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A Case of Peutz-jegher Syndrome with Pancreatic Cancer
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1. Case presentation

SAl A} 25 A A Ashie 9 15 ANE] AR B kS Fow Uglelar eplel
CTolA 1/o CP7} Silslo] 25lol] iglslo] PET-CT 2 CT 7AkE: Aldjekela, B3t 2A7Ake shalch. Bk
43 A AolAFel huge polype] Eelxlo], ESD E38t AAE 89)aL, harmatomatous polyp o & Zeh Ta]ar
thAollA] multiple harmatomatous polyp2 A AHgH HW&Ho| ¢Jgict

2. Diagnosis

ZAAAR= CKT (+), CK20 (-), CAX-2 (+), Smad4 (focal loss of expression)©] &21%¥ metastatic poorly di-
fferentiated adenocarcinoma with signet ring cell feature2 &21%|¢] 0™, IHCE vlE2 2 pancreatobiliary
tract origin® 2 Fs}dct. &3k CT & PET-CT|A primary mass7} pancreas tail2 $HdEo] & Fcke
pancreatic ca. /¢ CP2 Zs}%ic}.

3. Therapy and Clinical course

T4 257} e caseBA] FAAFE AIFBF o, gemcitabine — nab-paclitaxel 22 1 cycle X85
HE2 o] FAl= EYslgaL, o) follow up loss o] F71AQ1 FHe SIS 4= QIgict

4, Conclusion

Peutzjegher syndrome2 =3¢ o], ole] opds}l WA Y= T3] w2 o= 4uiA ot PIS

ke o]% follow up loss® ©]F advanced pancreatic cancer® ZIgksl S#lE Haughc}
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M/58

C.C) Abdominal distension

P.Hx) HT /DM / Hepa /Tbc -/ + /- /-

Peutz-jegher synd.

S.Hx) smoking: current smoker (60 pack-years)

alcohol: 2 2H/3|, 53|/

2014.06.24 EGD

rx1
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2014.09.05 Colonoscopy

.
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Review of System

[Constitutional systems]
General weakness/Fatigue/Weight loss/Weight gain/Chilling/Fever (-/-/4 kg/month
/-/-1-)

[HEENT]
Headache/Dizziness/Sore throat (-/-/-)

[Cadiovascular & Respiratory]
Chest pain/Dyspnea/Palpitation (-/-/-) Cough/Sputum/Wheeze/Hemoptysis (-/-/-/-)

[Gastrointestinal]
Anorexia/Nausea/Vomiting/Diarrhea/Constipation (+/-/-/-/-) Abdominal pain (-)

[Genitourinary]
Dysuria/Frequency/Urgency/Hematuria (-/-/-/-)

[Musculoskeletal]
Arthralgia/Joint swelling/Stiffness (-/-/-)

PHYSICAL EXAMINATION

* GA/GC * Chest
s Not ill appearance s CBS /s r
s good condition o RHB /s m
= HEENT = Abdomen
= Not anemic conjunctivae o distended
@ Anlcteric sclera s Whole abd. T/RT -/-
o Not dehydrated tongue o Audible BS

= Not engorged neck v.

o

No CLN, SCLN enlargement = Extremities

= No Pitting edema
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Lab finding (18.04.18)

CBC Biochemistry
3

WBC 9,060 | /mm AST/ALT 17/13 | 1U/L
neutrophil 835 %

ALP/LDH 67/211 | 1U/L
Hb 13.5 | g/dL

TB/DB 0.21/0.10 | ma/D
PLT 512 | 103/mm? / /0.10] mg/Dl

TP/Alb 5.0/3.2 | gmydL
Amy/Lip | 502/467 |1U/L BUN/Cr 10.9/0.62 | gmydL
GGT 17 |1U/L TC/UA 119/4.5 | gm/dL
CRP 470 mg/dt | | cap 8.1/4.2 | gm/dL
CA19-9 6.70 | U/mL
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Biopsy result

o3 7 o ¥

Omentum, biopsy :
Metastatic poorly differentiated adenocarcinoma with signet ring cell
feature.

CK7(+), CK20(-), CEA(+), CDX-2(+), Smad4 (focal loss of expression)
: based on clinical history and immunohistochemistry result, suggestive
of metastatic adenocarcinoma origin from pancreaticobiliary tract.

CK20

CEA CDX2
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Smad4 : focal loss of expression

Case Review

Peutz-jegher synd.
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Peutz-jegher syndrome

1/25,000-200,000 births

* Autosomal dominant disorder

— STK11/LKB11 on Chr 19: possible tumor suppressor gene

— 75-94% of PJS patients

+ Benign hamartomatous polyp in GI tract

+ Hyperpigmented macules on lips and oral mucosa

+ Diagnosis: 2 of the 3

— Two or more Hamartomatous polyp

— Mucocutaneous lesions

— Family Hx of PJS

+ Cumulative risk from age 15 to 64

Cancer risk

Rate/100,000 Cumulative risk from Cencer sk

Site person-years age 15 to 64 100%
All cancers 1304.6 93% Husatior e
Esophagus 19.8 0.5% 75% I
Stomach 197.7 29% Hutatlon-ve
Small intestine 1186 13%
Colon 206.5 39% 50%
Pancreas 1186 36%
Lung 98.8 15%
Testes 39.2 9% 25%
Breast 438.8 54%
Uterus 79.8 9%
Ovary 159.6 21% o

i 9%, T T
Cervix 119.7 10% 0 2 0 60 @
Age (years)

GASTROENTEROLOGY Clin Cancer Res. 2006 May

2000119:1447-1453

1512(10):3209-15
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» Relative cancer risk

Cancer risk

Cancer

RR (C)

Toual (1=52)

63858 (47.514-85.823)

Gastrointestinal
Colorectum
Small intestine
Stomach
Pancreas

137918 (154.417-366.572)  <0.001
2600.601 (1260.315-5366.217) <0.001®
50.194 (22.387-112.538)
41,001 (5.759-291.923)

pvaie e R
Any cancer 151 (CH10.5-21.2)
<0001 hgles 86(C142-157)
Females 220(C114.1-327)
Breast 125(C15.1-26.0)
Cervix 556(C117.7-1340)

Extragastrointestinal
Ovarian
Breast
Cervix
Lung
Bone
Lymphadenoma

151,538 (56.540-406.149)
28.226 (7030-113329)
69,505 (22.303-216,605)
2,906 (8547-61.392)

155467 (21.835-1106.944)
44,684 (6.276-318.145)

<000l Gynaecological cancers 27.7(C111.3-57.6)
0.024 Colorectal 135(C143-325)
Males 112(C119-37.0)
<0001 Females 17.0(C128-56.0)
0.002 Pancreas 139.7(C161.1-276.4)
<0001 Males 88.6(C122.6-2416)
<0.00| Females 54(C1780-591.9)
0.006 Gastrointestinal cancers 1262(C173.3-2034)
' Males 90.4(C1396-1789)
0022 Females 192.8(C189.5-366.1)

Tumour Biol. 2017 Jun,39(6)

Dig. Liver Dis. 2013 Jul45(7):606-11

Risk & Surveilance

Site % Lifetime Risk ening Procedure and Interval Initiation Age (v)

* Mammogram and breast MRI annually® .
Breast Ab%-S0% = Clinical breast exam every 6 mo By
Colon 39% + Colonoscopy every 2-3 y ~ Late teens
Stomach 20% * Upper endoscopy every 2-3 y ~ Late teens

* Small bowel visualization (CT or MRI enterography or video capsule

endoscopy baseline at 8-10 y with follow-up interval based on .
Small Intestine 1% findings but at least by age 18, then every 2-3 y, though this may be e-10y
individualized, or with symptoms)

+ Magnetic resonance giopanc graphy with or -
Pancisas HRI0% endoscoplc ultrasound every 1-2 years WAy
Ovary® (typically benign 18%=21%
sex cordiSertoli cell
tumors) 10% + Pelvic examination and Pap smear annually —18-20
Cervix (typically cervical + Consider transvaginal ultrasound ¥
adenoma malignum) .
Uterus 9%
Testes (typically sex : =
cord/Sertolicell tumors) Annual testicular exam and observation for feminizing changes 10y

« Provide education about sy and
Lung 18%-17% + No other specific recommendations have been made

NCCN guideline

10
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Risk & Surveilance

* Annually check

Mammography and MR breast

Pap smear & pelvic exam

Testicular exam

MRCP or EUS (1-2 years)

* Biannually check
— EGD, colono (2-3 years)

— CT or MR enterography or capsule scdoscopy (2-3 years)
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