- 780 - RN R R 2021 4F 11 H 45 38 %5 11 8] J Clin Intern Med, November 2021, Vol. 38 ,No. 11

[ DOI]10.3969/j. issn. 1001-9057.2021.11. 019

[RBR] LR BORR;  BRBENERNEHE;
[FES%S] R589.1 [ X#k#RIRAS] B

BE,H,43 B W Wk G 2% 2 K, [E Wl 4 i T
2017 4E 11 7 3 H ARG, BEABERPIEL 12 48, KIS
ZFRWECAF AL 30 R 1 ~2 %, 43 H I 10 ~20 U),
MBEFETRIE AT, BE 2 RETTEU R FE T i ik . 9
28 RV RN i, ABGHT— KB 12 SAHBERK
VBT , SR R AR, R EE 2 e, HERGE RS, B H
kIR IR b 8 S R/ ME 2R AR . B AT IR 2 15 3 S IR
T, 2 2 b R e A R A M 2. 5 mmol/ L, TR 45 M 22 it
SRl JE 120 Bim B, B 2017 4F 4 A R
DURAE SR, 2 M BEBEnlis 25 IS MURE (AR A AU 2. 2 mmol/L)
TR A 2 R T S A o B R S, R 10 AR B
TR, P B PERR BRI A SRR KR, I H
Yy R . IR S A D fk s A I
S BEACREMREATE) 2R MR 7 4 Lo b ik k{2,
TOHE DR BB TG L o ABEAM KA . T 36 °C,P 80 /47,
R 18 Y/4%,Bp 130/74 mmHg. £75 155 em , A Fi i 42 ke, BMI
17.5 kg/m’* . MEYEHIZS O KA IO S8, IR I e sy 355
WS ,2 /3, e e B SR o U B BE 1M B MK i ol
G R GRS A AR VE RS, MU R L SN IR B, 025 i R
KGR W] M N 1] A, T T OIS T 0R .
XCHIT S0l , s s o, U VSR, LSk 0 e &, LTk A
B RTRBER A S PO 5 ( + +) JRHAE( ) o 9280
BRI A BE IR A I OBE 6. 5 mmol/L; I & A« If 2125
87 /L(130 ~ 175 g/ L, 45 B 19 1E 76 5 (07 8], U 461D
PRAFL BRBEC +) JERAC =) L8+ ) s 2R IIAEY. 7 mmol/L
(3.9 ~6.1 mmol/L) ; B INHE: LI 188 pumol/L(57 ~111 wmol/L),
LR 254 14. 98 mmol/L (3. 60 ~ 9. 50 mmol/L) | Ifi b 4 483
yumol/1.(208 ~428 ymol/L) ; LRI 362 U/L(50 ~310 1U/L) ;
B FURGHUK T 1029 pe/ml (0 ~ 150 pe/ml) . HFSIIAE HL I I
ARIRIIBEA W dil i o P P ARG A 7 U 2 o [ P 49 i
MR AR A < 70 2 BERY R (25 (6] B R 13 mm, 72 %5 ) BE J&E
12 mm) , “HQH D SR, D BEATIRIIBE T . DHEDR 52
PEOHE, R E ST BEAR . MPE CT A 45 Rk W B . 3k
P51 MRT 45575+ i A 22 8 JEASE COBLAm 00l ik 2555 2 BB &) o0 i 2>

FEH H47:330006 7 &, TLVE 4 AN REERE R’ & K2 MR RS B
|
WIEE #5244 , E-mail ; timchengzongyou@ 163. com

- R Bl

http ://www. lenkzz. com/CN/10.3969/j. issn. 1001-9057.2021. 11.019

B

PR T K T2 (55 5) 2540 . b B « A2 mT 8 k-
MBI . BRI CR A LR 1 5. 9% (4.0% ~6.0% ) ,
HBERE 2. 11 mmol/L(1.10 ~2. 14 mmol/L) , ¥iFRIFGHH S PTARKG 2
IR . MRUPCHERE A WA P e 2R AR 1, LR PRI A 4 7 J) P ol
ZUEMERE . C KPR : 25 C K 1.9 ng/ml (1.1 ~4.4 ng/ml)
485 2h C K 1.61 ng/ml, H W ARG A 58 7R AU o 401 28 P 2
MFLERAGI : 8BRS 4. 8 mmol/L (0.5 ~2.2 mmol/L) , 1% 3 /5
FLEE K 8.5 mmol/L, A B35 Jy AR T e, 12k 2 AUME AR
T, 25 R AEAENT R | i LR T 5 | e LR ILAE , BE
K28 AR AL m. 3243 A > G JEPR G745, Zhohr (Aows B s 12 Wt
B

it it

SRRV PRI SUBR BE: 22 358 4% (19 % FR 7 £ H- 482 (MIDD ) |, 2
— B UL B DR R , e ki A& DNA %2 A Bl 2k sl 58728 |
RRLIREEA RIS 8 IR S &t H . AfRE
VIWEPRIE T 0N W R AT AR R AE , ik B ARG & IR
PREEEE (mDNA) A ) S 9848 (3243A > G) Tl i 12, BERH K
FBEBEER T 2 0050 I IR R BN T = T R B AR
e R B, EL7E X £ 3R S A 7 32k PR ARG T B o iz B4 A A i P
A DRI JEIZ R R Y, 2018 AR ST rf [EARER)— T
Meta 537244 A 276 f5i] MIDD 83, Hordr BE R 5t 4% 7 98% , 75
2% NECRTN 5T X b R T X A NS R
BB R R, L ELA S AT R B, T AR S R
SPHURNMIIEN A A X

AT P A B SR 0 S 2 A 5 DR 8 AR A e B SR AT
i, Hor m. 3243 A > G 5455 S 1 2R (A B PR 95 24 o 2Rk (A il
PRI BB 85% o ol TAL 1 45 11X B 20 M IR R U TR
T, AR 8 TR R AL o A0 i T miDNA 28745 1
B LT A0 B, 76 H— 25 ol R 26 B s 2o PR s 1)
I FRARAE 33 38 2 B #5200 M0 1) S A S BRAE e dh, SRk
PR RN L RGP, H W BB R AL M,
WUPHZ E R G GONE I RIS . B I, 2R LA
G R FIZ R, W5 Ry IR 2 TR 2 .

AR R AR R R4 1% Sy MIDDY! A i
B 31 B, BMI 17,5 kg/m® , 54 MIDD Iifi BRAS 5. mtDNA
AR SR RIF AL AT R S M, — i, R T
SRR AL RG ATP 435 W, 10T S B08E 5 2 0 Wi
T3, SR M 2RI P AR B 3R I AR AR £



RN R 2021 4E 11 45 38 %5 11 8] ] Clin Intern Med, November 2021, Vol. 38 ,No. 11 - 781 -

FEUR S A T R AR R, R B A i g
ZOP LR AR Tl T o JAYT I I, KA AR
W 2 45 BT B B T R R, — W SUIR R AL
il 22— A R R T 4 52 A R e LR OB B R 2
o P P U AT filk— 4 S AL 2 b Ak D fig , B 28 ] fi 3R
B AR o DR SV DU RS & O 1 a7
AR FRA TR OB 2 ] AR 2T, R B D R) 23 I I
PEHIE 7 ~9 mmol/L, 48 )5 2 h Ifi Bids i 7F 10 ~ 13 mmol/L, £
FAE AR B 0 ) Kt i B 7 00 0 R R

R P2 H AR MIDD [WARRAE IR R R 2 — Al
SRR E AWV A S . 297 70% 1 MIDD B354 3 E07 708,
B, Z 2RIy AU = AR MR R T A T MR s
10 4F , AR5 I 5835 FL I T 235 SR 4R R XU w25 45 kb 26 v L2,
MIDD & 38545 , H AT 2047 TBOM N THRA

B AT e e iR b AR 1 MR B, BRI IR R 5
R o BRAE DT 58 4508 LR 7R 5 835 1Y 8 I 8 RE R AL 5 2
15% " o e DURE AR A FE 2 0 TR X IR MK SRR 25 , i %
B 0 PG | VA R T I T B R AR .
HIET X R BRE T | L 1Y) B W Th BB B A% i JC ARk I6 7 ik, IR
Pl PR 56 & B FH S 0 1) 2T 85 28 OBUBE AT B L B gl B B
WRHE G QL0 ZEZ5 WM BB A, R E A R I 2%
BB 5, 2018 AP B BA (0] 43 W A B 2 A, IR S A X Zefer
ORI B, 0 W R L B 06 56 0 S W B IR
SER ATTEAR -

m. 3243A > G B E SRR AR LI 125 LI I AE A &S e
KA (MELAS) 2 A1tk % 31, MELAS 254 fF & f Pavlakis
T 1984 4F ¥ SRl g, AT 2ok fA DNA (8% DNA 58748 &
., MELAS BRI 216 10 ~40 % Z (8], HAZOHE R R & 5L
RIMAE R R AR, —REE FHERATIER, 25 HHN
WK R B IR, F AR IR A A O Sk T RE 2 B A AT IR
T A R BRI R I LR K T
FIURRG LF 6 B e o o G A T DAL 4 i e A o 2 o T
R SR O o Sk MRI 4G AT /8 MELAS 2545 fiF H A5 ik
FI,FEEAT X AT WAL IR T L2 K T AT T2 (55,
PLEZ B R B2 B A 5 LA s , & L FLIR K
ST JULRR PR 7% T P 20 YR A0 i rk ] 3 R 22 % T S
RIS LRI, S5 MR 4R 15 9 22 % A, I 25 45, 25 4 2
Kt 451 755 MELAS 2R &R I2 Wibn M. AT J7 1 N E1 40
RO T AR RS, B Ak e RN E SR k. R
ORI B 5 B AR R S RE R AR I . 2y
WIRIT R T AT R B = L A% 1 I S 25 B . H AT MELAS 252
BAE IR 25T AR X8 M L b (A P IR 1Y), kil
Q10 S M A B 45 , AT 0ff i FLIR K T e, I BE R S & LSy
RIS Bhifit it o A1 XEAS B, FRATACHL K 1 FH A A Q10, IF:
FAUE A 0 o | S ol S AT WS & I A o

MIDD B35 5 3 KO BE S IR E . B R, dohn
PRI REREAT L O WUIE B A T B2 AL . MIDD F % A 76 JG ok i
IR OL T & A O JUREBE 0 g 56 3 , 3 AT A 5.0 L4 i
ATP & Bs/ A . A8 B IR T, KSR BF IR UE 58, SR (4 76 4

PRI (DN) & #E F B . B /NER 2 41 2 DN 3E R (1
SR T 28 R R ) RE 185 459 7E DN 410 i 5% 55 b & 5 T B AR
FIS . MIDD f 54 2 OB RS H 3 o 5 T & A AR B i
T4y B TEAR WL T BB BLER (PR 20 B /INERUE T Z 0 T R
IRE R +) AR B /MR IE T % (eGFR) 26. 65 ml/min,
R R A 7 20 0o 3 BE I JRL LB S Joi ] 7S A g, BT OGO T A2
VEESS A 2 B 1R AR PR R B A W A O T RE
e, s e B R 2 .

L LTk, MIDD Iifi K R B2 FE iR R 5 R AR, B &k
BFEZARER2ER EF LRGeS, 6 R 140 5
AR R, LR A T R R 2 R G5 R KR
e A SRR A T R SRR . — FLi2 I B A
Sk MIDD, 3 fiT 3 f BRE B 20, AR 1oy 7™ A P il AR, sl S 002 3
WM 245 0 1 T o e ol T P ORU I R PR I B 397 o
M ELRARER R R EZAN RGN, BEEZERBES2IE,
DISRI RAR  Hh oA  SR 3 T

Z £ X #t

[1] WA, w258, 24K LR A SREH tRNALeu( UUR ) A3243G 572
PRI i PRAFAE [ Meta 2387 [J]. op BB IR 95 2% 35,2018 ,26 (7)
543-554.

[2] EBE, WL FBFE WL, . LKRK (RNALeu( UUR ) B[ ni3243A
—G FARWERAEIG RFF ST [T rh A 2 2 3 L 2 J 7, 2009 ,26
(2):191-195.

[3] BRIR,fu TAG. ORI PRI A PRAFAE S5 RS [T ], b AR A DR 2

5,2017,9(6) :342-345.

XEE, N2 AT 5. ARALIR DNA A3243G 5 B K7 5 Z0R R0

PRIGRIARSGIESIAT [T ] A IR 2%k, 2019, 11 (11) :725-729.

[5] Murphy R, Turnbull DM, Walker M, et al. Clinical features, diagnosis
and management of maternally inherited diabetes and deafness( MIDD)
associated with the 3243 A > G mitochondrial point mutation[ J]. Diabet
Med,2008,25(4) :383-399.

[6] Paine A,Jaiswal MK. Promise and Pitfalls of Mitochondrial Replacement
for Prevention and Cure of Heritable Neurodegenerative Diseases Caused
by Deleterious Mutations in Mitochondrial DNA[ J ]. Front Cell Neurosci,
2016,10:219.

[7] El-Hattab AW, Emrick LT, Hsu JW, et al. Glucose metabolism
derangements in adults with the MELAS m. 3243A > G mutation|[ J ].
Mitochondrion,2014,18 :63-69.

[8] Brunmair B,Staniek K,Gras F,et al. Thiazolidinediones , like metformin,
inhibit respiratory complex I:a common mechanism contributing to their
antidiabetic actions? [ J]. Diabetes,2004,53(4) :1052-1059.

[9] flsKk4R, BT, SRERIR , 55 . SRR D S AR PRI — Bl [ T ] . 1 R
MR ,2017,34(1) .63,

(10T XUAE P , 227008 . LoRr PR B AL 1 s fF HR 2 AT SRt Jge [0 ] wp [y
1B HEE R 4475,2019,17(6) :445-448.

(1012l b, X A%, 07 2. 0L AR /R S A 5 M v 68 BEL A ks PR 1F 52
[J]. A R 259 ,2017 ,38 (10) :669-673.

[12 ] Pavlakis SG, Phillips PC, DiMauro S, et al. Mitochondrial myopathy,
encephalopathy, lactic acidosis, and strokelike episodes: a distinctive
clinical syndrome[ J]. Ann Neurol,1984,16(4) :481-488.

[13]Ohama E,Ohara S,Ikuta F, et al. Mitochondrial angiopathy in cerebral
blood vessels of mitochondrial encephalomyopathy [ J]. Acta Neuro-
pathol ,1987,74(3) :226-233.

[14 1381, PU Chuan-qiang, 5 TV, 55 b 0 ik LI 2 & 1% 3 1k 5%
AR T ()] IG5 2Pk 44,2008 ,16(2) :123-125.
[15]3EZ. o EZohn A i LG f: s LR L0LAE 1 28 AR R AR B2 IR £ K

L)) P B AR ,2020,53(3) £ 171-178.

[16 ]Wang W, Wang Y, Long J, et al. Mitochondrial fission triggered by
hyperglycemia is mediated by ROCKI activation in podocytes and
endothelial cells[ J]. Cell Metab,2012,15(2) :186-200.

[4

[I

(Hicks H 341:2020-08-03 )
(AR 5Kk —VK)



