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BONE MARROW TRANSPLANTAT ION (BMT) I N CHRON I C GRANU876 LOMATOUS DI SEASE (CGD) . Nayne sh Kamani , Cha rles S.
Augus t, St e ven D. Dougla s , Edith Burke y, Harold W.

Lischne r , U. of Penn . Sch . of Med., Ch i ldren's Hosp . o f Phila .,
Dept . of Pediatrics, Temple U. Sch . of Med. , St . Chris tophe r ' s
Hos p . f or Ch i l dren, Dept . of Pedia t r i c s , Phi l adelphia , PA.

A 5 mont h - ol d Amish ma le infan t with ceo underwe n t BMT fro m
his 5 yea r - ol d , histocompatib l e br other after a pr e condi t i oni ng
regimen of busu lfan 8 mg/kg and cyclophosp ha mi de 200 mg/ kg . At
t he t ime o f BMT, he was f ree of in f e c tion and remaine d so thr ough
the cou r s e o f h is t ransp lan t . He e ng raf t e d pr omptly wi t h com
p l e te r eversal of the neut roph i l function de f e c t (Table), a nd
no s i gn of graf t vs . host di seas e. This was fo l lowed by l os s of
t he e r y t hr o i d graf t an d gradua l deter i or at i on i n ne utrophil f unc 
tion (Table) . Now, 16 mont hs a f t e r BMT , he is f r ee of in f ec tion ,
growi ng no rmally with essent ia l l y no e v idence f or neu t ro ph i l en
gr a f t me nt .

TI ME RBC QUANTI TATIVE NBT REDUCTION QUALI TATIVE
TYPE 60 . D. 60 . D. % NBT+ PHAGOCYTES

Patient Cont r o l Patient Control
Donor A 0.39 0 .4 1 98
Patient
Pre -BMT AB 0.03 0 .32 <0. 5 98
+ 2 MONTHS A-AB 0. 72 0 .3 1 n .d. n . d .
+ 4 MONTHS A-AS 0 . 21 0. 37 21 97
+ 6 MONTHS n .d . 0 .08 0 . 69 19 99
+ 9 AB 0 .03 0 .3 5 1.5 96
+12 MONTHS n c d , 0 .03 0 .3 1 2 88
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t PLASMA ANTITHROMBIN II I LEVELS IN CHILDREN HOMO878 ZYGOus SI CKLE CELL DISEASE (SCD). Gung or Karayalci n ,
David Chung , Pretti Pinto an d Philip Lanzkowsky. Sch

of Med, Health Sc i Ctr, SUNY at Stony Br ook, Ch i l dr en ' s Hos pital
of LI J -HMC , Dep t of Peds , New Hyde Park, NY.

Pl a sma Anti thrombin III ac tivity (AT-IlIAc) and an t i gen (AT
IIIAgn ) leve l s were determined i n 75 ch i l dr en with SCD in the
steady s t a t e aged 2 t o 19 yr s (mean of 9 .6 + 5.6) an d i n mat ched
controls. Thirty- t h r ee of these patien ts were als o s tudi ed
du rin s t ea d s tate (5 5) a nd durin va sa-occ l us i ve c r i s is (VQe ) .

Cont ro l SS SS VOC
(N-75) (N- 33)

AT- IIIAc (%) /'1 1l2 . 7: 8 . 9 1 88 . 3:12.3 93 . 6:11 . 91 78 . 2: 1O.8
(p va l ue ) < f .0005 < 0.0005

AT- IIIAgn (mg/d l) ! 12 . O:!::1. 7 11. 7: 1. 5 11. 8:1. 91 10 . 0:!::2. 0
( va l ue ) NS < 0 .0005

In th e s teady s ta te , AT- IlIAc was be low con t ro l values whereas
AT-IIIAgn l ev e ls were norma l . During voe t he r e was dec rease in
bot h AT- I l IAc and AT- I I IAgn a s compa red t o the steady s tate . Of
the 33, fi fteen pa tients had da i l y AT- Il IAc and AT-IIIAgn deter
mina tion s . Decreas ed l evels o f AT-Il I Ac and AT-IIIAgn r os e above
t he i ni t i a l levels wi t h c lini ca l impr ov ement (68 .6+13 .9 ;8. 1+2 .7
an d 88 . 4+11. 2 ; 12 . 0+2 .8 , res pe c t i ve ly , P < 0 .001) 24- 48 hours af te r
the symptoms had disapp eared . Thrombo t i c phenomena appear to
play a n impor t an t r ol e i n VOC SCD a nd s ub- nor ma l AT-IlIAc is
f ound i n pat i ents i n stead y s t .ar c . The f ur t h er decline i n func 
tion a l AT-I I I i s proba b ly related t o inc r ea sed cons umpt i on a nd
de crea s ed p roduc t io n o f AT-I I IAg n due t o a l te r ed liver f unc t i on
during VOC.

FEVER IN INFANTS AND YOUNG CHI LDREN WI TH SICKLE CELL875) DISEASE (SCD) . Gungor Ka raya l c i n , Lorry Rubi n , David
Chung and Phi l ip Lan zkowsky . Sch o f Med, Health Sci

Cer , SUNY at Stony Brook , Children's Hosp ital o f LIJ-HMC , Dept
of Peds , New Hyde Park , NY.

For t y- f our pat i ents with SCD (3 9 SS and 5 SC disease ) , aged
5 5 yr s (mean 28 : 17 mthg) wer e hosp i t a l i zed f or 140 fe br i £
so des (temper a t ur e > 38. 4 C.) from J an . 1978 t o Ju l y 1983 . Al l
r e ce ived continuou s -oral penicill in prophylaxi s (OPP) from t ime
o f diagnos is and po lyval e n t pne umococca l va c cine (PPV) a t 2 yrs
o f ag e . At l ea st 2 blood c ul tures were ob t a i ne d from all pa t
i ents d uring hospiaalization . Al l patients (exc e pt t hos e wi t h
t emperature < 38.9 e a nd vasa-occ lus ive s yn dr ome-VOS) we r e tre at
ed wi th I V ampicil lin fo r a mi nimum of 48-72 hrs. VOS accounted
fo r 52 epis odes (37 %) (3 7 abd omina l cr i s es ; 12 ha nd-foo t syndrrme
a nd 3 aseptic ne c rosis of bon e s ); f ever o f unknown cause i n 18
e pis odes (13%) a nd f ever with a n i nfe ctious s ource in 70
(5 0%). There we re 28 e p i sodes o f pn eumonia, 16 o t i t i s 13
URI, S pharyn gitis , 4 UTI , 1 os t eo mye li t i s . The 6 episodes o f
bacteremia were as s ociated wi t h t emperature > 39 .8°c. The
s t r e am isolates were St r ep tococcu s pneum oniea ( 2), Haemophilus
influenzae , type b (I), Gr oup B salmonella sp (I), Kl ebsie lla sp
(I ) , and Staphlococcu s aureus ( I). The 2 pat i en t s wi t h pneumo
co cc a l bacter emi a (age 16 an d 22 mths) were non- compl i ant with
OPP and ha d not r eceived PPV be caus e of t heir ag e . All pa t ien t s
res pond ed t o treatment and recove red from the fe br i l e episode.
The l ow incidenc e o f pn eumococcal ba c t e r emi a (2 cases per 147
pat ien t-ye ars ) may be a ttr ibutable t o OPP and/or PPV.

HEAD TR!VMA IN CH ILDREN WITH HEMOPHI LI A. Gungo r
Karay alcin, Ashok Shende, Robe r t Festa, Vi shwa
Kapoor , Rhi na Rodriquez and Philip Lanzkowsky. Sch

of Medicine, Health Sci Ctr, SUNY a t Stony Brook, Chi l dr en ' s
Hos pi t a l of LIJ-HMC , Dept of Peds, New Hyde Park , NY.

Cen t r a l nervou s s ys t em bleeding i s the main cau se o f dea th
in he mophi l ia ac count i ng for 34% of al l deaths . Betwee n
Januar y 1981 and December 19 83, 26 chi l dr en with hemoph i l i a
r anging i n age f r om I to 17 years (mea n of 7.5 + 4 .5) had 67
hospi t a l ad miss i ons f or head tra uma. Eighteen h ad Fa ctor VI II ,
seve n Fac t or I X defic iency and on e Von Wil leb rand ' s Di sease . Of
t he 26 children , 17 had severe hemophilia a nd 2 had Factor VIII
inhibi t ors . Al l pa t ien t s ha d scalp hemat oma ; 3 ha d l a ceration s
at the site of the hema t oma; 1 ha d seve r e cerebral co nc us s ion ;
3 ha d a histor y of pos sible loss of co nsc ious nes s ; 12 had h ead 
a che ; 1 ha d vomit i ng a nd 4 had dizz i ness on admi ssion . All
pa tie n t s rece i ve d f actor replacement therapy wi t h i n 12 hours af
trauma and fac t or l eve l s were maintained ov e r 50% f or 2 to 9
da ys (mean 2 . 7 + 1 . 1 ) a nd all r ecovered wi thout s eque lae .
teen pa tients ha d s ku l l x-rays on 38 occa s i ons , a l l o f whi ch were
ne gative. Six pa tients h ad EEGs , a l l of which were no rma l . Of
20 pa tients who had CT scans on 2S occasions, al l were nega tive.
Hemophi l i a pa tie nt s t r ea t ed with ad eq ua t e fa c t or r eplacemen t
f ollowing h ea d t r auma have an exce l len t prognos i s and in the
absen ce of persi s t ent neurologi ca l signs or symp t oms pr oba bl y
do not requi r e CT ex ami na t i on .

PARTI AL EXCHANGE TRANSFUSION (PET) FOR OF881 PRIAPI SM IN CHI LDREN WITH SI CKLE CELL DISEASE (SCD)
Gungor Karayalcin , Asho k Shende , Rober t Fes t a an d

Philip Lanzkowsky . Sc hoo l o f Medicine , Health Scie nc e s Ce nt re .
SUNY at Stony Brook , Ch i l d r en ' s Hospital of LIJ-HMC, Department
of Pedia t rics , New Hyde Park, N. Y. 11 042.

Si xt e en epis odes of pri ap ism in 6 ch i l dr e n with SCD, ag ed f r om
9 to 15 years (mean 12.0 + 2. 5 ) were trea t ed wi t h 2 or 3 PET. In
14 episode s (4 patients) PET was started wi t h i n 6 t o 8 hour s from
t he onset . Marked c l i ni c a l improveme nt occurred wi t h in 1 .3 + 0. 5
days and co mplet e recovery foll owed each episod e . I n 2 epis;des
(2 pa t i e n ts) PET was s tar t ed a t 17 an d 20 hours f rom the ons e t .
In t hes e 2 cases t he r e was only p a r t ia l respons e t o PET a nd
need l e aspiration o f corpora cavernosum a nd g landu lar A- V fistu l a
were pe r formed a t t he 3rd and 5th day o f t he onset, respec t ive l y .

PRE-PET POST- PET I POST-P ET II . POST- PET I I I
HbS Het HbS Het , HbS Het ! HbS Re t

N - 16 -- -- 16 -- I -- 16 - - I -- --

Rang 84- 100 18- 26
1

40- 62 26- 31 / 27- 43 31-36 1 11- 26 34-37
MEAN 93 .8 22 .3 I 51.6 28 .9 32. 4 33. 4 ! 19 . 5 35. 5
SD 1 +3. 9 +2. 7 I +6 .5 +1. 7 +6.5 +1.5 ! +6 . 2 +1. 3

Priap i sm is a seriou s complication of SCD a nd may r esult i n im
po tenc e . Cons ervative measur es ge ne r a l l y are not ef f ec t i ve a nd
i mpotence (p artia l or comp l ete) i s a f r equent s equal t o surgical
p r oc edur es . Tr eatment with PET is succes s fu l al te rna tive the r apy
a t the ear ly onse t o f priapism.
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