PNH BB EHDOSRT A R

A PNH RS i

(EEE]

R RERRZFLRFBEEFROFER M - SN
[A3—]

&k B NER B R PRSI NE

B ORAES  KBORERERREERIIER M - IR
i B KBOREROEBREERMIER M - ISR
TEOWE AEREERES mRNE

TR M RBRKEREBIE S RAFCR i - IR



[(HA FT4 o HKEDRM)

KFEHFRIEOHEAIZ L - T PNH O F#IFELTEXTEBY, BFETEWVRENHRO S Bz
Bx 727 A4 74Xy MIEBET MRS 5, ZOHIZIE PNH & BED 5 T HRELRIC
FIE LTRSS H USRI 248 FifF b A E S5, Lo L PNH BFIZE W THVE T
FRVARTEM L 2B X 2 L, BRI BIEOE KRV A7 O—2>Thsd 1, £io, itk
YIiE b IR MR - O A7 B F BRASZNET 5 PNH BHEIC & > UFXEELOFLBRME
ZIIHATND 2, L7eRn-> T, PNH BEOEITINCE T2V A7 26l TR
I T &R, AOHEORIEZER L., FIRALRITO RIZBWTEETH D,

R O #i R TE ML & PNH SV EEMFEIED U R 7 & BE]

—RIZ, BRI A D FANIS K0 R A ARl AR ONEMA LT 3 4, ZOMEIEM IR, RIE
AT 4 T —=H =% LTAE TSR 5 A A b L ADBE 5 LT BRI LE S KR
$MF\ﬁ@m\%:MMW$MWﬁk@7vh~yxﬂ%ﬁ%%2&%%%%?577
7 2 =12 ERBEGT L ZENBESNTND 6 ITRIBRIYED SIS, MR OmFE AL
(2 & D AR A S X 2T,

PNH EH (2R L FREMZB L TIERIT O TE L BMERMm IR 2 & 117,

B I Bh R B #Y
7 M EK &R I EEEFRMEKIEMICKSPNHYO—2 FIR
iR BERALMHLE. MBFHERT. REER
TERANSY PEFH#1R(Z & AHC3E ML
ATOAR RMEKIRR L ARSI
R AFREFEE TOR T4+ —)L AT ML Z R LISV RREREE
nEEES5,G-CSF Uik 3% d )]

# 1 PNH B& o EiHEHIcBiT 247 Y a v~

AT OFRMERER LT PNH RMERAFR L Tr u—r WA X254 2 & T ImmBEIEDR
WSHIRE S D 9, fEk, B R i ERE .23 TS ER 2N PNH B OB M5 L THE
TEIN TV, HIERBRERMEKEER CHIUX T THD Z LRI, BARAF
s HAE SN2 IRIESRMER XL M o e | MmEkIXIZ & A ERESN TV O TRIE
720N,

RERE & LCIE, 777 4 7% v —miiiE ez i 2 LIS WIRAREEE (R 717



IR E)RT aRT L 8 DAL STV D 9, BRI DO KRR (12 ] ~24 FEfH)
B REINH A2 4 C 2 ATREMER H U | BREAR 22 NET 5 PNH BEIZE W CEER D
HTh5H 10, FRMEKELEDOTZDITREERTEZE D AT A REEMTONIBEGLH D 6,
FAETE O T4 REEARIIER ARSI L DT ¥ F— 20 FRG, MiEkERTIC X %10
FRAE AR, R EfEARIC L 2 IR I B B s 5 DR 3 i S s 11, Properdin (P [K1)
XA AR C3bBb (2GS L CRENSE DR THLIMN, TF A R T L P RFICHES
T52ELT7YV—0PRTERED SH, C3 OIEMAL 3l S VA 2 M35 & S, &
HENTWar—28H% 1213, LnL, 7FXANTUVAKRBT F7 4 7% —RIGE
TLRTWEDRET 5 R_RE LWV ER S HD 14, IRERGEDKRIR & LTI, B0
HRE=H Y 7 LIRYFIERF DR 2 JRR R E D72 D O K FEEFBIRA & IR
W GNEETH D, FHOBHREOA PN X 5 i P ERBU 5 CIE T BRI % 500
B, BLOERADO G-CSF b EET & Th D,

VBRI 31T 2 FRRIMARIE U 2 7 & 2 DE ]

PNH (B W TIEMmARSE, FICEHAIRMRIED U 27 NEmnZ LR bNTWD, MRGE DI
JEREFIC DWW TR R 72 H0 IR ST s, I NI 382459 2 78 Hb 2N ERES 5
WIENO WEER 20 L Tl IER O &2 b B2 bR TEBY ., £, CD59 KA
2K DIl IaETE L, BREROREEZ & & OBIRIE SRR ST D 15,

i i FEARE & R AR MARSE . 7 AR FEARIE 130 U) 72 56 i M T o 72 ) ESE TS SR D
BWEBREINHMAIHECH D, AARICET 2 THRIFE CILRIC, BRAREE, EmA
B, LRI & W o 7S, B, TS 2 FTICHE D S DR 16, Foas
[ U i A ZEARE 36 K ONARERERIRIMASIE D2 T 159, FBAICEIT 5 A4 K Z A > (2009
FEUGETH) | BNEABERBERZ2 I COEMOZEENEE L TRESNTWDS 1, ZOHA
R A > Tl PNH 3% R ke FR & U CRlifie R AE ORI 1- & STk b | FHT
WZBTHIV AT Z 7@ ELD —D> ERDAREENH D, ST X )Ml 2 DIERFNIZ
OWTHIALETHDLDOT, [MAA KTA 2L, VAT ERFTRETHD, §F
& TR (BB ERIT WV, R A RTA 2 TIETRCOEETHE . oMo 45
SUEETDFRMEEARLTZELTCND) ITBITAFIRMEERIED Y 2 7 1% [iinfedk
FROHDHRFM) L LT k@I A7) IZT7 07 SNDHWREMERH D Z LICHET &
Th D,

RIATA RTALTIEENENDY A7 U TPREE LT, MER Ny 7 BIRE
22 R EOBIRR T L & FURERIEO B 2\ T v v x—va v EEZRLENR
DOV AZIGE LT PHikEE LTHERE L T D, BRIICIZRIT A RT7A4 v 2B T-2&
20 BOKDO L E 2 —TClE= 2 U A= T HEEDOFEIZE D & TR~ O A4
DTS, 7272 Ly TS ETIHBCKIC e~ CIMARE OB FE AR 2 & SeHiEERIEIC L D
HIL O G OHE DB N L L I S TIEARW =0, PiltEEEE2 X To PNH #E0F



MICB LT R&E DA S TlI v,

[PNH o E#fiiE#HE =7 ) X~ 7]

iR Cs 1ZxfT D Mt/ 7 a—F AFik= 7 U X< 7%, KBEARMEIEEOMHENZ LY
PNH A& OEMmzEICsE L, EMRGEE TOAEMTRITETE SITIEREL 20,
MARFED Y 27 bS5 L 806, BRI T 28 AERIIRFEN D, £
A~ THNEF BT 5 FIoHREEITD 7 < AL EEOFIIR O TITND
M. RV 27 BEm L MfTHREEE SN Fiib =7 VA7 HE T CIEAMRETH L Z &N
RSN TE TS,

Budd-Chiari JEERIIAFERIREAZEIC X - TA U 272 B 7208, PNH BE Co®E b7
72w, FARRERLIESGA. BRI OIS & 72 573, PNH B8 ClilifFBmz
T THHOMBRERIEIC L D RENEZGICAE L D720, FBMEIIERERE ST
72o LML Singer HiI™7 U X~ 7§45 T, Budd-Chiari JEMEREC L 2 FFA2ICK LIF
BREZ AT U, ite & OFE 22 < IFRSBE DS [ L 72 e B 2 3 L7z 19, F 7218 My o5 R,
PNH BE CIIIHAOAH L £ <, HERIC LR MEEDL LiIZULIEA LI, THhES L 7
HTENHDHN, =7 Y X~ 7 AR THEE OFRNE B CIHEYIR 21T 2 T RER #)
HINTWD 20,21, RENRAPE LI O 22 LCHETEANBIEIL « T & v 5 FliRimARE & V
AT FRiOWE B LB D,

raio =7 VX< TG L FOX A I 7L TE, Bl 27 V X<=7 #EA LT
% BEIZ OV TIX 900mg OHMERFEZ FTaT H I G- L. B0MHER < BB STV 5HiE
BINEEAHE SN TS 2128, =7 Y XAw 7 IEHEADOBEFE Ty VAT H#HA L THilix
To TSI TREE ABFE O T L 0 & 52072028, 600mg/ll DO DBEAAR T Y 20—
N® 2 [BIH OG- AIZE 2SR 2 B 2l 217 o 7EFDNH]E ST g 24, X
ik 19 OFREGIIE 3 [Bl DR FREE A B3 2 FIT A ThL TV H 28, 1 BIEER 52 BIZFiln T
bifeRn 2BNE= 7V X< T7HE 1 EEEZICITON TS, WL biliaio CH50 & LDH
Mo IEENTEB Y, EEOENHEER (2720, IFiro U L7 7 U R ELE ST
W Tz~ VEBLEIT 5 TN D) Ttk breakthrough hemolysis SCIMARSE D& OF 1372
oty 2L, =7 VAT HZEALTNWAHZ EBLVOCHS0X° LDH OE=% 1 > 7T
ZOMENTITHD I EEMRTECND I ENRRRENNEROI-DICEETHD
T EEREL TS,

[PNH o JE il & s#Ic 1 2 AT $]
PNH BFZ I TN T 5B50= 7 UV XA<v 72l LEEJEE o 7o —F vy — |k
Z XN R,



IHOYVZXIID
SEHARGAE 5

TIHYZX<TTD IHONVZAIITD
B B EEFSEEEIEES

TH)ZXIIRBOSRS
BB E7 97T B 5 %28/ IXCPFXEHFH

V  IHURTTBRESRAOEHEHRE \I!

A F 7 (FRiaBAE - & & BREE 45 54 3 F1i)

FNBREICIYNBERITHEDZEL
IZVZXITOEE)F-EIHREROEERE

(mELDH, CHS50 (nE#{k) DE=2)THHE

ESRIROER®, DIE#EHE
vHEE
THYXITD —— Soft Landing
e =HtEd

Bm%HALIERGELOFELRE

T U X~ 7 HHEAFAO PNH BHICR L TE, OGN EANICEECTH D, AIHET
SIUXMPRERELS . =7 U X~ T7 OZRNBFMN ORI I 2 #iEIEHE A AR E U A
I EEBRTLIENHFMINORGERICFINARET L2 ENHEREIN D, MfeEDRE
70 & THIREER N EA SN T DHA T~ VBB ETT 5 il 1Z CH50 <° LDH 72 &
ZEBERLS E=4 1 2 L., breakthrough ®EAMEALZR EORMIZ L > TiE=27 )V X~=7 D
B G HIR ORI EABET 05, =7 U X~ 7 O E08G-HI LG O PR 3B
PO HIVTNRWY,

T/ ) X7 READBRFICE L X, B TRPI) o L QOIEmnic=s ) X~~7
ZHALTOHLFINICHEL 2 EREO LS, RIEREDY 7 F o #fi% 2 #MITHEA %
T 5, BEORBMNMFONWESIE= 7 )V A~ T UANOENER (£ 1) %Ak
RG22 & & biz, U A 7100 U HUBERIE 2 & O T2 AR ZERIED TR 2170, i



# 1% breakthrough hemolysis Z EERS T=F UV 735, 7 v0— P A DN WVBE,
HEAED PNH TIXEWI =7 V AT OHREZZE L TH RS LV, FiioT:
DIy ) X7 2B AN LIZEE OGS S ERITINE bkt b & T X& 208, a2
T IR 585413 breakthrough hemolysis #1FEIRS E=X U 7 LN G, 43|
Jo U CHmA AT 228 LTY 7 NI T 4 v TR BIRT,

235 3CHk

1. Roth A, Duhrsen U. Treatment of paroxysmal nocturnal hemoglobinuria in the era
of eculizumab. Eur J Haematol. 2011; 87(6): 473-9.

2. RN 2, AR Fasg, B3 328, A b BYE, db b se2. JEHEE T~ mEmyIERIT %
DIC % J&JE L 7= AR R MR RIED 141, B AR MRS, 2007; 27(5): 785-7.
3. Schutte M, DiCamelli R, Murphy P, Sadove M, Gewurz H. Effects of anesthesia,
surgery and inflammation upon host defense mechanisms. I. Effects upon the complement
system. Int Arch Allergy Appl Immunol. 1975; 48(5): 706-20.

4, Lewis RE, Jr., Cruse JM, Richey JV. Effects of anesthesia and operation on the
classical pathway of complement activation. Clin Immunol Immunopathol. 1982; 23(3):
666-71.

5. Naito Y, Nakajima M, Inoue H, Tsuchiya K. Successful CABG in a patient with
paroxysmal nocturnal hemoglobinuria. Eur J Cardiothorac Surg. 2004; 25(3): 468-70.

6. Kathirvel S, Prakash A, Lokesh BN, Sujatha P. The anesthetic management of a
patient with paroxysmal nocturnal hemoglobinuria. Anesth Analg. 2000; 91(4): 1029-31,
table of contents.

7. Nader ND, Karamanoukian HL, Reedy RL, Salehpour F, Knight PR. Inclusion of
sevoflurane in cardioplegia reduces neutrophil activity during cardiopulmonary bypass. J
Cardiothorac Vasc Anesth. 2006; 20(1): 57-62.

8. Doenicke A, Lorenz W, Stanworth D, Duka T, Glen JB. Effects of propofol
('Diprivan') on histamine release, immunoglobulin levels and activation of complement in

healthy volunteers. Postgrad Med J. 1985; 61 Suppl 3: 15-20.

9. PIBF AP, FEVRMEA R i (38 JRAE O 88 O BRRBHIENT O 1 EF]. R 2012; 61(7):
761-4.
10. O'Sullivan H, Jennings F, Ward K, McCann S, Scott JM, Weir DG. Human bone

marrow biochemical function and megaloblastic hematopoiesis after nitrous oxide



anesthesia. Anesthesiology. 1981; 55(6): 645-9.

11. Ogin GA. Cholecystectomy in a patient with paroxysmal nocturnal hemoglobinuria:
anesthetic implications and management in the perioperative period. Anesthesiology. 1990;
72(4): 761-4.

12. Braren V, Jenkins DE, Jr., Phythyon JM, Hartmann RC, Clark DA. Perioperative
management of patients with paroxysmal nocturnal hemoglobinuria. Surg Gynecol Obstet.
1981; 153(4): 515-20.

13. Gardner FH, Laforet MT. The use of clinical dextran in patients with paroxysmal
nocturnal hemoglobinuria. J Lab Clin Med. 1960; 55: 946-58.

14. Taylor MB, Whitwam JG, Worsley A. Paroxysmal nocturnal haemoglobinuria.
Peri-operative management of a patient with Budd-Chiari syndrome. Anaesthesia. 1987;

42(6): 639-42.

15. Hill A, Kelly RdJ, Hillmen P. Thrombosis in paroxysmal nocturnal hemoglobinuria.
Blood. 2013; 121(25): 4985-96; quiz 5105.
16. Nakamura M, Fujioka H, Yamada N, Sakuma M, Okada O, Nakanishi N, et al.

Clinical characteristics of acute pulmonary thromboembolism in Japan: results of a
multicenter registry in the Japanese Society of Pulmonary Embolism Research. Clin Cardiol.
2001; 24(2): 132-8.

17. 2008 FEA RN FEBEERE . Ml AR 2 e 36 K ONREREFIR IARIE D2 W, 18I, TR
BT 274 R7 4 (2009 FSETHR) . 2009  [cited; Available from:
http://[www.j-circ.or.jp/guideline/pdf/JCS2009 andoh h.pdf

18. Kelly RJ, Hill A, Arnold LM, Brooksbank GL, Richards SJ, Cullen M, et al.

Long-term treatment with eculizumab in paroxysmal nocturnal hemoglobinuria: sustained
efficacy and improved survival. Blood. 2011; 117(25): 6786-92.

19. Singer AL, Locke JE, Stewart ZA, Lonze BE, Hamilton JP, Scudiere JR, et al.
Successful liver transplantation for Budd-Chiari syndrome in a patient with paroxysmal
nocturnal hemoglobinuria treated with the anti-complement antibody eculizumab. Liver
Transpl. 2009; 15(5): 540-3.

20. Kawano H, Minagawa K, Wakahashi K, Kawano Y, Sada A, Matsui T, et al.
Successful management of obstructive jaundice due to gallstones with eculizumab in a
patient with paroxysmal nocturnal hemoglobinuria. Intern Med. 2012; 51(18): 2613-6.
21. Ando K, Gotoh A, Yoshizawa S, Gotoh M, Iwabuchi T, Ito Y, et al. Successful
cholecystectomy in a patient with aplastic anemia-paroxysmal nocturnal hemoglobinuria
during eculizumab treatment. Ann Hematol. 2012; 91(12): 1987-8.

22. van Bijnen ST, Vermeer H, Mourisse JM, de Witte T, van Swieten HA, Muus P.

Cardiopulmonary bypass in a patient with classic paroxysmal nocturnal hemoglobinuria


http://www.j-circ.or.jp/guideline/pdf/JCS2009_andoh_h.pdf

during treatment with eculizumab. Eur J Haematol. 2011; 87(4): 376-8.

23. fdE RS, %k DIZ, <KW %, N EHET, | B, Me SR Eculizumab A
BB BRI T T OB TN &2 LRI T T & TR AFMEAR A~ 71 B U JRAE. B R M.
2015; 56(4): 423-7.

24, Kurita N, Obara N, Fukuda K, Nishikii H, Sato S, Inagawa S, et al. Perisurgical
induction of eculizumab in a patient with paroxysmal nocturnal hemoglobinuria: its
inhibition of surgery-triggered hemolysis and the consequence of subsequent

discontinuation. Blood Coagul Fibrinolysis. 2013; 24(6): 658-62.



