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"HauioHOAbHUA MeAndHMIA yHIBepcuTeT iMeHi O. O. boromonbLig, KuiB
2 ONEKCAHAPIBCHKA KAIHIMHO AIKQRHS, KiniB

3araAKoBa xeopo6a nopdipia: THKKICTb
YCTOHOBAEHHS AIArHO3Y. AHOAI3 KAIHIYHOro
BUNAAKY NopdipinHOT NOAIHenponarii

KopoTKMin OrAsIA MPUCBSIMEHO OMUCY B3AEMO3B' S13KY KAIHIYHOT KAPTUHKM Nopdipii Ta 306paKEHHIO BAMMIPIB Y AiTe-
parypi. MNopdipis — Le rpyna CnaAKOBMX 30XBOPIOBAHDL, 3YMOBAEHMX MOPYLLEHHSIM CUHTE3Y remy, 3 NIABULLEHHSIM PIBHSI
MOro nonepeAHVKIiB y KPOBI TO Cevi. HaMxapakTepHILLIMM AAST OMCY BAMMIPIB Y AITEPATYPI € KAIHIYHI BUSIBY NPUPOAXKE-
HOI epuUTPONoeTYHOI NopPdipii. HaMYACTIWA Ta HOWTSHKYA GOPMA — rOCTPA nepeMikHa nopodipis. Tpiaad CUMMTOMIB
(CyAOMU, TOCTPUM ABAOMIHOABHWM BiAb TA FINOHATRIEMIS) Y MOAOANX XIHOK HEPIAKO CBIAYMTL HO KOPWCTb 30XBOPKOBOH-
Hs1. Tip 4OC rOCTPOro HaANaAy B GIABLLOCTI MALLIEHTIB PO3BMBAKOTLCS PI3HI NCUXIYHI PO3ACAM. HEGEe3NeYHM YCKAQAHEH-
HsIM Nop@ipii € PO3BUTOK MOTOPHOT AKCOHAABHOT AB0 AKCOHAABHO-AEMIEAIHIZYBOABHOI MOAIHEMPONATIT. YiTkKM MApKe-
POM rOCTPKX ATAK NOPIPIi € BUAIAEHHS Ceui PIi3HUX BIATIHKIB HEPBOHOIO KOABOPY. MexaHi3aM YPO)KEHHST HEPBOBOI CUC-
TEMM OCTATOYHO HE BMBYEHO. BOrHMLLLEBE YPOYKEHHS TOAOBHOTO MO3KY Mpw Mopdipii He € cneumdidHUM. AQBOPATOPHUM
MATBEPAKEHHSIM MOPdIPIT € NIABALLEHO EKCKPeELs i3 cevetd AMIHOAEBYAIHOBOI KMCAOTU, MOPGOBIAIHOTEHy, ypornopdi-
PUHY Ta KoNponopdipuHY. HOBEAEHO BAGCHE KAIHIYHE CMOCTEPEKEHHST XBOPOI 3 MOPDIPIMHOIO NMOAIHEMPOMNATIED TA
AVHOMIYHE CNOCTEPEXKEHHS 3A MALIEHTKOK MPOTIrOM OAHOIO POKY. 3HATTSI FOCTPOrO HANAAY CrneUMPIYHMKM NPENnapPa-
TAMW remy, NPU3HAYEHHS BYIAEBOAHOI AIETU B TOCTPUIN NERIOA 30XBOPKOBAHHS 3 Pi3MYHOKO PEABIAITALIEIO MALIEHTA Y BiA-
HOBHU MNepioa CrpUSITUME BIAHOBAEHHIO BTPAYEHUX PYHKLIN. BOXKAMBE 3HAYEHHSIT MOE O3HAMOMAEHHS MALLIEHTA
3 NOPDIPUHOTEHHUMK NPENAPATAMK TA 3MIHO CMTIOCOBY YKUTTSL.

KAtouoBi cAaoBa: Mopdipisi, BAOMMIPW3M, MOAIHEMPOMNATIS.

1. MeyiHKoBi nopdipii:

a) roctpa nepemixHa nopaoipis;

6) nopaoipia, 3ymoBsieHa aediunTom gerigparasu
d-amiHONEeBYNiHOBOI KUCNOTH;

306pa>+<eHHﬂ BaMnipiB y GONbKIOPI, KHUrax i ¢pinb-
Max HaBOAWUIIN CTPax Ha Ntoen, NMONOHWIN YABY Ta
NOPOKYBaIX AOMMUCIU | CAyXW MPOTArOM CTONITb.
bnigmi Konip WKipw, Bigpasa 40 YaCHUKa Ta COHSAYHO-

ro cBitna 6ynu pucamu, nputamaHHMMKM Bamnipam [3]. B) chafKoBa Konponopgipig;

€ ny6nikauii, aKi AeMOHCTPYIOTb B3aEMO3B’A30K KJli- r) BapieratHa nopaoipis;

HIYHOT KapTUHWM CMaAKOBOro 3axBOpPOBaHHS nopodipii ) Ni3Hg WKipHa nopaoipis.

Ta KJiHIYHUX ONUCIiB BamMipiB, HAWBIAOMILLUM 3 AKUX 2. EpuTponoetuyHi nopaoipii:

6yB TpaHcunbBaHCbKkUi rpad Apakyna [3, 10]. a) BpoaKeHa epuTponoeTuyHa nopaoipisa (XxBopo-

Mopdipia — ue rpyna cnagkoBux 3axBOplOBaHb,
3YMOBJIEHUX NMOPYLIEHHAM CUHTEZY remy, 3 NiABULLEH-
HSIM pPiBHSA MOro MoNepeaHUKIB y KPOBi Ta cedi. 3anex-
HO Bif NoKanizauii MeTaboniyHOro AedeKty BUAINS-

0Tb ABi OCHOBHI rpynu nopaoipin [1].

©K.B. AHTOHEeHKO, H.B. Cuporta, A. O. BakyaeHko, O. B. KyLieHko,
T.O. Wnpcbkunin, 2019

6a ltoHTepa);

6) epuTpornoeTMyHa npoTonopdipig.

HannowwupeHiwnmmn popmamu € roctpa nepemixxHa
Ta Ni3HA WKipHa nopdipia. MpupomxeHa eputponoe-
TMYHa nopaoipisa (xeopoba lfoHTepa) TpanIaeTbCA BKpaun
PiAKO, BUSBNSETLCS BiApasy MNiCns HapPOMKEHHS AUTHU-
HW, CYNPOBOMKYETLCS BUPAKEHUM remoni3om 1a GpoTo-
ceHcubini3auieto i 3a3BMyan WBUOKO NPU3BOANTb [0
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cmepTi. OgHaK came KiiHIYHI BUSBWU MPUPOAKEHOI
epuTponoeTUYHOI Nopdipii € xapaKTeEPHUMU ANs ONnUCy
BaMMipiB y fiTepatypi. KnacnyHa Bigpasa [0 YacHUKY,
HaniMOBIpHille, NOB’A3aHa 3i 34aTHICTIO NMEBHUX CMNO-
NIYK L€l POCAUHU CNPUYMHATU PYVHYBaHHSA GEPMEHTY
reM oKcureHasu-1, Wwo B noganswiomMy npusBoanTb 40
nocuneHHs aHemii [4]. 3a HasBHOCTiI COHIHHOIO CBITNa,
HaKonu4yeHi yponopdipuH | i konponopdipuH | Bigaa-
I0Tb E€NIEKTPOHU /19 MOJIEKYT KUCHIO, WO NPU3BOAUTL
[0 YTBOPEHHSA aKTUBHMX GOPM KMCHIO Ta CUMBLHOIO Mo-
LUKOMKEHHS LWKipK. Kpim Toro, BTOPUHHI iHbeEKLi i pe-
30p6Lia KICTOK MOXKYTb CMIPUYMHUTU CEPHO3HI PYOLLi Ta
nedopmaliito YacTuH Tina, AKi 3a3HaloTb BM/IMBY COHSAY-
HOro cBitna [6]. HaKoNUYEeHHS TOKCHMYHMX NOPdipHHIB
BifOyBa€ETLCA He NULLE B LUKIpi, @ 1 Y KiCTKax Ta 3ybax,
O MPM3BOAMTb A0 XapaKTEPHOI epUTPOAOHTII, fAKY,
MOXJTMBO, NErKO MPUIMUCYIOTb MUTTIO KPOBI Bamripom
y nonepefHi AHi [4]. PaHiwe BBaxkanu, WO BaMMipu
TEOPETUYHO MOXKYTb MOMOBHUTU Nyl reMa i YaCcTKOBO
BMMNPaBUTK CTaH XPOHIYHOI aHeMii. OgHaK HWHI BCTa-
HOBJIEHO, LLO YacTKa remMa B KpoOBOOGiry nicna nepo-
panbHOro NPUMMOMY KPOBIi € HE3HAYHOIO i LWBUAKO pyW-
HYETbCH Y NaLieHTiB 3 nopdipieto [3].

[ocTpa nepeMixkHa nopdipida — HannowmupeHiwa
nevyiHkoBa dopma, NoB’A3aHa 3 YacTKOBUM AediLiu-
TOM TPETLOro GepMEHTY B NAHLIOTY CUHTE3Y remy,
a came nopdobiniHoreH geamiHasu (rigpoKCUMeETUN-
6inaH cuMHTasu). Lle aBToCOMHO-JOMiHAHTHa NaTo/o-
rig. Yactota MyTauii y KpaiHax 3axigHoi €sponu
CTaHOBUTb Np16aN3HO 1 BUNaaok Ha 2000 HaceneH-
HA [2]. Jlnwe y 10—20 % HociiB naTonori4yHoro reHa
cnocTepiralTbCA rocTpi aTaku, WO BigoGparKye K-
YOBY POJIb EK30MEHHUX Ta €HAOreHHUX NMPOBOKaLlin-
HUX YUHHUKIB (MPUMOM NOPHIPUHOTEHHUX NTIKAPCbKUX
3aco6iB, anKoronw, TpuBana rinornikemia, Barit-
HICTb, KOJIMBAHHSA PiBHA FOPMOHIB Ha TNi MEHCTpYyalb-
HOro UMKy, nepeBToOMa, rinepiHconsLig, cTpec, one-
pauii, TpaBsmu) [1, 2].

TMNOBUM MaLiEHTOM 3 aTaKot rOCTPOi MepPeMiX-
HOi nopaipii € nonepeaHbO 3/10pPOBA iHKa pPenpo-
OYKTUBHOIO BiKY, iIKa NPOTArom AEeKifIbKOX AHIB CKap-
¥uUnacsa Ha BUpaXKeHy CNabKiCTb i TAXKICTb CKOHLIEH-
TpyBaTUCS, Mi3HilWe 3'9BASETbCS Nporpecytoynin 6inb
Y MBOTI, HyAOTa, MOXe MaTh Micue 6/1t0BaHHS, iHKO-
M — 6iNb y NONepeKy Yu KiHuiBKax. AHaNreTuku, 3o-
Kpema onioiau, He 3HiMatoTb YN HE3HAYHO MOJErLly-
10Tb 6iNb. lMauieHTKa YyacTo noBigoMAse Npo nonepe-
[OHi 3BEpPHEHHA 3a HEeBigKIagHOK AOMNOMOro A0 Xi-
pypra, ciMernHoro nikaps, NpUMOMHOro BigdiIEHHA
6aratonpodinbHOI NiKapHi 3 NoAIGHUMK CUMITOMaMMU
Ta HegiarHocTtoBaHUM cTaHoM [8]. Mig yac 06’eKTuB-
HOro Ornady BUSIBNSETbCA Taxikapgia, NiaBULLIEHHS
apTepianbHOro TUCKY, MoXe 6yTn cybdebpuniter.
MNanbnaTopHe OGCTEXKEHHSA XMBOTa Ta YNbTPa3BYKO-
BE€ OOCTEXEHHSI OpraHiB 4epeBHOi MOPOXHWHU He
BMABAAIOTb MATONOrii OpraHiB TpaBHOro TpakTy. [Mig
yac Hanafy B Naui€eHTiB MOXYTb PO3BMUBATUCS Pi3HO-
MaHiTHi NCUXiYHI NOPYLLIEHHA (TPMBOXHICTb, AENpPECis,
NMOPYLUEHHS CHY, CBIAOMOCTI). 3 ornagy Ha HasBHICTb

60/1bOBOr0 CMHAPOMY, HE MIATBEPAKEHOro 06 EKTUB-
HUMW O3HaKaMM, i NCUXIYHUX PO3nafiB, a TaKoX He-
3Ha4YHUN edeKT Big NPUMOMY aHanreTUKiB Hepiaxko
y nikapsa npu NoBEPXHEBOMY OrNsAf4i CKNafaeTbCa
BPaXKeHHs Npo NcMxocomMaTUYyHUM Ginb YN BXKMBAHHSA
HaPKOTUYHUX,/NCUXOTUYHMX pedoBHH [2]. Y 20 % naui-
€HTIB 3 nopadipieto Nig Yac rocTpux aTak BUHUKAIOTb
reHepanizoBaHi cyooMHi Hanagu. Tpiaga cumnTo-
MiB (CyAOMW, FOCTPUn abaoMiHanbHW 6inb Ta rinoHaT-
PiEMIf) Y MONOAMX XIHOK YacTO CBif4YWUTb Ha KOPUCTb
nopdipii. FinoHaTtpiemia npu nopdipii 3ymoBneHa
ypaxeHHsM rinotanamMyca Ha Tni NigBULLEHHSA PiBHSA
KaTexonamiHiB Ta aJpeHOKOPTUKOTPOMHOIO rOPMOHY
B KPOBI Mia Yac 3arocTpeHHs XBOPOoOM.

YcknagHeHHaM nopdipii moxe 6yTu noniHenpona-
Tifl, IKa 4acToO BMHUKAE Yepes3 2—3 [Hi nicnga nosisu
rocTporo GoMI0 B XMBOTI @60 MCUXivHMX po3nagis. Ii
OCHOBHUMW CUMMNTOMaMU € NepeBaXHO MOTOPHA akK-
COHanbHa abo aKCOHaJIbHO-AeMieNiHi3yBasibHa MoJii-
Henponartid (NeplwmmMm 4acTo yparKaloTbCA BEPXHI KiH-
LiBKM; MPOKCUMManbHI Biaginn cTpaxkaatoTb 6inbuie,
HiXX OMCTanbHi), AKa MOXe CyrnpoBOXYyBaTUCH ypa-
MEHHAM YepenHMX HEPBIB 3 PO3BUTKOM ByNb6GapPHOro
CUHIOPOMY (B TSXKMX Bunagkax) [1]. Pesynbtatn wmi-
KPOCKOMIYHOro AoChigXKeHHs 6GionTaTtiB nepudepuny-
HUX HEPBIB CBiYaTb Ha KOPUCTbL TOTO, L0 aKCOHalbHa
JereHepauis HepBiB JOMIHYE Ha[ CErMeHTapHolo ae-
MieniHizauieto [7, 11].

JlabopaTopHi AOCNiAKEHHSA BUABNAIOTb HE3HAYHE
NiABULEHHS BMICTYy NeYiHKOBUX depMeHTiB Ta rino-
HaTpieMito. HiTKUM MapKepoMm rocTpux atak nopaipii
€ BUAINEHHSA ceYi pi3HMX BiATIHKIB YEPBOHOI0 KOMbO-
py (NopdipnHKU — Le opraHiyHi GepMeHTH, FKi B KUC-
JIUX pO34MHax MaloTb ACKpaBO-poXKeBe 3abapBlieH-
Hf, @ B JIY}KHUX — 4YepPBOHO-KOPUYHEBE). IHKONU ceva
MOXKe 6yTn 6e36apBHOLO, OCKiNIbKK d-aMiHONEBYNIHO-
Ba Kucnota Ta nopdobiniHoreH € 6e36apBHUMHU), 0a-
HaK 4yepe3 AesKkuM Yac nepebyBaHHS Mif COHAYHUMMU
NPOMEHSIMU 3a KiMHaTHOI TeMnepaTtypu ceyva Habyae
TEMHOIr0 KONMbOPY (4acTo B niTepaTtypi 3ragyeTbCcs Ko-
nip «6ypryHACbKOro BMHa») Yepes nosasy NnoppobiniHy.
JlabopaTopHUM MiaTBEPAKEHHAM HasaBHOCTI nopdipii
€ NiaBMWLIEHA EKCKpPELia i3 cedyeto amiHONEBYIHOBOI
Kncnotu, nopdobiniHoreHy, yponopdipmHy Ta KOnpo-
nop@ipuHy.

MexaHi3M ypaxeHHs HepBOBOi CUCTEMM He MOo-
BHICTIO BUBYEHO. Yepes3 CTPYKTYPHY CXOXiCTb aMiHO-
NeBYNIHOBOI KWUCNOTU Ta y-aMiHOMAacNSHOI KUCNOTU
NPUNYCKaloTb NOPYLIEHHS 3 GOKY LEHTPanbHOI Hep-
BOBOi CUCTEMW Ha TNi AUCOYHKLIi y-aMiHOMacnsHoi
KUCNOTU (CYLOMM, MCUXIYHI po3naau). IHWMMKU MOXKITU-
BMMW MeXaHi3MaMun MOXKyTb 6yTU NPAMWUMA | BTOPUH-
HUM TOKCUYHUI ePEKT MeTabonNiTiB remy Ta HefocTart-
HbOIO CUHTE3Y reMy Ha HEPBOBY TKaHWHY [11]. BorHu-
LeBE YparKEHHS rONOBHOr0 MO3KY Mpu nopdipii He
€ cneuudivyHMM and uUboro 3axBoptoBaHH4A. Lle
B 1950-x pokax J.B. Gibson i A. Goldberg nposenu
natomopdonoriyHe o6CTEXEHHS NaLieHTIB 3 nopdi-
pieto Ta BUABUIIN 3arnbenb aKCoHIB i nepuBacKynsap-

YKPAIHCbKWUA HEBPOJIOTIYHUM XYPHAN -
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YKPAIHCbKHUM HEBPOJIOTIYHUM XXYPHAN -

Hy AeMi€eniHi3aLilo B MO304KY Ta 6inin pe4yoBUHI NiB-
KyNb rOJIOBHOro MO3Ky [5, 11].

30e6inblLOro akcoHanbHe yparkeHHa nepudepmy-
HUX HepBiB 3ymoBneHe AediunToM MNPoayKLUii remy,
AKWIN 3B’A3YETbCA 3 NPOTEiHaMM A4N19 TPAHCNOPTY KUC-
HIO i €NEeKTPOHHOro TpaHCMopTy Ta 3 MpOTEeiHaMMu
cuctemun uutoxpomy P450, 1o cBOE Yeproto nopy-
LUYE aKCOHaNbHWI TPaHCMNOPT i MPU3BOAUTL 4O aKCO-
HanbHOI gereHepalii [8].

KniHiyHM# BUNagokK

XBopa XK., 40 pokiB, rocnitanisoBaHa B rpyaHi
2017 p. y HeBponoriyHe BiaaineHHs OneKkcaHAapiB-
CbKOi KJiHIYHOI niKapHi M. KneBa 3i ckapramu Ha
CNMabKiCTb Y BEPXHIX Ta HUXHIX KiHUiBKax, Ginblle —
B AWUCTaNbHUX Biadinax KiHUIBOK, OHIMIHHS KUCTEW,
BUPaeHi TArHy4i 6oni B rpyqHOMY Ta NonepeKoBomy
Biaainax xpebTta, HyAOTy, NeKydi 60Mi B AiNAHUI Kynb-
LIOBMX CyrN06IiB i CTeroH, 03H06, 3MiHY KONbOPy ceyi
(ocTaHHeA Mae Konip «4epBOHOIro BUHA»). TaKOX nau,i-
€HTKa Big3Ha4Yana nepiognyHi 601i B XMBOTi Ta BHU3Y
WBOTA, AN3YPUYHI BUSBU, MOPYLUEHHS CHY.

AHaMHe3 3axBoploBaHHSAl. BBarkae cebe XxBopolo
3 2012 p., KoM nicna BiANOYMHKY B TypeyyuHi
3'9BUBCHA roCTpui GiNb y XWBOTI, HyAoTa, 6/1l0OBaHHS,
NOPYLUEHHSA BMMOPOXKHEHHS, MiABULLEHHA TeMmnepary-
pu Tina go 37,5—38,2 °C. lNMaujieHTka 6yna rocnitani-
30BaHa B xipypriyHe BiggineHHa OnexkcaHApiBCbKOI
KNiHIYHOT NiKapHi 3 AiarHO30M «FOCTPUM XKUBIT», OAHaK
nicng 4OOOCTEXEHHS Ta Yy 3B’A3KY 3 NOTipWeHHAM cTa-
HY (NosiBOIO NepUdEPUYHMX NapesiB KiHUIBOK, Ginblie
BUPaXEHUX Yy AUCTaNbHUX Bigdinax, 36eperKeHHAM
niaBuMLUIEHOI TemnepaTypu Tina) 6yna nepeseaeHa Ao
BiAdineHHs iHbeKLUiMHOI peaHimalLiii 4N 1006CTEXEH-
HA Ta NiKyBaHHA. XBOpi# Oyno npoBeaeHo 3arasbHe
JAOCNIAKEHHS CMMHHOMO3KOBOI PiAWHKM (MaTonorii He
BUSABJIEHO), BipyCONOriyHe AOCNIAXEHHA KPOBI Ta JiK-
BOPY Ha Bipycu repnec-rpynu (Bipycu He BUSIBNIEHO),
TOKCUKONOriYHe JocnigKeHHs (6e3 natonorii). byno
HafBHEe He3HayHe MiaBULWEHHS BMICTY TpaHcaMiHa3s
Yy KpoOBi (anaHiHamiHOTpaHchepasa — 78 O4/n, ac-
naptatamiHoTpaHcdepasa — 102 O /n). Ha marHiT-
HO-pe30oHaHcHi ToMmorpami (MPT) ronoBHOro Mo3Ky
HasBHI MHOXMWHHI JiNAHKN eHuedanomansauii B 060x
NiBKYNSX roI0BHOrO MO3Ky. 3a AaHUMU E€NEKTPOHEN-
pomiorpadii (EHMIN) — o3Haku AnPYy3HOro yparkeHHs
nepudepruyHUX HEPBIB Ta iX NPOKCUMaNbHMUX Bigainis
3a TMNoOM nofipaguKynoHeBponaTii 3 BTOPUHHOIO He-
BpaNbHOlO amMmioTpodielo.

3 orngay Ha pe3ynbraTu KNiHIYHOro Ta A0AaTKOBUX
METOiB OOCTEXEHHA XBOpPiA YCTaHOBJIEHO AiarHo3:
EHuedanomMienononipaAnKynoHeBpUT iHOEKLiMHO-
anepriyHoro reHesy, TKKUMM nNepebir. Ha thi BHyTpiLWw-
HbOBEHHOrO JNliKyBaHHA IgG Ta MeTabonivyHoi Tepanii
3arasbHWMM CTaH XBOPOi noninwuscs, 36inblinnacs
cuna M’asiB. Y noganbwiomMy nepiogMyHo Big3Hadana
HapOCTaHHA cnabKocCTi B KiHLIBKaX, KOTpa NoYMHana-
csa 3 abaomiHanbHuUx BUABIB. [licns OQHOro 3 Takux
€eni3oAiB MOriplWeHHA 3aranbHOro CTaHy B CEpPrHi
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2016 p. (TaKoXK Nicns BigMOYMHKY Ha COHLLi) — 3Ha4yHe
HaApPOCTaHHA M'A30BOi cNabKOCTi B KiHLiBKaXx, NaLLiEHT-
Ka TpuBanui 4yac He mMorna nepecysaTtucs, 3'aBUIncA
M’a30Bi aTpodii. ¥ rpyaHi 2016 p. xBopa npowuwna
Me[MKO-coLianbHy eKCnepTHY KoMicito Ta 6yna BU3Ha-
Ha 0co60t0 3 NepLIO FPYNOoK IHBaNIAHOCTI 3 HEBPO-
JIOTiYHMM 3aXBOPIOBAHHAM TEPMIHOM Ha 2 POKMU. Y nto-
Tomy 2017 p. nponLuna Kypcu ctalioHapHoro peabini-
TalUiMHOro NikyBaHHs. Bia3Haynna 3MeHLleHHs BUpa-
YEHOCTi nepudepuyHMx napesiB y pykax Ta Horax.
MoripweHHa cumnTomiB 3 nuctonaga 2017 p., Konu
3HOBY Hapocna cnabKicTb y KiHLiBKax. NauieHTKka Mo-
rna nepecyBatucs nullie 3 AOMOMOrow MWIULb MO
KBapTupi. XBopa 6yna rocnitanizoBaHa B HEBPOJIOriy-
He BiAAiNneHHs ans JOOOCTEXEHHS Ta JliKyBaHHS.

HeBponoriyHuin ctatyc. Y cBigoMocTi. BupaxeHo
HEeBPOTM30BaHa, GiKcoBaHa Ha CBOIX BigdyTTaX. Me-
HiHreanbHWX 3HaKiB Hemae. OYHi WinuHK, 3iHMLi D =S.
Pyxun 04HUX 9671yK y noBHOMY 06¢A3i. Hictarmy Hemae.
3rnageHa npaBa HocorybHa cKnagka. A3uK no ce-
peaHin niHii. Bynb6apHux po3nafiB He BWSBIEHO.
Mn6oKknn nepudepnyHu TeTpanapes, Ginble BUpa-
EHWUW Yy AUCTanbHUX Bigdinax KiHUiBOK. CnabKicTb
TUbHOIO 3rMHaHHSA 060X CTOM, CTOMNKU «3BUCatoYi». Cy-
XOXUNbHI pednexkcu 3 pyK — cepeaHboi KBaBOCTI,
S <D, cyxoxunbHi pedneKcH 3 Hir — He BUKIMKaloTb-
c4, NigowoBHi pedneKcu BiacyTHI. MNaTonorivyHi CTOMHi
3HAKM He BUKIMKalOTbeA. Jlerki amiotpodii Kucten,
CTEroH Ta romMinok, 6inblwe 3niea. lnanresiqa 3 rinep-
NaTU4HUM KOMIMOHEHTOM AUCTaNbHUX BiadiniB BEPXHIX
Ta HUXKHIX KiHUIBOK. [inepanresis wkKipu »xusoTa. [Mnu-
60Ka YyTnMBICTb He nopyueHa. KoopaMHaTopHMUX po3-
najiB He BuABNeHo. OLUiHKa KOTHITUBHUX 3[iOHOCTEN
3a MOHpeanbCbKOIO LWKaNo OLLIHKKM KOIHITUBHUX
poanaais (MoCA) — 25 6anis.

XBopa 6yna KOHCy/NbTOBaHa Xipyprom, riHeKono-
roMm, yposiorom, NnpoBeAeHO 3ara/ibHOKIiIHIYHUI aHani3
KpOBi Ta cedi, yNbTpa3ByKOBE [AOCHIAXEHHA OpraHis
YepeBHOI MOPOXKHUHM — 6e3 natonorii. B 6ioximivyHo-
MY aHafi3i KpoBi BMABNEHO HE3HAaYHy rinoHaTpieMiIto
(Na* — 131,6MMonb/n) Ta MNiABULLEHHS NEYiHKOBMX
npo6 KpoBi (anaHiHamiHoTpaHcdepasa — 66,1 O//n,
acnaprtatamMiHoTpaHcdepasda — 43,8 04/n).

Ha MPT ronoBHOro Mo3Ky BUSIBJIEHO 6araTtoBoOr-
HULWEeBe ypakeHHs 6inoi pe4oBUHU FOIOBHOMO MO3KY
(Cy6KOPTHMKaNbHO Ta NEPUBEHTPUKYNAPHO GiYHUM
WAYHOYKaM, 3 Aelwo PO3MUTUMWU KOHTypamu Mofi-
MOPPHOI POPMHU, FiNEPIHTEHCUBHI Ha T2-3BaMEHUX
306parKEHHNAX, i30iHTEHCMBHI Ha T1-3BaMeHuXx 30-
O6parKeHHsX, 3 YMOBHMM giameTpom 0,3—1,1 cm, no-
JEKyaAN 3/IMBalOTbCA MiXK co6010). NopiBHAHO 3 MPT-
JaHnmu 3a 2016 p. KinbKiCTb Ta PO3MipX BOrHMUL,
36inblWunmcs.

EHMI ctumynauinHa. EHMIM-03Haku rpy6oi akco-
HaNbHO-AEMI€ENiIHI3yBaNbHOI CEHCO-MOTOPHOI Moni-
HenponaTtii HWXKHIX KiHUiBOK (BMPaXEHO 3HWMKEeHa
amnnityga M-Bignosifi 3 M’A3iB FOMIJIOK Ta CTEroH,
He peecTpyeTbcsd M-BiANoOBiAb 3 ManOroMiIKOBUX He-
pBiB Yy AiNSGHLUiI CTOM; BWpaXXeHo cnpaBa, MOMipHO
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3/liBa 3HUXEHA MO BEIMKOrOMINKOBUX HepBax Yy Ai-
nadui cton). EHMIM-03Haku rpy6oi akcoHanbHO-AEMi-
€NiHI3yBa/lbHOI CEHCO-MOTOPHOI (b6inblue — MOTOpP-
HOi) noniHenponartii BEepxHiX KiHUIBOK (BMPaXeHo
3HMXKEeHa amnnityga M-Bignosiai 3 M'A3iB KUCTEN,
GinbLwe 3nisa).

d-AMiHOneByniHoBa KucnoTta (go6oBa ceva) —
19,6 mr/no6y (Hopma — a0 6,4 mMr/ao6y), nopdipuHu
B Oo6oBiN cedi — 7852 MKr/goby (HopmMa — Ao
150 MKr/po6y), nopdobiniHoreH (cevya) — 206 mr/n
(HopMa — po 2,7 Mr/n), KpeaTuHiH y cedi — 103 mr/an
(Hopma — 28—217 wmr/an), pH cedi — 6,1 (Hop-
mMa — 4,7—7,8).

3 ornagy Ha aHaMHEeCTUYHI laHi 3aXBOpPIOBaHHA Ta
CKapru (panTtoBuK noYaToK nicna rinepiHconsuii
(2012) 3 BMpaxKeHMMU AUCHENTUYHUMU BUSBaAMU
(6ntoBaHHSAM, MOPYLWEHHAMM BUNOPOXKHEHHS, FOCTPH-
MW 6ONIIMKU B KMBOTI), CNabKICTIO B KiHLUIBKaX, SKa
npuegHanacs, PO3BUTKOM TMOJIIHEBPUTUYHOIO CHH-
OpOMYy (aKCOoHanbHO-AeMieniHi3yBaibHa MnoJiiHenpo-
natia 3a gaHumun EHMTI), nepiogu 3aroctpeHHs 3a-
XBOptoBaHHA (2012 p., ociHb 2016 p.) 3i CNOHTAHHOO
YaCTKOBOI pPeMiICiel0 Ta NoninweHHAM 3arafibHoro
CTaHy, BiACYTHICTb JOCTOBIipHOro ebeKkTty Bif Mynbe-
Tepanii iMyHorno6yniHom Knacy G, HeraTuBHi pe3ysib-
TaTW TOKCUKOJIOMYHOro, BipycONOriYyHOro Ta 3arasib-
HOCOMaTU4YHOrO OGCTEXEHHS, MOBTOPIOBAHI creyu-
®iYHi 3MiHM KONIbOPY ceYi (MyprnypHUA YU BUHHUR), AKi
KopenioBann 3 nepiogamu 3aroCcTpeHb, MO3UTUBHI
pesynbtaTti AoChiAXeHHA nopdipuHOreHiB y ceui)
yCcTaHoBNeHO AiarHo3d: MNopoipia, roctpa nepemixHa
dopma 3 HEBPONOMiYHUMMU MOPYLUEHHAMU Yy BUMIAAI
aKCOHanbHO-AEMIENiHI3yBalbHOI CEHCOMOTOPHOI MO-
niHenponarii 3 MUOOKMM, NEPEBAXKHO AUCTaNIbHUM
TeTpanape3oM Ta KOrHITUBHUM 3HUMKEHHAM.

Micng BCTaHOBAEHHA AiarHO3y XBOpy 6yno nepe-
BE€AEHO A0 BiaAineHHs iHEeKUinHOoI peaHimauii ans
npoBedeHHs Nna3madapedy i Tepanii npenapaTom
HopmocaHr (apriHat remy). lp1M3HayeHo BYreBOAHY
nieTy (roko3a — 300—500 r/no6y), ocKinbkun aedi-
LIMT CMOXWBaHHSA TIIOKO3U MOXe MOCUIUTU aKTUB-
HiCTb MEYiHKOBOro PEPMEHTY CMHTa3M O-aMiHONEBY-
NIHOBOI KUCAIOTH | BHACNIAOK LIbOTO NiABULUTU aKyMy-
NALi0 NOpGipKHY, NOripLWyoYM BUPaXKeHiCTb nopdi-
pifHOI aTaKu.

Ha Tni Tepanii ctaH mauieHTKM NoAinNwWwMBCS: Ha-
pocna cuna B KiHUiBKax, 3Ha4HO 3MEHLININCA TATHYHI
6oni B rpyaHoMy Ta nornepekoBoMmy Bigdinax xpeorta.
XBopa NpoaoB¥uWia 3ammartuca 3 peabiniTosorom
nicna BUMUCKKW 3i CTauioHapy B AOMalLHiIX ymMOBax.

KoHniKTy iHTEpECIB HEMAE.

TaKox nauieHTui 6yna HagaHa B MOBHOMY 06CA3i iH-
dopmMalLia Npo Te, AKi npenapatn € NOpGiPUHOreHHU-
MW Ta MOXYTb MOTipWWTN CTaH, PEKOMEHA0BAHO BYr-
NeBOAHY Ai€Ty, 3anobiraTu rinepiHconsuii, NOBHy Bif-
MiHY NPUIOMY anKorosnio.

MNauieHTKa nponwna nJaHoOBUA Kypc NiKyBaHHA
B HEBPOJIOTiYHOMY BigaineHHi OnekcaHApiBCbKOI K-
HiYHOT NiKapHi Yepes piK Nicns BUMUCKKW. 3a PiYHUN
nepioa crnocTepPEXEeHHs He ByNI0 3aroCTpeHb XBOPOOH,
cuna B NPOKCMMalbHKUX Biafdinax KiHLiBOK Hapocia Ao
4 6anis, y AMCTaNbHMX Bigdinax BEPXHiX KiHLiBOK — A0
4 6ani., y AUCTaNbHUX Bigdinax HUXKHIX KiHLiBOK — [0
3 6anis. XBopa Morfla caMoCTiMHO nepecyBaTUCS Ha
HEBENUKY BiACTaHb, X04a WBWAKO BTOMJOBanacs.
Xofa nopyuleHa 3a TUMNOM CTenax, MaB MicLe napes
pPO3rMHaYiB cton 3 060X CTOPiH. OUiHKa KOTrHITUBHUX
3pi6HocTen 3a WwkKanoto MoCa — 28 6anis.

MPT ronoBHoro mo3sky (2018): MP-o3Haku 6ara-
TOBOMHULLEBOrO YparKeHHs 6inoi pevyoBUHW MiBKyNb
BE/IMKOr0 MO3KYy 6€e3 YiTKOi AMHaMiKM MOPiBHAHO
3 MPT ronoBHOro Mo3ky 3a 2017 p.

EHMT (2018): 36epiraloTbcs 03HaKK rpyboi akco-
HaNbHO-AEMIENiIHI3yBaNbHOI CEHCOMOTOPHOI MONIHEN-
ponarTii HUXHIX KiHLIBOK Ta rpy6oi akCoHanbHO-AeMmie-
NiHi3yBaNbHOI MOTOPHOI NoniHenponaTii BEPXHIX KiH-
LLiBOK, Oinblle BMpParKeHoi 3/1iBa, NopiBHAHO 3 EHMI
BiA 2017 p. NO3UTMBHA AMHAMIKa Yy BUNSAi HAapoCTaH-
HS MOTOPHOI LWIBMAKOCTI NPOBEAEHHS MO BEMKOro-
MIiNTKOBUX, CEPEANHHUX Ta JNiIKTbOBUX HepBax, 306i/b-
WeHHA amnniTyau M-Bignosigi 3 40TUPUIonoBOro
M’i3a cTerHa, 6e3 3HauylLoi AMHaMiKKM 3 M'a3iB cTon,
rOMINIOK Ta KUCTEN.

MauieHTKy B34TO Ha 06K A4/1 MOHITOPUHIOBOroO
cnoctepexeHHa B «KabiHeTi opdaHHMX 3axBoplo-
BaHb» OneKkcaHApiBCbKOI KNiHIYHOT NikapHi M. Kuea.

BUCHOBKM

lNMoegHaHHA NCUXiIYHUX BUABIB, ANCMENTUYHMNX PO3-
napiB, noniHenponaTii 3 NepeBaKHO aKCOHalbHUM
YParKEHHSM Yy NaLieHTIB XKiHOYOi cTaTi penpoayKTUB-
HOro BiKy € nigctaBol 3anifo3puTh HafABHICTb
roCcTpoi NnepeMixkHoi nopdipii Ta ii ycKnagHeHHs y BK-
rnsaai noniHenponartii. 3HATTA rOCTPOro Hanaay cne-
LMbiYHMMM NpenapaTtamu remy, NnpusHavYeHHs Byrne-
BOAHOI [Ji€ETM B TroOCTpUM Mepiog 3axBOPIOBAHHSA
3 ¢i3nyHolo peabiniTauielo nauieHTa y BiQHOBHWK
nepioa cnpuaTMMe BiAHOBNEHHIO BTpPayYeHUX QYHK-
Lin. BaxknuBe 3Ha4eHHA MA€E O3HAMOMIIEHHS MaLli€H-
Ta 3 NopPipUHOreHHUMHM NpenapaTaMmu Ta 3MiHa cno-
COOY XUTTS.

YyacTb aBTOPIB: KOHUeEMNLiS i an3anH gocaigxkerHs — K. A., H.C., /1. B., T. LLl.;
36ip Ta onpautoBaHHsa maTtepiany — K. A.,, H.C., J1. B., O.K., T. LL|.;

HanucaHHA TekeTy — K. A.
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"HAUMOHOABHBI MEAVNLIMHCKUM YHUBEPCUTET UMEHN A. A. BoromonbLa, Knes
2 AANEKCOHAPOBCKAS KAMHMYECKAs 6GOAbHMLA, Knes

3araAo4Has 60Ae3Hb NopPUpUs: THKECTb MOCTAHOBKU AUArHO3A.
AHOAU3 KAMHUYECKOrO CAYYas NTOPOUPUNHON NMOAUHENPONATUN

KopoTtkmm 0630p NOCBSILLEH ONMUCAHMIO B3AMMOCBSI3M KAVHNYECKOW KAPTUHBI ORGP 1 306D AYKEHMIO BOMMUPOB
B AvTEpartype. MNMopdunprs — 31O rpynna HOCAEACTBEHHbBIX 3000AEBAHNIA, OOYCAOBAEHHBIX HOPYLLEHMEM CUHTE3A rema,
C MOBbILLEHVEM YPOBHSI €r0 MPEALLECTBEHHNKOB B KPOBM 1 MoYve. Hanboaee XOPOAKTEPHBLIMN AAST OMUCOHWS BAMMMPOB
B AUTEPATYPE SIBASIKOTCSI KAMHUYECKME MPOSIBAEHMST BPOXAEHHOM SPUTPOMOSTUHECKON Nopdupmm. HacTast U TSHKEAOS!
dOpPMa — OCTPAS NEPEMENKAIOLLOSICS NOPOUPKS. TONOAQ CUMITOMOB (CYAOPOM, OCTPOS1 BOAb B XKMBOTE M MMNOHOTPUE-
MUST) Y MOAOABIX XXEHLLMH HEPEAKO CBUASTEALCTBYET B MOAL3Y 3000AEBAHMSI. BO Bpems OCTpOoro npmncTtyrna 'y GOAbLLMHCTBO
MALMEHTOB PA3BMBAIOTCS] PASAMYHbBIE MCUXMYECKME PACCTOOMCTBA. ONACHBIM OCAOXKHEHMEM MOPDUPUN SIBASIETCS] PA3BU-
€ MOTOPHOM OKCOHOABHOW AN OKCOHAABHO-AEMUEANHUSMPYIOLLEN MOAVHENPOMNATUM. HETKM MAPKEPOM OCTPbIX ATAK
NoPOUPUN FBAIETCS BEIASAEHNE MOYM PA3HBIX OTTEHKOB KPACHOTO LIBETA. MEXAHM3M NOPAXKEHWS HEPBHOW CUCTEMBI OKOH-
4ATEABHO He M3ydeH. O4aroBoe NopKEHME rOAOBHOIO MO3ra npuv nopdupun Hecneumpnieckoe. AaBOPATOPHBIM MOA-
TBEPXKAEHMEM MOPOUPUM FBASIETCST MOBBILLEHHAST SKCKPELMSI C MOYOWN AMMUHOAEBYAVHOBOW KMCAOTBI, MOPGOBUAMHOrEHA,
YyPOnopdUpHHA 1 KOMponopduprHA. MprBeAEHO COBCTBEHHOE KAMHMYECKOE HABAIOAEHME BOABHOWM C MOPOUPUNHON
MOAVIHENPOMATUEN U AMHOMNYECKOE HOBAIOAEHWE 3A MALMEHTKOW B TEHEHME OAHOTO FOAQ. KynMpOBAHME OCTPOrO NPUCTY-
na crneumdryeCKMMmn NPENaPATaMM rEMA, HA3HAOYEHME YIAEBOAHOW AVETbI B OCTPbIN NEPUOA 3A60AEBAHMST C GUNYECKON
pPeabUAUTALEN MALMEHTA B BOCCTAHOBUTEABHLIN NEPUOA BYAET CNOCOOCTBOBATL BOCCTAHOBAEHMIO YTPAYEHHBIX GYHKLMIA.
BaykHOE 3HOYEHVE MMEET O3HAKOMAEHKE NALMEHTA C MOPPUPUHOrEHHBIMI MPENAPATAMM 1 U3MEHEHNE OBPA3A XKN3HU.

KAtouyeBble CAOBA: NOPPUPUST, BOMMAUPUEM, MOAUMHENPOMATASI.

K. V. ANTONENKO ", N. V. SYROTA?Z?, L. O. VAKULENKO 2, O. V. KUTSENKO 2, T. O. SHCHYRKY! '

10. O. Bogomolets National Medical University, Kyiv
2Qleksandrivska Clinical Hospital, Kyiv

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 intravenous 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 fo change his life style.

Key words: porphyria, vampirism, polyneuropathy.
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