AZCTE i A AR Oy
fAets :

:..

sp ides
nod“zcr.

no J’ss d
?‘.:A.-'("'&C

ces lower /3 of esophac

P \ received no iron or trans
Dtach&r dlag sz L s cirrhosis, portal hypertension, esaphos
e, &

with hemorrhage,

2nd admission e /60

Upper Gi blee:
airophy.

Gl series: esophagea! varlices, no ulcer, Splen
:pianﬁger?agawﬁ - 5 f?!m - patent ﬂﬁ*or*c and pcr?a

End-fto«side por

ng
ge

i

ing. Physical examination: essentlially as before. WMo tesiicular

removed ”’eﬁ massive hemosiderosis.
2 d Fergen one wesk,
~Lost Z-3000 ce. \r&n fusions.
,~"’n Foye b AT TN A
A LR RS ¥ Qtﬁi JEE] OF 43 ing 3 Q‘ 34'.'(.,
e

present

ot it v———

atient continusd work
s clalme only -2 cap:
za on exer?lan and progressive swelling of his iegsg HELG*VEV 5 d?“seremr
ines from local physlcian identity sti knoun., For a K

mission, he experlenced lncreasing somnclence e becams irreticna

and was admidé h

en pcm " (cz.

'IN
o v
e C 3
-
O
g
b=
5]
[+

Physical examlinatlions : patfcus described. "e
te Spid:r ang fomaefa on shoulde Mo peimar erythems, &

norps i, teral bastiar raigs, Heart LQ”ULV 2 cm. fartarat
Béﬂe, RSR, A2 > Pz, no murmurs or galiop. Abdomen: ! ver douwn
ﬁ: spiﬁvn or leff lobe of ilver, 7 ! size and consi
al edema of lower extramitlies to F id=f
Incident with neomycin, profein re:
aém§w, edera hes decress Gda
iiver biopsys poriatl
bife duct celliz and in me
Bone marvow: Tnmrep

=

BY &

supportive care, rapidiy aae

ion in parenchynd, Kupffes

L’}
ugwr






HiGHL! GHTS OF IRON MEYABOLISM

B bie P i e P e e A 4t It

_ |

P >
ggwgfe ouoosnu« SEJUNU §LEUM COLON

ABSORPT 14 kiy E / L ;
0.6 - l 5 mg. absorbed/day -’

PLASMA IRON 4
epprogimately 5-4 mg.

TRANSPORTAT IGH Fe*** & Yransterrin
(35-L0 mg. fur::\ed over/dey)
\\
UTILIZATION Bone marrow ”\\
and {2025 mg/day) 2 Body ceils
CONSERVAT §CN
+--- Hemoglobin A4
¢ STORAGE IRON W
STORAGE : 100D ng. 3 eath of cellis
) » RE system, 1iver,
: Hemog!obtn/ spleen, bone marrow
v Catehollism
ey .
u Wy
Hemorrhage Urine, sweaf, Desquamat lon
EXCRET ICH RBC in urine bile, fecas of cells
Menstrual loss (0.5t mg./day}

evg. 0.5-1 mg. Fe/day



B {BL I OCRAPHY

RIS S R

Aeviews and Comprehensive Articles

b. Sheldon, J.: Hemochromatosis. London, Oxford University Press, 1935,

2. Finch, S.C., and Finch, C.A.: !diopathic hemochromatosis, an iren storage discese,

Kedicine 3L:381-430, 1955,

3. Dubin, .M.z ldicpathic hemochromatosiz and transfusion siderosis, Am. J, Ciin.

Path. 253514-5l2, 1955.

li. Petersoen, R.E.: Hemochromatosis In The Metabolic Basis of Inherited Disease.
fcGraw-Hill Book Co., inc., 1960, pp. 839-866.

iron Metabolism

5. Wallersisin, R.0O,., and Mettier, S.R.: Editors of iron in Ciinical fedicine,
University of Catifornia Press, 1958,

6. Bzutler, E.z  lron metebolism. Ann. Rev. Med. 12:195-210, 196}.

7. Haskins, D., Stevens, A.R., Jdr., Finch, S. and Flach, C.A.: lIron metebol Ism.
iron stores In man as measured by phiebotomy. J. Ciln. invest, 31:543-5L7, 1952,

8. Chodos, R.B., Ross, J.F., Ap%, L., Pollycove, s and Haikett, J.A.E.: The absorp-
Pion of radloiron labeled $oods and iron salfs in normai and iron deflcient aube
Jocts and in idiopathic hemochromatosis. dJ. Clin. invest. 36:314~326, 1957,

9. Krantz, S., Goldwasser, E, and Jacobson, L.0.: Studies on erythropoiesis. Xiv.
The relationship of humoral stimulation to iron absorption. Blood leéEhr i,

1959,
0. Fiach, C.A.: Body iren exchange In man, J. Clin, lnvesf.'2§:592, 959,

t1. Bothwell, T.H., Pirzio-Biroti, 6. and Finch, C.A.s  iron absorption. 1. Faciar s
inf luencing absorption. J. Lab. & Clin. Med. 51:244-36, 1958.

{2, Pirzio-Biroli, G., Borhwell, T.H. and Finch, C.A.: lren absorption. !, The ab-
sorption of radiofron administered with a stendard meal in man, J. Lab. & Clin.

3. Pirzlo-Biroli, 6. end Finch, C.A.: {ron absorpfion. iti. The influence of iren
stores on Iron ebsorpiion in the normal subject. J. Lab. & Clin, Med. 55:216-220,

1960.

nd Buftenwieser, £.: The veguistion of iron absorption. 1., A search
actors. J. Lab. & Clla. ted. 55:274-280, 1960.

)

i5. Doudie, €.B., Schachter, D, and Schenker, H,: Active fransport of Fed9 by everted
sec § rat duodenum. Am. J. Physiol. 198:609-613, 1950,



W R T e T N D 20 T T N S T AT S B 41 S A

Serum ijren and iron Binding Capacity

f6. Randel, F.F.: Serum iron and iron-binding capacity In clinjcal diagnosis.
Ciinical Chem. 5:1-12, 1959,

¥7. Petarson, R.E.: The serum iron in acute hepatritis. J. fLeb. & Clin. Ned. 39:225-

17
£56, 1952,

18, Higginzon, J.,,Keeley, K.J., Andersson, M. and Walker, A.R.P.: Serum iron levels
in siderosis due fo habltually excessive Iron Intake. J. Clin. invest. 36:1723,
1957,

19. Hathorn, M., Gillman, T., Canham, P.A.S. and Lamont, N.M.: Plasma iren and iron
binding capacity in African males with siderosis. Clin. Sci. 19:35-43, 1960.

Ranifestations, Differential Diagnosis

20, MacbDonald, R.A.: ldicpathic hemochromatosis. A variant of portal cirrhosis and
idiopathic hemosidernsis, AMA Arch. int. Med. 107:606-616, 1961.

2i. Schwartz, $.0.: Exogenous hemochromatosis. Am. J. Clin. Path. §§!7hb~7h9, 1556.

22. Rather, L.J.: Hemochromatosis and hemosiderosis. Does iren overload cause diffuse
fibrosis of the liver? Am. J. Med. 21:857, 1956,

23. MacDonald, R.A. and Mallory, G.K.: Hemochromaiosis and hemosiderosis. Study of 211
autopsied cases. AMA Arch. inf. Med. 105:686-700, 1960.

2l;. Zimmerwman, H.J., Chomet, B,, Kulesh, M.H. and McWhorter, C.A.: Hepatic hemosiderin
deposits. Arch. int. Med. 107:494-503, 1961.

25. Richter, G.W.s The nature of storage lron in idicpathlic hemochromatosis and in
hemosiderosis. Eleciron optical, chemical, a&nd serologic studies on isolated
hemics iderin granules. J. Exp. Med. 1i2:551, 1960 (Oct. 1}.

2]

&. Besuis, M. and Caroll, J.: A comparative study of hemochromatosis by electron
microscopy. Gastroenterology 37:538-5L9, 1959.

27. Bell, E.T.: The retation of portal cirrhesis to hemochromafosis and to dlsbetes

neilitus. Dlabetes _1_._;.5'1455"14)46, §1955.

28. Lonergen, P, and Robbins, S.L,: Absence of intercapillary glomerulsosclercsis in
the dlabetic patient with hemochromatosis. New Eng. . Med. 2601367370, 1959,

29. Becker, D. and Riller, M.: Presence of disbetic glomerulosclerosis In patients
with hemochromstosis, WNew Eng. J. Med. 263:1367-373, 1960.

30. Hoszewski, B.J.1 Qccurrence of megalobiastic erythropolesis In patients with
hemochromatosis. Blood 7:1182-1195, i982.

3t. Granviile, M. and Demeshek, W.: Hemochromatosls with megaloblastic ensmia re-
sponding to folic acid. New Eng. J. Med. 258:586-589, 1958,

32. Grosberg, S.J.: Hemochromatosis and heart faiture: Presentation of a case with

survival after three years® fresfment by repeated venesection. Ann. inf. fded.

5l:550-559, 1961,

wltrmses



”~ -x'«.'-
Genet ics

D AL G D

33. Dittingham, C.H.: Famliia! occurrence of hemochromatosis., Report of four cases
in siblings. WNew Eng. J. Med. 262:1128-30, 1G60.

3. Bothwell, ¥.H., Cohen, 1., Abrahams, O.L. &nd Perold, S.M.: A femilial study in
idiopathlc hemochromatesis., Am. J. Med..g1:750-738, 1959,

35. Brick, {.B.z Liver histology in six asympfomatic siblings in a femily with hemo-
chrematosisy genetic implications. Gasfroenferology‘gg:230~2!h, 1961,

Experinental

36. Brown, E.B., Jr., Dubach, R., Smith, D.E., Reynafarje, C. and Moore, C.V.:
Studies on iron ftransporietion and metabolism. X. Long-term iron overioad in
dogs. J. Leb. & Clin. Med. 50:86-893, 1957.

37. Gotberg, L. and Smith, J.P.: Iron overleading and hepatic vulnerability. Anm. .,

38. HMacDonald, R.A.: Experimenta! pigment cirrhosis. its production in rats by feading
a choline~deficient diet with excess Iron. Am. J. Path. 36:499-520, 1940,

39. Davic, W.De, Jdn, @nd Arrowsmith, W.R.: The effect of repeated phiebotomles in
Fenochromatosis. Report of three cases. J. Leb. & Clin. Med. 39:526-532, 1952.

Lo. Finch, S C. and Barnett, R.N.: Diagnostic and therapeutic phlebotomy in hemo-
chromatosis with enemia. New Eng. J. Med, 256:88-887, 1957.

Li. Crosby, W.H.: Treatmsnt of haemochromatosis by energetic phlebotomy. One patienis
response fo The leffing of 55 liters of bloed in !l menths. Brit. !. Haemat, L:

82, 1958, :

2. Ley, A.B.: The monsgement of hemochrometosis. Med. Clin. N. Amer. Li}i:789-799,
1950 (May).

I43. Harby, 6., Wasi, P. and Block, M.z Significance of the distribution and cyfology
of Iron in primary hemochromatosis during freatwment witvh phiebotomies. /. Clin,

tnvest. 39:99L, 1960 (Absiract).

by, Fahey, J.L., Rath, C.E., Princletto, J4.V., Brick, !.B., and Rubin, M.:
of friscdium calcium diefhylenetviamlnepentoacetate in lron storage dises
J. Leb. & Clin, Med. 57:h36-LL9, 1961, .-

Evaluntion
S8,





