« 254 - RN R 2025 43 A48 42 55 3 #1 ] Clin Intern Med , March 2025, Vol. 42, No. 3

[DOI]10.3969/j. issn. 1001-9057.2025. 03. 021

- R Bl

http ://www. lenkzz. com/CN/10.3969/j. issn. 1001-9057.2025. 03. 021

B % M REARE I 41 2B B PR B 2 2 1 A I B — 151

FH OARE REA BER MRA
[REER]  R& P B MR 2 I 20 26 R
[HE5>3%ES] R741;R55 [ xktRifEg] B
BE 2,78 5 S A4 K7 T 2020 49 H 8 HIlK
APt B 4 RETTEW RiE R =R 2 kMgt i,
B WESIE SR, PRI, s AR 38. 0°C, fEIL AT , G
BRI o BEAEA IR 50, M PR AT o S s G
ToHERR . ABERAEAS A . T 37.8 °C (P 96 /4 R 20 ¥/43.Bp
120/89 mmHg , 45 UALEF B , R ek JE 4 BB 4 %
B )E B RGAS < 1% H0: WBC $%k 3.3 x 10°/1., Hb 80 ¢/L,PLT
5090 x 10°/L, #EIfL B fE: D-— 5 {4 14 790 pg/L(0 ~550 pe/L,
55 NNIER SH AR, T ) o JEHEZER] 5N He 200 mmH, O
(80 ~ 180 mmH, 0) , 3 ¥ IgG 128 mg/L(0 ~30 mg/L) , i i
HAEAL RRE T L A B O M A A SR I T R
Sk R AR TR K BLAR (MRV) 75 A5 4 52 R0 1 0 RS R I %
(B 1) o 3K/ MRI 7R A MBI AT I PE AR T (2, 18 2) .
F IS W 1. I A B (2 IR TR A i) 2. /51 9 ik 52
Ttk AR TE B (A DRS 52 L RO EE) o T REMUE  Faas BEE AN
WG B T RE 45 XTIE VR YT IS, 2020 4E 9 [ 18 H MR TR AT 55
Bt , 358 B A IR B B R A 4P iy 44 M 25 3, 0 R Rankin 738
(mRS) 432 43, 2021 4E 1 5 HIERERE“ IR EmEAFR 2 X7
TRRABE o WA KT  ZEMIARILT) 4 92, ZE00FE Sl ( + ),
RICFH o B IMLH HLAR IR 040 M = R 9820, W 221 240 M 45 v
Z . HEARIFEIREIEH . B T AE : D-— 2R {4 10 490 pg/L,
K MRI R A5 U T0UR PR A BT (81 3) o i Il 787 38 5 78 LA
RESERN b SRS R W8 R . OUT B B 75 7R A B
Pk IE . PET-CT R UL AhREAE S . (3 e 911 s 3 S 2 Hh
SR RN ZEMIBARTE 7 A B B TR IR s e i 55 1f 22 1) R Sl 404
RER N8 T S A A TH AL TE AR AN PR ATUR 200 X IM C R 2K
(CRP)40.0 mg/L(0 ~2.2 mg/L) , ZL 4 UTRF R 32 mm/h(1 ~
20 mm/h) , FR B 37 78 i S (85 A TR HE 28 0 Y 235
mmH, O, 4 Ifil K I8 B0 IR 2E i e 2 B . B B hiiks s
HUZSRTC SR BE Y, $T UT-nRNP $T0R 55 FHME: . IEH#8 M4 CT
HYRRATHG (CTA) 7R 7 30 bk 1A 3 bk L 1 bk b i 2R |
FIK AR TE B I B8 A 25 7 [0 Jiz AT O 22 4 6 5t 9 L 3 I 7K

YRS HAAL:310006 BUM , Wi VT H B2 24 2255 D1 PR 12 2 Bt ( B0 L]
JBAR) 5 PUI A B2 2 e MR AN T 8 — N IR BE B i 8 R (R A B
A B

HIFAEE T % , E-mail ; xudonghezj @ zju. edu. cn; 43 E | E-mail ;
zhujh20210601 @ 163. com

PR TR ILAR T s PR

Jir BB I A SRR P o 22U BEAG A 45 S A
Fe B REREARPE RN LT 4t AL IRFE, AR TE B, 1045 ) BBl 46 1 4 i
R, BERLAEHEFEANE, B RISH: 2R G
TR ), B S AN . T HIRJE et 40 mg B H 1 HK
T AT EE R 100 mg B H 1 3 H RIS S e ARG T R e
4000 TU & 12h 1 KO EP0EE, 097 1A G & TS A
iE,2 A 10 A E &SR BRI ASTE A ; K8 MRV 7R ERAR
SERROP W, BT bR, 2022 427 A 21 H B E R G
SRR AR IR ABE . BE Bk 2021 4£2 7 LBE /e 2 Ik
WA AR, ZURBRIM M, 5200 A A MR 1 15 mg/dl
(30 ~200 mg/dl) \FLER M %A (LDH)300 U/L(120 ~250 U/L) |
liF B M 2L 20 mg/dL(0 ~ 10 mg/dl) , RF 45 M4 A L BE
2022 47 H 28 HE iR A /RIGA W BIGRE S . S
YRR R CD16 A5 , A% 40 i CD14 .CD300e 33k
B B REAN I Y R A B A AT 46, XX 18 1519 AN T K 400 i
A L ABERAEAE 11 S Y RS b o o B A e PR 4
I 212 PR (PNH) A5 I 75 46 0 1) PNH 5E R (5. 76% 1 R 2124
Ji .82. 47 % Fi il .80. 98% AL AL ) o LS T PNH gL
PERI AL AT . T IR e R 40 mg B H 1 W ki
RS FFEE 2000 TU 4 H 2 Y ki 40 DA Py i i
SEXTREVR YT , A UL E I O R 2R BT (eculizumab ) | B35 R
FLET 8 A 12 HiliBe, WkeE PRI 15mg B H 11K
R, IR e i 20 mg & H 1 3R E AR, B SR B /N Rl 4 4
HeRp, 2023 4F 4 9 HEH E IR R A FRIRABE. K45
Krgs . T 38.1°C P 90 ¥k/%4% R 20 ¥k/%% .Bp 160/80 mmHg, Ifil 44,
TIFIEE 90% Ak g HE , 58 PR R WU LT 2 4. e
i#E 7 WBC 3144 5.3 x10°/L,Hb 73 ¢/L,PLT 3% 42 x 10°/L,
CRP 90 mg/L,LDH 315 U/L,D- "84k 11 245 pg/L, BFHE
CTA /R EZIFKIMARTE o 77405 fe i 0 ot i it 7 47 31
EXPREIRIT . B 3 RIGMWIE R B, B EH#HITHET
R, IR e B, I 4RV R BE P 8L T RIS S8 T FETC 12T
WP 0B, S, i 2

T

PNH & —Ffr =2 WL LV R SGE e , HR R KA 1.0 ~
LS/an N . i F s A PIG-A S5 48 , FECR WY
I 2 YL X A A SRR T B o I AR s A8 S BRI A P O I B K
PR ILZT 8 1 IR B s 0L R S RO R TR 8N R B R B U
5o AR 2013 A P & 1 B R 1 10 2T 2 11 PRE 12 W 53R YT P



I AR B A 75 2025 4F 3 H 5 42 1255 3 1]

J Clin Intern Med, March 2025, Vol. 42, No. 3 + 255 -

Bl1 2020 49 H 14 HEH KM MRV &4 B2

2020 4£ 9 H20 H %M MRI KA 45
AR (DWI) |
25 (DWI)

[ LR HOm AL
B3 2021 41 A 27 HHEHL 5 MRI 2

] AR 2 A i LA P VA I S R ot 4 L
LA AR AR ZE , F s PNH [V, 287 PNH a7 .

IR AR E KA AE 40% (¥ PNH B i, S0 1 2 B30
TIPS o 85% B = 1 U T Bk, Sl Bk R TR I b LY
20. 5% {1 1A% 215 ) 6 85 B 22 AN 3B AL, 6 L 4 R ki 2
ok i Z R Tk L 15 P 3 K R K . 2% ~ 8% PNH %
e P K S AR T IR (CVT) Y o Hg—T5xt 15 % PNH %
CVT s B HREDF 5 KB, 4 Bl 1 ZAERE CVT, 2R
2 HBERS A EY, eculizumab YT 1B T, 6 AR IR B R H
50% 7%, PNH (B mERR S W B 2B, A A S 0 1
PR L DA R R AR T B P

iR F I R DA 30 M G A BE 22 Lo R G A BE %
TOAST 4374, HofhJ57 R 7006 45 G 738 S e R It 82 K X 12 9 52
S M IREE , 20 45 5% "L CVT 29 5 B A5 1 1655 955 190. 5%
~1.0% "7 PNH & CVT EILRE ( <1% )™, 50% [¥) CVT
R I DK IR AE A, 8 K 25 Vs S T B i

PNH F35 1] H B0 0457 1A 35 0 32 B, A M40 26 (R 2 )
B, SIS AR B 4 H T R R AR (R AL LDH T}
o I B I 4T 8 (1 Th . CDSS I CD39 {2k & PNH Ifil 4 4 %
P FE SRR 0 P 20 M A A S A A TE VL ( GPT) 4l
TR R O A0 I B 2 B PNHL 1 44k vfiE, 41 it CDSS
5 CD39 B | h s 40 0 55 4T 40 > 10% B A2 W2, PNH
F 1 A B0 T2 B BB - 3 S 40 L ) L9 A 26 78 PNHL T 2.
2 i LS 25 Y B L PR S AR L T A
LU R SO R R

PNH 5 73852 BB 5 20 0L, A ) £ 35 s B asle ot 14 s, 1.
PN R R B b I AR L S R S, R
25T 6 5] PNH - 2% Sl il P4 s f8 8 (I IRARAE | X OB i &
T B AR, RPN BE M LA B . LI =R N
ML NP AES: B CRP FE5 s I CT /R I BERG RS s W e
I8/ 2 A B R TP 35925 5 99 L RS R R A 8 i 2

A B E O B B0 = R R A AR R 2 iE
FhBRAE , A BPURBE M, T B AL o R A Bk
KM ARG o 454 0 S Bh R 2, 2 HEBR it 4% L by 0
BN, BT RN A B R (1) B G
FE95 (R T s R A FE 28 00z S AR (2) o & B, (B
55 B BT UL AN T8 A B o Tl B 25 A H il R SR
o L5 T s e 2% o R 8 2 S L A AR T R 2 4

AR i CDS5,CDS9 AT I £ % PNH ™™,

AMA C5 JI57] ( eculizumab A1 ravalizumab ) & PNH 3897 1Y
HRE, AR R M A P IR R S R ) B R R R R A
fEB R AAARAR  HE NIRRT AFMEINEIF], 5 LN &%
BEBMER o EBIRYT T B, A A T BE s, vl in S s 4 i
FICINIAER ) o B REFEAH P 2 A E 1 M 2O RE , 2 mME— T LIAR
A I 7R ABAFTE T 22 UK o PNHL B 30 R0 i 5 e
3k 50% I A M A A4 ZE < 40 7T BB A, T 990 7 1 15 P A2 i
BRI B SRS T 3 b o = R A SR B
T {5 IRGCEERIAE PNH I A% B T O i T

i

1T PNH AP0 500 4 R BB I AR 2R 3
DAESER 4 FIHEATH0 IS AR BT R o, T 2 4 I
BT OL, SEFAR AL, WP I2 T eculizumab {0y PNH
FY T T2 7242, JLTEG 8 9 A S 5 IR 5 i A8
DAPAR AR 2 2T S A R

Z £ X #t

[1] Hill A, Dezern AE, Kinoshita T, et al. Paroxysmal nocturnal haemoglo-
binuria[ J]. Nat Rev Dis Primers,2017,3.17028.

[2] AR 2 MR 0 2 2L AN R (B3I ) 2 4L 92 25 A B IR A4
LU PRAE S W S RY7 P E L KR T Al g2 A48, 2013,
34(3):276-279.

[3] Malato A,Saccullo G, Coco LL, et al. Thrombotic complications in par-
oxysmal nocturnal haemoglobinuria: a literature review[ J]. Blood Trans-
fus,2012,10(4) :428435.

[4] Weitz I C. Thrombosis in patients with paroxysmal nocturnal hemoglo-
binuria[ J]. Semin Thromb Hemost,2011,37(3) :315-321.

[5] Devalet B,Mullier F,Chatelain B, et al. Pathophysiology , diagnosis , and
treatment of paroxysmal nocturnal hemoglobinuria: a review[ J]. Eur J
Haematol ,2015,95(3) :190-198.

[6] Ferro JM,Infante J. Cerebrovascular manifestations in hematological dis-
eases:an update[ J].J Neurol,2021,268(9) :3480-3492.

[7] Meppiel E, Crassard 1, Latour RP, et al. Cerebral venous thrombosis in
paroxysmal nocturnal hemoglobinuria:a series of 15 cases and review of
the literature[ J | . Medicine ( Baltimore) ,2015,94 (1) ;e362.

[8] BEWMER, M4 b0tk Ss MOk SRR 2B st e [T o
] 1fs PR i 351 27 2 7, 2015,33 (4) 1491493,

[9] Henrique SF, Yotsumoto FK, Costa AE et al. Impairment of Nitric Oxide
Pathway by Intravascular Hemolysis Plays a Major Role in Mice Esopha-
geal Hypercontractility ; Reversion by Soluble Guanylyl Cyclase Stimula-
tor[ J].J Pharmacol Exp Ther,2018,367(2) :194-202.

[10] Zai , KR4, X HE, 4. Bt i 25 AN [5] TOAST 4328 (11 PR 4
fiE FEWR R R K UG (1] AP RBP4 ,2023,61(3) 27-11.

[ 1T ]5E— A €/ kR K 52 A T2 S8 1 B9 v 1) 46 R 30 i3
[J]. v BRI 2P 24,2016, 16 (12) :822-825.

[12]Silvis SM, de Sousa DA, Ferro JM, et al. Cerebral venous thrombosis
[J]. Nat Rev Neurol,2017,13(9) :555-565.

(13 ] 428, MROLRE , TR R [ A e R I 1 L 20 25 10 BRRE 19X 4 20 40 i
PRFALLANM R T S A [T ] AR B 2 2% 3k (&SRR , 2002, 115
(2) :206-208.

(14 THEA Y, 2 5], B0, 56 W R PR B IR 1L 21 28 11 BROT & S L TE 1
il R AT [T ] A Rk ,2022,61(2) :205-209.

(15 ] E Mg =S AR A I CD55  CD59 Xof B M Rl IR 14 1 21 2 11 PR
LW AR L) ]. SERIBEIR I %k ,2019,15(5) :32-33.

(16 J5HK. A M P I 200 2 9 PR a7 e [0 ] v [ S
&k ,2022,42(7) :535-539.

[17 JHall C, Richards S, Hillmen P. Primary prophylaxis with warfarin pre-
vents thrombosis in paroxysmal nocturnal hemoglobinuria ( PNH) [ J].
Blood ,2003,102(10) :3587-3591.

[ 18 ] Patriquin CJ,Kiss T, Caplan S, et al. How we treat paroxysmal nocturnal
hemoglobinuria; A consensus statement of the Canadian PNH Network
and review of the national registry[ J]. Eur J Haematol,2019,102(1) .
36-52.

(W H #:2023-04-24)
(ARCHE =)



