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B cBs13u ¢ HOBBIMU TIPENCTABICHUSIMU O POJIM TEHHBIX MyTa-
uuii B matoreHese XIT MOXKHO MPEATONIOXUTb, YTO JABE BEAYIIHE
(bopMBI LAMONATUYECKOTO TAaHKPEaTUTa — C PAHHUM U ITO3THUM
HavaJoM — 00YCJIOBJIEHBI Pa3HBIMU T€HETUUECKUMK MEXaHU3-
Mamu. bosee Toro, BapuaHT ¢ MO3IHUM HAa4aJIOM MOXET ObITh
MOAU(MUIMPOBAH BHEIIHUMH (PaKTOpaMu Cpeabl, HATIPUMED
anKorojieM. B cOOTBETCTBUM C 3TOI TUMOTE301 MOXKHO ITpe/I-
MOJIOXUTh, UTO y MAIIMEHTOB C ajakoroau3MoM XI1 pazBuBaercs
TOJIBKO MPY HAJIUUUU TEHETUYECKOM MPEeaPacoIoKeHHOCTH
K 3Toii matosoruu. JlanHasi runoresa noATBepkKaaeTcs TeM (pak-
TOM, YTO aJKoroabHbli XII nuarHocTupyeTcs JULIb y JTIOACiH,
3710yNOTPEOASIOIMX CIMPTHBIMU HanmuTKaMu. KnnHuyeckas
MaHudecranus nokazaHHoro HIT npoucxoaut o6bIYHO B BO3-
pacte 3-10 sieT, a BTopoit MUK NpuxoauTcst Ha nepuo 20-25 ner,
TO €CTh KOTJa OOJIBIIMHCTBO MAIIMEHTOB HAYMHAIOT YIIOTpe-
OJISITH aJIKOTOJTh |7, 16].

CyIIecTBYIOT U IpyTyie MyTalnu, 3HaueHue B pazsutuu HIT
KOTOPBIX ToKa3aHo, B yacTHocT CFTR — rena TpancmemopaH-
HOTO perynsitopa MyKoBuctnmo3a. Ouu, kak 1 mytamus SPINK 1,
HaCJIeAYIOTCS TT0 ayTOCOMHO-peliecCMBHOMY TUITy. [1py Hanuuum
y mauureHTta mytauuu CFTR pa3BuBaeTcss MyKOBUCIIMI03 WU
TeHETUYECKH IeTEPMUHUPOBAHHbII TUMOMEPMEHTHBII MaHKpea-
taT. Takoit BapranT HIT Bo3MoXeH Tak:ke IMpu HEAOCTATOUHOCTU
MPOAYKIMY 1 HApyIIEHUU aKTUBALIMU TPUIICHHOreHa [16].

OnHa 13 ocHOBHbIX onacHocTeilr HIT — pe3koe moBbilieHMe
pucka BosHukHoBeHU s paka I12K. Tak, anugemuonorus HIT
u3yyvajach B IBYX He3zaBUCUMBIX uccienoBaHusix B CILIA u EB-
porie, BEISIBUBIIUX YBEIUUCHUE BEPOSITHOCTH Pa3BUTHSI paka
[TXK'y 6onbubix HIT B 50-70 pa3. DTu ucnslTaHUS MPOBOAUIUCH
Ha OCHOBe 0a3 TaHHBIX MeXXIyHapOIHOM TPYTIIIHI ITO U3YYCHU IO
HIT (International Hereditary Pancreatitis Study Group) u EB-
pomneiickoro peructpa HIT u paka [12K (EUROPAC — European
Registry of Hereditary Pancreatitis and Familiar Pancreatic
Cancer). Puck paka [12K y maiimeHTOB MoBbIIIaeTCs MOCE 10-
ctrxeHns umu 40 et u coctaBuset 40-70% B Bozpacte 70 1eT
(ocobenHo ecau HIT nmpocnexuBaeTcst Mo MYXCKON TUHUHU).
Yaie Bcero pak pa3BuBaeTcsl B ceMbsix ¢ MyTauusimu R122H,
N291 mm ke 63 MyTalnii, HO ¢ TBHBIM heHoTuom HIT [16].

ITpu nogo3penun Ha HIT reHeTMyeckoe TeCTUPOBAHUE TO-
3BoJsteT [15]:

* BBISICHUTD, IEUCTBUTEJILHO I MYTAIIMsI KATHOHHOTO TPUTI-
CUHOTEHA SIBJISIETCS TPUYMHOM pa3BUTHUS MTAHKPEATUTA;

* 000CHOBAaTh CUMIITOMBI TTAIITUEHTOB;

* MpoOBeCTH paHHIOKW auarHoctuky HII y neteit u BEIOpaTh
JaJbHEN Y0 pallMOHAJbHYI0 TAKTUKY HAOTIONCHU S

* OLICHUTb CTETMEHb PUCKA Y POICTBEHHUKOB MallMeHTa;

* MPUMEHUTb MPEBEHTUBHYIO Tepanuio, KOTopasi BbIpaxka-
€TCS1 B UBMEHEHU U CTUJISI XKU3HU JISI YMEHbLLIEHU ST BEPOSITHOCTU
MosIBJICHU I MaHKpeaTuTa 1 paka I12K.

BaxXHOCTh TEHETMYECKOTO TECTUPOBAHUS OTNPEIeIsIeTCs
TakXe TeM, YTO B CTPYKType MPUYNH MMaHKpeaTuTa y aeTei
pa3IMYHbIe MYTAIlMX 3aHUMAIOT TIEPBOE MECTO — OHU MPOBO-
uupyoT ~50% cityuaes 3a6oneBanus [12, 16].

Ha puc. 8 npencrasnen anroput™m auarnoctuku XI1. Kak
BUJIHO U3 3TOT0 aJrOpUTMa, 1abopaTOPHBIE TECTHI UCITOTb3Y-
torcs mpu XI1 mpexe Bcero aast olleHKU (PYHKIIMOHATBHOTO
coctossHus [12K 1 BeISIBJIEHUS € BHEIIHECEKPETOPHOI HEeI0-
CTaTOYHOCTH.
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ITankpeatuueckue GyHKIMOHATIbHBIE TECTHI KJIaCCUPUIIU-
PYIOT ClIeayIOI UM 00pa3oM:

1. 3on0doeble — onpeneneHue coaepKaHuss OMKapOOHATOB,
(bepMeHTOB B IyOJIeHATBHOM CONEPKMUMOM:

1. [IpssMBIe — CTUMYJISITIUST HETIOCPEICTBEHHO allMHAPHBIX
U TIPOTOKOBHIX KJieToK [12K (cekpeTuH-maHKPEeO3MMUHOBHIIA,
CEKPETUH-LIEPYICUHOBBI, SY(DUITNH-KaIbLIUEBBIA TECTHI).

2. HerpsiMble — CTUMYJISIIMS BRIPAOOTKY CEKpETHHA U ITaH-
KpeosuMuHa (Tect JIyHIa, COMISTHOKHMCIIO-MACISIHBII TECT).

II. be33ondosvle:

1. [Ipsimble — onpeiesieHre CoaepKaHUs MaHKPeaTuIeCKUX
(bepMeHTOB B KaJje (3;1acTa3za-1, XMMOTPUTICUH U 1p.).

2. Henpsimble — olieHKa cofepKaHu sl TPOAYKTOB I'MIpOIN3a
cyOCTpaToB:

- B KaJjie (KOIPOCKONH S, CyTOUHOE BbIIC/IEHUE KUPa);

- B Mmoue (ITABK-TecT, maHKpeaTo-j1aypuioBbIii TECT, TECT
Hlunnuura);

- B BBIIBIXaEMOM BO31yXe (TPUTITULIEPUIHBINA, TTPOTEUHOBBI,
aMUJIa3HBIN U AD.).

[Ipu ncronb30BaHMU 30HIOBBIX METOIOB U TIPSIMBIX O€330H-
JIOBBIX TECTOB OMNPEACISIOT aKTUBHOCTh CAMMX ITAHKpeaTuye-
CKHUX (P€PMEHTOB (C ITOMOIIBIO 30H0BBIX METOIOB — AKTUBHOCTh
3TUX (PEPMEHTOB B 1yOIeHAJTbHOM CONEPKMMOM, 0€330HI0BBIX —
B Kasie). Paznuune Mexay npsIMbIMU U HETPSIMBIMU 30HIOBBIMU
METOJaMU COCTOUT B TOM, UTO IIPU MPOBEIECHU U MPSMBbIX TECTOB
HCTOJb3YIOT CTUMYJISITOPBI, AEHCTBYIOLIME HEMOCPEICTBEHHO
Ha allMHapHble ¥ TPOTOKOBBIE KJeTKHU 12K, Torma kak mocpesi-
CTBOM ITPUMEHEHMST HETIPSIMBIX 30HIOBBIX TECTOB TaKXKe OIpe-
NEJISTIOT aKTUBHOCTD MaHKPEeaTHIeCKUX GEepMEHTOB B Tyolie-
HaJIBHOM COIEPKUMOM, HO ITyTeM «KOCBEHHO» CTUMYJISIINH.

Hampumep, mpu mpoBeIeHUN COJSTHOKUCIO-MAaCISIHOTO
TecTa COJITHast KMCJIOTA ¥ OJIMBKOBOE MAcJIo He ICMCTBYIOT He-
MOCPEACTBEHHO Ha MTPOTOKOBBIC M allMHApHBIe KaeTKu 12K,
a BIMSIOT Ha IYOJIEHATbHYIO CIU3UCTYI0 0000uKYy. ConsiHas
KMCJIOTAa CTUMYJIUPYET S-KJIETKH, OHM BbIPaOATHIBAIOT CEKpPE-
TUH, KOTOPBII MOCTYMAaeT B KPOBb U TOTAA yXKe CTUMYJIUPYET
MPOTOKOBbIE KJAETKM K MPOAYKIIMU OMKApOOHATOB U KM AKOM
YyacTu MaHKpeaTuuyeckoro cekpeta. OJMBKOBOE Macjo BO3EN-
CTBYeT Ha [-KJIETKM, OHU CUHTE3UPYIOT XOJCIIUCTOKUHUH, a
TOT, B CBOIO OYepeb, CTUMYJUPYET allMHapHble KaeTKu [12K
K BbIpaboTke (pepmeHTOB. HenpsiMmble 6€330H10BbIE TECThI OT-
JINYAI0TCS OT BCEX IPYTUX TEM, UTO C X TIOMOIIILIO OIICHUBAIOT
He aKTUBHOCTb caMuX (DepMEHTOB, a CoJepKaHUe TTPOAYKTOB
runponausa cyocTpatoB (pe3yabTaT aKTUBHOCTU (HEPMEHTOB)
B KaJjie, MOU€, BBIIBIXaeMOM BO3IyXeE.

3ondosbie Memoodsl uccaedo8anus 0y00eHasbH020 CO0epicU-
moeo. [1pu mpoBeaeHUM KIACCUYECKOTO CEKPETUH-TTAHKPEO-
sumuHoBoro Tecta (CI13T) 6onbHOMY BHavyajie BBOIST ce-
KPETHH, CTUMYJIMPYIOUIUI yBeandeHue oobema cekpeta 12K
U MpOoAYyKLMIO OMKapOoHATOB. 3aTeM — XOJEIMCTOKMHUH,
CIOCOOCTBYIOLIMI YCUIEHU IO BIPAOOTKHU (hePMEHTOB U BbI3bI-
BaIONIMIA COKpallleHUe XEeITUYHOro My3bIpsi. sl BHIMOJTHEHU ST
CII3T HeoOXoaMM ABYXKaHaJbHBI racCTpOAYOAEHATbHbII
30HI. M3 XenyaouHOro npocBeTa 30H1a MOCTOSSHHO aClIUpU-
PYIOT COfiepXMMOe, YTOOBI OHO He TIPOHUKAJIO B ABEHAIIIa-
TUIEPCTHYIO KUIIKY ¥ HE TTPOBOIMPOBAJIO JOTIOJHUTEIBHOMN
CTUMYJISIIIMY TTAaHKPEaTUIeCKOM CeKpellMy Ha (POHE BBEACHM ST
CeKpeTHHa 1 XoJelucTokuHuHa. [Tonyyaemoe u3 nyoneHa b-
HOTO MPOCBETA 30HIA COMEPKUMOE UCCIEAYIOT (OLIEHUBAIOT
00beM, YpOBEHb OMKapOOHATOB, HEPMEHTOB U T. A.). Mcrionb-
3yeMbIil B Halllell KJIMHUKE IBYXKaHaJbHbII 30H UMEET AU~
amMeTp 5 MM.

CII3T cuuTaroT 30JJ0THIM CTaHIAPTOM B IMaTHOCTHKE MaTO-
qoruu [T2K [12, 13, 25]. 1o cux 1op 3TO MOJIOXEHUE SIBSETCS aK-
CcHOMOI1 maHkpeatosoruu. M 3To abcooTHO MOHSITHO, BEAb UYTO
MOXKET OBITh JTyUllle orpee/ieHust akTUBHOCTH (pepmeHTOB 12K
HETTOCPEICTBEHHO B IBEHAMIIATUTIEPCTHON KUIITKe — cpa3y ke
nociie ux npoaykuuu [2K u axckpennu! Ho, 6e3ycinoBHo, npsi-
MBbI€ 30HIOBBIE TECTHI HEJIb3S UACATU3NPOBATh — U Y HUX UME-
I0TCS OTIpeNie/iecHHbIe HemocTaTKu. B Tabauiie 3 mpeacrabieHa
KJIMHUYECKAas OLIEHKA MPSMBIX 30HI0BBIX (DyHKIIMOHAIbHBIX
TECTOB.

JIBa 13 mepevyrcIeHHbIX HEIOCTATKOB (HEOOXOAMMOCTh B He-
KOTOPBIX CJIyyasix peHTTeH-KOHTPOJISI TOJOXKEHM ST OJIMBbI U BO3-
MOXXHOCTb UHpUIMpoBaHus H. pylori) ycTpaHUMBbI IpU HaJIuU-
YUYW OMTBITHOM MEICECTPHI B 30HI0BOM KaOMHETE 1 OTHOPA30BBIX
30H/IOB WJIY C TIOMOIIBIO HAIEXKHOM UX CTEPUITU3AIINH.

Uto KacaeTcs OMaCHOCTY MPOBOKALIMY YXYIAIIEHUS TIPU
BBEICHUN CTUMYJISITOPOB TAHKPEATUUECKOM CEKPELMH, TO 3TO
NeICTBUTEILHO BO3MOXHO, OCOOEHHO TIpH OOCTPYKTUBHOM
XI1. Ins1 yMeHbIIEHHU S CYIIECTBYIONIET0 PUCKA MBI TPOBOIUM

30HIMPOBaHME TOJBKO MOCJAE KYNMPOBaHUS 000CTpEHUS,
YETKOT0 YMEHbILIEHU s BIPaXKeHHOCTHU 00JIEBOTO CUHAPOMA,
TO €CTb Tepe BBIMUCKON MalueHTa U3 KJIMHUKU, a MHOTIa
U TIOCJIe Hee.

B Ttabauue 3 ykazano, uto CII3T no3BojsieT OTAIUUYUTH
MEePBUYHYIO HEIOCTATOYHOCTD GyHKLIUM [12K OT BTOpUUHOIA.
Ecnu mMmeer MecTo TmepBUYHAS MaHKpeaTUyecKass HeqocTa-
TOYHOCTB, TO 12K MpocTOo «BBIAaeT» MEHBIIYIO aKTUBHOCTH
depMeHTOB 1 OMKapOOHATOB, MEHbIIUN 00BbEM CeKpeTa
B IYOJCHAJNbHBIN MPOCBET (B CUJTY TTOPaXEHUS TTapeHXMMBbI
KeJsie3a «caaeT Mo3uIMu», 4To HabatoaaeTcs npu XI1, Mmyko-
Bucuunaose). [Ipu Bropuunoii [1H xonuuectBo hepmMeHTOB
1K B nyoneHanbHOM mpocBeTre npu nposeaeHuu CII3T
OKaXeTcsl HOpMaJbHbIM, TaK KaK B 9TOM cjyyae (GepMeHThI
CUHTE3UPYIOTCS Ha TOJXKHOM YPOBHE, HO HEAOCTAaTOYHO akK-
TUBUPYIOTCS (HampuMep, TPU XoJecTa3e — U3-3a OrpaHu-
YeHHOI KOHUEHTPAIMU XeTYHBIX KUCIOT, aKTUBUPYOIINX
JIMMa3y B AyoJeHaJ IbHOM MpocBeTe). L1 nHTeprnpeTauuu
pe3yJbTaTOB 30HI0BOTO MCCAEIOBAHUS BBIACTISIOT TTATOTO-
ruveckue TUIbl cekpeuun 12K [2].

Emie omHo cymiecTBeHHOE TPEMMYIIIECTBO ITPSIMBIX 30HIOBBIX
TECTOB COCTOUT B TOM, UTO B ITOJIy4YaeMOM IYOICHAJIBHOM COMIEP-
KMMOM TIPpY HAJIMYUU COOTBETCTBYIOIIMX PEAKTHBOB MOXHO
OIpenessiTh Bce MaHKpeaTuueckre GepMeHTHI (Kak U YPOBEHb
3JIEKTPOJIUTOB, U HUBMKO-XUMUYECKHUE CBOMCTBA AyOIeHAb-
HOT'O COAEPXKUMOTO).

Tabnumua 3. MpeumyLecTBa U HEAOCTATKU NPSMbIX
30HA0BbIX TECTOB, MCNOJIb3YIOLUXCA ANS
onpegenenus pyHKUMoHanbHOro cocrosHus MK
Mpeumyuwecrea Hepocrarku

® BbICOKME YYBCTBUTENBHOCTb
U cneuupUYHOCTb AAXE NPU
nerkoM NaHKpeaTu4eckom
HEeAO0CTATOYHOCTH;

® pe3ynbTaThl HE 3ABUCST

* 0bpeMeHUTENbHbI

s 6onbHOrO;

* pautenshsl (1-1,5 u);

* HeOBXOAMM ABYXKAHQAMbHBIN

30Hg;
OT bYHKLMU NOYeK, OPraHoB

* TpebyeTcs CTAHAAPTU3ALMS
BLIXQHUA U T. A.;

pesynsTaTos;

* oLeHKa 0AHOBPeMeHHO 0bbema
cekpeta, pebut-yaca bukapboHaros
u GepMeHTOB (BO3MOXHO
onpepeneH1e TUNA CEKPELMM,
noa6op pepmeHTHOro npenapara
Mo NPUHLMMY KOMNEHCALMM);

* NO3BONSIOT OTAIMUYMTL MEPBUUHYIO
HepoctaroyHoctb MX ot BTopHuHOK;
* BO3MOXHaQ KoMbuHaums ¢ Y3U;

* BbIPOAXEHHAs Koppenauus

CO CTPYKTYpPHbIMM M3MeHeHusmmu K

* B CNy4ae He[OCTATOYHOTO
OnNbITA HEOBXOANUM PEHTTEH-
KOHTPOnb;

* NPM OTCYTCTBUM OFHOPA30BLIX
30HA0B - ONACHOCTb
nHuumpoeanus Helicobacter
pyloriv ap.;

* OMACHOCTb NPOBOKALUH
YXYALWEHHUS NPHU BBEAEHUM
ctumynstopoe cekpeuuu MK

Ho ocobGeHHO BaXXHO OlLieHMBATh MOKA3aTeIM JUMa3bl, TAK KaK
CHUKEHHUE MPOAYKIIMY UMEHHO 3TOr0 (hepMEeHTa OTBETCTBEHHO
B ITEPBYIO OYepeb 32 MAJIbIUTECTUIO U ITPOSTBICHU ST BHEITHE -
cekpeTopHoif HenoctatouHocTu 12K B miestom. K coxanenuio,
B OTEUECTBEHHBIX PYKOBOJACTBAX MOYEMY-TO YKa3bIBACTCS, YTO
B IyOZIeHAJILHOM COJEPXKMMOM He OTpeAessiorT aumnasy [1], on-
HaKo 3To 3a0yxaeHue. [lonyuus nyoneHaIbHOE CONEPKUMOE,
MOXHO OIIpEICTUTH B HEM Bce HeoOXoauMbIe mokasarean. KoH-
LIEHTpaLKs JTUTa3bl B 1yOAeHATbHOM COMEPKMMOM BaxkHa st
oueHkM ¢pyHk1mu [12K 1 mporHosa ee matoyoruu, mpu nogdoope
03Bl (PEPMEHTHBIX MpernapaToB MO MPUHIIUITY KOMIIEHCALIM U
HeoocCTalolel MpoaAyKIuK Jumnasbl. C MOMOIIbIO YKa3aHHOTO
napameTpa OLIEHUBAETCS U «MOLIHOCTh» (DEPMEHTHBIX Mpena-
paToB 1151 3aMEeCTUTEIbHOM Teparnuu.

Knaccuueckum nenpamovim 30H008b6IM MemoOOM IS VC-
clleoBaHUs BHelHecekpeTopHoil pyHKuuu [TXK ansercsa
tecT JIyH1a cO cTaHAapTHO MU IIEBOW Harpy3Koii. boibHOMY
HATOIIaK BBOMST OOBIYHBIN OMHOKAHATBHBIN NyodeHATbHBII
30H]I, a Yepe3 Hero — CTaHIapTHHIM 3aBTpakK (cMech u3 18 r
OJITMBKOBOTO Macia, 15 T cyxoro MoJioka, 40 T T1I0K03bI, 15 M1
KJIYOHMYHOro cupora, 30 MJI TeTJIoit Bolbl). 3aTeM COOMpPaT
gyeThipe 30-MUHYTHBIE MOPIUU AYOIEHATBHOTO COMEPXKMUMOTO,
ornpeaeasisi B HUX 1eout epmeHToB. OnHako tect JlyHaa uH-
¢dopMaTHBEH JUILIb MPU TIXKEIO0N 3K30KPUHHON HEIOCTATOY -
Hoctu I12XK [25], oH HU3KOUYYBCTBUTEJIEH U crielMduUeH, ero
pe3yJbTaThl 3aBUCST OT COCTOSIHU S 1YOIEHAJbHOUM CIM3UCTOM
000JI0YKY U MPOAYKIIMU €10 CEKpeTHHa, XOJeIIMCTOKMHUHA.
Kpome toro, TecT nyiuTesieH 1Mo BpeMeHU BbIMOJTHEHUS (2 4).
OOpeMeHUTEIBLHBIM JJIST MeIIepCOoHaa IBSISTCS TAKKe MOJI-
roTOBKa ClrielnaabHOro 3aprpaka [12].

S

IIponoaxkenue cienyer.

Ne 20 (393) * XKoBTeHb 2016 p.




CriBMNPALUA 3 «CIHEBO» —

CYUIZIbBHUU NAKOC
W8 AJIA TIKAPA
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NOBHE OBCTEXXEHHA

MoBHWIA cnekTp 340POB'A

MiXXHapOoAHUIN KOHTPO/b

AOCANiAXKEeHb AKOCTI fOoCAnigKeHb

Ha KpaLjoMmy | goBipa noHag, 20 Tncay
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