THE LANCE, MAY 13, 1989

THI in Scotiand 1979-41,

Suppled aress = kw SMR.
Shaded areas —high SMR.

Scotland, und the highess (200) wus in Whithormn m the sourh of the
wuntry; for 1964 73, the lowent SMR (29) was in Inverary (centeal
west) and the highest (192) was in Doune, in centrul Scotland; for
1979-83 the fowest SMR {77) way in Easrwond (central west) and
the highmt (177) was in Cunuuxk aud Duam Valley, in the
south-west of Lie cnuntry.

The geographical distriburion of mortalily from THD hus ben
rermarkably cownristent since st kast 195, with high SMRs found
{requendy in the west and south of Scothnd, and low SMRs found
predominuntly in the north and easr (tigure). This disrribution by
lutitude within Scotland, rherefore, does nor tollow that shown on
the mtermational scale.
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LIVER TRANSPLANTATION IN CYSTIC FIDROSIS

Stke—Hitherto heparobiiary complications tn cysuc fibomis
(CF) have been uncommn, prohably hesiuse pavients with CF
have until lutely not Lved long encugh for these prublems to
manifest. However, ay (zcarment for the pulmonary mamfeswum;
Ol CT' Litve invcrcascd lifc PR Sy 2 hepatobibiury wompli J
have heen noted more often.'” Liver tranaplantation is now the
trestment of choice for end-stage liver disesse, and more patients
with CF and liver failure will be referved fin umspbumation. ‘The
results iy nine CIF patients w treated are repurted here.

in the eght years cnding on 1dec 51, 1988, the 1788 lver
trunsplants dope at this centre on 1377 putsenas included 11 in 9
patients with €'F (table). 5 putienis were adulty ant 4 were children.
All had end-stuge liver discase. In une child (case D) CF was
diagnosed aficr liver transplantarion. "'he preoperative diagnosis
had heen biliury atresia but when pulmonary problems persisted
sweut et wore done and were diagnostic of CF. Poatoperutive
management did not differ much from thar for other liver transplant
recipients, except for the special attention puid 1o pulmonary cure
and the noecd for prolonged intruvennur cyclosponin (eranes of
sluggish gastrointestnal funcdon) and for high doses of oral
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POST TRANSFLANT STATUS OF 9 CANKS REVITWED

FVC, /FEV {both %)
— Prey Postop Cufrent stanm
Cuse
A (M3M) 72/81 109119 | Alrve 45 no, working full tune
B(X/F) 62/ 59/43 Died 27 mo
C (M) 105/314 | 110/105 | Alive 3 mo, working fult time
(27 mo/F) - Alive 28 10, in kindergarten
E (41 mo/M) .. Alive 12 1, in nussery school
F (21/M) 7774 .. I ned 2 wk
G (8/M) 50/38 109/106 | Alive 7 mw, in school
HQOYF) 81/68 oti6l Alive 2 mu, recovering from
Nissen s l'w hplication

JQORIF) 61/50 81/70 Alive 20 mu, in school

cyclosporin,  Supplemental  pancreatic  cnzymes  were  given
pewtoperatively onee orul feedings were resturted,

I patients arc well atter 2 mombis so b yaay wids ional liver
funcrion (table). In padenr F hepatic artery thranbosis caused osy
of his first liver. Retranspluntation was unsuccessful, The sconnd
tiver funcdoned well, bur the pauent died of pseudomonus
preumonia and respirstory failure. Another patient with normal
liver function dicd 27 months after rransplantation from an
unrecognised closed-kop ohstruction and gangrenous bowel. 'L his
patient (B) also had Friedreich’s wiaxia and mild mental retardarion.

“Tha 3 asult mrvivars have normal liver funerion and are working
full time or hack in school (parienr ]). ‘Lhe 4 children, including 1
who required u second liver transplont because of hepatic arntery
thrombaonia (L), dee huve normal liver funcuon Parient H has
required a Nissen fundoplicution for ocsophagesl reflux which
resulted from sclerutherpy and an oesophugenl stricrure,

Postoperutive: xweal lests weae demic in 2 paticnts andd showed oo
change. Pulmonary funcrion tests were done in six patients before
and after transplantation. Forced viral capacity (FVC) and foreed
expiratory voluste tl 1 a(ME2V ) wis npmvat in padenns A, G, anud
1, essenrially unchanged in parients B and C, und slighrly decreased
in patient H,

Fxamination of excised livers in all 9 wises revealed cirthosts,
bileduct proliferation, and chronie inflammatory cell infilreare,
Fosinophilic concretions pathognumonic of CF liver disease were
present in 3 specimens, mnd the findings in the other livers were
consistent with the diagnosis of CF,™

Although the limiting factar in paiienr survival with CF js usualty
rospiratory dicense, our patients had only mild-t-moderare
pulmonary disease while progressive liver disense had reached end
stages. L such patients, pallintive measuren (eg, porteaival ahunt ar
sclerntherapy) huve been used.

In the only detailed cuse-repont of liver transplantution in CF the
panent died of infection after 49 duys." Our suricy shiows Uit goead
resulis are possible. The improvement in FVC g be explained by
the removal of ascires, but there is no clear explanation for the
unprovement in FEV,. Tt is hard to bebeve (har any somatic
wutevtuu uf the inborn crrur Kaaureed since sweat tect rveulte weree
unaliered in patients tested postoperatively.

Supported by research grant DK 28961 from the National Institutes of
Tirahh.

Luis A, MisLrs

Phgmrinwnts of Surgery and Pedistra, DIAVID ORENSTEIN
Uruversity Health Canuer of Piseshurgh, Lewis TEPERMAN
University of Flindmivgh, 14118 FODDSTA
Pitisbargh, Pennsylvania, USA; C

ana \r-'nh Madicnl Comtrr, BABURAG KONERU

Pisburgh THOMAS E. STARZL

1. Roy CC, Waher AM, Morin CL, ot #l. Hepatobiliary disue in cysnic fibrosis. A
wirvey of current issucs wnd samepes. ¥ Podiarr Castrommicrd Nudr 1 1116078

4 oscnuseer S, Mtiwsdnmes b, Tuoyauss WM, Raranie A, Tk B V. 'the
mursgeneat of porml hyportcwhae in cysuc fibtosis. ¥ Redutr Nury 1977, 12t
201-06.

1. Pk RW, Grud R). Ciwaroinrestnal granifiaationt of cysic fbrosks: » noview.
CGastroemerclygy 1981 B2 £ 143-61.

1. Oppentwinier ¥H, Dcerly JR. Pethaih gy of cystic Ghronns: nvicw of the literarure and

with 194 ) aases. Perspect Pubutr Pathol 19739; 3 2A1-T8.
% Cax KL, Ward RK, u.ugm-b'ﬂ. Cannues BA_ Nandaes KT, Rurdand Ci Onthotopic

liver Inmantanon i patiniy with cysoc Sbrosis, Pehnia 1967, 800 571-74.




