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FLARPFRAEEF TFAARBRAFF ARESI L (BATHE)

= W o -

- % &4 Jt.g [ Multiple Sclerosis, MS)-

O] mBRE P4 RMEIE 2B R TH AW T #44 -
L] MRI 845 &% MRI 2 & X5 3518 2 s 4E148 -

| & ¥ 8 4 &9 87 FE(no better explanation) -

i+ 4 McDonald criteria (2010) -

Clinical Presentation

Additional Data Needed for MS Diagnosis

= 2 attacks ; objective clinical
evidence of =2 lesions or
objective clinical evidence of |
lesion with reasonable histoncal

evidence of a prior attack

None¢®

- 2 attacks ; objective clinical

cvidence of | lesion

Dissemination n space, demonstrated by:
-1 T2 lesion in at least 2 of 4 MS-typical
regions of the CNS (periventricular,
Juxtacortical, infratentorial, or spinal cord)
. or Await a further clinical attack
implicating a different CNS site

| anack : objective clinical

evidence of =2 lesions

Dissemination in time, demonstrated by:
Simultancous presence of asymptomatic
gadolinium-enhancing and nonenhancing
lesions at any time; or A new T2 and/or
gadolinium-enhancing lesion(s) on
follow-up

MRI, irrespective of its iming with
reference to a bascline scan; or Await a
second climcal attack

1 attack ; objective clinical
evidence of 1 lesion

(clinically isolated syndrome)

Dissemination in space and time,
demonstrated by: For DIS: = 1 T2 lesion in
at lcast 2 of 4 MS-typical regions of the
CNS (periventricular, juxtacortical,
infratentonal, or spinal cord) ; or Await a
second chinical attack implicating a different
CNS site: and

For DIT: Simultancous presence of
asymptomatic gadolinium-enhancing

and nonenhancing lesions at any time; or

A new T2 and/or gadolinlum-enhancing
lesion(s) on follow-up MRI, irrespective of




its timing with reference to a baseline scan;

or Await a second clinical attack

Insidious neurological

|| | progression suggestive of MS
(PPMS)

| year of disease progression
(retrospectively or prospectively
determined) plus 2 of 3 of the following
criteria:

I. Evidence for DIS in the brain based on
=1 T2 lesions in the MS-characteristic
(periventricular, juxtacortical, or
infratentorial) regions

2. Evidence for DIS in the spinal cord based
on =2 T2 lesions in the cord

3. Positive CSF (isoelectric focusing
evidence of oligoclonal bands and/or

elevated IgG index)

R AAFRR 2 KR R
BRSNS EE - W]
15 A sb gk ok 232 &)

54 3Ukk:

1.

Polman CH, Reingold SC, Banwell B, et al. Diagnostic criteria for multiple sclerosis:
2010 revisions to the McDonald criteria. Ann Neurol. 2011 Feb;69(2):292-302.

Swanton JK, Rovira A, Tintore” M, et al. MRI criteria for multiple sclerosis in patients

presenting with clinically isolated syndromes: a multicentre retrospective study.

Lancet Neurol 2007;6:677-686.

Swanton JKFernando K, Dalton CM, et al. Modification of MRI criteria for multiple

sclerosis i patients with clinically 1solated syndromes. J Neurol Neurosurg

Psychiatry 2006;77:830-833.

Montalban X, Tintore” M, Swanton J, et al. MRI criteria for MS in patients with

clinically isolated syndromes. Neurology 2010;74: 427-434.




FLARTNRAREF TFAARBRAFFAREDBY, (FFHEL)
- %% PE A8 {t.gE [ Multiple Sclerosis, MS]-

N —

[ JmERmEFOSRUMLEEZBERETHRATRERE - (28)
. [ MEMRI %% MRI 2 E8%% - (%)

[ & #3846 #2 ¥ (no better explanation) -

%) % McDonald criteria (2010)=.38 B

o (ub%)

Clinical Presentation

Additional Data Needed for MS Diagnosis

— 2 attacks ; objective clinical
evidence of =2 lesions or
objective clinical evidence of 1
lesion with reasonable historical

evidence of a prior attack

None®

=2 attacks ; objective clinical

evidence of | lesion

Dissemination in space, demonstrated by:
=1 T2 lesion in at least 2 of 4 MS-typical
regions of the CNS (periventricular,
juxtacortical, infratentorial, or spinal cord)
; or Await a further clinical attack

implicating a different CNS site

| attack clinical

evidence of =2 lesions

objective

Dissemination in time, demonstrated by:
Simultaneous presence of asymptomatic
gadolintum-enhancing and nonenhancing
lesions at any time; or A new T2 and/or
gadolinium-enhancing lesion(s) on
follow-up

MR, irrespective of its timing with
reference to a baseline scan; or Await a

second clinical attack

| attack ; objective clinical
evidence of 1 lesion

(clinically isolated syndrome)

Dissemination in space and time,
demonstrated by: For DIS: =1 T2 lesion in
at least 2 of 4 M S-typical regions of the
CNS (periventricular, juxtacortical,
mfratentorial, or spinal cord) ; or Await a
second clinical attack implicating a different
CNS site; and

For DIT: Simultaneous presence of
asymptomatic gadolinium-enhancing

and nonenhancing lesions at any time; or

A new T2 and/or gadolinium-enhancing

lesion(s) on follow-up MRI, irrespective of




its timing with reference to a baseline scan;

or Await a second clinical attack

Insidious neurological
L] | progression suggestive of MS
(PPMS)

| year of disease progression
(retrospectively or prospectively
determined) plus 2 of 3 of the following
criteria:

1. Evidence for DIS in the brain based on
=1 T2 lesions in the M S-characteristic
(periventricular, juxtacortical, or
infratentorial) regions

2. Evidence for DIS in the spinal cord based
on =2 T2 lesions in the cord

3. Positive CSF (isoelectric focusing
evidence of oligoclonal bands and/or

elevated IgG index)

HEEE(R AAJE A 2 R > R
(]| e H4 R EZLEAZRE > {2
17y 35 B Ay SbE R 2 T2 o)

3% 3CRR:

L.

Polman CH, Reingold SC, Banwell B, et al. Diagnostic criteria for multiple sclerosis:
2010 revisions to the McDonald criteria. Ann Neurol. 2011 Feb;69(2):292-302.

Swanton JK, Rovira A, Tintore” M, et al. MRI criteria for multiple sclerosis in patients

presenting with clinically isolated syndromes: a multicentre retrospective study.

Lancet Neurol 2007:6:677—686.

Swanton JKFernando K, Dalton CM, ct al. Modification of MRI criteria for multiple

sclerosis in patients with clinically isolated syndromes. J Neurol Neurosurg

Psychiatry 2006:77:830-833.

Montalban X, Tintore” M, Swanton J, et al. MRI criteria for MS in patients with

clinically isolated syndromes. Neurology 2010:74: 427—-434.




FLARTNANER T TFRABHPRIFF ARSI (BETHE)

-& # P A fbjE | Tuberous Sclerosis Complex, TSC] -

J& AR A

[ mEEH (2R)
L] ®gdms (&)
C] ABal (E#)

[

U] AAESERE
BT 4 B AT X3IRETSCL R,
INGEXFA:R-E 5 & Y5k
% (BrRARZERTELE
www.lovd.nl/TSCI, www.lovd/TSC2,
2% Hoogeveen-Westerveld et al., 2012
Fo 2013).
EE: 10%~25% 2 TSCHh Al
ERAAGERRE > BE AR
£ o {2 R B b HRTSCZ 35 B »
¥ E 2 TSC1 K TSC2 4 A i R
AEHERTSCA M » =T LARE IR 358
Z A4S BAR A

(] B.ER RS MR E
I
HEERBRILEERERM-E2 HERRRILEBREAY - RE
[ Ilypomclanot.lc macules (>3, at [T Coidmiogons
least 5-mm diameter) i
[] Angiofibromas (>3) ) or [[] Dental enamel pits (>3)
fibrous cephalic plaque [] Intraoral fibromas (>2)
(] Ungual fibromas (=2) [] Retinal achromic patch
[] Shagreen patch O Multipl I
["] Multiple retinal hamartomas WHpie TEnaL oy
[] Cortical dysplasias# [] Nonrenal hamartomas
[] Subependymal nodules
[] Subependymal giant cell
astrocytoma
[] Cardiac rhabdomyoma
[] Lymphangioleiomyomatosis
(LAM)'
[] Angiomyolipomas (>2)'
[ |
[ |
B sk € [Definite] 3k B% IR 58 {4 [Possible] 35k
(] 24 REE AR &AM (] 14 e RAM

(] 14X R ARAMA 2 EREEREM (] 22 R FBEARFM

3 B #m): TSC1 5 TSC2

[ |

Byt 22
465 Lk TSC A6 F AEm TSC
# Includes tubers and cerebral white matter radial migration lines I
+A combination of the two major clinical features (LAM and angiomyolipomas) without D AR A8 B o R EX A L BH M
other features does not meet criteria for a definite diagnosis (] #FsespmE

e R
DEERRET HREHHRIERMER > R

DBBEHRFBAE  BREHEROBMIIREYRE - SR T R

Northrup H, Krueger DA, et al. Pediatric Neurology 49 (2013) 243-254

E BB EAARE SN G R REMEE BRECGEANRALH)



FLRPNANREF TFAARBRILRG EREBI, (EFRER)

-8 & A i g [Tuberous Sclerosis Complex, TSC]-

5 P LN
ARETH
1 2 & ¢

[ ] Hypomelanotic macules (=3, at least 5-mm diameter)
[ 1 Angiofibromas (= 3) or fibrous cephalic plaque
[ ] Ungual fibromas (=2)
[ ] Shagreen patch
2. TR 4 fe-d [_] Multiple retinal hamartomas
& [ ] Cortical dysplasias
[ ] Subependymal giant cell astrocytoma
[ ] Cardiac rhabdomyoma
[ ] Lymphangioleiomyomatosis (LAM)
[ 1 Angiomyolipomas(=2)

[ ] Confetti skin lesions

[ ] Dental enamel pits (>3)
3. TR 4 fo- [ ] Intraoral fibromas (=2)
& [] Retinal achromic patch
[ ] Multiple renal cysts

[_] Nonrenal hamartomas
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FLRNPANERF TFAABRREAHFARESH, (B ETHE)

~H-HMALA E4 % |Spinal Muscular Atrophy, SMA] -

FHAILA B E- BEARAM
L2 S MR HMEEN RN BRI » A LE 73055
b 3 0% SR 4T L F (Generalized hypotonia and symmetric

ARV P % HE - R B BR R R
CIWLE [E - A Fd e ie
(Electromyogram: neurogenic changes)
LU R/ DR Y X kel
(Muscle biopsy: neurogenic changes)

(IR 3 B o Bl Bk ' OB

weakness, which weakness is more severe in proximal
than distal part of extremities)

AL 8 /7 2 BB 35 4 F 35 £ (Weakness in the legs is
greater than in the arms)

CIWLEE R 54 38 % (Tendon reflexes are absent)

(15 & R iE 4 (Sensation is preserved)

B A ik SMA £ &%k ZEs
JRFAL 0 3 SMNT gene 47

A 4 Y
SMNI gene =0 SMN1 gene=1 or 2
[ISMA #3332 K
v 3
SMN1 gene = 1 SMNI gene =2
v
R SMNI gene 25 % % LA e g EyAp ae U A8 B
| Tk 2 | S E
! !

L ISMNI gene # 25 % | |SMIN1 gene % 25 % 4 >
% SMA #3235 BF o 1B H v oyd 42 e A8 B

PR RSB R B

WA L LB I8 HRORETEE R - A 2 SMA E R R R BERRABL - 3 SMNI gene 3 %k &

EERE > TS AIF SQSNA > fBigik ey B R Tl T EOILE B LA A 3 -

2. HE S Ep AP L2 TR S 4w 0 SMARDI (spinal muscular atrophy with respiratory distress 1) |
X-SMA, Distal SMA, Juvenile ALS ( amyotrophic lateral sclerosis ) % -

2 FH 1 1. Zerres K, Davies KE. Neuromusc Disord 1999;9:272-8 ; 2.Wang CH, et al. J Child
Neurol 2007;22:1027-49 ; 3.D’Amico A, et al. Orphanet J Rare Dis 2011:6:71.
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FLRPTANREF TFRLAFRREEF AFEBH, EFFRL)
-H-HEALA £ 455 [Spinal Muscular Atrophy, SMA] -

BEZBEHFEHEEXRE T A
% Bk BT A R
# AEIFEIHIE B

Symptoms :

[ ] Ageatonset : _ months,or __ years

[ | Symmetric muscle weakness

| Floppy infant

History i [ | Swallowing or feeding difficulty

| Cough difficulty

|| Hospitalization due to pulmonary atelectasis or

pneumonia

Best motor function : [ | walk unaided, [ | stand unaided,
| | situnaided, | @ lie on bed

[ | Fasciculation of tongue

[ ] Tremor of hands

[ | Weakness in the leg is greater than in the arms
_ o . [ ] Truncal weakness

Physical examinations #i¢ ] Generalized hypotonia
| Muscle atrophy

[ | Absence of tendon reflexes
[ | Sensation is preserved

[ ] Normal cerebral and heart function

[ ] The homozygous deletion/ mutation of SMN/! gene
Y& g

Molecular  genetics  of Diagnostic methods : [ | MLPA

SMNI  (survival motor

) i [ ] DHPLC
neuron ) gene ¢
] CE
[ ] Others

Electromyogram # _
|| Neurogenic changes

Muscle biopsy # -
uscle b1opsy [ ] Neurogenic changes

Clinical diagnosis % [ ] Typel, [J Type2, [] Type3, [] Type4
of spinal muscular atrophy

HRE(RAAIFRA 2 K
B AREHFEULEZLE
A 24535 T B bR m 2
)

11



FLARTERAER S TFRARREL

HFEFEBH L (FEFESR)

-WLE &R £ ILE [Amyotrophic Lateral Sclerosis, ALS] -

AR i ST

(] #1444 (MRI - BS3S R EE3 5488 (
[ R BE#n (GEEME)

U & EEH (L RERLIR S RES
O #aets2ad g Grads/mER/ Fasisms) (L)
%8

255 (&)

MEHERERCEFEELELAY -2

[] T &y ah @ 7 ke 3845
[Evidence of LMN loss]: reduced interferential pattern
on full contraction and increased firing rate

[] i A dedb 4@ fid s e384k
[Evidence of re-innervation]: motor units of large
amplitude and longer duration

(] A WU 4 B 8 ROk i XL R 3R H)
[Fibrillation and sharp waves or fasciculation
potentials]: 55 B 2 AL P oL 48 5 K WUAR 4 Ta sy A pEik

HEHEREERETEHHEARKVEIIAKE
L] s3RRAE ~ B2R- 20 A MER FAERAE B
S AR INGE A ]
[Cervical and lumbar-sacral regions- a minimum of two
muscles innervated by different roots and nerves]
[] BaZEA R3S - 208 —1RALAA R E 3
[Bulbar and thoracic regions- a minimum of one
muscle]

LiE#b R AP F 2 iER

[ s 2 30 S0 LA R 4 3 54
[Brisk DTRs in the bulbar region]
L] ERCRIRAUEE R 413 5%
[Brisk DTRs in the upper limbs]
(] FRERSPALEE R 78
[Brisk DTRs in the lower limbs]
L] Fhamkhl 2 S & g W EMRD
[] F/cMAP % H/cMAP Z i 15 th3d Ao

B & 4 Ao

-ERER (MRD

(] SR80 50 2 R 8 2 sl ot B AT 1 28
[Absence of Iesuons in the cervical spinal cord or brain
to fully explain the clinical features otherwise]

L] AR R R H M 3F A

B Ak 2 [Clinically g% A 7T £ [Clinically Probable] 3% g% A%k 4oL [Clinically Possible]
Definite] 25 EFALS: BE R =, lé_anLS Ba R & A4 B Aa T LETALS: BEARAE A FEE IR
A E AT ™

O #5270 MAHEMEMA LEHH [ fif—Rib s LA

SRR TEWEAME B LE

e TR T EHTETME R

O B BT e MRS AE R Rk e oA
W d s R R A SN AR -

LT SR

DEE AR T R E FALE R R R E 8 BER - &

DHEFF/MEEALRESRY LR E SR AR ILE TR

IBAS HI A FARS e 04 R A M MR S B E

12

TEHHELRTEHFET B AR AR AL AT i A i B S L 22 RE (S LA L
B & TEHFE TR E EFab & TR &
[ £ =R FMEn LEHY O T hid 42 AR g4 B Bt
& BT B 6 AR S AR LEHA BB E
& F R & A [ALS] B m# Y b Y kT
R HAREM

1. Amyotrophic Lateral Sclerosis Fact Sheet:
http://www.ninds.nih.gov/disorders/amyotrophiclateralsclerosis/d
ctail ALS.

#95t ° http:/www.alsgene.org/;
J Formosan Med Ass 2013
http://dx.doi.org/10.1016/}.jfma.2013.01.008
Arch Neurol 2012;69:1410.

Am J Neuroradiol 2010;31:1769.
Amyotroph Lateral Scler 2011;12:238..

htin://alsod.iop.kel.ac.uk/

Wt

ik



FLARTRCAAER F T F LA AR RIHF TS (EFHREL)

-u% $5 ] & A 1 e [Amyotrophic Lateral Sclerosis, ALS]-

7 B TR-ELYN

AFRETHR(L ) Gt A1z

N S T2 kN

1 132 e

2. G B TRARE

BHET2RKEEHEFTH(eE)

GF'tt #iF 4 2 Risk 8 3)

1. # 5B %

2. -7 B

CH AR 4 (2 %) Gt M ®
)

1. "&3% MRI

2. %% & MRI

DA FIERI(E# ) Gt 7 %

FHLEA)
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-4 4 # 7% # | Mitochondrial Disease|-

LR A
O @i (&)
CEm b (Lf)

Ol s o b & 7 (b s O S5/ WL B (iR 4RHE)
(%54 & (MR - MRS) (4%

LIRLAY 0 K & ot b o b & B of R sl e M SR GRAR 4L
(] o 0 ook 2y i SODSRC 44 )

¥ ¥
JRER 354 - 10
[ les s urid it 2. X B WKL
LA T P S B RIER .
AB /.35 8 # 4-MELAS, KSS, Leigh Disease, MNGIE, m‘;’i‘%“ﬁ%mhﬁ‘“ﬁﬁlﬁﬁmm ey-MikALz
MERRF, LHOI\_J. M:luchnndnail depletion syndrﬂrl:l.cﬁ.ii!*iﬂ CIsLA MMkt K AT Flbk iz —
REES i k- FR-RTN RN _
Gt WA T A AR EARRET - ;#ﬂd-#ﬂﬂﬂ.z,mﬂ]tﬂﬁ 8557 3 ragged red fibersz i 3
BRLARBHRAALFEMEENA KAENL || L on e h s 1Pt
. ) , Zipa Ry
Cobie £ B o AU B0 AChE o S48 & = e die el CUTHBMERR S RERTRAS -

[ |mLrt s 88 b7 K GomoriTrichrome s & i 5 4 2% 50 k= ragged
red fibersifs &

[ Imry o o a4 54 T RE
LS TRz
AR R 508 » R COX i & 8h & WL 1) 4 e K A8 2% -
B ASOR, - LCOX &8k & 2 WL 2 8 K A5%
CARAT — 88 o i BY A 5 4L 2 20% -
D347 — 10 8, b B 0 o o b B D 30%0
E.# 4547 & 8 Sm 4 L ) — = L BE K [ 10 30% -

[ e B B ATP g s B E R 23R R 0T » RE G
b HERARSE NI ML LR PR A EY -

[Jdapepmipit £EM TR LRATHRE2—:
AfidE— Sl P b= o g BE & 6 b R E20-30% -
B. 45 45 — bm Bk 6 0L = b B 6 4R B B 30-40% »

Coi Gl i 5 55 340 F) 2 = ok i B S 4 FRI0-40%
[l BATPA K 2 A EH 2238 R E LT »
Huk da B 8.5 6 8 0B (12 % galactose) 2 fe B is il 4k e o

[IREGE: FRTEAS AL RBEY -
[t = £ a4 - o L0 - a3 EFGF21 % X

BRAR 2 MR T AR

[

¥ v v v
BAESE [Clinically & A TH([Clinically BAFTR-TREEEL E& b4t [Clinical ly
Definite] #8455 Probable] 5 M7 5 5 4%$(Clinically Probable Possible] 5 BfdL a4
5T Rttt — BTtk — #ik M4~ Laboratory O# 45— £ RiHiEE
Oea#:2irkind - Of4—#x it supported] B SR LA 6 ok 05 7 2 B AR R
Ofe-—HERme 26 — ik B IFEpR L - #h EEE RS TR 3] ]
EX B 62 O# &z b2 h B ELEFE Y F AT -
Ty LR LR S ER L
BB iR K
o — ¥
I B e 55 R 4 6 AR R *
. ' v
REFREAMES [ Rt it e
ML L INEUROLOGY 2002:59:1406-1411

DEFLATLRE FoaladEanad - &

DABFALERAEREFREY LA A S0 TR

DERPh Mg LIRSS LT HM o -

1 Eur ) Podiawr 1993, 152:1T8-184.
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3. hitpo/iwww, ruibomm.ulj.‘?h{l'l'ﬂMa\F‘
4.Lerner Alan ), Diagnostic Criteria in Neurology, 2006, Humana Press Inc.



FAARFRFAFFEER(RAFFER)
- SR B I [Mitochondrial Disease]
PELBZEEIRBWREAP 204

& PR
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& ZE & 2% 2. ragged red fibers
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FAARBBRRAFFERF(FAFFER)
-#- 388 A o [Mitochondrial Disease]
L e L SRS

[Clinically Definite]
RS B

[Clinically Probable # 4 44
[Clinically Probable]

5 5 -Laboratory supported]
VRO SU B &

ETRSU B

PeAfl R DRSS - fAa RPERE 2 - H - i aqRikopk s H R %
AL EBE TR
-BARVEE - M ﬁx DEHREN B E FrEsa i B 2 e e , .
R ERT F T H B
SR pEEE PRy X TR ’
LR -
\4 \4 \ 4 \4
, H WhFFR-FRERALS »
TPk FE Tefk ¥ it Tk 52 1

[Clinical Possible]
TR SR A R

Flgrid g% o

A. [J# & tes /2 Z[Clinically Definite] s #7548 2 s

B. [J#* & 7z 7 it [Clinically Probable]: #7454 2 75

CORtwmAI"R-THIHREL
Laboratory supported] #7548 7 7

D. []# & g 5t 02[Clinical Possible]; %7 4t 48 5

#% [Clinically Probable s it 48 7 ;-
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FLARBRIAFFERRF(FRFFER)
-#_ 5 88 # 5 [Mitochondrial Disease]
HBTR EF ARLAMA B

4
A

AT TA-FREMA

Tk P a-RRERA A
[Clinically Probable #= 21 %8 5 FATRE R B R AN
s -Laboratory supported] P

VETR S B

Tk FE T &k ¥ it v

Clinicall Clinicall i s

[ y [ y EEET UL

Definite] Probable]

P ETRSU B RO SU B
\ 4 A\ 4

hhe TR PR B

(Fegi2myHhe372)

hae A FIHR R R R

(Begd2FmTh~4F2)

BERSEC E3
(7 B &kt n pa o SREF EHPS Fwm A T 47
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FLARNTRANERF "FAABBRIFFEREBI, EFHEL)
-k U8 A 75 (Mitochondrial Disease)-

E B ERIL

-\4

A BRETHE

1 3373 ¢

2. REE A G B L F(REFELLAMA B
R R AR M R R A L R R
K E )

B. R%# 2

1. — 42 vt 2P 2edEn i ~n

W A

2.% peaE 2 RHB F R ¢ R R
PR [ R IRAPLE [ FARL SR
flgcdsk %

C. iR 2

1. MRI

2. MRS

5.4 o e 4 2)
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FLARTFRAREF "FAARBRAEF RSB, (FR2FER)
-F g (9 & 7% 3 R [Idiopathic pulmonary arterial hypertension]-

1.
2.

? “, EKG, ABG 4~ Chest PA i #% PH.
S BEAZ S A Y B E 3] sPAP=30mmHg.

s

A\ 4
Mean PAP(-T 327 & 7% & 4 ) =25mmHg.
PWP(LAP)(# 2/ 4 (%< % & 4 ))=<15mmHg.

ANA<80 H .

Negative in HIV Ab, U3/RNP and Anti-RNP.
7 P 2 Hyperthyroidism.

7 P 25 Chronic hemolysis(CBT, aPTT,PT).

A w D PE

A 4

1. @ 2t Eisenmenger syndrome, L—R shunt CHD without small defects®, Post-
cardiac surgery nor PVOD by HRCT, CT, MRI or Pulmonary angiography (chose
one or more).

# P 25 Pulmonary artery embolism (CTEPH) in V/Q lung scan.

7 P 24 Porto-Pulmonary by GOT, GPT, Bil(D/I) and ultrasound.

& P 2 Chronic lung disease such as COPD, IPD, and PF.

# M £ PPHN or BPD.

# P 25 Perinatal lung maldevelopment.

7 P 25 Congenital pulmonary abnormality.

Z P 2t PH with unclear and/or multifactorial mechanisms in Group V.

© N OO s wN

Idiopathic pulmonary arterial hypertension(j 3 2% & /&)

Abbreviation:
aufE Ak e.4% dyspnea, syncope, chest pain, peripheral edema, fatigue. b:small defects: VSD<Icm, ASD<2cm,
PDA<0.2cm. HRCT: high resolution CT. PVOD:pulmonary venous obstructive disease. CTEPH: chronic
thromboembolic pulmonary hypertension. COPD: chronic obstructive pulmonary disorder. IPD :idiopathic

pulmonary disease .PF :pulmonary fibrosis. PPHN: Persistent pulmonary hypertension of newborn. Group V:;

Group V in clinical classification of PH in 2013 (& — ~ A & & & 5 #7).
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FLARNTRAZEF "FALARBBREAFEFTAFEBI, (BFHEL)

BN IR %5 R [Idiopathic pulmonary arterial hypertension]-

1 4 B3 % F L IE X S0
2. &K A8 B A% WOk
3. A Sk A e BAR R TR
4, #HWwH L EEFHERE
5. H A3 840 ‘out of proportion’ Afi & sfn B
Symptoms : (Duration, Times or Frequency)
[ ] Dyspnea
[ ] Fatigue
History
) [1 Syncope
[] Chest Pain
[ 1 Peripheral edema
[ 1 Right ventricular heave [ 1 Clubbing fingers
[] Loud P2 [ IHepatojugular reflux
. [ ] Peripheral edema [ ] Ascites
Physical
examination [ ] High jugular venous pressure
L] i
4F5k# Gr. ./ VI at
WeEm G,/ Vlat

Enlarged pulmonary artery
Chest X-ray . ) .
Enlarged right ventricle

Right axis deviation

Right ventricular hypertroph
ECG - P Py
Peaked P-wave

Other:

Pulmonary Standard spirometry o

OO0oooooo

function tests Diffusion capacity

D

Transthoracic

Right heart dilatation :

) FH e RVSP:  mmHg TR severity © PR severity:

echocardiography

[1 Complete blood count, aPTT, PT

[ LFT: AST , ALT , Bilirubin

total protein ., Albumin , others

Laboratory data [[1 BUN |, Creatinine , Na . K

[ 1 Arterial blood gas:

paO2:  paCO2:

[

Thyroid function test :




TSH :  free-T4 or [TSH : T4 : T3 :
[ | HIVAD : oPositive 0 Negative (—)

Lung V/Q
perfusion scan | Negative (—) [ ] Positive (+):

#Chest CT —| Negative ( ) |:| Positive ( | )I

(or MDCT)

#Transesophageal | Congenital heart disease:
echocardiography || Negative (—) [ ] Positive (+):

#Abdominal
ultrasound [ INegative (—) [ ] Positive (+):
Autoimmune [JANA:
profile and [ ] Anti-Scl70 :
rheumatology [ | Anti-RNP : -
consult # | C3: C4: RF:
PAP(S'D/M): / /  mmHg
RAP : //  mmHg
PCWP : / mmHg
#Right Heart CO. '  L/min
catheterization and |C.L : L/min/m?
vasoreactivity test | TPG [Transpulmonary pressure gradient] ©  / mmHg
PVR : Wood units, or PVRL
[ ] Vasodilator test :
[ ] Negative (—) [ ] Positive (+):
HECR AR IR
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