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BB EES EEERE (Autosomal dominant polycystic kidney disease: ADPKD) % JE# £ & L 72
TATHB R FEERE T, I by ) 7hE (Mitochondrial encephalomyopathy, lactic acidosis, and
stroke-like episodes: MELAS) % Bf3 L CTW5A Z EHHBH L, — BT ENTE AR AERB B % 61T L

Bz 1 B1ZREER L 72O THET 5,

SEBNZ 20 e ta, ol WdmREE L MR L 2 BEEREICTHE LY K — &3 50T
# 1l (Preemptive kidney transplantation: PEKT) HAY (ML HEIAE S A R-0®) 12 TXA4EEE XD
LR EARN T Lo Mk T 40— %0 X-3FICEBMHEICTABE L 72, AREMEIEEE (Glomerular
filtration rate: GFR) DT 3# 2% 18 ml/min/1.73 mm®/year & ADPKD |2 L TIZEHEEEIK T 0 HEFTHHE W
DS, MOBEEPIEDOEE LT 7o G EEETE, TR T, LILKERBO L2 L ELIE 2 A,
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1 B (Autosomal dominant polycystic kidney disease:
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LEwvbil, ks & S IHEITEICEREDME T L, 60
% E TIPSR 2ICE L L vwbhTw b ¥ Y,
SRERRJEE R (Glomerular filtration rate: GFR) (22 C
1, 40 FRED ST LG, F O Tl IE S 44~59
ml/min/173 mm*/yvear £ Vb TH Y, #HEHT B
R, RIS DS BRI B I BT B W REE A D
Vb TWws Y SROEFIZEV CRERRER
23541 ml & 750 ml LA, 4E#5 © 30 5% LT T ADPKD
classification 1D, GFR @& T # % (X 348 ml/min/1.73
mm?/year & FHI S N7/AY, BT 14 TO GFR O
T3 13 18 ml/min/1.73 mm*/year & # D o 72, B
R T OZERIZOW TS EE A L7 L 2 A, e
PR INH R, SIE, TWERERE, LILKOPT A
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RO, SORLBEHEICTI by Y THRHIE - #L
7 F—2 A - BE R ERZBEIERE MR (Mitochondrial
encephalomyopathy, lactic acidosis, and stroke-like
episodes: MELAS) & #WrL7zo MELASIZI Fa > K
VT EETFEREIZLEI Ty R TRERSEER
T, FARHEEIR R A 729 BTH D, Bk
VETT2ZE0dsrEvbhTwa "y, —BIiEiE
M A, AEERBME T LB R, 1 Bl 2 &8 L
7O THET %,
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BRE FRMZ CEORBRINWEEYZZ
ADPKD & #ZWrE /2o ADPKD |2 & 2B EEAEICT
T A N — & 3 2 TWERMEN (MERAES B
F—AR—S>LIEZY POAR) IZTXAFRELD Y
BafBizitb Lice k7 40— X-3F 2B E
2 CABE L 720 ADPKD & L Tl GFR O F HEE )Y
18 ml/min/1.73 mm®/year & # <, ABRERI & b 4515
B EBIZES I L 720 BRI T OERIZOWT
BRI Z BB L2 & 2 A, RS TEEERE, ST,
BHE, MHEERE, KO REED, 25425k
12T MELAS & &, — BB B % I L M &6
AL o7,

ABRBEIRAE &R 135cm, A% 208 kg, HLAMIETH
T, WSRO KIS TEEETE & W _E TR o BRI 2 BT %
{E% 5B 720 IfIE 150/100 (VXTI T =)V 20mg, 7
21 Y 25 mg PR, BRHA 52 bpmo

ABRBREMRR CT THBICEHERTRO, F
AR 228 ml, /2% 313 ml(Fig. 1) . i 4: (Table
1) Ti, BEOEIM, BREMT Mz, FLERHE 298
mg/dl (BEHE(H 42~17), E Y ¥ 1.6 mg/dl1(0.3~09),
3471y 3274ng/ml (60 LLF) LwdhdmEfiz
R 7z, FEEAT LTI, FLEEMH 29.8 mg/dl & I EH
DTz WEB—ieHic T, FHW 03K & A gk
RO 7z, LB E A T, DERHEE 33%, &)
M BEIRE ) granular sparkling Kk % 320, LB &2
W S d7zo MRIT/NIMZERME, I ClE st BEEE TRl

DRAH R % 7D 720

Fig. 1

Table 1 Laboratory data on admission

(MEkARAT) (Al ) (Z DAtk

WBC 3,800 /ul Na 141 mEq/1 PR3-ANCA <10EU

RBC 439%10" /ul K 44 mEq/1 MPO-ANCA <10EU

Hb 109 g/dl Cl 105 mEq/1 FLIR 214 mg/dl

Ht 32.00% TP 6.6 g/dl SIS/ 1.6 mg/dl

Plt 21.7x10* /ul  ALB 38 g/dl IA 7y 327 ng/ml
BUN 69.3 mg/dl HIV=F 53.96 umol/1

(PRAAr) Cr 684mg/dl  RATIAZEE Y 252ng/ml

i 1015 AST 33U/L (Bt

pH 6 ALT 36 U/L TP 44 mg/dl

& 3+ LDH 281 U/L Glu 62 mg/dl

UP/Cr 19 g/gCr Glu 189 mg/dl Cl 128 mmol/dl

RBC 10-30 /hpf HbAlc  5.00% IeG 44 mg/dl
CRP 0.05 mg/dl SIS/ 1.0 mg/dl
CK 1,180 IU/L FLER 29.8 mg/dl

Abdominal enhanced CT shows polycystic kidney (kidney
volume: Rt, 228 ml; Lt, 313 ml).



524

TEMATIE, RE TR CPIgT L~V 4 40312
TH 538dB, /£ 563dB) #ilo7z,

tEM T, Gomori-Trichrome #eflz X DEAL 723
ha sy Y 7HAREREICYF 5 ragged-red fibers (RRF),
succinate dehydrogenase (SDH) #:1f1 12 C strongly SDH-
reactive blood vessels (SSV) % #8& MELAS 27 )& L 7%
WITRTH 72,
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MELAS 258tbi, TRl Z 1TV, RN & RER
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O (EFEFT50%), HARIEREGDHETMELAS &7
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G S RIS BRI | TV 2, ot 0 R SE O VR B

Table 2 Diagnostic criteria for mitochondrial disease
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WAL, BIRIMED Y 27 935 2 EpFETFH Y0,
I thRENEr, BRFEE, TEBRENELE AR 7 7 L v A
ATV, B - OB R EEICBEIE L T B VBRI IS
£ % ADL oW TE 52, FEMERIZ oW
T REEEE Lo (R » VIl o TITH
JBTEBIEZMR LIz, FF—I2DWTHIZ FF— &
MWEIIRL-5F, BBICOVWTI bay M) 7REIE
RO LA, I bay N 7RO L m e S T4 R
BREREEFT D) A 2 13 BT L 7. SBEOIHHRE
LCRBEGMG, RNERRICHEEY 27 2HA L7
FCBMOBERERRL, BBHEZEDD L LT,
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ADPKD (£ 1,000 N2 1 NDOE A THIET 5 & b
n, BRBMoOEARLIEADPKD B35 & ik L T EI
TEHBMO L V#IETH Y, S 5IZERBOETI LR
THAHZENPSLPEKTOIWHILETHIH DL EVbNT
W, SEOREGTIE, BT 0T
OEBOBETI bar FY 7K (MELAS) AVHIBIL
2o X bT YR TIIARMIRDAS O 42 & O Mg A
5D, IMIAVFYTIHIEIIFNI R THICH S
mtDNA 122 — FENTwau A ¥ »Ofizf RNA I2B
F5 A3243GEEIZE ), BMERNAOT Y Fa FrIZ
F o) AMEESRIET A, AU XY, T FUREEAE
EINDHZETI MY N TERHAAKMEEDA LT,
bV RY) TOREAEZTTISREITEVWDILTWS
2 FREREIC O W TI/NRSE B 2SR R H o b —
BT, BRASEER AT HOTEENLETH L Y,

ISP R TORBAEIZL), ZAVF— DR
A, TRP-=DRZEEPEL, 250 F 3T s
WRERDAE U B0 FRIZ T AV F — 2 B9 B0 DK, B
FERIHERDE U3 <, BEIRIRREE D S L3 »
LwbhTws (Table2) s I b3 > N 7IHRON
B, B EROMA G D-IZ L D 5 S,
MELAS IZhnz, REIZAHHME - I+ 70— XA TAR
A JE 5 #  (myoclonic epilepsy with ragged-red fibers:
MERRF), 2 V47 4L R 5 & B - Kearns-Sayre JiE
= # (chronic progressive external ophthalmoplegia/
Kearns-Sayre syndrome: CPEO/KSS), Leigh JXIED %
D, MELAS %3 &% o b Zuv 7,

I Ay R T7HROBWILELR L7 (Table 2) s
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AMTOI bay B TRERE, I bar N 7HE
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Table 3 Diagnostic criteria for MELAS
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2. AEMTI Pay B TIBERY (ragged-red fibers 7 &)
3. (MELAS Bi#) FEHIOE R TRy (A3243G 4 H)
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LI R
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WIETERZRO. LoTI Pa Yy FY 7THROREHE
HEERO 3THE LA - BHEAT RO 4THH 272 L
S MY NYTIREBRI SN F 72 MELAS ORE%E
JLHE (Table 3) IZHES LADLEL &, WEF, W, /h
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BEBEESNTWE Y Y, BRI O AT B R AR
T, BAEMRTRMERSE - SRR BRI LE % 52
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LD, ZHEEHERIZEAT L CBEEE 2 2 L ERHE
bhoiw, EHREERZE LN,
AIEFNIFHEIICEAR (1 g/day F2EE) %30, i
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day k) 202523 HBE, EHH ADPKD
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PN 2 2 7)) ST X B N RR R R
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LIVING RENAL TRANSPLANTATION IN AUTOSOMAL DOMINANT POLYCYSTIC
KIDNEY DISEASE PRESENTING WITH MITOCHONDRIAL ENCEPHALOMYOPATHY,
LACTIC ACIDOSIS, AND STROKE-LIKE EPISODES (MELAS) IN A PATIENT ON
HEMODIALYSIS : A CASE REPORT

SHIRO FUJIKATA, KENJIRO OKAMOTO, MAKI YAMAKAWA, RENA OKUBO,
YUICHIRO ATAGI, SHUJI KITA, SEIYA UTSUNOMIYA, YUTAKA YANAGIHARA,
IKU NINOMIYA, SADAMU YAMASHI axo MASAHARU KAN

Department of Urology, Ehime Prefectural Central Hospital, Ehime, Japan

HITOMI TOMITA
Department of Neurology, Oozora Hospital, Ehime, Japan

Abstract:

We report that mitochondrial encephalomyopathy, lactic acidosis, and stroke-like episodes (MELAS) were
also present in a patient who received a preemptive living renal transplantation and who had autosomal
dominant polycystic kidney disease (ADPKD) as a primary disease.

A 20-year-old female was referred to our hospital from a nearby hospital four years ago for preemptive
living renal transplantation (Donor: her mother, blood type incompatible A — O type) for chronic renal failure
due to ADPKD. The patient was hospitalized X-three years for renal transplantation. Since the rate of GFR
decline was 18 ml/min/1.73 mm?®/year and the progression of renal function was fast for ADPKD, detailed
examination of other diseases was performed. Sensory deafness, impaired glucose tolerance and dilated heart
were recognized, and the presence of MELAS was confirmed, and renal transplantation was postponed and
hemodialysis was introduced. The donor was also diagnosed with mitochondrial abnormality, but it was
judged that the abnormality was slight and donation was possible. Recipients are expected to show improved
ADL (activity of daily living) following renal transplantation, and after approval by the Ethics Committee,
living renal transplantation was performed two years ago. At present, the general condition of the patient is
stable and renal function is stable at Cr 0.67 mg/dl. There are few reports of renal transplantation in patients
with MELAS and we herein report a rare case with some review of the literature.

(Nishinihon J. Urol. 82 : 522-527, 2020)

key words : autosomal dominant polycystic kidney disease (ADPKD), mitochondrial encephalomyopathy,
lactic acidosis, and stroke-like episodes (MELAS), renal transplantation




