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MaTtepuaabl 1 METOABL. B rccaeAoBaHIN IIpUHAAL
yaacrtue 200 manuenTtos ¢ XbI1, moaygaromux Aege-
unne B KOI'BY3 «Kuposckas obaacTHAS KAHHITYECKAS
6oapnuIay. Cpean Hux — 87 menmuH u 113 myxaun
B Bospacte oT 18 A0 81 roaa. Cpeanuii Bospact obcae-
Ayembix coctaBua 55,34117 37 aer. boabHbie Obian pas-
AEAEHBI Ha 2 IPYIIIBI B 3aBUCHMOCTH OT craauu XbIT.
1 rpymra Bkarounaa 100 maruenToB, IOAYYarOIIHX 3a-
MecTuTeAbHYIO odeunyro Tepanuto (3I1T) mporpamm-
nbiM remoauasnsom (XBIT C5A) (cpeannit Bospact —
59,85£12,75 aer). Bo 2 rpyte (KOHTPOABHOI) OBIAO
100 marzrenTo ¢ XBIT C1-C36 (cpeannii Bospact —
50,87420,05 Aer). AAST OIICHKH KAYECTBA JKU3HU HCIIOAD-
soBaaca onpocHuk GSRS (Gastrointestinal Simptom
Rating Scale), paspaborannsrii oraerom usygerns KK
B ASTRA Hassle (Wiklund 1.,1998), Baanuausuposas-
HBIH MeKHAITOHAABHBIM IIeHTPOM HccaeAoBanud KK
(MLIMKZK, Cauxr-IlerepOypr) 8 2000 r., 1 mcmoassye-
M AAf oneHKr KUK manuenToB ¢ JKeAyAOIHO-KUIIIed-
HBIMH 3200 ACBAHIAMIL

Pesyabrarsl. BoisacHo camxerne KK marmenTos,
noAygaromux 31T mporpaMMHBIM IeMOAHAAH3OM,
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o cpasuenuto ¢ KK manuenrtos ¢ XBIT C1-C36
110 cAeayrornm rrkasam ornpocarka GSRS: RS — ped-
AXOKCHBIH crHApPOM (2,41£2.88 nporus 1,4611,64),
IS — amcnenrrmueckuii cuaaponm (5,0114,72 nporus
3,05£2,66), DS — ammapeitnsrii cuaapom (2,23+3,33 mpo-
tus 0,1911,03), AP — curApomM a0AOMUHAABHOH OOAN
(1,97£2,33 nporus 0,8+1,18), CS — koHCTHIIAITHOHHBIIH
cuappom (2,0£2,93 nporus 0,59+1,52). TenacHrus
K pasanansam MekAy mannenTamu ¢ XBIT C5A n XBI1
C1-C306 Taxxe oOHApYKEHA ITO IITKAAE CYMMapPHOIO H3-
meperns (13,72+12,72 nporus 6,04£6,14).
3axarouenne. CrereHb IPOSBACHUA AUCIIEIICHYE-
ckux paccrpoiicts y mannentos ¢ XBIT C5, moayuaro-
IIMX 3aMECTUTEABHYIO IIOYEIHYIO TEPAIIHIO IIPOTPAMM-
HBIM IF€MOAUAAH30M, DOACE BBIPAKEHA, UEM Y IAIINEHTOB
¢ XBIT C1-C36. V marmmenros ¢ XBIT C5A B 6GoAbIIIE
CTEIICHH BBIPAKEHBI AUCICIITUYECKHI CHHAPOM, ped-
AFOKCHBIH CHHAPOM M AHapeiHbii. Taknm oOpasom,
HAIHEHTBI, IIOAYYATOIIHE IIPOIPAMMHBIH T€MOANAANS,
B OOABINEH Mepe CTPAAAIOT AUCIIEIICHYECKIMU pac-
CTPOMCTBAMH H IMEIOT CBA3AHHOE C 9THM DOACE HH3KOE
Ka4ecTBO xkmu3Hm, ueM maruenTs ¢ XbI1 C1-C36.
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AxryaspHOCTB IPOOAEMBL. SAepHBIiT dakTop rema-
torutos 1b (HNF1b)-accommuposanuoe 3adoacsamue
(OMIM #137920) — peAkOe MOHOTEHHOE 3a00AEBAHIE
C AYTOCOMHO-AOMHHAHTHBIM THITOM HACAEAOBAHFI,
00YCAOBAECHHOE ITATOICHHBIME BAPUAHTAMHI B TCHE
HNFTb. TTogeunsie mposBAeHNA 3a00ACBAHUA HAU
HNF1b-acconnnposannoii HedpomaTun BKAIOYAIOT
B ceOfl BDOKACHHBIC AHOMAAUHU PA3BUTHA IIOYEK U MO-
uesbBoAAIHX IyTeil (BAPMC), moaukmcros mouex,
TYOYAApHBIE HAPYIIEHUSA, IIPOTPECCHPYIOIIEE CHUKE-
nue yukimpn movek ¢ passuraem XITH B Mmosopom
BO3pAacTe.

IHeap paboTe1. OrieHUT XapaKTep IOYCIHBIX IIPO-
apaernit HNF1b-acconunposannoro zaboaesanns
y ACTEH C MOAEKYASPHO-TCHETHYECKUM ITOATBEPKAC-
HHEM AHATHO3A.

MarepuaAbl 1 METOABI HCCAEAOBAHUA. boian
obcaeposansr 15 aereit (TM/8A) ot HEPOACTBEHHBIX
OpPAKOB C BHIABACHHBIMH T€TE€PO3UTOTHBIME MY TAIIHAMIT
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B reae HINF7h Meamana Bo3pacra IaIrueHTOB HA MO-
MCHT KAIHHYCCKON ITOCTAHOBKU AHATHO32 COCTABASAA
17 [1®P: 6; 36] mecAreB, HA MOMEHT MOACKYASPHO—TE-
HeTHaecKoi Beprdurarun Auarnosa 26,5 [FOP: 12; 50]
MecAIa.

Bcem marmenTam OBIAO IIPOBEAECHO CTAHAAPTHOE
obcaeaosanue ¢ ornpeaesennem KOC; saekrpoanTos
kpoBu; yposuer maraus (Mg), dbocopa (P), mogesoit
KHCAOTHI, kKpeaturuna ¢ pacaerom CKP o dopmyae
CKID U25. OrieHIBAAKCE IIOKA3ATEAR 9KCKPELIII KAAB-
mud (Ca), docdaros (P), kpearnnnna (Cr); dppakmn-
onnoii akckpernu (PO) Mg, yparos (Ur), marpus (Na),
kaand (K); makcumaabHO# peabcopOruu docdartos
Ha CK® (TmP/GFR) u 3-2-mukporaobyanna. Beem
ACTSIM IIPOBOAHAOCH YABTPA3BYKOBOE HCCACAOBAHIE
(Y31) modex 1 MOYIEBOIO Iy3HIPAL.

MoAekyASpHO-TeHETHHYECKA AHATHOCTHKA BKAFOYAA
B ceh II0AHOE cekBeHupoBanue reaoma (n=1) u sxzoma
(n=7), KAMHIYECKOE CEKBEHHPOBAHIE 9K30Ma C HCCAC-
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AOBAHIEM MYTALHI B I€HAX, ACCOLHIPOBAHHEIX C II0-
AHKHCTO30M I104Y€K (n=7).

IToayuennsie pesyabratsl. [1o pesyabraram V3U
y 15/15 (100%) aereit GBIAM BBIIBACHBI KOPTUKAABHBIE
nu MCAyAAHprIe CAMHHUYHBIC UAHM MHOYKECTBCHHBIC
kuctel, y 6/15 aereit (40%) — npenarassno. V 14/15
(93,3%) aeTeil OTMEYIAAOCEH IOBBIIIIEHIE 3XOICHHOCTH
KOPTHUKAABHOIO CAOS IIOYEYHOH ITAPEHXHUMBI, U3 HUX
y 5/15 (33,3%) — npenaraasnao. Cpean BAPMC Gbian
ormedenst: y 6/15 (40%) Aereil — yMeHbIIIEHIE PAa3MEPOB
HOUEK, B T.4. Guaarepasbro y 3/6 (50%);y 7/15 (46,7%)
Aeteil — rmeaoskTasus, u3 Hux y 3/7 (42,8%) — npena-
TanbHO; y 3/15 (20%) Aeteii — Iy3bIPHO-MOYETOUHUKO-
BbIil pedparoke; y 2/15 (13,3%) aereii — yaBoerune cobu-
pareAbHOI cucremst nouek. Y 2/15 (13,3%) marmenros
OBIA BBIABACH MEAYAAAPHBIH HepOKaAbIIHHOSZ. ['n-
HepKaAbImeMus, rumo- u rumepdocdareMus ObIAK
BousiBAeHsl B 2/15 (13,3%), 1/15 (6,7%) u 1/15 (6,7%)
CAyYaeB COOTBETCTBEHHO. | MIIOKAAEMESA U IIOBBIIIIC-
HHE YPOBHA MOYEBOH KHCAOTHI KPOBU OBIAH BBIABACHBI
y 1/15 (6,7%) pebenka. Ypoers Mg KpoBu y Bcex AeTeit
OBIA B IIpeAcAax ped)ePeHCHBIX 3HAYEHUI. BBIAO BBIAB-
AeHO noBbirieHne yposaeit @D Mgy 10/12 (83,3%), PO
yparos y 9/13 (69,2%), @3 Ky 6/11 (54,5%), @D Na
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y 6/12 (50%) marmentos u yposHs B2-MukporaobyAnHa
y 5/11 (45,4%) aereit; camxenne TmP/GFR u Ca/Cr
uHACKCa OT™MedaA0ch B 3/13 (23,1%) n 3/14 (21%) cay-
4aeB cooTBercTBeHHO. CHIIKEHNE (DHABTPAIIHOHHON
pyHKITHN ITOYEK HA MOMEHT IIEPBIYHOIO OOCAEAOBAHIA
6b1A0 BEsIBACHO ¥ 15/15 (100%) Aeteit, n3 aux XBIT C2
y 4/15 (26,7%) aereir, XBIT C3a y 5/15 (33,3%) acrei,
XbBIT C36 y 5/15 (33,3%) acreit u XbBIT C4 y 1/15
(6,7%) pebenxa.

3axarouenne. HNF1b-accormpopannasn nedpo-
[IaTHA XaPAKTEPU3YETCA IIIUPOKON BAPHAOEABHOCTBHIO
ITOYEYHBIX U3MEHEHHH, CPEAH KOTOPBIX YaIle APYIUuX
BBIIBASIAUICE: IIOBBIIIICHIE 95XOTCHHOCTH KOPTHKAABHOTO
CAOf ITapEHXUMBIL, KUCTHI 1104ek, BAPMC, mpokcumans-
Hafl KAHAABLIEBAA AUCCDYHKITHA C IIOTEPEH IACKTPOANTOB
U HU3KOMOACKYAAPHBIX OEAKOB, CHIKeHHE (DHABTPA-
nuoHHOH dyHKIHK mo4ek A0 2-4 craann XBIT B Aet-
CKOM BO3pacTe. BBICOKas 9acTOTa BEIABACHUS IICPBBIX
V3-Ipu3HAKOB MOPAKEHHA [TOYCK B IIEPHOA AHTCHA-
TAABHOTO PAa3BHTHA, B TOM YHCAE ITOBBIIIICHUS 3XOTCH-
HOCTH KOPTHKAABHOIO CAOS KaK IATOTHOMOHHYHOIO
IIPU3HAKA, YKA3BIBACT HA BO3MOKHOCTD PAHHEI AHATHO-
CTHKN 3200AEBAHUA IIPH BHICOKON OCBEAOMAEHHOCTH
CIICINAANCTOB O AAHHOH ITATOAOTHH.
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BBeaenne. Xpounueckas 60aesup modek (XBIT)
ABAAETCA TAODAABHOI IIPOOAEMOM 3APABOOXPAHEHNH,
VBEAHYHBAIOIICH PUCK PA3BUTHA CEPACIHO-COCYAU-
CTBIX 3a00AECBAHUH, BKAIOYAA KPUTUIECKYIO HITEMHIO
HIDKHHEX KoHeunocted. HeaaBHue mccaeaoBaHus mmo-
Ka3aAH, YTO TPAHCKYTAHHBIA MOHHTOPHHI YTACKUCAOLO
raza (TCO2) mozker Obr1b 9pPEKTHBHBIM METOAOM AHA-
THOCTHKU KpUTHIECKON urreMun. OAHAKO €ro BAUAHHC
Ha TIOYEYHbIE IIAPAMETPBI U OHMOMAPKEPHI Y HAIHECHTOB
¢ XbBIT me 0b1A0 TIHmATEABHO H3yUCeHO. AAHHOE HCCAC-
AOBaHUE HAIIPaBACHO Ha oreHKy BausaHud TCO?2 Ha o-
geqnble PyHKINH 1 OnomMapkepsl y narueHTos ¢ XbI1,
IIOABEPIIIHXCA AHATHOCTUKE KPHTHYICCKOH HIIEeMUN
HITKHAX KOHEYHOCTEH.

MeTtoAbl. B mccaepaoBaHUE OBIAM BKAFOYCHBI
98 manuenros ¢ XbII, y KOTOpEIX IPOBOAHAACH AHA-
THOCTHKA KPUTHYECKON HIIIEMUHN HILKHIX KOHCIHOCTEH

¢ ucrroapsoBanreM TCO2Z. beiau n3amepeHsr cAeAyro-
II[HE TTAPAMETPHl X OHOMAPKEPHI AO U IIOCAE HCCAECAO-
BAHNA: KPEATHHIH, MOYEBIHA, SACKTPOAHTEL, AABOYMIH-
ypus, a Takke yposun C-peaxrusuoro dOeaka (CPD)
n pubpuHOreHa. AAF OIEHKN CTATHCTUYIECKON 3HAYH-
MOCTU M3MEHEHUI MCITOAb30BaAnCh P-rect, ANOVA,
perpeccuoHHEI aHAAN3 KoKca 1 aHaAn3 BEIKHBAEMOCTH
Kamaana-Meiiepa.

Pesyaptarel. He 66140 0OHApYKEHO CTATHCTHYE-
CKM 3HAYMMBIX M3MEHEHHUI B YPOBHAX KPEATHHIHA,
MOYEBHHEI 1 SACKTPOANTOB TTocAe punmenerns TCO2
AASl AHATHOCTHKH KpuTHYecKoi mmremnun. OAHAKO
y IALUIEHTOB ¢ OoAee BBICOKOM crerenpio XbIT Obrao
3amMedeHO yBeAmdeHne aApOymunypun (p<0,05), a Takixe
noseimenne yposueir CPb u dubpunorena mocae
amarsoctuka (p<0,01). Amaaus ANOVA moarBepara
3HAYIMOCTD PASAMYHI MEKAY TPYIIIAMI C Pa3HOM CTe-
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