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Abstract POEMS syndrome is a rare clonal plasma cell disease characterized by polyneuropathy, organomegaly, endocrinopathy,
M protein, and skin changes. Significant advances have been made in the diagnosis and treatment of POEMS syndrome over the last decade.
In this study, we reviewed the diagnostic criteria and characteristic features of POEMS syndrome. We also focused on the role of the
characteristic features of POEMS syndrome in early diagnosis. Autologous peripheral blood stem cell transplantation has become the first-line
treatment for younger patients with normal organ function because it has resulted in a high response rate and durable remission. Melphalan
and dexamethasone is an effective and well-tolerated treatment for older patients and those with organ dysfunction. Patients with poor
performance status or renal function can benefit from novel agents that can also improve transplantation eligibility.

Keywords: POEMS syndrome, autologous peripheral blood stem cell transplantation, melphalan, lenalidomide
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Table 1 Diagnostic criteria of POEMS syndrome

B T H WA, POEMS 25 G AR 3 s IR IZ 3 A
e B B AR IS R 18(3 ~ 123) 1 H . K
ML R R I, Z 508 F fe i b 2418 gz 18
PEAS AR ELF] | & B0 20 25 R M R AR i 2 Pk
ARIRDI VAR RE R S e FLIR & B M R SO PR
5 ] PRI A 2 AR 2 DRIk, 7l 1) R AS W ) ) L
PRZERGAS JE K A i RN 55 P LR R B SRR, N
%8 POEMS ZEAAE B AT BENE . A M 2R P A0 07 e 4G
A (AL LI R AR 1) e [ 2 L UK ) S22 10 DG
“P”HI“M” S22 M1 POEMS 254 fiF il S A 32 22
R AR I AR S e, /D0 38 LA K b A0 5 B ps R i
M RAER  AFAEM B A B AR, B A
W 20 R 2 BOR EERRIE, 36T Sk 22 iRy T AR
B, MM P, AKX E R AT PR
POEMSWe? 22T ANEHE . X LL B H Al e 24t T4
R K R AR R LV RE B )RS 2 B P s
A g JE— P 5 20 POEMS 5 S A7 BT AS [ Rk A8
SAIPOEMS. 5“P"H FiAR[R A&, ARWFIEIN A “M”
J& POEMS ZEAAE BYAZ 0 FITTE  VE I —Fh sa bR 4n
MR — B A M7 (HE, MR I T B
FR 4 4 38 [ 2 R K PP, B B I e e 5 4 41
e e e k27 A R AR T S B PN A A e R
PEI AN, S A7 T8 8 W S e L S, s &l
B R T R UE SR S AN IRE | S BE AR R ORAEAE M,
[ERERT AVE J POEMS B2k

Clinical criteria of 2003

Clinical criteria of 2007

Major criteria
1. Polyneuropathy

2. Monoclonal plasma cell proliferative disorder

Minor criteria
1. Osteosclerotic lesions

2. Castleman disease

3. Organomegaly (splenomegaly, hepatomegaly, or lymphadenopathy)

4. Extravascular volume overload (peripheral edema, ascites, or pleural
effusion)

5. Endocrinopathy (adrenal, thyroid, pituitary, gonadal, parathyroid,
pancreatic )

Mandatory major criteria

1. Polyneuropathy

2. Monoclonal plasma cell proliferative disorder

Major criteria

1. Osteosclerotic lesions

2. Castleman disease

3. Elevated serum or plasma VEGF

Minor criteria

1. Organomegaly (splenomegaly, hepatomegaly, or lymphadenopathy )
2. Extravascular volume overload (peripheral edema, ascites, or pleural
effusion)

3. Endocrinopathy (adrenal, thyroid, pituitary, gonadal, parathyroid,

pancreatic )

4. Skin changes (hyperpigmentation, hypertricosis, glomeruloid
hemagiomata, plethora, acrocyanosis, flushing, white nails)

5. Papilledema
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Table 1 Diagnostic criteria of POEMS syndrome  (Continued table 1)

Clinical criteria of 2003

Clinical criteria of 2007

6. Skin changes (hyperpigmentation, hypertricosis, glomeruloid

hemagiomata, plethora, acrocyanosis, flushing, white nails)
7. Papilledema

Both of major criteria and one of minor criteria is required to diagnose
POEMS syndrome.

6. Thrombocytosis

Both of mandatory major criteria, one of other major criteria, and one of

minor criteria is required to diagnose POEMS syndrome.
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Upper limbs (0-5)

Lower limbs (0-7)

0. Normal

1. Minor symptoms in one or both arms but not affecting any of the functions
listed

2. Disability in one or both arms affecting but not preventing any of the

functions listed

3. Disability in one or both arms preventing at least one but not all functions

listed

0. Normal

1. Walking/climbing stairs/running is affected

2. Walks independently but gait looks abnormal

3. Requires unilateral support to walk 10 metres (stick, single crutch, one

arm )
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Table 2 ONLS score system  (Continued table 2)

Upper limbs (0-5)

Lower limbs (0-7)

4. Disability in both arms preventing all functions listed but purposeful

movement still possible

5. Disability in both arms preventing all purposeful movements

4. Requires bilateral support to walk 10 metres (sticks, crutches, crutch

and arm, frame)

5. 1 m Requires wheelchair to travel 10 metres but able to stand and walk 1

metre with the help of one person

6. Restricted to wheelchair

7. Unable to make any purposeful movements of the legs
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