKCnepTHY KOMicito Ta 6yna BU3Ha-
Ha 0cOo60t0 3 MepPLIOo rPyrnoto iHBasiAHOCTI 3 HEBPO-
JIOFiYHMM 3aXBOPIOBaHHAM TEPMIHOM Ha 2 POKMK. Y Nto-
ToMy 2017 p. npowLunia Kypcu ctauioHapHoro peabii-
TalUiMHOro NikyBaHHS. Bia3Haunna 3MeHleHHs BUpa-
YEHOCTI nepudepryHMx napesiB y pykax Ta Horax.
MoripweHHs cumnTtomie 3 nuctonaga 2017 p., Konu
3HOBY Hapocna cnabKicTb y KiHLiBKax. lNauieHTKa Mo-
rna nepecyBatucs nvwe 3 AOMNOMOrol MWAWLUb MO
KBapTupi. XBopa 6yna rocnitanisoBaHa B HEBPOOriy-
He BiaAineHHs ans OOOGCTEXEHHS Ta JliKyBaHHS.

HeBponoriyHui crartyc. Y cBigomocTi. BuparkeHo
HEBPOTM30BaHa, dikcoBaHa Ha CBOIX BiadyTTax. Me-
HiHreanbHMX 3HaKiB HeMa€. O4Hi WinuHK, 3iHMLi D =S.
Pyxu o4HUX 9671yK y nOBHOMY 06¢43i. Hictarmy Hemae.
3rnagKeHa npaBa HocorybHa cknagKka. A3uK no ce-
penHiv niHii. Bynb6apHux po3nagiB He BUSBEHO.
Mn6oKnin nepudepryHmn TeTpanapes, Ginblie BUpa-
XEHUM Yy AMCTanbHUX Bigdinax KiHUiBOK. CnabKicTb
TUNBHOIO 3rMHaHHA 060X CTOM, CTOMNK «3BUCatoYi». Cy-
XOXWNbHI pednexkcn 3 pyK — cepeaHboi KBaBOCTI,
S <D, CyxoxXunbHi pedreKcun 3 Hir — He BUKIMKAaOTb-
csl, NigoWOoBHI pedneKcu BiacyTHI. MNaToNorivyHi CTOMHiI
3HaKW He BUKIMKaloTbes. Jlerki amiotpodii KUcCTew,
CTEroH Ta roMinok, 6inblue 3niBa. lnanresisa 3 rinep-
NaTMYHUM KOMMOHEHTOM AUCTaNbHUX BiAQiNiB BEPXHIX
Ta HUMKHIX KiHUIBOK. [inepanresis wkipwu unoTa. Mu-
60Ka YyTNMBICTb HE nopylleHa. KoopanHaTOpHUX Po3-
nagis He BuaABAeHO. OUiHKa KOTHITUBHUX 34iOHOCTEN
3a MoHpeanbCbKOK LWKaN0o OUIHKM KOFHITUBHUX
posnagis (MoCA) — 25 6anis.

XBopa 6yna KOHCY/NbTOBaHa Xipyprom, riHEKOoNo-
roM, YPOsiorom, NpoBeAEeHO 3arafbHOKIIHIYHWI aHani3
KPOBi Ta cedi, yN1bTpa3ByKOBE [OOCNIAXEHHS OpraHis
YepeBHOI MOPOXKHUHK — 6e3 natonorii. B 6ioxiMi4HO-
MY aHani3i KpoBi BMABNEHO HE3HAYHy rinoHaTpieEMIto
(Na* — 131,6MMonb/n) Ta NiABULEHHS NEeYiHKOBMX
npo6 KpoBi (anaHiHamiHOTpaHchepasa — 66,1 01/n,
acnapTatamiHoTpaHcdepasza — 43,8 041 /n).

Ha MPT ronoBHOro Mo3Ky BUSIBJIEHO 6aratoBor-
HULLIEBE YparKeHHs 6inoi pe4oBUHU FOIOBHOIO MO3KY
(cyGKOpPTMKaNbHO Ta NEPUBEHTPUKYISAPHO 6GiYHMUM
WIYHOYKaM, 3 Jeuwo PO3MUTUMKU KOHTypamu Mnofi-
MOPPHOI POpPMHU, TiNEpPIiHTEHCUBHI Ha T2-3BaXeHUX
3006paXKEHHSX, I30IHTEHCUMBHI Ha T1-3BaxeHux 30-
6paxKeHHsx, 3 yMoBHuM giametpom 0,3—1,1 cm, no-
[OEKyAN 3TMBAIOTbCS MiXK c06010). NopiBHAHO 3 MPT-
JaHuMK 3a 2016 p. KiNbKiCTb Ta PO3MipU BOTHMLL
36iNbLUKIKCS.

EHMT ctumynsuinHa. EHMI-03Haku rpy6oi akco-
HaNbHO-AEMIENIHIZyBaNbHOI CEHCO-MOTOPHOI MoNi-
HenponaTii HWXKHIX KiHLUIBOK (BMparKeHO 3HUKeHa
amnnityga M-Bignosigi 3 M’A3iB FOMIIOK Ta CTErOoH,
He peecTpyeTbcs M-BiANoBiAb 3 ManOroMiIKOBUX He-
pBiB Yy AiNSHLI CTON; BWpaXKeHO cnpaBa, MOMIpHO
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3/liBa 3HUXKEHA MO BEMKOrOMINIKOBUX HepBax Yy Ai-
naHui cton). EHMIM-03Haku rpy60oi akcoHanbHO-AEMI-
€NiHi3yBaNbHOI CEHCO-MOTOPHOI (Binblle — MOTOpP-
HOi) noniHenponartii BEepxHiX KiHUIBOK (BMpPaKeHo
3HMMKEHa amnnityga M-ignoBiai 3 M'A3iB KUCTEN,
Ginblue 3niBa).

5-AMiHOneByniHoBa KucnoTta (go6oBa cedva) —
19,6 mr/no6y (Hopma — A0 6,4 Mr/no6y), nopdipmHn
B Ao6oBiN cedyi — 7852 MKr/poby (HopmMa — Ao
150 mKr/po6y), nopdobiniHoreH (ceya) — 206 mr/n
(HopMa — 00 2,7 Mr/n), KpeaTuHiH y cedi — 103 mr/an
(Hopma — 28—217 wmr/an), pH cedi — 6,1 (Hop-
vMa — 4,7—7,8).

3 ornsay Ha aHaMHEeCTUYHI aHi 3aXBOPOBaHHSA Ta
CKapru (panTtoBWK novaToK nicna rinepiHconauii
(2012) 3 BUpaKEeHUMU OUCHENTUYHUMW BUSBaAMMU
(6ntoBaHHAM, MOPYLIEHHSAMU BUNOPOKHEHHS, FOCTPU-
MW BONSAMKU B KMBOTI), CNAOKICTIO B KiHUiBKaX, fKa
npuegHanacs, pPo3BWTKOM MONIHEBPUTUYHOIO CHUH-
OPOMY (@aKCOHanbHO-AEMIENiHIZyBaNibHa MOJiHENPO-
natia 3a gaHumun EHMI), nepiogu 3aroctpeHHs 3a-
XBOptoBaHHSA (2012 p., ociHb 2016 p.) 3i CNOHTAHHOLO
YaCTKOBOK peMicielo Ta NoJinweHHsaIM 3arajibHoro
CTaHy, BIACYTHICTb OOCTOBIpHOro edeKTy Bif Ny/bec-
Tepanii imyHorno6yniHom Knacy G, HeraTuBHi pe3yib-
TaTu TOKCMKONOTIYHOro, BipyCcONOriYyHOro Ta 3aralib-
HOCOMaTUYHOIrO OGCTEXKEHHS, MOBTOPIOBaHI Crewum-
divHi 3MiHM KONbOPY cedi (MyPRypPHUMA YU BUHHWUR), SKi
KopenioBann 3 nepiogamu 3aroCTpeHb, MO3UTUBHI
pe3ynbtaTti AOCNIAKEeHHS MnopdipMHOreHiB y ceui)
yCTaHoBNEHO AiarHo3: lMNopdodipisa, roctpa nepemixHa
dopma 3 HEBPONOriYHUMM MOPYLIEHHAMMU Y BUMNAII
aKCOHaNbHO-AEMIENiHI3yBaIbHOI CEHCOMOTOPHOI MO-
niHenponartii 3 MMB0OKNUM, NEPEBAXKHO AUCTANIbHUM
TeTpanape3oM Ta KOTHITUBHUM 3HUKEHHSAM.

Micna BCTaHOBNEHHS AiarHO3y XBOpy 6yno nepe-
BeAEeHO [0 BiaaineHHs iHdeKUiMHOI peaHimalii ans
npoBeAeHHs Nnasmadapedy i Tepanii npenapaTom
HopmocaHr (apriHat remy). lpM3HayeHo BYrneBoaHy
niety (rnoko3a — 300—500 r/noby), ocKinbKu gedi-
LT CMOXMBAHHA TMIIOKO3M MOXE MOCUINTU aKTUB-
HICTb MEeYiHKOBOro dGbepmMeHTy CMHTa3n d-aMiHONEBY-
NHOBOI KMCIOTH | BHACNIAOK LIbOrO NiABULLUTM aKyMy-
NALUil0 NOpQIpKHY, NOTipLIYOYM BUPAXKEHICTb nopodi-
pifHOI aTaKu.

Ha Tni Tepanii ctaH mauieHTKX NoAinwmBcs: Ha-
pocna cuna B KiHUiBKax, 3Ha4HO 3MEHLIMINCS TATHYMI
601 B rpyaHoMy Ta NornepeKkoBoMy Bigdinax xpeobta.
XBOpa nNpoaoB¥uWNa 3anmmaTucs 3 peabinitonorom
nicna BUMWUCKK 3i CcTauioHapy B AOMalLHIX ymMOBax.

KoHpniKTy iHTepeciB HEMaE.

TaKoX nauieHTyi 6yna HagaHa B NOBHOMY 06CA3i iH-
dopmauia npo Te, AKi npenapaty € NopdiPUHOreHHn-
MU Ta MOXYTb MOTIPLKTK CTaH, PEKOMEHAOBAHO BYr-
NEeBOAHY Ai€Ty, 3anobiraTu rinepiHconsauii, NOBHY Bif-
MiHY NPUIOMY anKoroJto.

MauieHTKa nponwna nnaHoBUW Kypc NiKyBaHHS
B HEBPOJIOTiYHOMY BigaineHHi OnekcaHApiBCbKOI Kili-
HIYHOT NiKapHi Yepes piK Nicna BUNUCKKU. 3a PiYHUR
nepio cnocTepeeHHs He 6yN0 3aroCTpeHb XBOPOOMH,
cuna B NpOKCUManbHMX Bigdinax KiHLiBOK Hapocna 4o
4 6aniB, y AMCTaNbHKX Bigdinax BEPXHixX KiHLiBOK — 0
4 6anis, y AUCTaNbHUX Bigdinax HUXKHIX KiHLiBOK — [0
3 6aniB. XBopa Morfia camMoCTiMHO nepecyBaTUCS Ha
HEBE/NIMKY BiACTaHb, X04a WBWAKO BTOMJOBanacs.
Xoga nopyuweHa 3a TUNOM CTenax, MaB Micle napes
po3rmMHayiB cton 3 060X CTOPiH. OUiHKa KOMHITUBHMUX
3ai6HoCcTern 3a wKanoto MoCa — 28 6ani..

MPT ronosHoro mo3Ky (2018): MP-o3HaKn 6ara-
TOBOTHULLEBOrO yparKeHHs 6inoi peyoBUHU MiBKY/Mb
BE/IMKOr0 MO3Ky 6e3 4iTKOi AMHaAMiIKM MOPIBHSAHO
3 MPT ronoBHoro Mo3ky 3a 2017 p.

EHMI (2018): 36epiratotbcst 03HaKM rpyboi akco-
HaNlbHO-AEMIENiIHI3yBaNbHOI CEHCOMOTOPHOI MOMIHEN-
ponarii HUXHIX KiHLiBOK Ta rpy60i akCoHabHO-AeMie-
NiHi3yBaNbHOI MOTOPHOI NoniHenponaTii BEPXHIX KiH-
LLiBOK, Ginblle BMparkeHoi 3niBa, NopiBHAHO 3 EHMI
Big 2017 p. N0O3UTUBHA AMHaAMIKa Y BUMNSAi HApoCTaH-
HS MOTOPHOI LIBMAKOCTI NPOBEAEHHS MO BEMKOro-
MINIKOBUX, CEPEAMHHMX Ta NIKTbOBMX HepBax, 36i/b-
lWeHHA amnniTyaun M-Bignosigi 3 4O0TMPUIONOBOrO
M’i3a cTerHa, 6e3 3HauylLoi AMHaMIKKM 3 M'a3iB cTon,
rOMIfIOK Ta KUCTEN.

MavuieHTKy B39TO Ha 06K A/ MOHITOPUHIOBOrO
cnoctepexeHHs B «KabiHeTi opdaHHUX 3axBoplo-
BaHb» OfleKcaHApPiBCbKOI KNiHIYHOI NikapHi M. Kuega.

BUCHOBKHM

lMoeaHaHHSA NCUXIYHUX BUSBIB, ANCMENTUYHMUX PO3-
naaiB, noniHenponaTii 3 NepeBaKHO aKCOHabHUM
YParKEHHAM Yy NaLieHTIB XKiHOYOi cTaTi penpoayKTUB-
HOro BiKy € nigcTaBol 3anigo3puUTM HasfABHICTb
rocTpoi NepeMixkHoi nopdipii Ta ii ycknagHeHHs y BU-
rnsaai noniHenponartii. 3HATTA rocTPOro Hanaay cne-
UMdIiYHMMKM NpenapaTamu remy, NpU3HadYeHHs Byre-
BOAHOI [i€ETM B TrOCTpMW nepioj 3axBOPOBaHHS
3 ¢i3nyHoO peabiniTauielo nauieHTa y BiOHOBHWK
nepiog cnpuaTMMeE BiOAHOBMEHHIO BTpPayYeHUX QPYHK-
Lin. BarknnBe 3Ha4Y€HHA Ma€ 03HAMOM/IEHHS NaL,i€H-
Ta 3 NopdipMHOreHHUMKU NpenapaTaMmun Ta 3MiHa cno-
COOY XKUTTS.

YuacTb aBTOPIB: KOHUenNLis i an3anH gocaigpkeHHss — K. A., H.C., /1. B., T. LLl.;
36ip Ta onpautoBaHHs matepiany — K. A., H.C., JI.B., O. K., T. LLl.;

HanucaHHA Tekety — K. A.

YKPAIHCbKWUA HEBPOJIOTIYHUM XYPHAN -

2019, N2 1



BUMAAOK I3 NPAKTUKH

AiTepaTypa ease lesion mimic mutant of maize // Plant Cell. — 1998.—
N 10.— P. 1095—1105.

1. Herpuy T.1, Op M.I., Xoma A.l. Ta iH. po6nemu AiarHocTukn T1a 7. Lin C.S., Krishnan A.V., Lee M. J. et al. Nerve function and dysfunc-
NiKyBaHHs rocTpoi nopdipinHoi noniHenponartii // MixHap. tion in acute intermittent porphyria // Brain.— 2008. — N 131. —
HeBpo. XypH. — 2015. — N2 8(78). — C. 73—76. P. 2510—2519. doi: 10.1093/brain/awn152.

2. Bissell D. M., Anderson K. E., Bonkovsky H. L. Porphyria // N. Engl. 8. Liu Y.P, Lien W.C., Fang C.C. et al. ED presentation of acute por-
J. Med.— 2017.— N 9(377).— P. 862—872. phyria // Am. J. Emerg. Med. — 2005.— N 23.— P. 164—167.

3. CoxA.M. Porphyria and vampirism: another myth in the making // 9. Maas R. P.P.W. M., Voets P. J.G. M. The vampire in medical perspec-
Postgrad. Med. J. — 1995.— N 71. — P. 643—644. tive: myth or malady? // Q.J. Med. — 2014.— P. 2.

4. Farombi E.O., Surh Y.J. Heme oxygenase-1 as a potential thera-  10. Maranda E. L., Heifetz R., Estes W. A. et al. Porphyria and vampir-
peutic target for hepatoprotection // J. Biohem. Mol. Biol.— ism — a myth, sensationalized // JAMA Dermatol.— 2016.—
2006.— N 39.— P 479—491. N 152 (9).— P. 975. doi: 10.1001 /jamadermatol.2015.6066.

5. Gibson J. B., Goldberg A. The neuropathology of acute porphyria //  11. Tracy J. A., Dyck P.J.B. Porphyria and its neurologic manifestations.
J. Pathol. Bacteriol. — 1956.— N 71.— P. 495—509. Chapter 56. Handbook of Clinical Neurology.— Vol. 120 (3rd

6. Hu G., Yalpani N., Briggs S.P, Johal G.S. A porphyrin pathway series) Neurologic aspects of systemic disease. Part Il / J. Biller

impairment is responsible for the phenotype of a dominant dis-

and J. M. Ferro (eds).— 2014.— P. 839—849.

YKPATHCbKU HEBPOJIOTIYHUMA XYPHAN -

E.B. AHTOHEHKO ', H.B. CPOTA 2, A, A. BAKYAEHKO 2, A. B. KYLIEHKO 2, T. A, LLIMPCKMIA 1

"HaUMOHOABHbBIM MEAULIMHCKUI YHUBEPCUTET M. A. A. BoromoabLa, Kues
2 AAEKCOHAPOBCKAS KAMHMYECKAs GOAbHULA, Knes

3araAo4Has 60Ae3Hb nopPupKs: THKECTb MOCTAHOBKU AUATHO3A.
AHOAN3 KAMHUYECKOTrO CAYYAs NOPPUPUNHON MOANHENPONATUUN

KopoTkimm 0630p MNOCBSILLLEH OMMCAHNIO B3AMMOCBSI3M KAVHUYECKOW KOPTUHBI MOPOUPMA 1 306 OYKEHMIO BOMMMPOB
B AUTEpaType. MNopdupusg — 3TO rpynna HOCASACTBEHHbIX 3000AEBAHNN, OOYCAOBAEHHbBIX HOPYLLEHWEM CUHTE3A rema,
C MOBbILLEHNEM YPOBHS €ro MPEALLECTBEHHVKOB B KPOBW U MoYe. HanboAee XOPAKTEPHBIMA AAST OMMCAHMST BOMMMPOB
B AUTEPATYPE SBASIKOTCSI KAMHUYECKME MPOSIBAEHUST BROXAEHHOM SPUTPONOSTUYECKON NopGUpUM. HaCTas U TSHKEAOS
GoOpMa — OCTPAS MEPEMEKTIOLLAICS NopdPupmUs. ToMaAQ CUMMTOMOB (CyAOPOMM, OCTPAS BOAb B XKMBOTE U TMMOHATPUE-
MWS1) Y MOAOABIX YXEHLLIH HEPEAKO CBUAETEALCTBYET B MOAL3Y 3000AEBAHMSI. BO Bpemst OCTPOro MpucTyna y GOAbLLMHCTBA
NALMEHTOB PA3BUBAKOTCS PASAMYHBIE MCUXUYECKME PACCTPOMNCTBA. ONACHBIM OCAOXKHEHMEM NOPPUPNN SIBASIETCS PO3BU-
TMEe MOTOPHOM OKCOHOABHOW MAM OKCOHOABHO-AEMUEAVHNMPYIOLLLEN MOAMHENDONATUM. YETKUM MAPKEPOM OCTPbIX ATAK
NopPOUPUN SIBASIETCS BBIASAEHME MOYM PA3HBIX OTTEHKOB KPACHOTO LBETA. MEexXAHM3M MOPAXKEHWS1 HEPBHOW CUCTEMbI OKOH-
YOTEABHO HE M3ydeH. OUYaroBoe NopPaXKEHMe rOAOBHOTO MO3ra Npm Nopdupun Hecneumduyieckoe. AABGOPATOPHLIM MOA-
TBEPXKAEHWEM MOPOUPUN FBAIETCS MOBBILLEHHAST SKCKPELWSI C MOYOW OMUHOAEBYAVHOBOW KUCAOTBI, MOPGOBUAMHOTEHA,
yPONopOUPMHA 1 KOMPONOPOUPKHA. NpMBEAEHO COOCTBEHHOE KAMHMYECKOE HABAKOAEHME BOABHOM C MOPPUPUNHOM
NOAVHENPONATMEN N AUHOMNYECKOE HOBAIOASHME 3A NMALMEHTKOM B TEYEHME OAHOIO roAQ. KynMpoBAHME OCTROrO MPUCTY-
na cneumdmnyeckMm NPenapPATaMmM reMa, Ha3HAYEHVE YIAEBOAHOW AMETbI B OCTPLIN MepMoA 3000AEBAHMSI C GU3NHECKOMN
PEeABUANTALIMEN MALWIEHTA B BOCCTAHOBUTEABHBIN MEPUOA ByAET CNOCOOCTBOBATL BOCCTAHOBAEHMIO YTOOYEHHBIX QYHKLANA.
BavkHOe 3HaYeHMe nMeeT 03HAKOMAEHME NALMEHTA C NOPOUPUHOTEHHBIMM MPENAPATAMM 1 M3MEHEHME 0BPA3A YKN3HU.

KAtoueBble cAoBA: NOPGUPUST, BOMAMPU3M, MOAVHENDONATHSI.
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Mysterious disease porphyria: challenge of diagnosis.
Analysis of the clinical case of porphyric polyneuropathy.

Brief overview represents the description of the relationship between the clinical picture of porphyria and the
description of vampires in the literature. Porphyria is a group of hereditary diseases caused by disorders of heme synthesis,
with anincrease in the level of its precursors in the blood and urine. The most characteristic description of vampires in the
literature are the clinical manifestations of congenital erythropoietic porphyria. The most frequent and severe form of
porphyria is an acute intermittent porphyria. The triad of seizures, acute abdominal pain and hyponatremia in young
women are clear evidence of the disease. During an acute attack most patients can experience various psychiatric
disorders. The dangerous complication of porphyria is the development of motor axonal or axonal-demyelinating
polyneuropathy. A definite marker of acute porphyria attacks is the urine excretion of various shades of red color. The
actual mechanisms of damage to nervous system tissue are poorly understood, focal lesion of the brain in porphyria is
not specific. Laboratory confirmation of porphyria is elevated urinary excretion of aminolevulinic acid, porphobilinogen,
uroporphyrin and coproporphyrin. In the article the clinical presentation of a patient with porphyric polyneuropathy is
described with the following one-year dynamic observation. Management of acute attack with infravenous heme,
increased glucose supplementation in the acute period of the disease, followed by physical rehabilitation of the patient
in the recovery period, will help restore lost functions. However, the main idea is to explain to a patient what drugs are
porphyrinogenic and necessity to change his life style.

Key words: porphyria, vampirism, polyneuropathy:.
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