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TMOPAJKEHUE TEMMATOBUAMAPHOM CUCTEMBI TP MYKOBUCIIMAO3E

LOIBY MeAUKO-TeHeTHYeCKUM HayuHbll HeHTp PAMH, MoCKBa;
2T'Y3 40 AeTckast KAMHMYeCKast 6oabHUIA Ne 1, 1. IpocaaBab, PD

Y 5—10% 6Goabubix myroBucuuaoszom (MB) k 10 romam TeueHue 3a060IeBaHUS OCIOKHIACTCA PA3BUTHEM
MYJIbTHIO0YJIAPHOTO HUPPO3a MeUYeHH C PA3BUTHEM CHHIPOMA MOPTAJIHHON THIIEPTEeH3UHU Y GOJIBIINHCTBA
u3 HuX. OCHOBHOI MP006JIeMOil CTAHOBATCS BO3MOKHbIE KDOBOTEUEHNU I U3 PACHINPEHHBIX BEeH MUIEBOA, B
TO BpeMs KaK eYeHOYHA A HeIOCTATOYHOCTh PA3BUBAETCS KpaiiHe PeIKOo U Yalle yke BO B3POCJIOM BO3pac-
Te. PeryasipHoe o0GciieqoBaHue MAMEHTOB C I[EJIBI0 BHIABJIEHUS elle JOKJIMHNIEeCKOT0o IIOPaskeHusa rema-
TOOMJIMAPHOI CHCTEMBbI ABJISIETCA HEOOXOXMUMBIM JJIA CBOEBPEMEeHHOr0 Ha3HAUYEHHS YPCOAe30KCHXO0JIeBOIl
KHCJIOTHI, KOTOPAs MOJKeT 3aMeIJINTh WY Take MPeJ0TBPATHTH IPOTPecCHPOBaHNe MATOJOTHYECKUX MPOo-
1meccoB B meueHu. IIpu pasBuTuM MUPpPo3a OCHOBHBIE YCHJIMS TePaIllMy HANPABJIAIOTCI Ha MOJAepPKaHue
HOPMAaJbHOTO HYyTPUTHUBHOTO CTATyCa, MPeIOTBpallieHNne KPOBOTeUEeHHi 1 BEHO3HYIO TeKOMIIPECCHIO.
Knrouesvie cnosa: myrxosucyudos, 2enamoOuLUApPHAsL CUCMeMA, YUPPO3 NeUeHU, YPCoOe30KCUX0Le8as
Kucaoma.

Approximately 5—10% of patients with cystic fibrosis (CF) develop multilobular liver cirrhosis as CF
complication during first decade of life, and majority of them have signs of portal hypertension. Their
main problem is high risk of variceal bleeding, though liver failure is rather rare and patients develop it
mainly in adulthood. Annual screening of hepatobiliary pathology preclinical signs is necessary for early
start of Ursodesoxycholic acid preparations, which can decelerate or even prevent progress of pathologic
process in liver tissue. In cases of symptomatic liver cirrhosis main directions of therapeutic efforts are

normalization of patient’s nutritive state, prevention of bleeding and variceal decompression.

Key words: cystic fibrosis, hepatobiliary system, liver cirrhosis, Ursodesoxycholic acid.

MyxoBucnugos (MB), miu KucTosubIil ¢Gudbpos
(cystic fibrosis), oTHOCUTCA K Ymcay Hanmboaee 4acTo
BCTPEUAIOINXCA MOHOTEHHO HacJeIyeMbIX 3aboJie-
Bauuii. B GosbiuacTBe cTpaH EBponbl m CeBepHO
Awmepuku pacmpoctpaHeHHOCTs MB cocraBiser or
1:2000 mo 1:4000 HOBOpOKIEHHBIX, B Poccum —
1:8000 — 1:10 000 nHoBOpOsKAEHHBIX [1, 2]. Cpexguasa
MIPOIOIXKUTEJIBHOCTD *KU3HU dTUX OOJbHBIX B Pa3BU-
THIX CTpaHax cocrasysia B 1969 r. 14 sger, 8 1990 r.
— 28 sner, B 1996 r. — 31 rox, B 2000 r. — 32 rozxa, B
2010r. — 38 met. B P®, K co:xaleHUI0, CPeTHAA 0K~
IaeMas IPOJOJKUTEIbHOCTD JKU3HU He TaK BBICOKA:
B 1997 r. — 16 set, B 2001 r. — 24 roga, B 2007 r.
— 27 ner. ITo marabiM Poccuiickoro perucrpa 060Jb-
HbIX MB, cpemnuii Bospact 1526 mabiiomaeMbIX B
2009 r. 6oabuBIX cocTaBua 10,2 roga (Mmua=0,09 ser,

Konmaxmnasa ungopmayusn:

mMakc=51,99 seT), B To BpeMA KaK CpeJHUH BO3pacT
00JIbHBIX, HAOJIOJaeMbIX B 9KOHOMUYECKU Pa3BUTHIX
crpaHax EBpomnbl, cocraBasger 18—21 rox. B Poccun
79% mnamuenToB moJioxke 18 ser. Meauama Bospac-
Ta IOCTaHOBKU Ha yuer 7,2+0,43 roga [1, 3, 4]. Bo
BCEM MUpe B IIOCJIeIHIIE TOABI OTMEUaeTCs POCT YKncaa
60spHBIX MB mIoaApOCTKOBOI0, IOHOIIIECKOT'0 BO3pacTa
¥ B3POCJBIX [5].

I'eneTruka (001IHEe BOMPOCHI)

Ten CFTR (cystic fibrosis transmembrane
conductance regulator), oTBeTCTBeHHBIN 3a Pa3BUTHE
MB, pacmoJio:keH Ha AJIUHHOM IIJIeue XPOMOCOMBI 7 1
coctout u3 27 sx30HO0B. CFTR oTHOCHTCA K cymepce-
meticTBY AT®@-cBA3BIBAIONIUX IPOTENHOB U ABJISAETCA
TpaHCMeMOpPaHHBIM OeJIKOM, PacIoJaTaloIuMCcsa Ha
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IMOBEPXHOCTH OOJILIIIMHCTBA SIIUTEJIUANBHBIX KJIETOK
U QYHKRIIMOHUPYIOIUM KaK ITAM®-3aBHUCUMBIN XJIOP-
HBIZT KaHaJ [6, 7]. B HacroAmuii MOMEHT OIMCAHO
okoJio 2000 myramuit u 6osee 200 moruMop(U3MOB B
reie CFTR, uacToThI KOTOPBIX IIMUPOKO BAPhUPYIOT B
Pa3HBIX 9THUYECKUX IPYIIax.

Hawub6osee pacupocTpaneHHOM MyTalueil ABIsSeT-
csd Ieselns TpexX HyKJIeoTHUI0B B 9K30He 10, mpuBoga-
mas K morepe ocrarka pernunantanuzaa B 508-m moJio-
sKeHnu MoJekyabl 6enka (F508del). OrHocuTenbHas
IOJIsT ATOM MyTalluUd COCTaBJAeT OKoJo 66%, y
45% OonbHBIX 3a00JieBaHME BBI3BAHO T'OMO3UTOT-
HBIM cTaTycoM aToii myranuu. B Poccuu mHaubosiee
YyacTo BCTpeuaroTcs cienyiomiume myrtanuu: F508del
(52%), CFTRdel 2,3 (21kb) (6,3% ), N1303K (2,4%),
2184insA (1,8%), 2143delT (2% ), W1282X (2,7%),
Gb542X (1,9%), 3849+10kbC-T (1,5%), R334W
(0,7%), S1196X (0,5%) [8].

PasHooOpasue (GeHOTUNMYECKUX IPOABJIEHUN Y
601bHBIX MB, nMeronnx oguHaKoBbIe MyTAIlINH B TeHe
CFTR, M0:XHO 00'bACHUTD PA3JIMUNEM CTPYKTYPHI TeHa
CFTR (masmume BTOPOI MyTallMMW Ha TOM Ke ajlieje
rera CFTR, msmensamomielr s(deKkT TIaBHOU MyTa-
nun; noauMmopdusii BapuanT JJHK B HeKogupyromem
peruone resa CFTR; TkamecnmernuuuHbIi aabTepHA-
TuBHBIN cmmaticuar uPHK), meficTBueM reHoB-mMoau-
duraropor (eNOS4, TGFB1, MBL2, ACE, A1AT,
GSTP1, u np.), pacmono:xkenubix BHe Jokyca CFTR, u
dbaxTopamu okpyrKarIei cpeas [9—-13].

VcraHoBiieHa YeTKAasi 3aBUCUMOCTDb MEXXKIY HeIo-
CTATOYHOCTHIO BHEIIIHECEKPETOPHOM (MYHKIIUU IIOJ-
skeynounon skesednl (IIGK) m myranmuamu B reHe
CFTR. OgHaKko CBA3b MEXKAY APYTUMU IIPOABJIIEHUA-
mu MB u CFTR remorumnom HeomHo3HauHa. B ugact-
HOCTH, TeueHHe OPOHXOJIErOYHOTO IIpoIlecca, OIpe-
Iessioliee KaueCTBO U HPOIOJIMKUTENIbLHOCTh *KU3HU
6onbHBIX MB B 90% ciyuyaeB, HAIPAMYIO He 3aBUCUT
ot CFTR renoruna [10].

ITaTorenes (o0mIe BOIIPOCHI)

BosuukHOBeHHE OOJIBIMMHCTBA KJIUHUUYECKUX
IpPOsABJIEHUIT 3a060JieBaHUA CBA3AHO C HPOAYKIIUEH
CEeKPEeTOB TOBLIMIEHHOM BASKOCTH U C UX HU3MEHEH-
HBIMU (PUBUKO-XUMUUYECKUMU cBolicTBamMu (yBeJau-
yeHNEe KOHIEHTPAIIUU 3JIEKTPOJIUTOB U OEJIKOB TIpU
YMEHBIIIeHUY BOLHOI (hasdbl). ITOT MEXAHU3M JIEIKUT
B OCHOBE JIBYX CEKPETOPHBIX aHOMAJMI, XapaKTep-
HBIX 111 MB: BEICOKOH KOHIIEHTPAIINU 3JIEKTPOJIUTOB
(HaTpusdA, XJopa W AP.) B IIOTOBOM JKUAKOCTU ¥ MHBIX
CeKpeTax U BhIeJIEHNY OUeHb BA3KOTO MYI[UHA BCEMU
CAMBUCTHIMU JKeJiesaMU OpraHu3Ma. 3aTpydHeHUe
OTTOKAa BA3KOTO CEKPeTa BeJeT K ero 3aCTOI0 C IIocIe-
IYIOIIUM pacIipPeHreM BBIBOJHBIX IPOTOKOB JKeJes,
aTpoduent Keae3uCTOll TKAHU, ITPOTPECCUPYIOITUM
¢ubposom [1, 3].

IIpu MB B maToJOoruyecKuii IpoIlecc BOBJIEKAa-
IOTCSI 9K30KPUHHBIE Kejie3bl OPraHOB NOBIXaHUA U
cuctembl nuinesaperusa (IIJK, meuensb, KeruHbIe
OyTH, MUINEBaPUTEJbHBIA TPAKT), IIOTOBBIE JKeJe3bl

U YPOTEHUTAJBHBIN TPaKT [3]. OnpenendaoniumMu I
JKUBHU OOJBHOIO SABJISIOTCS XapaKTep M CTelleHb
MOPaKeHUs JIETKUX, a TaKyKe CHUCTeMbl IHUIIeBape-
HusdA, npe:xkae Bcero IIJK u meuenu. Biarogaps pas-
Hell NUarHOCTHUKE W HOBEHUIIHUM TepaleBTUYECKUM
pe:xumMam, 3a0oJieBaHMe JaBHO IePecTasio ObITh YUCTO
nequaTPUUYECKON IIpobIeMoii.

ITaTorenes nmopa:xenus nedyenu npu MB

ITopaskenue neuenu npu MB oTHOCHUTCA K T€HETH-
YEeCKU JeTePMUHUPOBAHHBLIM XoJiaHrumonatmam [14].
Beaoxk CFTR Jgoxkanmsyercsa B amuKaJbHON dYacTH
SIUTENNATbHBIX KJIETOK, BBICTUJIAIONINX BHYTPU-
Y BHENEUEHOUHBIE »KeJUHbIe TPOTOKU U KEeTUHBIN
my3bIpb, 1 PYHKIIMOHUPYET KaK KaHaJ MOHOB XJIopa
[15, 16]. B cBsA3M ¢ HEJOCTATOYHOCTHIO STOTO KaHAIA
TeUYeHOUYHEIe CeKPEThl 00e3BOKUBAIOTCA, CTAHOBATCA
BASKUMU U ILJIOXO pacTBopuMbIMu [17]. BesencrBue
STOTO Pa3BUBAETCA I'eNATOIEJIIIONAPHBINA U KaHaJIM-
KYJAPHBIN XojecTas, KOTOPBII HNPUBOLUT K IeJI0il
cepuy He)KeJaTeJIbHBIX PeaKIInii: 3aJlepyKKe TermaTo-
TOKCUYHBIX KEeJIUHBIX KUCJOT, MPOAYKIINU MeIuaTo-
POB BOCIIQJIEHUA, IIUTOKMHOB U CBOOOJHBIX paJUKa-
JIOB, YCUJIEHUIO IIEPEKUCHOTO OKMCJIEHUA JUMIN0B U
TOBPEKIEHUIO KJIETOUHBIX MeMOpaH, M30BLITOUHOMY
NOCTYIJIEHUIO ’KeJYM B KPOBb U TKAHU HAPALY C
YMEHBIIIeHEM ee KOJIMYeCTBa WJIU OTCYTCTBUEM B
Kumreunuke [13, 18—20].

IToxazano, uTo BapuabeJIbHOCTh TSKECTU IIopa-
JKeHUsS TevYeHUW, KaK W MHOTUX APYTrux (peHOoTUIum-
yecKUX INposABgerHuii MB, s3aBucuT He TOJBKO U He
CTOJIBKO OT T€eHEeTHUUYECKOro JedeKTa 1 TUIIa MyTaIlluu
CFTR, CKOJBKO OT AeiicTBUS T€HOB-MOI(PUKATOPOB,
"HaxomAmuxcsa BHe Jiokyca CFTR, u or ¢gaxrtopos
OKPYJKaIoIlell cpebl, BKJIOUASI STPOoreHHbIe (puc. 1).
CosmectHo ¢ H.B. ITerpoBoii [8] Hamu 6b1710 yCTaHOB-
JeHo, uto Haauuue ajaaeas A VNTR B reme eNOS4
y poccuiickux 60abHBIX MB 10CTOBEPHO CHUMKAJIO
yacToTy pasBurtusa nupposa meueru (I1II) (p=0,044).
B HemaBHEM MeKIyHapOAHOM HCCJIEIOBAHUU, IIPO-
BeJeHHOM Ha OOJIBIIIOM KoJuuecTBe 00JbHBIX MB,
OBLIIO M3YyUYeHO MONUMUIIUPYIOIlee BINAHNE KaHIU-
matabiX TeHoB (SERPINA1, ACE, TGFB1, MBL2 u
GSTP1) ma Ta:KecTh HMOpaKeHUsS TemaTOOUINapPHON
cucteMbl y 6osbHBIX MB. BsamMmMocBA3b pasBUTUA
TAMKEJIOT0 MOPAKEeHU MMeUYeHU C IOPTAJILHON TUIIED-
TeH3Uell Oblila BHIABJIEHA TOJBKO y MAIMEHTOB, Me-
romux Z annensb rena SERPINA1 (1-antitrypsin uan
1l-antiprotease) [21, 22]. Ba:kHO OTMeTHUTD, UTO IIPU
MB ¢yuKIUA remaTommuTa IJINTEIHHO HE CTPaJaerT,
U KJIWHWYECKVe IPU3HAKY IIeYeHOUYHON HEeZOCTATOU-
HOCTHU y 60sbHBIX MB pasBuBaroTcs KpaiiHe peaKo.

Briasaeno, uro npu MB mHapyinena HeHpPOsHIOK-
PUHHAA PEryJANUs KeJyJOUHO-KUIIIEUHOTO TpaKTa
(¢KKT) m mpe:xge Bcero BHIPAOOTKA ¥ CTPYKTypa
TaCTPOMHTECTUHAJIBHBIX TOJUIEITUAOB, UTO MOXKET
BJIMATDH HA BhIJeJIeHNE KOMIIOHEHTOB JKeJTUYU, BHYTPU-
TMEeUYEHOUHYIO ITUPKYJIAINIO YKEJTUYHBIX KHUCJIOT, YBEJIN-
YyeHIe MIPOHUIIAEMOCTY CTeHKU TOHKOUM Kuitku [18].
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Puc. 1. ITaTorenes XpoHUYECKOT0 MopakeHus nmeuenu npu MB.

ITopasxkenme meuenu npu MB xapakTtepusyercsa
XPOHNYECKOIN BOCHIAJIUTENHLHOU KJIETOUHON MHMUIb-
Tpamnueli, KeJIYHO-IPOTOKOBOU mpoaudepaiuei,
HEOMHOPOAHOU AaKKyMyJANUEN 503UHO(MDUIBHOTO
PAS-103uTUBHOI0O pE3UCTEHTHOTO OCaJKa BO BHYTPU-
IIeYeHOYHBIX TPOTOKAaX [ 18]. OTu nsMeHeHUsa cHavUaIa
HOCAT OrpaHUYeHHBIN ((PoKambHBIN) xapakTep [13,
23], HO BaTeM HMPOTPECCUPYIOT U MMPUBOIAT K MYJIbTHU-
JOOYJIAPHOMY OMJIMApPHOMY IIUPPO3Y U MOPTAJTbHON
runeprensuu [13]. IIpoiecc MokeT 3aHUMATD TOABI U
IasKke mAecATUIeTUs 0e3 BHIPAKEHHBIX KJINHUYECKUX
WJIN OMOXUMUUYECKUX IPOSIBICHUA.

IIpu 51eKTPOHHOII MUKPOCKOIINHY II€UeHU ¥ 60JIb-
HBIXx MB ompemensioTcss 3aKyIOpKa JKeJUYHBIX IIPO-
TOKOB, yBeJWYe€HNE BHYTPUKJIETOUHOTO OTJIOMKEHUSA
JKEJTUHBIX IUTMEHTOB B TelaTONUTaX W JBIUTEJIU-
AJIHBIX KJIETKAX JKEeJYEeBBIBOAAINIUX TyTeH, PegyK-
IUs MUKDPOBOPCUHOK TeIlaTOI[UTOB, IOABJIEHUE T'U-
TaHTCKUX MHOTOAJEPHBIX KJIETOK KEJYHBIX IIPO-
TOKOB U uX mnposaudepanusa. MHormga ormeuaercs
BBIPA’KEHHBINI HEKPO3 KJETOK KEJTUYHBIX ITPOTOKOB
Cc OOHIIMPHBIM OTJIOKEHWEM KoJLIareHa BOKPYT HUX
U TOCJenyIOUuM pasButueM ¢Gubdposa M IUPpPosa.
®ubpo3 HAUYMHAETCS BOKPYT IOPTAJBHBIX TPAKTOB,
pacmojarasfch KakK BAOJb HOTPAHUUYHBIX IJIACTUHOK,
TaK U BAOJb IEUEHOUHBIX OAJIOK W BHYTPU HOJEK
[18, 24].

Kaunudeckne mposBjIeHUs MOPaKEHUT
neuenu npu MB

B cBaAsu ¢ yBesmMueHMEM HTPOJOJIKUTEIHHOCTU
skm3HU 60bHBIX MB mopaskeHme meueHu CTAaHOBUTCA
BaKHBIM KJIWMHWYECKUM IIPOSIBJIEHUEM, OIIPENessaio-
UM IIPOTHO3 3a00JIeBaHUA HAPALY C JIETOYHBIMU U
TPAHCILJIAHTAIIMOHHBIMU OCJIOJKHEHUSIMU, U ABJIAET-
csA IPUYMHON JeTAJbHBIX MCXOHoB B 2,3% ciayuaen
[12, 13]. ¥V 1,5% mnamueHTOB MMOPa’keHUe IIeYeHU
SABJSAETCSA TEPBBIM KJIMHUUYECKUM cuMiTomoM MB;
VMEHHO IO3TOMY B JUATHOCTHUUYECKUUN AJTOPUTM IIPU
IIII HesiCHO¥I ATUMOJIOTUU PEKOMEHAyeTCA BKJIIOUATH
TIOTOBBIN TecT s nckauenuda MB [25].

Bnepssie o cBazu MB ¢ maTosorueit meueHu coob-
muna D.H. Andersen B 1938 r. [26], o0Hapy:xuBIIas
IIII ma ayromcuu y 4 6oabubrx MB. B 1944 r. S. Far-
ber [27] ykasan ma Hanuuue HacaeactBeHHoro LI y
HeboJIBIIIOT0 unrciia 00abHBIX MB um man TimaTeabHOE
MOP(OJIOTHYECKOEe OMMCAHNE IOPAKEHHOI'0 OpraHa.
Ha cnenmpuunocTs nopaskeHna IeUeHU BIIEPBBIE YKa-
3a; M. Bodian B 1952 r. [28], KOTODBII OIICAJ PACIITH-
peHme M OOCTPYKIIMIO BHYTPUIIEUYEHOUHBIX KETUHBIX
IPOTOKOB, OKPYKEeHHBIX (prOPO3HON TKAHBIO, Y 00JIb-
HBIX MB 1 HasBajn mamHble U3MEHEHUSA «(OKAIbLHBIM
omapHBIM (POPO30M»; ¥ BCeX OOJIBHBIX B €r'0 CepUU
HAOJIOMeHN KJIWHWYECKAd CHUMIITOMAaTUKA Mopa-
JKeHMsI IIeYeHM OTCyTCTBOBajia. Ilociie OTKPBITUS B
1953 r. Di Sant’Agnese (peHOMEHA IOBBIIIIEHHON KOH-
IeHTPaINK 9JIEKTPOJIUTOB B moTe 001bHBIX MB B 1uTe-
paType y4acTUJINCh COOOIIIeHUS O IIOPAKEHUN ITIeUeHN
npu ganHou nmatosoruu [12, 13].

PanHAs fTmarHocTUKAa MOPaKeHU i meuyeHn y 60JIb-
HbIX MB nnpuo6peraeT 0co6yi0 aKTyaIbHOCTH, TAK KaK
pAxn aBropos [18, 29-31] ykassIiBaroT Ha 0OPATUMBI
xapakTep (Ha ()OHe JeUueHNA) TAaKUX U3MEeHEeHU, KaK
JKUPOBOII TerlaTo3 U XoJjecTas. BmecrTe ¢ TeM KJIUHU-
yecKue u JabopaToOpHbIe MPUBHAKY IIOPAKEHUA Ieve-
HEu 1pu M B nosaBiiAaioTeA TO30HO, KaK ITPABUJIO, JIUIIH
B masaeko sarmenaineir craguu 111,

ITopa:xkenue neuernu npu MB Ha paHHUX cTaguax
TpoTeKaeT OOBIYHO OeccuMITOMHO. PeTKO B IpyaHOM
BO3pACTe MOTYT BBIABJIATHLCA CHUHIPOM XO0JIECTa3a,
HEOHATAJBHBIA TelaTUT, MaababcopOIiua KUPOB,
runotpodusa, BuTaMuH K-3aBucuMoOe HapyIIeHUE
CBEPTHIBAEMOCTY KPOBU. ¥ OOJBIIMHCTBA JeTell paH-
Hero Bo3pacta ¢ MB pasBuBaeTca KapTuHa XO0JiecTa-
3a. ¥ IOAPOCTKOB U B3POCILIX ¢ MB BBIABIAAIOT CHU-
JKeHHBI HYTPUTHUBHBIN CTATyC, IOBBIIIEHWE TPaH-
caMMHA3, relaTOCIJIEHOMErajanio, I'UIIePCIJIEHU3M,
IpU CHUHIPOME IIOPTAJIBbHOM TI'MIEPTEH3UU KPOBOTE-
UyeHUe U3 BAaPUKO3HO PACIIHPEHHBLIX BEH ITHUIIEBOMA,
Cumnrom «0apabaHHBIX ITAJIOUYEK» OTMeUaeTcs Kak
npu 3a00/IeBAHUSX [I€UEHH, TAK IIPU IIOPAYKEHUH JIeT-
Kux (puc. 2).
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Heu3MeHeHHasd
(dangaHra najaeies

YTOJIIeHNe KOHIIEeBBIX (haaHT
MaJbLeB PYK (UJIM HOT) IO THILY
«0apabaHHBIX NAJOYEK»

Puc. 2. BrHemuuii BuA KOHIEBBIX (hajlaHI IIaJbIEB
B HOpMe (a) U 10 TUIY «0apabaHHBIX majoueK» (6).

CHM:KeHUe Macchl Tejla U OTCTaBaHue B (pusuuec-
KOM PasBUTHU — YacThle HposBieHusa MB, KoTopbie
CBS3aHBI ¢ MaJIbabCOPOIMeEll JKUPOB U HAPYIIIEeHUEM
CUHTETUYECKOU (YHKIINU ITIeUeHU.

lemaTomeranusa MOKeT OBITH BBI3BAHA CTEATO-
30M, Gubposom, IIII mim HEJOCTATOUHOCTHIO KPOBO-
obpalleHnsa Mo IPaBOKENTYyAOUKOBOMY Tuiy. MoskeT
BBIABJIATHCA YBeJIUUEHYE PA3MEPOB JIEBO IO TTeUe-
Hu. PagBuTue CILJIeHOMeTraJinu, IMajJbMapHOU 3pUTe-
MBI U TeJIeaHTUIKTasuii xapakrepuo aiaa IIIT[1, 19].

Hawubosee uacrasa maTojaorus neyeHu, CBA3aHHAA
¢ MB, sTo cTeaTos u ¢pubpo3 meueHn, KOTOPbIe BCTPe-
varorea y 40—67% Goapubix [32, 33]. Ilonarator, uTo
JKMPOBOE TIEPEPOKIEHUE TeIaTOIIUTOB MOYKET OBITH
CBSI3aHO € Ae(PUIIUTOM SCCEHIIUATbHBIX JKUPHBIX KUC-
JIOT, a He C HeJOCTATOYHOCTHIO IIUTAHUS, KAK OBLIO
ONPUHATO cuuTaTh pauHbile [18, 32, 34]. YpoBeHb
JUMNUI0B CBLIBOPOTKU KPOBU OOBIYHO HOPMAJBLHBIN Y
MMaINeHTOB, IOJYYAlOIUX aJeKBaTHY0 (ePMEeHTHYIO
repanuio. He mmeercsa HAaHHBIX, YKA3LIBAIOIIUX Ha
TO, 4TO cTeaTos y 6oabubix MB npusogut x 1111 [12].

Il opu MB nmo KImHMKO-MOPQMOJIOTHUECKOMY
MPUHIAIY OTHOCHUTCS K OMJIMapHBIM IMPPO3aM C
o0Typareii BHYTPUIIEUEHOUHBIX KEeIUEeBBIBOIAIINX
myTeil, 10 MUKPOCKOIIMYECKON KapTUHEe — K MYJbTH-
JIOOYJIAPHBIM ITMPPO3aM, IO 3TUOJOTUUECKOMY IIPHU-
3HAKy — K IIUPpO3aM, OOYCJIOBJIEHHBIM TeHEeTHUUEC-
KMMU HapylieHusaMu obmeHa BeriecTB. 1[II BHauase
HocuT (hOKAJBHBIN XapaKTep, 3aTeM IIPOTPECCUpPyeT
B MYJbTUJIOOYJIAPHBIA OUJIMAPHBIN ITMPPO3 U YACTO
OCJIOKHSAETCSA PAa3BUTHUEM CHUHIPOMa IOPTaJIbHOMN
runepreHsuu. llopalkeHue IMeYeHW HOCUT MO3auWy-
HBIM XapakKTep, X Bce PYHKIIUM OpTraHa AJUTEIbHO
OCTAIOTCS COXPaHHBIMU. l[leueHOUHas HEJOCTATOU-
HOCTB C acIIUTOM, DHIle(dasonaTuel u KeJTyX0HN pas-
BUBAIOTCA B KOHEUHOH CTAAUU IIUPPO3a U SABIAIOTCA
ToKasaHmeM [IJIA TPaHCIJIaHTAIuY meueHu [35].

YacToTa BHIPAKEHHOTO IMOPAKEHUSA IEUEHU IPU
MB Bapsupyer ot 27 1o 35% 06e3 BbIABIEHUS HOBBIX
caydaeB mupposa crapire 18-ieTHero Bospacrta [22,
23, 28]. Cpenu Bcell KOTOPTHI HAOJIIOAaeMbIX OOIBHBIX
K 10 rogam sxusuu y 5—10% mamueHToB pa3BuBaeTCa
myabTuinodyaapubiii 111 ¢ cuEAPOMOM ITOPTATIBLHOMI
runepreHsun y OosbimumHcTBa M3 Hux [23]. IIII B
00II1eM CIIMCKe IpUYnH cMepTHOCTH ITpu MB cTout Ha
BTOPOM MeCTe IIocJjie OPOHXO0JIETOUHBIX OCJIOKHEHNI 1
cocrasJigeT 0KoJo 2,5% [22].

YacTroTa TOpasKeHUS KETUEeBBIBOAAIINX IIyTel
npu MB yBesnumBaeTcss ¢ BO3PacTOM M KoJiebJeT-
cd, II0 Pas3HBIM JaHHBIM, OT 5 mo 40%: ormeuaercsa
yBeJIWUYeHVe MPOAYKIMU CJAN3U, IIOBBIIIEHUE BS3-
KOCTH KeJlun, o0pasoBaHUe KeJTYHbIX KaMHell; BO3-
MOXKHO Pa3BUTHE CTPUKTYP KeJTUEeBBIBOAAIIUX ITyTei
[12, 36]. CuMOTOMBI ITOPAKEHUA KETUEBBIBOAAIINX
nyteit npu MB MoryTr BKJIOUYATH «0ECCHMIITOMEBIE»
JKeJquHble KaMHU (oOHapysKuBawTca npu Y3U y 12—
249% mnanMeHTOB U COCTOSAT B OCHOBHOM M3 XOJIECTe-
puHA), TUIOILIA3u0 KeauHoro myssipa (y 10-40%
MaIMeHTOB), PaClIuPeHre U CTPUKTYPY OMIMapHBIX
IPOTOKOB, CKJIEPO3UPYIONIUII XOJAHTUT. ['UITOTOHUSA
JKeJIYHOrO IIy3bIpsl pasBuBaeTcad y 3% IAIIeHTOB
[18, 22, 37].

CoBmectao ¢ T.IO. Kamyctunoit [38, 39] mer
BbIgBuUIU, uTO 1111 6b1T fUarHocTupoBaH v 59 us 620
(9,5% ) mabaromaemblix HaMu feteir ¢ MB, y 10 mamu-
euToB auarHo3d IIII OblT TOATBEP:KIEH T'UCTOJIOTH-
yecku (puc. 3). CpegHUHE BO3paCT IIPU YCTAHOBICHUN
nuaruosa IIII cocraBsua 8,5+0,8 ser (ot 3 netr 3 mec
nmo 14 met 7 mec). ¥ Bcex OOJIbHBIX MMeJIAaCh CMeIlaH-
Had opma MB, paszsnmunii o mosry He ObLIO.

B rpynne 6oasabix ¢ IIIT otmeuanu GoJsiee pan-
Hee MOoSABJIeHNEe KUIITeUHOTO CUHIPOMA, IIOBBIIITIEHHYIO
YaCTOTY IIOJINIIO3a HOCA U XYAIITNE TT0OKa3aTeau QyHK-
MY BHEIITHETro AbIXaHUsA, YTO IOATBEPKIAJI0 MHEHIE
o HeratTuBHOM BauAaHuu 1[Il Ha TeueHMe OGPOHXOJIE-
TOYHOT'0 IIpoIiecca.

IIpu KIMHUYECKOM OCMOTPEe y OOJIBIIIEN dYacTu
0OJIBHBIX OTMEYAJNCh CHUMITOMBI MHTOKCHUKAIIUM:
BSAJIOCTD, IIJIOXOI AaIllIeTUT, O0JeJHOCTb U CYXOCTh
KOJKHBIX I[OKPOBOB, CHHKEHUE Typropa TKaHel.
¥V M0JI0BUHBI OOJIBLHBIX BBIABJSAINCH « MPAMOPHOCTD»
¥ aKpOI[MaHO03, Pa3BUTAas MOAKOMKHAA BEHO3HASA CETh,
0COOEHHO Ha I'PYAU U KUBOTE. JKeJITyIITHOCTh KOMK-
HBIX NMOKpoBoB mpu IIII orcyrcrBOBasa maum Oblia
BBIPa’KEHa TOJBbKO B BUJEe KPaeBOM MKTEPUUHOCTHU
CKJIED, HO «IIeUEeHOUHBIE JAJOHU» U <«COCYAUCTHIE
3BE3IOUKU» BBIABJANNCH IPAKTUUECKU V BCeX 0OJIb-

Puc. 3. Mopdonoruueckas kapruaa ounuapsoro 111y
6ospaOoro MB 11 seT: BhIpaskeH OTEK, BOCIIAJIUTEIbHAS
uHGUIbTPANA, Tpoaudepanua KeJIUHBIX TPOTOKOB.
Okpacka reMaTOKCUJINHOM U 503UHOM, yB. 100.
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HBIX. ¥ 2 OOJBHBIX ¢ AekomneHcupoBaHHBIM IIII u
pasBUTHEM II€YEHOUYHON HEIOCTATOYHOCTU BBISIBJISA-
JINCH ACIUT U T'UIIONPOTEMHEMUYECKNEe OTeKH JIUILA,
HUKHUX KOHEUHOCTE! 1 MOIIIOHKH.

HyrpuTusHbIii cTaTyc OOJBHBIX OBIJI CHHUIKEH,
Macco-pOCTOBOM MHAEKC cocTaBua 84,6+2% u mocTo-
BEPHO He OTJIMYAJICSI OT IIOKasaTejiell (hDU3UUEeCKOro
cTaTyca B KOHTPOJBHOII rpyime 0oabHBIX MB 06e3
nopaskenusd nmeuenu (87,5+2,6%).

VBenuuenue meueHu ormedasioch y 80% 60Jb-
HbIX. IleueHyr mpu majmbmanmum ObLIa KaMEHUCTOU
ILJIOTHOCTH, Yy YaCTU OOJBHBIX IIOBEPXHOCTDH MEUYEHU
ObLy1a OyTrpucTOii, a Kpaii HepoBHBIM. CIlIeHOMeTaIn A
ormeuasiach y 72% mereii, y MOJOBUHBI 13 HUX HUMK-
HUH IIOJIIOC CeJIe3eHKU BBICTYIAJ U3-TI0J Kpasd JIeBOM
pebepHOii nyru Ha 6—18 cM, MHOTAA JOCTUTAS BXOAA B
MaJbli Tas (puc. 4).

Puc. 4. Bremnuii Buj neuenu GoJsbHoir MB, 8 ier:
MyabTHI00yAapusbIil 111, cimeHomeraaus.

B o6mem ananuse kposu y 41% 6osababIX ¢ I1T1
oTMeYaJiach Pa3JIUYHON CTeIIeH! BHIPAYKEHHOCTH aHe-
mus, y 32% — TpoMOOIIUTOIEHUS.

YV 12 pgereii ¢ I1I1 6blia fuarHoCTUPOBAHA BHYT-
puneyeHOUYHas IOPTAjJbHAas TUIEPTEH3Ud, KOTOpas
MIPOABJIAIACH BapuKo3oM BeH nuiieBona I-II crermenu
(v 8) uau ITII-1V crenenu (y 4 mereit); y ogHOT0 pebeH-
Ka MMeJIoCh BapUKO3HOE pAaCIIMpeHNe BeH IPAMOM
Kumku. CpeJHUIT Bo3pacT pasBUTUA CUHIPOMA IIOP-
TaJabHOU rumeprensuu cocrasua 10,1+0,8 mer.

IIpu Mop(oOJIOTUUECKOM H3YUYEHUUW OHOITATOB
neueHn y Bcex 60abHBIX MB c ITIToTMeuanach KapTuHa
MYJIbTHJIO0YIAPHOTO OuanapHoro mupposa. Kamcyna
nmeueHu ObLIa (Pubpo3wpoBaHa, 0AJTOYHOE CTPOEHUE
HapyieHo. IloprambHble TPaKTHI OBLIM pacllIupe-
HBI U (QubposupoBaubl. Ilo mepudepun OTAEIbHBIX
IIOPTAJBHBIX TPAKTOB HabJ/0faach Ipoaudepanusd
SKeJTYHBIX IIPOTOKOB CO CKOILJIEHUEM 903MHOMMIBHBIX
Macc, BBIABJIAJOCH IPOHMKHOBEHHE KOJIIAT€HOBBIX
BOJIOKOH Uepe3 IIOTPAHWYHYIO IJIACTUHKY B TUIyOb
IOJIEK ¢ 00pasoBaHMeM JIOXKHBIX HoJeK. Ha ayroncun
6 ymepminx Ha (POoHe SBJIEHUUN CEpPAeUYHO-JIETOUYHOM
HemocTaTouHocTH 60onbHBIX MB (Bo3dpacT ot 3 mo 17
JIeT) Y BCeX MaIleHTOB OTMeYaJd Pa3JIUYHON CTeIeHN
BBIPAYKEHHOCTH JKUPOBYIO AUCTPOPUIO IemaToIluTOB,
y 4 — yMepeHHOe pacIlllipeHne MOPTAJbHLIX TPAKTOB
3a cueT pasdpacTaHUs COeIUHUTEJIbHON TKAHU, ¥ OJHO-
ro GOJIBHOTO — MPUSHAKY XOJIAHTUTA CO CJIYIITUBAHU-

€M PIIUTEINA U CTYIIeHYAThIe HEKPO3bl IAPEHXUMEI C
IVCKOMILIEKCcAalell IeYeHOUYHBIX 0aJIOK.

Temetruueckoe obciaenoBanme OBLIO IpPoBeaeHO 18
6onpabIM MB ¢ IIII. Cpenu Bcex myranuii, HaljgeH-
HBIX y JaHHBIX 00JbHBIX, MyTanusa F508del Bcrpe-
Yajiach IPaKTUYECKU C TOH ke yacToToit (56% ), uro
u B OO0Iell poccUiicKkoil momyaamuu O0ombHBIX MB.
YV 6osbHBIX, ToMO3UTOTHBEIX o F508del myranmum u
KOMIIayHI-reTepo3uroTHeix mo F508del B coueranun
C TaKuMHU TsKeabIMu Mmyranmuamu, kak N1303K,
G542X nau CFTRdele2,3(21kb), ormeuasocs Gosiee
ra:xenoe TeueHue IIII ¢ pasBuTmeM BBIpAKeHHOU
reaToCIIEHOMEraJuy 1 MIOPTATbHON TMIIePTeH3UN.

IlopaskeHne OMJIMAPHOTO TPAKTa, II0 JAaHHBIM
V3U, ormeuasocsk y 80% 6oabpubBIX MB. @opMma skead-
HOTO Ty3hIpA ObLIa m3MeHeHa 6ojee uem y 30%,
YMeHbBIIIeHe JKeJTUHOTO Ty3eIpd — ¥ 8% , yToJIeHne
¥ YILIOTHEHNE CTEHKH KEeJIIHOT0 IIy3hIPS, YKA3hIBAIO-
I1ee Ha BOCIIAJIUTEIbHBIH mporecc —y 60% 60abHBIX.
HKemrunoxkamennas 00Jie3Hb OblIa TUATHOCTHPOBaHA
y 1,9% Oonsabix. HacToTa XoJesnuTHa3a He 3aBUCE-
Jia OT II0Jia, HO HapacTajia ¢ YBeJIWUYeHUeM Bo3pacTa
OOJILHBIX: TaK, B BO3pacTe A0 6 JeT KeIuHOKaMeH-
Has 00JIe3Hb He BCTpevasiach HU y OTHOTO pebeHKa, B
BospacTe oT 7 mo 14 jer OnL1a odoHapyskeHa y 2,3%,
crapre 15 ger —y 4,1% npereii.

Juarnoctuka nopaskeHusd neuenu npu MB

Kaxk y:xe Ob1JI0 CKa3aHO BhIIIE, JJIUTEJIbHOE BPeMs
MaIlieHThl, a’ke C BhIPAYKEHHBIMU W3MEHEHUSIMU
meYeHu, OCTAIOTCA ACUMIITOMHBI. Il0aTOMYy BasKHOE
MECTO yIeJsieTCs PEeryJIapHOMY OCMOTPY OOJIbHBIX,
POBeNeHUI0 OMOXUMHUUECKUX TECTOB U CIIEIUATbHBIX
anmapaTHLIX BU3YAJIU3UPYIOIINX METOLOB 00CJIemo-
BaHU4A (puc. 95).

Buoxumunueckue MapKephbl IIUTOJIN3a IIEPUOLU-
YeCKHU ITOBBIMIAIOTCA Y MHOTHX IanueHToB ¢ MB u me
BCeTria KOPPEeJUPYIOT C TAKECThIO IOPAKeHUs Iede-
au. Tpausuropuoe mosbiiienue aktTusHoctu AJIT u
ACT mosxer oTMeUaThCA MPU T'UIIOKCEeMUN, AaHTU0AK-
TepUAJbHON Tepamnuu M BO BpeMs OPOHXOJIETOUHOTO
oboctpenus. Haumbosee crmermupuUHLIMU IIOKa3aTe-
JSAMU TOopaskeHusA neyeHu npu MB ABIA0OTCA TOBBI-
mierue ypoBHsa YI['TII, 5-HyKJI€e0oTHIA3bI U II[eJIOYHOMN
docdarassr [40].

V3U, remarobmnauapHas CIUHTUTpadus, abdmo-
MUHAJbHAA KOMIILIOTEPHASI TOMOIPa(usa M MATHUT-
HBII Pe30HAHC — METOIbI, KOTOPhIE IINPOKO IIPHMe-
HAIOTCA AJA OTUATHOCTUKU TelaToOUIMapHBIX HApy-
mrennit mpu MB [15, 33]. B mocaentee BpeMsa oueHb
XOPOIII0 3apeKoMeHAoBajsia ceba smacTrorpadus Ha
armapare Fibroscan [41-43].

Ypesko:KHasA TpPaHCIEeUEHOUYHAS XOJAaHTHUOTpa-
bus ¥ 9HIOCKOIMUYECKAs] PETPOrpagHas XOJIAHIHO-
rpadusd He PEKOMEHIOBAHBLI C AUATHOCTHUYECKOI
meabo y 6oabHBIX MB [22].

HecmoTps Ha BBICOKYI0 MH(GOPMATUBHOCTL MOP-
dosoruuecKoro MeToma AUATHOCTUKU MIOPaKeHUs
neuenu npu MB, mpoBeneHme ¢ AUATHOCTHUYECKOM
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Puc. 5. Anroputm BefieHusa 60abHBIX MB ¢ mopaskeHmueM meueHm*.
AJIT — amanmaamunoTpancdepasa, ACT — acmapraramuuoTpaHchepasa, IIIP — menounas doc-

3a, IIII — mopaskenue neuenu, I[IT" — mopranpHaa runeprensusa, ¥ [[XK — ypcogesoxkcuxomeBas

ucnugose, 'TTII — y-royramuaTpancnentuga-

; *mo mauHBIM [22].

eJbl0 OWMOICUM TeUeHUW BCeM OOJLHBIM He MOKeT
cunTaThCcsa ompaBaaHHBIM. OHa moKasaHa B TOM CJIY-
yae, €cJId UMEIOTCA COMHEHUA B AUATHO3€ WU IJIA
nonTBep:kaAeHUA AaHHBIX I[II mepen mpoBemeHmEM
TpaHCILTaHTaI Uy neuenu [22].

JleueHne mopaxkeHusa nmeuenu npu MB

Jleuenne MB npegnouTuTeIbHO IPOBOAUTE B CIIE-
IMUAJN3UPOBAHHBIX IEHTpax. Tepanusa MeueHOUHBIX
OCJIOKHEHUI SIBJISAETCSI HeOTheMJIEMOI YaCThI0 KOMII-
JeKCHOM 0asoBoii Tepanuu npu MB. O6a3aTeabHBIMUI
COCTaBJIAIIUMHY JEUEHUSI TaAKUX OOJbHBIX, TIOMUMO
TrelnaToOTPOIIHON Tepaluu, SABJIAIOTCA JieueOHas Qus-
KyJabTypa (pusumorepanuda, KUHE3UTePANnd), MYKO-

JUTHUYecKasa Tepamud, aHTUMUKPOOHaA Tepamnusd
(uHTaIANUOHHAsA, OpaJibHAsA U IapeHTepajbHadA),
depmenTorepanua (mpenapartsl [I3K), BuTamMmHOTE-
panua (skupopactBopuMble ButaMuHbl A, D, E, K) n
nuetoTepanud (BRICOKOKAJIOpUTHAA nmeTa 6e3 orpa-
HUYEHUA JKUPOB).

ITpu BBEIpa’XKeHHBIX MOPAYKEHUAX II€UEHU AUeTa
JOJPKHA OCTaBaThCsl BhICOKOKamopuitnoit (150% or
pexomenayemoii mo Bospacty) ¢ 40-50% sHepre-
TUYECKOII COCTaBJISIONIEH 3a CUeT JKUPOB, C JOIOJ-
HUTEJbHBIM BBeIEHUEM TPUTJIUIEPUIOB CPEeTHUX
merneii. [lomosHUTEIbHOE BHUMAaHME YAEJIAETCS IO -
HEHACHIIeHHLIM JKUPHBIM KucjoTaM. IlamuenTs 6e3
NPU3HAKOB IEUEHOUHON HEeIOCTATOUHOCTU TOJIMKHBI
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moJIy4yaTh ¢ nuieil 6eaKa He MeHee 3 T'/KT B CYTKH.
ITarkpeatTuyecKkue epMeHTHI JOJKHBI HA3HAUYATHCA
B ONTUMAJbHBIX JO3UPOBKAX, TOJBKO MUKpochepu-
YyecKHue, A MUHIMU3AIUN MaJIbaOdCoOpOIIy TPUTJIN-
ePUA0B IJIUHHBIX ITelell M He3aMEeHUMbBIX JKUPHBIX
kucyoT. ITpu passutuu 11l ¢ npusHakamMu mopTab-
HOM TUIIePTEH3UH CJeAyeT OrpaHMUYMBaTh HMOTpede-
Hue coau. sKupopacrBopuMble ButaMuubl A, D, E
u K J0/KHBI OBITh 0043aTENbHBI AJS €KeJHEeBHOTO
npuema [22].

ITesns KOHCEPBATUBHOM Tepanuu IIPU MOPAKEHUN
IeYeHU — YJIYYIIUTH PeoJIOTUUYeCKe CBOMICTBA U Iac-
ca’K JKeJluM, U3BMEHUTb COCTAB JKEJIUHBIX KUCJIOT (CM.
Tabauiy). B HacrosdAliee BpemMsa HeT 3()GEKTUBHBIX
MEeTOIO0B JIeUeHUs, KOTOpble MOTJIX ObI IIPemOTBpAa-
TUTh IPOTPECCUPOBaHIE TOPAKEHU TeUeHn ¥ 00JIb-
HBIX MB.

EAVHCTBEHHBIM STHUOTPOIHBIM JE€KAPCTBEHHBIM
mpemapaToM, AOKAa3aBIINUM CBOIO 3((PeKTUBHOCTH
BO MHOTUX PaHIOMU3UPOBAHHBIX WHCCJIETOBAHUAX,
sABJIAeTCS ypcome3dokcuxoseBada Kucaora (YVIIXK),
ITaBHO IPUMEHAIOIAACA IPU JIEUEHUU KeIUHOKA-
MeHHOU Oose3HU U 3(h(GEeKTUBHO PACTBOPAIONIAA B
TaKUX CAyUYasdX X0JIeCTepUHOBbIe KaMHU. Eirte B 1992
T., UCIIOJb3YsA METOJ CIIMHTUTPadUU, UTATbAHCKU-
MU YUYeHBIMHU OBbLIO MoKasaHo, uTo YIXK ymyurmia-
eT MPOJBUKEHNE JKEJYHBIX KHCJIOT 3a CUeT CTUMY-
JaAmuu 6oraToro OMKapOOHATAMHU KeTUeOTAeeHUsI
[44]. meHHO 5TOT MeXaHM3M BasKeH JJIs KOPPEKIIUU
HapyleHuii nmeuenu upu MB, rae :xeluHble IIPOTOKU
3a0UTHI BABKUMM W IJIOTHBIMU ceKperamu. ¥ I[XK
o0sajaeT U MPAMBIM ITUTOIIPOTEKTUBHBIM JIE€HCTBUEM
osmaromapsa crocobHocTu mMoJiekyJs ¥ XK o6pasoBbI-
BaTh IPYT C APYTOM OUMEPHI 1 B TAKOM BUJE BCTpA-
UBaTbCA B MeMOpaHBbI TemaToIMTOB, TeM CaMBIM,

Ieas UX HEeYSA3BUMBIMU K IIUTOTOKCUYHBIM MUIIEJI-
agaMm. Kpome Toro, mocpencTBOM MeXaHH3Ma 0o0pat-
HoM cBaA3u Y XK cHM:KaeT BcachIBaHUE XOJIECTEPU-
HA B KUIIIEYHUKE, CEKPEIlNI0 XOJeCTEPUHA B JKeIUub
U CHHTEe3 XOJIeCTePMHA B IE€UEHHU, UTO yMEHbIIIaeT
JIUTOTEHHOCTH Keauu [19, 22, 45]. MuHOrMMH uccie-
DOBaHUAMM HOKasaHa 3(P(PeKTUBHOCTb COUETAHHOTO
Hagaauenusa YXK u raypuna [46]. YaoOHOIT mia
nereii aBiasercda kugkaa ¢opma YIXK, koropad, K
COKaJIeHUIO, He Bcerza JocTynHa B PD.

PesynbTarhl KIMHUUYECKUX HCIBITAHUI, IIPOBE-
meanbix coBmectHo ¢ T.IO. Kamycruuoit [38, 39],
VKasbIBalOT Ha HeoOxoAmMocTb HazHaueHus YIXK
B mose He meHee 20 Mr/kKr/cyr 6osbHbIM MB mpu
HaYaJIbHBIX KJMHUKO-Ja00paTOPHBIX IIPU3HAKAX
nopaskeHud neueHu. [Ipu sTom HabaOZaeTcA BhIpa-
sKeHHOoe Xojeperuueckoe aeticTBue ¥ XK y 601bHBIX
MB. Kpome TOro, HaMu BBIBJIEHO MeMOpaHOCTaOM-
JINBUPYIOIee NefiCTBHE C BBHIPAKEHHBIM AHTUOKCU-
maHTHBIM 3¢ dekTom mpenapatoB Y XK. Hepes 3 u
6 mecsames Tepanuu ¥ AXK momkHO OBITH IPOBEIEHO
KJINHUKO-JIabopaTopHoe o0ciiejoBanue W IPU Heob-
XOAMMOCTY IO3MPOBKA IIperapaTa MOKeT ObITH ITOBBI-
mreHa g0 25—30 mr/xr/cyr. IIpm 6GecCUMIITOMHBIX,
PEHTTeHOHETAaTUBHBIX eINHUYHBIX JKeTUHBIX KAMHAX
IUaMeTPOM M0 5—7 MM peKOMeHyeTcs HasHaueHIe
YIOXK B mose 25—30 mr/kr/cyr. dKemunsie kamMHM,
OecIoKodAIIMe AeTeil, TPeOYIOT X0JeIUCTIKTOMUMA.

B mameii nmpaxTuke HamnbojJee YacTO HPUMEHS-
eTcsl Ipermapar YpcocaH, IMPOM3BOJACTBA KOMIIAHUU
PRO.MED.CS Praha a.s. (Uexus), efuHCTBEHHBIN HA
CEeromHSAIIHUNA JeHb MMEIOIIUN B CBOUX IMOKa3aHUAX
IpUMeHeHUs — MYKOBUCIIH03. B HacTosIee BpeMs
okosio 90% pnereit ¢ MB u3 MockBbl 1 MOCKOBCKOIT
00J1aCcTH TOJYyYaT YPCOCAH B PEKOMEHIOBAHHBIX

Tabauua

IIpuanunse Tepanun 6oJie3uu neuenu npu MB

IToxasaTenn

IIyTu pemenus

ITonmbITKY KOPPEKITNU

IToBbINIeHHASA BA3KOCTD JKeJIUn

CHMKeHe BIBKOCTH JKeJTun

Xoaeperuku, Y IXK

3a11ep)m{a TeIIaTOTOKCHUYHBIX
JKEeJUHBbIX KHUCJIOT

3ameHa Ha HETOKCUYHbBIE
JKeJIYHble KMCJIOThI

VIXK

ITpoayKiiusa cBOGOAHBIX
PaauKajioB U MePeKnucHoe

AKTHUBHOCTU
OKMHCJIeHHe JIUIINI0B

IToBrbINIeHIE AaHTUOKCUIAHTHOM

Buramun E, -kaporun, YIXK

HeJOCTaTOYHOCTH

Koppeknus nankpeaTunuaecKoi

ITanxkpeaTnueckue (hepPMEHTHI

CreaTos

craryca

yJIy‘{I_HeHI/Ie HYTPUTUBHOTI'O

Bricokokanopuiinasa nuera

Bunuapubiii muppos

IIpemoTBpariienue CuHEAPOMA
TMOPTATbHON T'UIIEPTEH3UN

TpaHCHIOryIApHOE TPAHCTIEYEHOUHOE
IIOPTOCHUCTEMHOE ITYHTHUPOBaHNE
CrJiepo3upoBaHme BeH

Ileuenounas HeJOCTaTOYHOCTH
IIeueHu

Boccranosnenue pyHkmmi

TpaHcIIaHTAIIUA TIEYEHU

Hapyi1ienue cTpyKTypsl reHa
MBTP, nusmenenue CTpyKTypPBbI
6eaxa MBTP

BBeneHne 3I0POBOTI'0 I'eHa

Tennas repanusa
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IO3UPOBKAaX, mpu aTom 10% — 6osiee 12 ser. C 1994 r.
HaM¥ He ObLJIO 3aPerucTPUPOBAHO HU OJHOTO CIydas
HemepeHocuMOocTu YpcocaHa [6].

IToaBuBmInecs B mocaenHee Bpemsa Ha Poccuiickom
(hapmareBTHUECKOM PBIHKE IPYyrue JIeKapCTBEHHbBIE
dopmer YAXK, BKIOUasA oTeueCTBEHHBIE, B IIPOTU-
BOIIOKA3aHUAX MMEIOT MEeTCKUIl BO3pacT M HAIUYUe
BbIpasKeHHBbIX HapymieHui (yuxinuu [I0K. Yuurse-
Bas, uto 6osiee 70% 6Goabubix MB B P® 510 — meTn,
a 9K30KpUHHAA ITaHKpeaTudyecKas HEIOCTATOUYHOCTH
BoisiBasieTca v 90%, Ge3omacHOCTh IpHeMa TaKUX
IIpernapaToB BHI3HIBAET IIOKA HACTOPOYKEHHOCTb.

B Poccum nepuoguyuecKu IMPeAIPUHUMAIOTC
MONMBITKYA M3YYEeHUA KJINHUUYECKOH s(h(HeKTUBHOCTU
npenapara 'entpas (s-ademetionine) pupmbr 3660TT
[47]. OxHaKO OCTOBEPHBIX JaHHBIX O HEOOXOIUMOCTH
u 6e30IIaCHOCTH €Tr0 IPUMEHEHNUA, OCOOEHHO Y IeTel,
HU OTEUEeCTBEHHBIMU, HU 3apyO0eKHBIMHU aBTOPAMU
TIOJTyY€eHO He OBLIO.

BoapabiMm MB ¢ IIII u cuEAPOMOM MIOPTaJbHOM
TUIIEPTEH3UN [IJId IPEeJOTBPAINeHUs KPOBOTEUEHUA
U3 BapUKO3HO PACIIMPEHHBIX BeH IUIIEBOIA I1eJIeCOo-
00pa3Ho IPOBeIeHNE SHAOCKOINYECKOT'0 CKJIEPO3UPO-
BaHUSA WU JUTUPOBAHUSA ITUX BEH C OHOBPEMEHHBIM
Ha3HaUeHUeM CeJIEKTUBHBIX [3-6JI0KaTOPOB.

IIpu orcyrcTBum shderTa OT CKIEPO3SUPOBAHUA
WJIN BBICOKOM PHCKE KPOBOTEUEHHUS 13 BAPUKO3HO
pacIIMpeHHBIX BEH MHUINEeBOJa Ha (hoHe IMOPTAIBbHOMN
TUIIEPTEH3UN, CILJIEHOMErajJuyd U CUHIPOME THIIep-

CIJIEHM3Ma HEKOTOPbIE aBTOPHI PEKOMEHAYIOT IIPO-
BeJleHNEe YACTUYHON CIJIEHOKTOMHUM C COXPAHEHHEM
BepxHEro moJiroca cejxedeHku [12, 47]. Takas omepa-
IS MOKET IPeIOTBPATUTh UM 3HAUUTEJIHHO OTCPO-
YUTH MPOBEIEHNE TPAaHCILIaHTaIuy reuenu [48].

PagukanpHbIM MeTOmOM JeueHus 0oabHBIX MB
¢ IIII u mopTa/JbHOU rUnepTeH3nell ABIAETCA TPAHC-
IJIaHTaAIusA [IeYeHU, KOoTopas IOKasaHa OOJbHBIM
C TePMUHAJBLHON CTaguell IOopaskeHWsA IeudeHU, HO
C OTHOCHUTEJNHHO COXPAaHHON (YHKIIMell BHEIIHEro
IbIXaHUsA. BO3MOKHA IOJHAA WM YacTUYHASA Iepe-
cagka meuyeHu. [Io mJaHHBIM pas3HBIX aBTOPOB, OoJiee
OJHOTO roja BBIKUBAIOT OT 75 1m0 80% OOIBLHBIX,
6osee 10 met — 60% . IIpu coueTaHHO mepecagKe Jier-
KUX U MeUeHU, WU JeTKUX, CepAlla u ImeueHu 6ojee
OIHOTO rofia BEIKUBaIT 10 70% [22].

B 1999 r. D. Debray et al. [49] mpu peTpo-
CIIEKTHMBHOM aHaJ3e MOKasaj, UTO ITyHTUPYIOIIe
omepanuu MOTYT ObITH YCIEITHOW aJbTepPHATHUBON
TPaHCILJIAHTAIINY TIeUeHU y GOJBHBIX C MaJIOi BhIpa-
JKEHHOCTBIO OPOHXOJIETOUHOTO mpoiecca. Ilosxe
OBLIO BBIABJIEHO, YTO OOPATHOM CTOPOHOI HIIYHTUPY-
IONUX Omepanuii ABIAETCA AeMopPTaIu3alusa meue-
HU, BeAylnas K PasBUTHUIO ITeUEHOUHOM HeZOCTaTOU-
"HOoCcTH. TpaHCBHIOTYJSPHOE TpPAHCIEUEeHOUHOE II0P-
TOCUCTEMHOE IIIYHTUPOBAHUE JTaeT BO3MOKHOCTH
BBINTPAThb BPEMS [IJisl IIOCJENYIOIIeH TpaHCILIaHTa-
muu neuenm [13]. OgHaAKO HamO YYHTHIBATH, UTO
IJIsi OOJIBINIMHCTBA IIAI[MEHTOB HAJUUYHUE TSAKEJIOro
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OPOHXO0JIETOUYHOT0 IOPAYKEHN I NCKJIIUYAET OIePAI[UIO
MMOPTOCUCTEMHOTO IITyHTHUpOoBaHusd [13, 18, 22].

Vike maBHO MMEIOTCS IIOTEHIIMAJIbHBIE BO3MOMK-
HOCTH mepecagku nmeuenu 0oapHBIM MB 1 B Poccun,
ONHAKO II0 PALY IPUYMH TaKMe OIepaluy IIOKa He
IIPOBOAUJINCE.

Taxum o0pasom, Ha COBPEeMEHHOM dTalle JeUueHIe
nopaskeHuii neueHu npu MB (xupypruueckoe u Tepa-
IeBTHUYECKOe) JaJIeKO OT COBEpIIIeHCTBA U TpedyeT
ITaJbHEeUINNX HAYUYHO-KJINHUYECKUX KCCIEeJOBaHUIA.
T'ennasa uMHKeHepusa ocTaeTcsA IIOKA Tepamueil majie-
KOTro OymyIrero.
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