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a
7182 (inspiratory capacity - IC) : IRV + TV (£7|7} 2Lt Z[HE S0|0H 5 U= 3719 ¥)
715X ZTt7|2F (functional residual capacity — FRC) : RV + ERV (£7|7} L1 Hof| o= &

712l &)

|
Ij| &2F (vatal capacity — VC) : TV + ERV + IRV (Z[CHE7|0f| 0|0 Z|C
|22 (total lung capacity — TLC) : TV + ERV + IRV +RV (Z|IH2 S5I¥S 0 I LHS| Z7|9|
)

HEZ0I Kol S0IZt B7IS WYt o= HEL HRE £ UK & 4 9= SHo|ct,

I 7|sZAt (Puimonary Function Tests)
> I 7|SS LOIELCH=E A2 H2 Q0|2 7tA WEt0] & LOojLI=X], 7|=0= 0|M0] =X, 58 &

0|+ LH+l= ZFFOIA O] 0] Rl=X], ot 2t AH|= HESH| § 257t H7|S A siEetrt.
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FH 02 SHYUS = A0| B 1 7|5 HA.

"dArets

1) =2 m&2k(forced vital capacity : FVC)

- X2 5t0F FZE 2 S0 #A & O Ao HeZ 5 EMX| WA ¥ o W & ZoIch

2) 1= ZH 27| (forced expiratory volume timed:FEV1)
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3) FEV1/FVCH|g

- BS YYRIS2 FVCUl 70% Ol14S 3 1=0] LHE & JAFLICH HHH 3

JI'U

A8 W& Wt 120 3= 20l HLHH (FEVI/FVG0.7) Ol= L4

=0 o7t ASE AlA

1

Ct.

4) ZH B2t 57| 84 (forced ewpriatory flow:FEF)

- JI=HAET|of JHY WS HAR £5] 22 7|9 HHE 2Ot ™

TIEX| MAME TS O M0l ZA HHOR 7|EX| MA2 7|=X[0| ofH FF0|Lt Xt20| FO{XS mf MY J|AX|Q Hal I X2 s 7| =]
+£0| YoiskasCt.

o[zt HZ|E 0|&5I0] 7|HX|E X=F5t= ASOILL SHE SYUGH 5t +F5h= XS WA

]

Sol0] Y ASsSE HAYUL 712X =52
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1) H2K4 2710l
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Zt X|EE= LIojet 7] M¥E Taist HMA o|=X|(Nomal Predictive value)7t Q&LILCt.

HAL Zots mFALY] HAKIES Y GIEXIE H|wSI0] HA £=X17F HY ISR 80%0140[H HUOR ZHFEILICH, FEVI/FVC)T0% O|H HHoR

I2tA & gXte| FVC7t ZCta stE2te He o5X|2 Hlwote] HESt0{0F HLICH
- Y D HMASR] [ HY dSX| )80%
FEV1 / FVC )70%

BYst= &M= FEVI/FVCE BN HMED 0] X[E7} ZAE0 ASH HiMY 27| Yoi= YZIELICh FEVI/FVCIt EH0|H LHZ22 FVCE 4T
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1 AAE0] QUSH Mty #7| o2 IWYHLICH FVCE YE0IH HY2=2 THELICH
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1. 719 8X(ME) ZAY 714 4H 2% 7| £357] 0|82
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STPD 0c 1 7| 2 = kA AH|Z, EHUIIA HIEY S

2. H Jls AM BR
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(AT, HWE7) S|, AU, SIS (E7I0L2), HEAY, =N S
HEZ JIs A
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S7IHEE ; AUSII0M MMs| 75X Ho| SUMNUS W HEY
UHEY ; AUE7|Z oHS7IEE BE2 £HSI0| Jhits HEY
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S HII ¥ : FUET AX0M 71E X o WO SUE 2E S
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4. Spirometer ( Benedict - Roth & spirometer )

. 37 (Bell2l X0 mat) : 9L, 13.5L

QIR Z[HSIHALXI M

- 62



. IEEE

—

H&E (32mm/min) : 25 H7| & 23 =X

4 (160mm/min) : 20} &7 & £d

I£E (32mm/sec) : =Y S7I1FM (Y HEZ, 1£F)

.|

I

Spirograph pen : H7| & 28 =3

Ventilograph pen(§7| 7HAHH) : 2|0} &#712 54

# Ventilograph pen2 S48 : 9L (1/25), 13.5L8(1/11)

. 71

Soda lime (CO. E4H) : Spirometry0il= AL23}X| %S

T AA AHIE SHO AE (FIZUA)
Spirometrys 71 &3 271

Spirigram2 REZMAM dZC2 J|5

A, 44, MS, 4T o} xo] AS

5. 7|Et E7IZo0 HA

% HEY

% HEE = 45 Y / oS HEFH x 100
HYR - 80%

CEHY HEY LYY STIFH0M FE

% B

ox
B
T
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n
nx
e
e
1

HMX] : 70%
# 27| H0} pattern

% HEY 80% 01, 1=8 70% 014 : & &7

% HEZ 80% 0|4, 1= 70% 0I5} : HIAAY #7|Z0l(obstructive defect) ( HI7IS,

% HEZH 80% Ol3t, 128 70% 0|4 :

4
A

% HEZ 80% Ol3t, 1= 70% 0I5} :

. 371&¢Y ( ATl : air trapping index ) : SE250| Al

ATI = HEZ - =34 HEY / HEZ x 100

YYx| : 5%015t

L EO BT (RAETIE, MVV) @ XPEE o o5 122

% MVV = HF U&7 / s HUSIZ x 100

4 HEF /S Y HEZ X100
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]
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N
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HAX| - 80% O] A
H X|E (HAX| : 85 ~ 95%)

=

EI1oEE - 8719 oHS

. e
WNEg = 1 / 3 W x 100

YR 1 20~30% (=, WLHMY HEHA YF)

Z S714: 7123 M (Flow volume curve S4)

E50 37148k, 50 371ES 3o WY 35S A
Hd g : ol 2 255 FM
T&£d "FE I 58719 TA
JIsH HINE, TIE
Spirometry2 HAt 7t
A : HeE XIAIZIAR SHe HM32H
I N2 2 XAZIAR Gt 0. HWs2Y
: Body plethysmograph(X& 7|2
LENE
Eolet M JI@OILL 7|X] S JVIEE S2= R O NHE
JIEe FII, FH, Z3 BAJAS (FR71= vrHi)
ol auu

SEXNYT YN

Body plethysmograph2 =3

HAY #I1R0 A0l 28
BA = JIEL ASHO o5t 53

9 Qlmy

og

SEXN

6. HE 7|5 HA
. Closing volume (CV: HI2{EX

ZUS7] /XA 100% MAE SHMZU £ MMS| SEAMFITM N2

EEE =3 (resident gas method, 13] &%)
(HY N. 352 Z
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ro
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ST YXIAM =

S

HUW 7tA X IS HM

@Yol F71e #M 57t
oz JEHHo| 0|2

H s AN

2yY : 13 554, 4 YHY, NEEY
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5| &Y (Cooll 9%t H&its ZHAL : DLco)

EEIA M2 : CO+ He + 02 + N2 (0.3 + 10 + 20 + 70 %)
o2l : ml/min/mmHg

DL : HEZJ[2 gASo 28X} 1torrd @ (ml/min/torr)
HE BHX 2 SHO BHH

# g2

o

715 H4, DLCO2 8t =) . Alveolar capillary block

(A-C block E&3)

45, NN AZQ Surfactante] A0 O30 SARS ($5X) : BZY, ASAZ o

L& o MSE2Y | M : 4395 39
. M&(Nead space) : 162X|2] T YM7IAMNX| (FIASR)

B - SN |

Tk

L M7IER Y gf2 2](HE U3)
JIASR wEo ¥ JIS(F 5 tAwE)

H Zo| JtAwE : H DS S0l 2l5t0]

SEXH 5% : FNFO Bo| $IIH B4

SE9 sty xH : CO: 9 71 — &71¥ 37t
PH. acidosis — (&) Alkalosis — (Z2)
02

Aol A2 EE 7=

.28 7IH (B2 KEXH YA (B2 MEXH
37l 4= Xl (A. V. L) : MVV % / VC %
E7] OlHIZ 1 MVV - MV / MVV % (H4 85 ~ 95 %)
. Mol ©3d Xot (H715 §) : FRC 57t (7t S0iH)

. HEXO| F3 (HYRES

ot

: FRC &4

. 8715 : 249 Hol(Restrictive) ; H ], H 28
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V.C 80%0l5t, FEV 1.0 70%0] %
: H2HM ZoH(Obstructive) ; HZIE, 71&X Y

V.C 80%0|4, FEV 1.0 70%015}

rioh

71 gEtel 324 ¢ €Y, VRS, EIF

o

0

123} 57| : compliance ( Bt )

i

2

i JIRAE M2 UENH FYS LEHHE
C.R(AlE=) : compliance (C)& XM&(R) = (CxR)?
A8 2 HE @ 2| SUsH0F %ol Solory
JIE= FHII00 BHH

H gt 59

. DL : 122t0] BZOt2 SIStH A5 HAY
HE Z7|12 A5 E2Lxt

D HEHEO| HH HESFHO BHH

. DLCO : 12Zt0] HIZAHZ%S Satst CO. ml/min

NS - 2EY HY, HARSA Z0] HEINHO FHAYM BR
H7IZ 20| HEHEH ZA

YIEXE Hbo| XstE AL

HIZ J|s

. 7tA%E ZII9ke JtA wE : HUIIIAZEO 2SiM OIR0H

. HE7|Qt Hoyzio| JEA W : HEM S0 23HM 0|20

B. G. A.(83 712 24)

. Hb 1g : O 1.34miet ZE

. Hb 02 : 0: = 0. (0. capacity)

. 2o - AZto] Zapetol mat = 0. #4&, CO. 37, PHEA

PH 3 : BE &4SH ; 37C — 7,383 6,841 2SH
PHE SXIst0l F= ZH ; Sstatxol A5HS
CEELELES B

P 0. T3 : Planography #2|0fl 2A& clark® 32 W
0: 2¢ = 100 torr
P CO. M= : Severinghaus & M3

CO: 4% ¥ 8%
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. oAJtAol A : O, M2, PH(SE7L 45351 Xal)
L ASTE B, 30U, JZSR2U(PH) 1Y B2

. Standard Bicarborate(S.B) : 37c PH 7.40 P CO: 40 torr ¥

. 384 MEZ : ( Resp. acidosis ) : PH ®3t HCOs 7t
. 584 71215 : (Resp. akalosis ) : PH 37t HCOs Z2
HAHY M=ZF : ( Resp. acidosis ) : PH Z4 HCOs Z&

. HAHY 271215 - (Resp. akalosis ) : PH 37} HCOs &7t

HI1SHANAZM22012/09/18 10:41
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AFXIO|LL ZHA} =OF JIXt2 =77 ol5{oL 3t HIC 22 =0] A7 WA 7|0 ™35t 2Xto]ojo} 5t oloa & = ZHAL0| 7
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XIE £0|H L} 52 MAMGHXICE 0]Z10] HIHX| HX|= 4= AM07t= BE&O0|Ct

[71Zt231 £20[0171(6)] OLEZE2|0F 2013.10.14 | Ol A& 0|

AAoh DJEZE 2|0 M2l 7152 MTo| O Fst A0 BSOIM YTH M SIS Me me

Alzg 3=t B9t Ze AM7ISS HAYCH 1372 3 Mo D7} EHESHT, 4691 13 Mojl X177}
ERYSET, XITO ALAT} EHOILED, 4A0t MATE ZBEH 20| WAHLIT, AST S20| EfOILIH 5 =

0ol Q1Zio] 1 B&S SOt X170 10 A ™ CHHIEMS0] S:}S I 2150] MY X 2T
A

71= X Ha2 243 STIAL. Bt d=tEs R A= o 20j2= WY=SOICH 1 A2 T
MNEYSHAE ML= CHE OF Y=OIQUCE T2iLt I CHMEYE S2 o 3t Z2 0] Y== S5l
HILXIZ HHE 7ISS A MCLO{EA Y= MAS Xe] HOZ TS £ JUUE AHLM? A2
Y=Q HAE YU MO0 DIEZECI0FE AHelef Lo OIS0 S} 7| mZ0[Ct O[ZA| off Ct
NEYE2 CIYet 4= S2= TIale = AUE HO[Ct B 7|0 ZFH}H CHHEYE2 DES
EZI0tE ME £22 MOISYU2ZM YEM SSHUS 2 OtL2f, OILX| CHAIRES 208HLt SFAIZAC
LtOt7t DIEZEE|0F7} 71X AH FTXNK] KHile| RTKZ ZOISRACELD Zit CHMEZYS2 249

FAl ‘At O|BY'CR HAE = UUD, SX X710l EXHst= ME2| CHREE0| D|EZE2| 0t} S
g = QA SACEH 4002 A M EMASE QIR= CHM|ZMEC] |10 fx|off A UL,
602 M|ZE SILISHLI0 S=EHOflN =3 JHLt &= DJEZE2|0f7} LHRE] UCE, QAHE HAZSHA |XI5H7|
M= MEHIRUM HHH J|ISE & SICt XIS7HX| MIZ7} 2400 2fa ZOoHE &
oM i} P o SO W2 %"% UOTF|= AOR YN ACLOEZEZ| 0 LHE0 = 0|F LM
W(E—Hﬂ()°l DNAZ} T &t} KXt} SEi6H EHIE'EF oI DNA01I" D|EELC2|0t
H&(ribosome)2| DNALL oroF &
20| 2|5 D|EZEE(0t IR
2= 849 RII12 tEE2 |IE
(H)2to] =3t AmIo 2347} US 7H540] UCH = AL ALO|
UALE 60X 4 BE ME QHo) U= O|EZEE|0F KoM AA(MSHEL}, A, F IUX| AL T
te HHS3|2 £0M O[RIX|H, 11 mf ofojHA =
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http://weekly.hankooki.com/lpage/life/201304/wk20130404070025121500.htm
http://www.enewstoday.co.kr/sub_read.html?uid=301697

o

s
Okl FIF

ZF HMEHO| X2, AL 2|20 ol S017F A= AES 2o 2B2= LM5HA 22Tt S4

(Bt2t2)28H 2T, €Y

Mo 19

dgs US4, sHHOE J7| 2| HAE Mo ZejM, HHKo| My
SlZ=Z8I0 oM 22 & ZE MEWZ HINOEICE MZELHS| DIEZEZ 00N HHF0H2| XE2
OtMIE CoAZ HeatEl SE2 AL A0IZ WHOIM AL, Of0|& AEELN, ATHE SREIEL
SHM, JOIEM, Afapdt, SexL FHUL] IFES AX[HAM NAD+= NADHZ HEE|HA 0] 0, Z|
EXHo= ATP(OILX])E RHELE Olmf =47} HRSIC / Y22 HAMZLA(HIAUEFLHRA
g

) - UHE (F)H0IMHA CHE

OE

2003.02.14(2) 21:05

100& O] F== Lolofl AEAFHEA “#0I" =Q11004 0]y =L ASHA FZ0| =X
St |REXL HARYDH Ol=ZM KH5] =H7S SH 2 HHUEFO0 S A02 7]
E 0 Ak, 0l ZZLOtSO FME OIEtEL wE (SEMLHIE) FUS0
H2 BIMOXM 1004 0] Ol 52Hd 1004 0I5t =2 117HS ZAle 2L F+L9l
2 22 S50 HUXIE SSHFE LML A MNM(DEZEZ(0H) UK SEX
OF HOo|H ASS LAAUOY HAUCH, = F+LAS2 HE AMEHSH AF0 0] FHXI}
B0l 2 7t580| sHiLt EUCtY TACH AR T2 MES SHAA AEHFN A= &
X2 55| o{HLSHE AT A EC. 1004 0] =92 17%7F W2 AHEA |

‘C150T" 2t 22= SEFHOIE XU YU M, 994 0|5 LAS2 02 st HOIE 717
ALR0] 3.8%0 =ACtY OIEtEC] W4 ZXIUCE I= E AEA |FHXIE HOIEEH 0]

FHX7E SA6 I’E.*ﬁlé 471 HHHEM 40| Tt MtatFoN 24E 2RSS
5o &d UaAsts A= HQlrtn YLt

A& Al (mitochondria) 2007-09-03
MZELY EXist= 78, e 71 97| DYo = F 7|7t CiYst 22 X F, 0|F2 442 =Xf 5t

FYES 0IEA2ZM OHXIS Yitoh=C| O|EE L}, = 0|2f2ES Attt d=H2 HUX HE=
22 ATPE ditols HES B0 £ MEe} CHE XMEe| KRHEEE 71E DNA, RNAS 7HX|1 ATt
2, 2717} Mz a} HixotH XHSAE S SEE YBM=A Qs QAS ZF1 ANM HELL S
YEAE 717 SEE MEZ 426t ULk M 01219 ZE M0 EXiote 42, Sji2Y, 1
HEYS LEHHC, HXR0IZoE BH, AMEAE el 252 AEMA2Z Mo LHEI0M 2HZ2
E ol B =& st LH'E.*I'-} %’.‘J‘HIE HX }"1'”71“-} L2y Qlitet ghS0| Hoots LAt &

2t oldcare hitp://cafe daum.net/aged—care 2009.10.20. 14:18

At M| (mitochondria)= 1000 ' & Altmann0i] 2[si XS L74%|0] elementary organism2 2 E2|0{%
=0, MX LHoj| =XH5t=s ' free-living organisms ‘2 MQtE|AALCE, XWX HEEL] HO0A
HAIE SHE2 0] Hefe| 7HaS LS AU2H, AR ZF 10 YEH2[0f2 R E |F=AUCtT 42
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http://www.hani.co.kr
http://blog.daum.net/_blog/api/ebook/javascrip?:openImageViewer(&sidx=5&lpp=10&uk=UbqTuK97@5EAAEuifTQAAAHg&mk=Un0PXG4t1EcAADnJVhQAAAIb&od=0qfxW000);
http://blog.daum.net/_blog/api/ebook/javascrip?:openImageViewer(&sidx=5&lpp=10&uk=UbqTuK97@5EAAEuifTQAAAHg&mk=Un0PXG4t1EcAADnJVhQAAAIb&od=0qfxW000);
http://blog.daum.net/_blog/api/ebook/javascrip?:openImageViewer(&sidx=5&lpp=10&uk=UbqTuK97@5EAAEuifTQAAAHg&mk=Un0PXG4t1EcAADnJVhQAAAIb&od=0qfxW000);
http://cluster1.cafe.daum.net/_c21_/bbs_list?grpid=1FAAq&mgrpid=&fldid=S5tE
http://cafe.daum.net/aged-care

E|0X| 11 ULt

1962 Luft SO| ZtCHAL 2EXHOIM AMEA| 71S O[L0ll CHet SHE MAISHHAM AENE 2=2 2N 2t
o AE ME A7|BOZ MOALUCE 01F HZES XM 55 H2H(respiratory chain)2| 7|5
2T HefstHQl M et AISE B 0E SoiA X oM AHEFS| HH0| CSE SEE

XL

=
=

19633 Nass S2 AHEH7t Xp212] 125 DNA (miDNA)E 7HX|1L QUCH= AMME s
Het FHUM mDNAS| 2= H7IME0| EUEQAC, T2iLt AFEFI0| et Rt 7|=E 1988

o| AERY miDNA SAHHO|7t LAK|7| HMX|= SASHA| FUUCL 0] A2 AN ZHet S50 7
ZEM7t =L, 0% QUA| Zgtar 2 E 5070 0]42] mDNA SAHHO|7} LAEUCE, CfFLE o ZH X

S AFRIHIQl 71S0IM0| allt ARH, B, NASMA UE 22 S5 VHYME S8
g2 SITHT HQHStT ULt
mIDNA ; O]E2E 2|0 DNA(EL miDNAY= DIEZE2I00f Q= DNAO|CH OfEliAl AlQIALS A4A5}
L ojate AUsID B2 QNS HTL T K2 QMHZ GAX|I|E St

X

AR Z1EHo| QIAF QAL

8
i
re

[l

|=

re
ol
X
uin

AHEH He2 27| Hord g7 E JATI0 ZX Chst Al7|0f 2EE 5~ QUCH AR e 71 S
3t EF2 stLte] 7|1HEE oF 7|20 2X SYS LIEHE LYol 02 JoITt, 0| LAE2

heteroplasmy2| ot SEHHOILE 2t2to| ZX|0tCto| Mateld folo)| et Hx|2| Xto], 22|10 o 7
TAXILE AR |TXE ALO|2] £

=3

AR 2EE 78XIE = Us ST TY Y2 en, EES Y XSS st A7|of 2y

ot &I, M3, 2], WEH], d%, =, A, &, 48, 25 S o3 T7IS0M 2dst= o2 71X S

=2 Zghs 7K1 ATt =2 M4 Lt HUX] S JHT ZXO[LL 7| A4S0 2MHoE Fe¥

= B E=H, 21, 5, A%, ZF S0 EHO|CH matM AR Zete| 7hg Sot Y2 HE #

2 SY0[t & &= AL o offH =2 ZE0] o T} CIEA HIHFHO S LIEH L, SH0] ¢
710 2XMM 2EE Of AN ZEs oale = U

_"E

71 E =2 HIE AMEH Het2 M MEa ATP M Ato[oiAe] 7|5 ZEe= EIE Luft HO|Ct,
0] & O|20f AX| ‘Y2 Z3t0| OfH LZHSHAM &0 B 5= UALCl= o2 SAHS0| EnEULCt
19881401l O|=2{AM{0f 2 {F& miDNA SAMOI7} MS2=2 B, O] Zeato tigt 2Xt M=ty
7|=7} OREE[7] AZSIRT, QS| 5071 O[Are] ME CHE miDNA S$EHO|7} O3 CHYSH UAMK
AME UsSlE AoR HIEU=0, MELAS (mitochondrial myopathy, encephalopathy, lactic
acidosis and stroke-like episodes), MERRF (myoclonus epilepsy and ragged-red fibers), Kearns-
Sayre S5 (retinitis pigmentosa, progressive external ophthalmoplegia, ataxia and heart
conduction defects) S0| CHEZX{QI ZL0]LCt,
MELAS2t MERRF £Z 2 tRNA {2 SCHO|Z L SHX|2, Kearns-Sayre S o2 mtDNAS|
(0] =

CirtE 22 2L 53 SHHO0L AEE PYH Y2 ChstAl LIEFE == Ut GIE =

of tRNALeU(UUR) gene2| A3243G SHHO|= progressive external ophthalmoplegia (PEQO), maternally
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http://ko.wikipedia.org/wiki/%EB%AF%B8%ED%86%A0%EC%BD%98%EB%93%9C%EB%A6%AC%EC%95%84
http://ko.wikipedia.org/wiki/DNA
http://ko.wikipedia.org/wiki/%EC%95%84%EB%8D%B0%EB%85%B8%EC%8B%A0_%EC%82%BC%EC%9D%B8%EC%82%B0
http://ko.wikipedia.org/wiki/%EC%97%BC%EC%83%89%EC%B2%B4

inherited deafness and diabetes mellitus, MELAS St} HEE|0] UL, o A0f|M CHAFHES L
EtliE 0| SHAISHK|= 2L d2{Lt miDNA SSIHO0|2| BXet CHE R TMXIete| ASAHE0| 528
AOE O{AX|1 ACL tRNA SUXI2| SAUHO(Q} 2 AAS ALEA THEZo| Mo 243 |LUS
0f complex I, lll, IV, VoIl F&tS F= dZist AEH =5 A eSS fYctt A0 SXHE2 7Y
miDNA Z40| ZHe st ZE0M EXE0 U0 B T 2™, LHS

Q1 Oy Z2 o7 7|2t0AM 2| MZist &S LIEHHLE,

gel exs

— [—
X| o0, QtAHsls, USRS T, 2E24A A3t SE X
Al
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Ho
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ob7lo) MIEolA E|=Eof
HAUI|SOH MZTEXIMC 0]y AZTHO| WI|= BLS YMHOR BEY & UH, 0]HS ¢
2ol a0l mapk M2 ot _’.E’S!OHH ZNE mDNA $E0| W57t SICHs AHIS WSSt U,

rh mH
Ho 4%
my
rlo
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mjn
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Lebers hereditary optic neuropathy (LHON)2 FH2 MloijM HHS RLUA7|= RAHRH Haee2
90% Ol 42| £tXtolA complex | LY TS THEE mIDNA RTXIL| M2 CIE HEH#O0|7
ATP synthase THITHRIE L 3t6l= FUKXI0AM L] FZHHO|= neurogenic myopathy, ataxia and
retinitis pigmentosa (NARP)2t Leigh 35S SYEICE 0] SHHO[A miDNA SSHHO| et 54

H

M
ful}
n

o dlot Y= HREA AL, =2 ¢-’.f— O] mDNA SEHO| Y= A017|0f LlSt= 2Zet Leigh
S2TS Y27|H, H2 +E2| miDNA SAHHOI= 20 O =2 AN LYsi= E d2fet NARP S
@S go7it), d=ty Qlitsiet ﬂ*aﬁﬂkl 7 HAN LAE i AAE FTX SHHOIE Leigh T2
=4t complex II| 2 71 EOFOf|l M EAZICE o RHXIL| SHHO|Z Lds= ALEX Za2 HE
74 H2ol $YS LIEHXIT, 2] 7HX] 2IdX A2 miDNA SEEHOI0| ofet AMRIX| Rkt FALS
0| BICt

Mitochondrial neurogastrointestinal encephalomyopathy (MNGIE) 2272 AMEH =& ¢ifje] &4 &
MEZOo| ZtA  0f2] miDNAS| 0|4 A2 EXOZ 5h=0|, 0] 282 nuclear DNAXIM &S 3l5H=
thymidine phosphorylase STXte| SHMO|2t HEE[0] QUCE, 0|0 CigH HHO == thymidine
phosphorylase2| =&430] mDNAL| R X0 S5t MZELH thymidine pools= HEIA|7{ LY SICH= 71
0] ULt

ArshH oItk oxidative phosphorylation)

AR S5 GMe T £ SENE YR UA2M, L3t QLo ATP Mo LS oF 1
Mol MZ CHE THHE THR|E 71X UL miDNAE 2| 85 ¢ 54 S8 5 4712 54 S|
Oof Cigt Zkzte| TS S stst=E, complex | (NADH dehydrogenase)2| 77H, complex lli
(cytochrome c reductase)2| 17H, complex IV (cytochrome ¢ oxidase)2| 37H, complex V (ATP
synthase)2| 27H2| F+AEt|0fl CHaH &S StCt. Complex Il (succinate dehydrogenase)E nuclear
DNAGIA 2S3}EICH =& A= AFRIA| LHE0A XK (proton) XIOIE SaHA ATPE AM-dStLt.
Complexe |, I, V= YXtE 7| S22 HLHD, O|mf 471 M7|ststx XI0|2HE W .‘5J UIEPNIS
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complex VOl 2|aiA] ADP (adenosine diphosphate)diiAl ATPZ2| 440f| O|2=IC},

ARl mate] Qs

AbHE| QIMEE S22 Hio} HT of2f

MIDNA SS10]0j © A

B0 A e Rusts RTINS HEls| LR mDNA BRIVI0| R YA 240
-

mtDNA EAHO0|0fl=

2 deld J2oM HHsHAl ZEE|0X|H, nuclear DNA E=

Helx Z2ts fEstAl E0.

I

.|
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rir
gl

%= (duplication)
C

2l(rearrangement)2t HEHO|(point mutations)O|Ct, %ﬁﬁolﬂ HiOL THA[OIN 2ot A0z ZA
KUS LIEFHDE, A MEOHAME SAHHO7} 2le = U=, O|AHS AHLdo| A gl ALE 2|0|
StCt, St Mol SO Het miDNAZL 20| EXH5t= HEHQ! heteroplasmyUiM = ZAetsS 24
2 & Ac Y mDNAZL SE5HH EXHSICIH S5 A 7|5 &48 |RYUSHKI= =Lt J2iLt &
Ho|=t HY A AO[2] H|7} Ol &S HO7IH, S5 Al ZAF0| WM Z4S RYUst=
gx|9] = EFet ZXUAM 2FE0X|= XS] 270 m2t Ct2L, SF4FA, dE, 2], 2,
M Z2 X2 2 HUX| =ZS E2E 57| HiZ0 Ot G2IsICt 62 XX| ALo[ofl EX{S=
miDNA S¢H0|2| EX= 2tXje| AL FetsS EC.

nuclear DNA2t= CIEA miDNA= MEZE0 M ZUHO = £Z0| EXEX= E20, UtE MUZ2|
miDNA 22|= Yot £Z2 2EE T™AEX| P=0 25, stie] MZE7H 2E miDNA SAHH0|E
FH S & A, OE JME= mDNA SHHO|E st #X| 2= 20| 7+S3SIL. Heteroplasmy 8

= HME 2ES ol= S & 2 EFEIHI FXIE0XX|= E=0. Hor™E7] =710 Ldst= miDNA

SUHO|2| =4S 2E= 03] =X 2t M= CHE miDNA SHHO0| HIES RYE & ACH, Z2
ZEOME MZO| o2t M2 CHE miDNA S¢HO| HIES LIEFE 5= ULt

2|(segregation)0ilA{2| 0|3 CHAFAM2 HHOFZ|O M LAE &~ AUT| IZ0| mDNA S¢H0|2| "*EE

MICHOIA CIE MCHE FHOR MalE 4 JAon, AAS2 MIHE OFF Chst 2| miDNA &

Ho| M= E |7 WS 5= QUCH 2L} Est 0{2] MIHE AHX|= ST heteroplasmy ExE7} I=|I_'JH

UHSHH RXIEl= 7HAIE UL EXE mDNA SSHHO|7t RLUsHE 42 HEe MAMIZLL HMZE
e

= =
H AlQ] S¢it0|e] U Hot ZtZto| ZXIoA Q] dILiX] 23 $F2| XI0|(tissue—specific differences)

HI

o

FSE HIL U2 WS OEUIKZ $XI0] W, 745210 Sol, YHsOl ZTIT MZEHH HA}
AIBE|OOF 5 S48t Watats ZAL 2REXZAL EXIHSIA LA B4Ho|Ct

1522 AR S5 Hset AE O|FSMOl QM SN W0 MAS FOIS 7120] HIE0{of
BT QUAMEOl ST} $H 2 ZOZO| QM AT SHE mIDNA SHHOIS AAFSILE HHE Hi

AlAFRILE, AMEIAIE Of2] o ZEXist7| W2
T =
= OfLIEIEfE EH—'?'—='°I SOIA miDNAZ} 2HHAE ZetS2 o] 7| HAE SYS FEUSH| HEO

OletX HALE MI2dstA oto{0F StCt.

ULHOZ NE HBYS JIKIX| Q2 £ 7§ 0180 THS At AUS Hol= ZS AYH Wl
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7tsdS LEHHCID & 5= QUCH miDNA 213 Zgtnt |ASHA -."-'.’-’.‘_%“i!% HO|= AHEA REST
02 7|0 2MM SES LIEIH7|= oiX|T, 2 ¢ q 28 Al7|7t HO} #ECE, AHE

M Zeto| 0| S ATIL 2 220 LIEHLE ZSE miDNAQE 23 E HEECHE nuclear DNAS}
HEE AR Zata 2ot H2E|0] QU0

rn

U
XITt ZAl= F lactate?] £H0|Ct. Pyruvate dehydrogenase complex (PDHC),

Krebs 3|2 L= HXITYH S +=Z0AM AHEIA i pyruvate 15171 Bl = A0 2t

pyruvate= alanineQ= FEtE|AHLL lactateZ SHAE = ULt Hf2tM 0| SES2 A ZHats 712

SXEHAHM 7t 2AS HOICH ZX0AMQ] Ltst-31H2| HE0 M2tA lactate:pyruvate H[E0| {FX|

2 22 U1 B71E L5 L}, M 1%

XatH &7tstLt, PDHCS| Agt

E35ICt,

MER =EE -?’JI}OHM'- Sy Iactate7} Jg)g LA X| :;7} 10| cE235 }X

oMol =3

OmM, MNGIE §§- EEXHOf 'IE EZHQI thymidine phosphorylase ’é’élol W HEN ES

g w8 7125 T

bl

I-H

ol

o IOII

-Io |1|o|-

¢afe| Agto| U= BR0l= lactate:pyruvate H[Z0] &

71
Ol= O] HIZ0| MM 2 {X|ELt Ol ZE TEH AN

|:|0II
30 m"

=
—

40
ol

U+ 20| M0 e

=
S AS HOE B9 Y

thymidine2| Z70| ZITH0| |E35ICt
AR Eet @ Xs EEAO K AP|ISEIEY FasS Ho|=0|, Leigh 322 dR0= 7|1 X3} X7t

OGN E=do NZSHZE MSE LIEPHCE &, MELASS| AR0|= stroke—like HHO| F2 ko St

22, E5| =FYUM HEEICE Kearns-Sayre 0N = ST L[WEO| 0|4 SHO| HEEH, 7|

Xaliol Mzlgt 4742 Kearns—Sayre 3 =1t MELAS (mitochondrial myopathy, encephalopathy,

lactic acidosis and stroke-like episodes)0lA] BEEICE, Magnetic resonance spectroscopy (MRS) Z

AtO[M 2] lactate peak?| BEE TITH| =20| ELC},

AHEIA| Zgtofl chet CHEES| ZITH HI2 AEH =5 A2 E4 7|SH mDNALL nuclear DNA &
0|= 2

= P
AHHOIE ZHAlst ENSt 1} M3I5HY HHHS 0|25t
of

4r
HI

rir
og
Jon
JH

1 B
COX), ATP synthase2| &dx

LMHOZ MEEE 7M1 U= HEHtE] HANYEO|L,

uccinate dehydrogenase (SDH),

Ch S
cytochrome ¢ oxidase gt §4 ZX5t8 GMH(enzyme

rlo D)

histochemical staining)
FHOl NADH-dehydrogenase?| 8= ZH2 0| YHS AJ|0fl O{FCte L3 ALt 2Lt 0|24t
A ZX|gist ZALO QloHM ZEE2H 4Fet Yol 715X ZAR0| UAO0{0F ELt= AMO F2|510{0F
Ao EZXQI 2X0|32 YEf= tRNA RTXIeE AEHEl miDNA SCSHO| 2tXtollA] LIEFTY,
2 Gomori trichromedi| §4 SME|H, ragged-red fibers (RRF)2t E2ICt, RRFE & +

HHHS SDHQF COX SMEHO|CL J2{L}, 0{7|M= RRFE Z2A Ho|1, Mal MQ= zZMo
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OtLtHE HAEEZ|SISE HAKimmunohistochemical test) ZIEH0)| OIREIOF”EP Xt
At EI0f2] 710N disorganized cristae®t crystalline structuresE 7+%1 0|4 242 &t
f. AMEIR|S] X2 LhsbH Qlitst ZEO| g Hedo| BiZ o2 M2 E|0{ZICt, Z2KO0|Lt Ct
M AHEMIE 222|510 polarographic (oxygraphic) methods2 ALK & ¢2HQ| 7Is2 &4
tCh. O] HH2 ME CHE AIH0IM ME CIE 7I12S 58 SME S07H 5, 44
HHHO = complex HFIVE S8t TXIHFO[AL] ZAEt2t complex VO 2fgt ATP H-dx
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EHE = AUCh EF, 2ZETH(spectrophotometer)E 018510 22te] S8 A §4 S8 24k
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