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e JINarHOCTHKA HACJIEe[CTBEHHOTO IaHKpeaTUTa
IIPOBOZIUTCSA C NMOMOLIBIO JIETKOZOCTYIIHBIX aHA-
JIN30B CbIBOPOTKU KPOBHU.

o Myrauuu resoB PRSS1, SPINKI u CFTR siBIAIOTCA
Hanbosiee PacrpoCTpaHEHHBIMH JiepeKTaMy, BbI-
3bIBAIOLIVIMHU HAC/e/ICTBEHHbIV TAHKPeaTHT.
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Ha npuem obpatuaacb 29-AeTHASA XEHLUMHA, UMetoLLas
B aHaMHe3e TPU 3nNn3oAa OCTPOro NaHKpeatuta Ha GoHe
MykoBucumpo3a (MB). En yctaHoBuAM amarHo3 MB B
Bo3pacte 16 AeT BCAEACTBME YaCTbIX PELMANBUPYIOLLMX
NMHEBMOHUWM, CUHYCUTOB M APYrMX pecrnmpaTopHbix 3abo-
AeBaHWN. [EeHETUYECKM OHa ABASIETCA TETEPO3UTroTON Mo
MyTauusm E6OX n AYS5E B reHe CFTR. W3-3a obocTpe-
HU MB B BMAE AETOUYHOM NaToAornK, 1-2 pasa B roa oHa
NpPOXOAMAA AEYEHME B CTaumMoHape. [oa Hasaa y Hee 6bINO
0OHAPYXXEHO CHUXEHUE YPOBHA GEKaAbHOW 3AacTasbl,
CBMAETEALCTBYIOLLEE O HEAOCTATOUYHOCTU OYHKLUMKM MOA-
XenyA0uHOM xenesbl (MXK).

MauneHTka coobLuMAa, YTO B aHaMHe3e y Heé Tpu anu-
30Aa@ OCTPOro MaHKpeaTtwTa, MPU KOTOPbIX OHa ObliAa ro-
CMUTaAM3UPOBaHa B CTauMOHap Ha CPOK A0 HEAEAM BO
BCEX TpeX CAyyasx. B kaxaom caydae ee Hecnokouna
MHTEHCMBHasA 6OAb B XMBOTE, @ TakXKe OTMEYaAUCh MNOBbI-
LLIEHHbIE YPOBHM AMNa3bl B KpoBu (6oree 1500 epnHML).
Mexay 3TMMKU OBOCTPEHMAMMU HUKaAKOro AuckoMdopTa
OHa He ollyulana.

B aHamHese y Hee ObiAM BbiiBAEHbI: MB, mManbdopma-
umnsa Chiari, ymepeHHaa Aenpeccusi, onepatmBHblE BMeE-
LUATEeAbCTBA MO MOBOAY BEHTPAAbHOM TpbikK (2 pasa) U
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XOAELMCTIKTOMUK. HUKaKOM reHEeTUUECKOM NPeApPacnono-
)XEHHOCTW B OTHOLLEHMM 3aboreBaHuit MK nan MB nauu-
€HTKa He oTMeyvana. ABa CKaHMPOBaHWS (KOMMbOTEPHAsA
TOMorpadusl) B TeUeHWE MPOLUAOTO roAd, @ Takxe NnpoBe-
AEHUE XOAELIMCTIKTOMUM HECKOABKO MECSILEB Ha3aA MC-
KAFOUMAK BUAMAPHBIN FreHe3 ee naHkpeaTtuta. Tem He Me-
Hee, Y Hee obHapyXeHbl KaAbLMbUKaTbl U atpodusa K.
YPOBHU TPUTAULIEPUAOB M KaAbLMS B KPOBU HOPMAAbHbIE,
OHa He ynoTpebASET aAKOrOAb 1 HE KYPMUT.

MaumeHTka AOAKHA MPOAOAXATb M3beratb Npuema an-
KOTOAl 1 TabaKOKypeHMUsl, MOCKOAbKY 3TO MOXET Cro-
cobCTBOBaTb MPOrPeCCMPOBAHUIO  CUMMTOMOB  MaHK-
peatnta. Kpome Toro, naHkpeatut MOXeT 000CTpATbCS
BCAEACTBME 3MOLIMOHAABHOIO CTpecca U noTpebAeHUs
MPOAYKTOB C BbICOKMM COAEPXaHWEM XMPOB. Hala na-
LIMEHTKa AOAXHA BbITb yBEPEHA, UTO OHA MPOAOAXKAET CO-
O6AHOAATb 3A0POBYHO AMETY C HU3KUM COAEPXAHUEM XU-
poB. HanpaBAeHWE NAUMEHTKU K AUETOAOTY MOXET CTaTb
NoAe3HOM onuuen. feHeTMYeckoe TeCTUPOBAHME CAEAYET
NMPOBECTU C LIEAbIO OMPEAEAEHUST HAAMYMUS MyTaLMK FreHa
SPINK1 v ero BO3MOXHOI0 BAUSIHUS Ha NaTOAOTMUECKUIA
npouecc. eHeTMyeckoe MCCAeAOBaHME 4YacTO BbIMOA-
HAETCA AASl CKPUMHWHra natoaorum reHoB PRSSI, CFTR,
SPINK1 n CTRC. HecmoTps Ha 310, ONpeAENeHune Toro,
KaK 1 KakKne reHbl Moryt UAU He MOoryT 6bITb BOBAEYEHDbI,
KapAMHAAbHO HE M3MEHUT Halll MOAXOA K TAKTUKE BeAe-
HUA NAUMEHTKM U CTPATUOMKALIMIO PUCKA PA3BUTUS 3AO-
KayecTBeHHOM onyxoan MX.

Mpn AeYEeHUU NaHKpeaTWTa Yy HalleW NauuMeHTKU NepBo-
HauyaAbHbIM MYHKTOM BpayebHOro noAxoAa ABASETCA KOH-
TPoAb 60OAK. 3aTEM el CAEAYET MPOUTU KOMMbIOTEPHYHO
/WA MarHUTHO-PE3OHAHCHYIO XOAAHIMOMaHKpeaTorpa-
U0 AN MBYyUEHUA COCTOAHMS NPOTOKoB XK, onpeaene-
HUA HaAUYUA B HUX NATOAOTMYECKUX M3MeHeHMVI, KOTO-
pble NMoAAEXaT SHAOCKOMUYECKOMY UAKU XUPYPTrnyeCKomMy
AeUYeHU0. M3BECTHO, UTO NPU reTepPOo3UroTHOM BapuaHTe
CFTR mMyTaumMu MOTYT Bbl3blBaTb NaHKPEATUT TOAbKO MpU
HaAMuMK pancreas divisum. ECAM KOMMbIOTEPHAA TOMO-
rpadus MAM MarHUTHO-PE30HAHCHAs XOAAHTMOMaHKpea-



Torpadua NPeAOCTaBAAIOT AOKa3aTeAbCTBa OOCTPYKLMM
MaAOro NPOTOKa, Mbl MOXEM PeLIUTb NPObAEMY 3HAOCKO-
NMUYECKN C MOMOLLBID 3HAOCKOMMUYECKOW PETPOrpasHom
XOAaHrMonaHkpearorpaduu.
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A 29-year-old female presents for evaluation of three epi-
sodes of acute pancreatitis in the context of having cystic
fibrosis (CF). She was diagnosed at age 16 with CF due
to recurrent pneumonias, sinus disease, and respiratory
ailments. She is heterozygous for the E6BOX and AY55E
mutations in the CFTR gene. On average she is admitted
to the hospital 1-2 times per year for CF flares due to her
lung dysfunction. One year ago she had a fecal elastase
performed showing she was pancreatic sufficient.

The woman reports having three discreet episodes of
acute pancreatitis where she was hospitalized for up
to a week in all three instances. In each case she had
considerable amounts of abdominal pain and record-
ed lipase values over 1500. She claims to feel fine in
between episodes.

Her past medical history includes cystic fibrosis, Chiari
malformation, mild depression, status post ventral
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hernia repair times two, status post lung embolization,
and status post cholecystectomy. She reports no fami-
ly history of pancreatic disease or of CF. Two CT scans
within the past year show and a cholecystectomy a few
months ago ruled out biliary disease as a cause of her
pancreatitis. She does however have extensive calci-
fications and pancreatic atrophy. Her triglyceride and
calcium levels are normal and she does not drink alco-
hol nor does she smoke.

Most importantly, the patient must continue to avoid al-
cohol and tobacco as these toxins can contribute to pro-
gression of her pancreatitis symptoms. Her pancreatitis
can also be exacerbated due to emotional stress and
high intake of dietary fat. Our patient needs to make sure
she continues to try and eat a healthy, low-fat diet. Refer-
ring the patient to a nutritionist may be beneficial. Genet-
ic testing could be performed to determine if there may
be a SPINK1 mutation that is contributing to the prob-
lem. Genetic testing is often done to look at the PRSS1,
CFTR, SPINK1, and CTRC genes. Determining what other
genes may or may not be involved will not change our
management approach or her condition and risk stratify
her for eventually developing a pancreatic malignancy.
In managing our patient’s pancreatitis, the most import-
ant initial treatment is pain control. Next, the patient
should have a CT scan and/or MRCP performed to look
into the ductal anatomy of the pancreas and see if there
is anything obstructive that could be treated endoscop-
ically or surgically. We know that in the heterozygous
CFTR/pancreatitis pattern, the CFTR mutations may only
cause pancreatitis in the presence of pancreatic divi-
sum. If the CT scan or MRCP shows evidence of obstruc-
tion of the minor duct, we may be able to fix the issue
endoscopically with ERCP.
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