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Treatments for Thrombotic Thrombocytopenic Purpura/Hemolytic Uremic Syndrome
Takaya Tanaka, Nobuaki Matsuo and Naoshi Takeyama

Departiment of Ewmergency and Critical Care Medicine, Kansai Medical University

Summary Thrombotic thrombocytopenic purpura (TTP) and hemolytic uremic syndrome
(ITUS) have considerable overlap in their clinical presentations and markedly variable clinical
courses. Indeed, HUS is now regarded as part of a spectrum of thrombotic microangiopathies
(TMA), one extreme consisting of TTP with predominant neurologic findings and minimal renal
abnormality, and the other profound renal dysfunction with no or minimal CNS pathology. The
hallmarks of TMA are microangiopathic hemolytic anemia (MAHA) and thrombocytopenia. The
clinical presentation of TTP is characterized by a pentad of finding: MAHA, thrombocytopenia,
neurologic abnormalities, renal dysfunction, and fever. The clinical presentation of HUS is
characterized by MAHA, renal dysfunction, and thrombocytopenia. TTP/HUS is a hematologic
emergency. Patients will often need ICU admission because of profound anemia, shock, lactic
acidosis, respiratory failure, or deteriorating neurologic function. In many cases, intubation and
mechanical ventilation may be required because of ventilatory failure. Once a diagnosis of TTP/
HUS is made, plasma exchange is the therapy of choice. Plasma exchange should be performed
daily until evidence indicates the disease is in remission. The most sensitive indicator of response
is the platelet count, and LDH. The usual course of plasma exchange is 5 to 10 days. Plasma
infusion therapy is useful for many patients. In general, platelet infusion therapy is contra-
indicated in TTP/HUS, based on clinical evidence that it leads to relapse. Specific therapy by
antiplatelet agents was found to be of no benefit.

Key words : thrombotic microangiopathy, microangiopathic hemolytic anemia, thrombotic throm-
bocytopenic purpura, hemolytic uremic syndrome, plasma exchange
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1. Thrombotic microangiopathy (TMA)
BTk e B AT LT e A, KRR T Blopaty

FeA2 U 7o KIS O157 I GWE & L NG HE & L TO% BitE, MAHA, M/Mrd % &7z 9iwi&id TMA
INPELKHFEEERE (hemolytic uremic syndrome: WEA E s, TMA ZHEA & L/“C@Tﬁé 5B ERE

HUS) &Y, oM - HUS 234 < R # iZ HUS, TTP, HELLP fE 1% # (Hypertension,
narrIAhEkot, Larl, SEHECEL TIE&E Elevated Liver enzymes, Low Platelets), iz
PR Js o TR RE, JRERNIC BT 2 BRER BRI 2 A FERENHDEZEZONT WA, o DERBICIZFH
HASH D, Bt HUS, fUNMEFEEEmEE AR RRE R b OB D DL H B, Wiy,
Il (microangiopathic hemolytic anemia: MAHA), P MEMERENLITL, R ClvMRnesFEE L,
HUS fidi, Ry Mg A L5855 (thrombotic Z R PEO IR, B R BRI R 1L 4 8
thrombocytopenic purpura: TTP), HUS iZ&fFL MEIM (MAHA) SR THIRETHY, TDER
72 TTP 71‘ E, FRoHIc» bSL U IR E, &ff LIEPINE AR DY T H X HUS, TR Th i
fEOD 2k BRI OETLL 1B T NIz, AT TTP, HTHNIFHELLP L WIHRBIZODRN5 &
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ANV [ RS 202 £ D S R Tind HUS FEFERHME <, FRRIEE £ T o HED
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FIOMFER 220 T 205, biubORER T4 A WA CIRECHREN 2 SN TWwWD 8, Mat sk
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TTP/HUS 2R L Tl TMA OB &7 L 72 527 O, ROBSA2FER L 32555, FHRIAME TR %
WG SN EE & 72 57, GPRARER 2 e, MR dTs=a—F /0
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PUEAIB GBI L TIIBE, BhmmsHd 5, Hit FeA LRGN R o7, Lr LER OB H

K2 BERBSEIZL S TTP/HUS BESE

1. FrEcsRmsInsE 6. PUI/IMBRET
M/ 10 75T M/ 10 J3RAF
FFP 15~30 ml/kg/day dipyridamole 5 mg/kg/day
2. IMHEAH AL’
/MR 5 J7EUF aspirin 5 mg/kg/day
40 ml/kg/I=] 7. PUAEE
3. EASRERIHER SEFIC KRS
MR 10 TTRUF KAIY Y RI4 vy
FOY 40 mg/kg/day 1g: 400 mg
4. T N7 s 40~120 mg/kg/day
W, AR % §R B AEHIC L/ | 8. Bl
BB R S Ht.<£209% %713 Hb<6 g/dl
5. y-ru7 ) v REFE 9. MMV
M/ 10 JTRAE 3THLLFTHERE
400 mg/kg/day X5 days 1 RN T s
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THRIGERERBETH D, #OERBOWMENE 2N 5.
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6.9 PR
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