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Background mes

Scoft syndrome (SS) is a rare bleeding disorder,
characterized by impared platelet procoagulant activity (PCA).
The laboratory tests to diagnose this disease are available In
specialized laboratories, and sometimes only for research

- When PRP (control) was added to patient’s total blood,
TEG was normalized (Fig.3A and 4), suggesting PCA
dysfunction, and the hypothesis of SS was made. A PCA
test, involving washed platelet and activated prothrombinic
complex, revealed reduced PCA in this case and the
phosphatidylserin expression by flow cytometry using

PUTPOSES. annexin V (Table 2) and a thrombin generation assay with
control PRP (Table 3) confirmed SS.

Case report ws n ]
A 35-year-old male patient was referred to our centre for e
diagnosis of hemostasis disorder. He had had a history of ) o~ ” T
bruises and hematomas since childhood, one of them treated patents fola blood + PPP contol  toi olowd eantrols PP contiol

. . . ; E=91min, K=3.2min, Angle=50deq, R=87min, k=25 Angle=549,
with surgical procedure. Blood transfusion was required after MA=S1, 7 S MA=54.9 g

postectomy and crural hernioplasty. His family history for __ iy I
bleeding was negative.

Fig. 4 TEG of: 1- patient’s total blood,
Z2- total blood control, 3- mixture of
patient’s total blood plus PRF control,
showing correction.

Results
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LabOratqry Inves tlga.tlcln S.h Owed norrT:laI meaf‘s L:Irement Of. a” Fig_. 3 ;:IITEG Df.the mixture of Fig. 2 B: TEG of the r"r-"li:u.:t.ure of
coagulation factors, including vVWF antigen/activity, evaluation R i ot 2o Aglocgidag i

. . . . . . MA=64 4mm MA=67 9mm
of fibrinolytic system (alpha2-antiplasmin, plasminogen and
euglobulin lysis time) and platelet aggregometry with ADP, fables: Txhombin Sencration TCAT
. . . : . CONTROL GROUP | PATIENT
ADR, arachidonic acid, collagen and ristocetin.(Table1) N7 | MEANSD
Aol sl sl sl Lo S el LAG TIME (min) 7,6+1,3 14,56 +2,86
% POSITIVE FOR ANNEXIN V
CONTROL GROUP PATIENT ETP - Endogenous 13446 £130 7271549
(N=4) thrombin
NO COLLAGEN 11+6 12 potencial - (nM)
o T PEAK 83,7+8,6 36,78 +10,3
Table 1: inicial laboratory invetigation tests COLT AGEN eid 1 THROMBIN (Nim)
PT=16,3s, 78% (70-100%) |Fibrinogen: 293mg/dL (220- Euglobulin lysus oug/ml TIME TO REACH 19,3434 25,33+3,27
196mg/dL) time=200min (80-310min) PEAK (min)
PLATELET RICH PLASMA= 250.000/ mm?
_ L = ~na : _ Y 4= Reagents; Thrombinoscope - Netherlands - PRP-Reagent
APTT R-1,37(0,84-1,21) |FVII=69% (50-150%) Plasminogen=114% (55- 1.0 o of Tieoute Facton)
FX=105%, FV=80% (50-150%) 145%
o2-antiplasmin=120% .
E9-112%) Conclusion uss -
50:50 mixtures tests FXII=151%, FXI=109% (50-150%) D-dimer=223ng/mL (<255)

Immediate: APTT R=1,15 |FIX=132% FVIII= 181% (50-150%) FDP= negative

2h incubation: APTT R= | EXIIT:Ag-94% (75-155%) SS is a rare disease, and usually confirmatory tests are not

1,16 part of the routine, even in specialized laboratories. TEG
o _ using mixtures of total blood and PRP of patient and control

TT=21,9s (17 ,4s) FvW:Ag=245% (50-150%) Platelet aggregometry with : : :
FvW:Rco=162%(50-165% ADP, ADR, AA, collagen can be a simple and less expensive alternative method to
and ristocetin: normal screening impaired PCA in patients with bleeding disorders.

In this case such approach helped In elucidating the

Thromboelastography (TEG) was hypocoagulant (Fig. 1A: diagnogis when. sophisticated tests as. annexin V and
prolonged R and K, reduced angle, MA), which led to thrombin generation were not promptly available.

consider abnormality of PCA. Then a serie of TEGs was

performed, mixing total blood (patient or control) with
platelet poor plasma - PPP (Fig. 2A and 2B) or platelet rich References mmmm .
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Fig.1 A: patient’s TEG (total blood) Fig. 2 A: control TEG (total blood)
R=18min (5-10). K=8.4min (1-3), Angle =24 3deg (45- R=7 8min, k=2 8min, Angle=53deq,
74). MA=37Tmm (54-62) MA=56.8mm |

Contato:
paulavillaca@yahoo.com

Laboratory Sciences. BREOTIAS | D ogter } w0 Do S ter -
: e resented at: Y o G ] i
paula villaca DOI: 10.3252/pso.eu.WFH2012.2012 IR P ~ essionOnline

AN
o
AN
I
LL
=




