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OCHOBHBIMU MIPOTHOCTHUYECCKUMU Te-
cTaMu (MapkKepaMyu MaHKPEOHEKPO3a)
npu OIT aBasitorcss CPB (uyBcTBUTENb-
HOCTh — 86%), 3i1acTa3a JeUKOIUTOB
(84%), maxratnerunporenasa (JIAT; 82%),
a,-Makpornobynun (72%), o,-
anturpuncud (69%) [25]. B mocaegnue
ToIbl JOKa3aHa BaXHas poJib B JI0OOM
BOCITAJIUTEIBHOM Tipoliecce (B T. 4. IpU
nopaxeHuu [12K) LMTOKMHOB, KOTOpbIE
BBIIENAIOTCS JEUKOUUTAMU U MOCTY-
marpT B ovar BocmaseHus. K mpoBocma-
JIUTETbHBIM IUTOKMHAM OTHOCIT UHTEP-
neiikunsl (UJ) 1, 6, 8, dakTop HeKpo3a
onyxonu (PHO). Ux aHTaroHUCTH —
MPOTUBOBOCIIAIUTEIbHBIC MEINATOPHI —
WNJI-10, anTaronuct peuentopos MJI-1
u np. Ilpu nucbanaHce npo- U NPOTHU-
BOBOCIIAJIMTEIbHBIX aT€HTOB B CTOPOHY
MepBBLIX BOCITaJIeHUE, B T. U. TPU MTaHKpe-
aTUTe, yCUJIMBaeTcs. B CBSI3M ¢ 9TUM B Ka-
YeCcTBE MapKepoB BOCHAJCHMS ITPU IMaH-
KpeaTuTax MUPOKO MCITOJIb3YIOT YPOBHU
npoBocnanutenabHbix MJI B kpoBu. Jloka-
3aHO, YTO Yepe3 cyTKM oT Havyazna OIl unu
ataku XII B KpOBU MOBBIIIAETCS COAEP-
xanue UJI-6, a uepes 48 u — 1UJI-8, Torna
Kak kKoHueHTpauus UJI-10, HanpoTus,
cHuxaetcs. [IpenoxkeHa T. H. THIIOTE3a
BTOpO# aTaku [23]: moBBILIEHUE YPOBHS
MTPOBOCITATUTEIbHBIX IUTOKUHOB B KPOBU

HabmogaeTcs uepe3 1-2 cyT mociie nepBoit
ataku — noBpexaeHus [12K u runepdep-
MEHTEeMUH. Pe3ynbTaT «BTOpPOif aTaKu» —
CeTNTUUECKHE OCIIOKHEHUS TaHKpeaTuTa
1 €ro CUCTeMHbIEe MPOSIBIeHUS (M3MeHe-
HUS CO CTOPOHBI IMOYEK, IMEYSHHU, JTeTKHUX

Kputepuu Glasgow (Imrie) [25]:

* BO3pacT > 55 JieT;

* KOJMYECTBO JIEHKOLMTOB B epudepu-
4yecKoil KpoBu >15x10°/i;

* pO, BapTepuabHoii Kposr <60 MM pT. CT.;

* ToKa3aTesb IJTI0KO3bl B CHIBOPOTKE

* coJiepXaHue Oesika B CbIBOPOTKE KPOBU
<32 r1/m;

* akTuBHOCTbH JIII" B CBIBOPOTKE KPOBU
>600 en./n;

* aKTUBHOCTbH TpaHcaMMuHa3 (AcAT,
aJlaHuHaMuHOTpaHchepasbl — ATAT)

UT. I.).

Hecneuunduueckuit mapkep BocIa-
nenus — CPb, conepxaHue KoToporo
B KpPOBMW yBeJMUYMBaAETCSI yepe3 72 9
oT pa3sutusg OIl unau Havana TsXenoi
ataku XII. Yepes 1-3 cyT oT Hauaia maH-
KpeaTuyeckKoi aTakKu MOBBIIIAETCS yPO-
BeHb ()aKTOpa aKTUBALLMU TPOMOOILIMUTOB
(DAT), mO3TOMY OMHUM M3 COBPEMEHHBIX
CPEICTB JIeYeHUSI TaHKPEATUTOB SBJIS-
eTcsd aHntaroHuct ®AT nekcumadaHT.
YHuBepcajlbHbBIM MapkepoM UHGUILIUPO-
BaHMS (B T. 4. MHGULIMPOBAHUS MaHKpe-
oHekposa npu OII, Tsaxenoit arake XII)
SBJISICTCS BO3pacTaHWE KOHIIEHTPAIuu
MPpOKaJbIIMTOHUHA B KPOBU IIPU MOBTOP-
HBIX UccliefoBaHUsAX >1,8 HI/MJI.

OlleHKa ChIBOPOTOYHBIX MapKepOB aK-
TUBHOCTU BOCTIAJIEHU I UMEET OOJIblIee 3Ha-
YeHMe AJ151 OUEHKU TSIKECTU MaHKpeaTuTa,
€ro TIPOTHO3a, YeM JIJIST TOCTAHOBKY JHar-
HO3a, T. K. Pe3yJbTaThl 3TUX TECTOB HeCIIe-
uuduaHs [12].

st oueHku TsKecT U mporHosa OIT nc-
MOJb3YIOT pa3UYHbIe OaTIbHbBIE CUCTEMBI,
Hanpumep kputepuu Ranson (tadim. 1),
Glasgow, APACHE I1 u ap.

KpoBH >10 MMOJIb/N (ITPY OTCYTCTBUU
nuabera);

* YypPOBEHB MOUYCBUHB
>16 MMOIIB/T;

* KOHLIEHTPALUs KaJbL1s B CIBOPOTKE
KpoBHU <2 MMOJIb/T;

B KpPOBH

B CBIBOpOTKe KpoBu >100 em./m.

IIpu BeIsIBIIEHUU Y OOJIBHOTO >3 KpUTE-
pueB Glasgow (Imrie) OIl cuuraercs Ts-
SKEJTBIM.

IIpomonxkenue ua ctp. 70.

Tabnuua 1. Kputepumn Ranson ansa ouenkm taxxectu OM [25]

. on
Kpurepuit AnkoronbHbIi | BunuapHbii

Mpu noctynnexuu B otaenenme
Bospacr >55 >70
Konunuecteo neikountos B nepudepuyeckoi kposu, x10°/n >16 >18
CopepXaHue rioko3bl B CbIBOPOTKE KPOBM, Mr/an >200 >220
Aktusrocts JIAT B chiBopoTKe KpoBK, ea./n >700 >400
AxTneHocTb ACAT B CbIBOPOTKE KPOBH, €A./n >250 >250

Cnycrs 48 4

CHM1XeHWe reMaTokpuTa >10% >10%
CopepxaH1e OCTATOYHOrO A30TA B CHIBOPOTKE KPOBM, MI/An >5 >2
CopepxaHu1e Kanbuus B CIBOPOTKE KPOBH, Mr/an <8 <8
pO, B apTep1anbHOM KPOBH, MM pT. CT. <60 -
Aunpos, Mr-ake/n >4 >5
CekBecTpaums X1AKOCTH, i >6 >4

Mpumeuanne: AcAT — acnapratramunotpancdepasa. Kaxabii napamerp ouenmsaercs 8 1 6ann. Mpu cymme 6annos or 0 go 2 OIN

paccmaTpusaercs Kak nerkui, 3-5 6annos — cuutaercs cpepHeTaxensim, 6-11 6annos — pacueHMBaeTCcs KaK TAXeNbIH.
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bonee nuHaMuuyHa, HO TpeOyeT 3HAUU-
TEJIbHOTO KOJMYECTBA CAOXKHBIX HCCIEe-
MOBaHM KaaccudUuKallMOHHAs cucTeMa
APACHE II (Acute Physiology And Chronic
Health Evaluation). Ona npegycmaTpuBaeT
0aNIbHYIO OLEHKY (GU3MOJOTUYECKUX
nmokasareJieil (apTepraJbHOTO TaBJICHUS,
PEKTaIbHO TeMIIEpaTyphl, CEPACUYHOTO BbI-
Opoca u ap.), Bo3pacta 60J1bHOT0, HAJUYUS
(OoHOBBIX XpOHUUYECKUX 3a00JIeBaHUIT Cep-
JIEYHO-COCYIMCTON CUCTEMBbI, OPTaHOB JIbI-
XaHWs, MeYEHU, MoYeK. YUeT rnokasaresei
CJIOKEH W OOBIYHO TTPOBOIMTCS C TIOMOIIBIO
KOMITBIOTEPHBIX TTPOTPAMM.

ITpumMeHeHue 1abopaTOPHBIX TECTOB MO~
3BOJISIET yTOUHUTH 3THoJoruio OIT nnu XI1,
€CJIM OHU CBS3aHBbI C TTATOJOTUEH KeTUHbIX
nyreit (ounupyouH, menouHas ocdarasa),
TUIepKaJbliueMKeil, ayTOMMMYHHBIMHU 3a-
boneBaHuAMM (MOBBILIEHUE YPOBHS 1gG,
B CBIBOPOTKE KPOBU MPU ayTOUMMYHHOM
naHkpearure), uHpekuusIMu (bakrtepuu,
BUPYCHI, IPOCTENIIIUE, FPUOBI, TAPA3UTHI).

B tabnuue 2 npuBeaeH nepedyeHb MHGEK-
LIMOHHBIX aT€HTOB, CIIOCOOHBIX BBI3BATH I10-
paxenue [12K. [Ipy HaaMuYMKM COOTBETCT-
BYIOILIMX 3MUAEMUOJOTUUECKUX U KIUHU-
YeCKMX TaHHBIX HEOOXOAMMO ONMpPeneIUTh
J1abopaTOpHbIE MAPKEPBI ITUX UHPEKLIUIA.

B nocaeaHue roabl Npu Momo3peHUU
Ha XIT Bo3pactaeT 1MarHOCTUYECKOE 3HA-
YeHUe TeHeTUUECKUX UCCIIEOBaHU, B YacT-
HOCTHU U3Yy4YeHUe MYTallMii TeHOB KaTUOH-
Horo TpuricuHoreHa (mytauust R122H), nH-
ruburtopa Kaszans runa I (SPINK I; mytamust
N291), kuctozHoro ¢pubdbposa (CFTR), myTa-
U TeHOB MeTaboIM3Ma 3TaHOJIA, BBISIBIIC-
HUE HACJIeACTBEHHOTr 0 NeUIuTa JIUMIOMPO-
TeUHJIUMNAa3bl (IPUBOAUT K TUTIEPTPUTIU-
LepuaeMun), aeUIuTa o -aHTUTPUIICUHA,
remoxpomaro3a [12]. BTo cBsI3aHO € TeM, YTO
HekoTopble BapuaHThbl XI1, KOTOopbie paHbliie
CYMTAIM UANOTIATUIECKUMU, SIBIISTIOTCS T'e-
HETUYEeCKU 00YCIOBICHHBIMU [15].

B 1996 1. D. Whitcomb u coaBT. pa3pa6o-
TaJIM TeHHYIO TEOPUI0, O0BSICHSIOILYIO pa3-
BUTHE HacliefcTBeHHoro maHkpeaTura (HIT)
1 CBS3bIBAIOLIYIO €0 ¢ MyTallMel reHa, Ko-
nupytomiero TpurncunHoreH [18]. beita mo-
kazaHa accouunauus HII ¢ HacaenoBaHuem
creluduyeckux MapkepoB U3BECTHBIX JIO-
KYCOB XpPOMOCOM, a TaK>Ke ¢ MyTallMeil reHa
B INIMHHOM TLIeue XxpoMocoMbl 7 (7q35). [Tpu
9TOW MYTallMU MPOUCXOAUT 3aMEHA apTu-
HWHA Ha TUCTUAUH B nojioxxeHuu 117 mo-
Jexyabl TpurnicuHoreHa — R117H (o HoBoid
HoMmeHkJatype — R122H) [5, 6]. Jloka3zaTesb-
CTBO T€HETMYECKOI MpeapacioioXeHHO-
CTH K pa3BUTHIO TAHKpeaTHTa B 5% CiryJacB
HAlIlJIO CBOE OTpaXeHUe B KJaccupukanum
daxtopoB pucka XIT — TIGAR-O. B aroit
abopeBuarype 0ykBa «G» pacuingppoBbiBa-
ercd Kak «genetic» [2, 15]. BaxHo nomguepk-
HYTb, YTO 3Ta KJaccuuKauus AeJuT mna-
LIMEHTOB Ha KaTerOpUu COMIACHO (pakTopaM
pucKa, MaKCMMaJIbHO aCCOILIMMPOBAHHBIM
C MAHKPEATUTOM B KaX 0 KOHKPETHOH CHU-
Tyauuu. Hampumep, mauueHT ¢ MyTaiuei
KaTuoHHoro TpuncuHoreHa R122H (sepo-
SITHOCTH pa3BUTHUS MmaHKpeatuta — 80%,
xpoHu3anuu — 40%), ymoTpeOISIonInii an-
KOroJib (M30J1MPOBAHHOE 3JI0YNOTpebIeHE
aJIKoroJyieM 0e3 HacJeCTBEHHOM Mmpeapac-
MOJIOXXEHHOCTH K TaHKPEaTUTy COMPOBO-
JKJ1aeTCsl PUCKOM BO3HUKHOBEHU S 3a00J1€e-
BaHus <10%), moraner B Kareropuio «[cHe-
TUYECKUIA MTAaHKPEAaTUT», a He B KATETOPUIO
«ToxcrnKo-mMeTaboaMYeCcK Ui MaHKPEATUT».
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JleACTBUTENBHO, ONHOUW TeHEeTUUYECKOM
MPeapacioNOXEHHOCTH, KaK MPaBuJo, He-
JIOCTATOYHO JJIs pa3BUTHS MaHKpeaTuTa —
HEOOXOIMM MHULIMUPYIOIIUIA BHELIHU
(axTop (yaiie Bcero — 3J0ynoTpedaeHue
aJIKoroJjieM, OujarapHas naToJorus), MpoBo-
Hupylomuin MaHudecTanuio 3a60eBaHUsI.
I'eHeTnyeckas npenpacmnonokKeHHOCTb Mpe/-
omnpeessieT 0OJbIIYIO BEPOSITHOCTh TOSIB-
JIEHU S TOT'O XK€ aJTKOTOJIbHOTO MaHKpeaTuTa
[24]. HIT onuHakoBO yacTo HabaomaeTcs
V MY>XKUMH U XEHIIMH, He 3a(UKCUPOBAHO
pa3IM4mii B 3aBUCUMOCTH OT pachi [6, 7, 16].

TTo3z>xe ObLTU BBISIBJIEHBI MYTallMU FeHa Ce-
PpUHIIPOTEA3HOro MHruouTopa Kaszans tuna
I (SPINK I) y mariueHToB ¢ MAMONATUYECKUM
XI1, noka3aHa cBs3b ¢ mytauueit SPINK
I (N291) mpumepHo 50% cirydaeB Tpormude-
CKOT'O MaHKpeaTuTa U 3HAYUTEeIbHOM YacTn
TakoBbIX uanonaruyeckoro XI1 [14, 17, 20, 21].

[lpoananusupyem noapoOHee nmartore-
He3 HII, accoununpoBaHHOTO C MyTallUsSIMU
RI122H u N291. Mosexysia TpuIcuHa co-
CTOMT U3 JIBYX CYObeIUHULL, COETMHEHHbIX
MOJIMTENTUAHON 1enblo. B monoxenuu 117
9TOW LIENU HAXOAUTCI apruHUuH. Mexny
JIBYMS CyObeIMHUIIAMU TPUTICUHA PacCIio-
JIATAeTCs €r0 AKTUBHBIU LEHTP, KOTOPHIU
CIOCO0eH pacrno3HaBaTh AprMHUH U JIU3UH
U OCYIIECTBJISITh B MECTE COETMHEHUS DTUX
AMMHOKMCJIOT JIM3UC MOJUTIETTUIHOMN LIETTH.
MMeHHO TakuM 00pa3oM TPUTICUH, ME30-
TPUIICUH U 3H3UM Y UHAKTUBHUDPYIOT 80%
MHTpanaHKpeaTuYeCKUX TPUTICMHOTeHa
u tpurcuHa [7, 27]. OctanbHbie 20% nHaK-
TUBALlMM MHTpaNaHKpeaTudecKux mpoTeas
ob6ecnieunBaoTcs SPINK [. OToT HHrMOU-
TOp NpeAcTaBsieT coboii cnenupruyeckuii
cyoctpart mus tpuncuHa. SPINK I Heobpa-
TUMO CBSI3bIBAET CEPUH TPUTICUMHA C JIU3U-
HOM CBOEro akTHBHOIO LIeHTpa. BaxHo,
yto SPINK I cuHTE31pyeTCst B KOIMUECTBe,
B 20 pa3 MeHbIlIeM TAKOBOI'O TPUTICMHOTEHA,
nponyuupyemoro ITK, 1 MOXeT MoJTHOCThIO
WHTUOMPOBATH TPUIICUH B TKAHU OpraHa
TOJIBKO TOT/Ia, KOrJla ypOBeHb aKTUBHOCTHU
TpuricuHa HU3Kuit. B atux cnyyasx SPINK
I mpenoTBpalaeT nocaeayoIyo ayToakTh-
BallMIO TPUTICMHOTEHA U OJIOKUPYET KacKal
AKTUBAIMU MMaHKpeaTU4YeCKux GepMeHTOB
u ayronnsa [1K (puc. 6).

[Tpy MHTEHCUBHON aKTUBALIMU TPUTI-
cuHoreHa SPINK I He B cocTossHUU ero
HeilTpaau3oBarh. B aTOM ciyyae TpurncuH
U Opyryue TpUICUHONOMO0O0HbIE (DEPMEHTHI,
Kak OblLJIO CKa3aHO BbILIE, TU3UPYIOT MOJU-
MENTUAHYIO LETb, 00beANHSIONIYIO 2 CY0h-
eMHULBI TPUTICUHA, B MoJIoXeHuu 117, T. e.
B MECTe COeIMHEeHUS] apruHUHA U JTU3UHA.
I[Ipu MyTaumMm KaTUOHHOTO TPUICUHO-
redHa R122H aprunuH 3ameHsieTcs Ha TUC-
TUIWH, TO3TOMY TPUIICUH HE CIOCOOEH
JIU3UPOBATH MOJEKYJbl TPUIICMHOTEHA
u TpuncuHa. MomHoctu SPINK I B aTnx
cllyyasix He XxBaTaeT IJis1 OJTOKMPOBaHU S
ayTOaKTHBAaLMU TPUIICMHOTEHA, POJ0JI-
JKaeTcsl KacKaJ aKTMBAallMY MaHKpeaTuye-
ckux pepmenTos u ayronns 12K [7, 16]. ITpu
myTtaruu SPINK I (N291) cHuxaetcs cte-
MeHb MHAKTUBALIMU TPUTICUHA, a Ha (oHEe
BO3AEMCTBUS MOILLHOTO MPOBOLIMPYIOLIETO
(¢akTopa (aJIKOrojb) TaKXe pa3BUBACTCS
HIT (puc. 7).

HII noapasnensiercst Ha KJacCUYECKU
(ayTOCOMHO-IOMUHAHTHBI, C IEHETPAHT-
HocThIO 80%); TeH KaTUOHHOI'0 TPUIICUHO-
reHa PRSSI, R122H, N291) u uanonaruye-
ckuii (PRSSI — A16V, D22G, K23R).

S

IIpomonaxkeHue cienyer.

HeakTUBHLIR TpUNCHUHOMEH

L4 4 4 4 4

MenTtug AKTMBaUKA (ayToOaKTHBALMA)
aKTMBaLmKn . TPUNCHHOTEHa — NpeBpalleHue
TPUNCUHOTEHA Bro B TPUNCHH
MHakTueaums
TpuncuHa SPINK1
SPINK1
MyTauuna MyTauus reHa
SPINKA/PSTI TPUNCUHOreHa

He
Hrubu-
pyetea

MyTtauT

He nHakTMBupyeTch
MYTAHTHLIM
TOUACHHOM

MyTtant R122H
SPINK1/PSTI

N

AxTusuposanue depmMenTa —
ayTonepesapuMBaHue — NaHkpeaTuT

Puc. 7. UutpanaHkpearMueckas GKTMBALMS TPUNCUHOTEHA U FEHETUYECKM AEeTEPMUHUPOBAHHBIE AHOMAIUY
MEeXaHM3MOB 3dLLUTBI OT Ype3MEPHOIi UHTPUOPraHHOI aKTUBALMK 3TOro npodepmenta [11]

MoBpexaeHve
cocyzoB

T PaspyLeHve
anbBEONSPHOTO
cypdakTaHTa

Onacrasa f

docconu-
f nasa A,

A

TNevikoTakenc

AN

KomnnemeHT

AN

MoBbilLeHe Kannvkpen TpomGuH
NpOHNLIaeMoCTH [BC-cuHapom
Kanunnsipos
W BEH K ‘
XUMOTPUMCUH Nvnasa
MoBpexaexve Kvposon

Kanunnsapos

HeKpo3

Puc. 6. Mpoteonutnyeckmii kackag — ocHosa aytonusa MK [11]

Tabnnua 2. UHeKLMOHHbIE U NAPU3UTAPHBIE UreHTbI,
nopaxatowme MK

Bakrepun Bupycbi Mpocreiume Tpu6bi Tnunctb Hacekombie
Mukobaktepus | Bupyc Tambnuy; AxktnHommuetsi; | Mpeacrasutenu | 9 ckopnuona
Tybepkynesa; | UMMyHOREPUUUTA | MANSPUMHBINA Candida; poaa
Mycobacterium | yenosexq; nnasmoami; Aspergillus; Opisthorchis;
avium; BMPYC amebb; rpubel popa ackapuaa;

GnepHas 3MMAEMMUYECKOTO kpuntocnopuany; | Exophiala; KJOHOPX;
TpenoHeMma; napoTura; TOKCONNA3MbI; KPUNTOKOKK neveHouYHas
Helicobacter BMPYCbl FeNaTMTOB A, | MUKPOCMOPHANK; ABYYCTKQ;
pylori; B, C, E; NenMaHuK; 3XMHOKOKK;
Campylobacter | sHTepoeupycei MHEBMOLMCTI BbIYMI LLeneHb;

jejuni;
MEePCUHUK;
CanbMOHenbI;
nenTocnupbl;
nernoHennbl;
pHUKKeTCUH;
MMKOMNA3MbI

(Kokcaku, ECHO,
Metro);
LMTOMEranoBmpyc;
supychl Varicella
(onosichiatowero
nnwas, BETPSHON
ocnbl);

BMPYC NPOCTOro
repneca;

BUpYC dnwTenHa-
bapp;
poTaBMpycCh;
BMpYycC beleHcTBa;
peosMpych;
BMPYC KPACHYXM;
QAEHOBUPYChI

yrpuua
KMWeYHas;
CBUHOM LieNeHb;
QHKMNOCTOMQ;
Onchocerca
volvulus
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