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Cholelithiasis with a cholecystoduodenal fistula complicated with
paroxysmal nocturnal hemoglobinuria

Takuya Kato™, Hiroyoshi Matsukawa, Shigehiro Shiozaki, Tomokazu Fuji,
Yasuhiro Fujiwara, Motoki Ninomiya

Department of Surgery, Hiroshima City Hospital, Hiroshima 730-8518, Japan

In cases of paroxysmal nocturnal hemoglobinuria (PNH), attention must be paid to potential complications such as
thrombosis and hemolysis due to perioperative stress and infection from complement activation. Here we present the
case of a 61-year-old Japanese woman with PNH. We made the diagnosis of PNH when she was 28 years old, and we
administered repeated steroid medication and erythrocyte transfusion. The patient’s cholecystocholedocholithiasis with
a cholecystoduodenal fistula was diagnosed based on a survey of the right hypochondriac pain. We performed
endoscopic nasobiliary drainage (ENBD) for the prophylaxis of perioperative infection, plus a cholecystectomy and
fistulectomy. There were no complications, including hemolysis attack, infection, thrombosis with irrigation
erythrocyte transfusion, steroid cover, or the need for heparin administration during the perioperative period. The
reduction of the complement activation is necessary in the perioperative management of PNH patients. The prevention
of the development of acidosis and hypoxemia, the selection of washed red blood cells, steroid use, appropriate
infection measures and thrombosis prophylaxis are all important for the prevention of complications.
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ERCP showed the duodenal bulbus was visualized through the neck of gallbladder. The arrows shows the duodenal bulbus

(A, B). Esophagogastroduodenoscopy revealed bile output from the fistula at the posterior wall of duodenal bulbus (C) .
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Washed Red Blood cell 2U
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2 The perioperative course of cholecystectomy and closure of duodenal fistula in the patient with PNH. Antibiotics was changed
cefmetazole to imipenem/cilastatin according to the result of bile culture, when the biliary infection was suspected because of the

signs of hemolysis on the third postoperative day.
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#1 Reported cases of PHN with cholelithiasis underwent cholecystectomy
Author (year) Age/Gender Pre-op Diag. surgical procedure transfusion complications others
Braren V, et al. 2 - OC, duodenotomy, small wound
(1981) 42/ GBstone, cholangitis sphincterotomy WRBCs 4U abcess
Ogin GA, et al. . . pre ope CAZ, VCM,
(1990) 48/F GBstone, biliary colic. oC WRBCs 2U none MNZ PSLA0mg
Matsuda, et al. .. WRBCs 6U,
(1991) 42/F Acute cholecystitis, CBDstone oC RBCs 50 none pre ope CFPM
Covey WG, et al. Pletelet blood
(1992) 46/F Gbstone LC cells none
Kathlré%loso') etal. 55/F Cholangitis, GBstone oC RBCs 6U none ENBD inserted
. . . ENBD inserted,
our case 61/F chronic cholecystltlg cholecysto- oC, smlple closure of WRBCs 2U none hydrocortisone and
duodenal fistula fistula. PSL

% WRBCs : washed red blood cells, RBCs : red blood cells
3% OC : open cholecystectomy, LC : laparoscopic cholecystectomy

% CAZ : ceftazidime, VCM : vancomycin, MNZ : metronidazole, ENBD : endoscpic nasobiliary drainage, PSL : prednisolone
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