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A Clinical Study on Histiocytosis Syndrome
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Table 1. Profile of patients

Age of

Case No. Sex S)S;llsé;)m Dz?aggng:is Chief Complaint Follow-up Period
1 F ly 6m 4y 3m Polydipsia & polyuria 5y Sm
2 F 5m ly 1m Hepatosplenomegaly —*
3 F 5m ly Generalized petechiae —
4 M ly Im 1y 2m Fever & petechiae Expired during admission
5 F 2y 8m 2y10m Abdominal distension 1lm
6 M ly 6m 2y 3m Abdominal distension 2y Im
7 M 7m 1y Scalp skin lesion 4m, Expired during F.U.
8 M 2m 8m High fever —
9 M 1y 2m ly 3m Cervical mass —
10 M 2y 2y 4m Polydipsia & polyuria 2m
11 M 1y Im 1y 4m Skin rash 3y
12 F 3m om Generalized petechiae 3y
13 M ly 3m 1y 4m Petechiae on trunk —
14 M Im 3m Hepatosplenomegaly —
15 M 10m 11m High fever 5m
16 M 2m 4m Cervical mass —
17 M 1y 3y 8m Scalp skin lesion 9m

*Tost follow-up after discharge

Table 2. Clinical manifestations

Symptoms No. (Total

%))

Ear discharge or otalgia
Polydipsia or polyuria
Failure to gain weight
Anorexia

Deafness

Limping

Lo N - I - -SR]

Blindness

Signs

Hepatomegaly 16
Lymphadenopathy, generalized or local 10
Petechiae
Splenomegaly
Skin rash

Pallor

Softening of bone

gl o v W

Fever

Exophthalmos

o Wwoa

Lump on skull
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Bkl At oflE el 53%°l AL, I~4EH 2B
BHRe B0 TAE 2 41%cl e e A 16
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Table 3. Numbher of involvement of each organ

o

system
Organ System No. (Total 17)
Liver 16
Hematologic system 12
Skin 10
Lymph node 10
Spleen 8
Skeleton 7
Middle ear 6
Lung 4
Pituitary 4
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Table 4. Number of organ systems involved

No. of organs involved No. of patients

_ 0
3—4 7
56 9
7—8 1
Total 17
3. WEMR

TR g Bk 55 2ok MEH 6~10gm
/Aol o mrmpEel e 76, 6gm/dUATFS HF

m g E EEel WA Hol4d calciume
phosphorusff® T#eldxm 71& & REES Bl
AL miiE GOT/GPTEZ(E 7) 16+ 10H0 A E
(40740 TU/LYLA 19l FTRS nidod 2617 WE
T 3emblrel AFEEAE HgstE . protein/alb-
uminfis EEEMEGERESE 5. 5gm/dlEUT and/or
albuminfif : 2. 5gm/dILLIT)e] 4ffiel A el e=], i
# bilirubinfe 24 &% (total/direct)7.8/5.0,
17.3/13.0 mg/dl2 EREE 2w RIEUER 40
= Abik BumfEe] &fHEel iz, #ECER 14D
T k% 2EA HERITES 4= FEAERSES v
sz gl3ich

=

Table 5. Hematologic findings

HigERe HinE 6l A REmERES] 8% ke B
Be ugeod, fFmERe #hie 1T BRASHE 20
o A BEEERA okokeh Z2M9 35%(6FDT A M
100, 000mmeLA T2 MRS FTRE B3+

A EHEH BTR L(RE) AREREER] 66
2 A =, HRNHRERH] 30, EASMEIRE
Biol 36N, FERMIIBHC PG, shAE EH
“FRERT Rl A ot

Case No. Hgb(gm/dl) WBC(/mm?) Neu(tg:phil Lym}g%))cyte Mo?%:)yte Eos(ig/:)phil l(a}iirtig)t
1 10.2 9,300 62 30 4 1 160, 000
2 8.2 5, 900 29 N 1 0 30,000
3 3.2 15,700 90 5 4 0 44,000
4 3.7 5, 200 28 59 0 0 26, 000
5 10.5 27,200 88 10 2 0 266, 000
6 12.4 15, 400 48 40 6 4 390, 000
i 7.8 2, 300 29 56 3 9 44,000
8 10.5 7,600 12 72 16 0 128, 000
9 8.8 8, 000 37 47 12 3 494, 000
10 10.4 16, 100 61 29 9 1 444, 000
11 13.8 32, 600 53 39 0 198, 000
12 6.9 5,700 54 42 0 0 8,000
13 3.1 8,700 89 10 1 0 16, 000
14 6.1 10, 300 50 38 10 2 G8, 000
15 8.5 5, 000 27 60 11 0 76, 000
16 13.6 17,700 39 53 7 0 380, 000
17 9.7 5,600 64 34 2 0 476, 000
Bie MR He 0F0A R wddx, BmEk Table 6. Bone marrow aspirate findings (Total No.
4,000/mm? LTS FmREA I 16, 10, 000/mmeLL 14
Lo EmERES A TR A BAEA DL, RfMmEL Findings No. of cases

Histiocytic infiltration
Erythroid hyperplasia
Myeloid hyperplasia
Megakaryocytoid hyperplasia
Hist. infilt. +Meg. hyperp.
Hist. infilt.+Eryth. hyperp.

oM = D
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Fig. 1. Skull X-ray of case 17: 1) bifore trcatment, 2) after treatment.
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Table 7. Liver function tests Table 8. Bone involvement cases
Case No. Prot/Alb (gm/dD GOT/GPT Case No. Invoived Bone
1 6.7/3.8 22/14 1 Skull
2 5.7/2.9 270/66 5 Skull
3 5.7/2.5 33/37 6 Skull
4 4.6/2.6 63/34 9 Skull
5 12/35 10 Femur, Tleum
6 7.3/3. 4 265708 11 Tleum
7 1.2/2.1 - 16 Skull
8 6.2/3.7 128/55 17 Skull
’ e o GATHS %99 Fehl Aol da HED kA
o s e ;}lLfﬂ;‘sﬁE' o Sl S, BRI, 2
1 6.4/2.8 335/335 = R SRR, b BRI, TR
12 5.6/3.3 99/90 i }F,J D/i,jT 141,:%5;‘; nfo; 1‘7]],;?4%{?
b / WL EHT RS o A
g S0z o728 Zi’\ﬁ]”{:ﬂﬁ‘i{'ﬂﬂfﬁj’;ﬂ 1 Al Jstllchianophlhrc vacuoled 27
14 3.4/2.6 68/36 =
o 6. 2/2.6 1/46 ol Al mgkeh, el EH 62] o HEHRAk S A 4=
16 6.5/1.1 50/22 JeAF RS e] T bigtell Zobd 4 glget.  GHiel 4
17 7.6/4. 8 10,20 T OEES BERtte] v MK AR ] s
: Mg HEEe B T ddch
X8R : @l 86l 4] 5&‘_’;‘5]‘31l"t%] g ieho] 4. AEERLE
Fi SRS 8) BHZSAT Ol OFIR ZFA wkokar,  idme 2% IRakel 15fle] MR ANA & #1039 2oh KR4y
Wiitel 250, KIBErol 18] gk, Jyig X—fm,ﬁﬁﬁ - 1 ol Al vincristine® & vinblastine® prednisoloneg- i
Fijell 4] JIIJ&J"]OI BERE B ol F 3= i Biehor, 2 HEL old 2606 A B FEHEE
MR, 190 FRke] Eikeldvh. BMgol b B i‘f}"* Jfraksl k. vinblastines] --9le] ol gld 1978
ol Frile 3 el A= gleleh. 7] 1& HEF % i DARiTel 3= ¥ 2 vineristine¥}  prednisoloned {1
EPEEIRGS 2ol JEFIITE W ORI - el M2 H ezl 2 Ll ¥ vineristinerl A1 vinblastine- &

X-MEim = e ZEE-el e o], 25 fTie] H Flel Al B, TEEE

HEREE - THMN AN S RS TEe e @ MRgEO] GO ol el M3 HUEME WMel et
Table 9. Biopsy ﬁndmgs

Case No. Organ Findings

3 L/N(Cervical} Proliferating well differentiated histiocytes ¢ scattered eosinophils and erythrocytes.
4 L/N(Cervical) Foamy histiocytic proliferation accompanied by lymphoeytic infiltraticn.

5 L/N{Cervical} Numerous histiocytes ¢ atypical nuclei, and giant cell formation accompanied by

occasional erythrophagocytosis.

Liver Atypical histiocytic proliferation & fibrolic change.

G Skin Aggregating histiocytes appearing slightly foamy.
L/N(Cervical) Not diagnostic

9 L/N(Cervical) Diffuse infiltration of monotonous, ovoid histiocytes & large vesiculated nuclei and

eosinophilic cytoplasm.

10 Bone(Femur Numerous round histiocytes admixed with heavy eosinophil infiliration, and scatt-
neck) ered lymphocytes and giant cells observed.

17 Skin Well differentiated hlstmcytw prollferatlon

v,,804
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Liver size {em)

2013 14 1%
Hemeqlobin (gm/dl)

Fig. 2. Liver size in rclation to Hb level.
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gy o
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Fig. 3. Spleen size in relation to Hb level.
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xan, methotrexate,

A4

Table 1¢. Treatment group

Case No. Tx during admission Tx during follow-up
1 VCR-+Pd VCR~+Pd, 6MP+VBL
2 CTX+Pd _
3 VCR+Pd —
4 VCR+Pd Expired due to sepsis
5 VCR+Pd VCR+Pd, MTX+Pd
6 VCR+Pd VCR+Pd, MTX+Pd, VBL+MTX
7 VYCR+Pd VCR+Pd, Expired during follow-up
9 VCR+Pd —
10 VBL+Pd+RT VBL+Pd
11 VBL+Pd VBL+Pd, VBL+6MP
12 VCR+Pd VCR+Pd, VBL+Pd, VBL+MTX
13 VCR+Pd —
14 VBL+Pd —
15 VBL+Pd VBL~+Pd
17 VBL+Pd+RT VBL+Pd, VBL+CTX+MTX

VCR: Vincristine, Pd: Prediniszlone, 6MP: 6—Mercap;prﬁrine,rw'\7}r37].r.7:j‘-/;1blastine,gaﬁ--chloph&;;a{;nide,

MTX: Methotrexate, RT: Radiation therapy
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—ABSTRACT—

A Clinical Study on Histiocytosis
Syndrome

Young Yull Koh, Soon Ung Kang, Chong
Guk Lee, Jung Yeun Choi, Hyo Seop
Ahn and Chang Yee Hong

Department of Pediatrics, College of Medicine,
Seoul National University.

We made a clinical study of 17 cases of Histiocytosis
-syndrome who had been admitted to the Dept. of Ped.
of S.N.U.H. from Jan. 1970 to Dec. 1980. Among 17
cases, 14 cases were classified as Letterer-Siwe disease
(Group 1) and 3 cases as Hand-Schiiller-Christian
disease (Group 1).

The results obtained were as follows.

1. The sex incidence revealed male predominance
‘with the ratio 12: 5

2. The mean age of symptom onset was 10 mon-
ths in Group I, whereas 1 6/12 yrs in Group 1.
The mean age at diagnosis was 1 2/12 years in

Group I, whereas 3 3/12 years in Group 1.

3. The common clinical signs at diagnosis were
hepatomegaly, splenomegaly and lymphadenopathy.

4. The most common organ involved among 8
organ systems was liver, and the number of organ
systems involved were 5-6 in 9 cases (53%), 3-4 in
7 cases (41%), and 7 in 1 case(G%)

5. The hematologic findings were as follows. 1)
Anemia (Hb below!0gm/dl) was found in 10 cases
(59%5). 2) The leukocytes count was variable, but
leukacytosis was found in 7 cases (4195). 3) Throm-
bocytopenia {platclet count below 100, 000/ mm?) were
common (35%5). The hemoglobin level and platelet
count were inversely related to the cxtent of
spienomegaly.

6. Abnormal liver enzyme (GOT/GPT) level was
found in 10 cases among 16 cases but the relationship
of the extent of Lepatomegaly and enzyme level was
not found.

7. Bone changes on X-ray finding were revealed in
8 cascs, of which the most common bone involved
was skull (7595,

8. Bone marrow findings on aspirate were abnor-
mal in O among 1! cases performed, of which the
most common was histiocytic infiltration in G cases
(43%>.

9. The most common finding on tissue biopsy was
foamy histiocytic proliferation.

10. Four cases were followed up with therapy thr-
ough O.P.D. for more than 2 years. The responses

totreatment were variable in terms of symptoms.
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