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COCTOAHME YITTEBOJHOI'O OBMEHA Y bOJIbHBIX
CJIATEHTHBIMU 1 MAHN®ECTHBIMU BAPVUAHTAMMNU
IIOPOVIPMTHOBOTO IVNICMETABOJIN3MA

TOY BITIO HoBocubupckuii rocy 1apcTBEHHbINA MEIUIIMHCKUI YHUBEPCUTET

O6caenoBainu 320 GOJIbHBIX, Y KOTOPHIX OLEHUBAINU COCTOSIHUE YIJIEBOAHOIO M HOP(GUPUHOBOTO
obmeHa. Y 119 GoJbHBIX ¢ HOPMAJIbHBIM OOMEHOM MOP(GUPUHOB PACCTPONUCTBA YIJIEBOAHOTO 00Me-
Ha 3apeructpupoBanbl y 42 (35,3%), us ux 36 (30,3%) uesoBek crpajgaiy caXxapHbiM AMabeToM
(CI) tuma 1. 13 201 607pHOTO ¢ TTPU3HAKAMU TOPHUPHHOBOTO AHCMETAOOTIM3MA OTKIOHEHUST B
yIJIeBOJIHOM 0OMeHe oGHapyskeHbl y 86 (42,8%) uesosek. Y 10 manueHTOB OHU COOTBETCTBOBAJIN
HapyIIEHHOI IJIMKEMUH HATOIIAK, Y 23 — HapyIIeHHOi TOJIEPAaHTHOCTH K IVIIOK03¢, y 37 — IaHKpe-
arorenoMmy auabery u'y 16 — C/I tuma 2. Hapyuiennast rilikeMust HaTOIIaK, HapyIeHre ToIepat-
THOCTH K TJ1ioko3e 1 C/I Tuna 2 1ocToBepHO yaliie perucTprupoBaIUCh IIPU PAHHUX BapraHTaX Mop-
(bupuHOBOTO AKICMETab0MM3Ma (CUMIITOMATHYECKOE TIOBbIIIEHHE TIOPGUPUHOB B KaJie, BTOPHYHAS
kompornopupuiypust). [TaHkpeaToreHHbII 1Ha0eT Yallie BBISBISAIICS TIPHU JaTEHTHOM 1 MaHI(eCcT-
HOIi nosaneit koxHoi nopdupun. [Ipu CJI Tuna 1 Hapymenus mopdbupuHOBOro oOMeHa He 0OHa-
pyskembl. [lanbie HaOIIOIEHUS MO3BOISIIOT MAMEHTOB € PA3JINIHBIMI BAPHAHTAMHU TOP(HUPHHO-
BOIO CMETab0JIM3Ma OTHECTH K TPYIITIE TIOBBIIIEHHOTO PUCKA PA3BUTHS HAPYIIEHUI YIJIEBOAHOTO
obMeHa, B ToM uncie u CJ1.

KmoueBble cioBa: HapylleHHas IVIMKEMUS HATOIIAK, HAPYIIEHUE TOJIEPAHTHOCTH K IJIIOKO3€E, Ca-
XapHblil auaber, HapyieHust MopHUPUHOBOrO 0OMeHa, JIATEHTHAS 1 MaHU(bECTHAS TIO3/HSIST KOXK-

Has noppupust

B coBpemennoii ksaccuduKanuu caxapHoro
mmabera (C/) u ApPyruxX HapylIeHUI TIJIMKEMUK
(BO3, 1999) cyuectBenno paciuimpena rpyiia 3a-
60JIeBaHMii, aCCONMMPOBAHHBIX C PACCTPONCTBAMM
yIJIEBOIHOTO 0OMeHa. B 3Ty rpylimny BKJIIOUEHBI U
nopcdupuu [1].

[Topdupun oTHOCATCA K Tpyiie 3abojeBaHuii
o0MeHa BEIECTB, PAa3BUTHE KOTOPHIX 00YCJIOBJIEHO
HacJe/ICTBEHHbIMU JlepekTaMu B (hepMEeHTATUBHON
cucreme GuocunTe3a rema. [IpeaycMoTpeHHbie coB-
pemeHHo# Kiaccudukarueit nopgupuu (3pUTpo-
[I03TUYECKHUE, OCTPble ¥ XPOHUYECKHE 1Te4eHOYHbIE,
reraTodpUTPONOITHYECKAsT TOPUPHs) paccmart-
PUBAIOTCSA KaK CaMOCTOSTENIbHbIe 3a00J1€BaHus, KO-
TOpbIE 0OYCIOBJIEHBI CIEIUMDUIHBIMU JUIST KK 0
nopbupun pepMeHTaTUBHBIMU JlepeKTaMu U BbITe-
KaloIMMHU OTCIOZIA CIeNUMUYHBIMI HAPYIIeHUSAMU
obmena mophUPUHOB U OCOOEHHOCTSMU KINHH-
yeckoro teyenus: Gonesuu [4]. IlpoBegennble HaMu
WCCIEe/IOBAHMS TOKA3JIM, YTO HapylleHus mnopdu-
pPUHOBOTO OOMEHA TI0 TIEYEHOYHOMY THIY KpPOMe
criennuIHbIX GHOXUMUYECKUX CHHAPOMOB JIATCH-
THOU M MaHU(ECTHOW 1MO3/[HeN KOKHOU Topdupun
(ITKIT) moryT iposiBaATBCS HecreluUIHbBIMU UJIN
PaHHUMM HapyIIeHUSIMH B BUJIE CUMIITOMATHYECKO-
rO MOBBINIEHUS TOPMOUPUHOB B Kajie M BTOPUYHOM
korponopdupunypuu (KII-ypun) [4].
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PerpocriekTuBHBIN aHAMNU3 JAaHHBIX JUTEPATYPDI
cBujietesnpcTByeT, uto CJ] MOXKeT mpe/inecTBOBaTh
manudecrnoir ITKIT [12] win obe Gosesnu ana-
rHoctTupyiotcs onHoBpemento [14]. PaccrpoiicTsa
MeTabosM3Ma  yriaeBoioB, xapakrepubie s CJI,
HabJoaoTes ToIbKo y 4-9% Goabrbix TTKIT [13],
toria kak y 11% o6HapyKUBAIOTCS HAPYIIEHUST TO-
JlepaHTHOCTH K Tomioko3e [16]. B. Dopkac u coasT.
[11] npu ITIKIT o6napysxuau y 12% 60JbHBIX aHK-
peaToreHHbIil AnabeT, BOSHUKIIUN Ha (HOHEe XPOHU-
YeCKOro MaHKpeaTuTa. ABTOPbI CYUTAIOT 9TOT BapH-
aHT arabera 6ojiee XapaKTepHbIM Il MaHUMeCTHOI
[TKTI, mockoJbKy OH 4alile BCEro CBsI3aH C XPOHUYEC-
KOl aJIKOTOJIBHOW MHTOKCHKaIei. Ajkorosb (3Ta-
HOJI) OKasbIBaeT ClenupUueckoe UHTHOUPYIOIEe
nelictBue Ha cucteMy (hepMEeHTOB OMOCHHTE3a reMa
u ruroxpoma P-450 [3]. B pesysbrate 1o mpuHITH-
1y oOpaTHOW CBSI3W B IEYEHU TIPOUCXOAUT 3-KpaT-
HOE TIOBBILIEHNE KJIIOYEBOTO B cucTeMe GHOCHHTE3a
rema (pepMeHTa — CUHTETA3bI O-aMUHOJIEBYJIMHOBON
KUCJIOTBI — ¥ PE3KO CTUMYJIMPyeTcss o6pasoBaHue
nophupunos [15]. OnnoBpemento atanos B 40-90%
cJiy4aeB gBJISI€TCS OCHOBHOW MPUYUHON, UHAYIUPY-
o1el Hapyniene GyHKIIMY TOKeTy0UHOM JKeJe-
3bl U PAa3BUTHE XPOHUYECKOTO MankpearuTa [8].

T'omeocTas rIoK03bl TOJIEP;KUBAETCS PA3JIMYHDI-
MU PEeryJsATOPHBIMU cHUCTeMaMU. B3aummopeiicTBue
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TOPMOHOB U (PepPMEHTOB 00€CIIeUNBAET HOPMATHHBIN
YPOBEHD TJIIOKO3bI B KDOBU 1 HEOOXOAUMOE €€ KOJIH-
YeCTBO JIJISI OCYIIECTBJIEHUST OOMEHA B Pa3/INYHBIX
opraHax u cucremax. [leyenpb sBJsIeTCs HEHTPaJIb-
HBIM OPTaHOM, 00ECIIEYMBAIOIIIIM TOMEOCTA3 TIIIOKO-
3bl, TIOCKOJIbKY B Hell OCYIIECTBJIIIOTCS KaK yTUJIN-
3a1ust, Tak U 0OPa30BaHUE TJIFOKO3bI B XO/I€ CJIOKHBIX
OUOXMMUYECKUX TPOIECCOB — TJIMKOTEHOM3a U
[JIIOKOHeoreHe3a. B ¢Bsi3u ¢ yeM pas3jindHble HApY-
meHust GyHKIIMY TIedeHn, B TOM YucJie U ophupuu,
MOTYT BBI3BIBATh MJIHU CIIOCOOCTBOBATD BO3HIUKHOBE-
HUIO PACCTPOUCTB YIJIEBOHOTO 0OMeHa [2].

Hacrostiiiee coolliieHre sIBJISETCST UTOTOM Ha-
[IUX MHOTOJIETHUX HaOJIOIEHUH, TIPOBOIUBIIIXCS C
LeJIbIO U3YUEHMS YIJIEBOJHOr0 0OMeHa y OOJIbHBIX C
Pa3IMYHBIMU BapUaHTaAMU TTOPMUPUHOBOTO IUCME-
TabOJIM3MA 110 TIEYCHOUHOMY THITY.

MarepuaJbl 1 METO/IbI

O6cieoBano 320 6obHBIX (242 MyKUMHBL W
78 sxenmuH) B Bo3pacte ot 18 no 72 set (cpepnuii
Bo3pact 47,2+2 1 rona). VccaenoBanrie 1poBeieHO
B cooTBeTCTBUM ¢ «[IpaBumaMu KIMHUUECKOU TTpaK-
tukn B Poccuiickoit Memepanuns», yTBEP:KICHHDI-
Mmu npukazoM Munsapasa Ne 266. Y Bcex 60JIbHBIX
AJTIOIUOHHO-CIIEKTPODOTOMETPUUYECKIMU METOAMU
[7] onpenensma yporopdupun (YII) u kompomnop-
¢upun (KIT) B moue, KII u nporonopdupun (111T)
B Kajie, a Y YacTU IAIUEHTOB — B ILJIa3Me KPOBH.
IMokazaHUsIMU JIJ15T KCCJIeJOBaHUst 0OMeHa nmophupu-
HOB cJryskuiin: 1) KIuHUYecKkne mpusHaku Manudec-
tHOit [TKTI; 2) Hasuune y GOJbHBIX THIIEPIIUTMEHTA-
MU HA OTKPBITHIX YYACTKAX KOXKU; 3) yKa3aHust Ha
IJIOXYIO TIePEHOCUMOCTDh UHCOJISIIUY; 4) KOHCTaTa-
st XpoHndyeckux auddysHbix 3aboseBaHuil 1ede-
HU; 5) MepeHeCceH bl B IIPOIILIIOM OCTPBIN BUPYCHBII
renaTuTt; 6) OTSTOIEHHBIN 110 AJIKOTOJU3MY U IPYTUM
uHTOKCcUKanusimM anamue3. CocTosinue yrieBOoIHOrO
oOMeHa y BCeX MAIMEHTOB OIEHWBAIM B JIMHAMUKE
HCCJIeIOBAHUS 110 YPOBHIO TJIIOKO3bI KAIMJLISPHOI
KPOBU HATOIIAK C TIOMOIIbI0 MOHOTJIIOKO30aHAIN3a-
topa «Biosen 5030» (I'epmanust). /lomosHuTenbio y
142 (44,4%) GONBHBIX MTPOBOAUIIN MO TTOKAZAHUSIM
[EPOPATIbHBIN TECT TOJEPAHTHOCTH K TIIIOKO3€ MO 00-
menpUuHATON MeToauke. [lomyuennble maHHbIE OTle-
HUBAJIM C y4eTOM auarnoctudeckux kpurepues C/l u
JIPYTUX HAPYIIEHUH YIJIEBOIHOTO 0OMEHA, PEKOMEH-
JIOBaHHBIX KoMHUTeTOM aKciepToB BO3 B 1999 1. [1].
PesysbraThl uccieroBannii anaausuposaiu audge-
PEHIMPOBAHHO ¥ CPABHUBAJIN C JAHHBIMEU 00CJIEN0-
Banust 40 IPAKTUYECKU 3710POBbIX JIUIL.

Pe3y/ibTaThl KIMHUYECKUX ¥ JAOOPATOPHBIX UC-
cenoBanmii 006pabaThiBaJIK IPH IOMOIIY KOMILIEK-
ca TPOrpaMM II0 PaCUeTy CTATHUCTUYECKUX ITOKa3a-
TeJei.

Pe3ybTaThl 4 06CYy KIEHUE

V¥ 119 GoJsbHBIX HapyIIeHUT MeTaboM3Ma TTOP-
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(dbupunoB He 06HapykeHo. Drckperst YT (12,3£1,4
umouib/cyT) u KII (49,3+3,6 HMosb/CyT) ¢ MOUOIT U
conepskanne KII (4,8+0,4 uMoJib/T CyXOil Machl) U
ITIT (11,9£0,6 HEMOIB/T CYyXOli Macchl) He TPEBbITIA-
JI1 Yy HUX HOPMaJIbHBIX 3HaueHuil. IIpu msyuenun
nannpix anamuesa y 63 (52,9%) mamuentoB ycra-
HOBJIEHO YacToe yrnoTpebJieHrue ajKOTOJsl, U3 HUX
30 (25,2%) uesioBeK peEryJISIPHO YIOTPEOISIIN aji-
koroJib. ¥ 6 (5,0%) OOJbHBIX OTMEUEH JTUTETbHDIN
KOHTaKT C 3TUJINPOBAHHBIM OEH3UHOM, HUTPOCOE M-
HEHMsIMU U PTYThio. Ha nepeneceHHblil B 1poiiom
BUPYCHBIN renaTuT ykasusaan 20 (16,8%) genosex.
ITo pesysibraTaM OOLIEKIMHUYECKOTO 0OCIeI0BAHIS
y 20 (16,8%) GOJBbHBIX AUATHOCTUPOBAHBI XPOHU-
yeckue auddysHble 3a00jeBaHus HedeHn (XPOHU-
yeckue renatutel B n C, KOMIIEHCUPOBAHHBIN 1TUP-
pos nedenn kiaacca B o Haina-ITeio), y 7 (5,9%)
— XPOHUYECKUI NMaHKpeaTUuT 6e3 HapylleHWil MHK-
peTopHOi MYHKITUH TO/KETYA0UHON JKeJe3bl, y 35
(29,4%) — mpoune 6OIE3HU KETYTOUHO-KUIIETHOTO
TpakTa (sI3BeHHast 0OJIE3HD KeJIy/IKa U JBEHA/IATH-
MEPCTHOM KUIITKW, XPOHUYECKUI TyOAECHUT U 1p.), Y
21 (17,6%) — 3aboJieBaHUsI CEPIAEIHO-COCYTUCTON
cucteMbl (UIeMuveckast OOJIE3HD CEPIIa, apTepu-
anmpHast tuneprensust) n'y 36 (30,3%) — CJI Tuma
1. Kpome C/I tuma 1, B 31011 rpyiiiie GOJbHBIX HAPY-
[IEHVsT YTJIEBOJHOTO OOMEHA, COOTBETCTBOBABIIIIE
JMArHOCTUYECKUM KPUTEPHUSIM HAPYIIeHHOU TJINKe-
MU Hatomak, BeisgBiensl y 2 (1,7%) u C/l tuna 2
y 4 (3,4%) uenosek. B 1iesiom 1o rpyiime paccrpoiic-
TBa YIJIEBOJAHOTO 0OMEHa 3aperucTpUpoOBaHbl y 42

(35,3%) GOJIbHBIX.
Y 201 6oabHOrO OOHAPY/KEHBI PA3JUYHBIE
BapWaHThl  MOPGUPUHOBOTO  AUCMETA00IU3MA.

BoisiBeHHbBIE TIATOJIOTUYECKHUE OTKJIOHEHUS y 38
(18,9%) uesoBEK COOTBETCTBOBAIU OUOXUMUYEC-
KUM [PU3HAKAM CHUMIITOMATUYECKOTO MOBBIIIEHUS
[IIT B xase, KOTOPBIE XapaKTEPU3YIOTCI HOPMAJIb-
Hott akckperueit Y11 u KII ¢ Mmovoii ipu 4-KpaTHOM,
10 CPABHEHUIO C HOPMOI, TIOBBIIIEHUU TIPEUMYIIIEC-
tBeHHo ¢pakiuu 111 B Kase, Ha 10J10 KOTOPOIi
npuxoaurest 10 80% orT o61ero cojaepKaHus Mop-
dbupunos. Y 28 (13,9%) GoJbHBIX KOHCTATHPOBAaHA
Bropuunas KIl-ypus, mpu KoTopoii conepskanue
mophupPUHOB B Kajie HOPMAJIbHOE, HO 9KCKPEIHST X
€ MOYO¥ B 2-3 pa3a BbIllle HOPMBI 32 cueT (hpaxkiuu
KIT (10 95% ot obiero copepskanus). JlaTeHTHAst
ITKIT o6uapyskena y 40 (19,9%) nanuenros. Ipu
STOM BapHaHTe HapyIleHuil mophupuHOBOro oOMe-
Ha B MOYe HauyMHaeT AOMUHMUPOBATDH (ppakiusa YII
(1m0 55-60%), B kame — KII (1o 50-55%), a obiee
cojiepkanye mopGUPUHOB B 9TUX OUOCYOCTAHITMAX
B 5-10 pa3 mpeBbliiaeT HOPMaJIbHbIe 3HAYEHUS. Y 95
(47,3%) 60JIBHBIX AMArHOCTUPOBAaHA MaHU(eCTHAs
ITKII. Tunuysablii 6HOXUMUYECKHIT CUHAPOM MaHM-
dectroit [TKII conpoBosknaeTcs AOMUHUPYIOMIAM
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Tabnuua 1

Cocmosnue yze6001020 00MeHa NPU PA3NUHHBIX APUAHMAX NOPPUPUI06020 00MeHA
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nosbitienveM YII (mo 85-90%) B moue u KII (10 75-80%) B
Kajie, a o01iiee cojiepskanie TOpGUPUHOB B MOUE BCET/[A BhIIIE
1500-2000 HMOITB/CYT.

B ar0ii rpyiine 60JbHBIX Ha YacToe yIoTpebieHne aaKoros
ykasbiBasiu 137 (68,2%) yenosek, us uux 116 (57,7%) perymsp-
HO yrioTpebstiu ankorob. Y 94 (46,8%) 60IbHBIX yCTaHOBIIE-
HA JUINTEJIbHAS UHTOKCUKAIIUS B YCJIOBUIX TPODECCHOHAIBHON
JIESITEIbHOCTY WU B OBITY PAa3JIMUHBIMU TOKCHYECKUME (haKTO-
pamu (3THJINPOBAHHbBII GEH3UH, OPraHUYECKUE PACTBOPHUTEIN,
HedTENpoOAYKThI, PTYTh, CBUHEIl U /p.). Ha nepeHecenHbIil B
IIPOILJIOM BUPYCHBIN TenatuT ykasbiBaau 113 (56,2%) 6ouib-
HbIX. Mapkeps! BupycHbiil reniatutoB B (HBsAg) u C (anTu-
HCV) o6napyzxenst y 59 (29,3%) uesosex.

ITo pesysibratam OOIIEKTMHUIECKOTO 0OCIE[0BAHSI XPOHH-
YeCKNI TTaHKpeaTuT BoisiByieH v 42 (20,9%) marmeHToB, B TOM
qucse y 37 (18,4%) u3 Hux ¢ HapylieHreM HHKPETOPHOU (PYHK-
[[UU [TO/KETYI0UHON JKeIe3bl.

N3 201 GosbHOTO ¢ MpU3HAKAME TTOPGOUPUHOBOTO HCMe-
TabOIM3Ma MTATOJIOTUIECKUE OTKIIOHEHUSI B YTJIEBOJHOM 00Me-
He oOHapyxkeHbl y 86 (42,8%) uenoek. CoryiacHO COBpeMeH-
HOI ATUOJIOTMYECKOU KyacCu(puKaluu HapyHIeHUH TJIMKEMUN
(BO3, 1999), y 10 mammeHTOB OHU COOTBETCTBOBAJIN HAPYIIICH-
HOM TJIMKEeMWW HATONIAK, Y 23 — HaApYIICHHON TOJEPAaHTHOCTH
K TJII0K03e, y 37 — maHkpeatorenHomy auabery u'y 16 — CJI
tuna 2. Hapyuiennast rinkeMusi HATONAK XapaKTePU30BAIACh
[OBBIIIEHNEM YPOBHSI TJIIOKO3bI KAIMJLISIPHON KPOBU OT 5,6 110
6,0 MMOJIb/JT U TTOATBEPIKIATACH TOBTOPHBIMU KUCCJIEI0BAHMSI-
mu. [Ipu HAPYIIEHHOW TOJIEPAHTHOCTH K TJIOKO3€ Y OOJIbHBIX
PErucTpUPOBAIUCH MOBBIIIEHHOE COEP/KAHIE caXapa B KaIIWLI-
JIIPHOU KpoBH Haromak (10 5,7-6,0 MMOJIb/JT) U 3aMeJIeHHOe
BO3BpAIllCHUE K UCXOAHOMY (depe3 2 yaca 1ocje CTaHIapTHON
HATPY3KHU COJiepsKaHue IJII0KO3bl KAUJLISIPHONU KPOBU OCTaBa-
Jioch Ha ypoBHe 7,9-9,7 mmosb/m). C/l Tuna 2 u maHKpeaToreH-
HBII [uabeT XapaKTepPU30BaIUCh MOBBIIIEHNEM YPOBHS TJIIOKO-
3bl KAlTWJIISIPHON KPOBU HATOIIAK /10 7,4-13,3 MMOJIb /1.

13 obuero kosmyectBa 00JbHBIX (86 4eI0BEK) ¢ MATOJO-
TUYECKUMU OTKJIOHEHUSIME B OOMEHe YIJIeBOJOB TOJIbKO 19
(22,1%) mareHTOB /10 OOHAPY/KEHUS Y HUX HAPYIIECHUN B Me-
tabosm3Me OPHUPUHOB HAGJIOMAIUCH SHIOKPUHOJOTAMHE 110
1oBoy naHkpearorentoro anadera u CJI tuia 2 B reuenue 5-6
npemmrectByonwmx Jet. Y 60 (69,8%) GoabHBIX HapyIIeHe yT-
JIEBOHOTO U TIOPHUPHHOBOTO 0OMeHA OBLIO BBISIBIIEHO OJ[HO-
BpeMeHHO U Y 7 (8,1%) GOJIBHBIX PacCTPONCTBA YTIJIEBOIHOTO
obMeHa MaHu(beCTUPOBAIH Yepe3 2-3 To/[a MOC/e KOHCTATAIIN
HapyueHuii nopdupruHosoro obMena. Yacrora perucTpanuu u
pacrpe/ieJieHne KaTeropuii THIepPrInKeMIK Y MAIlMeHToB 6e3
HapyIeHnit oOMeHa TOPHUPUHOB Uy GOJBHBIX ¢ PA3JIUYHBIMI
BapuaHTaM¥ MOPGUPUHOBOTO [UCMETA00IU3MA TTPEICTABIIEHDI
B mabauye 1. TOJbKO y TAIMEHTOB ¢ HOPMAJIbHBIMU TTIOKAa3aTe-
ssmu nophupruHoBoro MetabomaMa Habmogancs CJl tuna 1. B
rpyiie OOJbHBIX C PA3JIMYHBIMU BADHAHTAMU HAPYIIIEHU I 0OMe-
Ha MOPPUPHUHOB Yallle BCEro 0OHAPYKUBAIMCH HAPYIIEHHAS TO-
JIEDAHTHOCTD K TJII0KO3€ U [TaHKpeaToreH bt quadet. [Ipu atom
HMAHKPEATOTeHHBIN AMabeT OTHOCUTEIHHO Yallle AUATHOCTHPO-
Bajics Ha (poHe chOPMHUPOBABLIMXCH OMOXUMUYECKUX CUHIPO-
MOB siaTeHTHOH 1 Manudectnoit [TKII. Hapymennas rmukemus
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HATOIIAK ¥ HAPYIIEHHAS TOJEPAHTHOCTh K IJIIOKO3€
OKa3anch OoJiee XapaKTEPHBIMU JIJISI MAIIUEHTOB C
pPaHHUMM HAPYHIEHUAMHU TOPGUPUHOBOTO OOMEHA, B
yacTHocTH it Bropudnoi KII-ypun. OtHocuTebHO
BBICOKUIT y/IETbHBII BEC TTAHKPEATOreHHOTo rnabeTa
B TPyIIe GOJBHBIX ¢ CUMITOMATHYECKUM MOBBIIIIE-
nuem 111 B Kase, MO-BUANMOMY, OBLI CBSA3AH C TEM,
4T0 GONBIIMHCTBO U3 HUX (32 us 38 uesnoBek) cuc-
TEMAaTHUYECKH 3J10yToTpebIistiu ainkoroiem. Yactora
peructparuu CJ/[ Tuna 2 y marnueHToB ¢ HOPMaJib-
HbIM 0OMeHOM nopdupunos 1 ManudectHoi ITKIT
cyliecTBeHHbIX padanuunii (p > 0,5) He numesa, Toraa
KaK [P PAHHUX BapUaHTaX MopGUPUHOBOTO IUCMe-
taboM3Ma JIaHHasl KaTeropusi TUIIEPIINKEMUN pe-
rECTPUPOBAIIACH AocToBepHO vaie (p < 0,05).

Ha ¢one HapyiieHHOTO yrieBOJHOTO 0OOMEHa Y
GOJIBHBIX € CHUMIITOMATHYECKUM ToBbimenueM 11T
B KaJle colep:kanue MOpMUPUHOB B HEM OKa3aJ0Ch
JIOCTOBEPHO GoJiee BHICOKUM, YeM Y MalMeHTOB (e3
HapyIeHuit MetaboIn3Ma yrieBo0B. AHAJIOTHYHbIE
B3AMMOOTHOIIEHWS TPOCIIEKIBAINUCH U TIPH JAPYTHX
BapuaHTax MophUPUHOBOTO ArcMeTaboarama. [Tpu
ropuunoii KIl-ypum HapylieHusM yTIeBOIHOrO
ob6MeHa COTyTCTBOBAIIO (HoJIee BHICOKOE COEPIKAHIE
dpakunu KII. Hapymenus nopdupuroBoro oomMeHa
npu jsarentHoit 1 Manudectroit ITKII otHocuTens-

HO Yallle COMPOBOKAAINCH 60Jiee BHICOKON 9KCKpe-
et YITI ¢ Modoii u GoJiee BBICOKMM COAEPKAHUEM
KIT n ¥Y1I B miazme kpoBu. OcTanbHble TOKa3aTeIn
mopGUPUHOBOr0 06MeHa He MMEJH CYIIECTBEHHBIX
pasmuunit (Tabauupt 2 u 3).

VY GOJIBHBIX ¢ HAPYIIEHUSIMU YTJIEBOAHOTO 0OMe-
Ha teyenne mManudectnoit [IKII orsmuanocs Heko-
TOPBIMU 0COGEHHOCTSAME. B 2T0il rpyiine GOJbHbIX,
B YaCTHOCTH, ocToBepHO vatie (Tabnauya 4) Habiio-
JIAJTACh THOKOKKOBBIE OCTOKHEHUS HA MOPAKEHHBIX
ydyacTKaX KoKu, 0OoJiee WHTEHCUBHAsSE 3€MJIUCTO-
OGPOH30BOrO IIBETa MUTMEHTAIUsT B 00JIaCTH JIMIIA,
eV ¥ TeH/IEHITUS 1aBaTh PEIUINBBI PAHHEH BECHOI.
IMocnenHsist 0COOEHHOCTD OTPEIEIsiia B 3TOM IPyIIe
6oJIbHBIX U OoJtee ipoposkuTenbHyo (7,1+0,2 mec.)
akTUBHYIO (hagy Gomesnu. Y GOMBHLIX Ge3 Hapyiie-
HUiT yIJIeBOAHOTO 0OOMeHa akTuBHast (asza Gose3Hn
cocrasysiia B cpeqrem 5,8+0,13 mec. (p < 0,001).

PesynbTaThl HalMX KIMHUYECKUX WCCJEI0BA-
HUI COCTOSTHUSI YTJIEBOJHOIO OOMEHA MPH Pasiny-
HBIX BapHaHTaX MOPGUPUHOBOTO AMCMETaboIM3Ma
JAI0T OCHOBAHWE BBIIEJUTD s/l 3aKOHOMEPHOCTEN.
Bo-1iepBbIX, HapyllleHus yIJIeBOJHOIO 0OMeHa CO-
MYTCTBYIOT MOPGUPUHOBOMY AUCMETAbO0JU3MY B
42,8% ciy4aeB W PErUCTPUPYIOTCS dallle, 4eM Y
GOJIBHBIX ¢ HOPMaJIbHBIMU TIOKa3aTesIMi 0OMeHa

Tabnuya 2

Jxckpeyus nopPupunoe ¢ Mool u copoeprcanue ux 6 Kaue
8 3a6UCUMOCIU OM COCMOAHUSA Y271e600H020 00Mmena (M+m)

Copnepskanue nopGUpUHOB B MOYe, Copnepskanue mopUpUHOB B KaJle,
[pyTITIbT 06CTIC[0BAHHBIX HMOJb/CyT HMOJTb/T CyXOI MacChl

Yponopdupun Konponopdupun | IIporonopdupun | Kompornophupun
Kontposbhast (n = 40) 14+29 54+5,1 11,1+£1,3 4,5+0,5
Bosbible ¢ HOpMaJIbHBIM 0OMEHOM TOP(HUPHHOB 12+1,2 48+2.6 12,620,8 4,6%0,3
(n="77/42) 1£1,1 46£7,7 17,8+5,3 6,7+1,2
CuMIITOMaTHYeCKOE MOBBITIIEHNE TOPGUPITHOB 12427 44%9.,6 19,1+3,8* 13,1+£2,2*
B Kaje (n =25/13) 19+4,4 44+4.9 64,0£9,6%* 60,5+7,3%*

13£2,5 185+16.2* 13.5+2,2 4,9+0,9

Bropuunas korporopdupunypust (n =13 / 15) 16+3.0 343455 4 14.7+2.1 45+0.8
JlaterTHast O3S KOXKHAsT TOpdUpust 208+41,8* 279+48,9* 73,4*£12,1* 44,9+6,8*
(n=18/22) 376£68,2%* 289+53,3* 82,7£9,4* 54,4+8,8*
ManndecrtHas 1o3/1H:51 KokHast nophupus 3787+199 9% 494+26,8* 27,244 1* 127,1+17,8*
(n=159/36) 5476£306,5** 546+33,9* 33,5%£3,1* 141,9+16,8*

IIpumeuanue. B uuciumene — darnnvle 601oHbIY 6€3 HAPYWEHUIL, 8 SHAMEHAMENe — C HAPYWEHUSIMU Yeae800H020 00mena. O0Ha 36e3doura
— pasnuuus cmamucmuuecku docmosephol ¢ konwmpoaem (p < 0,5-0,001), dée — 6 cpasnenuu ¢ KoHmponem u 6oNbHLIMU 63 HAPYUEHUS.

yenesoonozo oomena (p < 0,05-0,001).

Codepocanue nopupunos 6 naazme Kpoeu

8 3a6UCUMOCIU OM COCMOAHUS Y271e600H020 00Mmena (MEm)

Tabruya 3

T'pymmer 06¢TeT0BAHHBIX OOIBHBIX

Be3 nipusHakoB paccTpoiicTs C paccrpoiicTBaMu YTJIeBOAHOTO

Ucenenyembie ppakimn nopGupios | Konrposs YIJIEBOJIHOTO OOMEHA obmena
(n=20) Jlarentnas [TKIT Manudecrnas Jlarenrnas [TKIT Manndecrnas

(n=11) TTKII (n=10) (n=8) [TKII (n=16)
Yponopduput, HMOJIb/JT 0,84+0,3 17,2+1,7*% 35,7+1,8* 26,6+£1,9%* 48,4+1,8%*
Kompormiophupun, HMOIb /11 4,604 10,7£2,0* 13,7+1,3* 17,4+1,6%* 23,6+1,2%*
[Tporomopdupus. HMOIB/JT 1,1+£05 1,3+0,8 1,6+0,7 1,3+0,5 1,4+0,5

IIpumevanue. Pasnuuus cmamucmudecku docmosephvl: 00Ha 36esdouxa — ¢ konmpoiem (p< 0,001); dée — 6 cpasnenuu ¢ KoHmpoiem u
Gonvrvimu 6e3 napywenus yeneeoonozo obmena (p< 0,05-0,001)
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Tabnuua 4

Ocobennocmu meuenus no3oneii KoxcHou nopdupuu
6 3a6UCUMOCTU OM HAPYULeHUU Y21e6001020 0O menan (M+m)

Tpyrimbl 06¢Ie0BaHHBIX
00(156]:3 If;%gi??:qggﬁ?gg?e;ﬂ Bes Hapymenuii yriaesoaaoro oomena | C HapylmeHUsIME YIJIEBOAHOTO 0OOMEHa
Kosmuectso %% (M£m) KonmaectBo %% (M=m)
Bcero 60/1bHbBIX 62 100 33 100
V3 HUX OTMEYEHbI:
1. IINOKOKKOBBIE OCJIOKHEHMST 24 38,7+6,2 22 66,6+8,2*
2. InTeHcuBHASA IUTMEHTAIUS KOKI 7 11,3+4,0 21 63,6+£8,5%*
3. BapuanTsl TeyerHust 60JIe3HM
a) Becennmuit 7 11,3+4,0 13 39,4+8,5*
6) JlerHwuii 43 69,3+5,8 16 48,5+8,7*
B) Ocennwuii 12 19,3+5,0 4 12,1+£5,6

IIpumeuanue. Pasnuuus cmamucmuuecku 8 CpasHeruy ¢ zpynnoti 60IbHbIX 6€3 HapyueHuil Yene600H020 06MeHa 00CmosepHbL: 36e300uKa (P

< 0,01), dee s6esdouxu (p < 0,001).

nopdupunos (35,3% ciaydaeB), 4TO COTJIACYETCS C
JAHHBIMY IPYTUX aBTOPOB [ 16]. Bo-BTOPBIX, 4acToTa
peructpaiuu CJI Tuna 2 y 601bpHbIX 6€3 MaToJa0TH-
YeCKHUX OTKJIOHeHul B oOMene nmopbupunos (3,4%)
COOTBETCTBYET CPEIHETONYIAINMOHHON —pacipo-
crpanennoctu aroit hopmbr C/l (ot 2 1o 4%) cpe-
1 HaceJeHUs Pa3JMYHLIX pernoHoB Poccuiickoit
@®eneparun u crpan Esporner [10]. Hamporus, y na-
IIUEHTOB C PAHHUMU BapuaHTaMU MOPGUPUHOBOTO
micMerabommama aror tun CJI permcrtpupyercst B
11,3% caydaeB, 4TO OKa3bIBAETCST JOCTOBEPHO Yallle
(p<0,02). B noaTBepskaeHre 9TUX JAHHBIX UMEIOT-
¢ CBeJICHUSI, KOTOPbIE Ial0T OCHOBaHUE TPeInoia-
ratb TecHyio B3aumMocBs3b C/l Tuma 2 ¢ HapynieHu-
AMU TTIOPGUPUHOBOTO 0OMEHa Ha MOJIEKYJIAPHOM
yposue. M. TTucanen u I1. Tlasios [6] y 60bHBIX
stoit hopmoit C/I Hatim HapyIieHust B OMOCHHTE3€e
mop¢GUPHUHOB HA HAYAJIBHBIX €T0 CTAANSAX — Ha 3Ta-
1e mpeBpalleHnus] §-aMUHOJIeBYJIMHOBON KHCJIOTHI
B MOP(MUPUHOTEH U CUYUTAIOT, YTO JUCMETAOOTUIM
nopbupuros obycaosiaen npu CJI uaMeHeHUSIMU
(yHKIMIT TeNaTONUTOB, B MUTOXOH/IPUAJIbHOW CHC-
TeMe KOTOPBIX OCYIIECTBJISAETCA OUOCUHTE3 TIOp-
¢upunos u rema. Ilo muenuio F. Sixel-Dietrich
u coaBT. [17], cyiiecTBeHHas POJb B YCUJIECHUM
CUHTETUYECKON aKTUBHOCTU MPEAIIeCTBCHHUKOB
mopGUPUHOB  TPUHAMJIEKUT — TUTIEPIPOLYKIIUN
WHCYJMHA ¥ BO3HUKAIONIEH WHCYJIMHOPE3UCTCH-
tHOCTH. B-Tperpux, npu CJ/I tuma 1 wapymieHus
nopbupUHOBOrO 0OMeHa He OOHAPYKUBAOTCS. B-
YEeTBEPTHIX, MAHKPEATOTeHHBIN AnabeT BbIsIBJISIET-
Cs1 OTHOCHUTEJILHO Yalile Ha OoJiee O3HUX CTAMSIX
dbopmupoBanust mopGUPUHOBOTO ArcMeTaboIr3Ma
— Ha arare JatenTHoil u manudectnoit IIKII, yto
corjacyercs ¢ HabIoAeHIAME APYIUX aBTOPos [11,
14]. HartpoTus, HapylnieHHas IIMKEMUS HATOAK 1
HapyIIeHHas TOJEPAHTHOCTh K TJIIOKO3e Oosiee Xa-
paktepHbl g BTopuuyHoit KlI-ypun. B-nareix, B
rpyiie GOJIBHBIX ¢ HAPYIIEHUSIMU YTJIEBOIHOTO U
nopGUPUHOBOTO OOMEHOB TIPH OIEHKE TI0 KpUTe-
puio Crbionenta gocroBepuo (p<0,05-0,01) wamie
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PETHCTPUPYIOTCS 3JI0YIOTPeOIEHIE ANKOTOJIEM U
xpounuecknil nankpeatut. [Tocnexanuit y namnen-
TOB JTOIl IPYIINbI BBIABJSAETCS B 2,5 pasa gaiie 1o
CPaBHEHHIO ¢ OOJIBHBIMK (€3 HapYIIEHWl YIIEeBOI-
HOTO U mopdupuHOBOrO 06MeHOB. BMmecte ¢ Tem
4acTOTa PErucTpanuu XpoHudeckux mauddysubix
3ab0JIeBaAHUT TTeUeHU, BKITIOUAsd aKTUBHO POTEKAT0-
MU BUPYCHBIN T€MAaTUT U MHTOKCUKAIINU TSKEJIbI-
MU MeTa/IaMy U HeTempOyKTaMu Kak y GOJbHBIX
C Pa3JMYHBIMKA BapUaHTaAMU TUTIEPIIIUKEMUA, TaK U
y HalueHToB 6e3 HapylleHui yrjaeBoJHOro obMme-
na pocroepubix (p>0,1-0,5) pazanuuii He UMeIOT.
Ykazanubie (paKkTOPBI, BEPOSATHO, MTATOTEHETUYECKN
6ojiee CyNIECTBEHHDBI IS BOSHUKHOBEHUST U MPO-
rpeccupoBaHus HapylieHWi B MeTabou3Me Top-
(pupunoB. B-miecToix, Ha (oHE YrIeBOIHOTO IHC-
MeTabonusMa y GOJbHBIX B ILIa3Me KPOBH, MOYE U
KaJie KOHCTATUPYyeTcst OoJiee BBICOKOE CO/IEPKaHIe
OCHOBHBIX MeTaboJUTOB TOPHUPUHOBOTO 0OMEHA,
4YTO, TO-BUAMMOMY, MOYKET CBHUIETEIbCTBOBATL O
CBOEOOPAa3HOM CHHEPTU3Me W IMaTOTeHeTHYeCKOl
B3aMMOCBSA3U 06OUX OOMEHHBIX HapylieHui. B-
CebMBIX, Ha (hOHE HAPYIIEH U YIJIEBOHOTO 0OMeHa
manudectnag [TKII xapakTepusyeTcss HEKOTOPBIMU
KJIUHUYECKUMU 1 OUOXUMUYECKUME OCOOEHHOCTS-
MU — GoJiee BBIPasKEHHOMN MPeAPacooKeHHOCTHIO
OCHOBHBIX OYaroB MOPaXEHUS KOKU K MHUOKOKKO-
BBIM OCJIOKHEHUSIM, 60Jiee UHTEHCUBHOW 36 MJIUCTO-
OPOH30BOM IMUTMEeHTalMel B 00JIaCTH JIMIa U IIeH,
CKJIOHHOCTBIO [IaBaTh PEIUAVBBHI paHHE BeCHOM,
yeM 00ycJoBeHa Goee TIPoAoKUTEe bHas (110 7-8
MecsaneB) aktusHas ¢dasa 00JIe3HH, BBICOKOI 9KC-
kperueit YII ¢ mouoit (o 1291-19297 amoun/cyT)
1 BBICOKUM COj/Iep;KaHUEM €ro B Ijia3Me KpoBH (710
11,3-105,1 mmoun /).

Koncrarupyembiii Ha hoHe TOphUpUHOBOTO JIHC-
MeTaboIM3Ma BBHICOKUIL yAEIbHBIA BeC HapyIIeHUI
YIJIEBOAHOTO OOMEHA JIaeT OCHOBAHUE CUUTATH, UTO
CcOoYeTaHWE PA3JUYHBIX BAPUAHTOB THIIEPTJINKEMUI
¢ HapylieHussMU oOMeHa TIOPPUPUHOB HE SBJISAETCS
Cy4aliHbIM M CBSA3aHO € OONIMMU MATOTEeHETHYEC-

BIOJTNETEHb CO PAMH, Ne1 (123), 2007 r.



Kpusowees A.B. Cocmosinue yz1e6001020 00Mena y GoIbHbIX
C IAMEHMHBIMU U MAHUDECHIMU 6APUAHMAMU NOPPUPUI06020 ducmemabonusma / c. 110-116

KUMH MeXaHU3MaMU U BO3JEUCTBUEM HA OPTaHU3M
narueHTa HeOJIaronpusTHBIX (HAKTOPOB BHEIIHEN
cpenbl. JJoMUHUPOBaHKE B 3TOU rpyIiie GOJbHBIX €
HAPYIIEHHOI TOJEPAHTHOCTHIO K TJIIOKO3e M MaHK-
peaToreHHbIM abeToM, IO-BUAUMOMY, 00YCJIOB-
JIEHO TIPEKIIE BCETO 3JI0YIMOTPEOJICHUEM AJIKOTOJIEM
— OJIHUM K3 OCHOBHBIX IIPUYUHHBIX (DAKTOPOB, CIIO-
coGCTBYIOMUX MaHU(ECTAIUH XPOHUYECKOTO ITaH-
kpeatuta [9], a TakkKe BOSHUKHOBEHUIO W TIPOTPEC-
CUPOBaHWIO HApyIIeHu B o6Mene mophupuHos [8].
[Toxazano, 4TO TpU XPOHUYECKOM AJIKOTOJU3ME B
[IO/PKEJTYZI0UHON JKesie3e BO3HUKAIOT TUIIOKCHS TKa-
Heil, MUKPOTPOMOO3bI U HAPYIIAETCS KI€TOUHbII Me-
TaboM3M. Y KasaHHbIE TTaTOJOTHYECKIE TTPOIIECCHI B
HAYATHHBIX HTANAX BBI3bIBAIOT THUIIEPCEKPEINIO UH-
CyJINHA, HO B KOHEYHOM WTOTE BEAYT K MCTOILIEHUIO
CEKPETOPHOU aKTUBHOCTHU -KJIETOK MOKETYTOUHON
JKeJIe3bl W HApPYIICHWIO ee 9HAOKPUHHON (DyHKITUN.
Kak ciencrsue aroro, y 30,3% GONBHBIX XPOHUUEC-
KUM [TaHKPEATUTOM BBISIBJISIETCST HAPYIIEHHAsT TOJIe-
pantHoCTh K rimioko3e u y 10-30% — dopmupyercs
MaHKpeaToreHHslii uader [9].

[To coBpemennbiM npencrtasiaenusm, ITKIT u
CJ/l Hepenko cBS3aHBI TEHETUYECKOW MPepaciio-
JIO3KEHHOCTHIO, KOTOPAasi PeAN3yeTcst Mo/ 1eNCTBU-
eM HeOIaronpusiTHBIX (DaKTOPOB BHEIIHEN CPEIb.
Kontenius o reHeTH4ecKol mpeipacnoioKeHHOC-
ta kK C/l Tuna 2 u XpOHUYECKON TIeYeHOUYHOH TTop-
(upun noaTBepKAaeTcsa HabMOLeHEeM IIPU 000X
3a00JIeBaHUSIX CEMEUHBIX CIyYaeB: oTMedeHa boJiee
BBICOKAsi KOHKOPJAHTHOCTh MOHO3UTOTHBIX OJIN3-
HEIOB B CPABHEHUU C Fe€TEPO3UTOTHBIMI, A Y KJIUHU-
YeCKU 3/I0POBBIX POJICTBEHHUKOB 0OHAPYKUBAIOTCS
XapakTepHble JI TOH ¥ Apyroit 6oje3Hn Guoxu-
muueckue casuru [2, 8]. Omgnako Hambosee ybOe-
JUTEJbHBIMUA B 9TOM OTHOIIEHUU MPEJCTABISIIOTCS
CBejleHus O TeHHbIX MYTAIUSX, BeAyIUX K Hapy-
HIEHUIO yriaeBogHoro obmMeHa [1] u paccrpoiicTBam
Merabosuama topuputos [5]. MccaenoBaHus
rnocJjieiHux Jiet ceujeresnbetByioT, uro C/l u ITKII
Pa3BUBAIOTCS B pe3yJibTaTe B3aUMOIEHCTBUS Pas-
JINYHBIX TeHETUYECKNX MEXAaHU3MOB U Hecrenudu-
yecKkuXx (hakTOPOB BHEIHEN CPEJIbl, HO TIOUTU BCETra
3a00JIeBaHUsT BO3HUKAIOT 10JI BJIUSTHUEM COBOKYII-
HOCTH nipuyuH [1, 4].

Takum 06pa3oM, BOSHUKHOBEHUE U IIPOTPECCHU-
poBaHUe HAPYIIEHUI YIJIEBOAHOTO U MOPHOUPUHO-
BOro OOMEHOB 4allle BCET0 WHUIUUPYETCS KOMII-
JIEKCOM TIPUYUHHBIX (hakTopoB. HabmomaeMbiil Ha
doHe nopdupuHOBOro AncMeraboan3Ma BbICOKHI
VIeJIbHBI BeC HapylIeHUH YraeBOAHOTO oOMeHa
JIaeT OCHOBAHUE, BO-IIEPBBIX, PACCMATPUBATH COYE-
TaHUEe ITUX OOMEHHBIX HAPYIIEHUH 3aKOHOMEPHDBIM
U TaTOTeHETHYECKU B3aMMOCBSI3aHHBIM, BO-BTOPbIX,
oTHecTH GOJIbHBIX JiaTeHTHOU 1 ManudectHoi TTKIT
K IpyTIIie moBbieHHoro pucka mo C/I.

BIOJTNETEHb CO PAMH, Ne1 (123), 2007 r.

STATE OF CARBOHYDRATE METABOLISM
IN PATIENTS WITH LATENT AND
MANIFESTED FORMS OF PORPHYRIN
DISMETABOLISM
A.B. Krivosheev, A.D. Kuimov, I.A. Krivosheeva
There have been examined 320 patients, whose
conditions of carbohydrate and porphyrin metabo-
lism were estimated. In 119 patients with normal
porphyrin metabolism disorders of carbohydrate
metabolism were registered in 42 (35,3%), 36 pa-
tients (30,3%) among them suffered from diabetes
mellitus(DM) type 1. Deviations in carbohydrate
metabolism are found in 86 patients (42,8%) among
201 patients with the signs of porphyrin dismetabo-
lism. In 10 patients they corresponded with disor-
dered glycemia on an empty stomach, in 23 — with
disordered tolerance to glucose, in 37 — with pan-
creatogenic diabetes and in 16 — DM type II. Disor-
dered glycemia on an empty stomach, the disorders
of tolerance to glucose and DM type II are sure to
register more often in early variants of porphyrin dis-
metabolism (symptomatic increase of porphyrins in
stools, secondary coproporphyrinuria). Pancreato-
genic diabetes was revealed more often in latent and
manifested porphyria cutanea tarda. In DM type I
the disorders of porphyrin metabolism are not found.
The results of the observation enable to refer the pa-
tients with different variants of porphyrin dismetab-
olism to the group at increased risk of development of
carbohydrate metabolism disorders, as well as DM.
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