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XpoHuYecKue BocnanutesbHble 3a60n1eBaHUA
KULIEYHUKA U NePBUYHBIA CKNEepO3UPYIOLLUIA XOJTAHTUT:

VHUKaNbHOE ABYEANHCTBO
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2 Pocculickuli HayuoHanbHbIl uccnedosamensckuli meduyuHckul yHusepcumem umeru H. U. llupoeosa, 2. Mocksa

Llenb 0630pa: npusneyb BHUMAHWe UCCefOBaTeNel U NPAKTUKYIOWMX Bpayeil K npobieme coYeTaHHOro TeYeHUs BOCMANUTENbHbIX 3a00NeBa-
HUi knweyHuka (B3K) n nepsuuHoro ckneposupyiowero xonanruta (MCX).

OcHOBHble nonoxeHnA. Ha 0CHOBaHMM COBPEMEHHbIX JaHHbIX MPEAJIOKEHO TPAKTOBATL 3TW 3a60eBaHMs, B3aUMHO OTArolWalowme Apyr Apyra,
0COGEHHO B OTHOLWEHMM MANIMTHI3ALMK, KaK 1BYEAMHOE CUCTEMHOE nopaxeHue. JuarHoctuka NMCX y naymnenTtos ¢ B3K, u, HaoGoport, B3K y 60/1bHbIX
MCX — oyeHb TpyAHas 3aaaya, Tpebylowwas cepbe3Horo LeneHanpasneHHoro obcnefoBaHus. Knaccuyeckue MeToAbl IeYeHUs, BKNoYas XUpYpr-
Yeckue (KONIKTOMMIO, TPAHCMNAHTALMIO MeYeHM), He TOJIbKO He YyuLIaloT CUTYaLio, HO U HepPefiKo COCOBCTBYIOT BO3HUKHOBEHUIO COMPSKEHHOTO
3abonesaHus de novo. B HacTosiuee BpeMsi eAMHCTBEHHBIM CPEACTBOM, 0BMEryaloluM TeYeHe 3TOr0 TaHAEMA U CHUMKAIOLWMM PUCK ManUTHU-
3auum (KONopeKTanbHON aleHOMbI, XONaHTMOKAPLIMHOMBI), CAY}KaT npenapatsl ypconeokcuxonesoit kucnotsl (YAXK) (YpcocaH u ap.).
3aknioyeHue. PaHHee pacnosHaBaHue COMYTCTBYIOWEro, YacTo U ANUTeNbHO cyOKnnHUYeckn npoTekatouero MCX cynb60HOCHO Ans 60NbHbIX
B3K. CBoeBpemMeHHO HayaTas pautenbHas Tepanus npenapatamu YOXK noBbilWaeT KayecTBo XWU3HM, yiyylWwaeT OMOXUMMUYECKUE NOKasaTeny,
Cnoco6CTBYET CHIKEHUIO TUCTONOTMYECKO aKTUBHOCTM NaToONOTMYeCKOro npoLiecca Kak B GUIMApHOM, TaK W B XKENYA0YHO-KULIEYHOM TPaKTe.
B03MO3KHO yMeHblUeHNe BEPOATHOCTU MAaNUTHNU3aLNUN 060UX CONPSKEHHbIX 3a00N1eBaHNil U yBeNYEHUE TPOJOSIKUTENBHOCTI XKU3HU.
Kntoyesbie cnosa: BocnanutenbHble 3a6071€BaHNA KULWEYHNKA, NEPBUYHBINA CKIEPO3NPYIOLLMIA XONAHTUT, YPCOAEOKCUX0NEBas KUCTOTa.

Chronic Inflammatory Bowel Disease and Primary Sclerosing Cholangitis:

a Unique Duality
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Objective of the Review: To raise the level of awareness among researchers and practitioners about the comorbidity of inflammatory bowel
disease (IBD) and primary sclerosing cholangitis (PSC).

Key Points: Based on currently available data, it has been suggested that these conditions, which are mutually exacerbating, especially with
respect to conversion to malignancy, be viewed as a dual systemic disorder. Diagnosis of PSC in patients with IBD, as well as the opposite
case — detection of IBD in patients with PSC, are extremely challenging and require a thorough targeted examination. Classical treatments,
including surgeries such as colectomy or liver transplant, not only fail to improve the situation, but also not infrequently contribute to
development of the related condition de novo. At present, preparations containing ursodeoxycholic acid (UDCA) (Ursosan and others) are the
only treatment that alleviates this dual condition and reduces the risk of malignancy (colorectal adenoma and cholangiocarcinoma).
Conclusion: For patients with IBD, early detection of concomitant PSC, which is often present as a subclinical disease for a long time, is
critically important for the prognosis. Timely initiation of long-term treatment with UDCA medicines improves quality of life and biochemical
parameters and reduces the histological activity of the disease process in both the biliary system and the gastrointestinal tract. It may also

€HOMEH COYETaHHOTO TeYeHUs, 3araflouHON CLenNeHHoC-

T TaKWx NaToONOrWiA, KaK MepBUYHbIA CKIEpPO3UpPYIOLLMii

xonaHrut (MCX) n xpoHUyeckue BoCmanuTenbHole 3abo-
neBaHua kuweyHuka (B3K), Bce vawe npuBnekaer BHUMaHUue
KIMHWULMCTOB M uccnefoBaTeneil. Yactota coBMecTHoOro o6Ha-
pYXeHUA AaHHbIX 6oNe3Heil y 04HOM0 NauueHTa JaBHO BbIXOAUT
3a paMKu cnyyaitHocTtn [1-5].

HakonneHHble gaHHble NO3BONAIOT TPAKTOBaTh 3TU ABa 3abo-
NIeBaHUA KaK [ByefMHOe CUCTEMHOE MOpaXeHWe «neyeHb —
KUWeYHMK». MeanUmMHCKOe co0OLLEeCcTBO BCe BONbLUE CKNOHAETCS
K mbicnu, yto MCX n B3K — «aBynukmii iHyc», ABa nnevya ogHOro
KOpOMbIC/A, KaK afneropuyeckn n3o0bpaxeHo Ha pucyHke 1.

KoBapcTBO AaHHOro cBoeo6pa3Horo TaHAema 3akiyaercs
B TOM, YTO BbIpaXKeHHble KnnHu4Yeckue npossnenus NCX Ha poHe
B3K unu, Haobopot, B3K Ha tdoHe MCX ogHOBpeMeHHO BCTpe-
yalTcsa He yawe yem y 10-20% GonbHbIX. Y nogasnsiouiero

reduce the rate of conversion of both of these comorbid disorders to malignancy and increase life expectancy.
Keywords: inflammatory bowel disease, primary sclerosing cholangitis, ursodeoxycholic acid.

GO/bWMHCTBA MALMEHTOB COYETaHHOE MOpaXKeHWe MpoTeKaeT
nopcnyaHo, B3K n MCX HaumHatoTca v nposBAsioTCs B pasHoe
Bpems, Oyayyu pasfeneHHbIMU rofaMu 1 BecATUNETUAMY, KOTAA
LWarHoCTMPYIOT OAHO U3 3TUX 3a60NeBaHMIA, @ BTOPOE CyLLeCTBY-
€T «3a KafipoOM», TaTeHTHO.

MexaHn3mbl cBa3u B3K n NCX fo cux nop He packpbiTel, HO
(haKT ee Cyl|ecTBOBaHMA 04EBUAEH U HACTONbKO 3aKOHOMEpEH,
YTO CNYXKUT f[axe AMArHOCTUYECKUM npu3Hakom (mabn. 1)
pasrpaHuMyeHns NepBUYHOrO M BTOPUYHOTO XoNaHruta (acco-
LMMpoBaHHble 3aboneBaHus).

MpennpMHUMAIOT BCe HOBbIE NOMbITKU BbIACHUTL narore-
He3 TauHcTBeHHo conpsikeHHocTn B3K u NCX. UccnepoBaHus
CaMbIX MOCNELHMX NET TPAKTYIOT UX CBA3b C TOUKM 3PEHUA COBpe-
MEHHOTO y4eHUs 0 MUKpoGuoMe [6] ¥ C MO3ULMIA UMMYHOTeHe-
TUKU [7]. Tak, NpoBeAs WMMMYHOr€HeTUYEeCKUe WCCNefoBaHus
M 0OHapyXuB 23 NOKyca BOCMPUUMYUBOCTU K KOMOMHALMM
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B3K u NCX B nefiKouMTapHOM KOMMEKCe aHTUreHOB YeNOBeKa,
B. K. Chung u G. M. Hirschfield caenanu BbIBOf 0 COOTHOLWEHNM
3TUX ABYX 3a60N1eBaHMIl KaK 06bEKTA 1 €ro 3ePKaibHOro OTpaXxe-
Hua [7]. J. M. Ridlon 1 J. S. Bajaj npencTaBasioT HOBbI B3MNAL
Ha 3JHTEporenaTMyeckylo LUPKYNALMIO KAaK Ha COBOKYMHOCTb
«MUKpPOOMOM — JKenyHble KucnoTel» [6]. ABTOpbI paccMarpu-
BalOT ee KaK efMHbI «3HAOKPUHHBIA OpraH», Ha3BaHHbIA UMK
«CTepo6MUOM», KOHTPONUPYIOWUIA B PABHOW CTeNeHM Kak CocTaBs
MUKPOOMOTEI, TaK U CUHTE3 W LUPKYNALMIO KENYHBIX KUCNOT.
Kpome Toro, cerofiHs npepioxeHa Teopus BOCXoAs el naTo-
thursmonorum xonectatuyecknx 3aboneBaHunii neyeHu, K KOTopbIM
otHocuTcsa MCX [8]. MNMepBble paHHUE NOPAXEHUNA HUXKHUX OTAEe-
JI0B XKEYHbIX NYTEN BEAYT K 3aCTOMHbIM ABNEHUAM U MOBbILWeE-
HWIO AABNEHUs B BbIWECTOAWMX XKENYHbIX KaHaNbLax U Kanui-
NApax, re CO3[aeTcs BbICOKAA KOHLEHTPALMA TOKCUYHBIX Keny-
HBIX KMC/OT, BbI3bIBAs NATONOrMYECKUE U3MEHEHNS OpraHa.

Prc. 1. B3aumocBA3bh MEKAY BOCITAAMTECABHBIMI
3aboaepannamu knrreaauka (B3K) i mopakermem
TIEYEHN.

Ipumevarnme: AVIIIIT — sexapemseritio undyyupyemee
nopaoweriug nevert, HLAPKBIT — neasxozonsras scuposas
bonesr neweri, FIAAK — necneyugpuyeckudl assermsiil koaum,
TICX — nepsuunsiii ckaeposupyromuil xoaarnzuns.

& Pucynox A. P. Peisuc (2017)

B3K n nopaxenne newenm- anyankni Hive,
2 iieds 0anoro Kopomsicaa
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KapanHaspHBIE pa3ANYNA IEPBUIHOTO
M BTOPUYHOI'O CKAEPO3UPYIOIIETO XOAAHTUTA

WA RS
T2 %%

MpusHaku XonaHrut
nepBUYHbIN BTOPUYHbIN
JNlokanuzauus | MpenmywecteeHHo | MpenmyecTBeHHO
nopaxeHus BHYTPUNEYEHOYHbIE | BHEMEYEHOUHbIE
KENUYHbBIX W BOKpYr BOPOT
NpOTOKOB neyeHu
Accoumnpo- XpoHuyeckune Boc- BHeneyeHoYHas
BaHHblE nanuTenbHele 3a60- | 06CTPYKLUUSA Keny-
3a6001eBaHMA | IeBaHMA KUIWIEYHUKA | HbIX NPOTOKOB
(Hecneunduuecknii | (TpaBma, onyxonb,
A3BEHHbIN KONUT, XeNYHOKaMeHHas
6one3Hb KpoHa, 6one3Hb, cocTosAHME
Lenuakua u ap.) nocne onepauuy,
obnyyeHue u gp.)

Mo MHeHWIO aBTOPOB, MPOAOMKUTENBHOE CYOKNMHUYecKoe
TeyeHwue MCX 06yCNOBAEHO OrPOMHBIM NOTEHLMAIOM aanTayum
neyeHu K xonecrasy. Kak npasuno, otcytcTBue uanm 6egHocTb
KJIMHUYECKUX NPOABNEHWI NMPUBOAMUT K €ro MO3JHEMY pacnos-
HaBaHulo. He cnyyaiiHo B KIMHMYECKOW NpaKTUKe npuBieka-
eT BHMMaHue pa3nuyHas 4actoTa BbiaBneHus B3K Ha doHe
yxe puarHoctuposaHHoro MCX n NCX y nauneHToB c yxe ycTa-
HoBneHHbIM anarHosom B3K (puc. 2).

Tak, B3K o6HapyxusaioT y 21-98% 6onbHbix MCX (npenmy-
WeCTBEHHO B BMAe Hecneuuduyeckoro s3BEHHOTO KOMWTA,
pexxe — 6onesHn KpoHa), a NMCX y 6onbHbIx ¢ guarHosom B3K
PErncTpupyioT CyLecTBEHHO pexe — B 2,4—7,5% cnydaes [2].
Takoe pa3nuuue OTpakaeT He CTONbKO WCTUHHOE MOMNOXKeHue
Bellel, CKONMbKO OTCYTCTBME HALENEHHOCTU Ha AWArHOCTUKY
NCX. 3Ty Mblcib NOATBEPXKAAT faHHble nocnepHux 10 net,
LEMOHCTPUPYIOLME, YTO MpUCTaNbHOE BHUMaHUE K [AHHOMY
BOMPOCY MOBbILWAET BEPOATHOCTb BhifBAeHUsa CX y naumeHToB
¢ B3K no 50% [5] (puc. 3).

B nocnegHue rofbl YBENMYMBAETCA YacToTa O6GHApyXKeHUs
MNCX Ha doHe B3K n y peteit (po 10,5%) [4].

3tmonorua MCX, kak u B3K, po cux nop He pasragaHa.
Hanbonee BepoATHO UX ayTOUMMYHHOE MPOUCXOXKLEHME.
Bo3pgeiicTBue Tpurrepa Ha hoHe reHeTUYecKon npeapacnoso-
XEHHOCTU BefeT K NOBPEXAEHUIO TKAHER (JKeNYHbIX NPOTOKOB,

Puc. 2. CoorHorteHne AMATHO30B IEPBUYHOTO
CKAEPO3HPYFOITIErO XOAAHTUTA U BOCITAANTEABHBIX
3aboaesannii kureanuka. Pucyrox A. P. Peiisuc (2017)

| OnucaHne NepBMYHOTO CKNepo3upytolero xonaHruta (1924 rop) |

v

| PasrpaHuyeHue ¢ BTOpUYHbIMM xonaHrutamu (1958 rop) |

v

| CBA3b C BOCNaNUTEbHbIMM 3a601€BaHUAMM KuleuHnKa (1965 rog) |

/\

BbisiBNeHWe BoCnanuTeNbHbIX BbisiBneHne nepBuyHoro

3a600eBaHNit KMLWEYHNKA Npu CKNepo3MpyloLLero XonaHruTa npu

NepBUYHOM CKJepOo3upylollem BOCNANNTENbHbIX 3300N1€BaHUAX
xonaHrute — 21-98% KuweyHnka —2,4-7,5%

¥ Y Y

Hecneuu- | HepocrarouHoe BbifiBneHue?
o BonesHb
thuyeckuit
- KpoHa —
A3BEHHbIN 0 14%
0
Konut — 85% A

Puc. 3. AmHamuKka 9acTOTH BBIABACHISA TIEPBUYHOTO
CKACPO3HPYIOIIEIO XOAAHIUTA ¥ HAIHCHTOB
C BOCIIAAUTEABHBIME 3a00ACBAHUAMI KUIICIHUKA

3a 10 aer 8 CIUA. Pucyrox A. P. Peiisuc (2017), cocmasaen
Lo danmvim [5]

| 1993-1997 rogbl | | 2003-2007 rogbl

BocnanutenbHbie
3abonesaHus
KUWeYHUKa

57
natueHToB

BeisieneHue
nepBuUYHOrO
CKneposupytoLiero
XonaHruta

P < 0,0009
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INUTENUA KULWIEYHUKA W [p.), U3BPALLEHMIO UMMYHHBIX MpoLec-
COB M KacKafy ayTOMMMYHHbIX peakuuil.

[narHocTuyeckue Kputepuum B HacTosllee BpeMA TaKxKe
HE[OCTAaTOYHO M3y4eHbl U He abCOMOTHLI, B CBA3U C YeM Npw
AMarHocTuke HeobXoAuWMo crneuuanbHoe LeneHanpasieHHoe
obcnegosaHue.

IuarHoctuyeckue kputepun NCX [9, 10]:

® noBbllWEHWe aKTMBHOCTU wWenoyHon ¢octartasbl (LID)

6onee 1,5 HopMbl u/unu y-rnyTamuntpanceepassl (ITT)
Gonee 3 HOpM B TeuyeHWe 6 Mec, pexe — MOBbILEHNE
aktusHoctu AT u/unu ACT;

® BbifiBJIeHUE AHTUHENTPOMUIbHBIX LWUTONNA3MATUYECKUX

aTunnyHelx aytoantuten (p-ANCA);
® 4eTKOOOpa3Hble U3MEHEHUA BHYTPUMEYEHOUHbIX KENYHbIX
NPOTOKOB MpuW XonaHruorpaduu (MAM MarHUTHO-pe3o-
HaHCHOI1 XxonaHruorpahuu);

® CKnepo3upoBaHue W 06AUTEpaLUS BHYTPUMEYEHOUHBIX
XXENYHbIX MTPOTOKOB MO TUMY «IYKOBOW LWENYXWU» N0 Pe3yNb-
TaTtaMm NyHKUMOHHOW 6UONCUM NeyeHu;

® UCK/IIYEHWUE BTOPUYHOTO CKJIEPO3NPYIOLLErO XONAHTUTA.

Tak, npu peructpaumu y 6onbHbIX B3K paxe HesHauuTenb-
HOTo U3MeHeHus aktusHocTu LU, ITT, a Tem Gonee NosbIeHUs
aktusHoctu ANIT/ACT u obHapyxeHun p-ANCA cnepyeT nopos-
peBatb conyTcTytowumin MCX.

Y peteit ocobeHHO TpyaHO pacno3Hatb MCX Ha doHe B3K.
[Ins HUX XapaKTepeH elle MeHee BbIPaXKEHHbI POCT aKTUBHOC-
™ W®, koTopas B 50% Cny4YaeB COOTBETCTBYET HOpPMe Aaxe
npu xonectase u B nepuofbl pocta. Kpome Toro, ocobeHHo-
CTblO AeTeil ABNAETCA MOBbIWEHME TUTPOB TaKWUX ayTOAHTUTES,
KaK aHTUHYKNeapHbI hakTop W aHTUMMALKOMbIWEYHbIe aHTUTe-
na, 6onee TUNUYHBIX ANs AYyTOMMMYHHOrO renatuta uau nepe-
kpecTHoro (overlap) cuHapoma.

TpyoHOCTM AMATHOCTUKN HE OTMEHAIOT HENPENOXHOro (akTa,
YTO CBOEBPEMEHHOe pacno3HaBaHWe COMYTCTBYIOLWEro naro-
JIOTMYECKOro npouecca B MEYeHW MMEeT OrpoMHOe 3HaueHue

Tabawnrma 2 l

OcobGennocru TeueHUs HeCHeru@PUIecKOro
A3BEHHOI'0 KOAMTA, ACCOIHMUPOBAHHOIO
C HEPBUYHBIM CKAECPO3UPYIOIIM XOAAHIHUTOM

CumnTOMBI UsonupoBaHHo | Hecneuuduueckui
npoTeKaowWwmni A3BEHHbIN KOJIUT
HecneuupuUyeckuin | npu NepBUYHOM
A3BEHHbIW KONUT | CKAepo3upyloLem
XONaHrure
KnuHuyeckue OTyetnuBo Bblpa- beccumntomHoe
NposiBAeHUs eHbl TeueHue bonee
5-10 net
MopaxeHue MopaxeHa Bcerga He nopaxeHa
MPAMON KULLIKK B 23% cnyyaes
Heobxoaumoctb | Kak npasuno Penko
NleyeHus A3BeH-
HOro Konuta
Oucnnasus anu- | 19% 38%
Tenua ToNCTon
KWLWWKK, KON3IK-
TOMUA
Konopekrtanb- 2-10% 10-50%
HbI paK B Teye-
Hue 25 net

ana cyabbbl naumenTa ¢ B3K. MokasaHo, yto accoumaums B3K
u MNCX cylwecTBEHHO W3MEHAET TEYeHME W MpPOABNEHUA 0O0MX
conpsiXeHHbIX 3ab0neBaHuit. Tak, HecneyunUuecKknii A3BeHHbI
KonuT, accoummpoBarHbiil ¢ TCX, umeeT fpyroe KNMHUYeCcKoe
«NNLO» W [pYTHe UCXOAbI, YeM TO e 3aboneBaHue, NpoTeKato-
liee n3onuposaHHo (maba. 2).

0coGeHHO yrpoxaiole BbIMAAUT MHOMOKPATHOE yBEeAUYeHUe
4acToTbl KULWeEYHbIX Aucnnasuit (38% npotue 19%) u Konopek-
TanbHoro paka (10-50% npotus 2—10%) npu cOYETaHHOM Teue-
HUM Hecneuuduyeckoro f3BeHHoro koamta u MCX [2, 11-13].
CnepoBarenbHO, HECMOTPS Ha CYLLECTBEHHbIE TPYAHOCTH, 3ajaya
paHHEro BbIBNEHUS «BTOPOrO Mieya KOpoMbICaay Y MauueHTa ¢
B3K u/unu MCX akTyanbHa 1 Hepepko cynbO0HOCHA Aas 60/bHOTO.

OpnHOM M3 BO3MOXHBIX MPUYUH MANUTHU3ALWM MOXKET ObITh
HapylWeHMe KUHETUKM XKENYHbIX KUCNOT B KaNoBbIX Maccax
npu NCX [14]. Kak nokasanu T. Tadano u coast. B 2007 r.,
y NauuMeHTOB C KOMOpekTanbHbIM pakom (n = 89) cratucru-
yeckm 3HaumMmo (p < 0,001) noBbIWEHO COEPKAHME B KaNoBbIX
Maccax [eOKCUXONeBOW U JIUTOXONEBON KWUCNOT, CAyXKalmux
arpeccUBHbIMMU (AKTOPaMU OHKOreHesa, U HAaobOPOT, 3HAYUMO
CHUXEHa KOHUeHTpauusa ruapodubHOi YpCOAEOKCUMXO0eBOi
kucnotol (YAXK). CerogHs YOXK npusHaHa He TOAbKO BaXHbIM
(haKTOpOM cynpeccuu oHKOreHesa U 3awuTbl oT Hero [15-19],
HO M NpenapaToM, KOTOPbIi «CYLECTBEHHO YNyYLIaeT GUOXUMU-
Yeckue noKasaTenu Npu xonecTase He3aBUCUMO OT €10 MPUYUHbI
M MOXET NPUOCTAHOBUTL WAM 3aMefuTb MpPOrpeccupoBaHue
GonesHeit neyeHn» [20].

Mpu coyetaHHoMm TedeHun MCX u B3K 3to 6Gnaronpust-
Hoe peicteue YOXK gononHMTeNnbHO 00YCN0BAEHO BaXHelwWwei
ponblo XenuHbix kucnot B pabote KT, B yacTHocTH perynupy-
OWKUM AEUCTBUEM KENUYHBIX KMCNOT HA CeKPeLuio KULWEeYHMKa
[21] » npoueccsl anonTo3a B TONCTOM Kuwke [15]. HapyweHxue
obMeHa xenuHeix kucnot npu MCX B cTOpoHy npeobnafaHus
arpeccUBHBIX KeNYHbIX KUCaoT u aeduuuta YOXK, BbiNOAHA-
foleil 3aWnTHble MYHKLUM, [OMONHUTENLHO Npeapacnonaraer
K MOPaXXeHMI0 KULWEYHUKA, BO3HUKHOBeHMIO B3K 1 ero Hebnaro-
NPUATHOMY TEYEHWIO BMJIOTH O MANUTHU3ALMUMU.

Hamu yxe 10 net Haszap [3] nokasaHo, yto YOAXK (Ypco-
CaH) — eAMHCTBEHHbIN MpenapaT NaToOreHeTU4yecKoro AeicT-
BUS, NPUMEHeHWe KoToporo Ha doHe B3K y 45,5% GonbHbIX
HOPManu3yeT akTUBHOCTb TPAaHCaMMHA3, @ B OCTasbHbIX CyYasx
B 2-5 pa3 cHuxaer ee, nuwb y 9% nNauWeHTOB Bbi3biBas

Puc. 4. AeticTBrie yPCOACOKCHXOAECBOH KICAOTEL
1pu HecrennHIeCKOM A3BEHHOM KOAHUTE y AeTeH [3]

[ CHMXeHWe aKTUBHOCTW anaHMHaMUHOTPaHChepasbl O HOPMbI
] CHWXeHWe aKTUBHOCTM anaHWHaMUHOTpaHchepassl B 2—5 pa3
[0 obocTpeHne Hecneunhnyeckoro A3BEHHOTO KonuTa

% 100,0
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npenaparbl cuaMmMapuHa

9,0
YPCOfieoKCcMxoNeBas KNcota
(¥pcocaH)
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060CTpeHne KONUTUYECKOro npouecca. B mpoTuBononoxHocTs
3TOMy npenapatsl cunumapuHa oboctpsanu B3K y Bcex 60nbHbIX,
a yAyyleHue nokasateneit QYHKUMA neyeHn AOCTUranoch cy-
LecTBEHHO pexe (puc. 4).

B macwrabHom (1285 nauueHTOB) [BOIHOM CNENOM paH-
LOMWU3NPOBAHHOM KIMHWYECKOM ucchefoBaHuu [22] ypanocb
NPOAEMOHCTPUPOBaTh NpeBeHTUBHYO ponb YIXK ana konopek-
TanobHoi apgeHombl (KPA). B TeuyeHue 3 net HabniogeHus KPA
3apeructpuposaHa y 39% nony4yaswux nnaue6o v nuwb y 12%
YYaCTHMKOB 3KCnepuMmeHTa, npuHumasiwmx YOXK (p = 0,03).

Cronb e BblpaXKeHHbIN 3deKT npefoTBPaALEHNA MANUTHU-
3aUuu nokasaH u Ans BTOporo (MeYeHouHOoro) «mnieyax» 3abo-
neBaHus. Tak, B CnewuManbHOM NPOCNEKTUBHOM WCCNEf0BaHUM
1990-2001 rr. y 52 n3 225 nayuenTos c [1CX pa3eunacb xonaH-
rMokapuuHoma [23], npuyem [OKa3aHHbIMU NMpPeAUKTOpPaMU ee
BO3HWKHOBEHUsA OblNM MO3AHee ycTaHOBneHWe AuarHosa [CX
u otcytcTBue nevyenus npenaparamu YOXK. Wmena 3HauyeHue
u pavtensHocTb npuema YOXK: xonaHrnokapumHoma He BblsiB-
NleHa HU Y OAHOTO M3 NaLMEHTOB, Nnonyyaslwux npenapatsl YIAXK
B TeYeHue 8 neT u Gonee.

B 2013 r. ony6auKoBaHbl pe3ynbTarbl CUCTEMATUYECKOrO
0630pa ¥ MeTaaHanu3a npeseHTUBHOW ponu YOXK B passutuu
KPA y naumentoB c MCX, conpsxeHHbiM ¢ B3K [24]. AHanu3
BKIKOUMA 763 yenoseka, U3 KoTopbix KPA obHapyxeHa y 177:
Y 35% 60nbHbIX, Nony4YaBlWwmx nnave6o, v nuwb y 19% npuHu-
maswux YOXK B pose 8-10 mr/kr/cyt (p < 0,005).

EcTecTBeHHo, cTonb GnaronpusTHoe feiiCTBME OTPaXaeTcs Ha
06LLei NPoAOMIKNTENBHOCTY XKU3HM NaLMeHTOB. Tak, N0 AaHHbIM
J. M. Wolf u coast. [19], netanbHocTb cpean 60bHbIX C [OKY-
MEHTUPOBAHHLIM coyeTaHHbIM TeyeHnem MCX u B3K (n = 120,
CPeAHuit Bo3pacT — 43 roAa, CPeAHuit Cpok HabmopeHns —

3,5 ropa), nonyyaswux YOXK, B 4 pa3a Huxe (0,22), yem B rpyn-
ne nonyyaswux nnauve6o (0,9; p = 0,02).

Hosyio maBy B usydyenun codetaHHoro teyenmna MNCX n B3K
OTKpbIBAIOT COBPEMEHHbIE XMPYPruyeckue MeTofbl NeyeHus
3Tux 3abonesaHunii. OfHAKO TpaHCMNAHTALMUA MeYeHW y mauu-
eHToB ¢ [1CX u konakTomus y 6onbHbIX B3K Hepepko He pewatot
npobfieMy, HanpoTWB, CTAaHOBATCA TPUITEPOM, BbI3bIBAIOWMUM
K XXU3HW «BTOPOE Neyo» 06CYXAAEMOil CBA3KM, [OMONHUTENb-
HO BbIABAAKOIWMM TaliHoe CPOACTBO, MOACMYAHYIO COMPAXEH-
HOCTb AaHHbIX 3ab0neBaHuii [25].

BbisicHMNOCh, YTO TpaHCMNAHTALMA NeYeHW Npu ee LUppo3e
B ucxoge MCX He Tonbko He obGneryaeT TeueHue CylyecTsy-
touero B3K, Ho MoxeT crnocobcTBoBaTh BO3HUKHOBEHUIO B3K
de novo. W HaobopoT, konaktomus no nosoay KPA B ncxoge B3K
He ynyywaet TeyeHue MCX 1 He NpefoTBpalLaeT ero nosBaeHne
y nayueHTa.

TaKk, aBTOpbl NPUBOLAT JAHHbIE O TPAHCMNAHTALWUU MEYEeHM
y GOMbHbIX C M3BECTHbIM ABOMHbIM puarHozom (MCX + B3K)
M C fMarHo3om Hesasucumo npotekawowero MCX. B nepson
rpynne y TpeTW NaLWeHTOB Habnlojanu ynydyuweHue TeyeHus
conytcTytouero B3K, oaHako ewe y Tpetn 6onbHbIX 3aduk-
cupoBaHo ero yxyaweHue. bonee Toro, y 14-30% naumeHToB
¢ pnarHosom [ICX oTmeyeHo pa3suTMe (MW nepBOe NposB-
JIeHWe) paHee He AWArHOCTUPOBAHHOTO, HO BEPOATHO Mpef-
cywecrsoBaswero B3K [25]. Hu npuynHbel 3TOro ABNEHUs,
HU npeppacnonaraiowme (akTopbl, HU ero NPOrHOCTUYeCKUe
NPU3HAKMU CETOAHA elle He U3BECTHbl U MOANEXaT ryboKoMmy
1 BCECTOPOHHEMY WU3YyYeHMUHO.

B HacToslee Bpems efMHCTBEHHbIM [OCTYMHbLIM BbIXOLOM
M3 3TOW CUTyauuW CNYKUT cBoeBpemeHHoe BbiaBneHue MCX
npu puardosze B3K wnu B3K npu pguarHocTupoBaHHOM
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NCX n npeBeHTMBHOE AnnTeNbHOE NeyeHune npenaparamn YOXK
B fio3e 10—15 mMr/Kr macchl Tena B CyTKU. PaHHAS AMarHoCTUKa
conpsikeHHOro 3aboneBaHns U gauTenbHas Tepanus npenapa-
Tamu YOXK 6naronpusTHo BAUAET Ha TeueHMe 0601X NPOLECCOB,
yAyyLWaeT KauyecTBo U NPOJOIKUTENBHOCTb XKU3HM NALUEHTOB.

KIWHUYECKWUE NPUMEPDI

Mans4uk Mapux 3-08, 2000 r. p., HabnAaNCA C AUATHO30M:
«f13BEHHbI KOMUT, TOTaNbHbLINA, TAXENO0€, HENpepbiBHO peLu-
ouBupyolwee Tedenune. CX ¢ ucxopoMm B UMPPO3 MNeyeHu,
aKTUBHbIA; MOpTaNbHas rMNepTeH3us, BapuKO3HOEe pacluupe-
Hue BeH nuuesoaa 1-2-i cTeneHu; runepcnieHusm, knacc B
no Yaiing — Mblo». M3 aHamHe3a M3BECTHO, YTO pebeHOK poc
B MHOTOJIETHOW CEMbE, Er0 CYMTANN 3A0POBbLIM. YCIOBUSA XKU3HN
He NO3BONIANN CNefUTb 3a YAaCTOTOW U XapaKTepomM CTyna.

B 7 net manbumk nowen B wkony. Torga Bnepsbie 06Hapy-
KWW YYaLLEHHbIA Pa3XMKEHHbIA CTYN C NPUMECbID KPOBMU.
K Bpauam He obpawanucb. B 2014 r. nossunack Hapacrawuas
cnabocTb. Jleunncs y «uenutens» B TeyeHue 1 roga.

B siHBape 2015 r. B TAXENOM COCTOSIHAM NOCTYNUA B pecnyo-
JINKAHCKY0 fieTcKytlo 6onbHuuy (r. Cumcepononb) ¢ BbpaXKeH-
HOW XeNTyxoM N JUarHo30oM BUPYCHOTO renatuta.

Pe3ynbmamsi 06¢cnedosaHus

Y3/ opraHoB OptOWHOM MONOCTU: renaTtocnieHoMeranus,
AaunameTtp vena portae — 12 mm.

®ubporacTpoayoeHOCKONNA: BapMKO3HOE pacliMpeHme BeH
HuxHen Tpetn nuwesopa I-II crenenn.

KonoHockonua: A3BEHHbIH MPOKTOCUTMOWMAWT, TOTaNbHOE
NOpaXeHUe TONCTON KULWKMK.

06wWnit aHanM3 KPOBW: KOHLEHTpauus remornobuHa —
70 r/n, Yucno 3puTpPOLUUTOB — 2,8 MJTH, LLBETOBOI NOKa3aTeNb —
0,9, KonnyecTBo nekoLMTOB — 7,6 ThiC., HENTPOUIOB — 79%,
TpomM6OLMTOB — 59 ThiC.

Broxumuyeckuii aHanu3 KpoBW: KOHUEHTpauus obuiero
6unupybuHa — 78,5 mkmonb/n (npsAmoro — 38 MKMoOnb/N),
aktuBHoctb AJIT — 2,5-3 Hopmbl, ACT — 1,5 Hopmbl, [TT —
360 (15 Hopm!), W® — B Hopme, copmepxaHue oblero
Genka — 57 r/n, anbbymuHa — 35,0 r/n, y-mobynuHoB —
28,0 r/n, a-etonpoTenHa — B HOPME; AHTUHYKIeapHble,
AHTUMWUTOXOHAPUANbHbIE AHTUTENA U AHTUTENA K MUKPOCOMaNb-
HOMY aHTUTeHY MeYeHW U MOYeK He OnpefenslTCs, aHTUTe-
Nna NpoTUB LMTONNA3MaTUYECKUX aHTUTEeHOB HeWTpopunos —
1:640.

JlaHHbIX 33 BUpYCHblE renaTuThl, A, -TPUNCUHOBYIO HeAoCTa-
TOYHOCTb, reMOXpoMaTtos, GonesHb BunbcoHa — KoHoBanoBsa
He MosyyeHo.

Kak Tonbko Ha (OHe HAYaTOro NEYeHUs ManbyuKy CTano
Jydlle, poguTenu 3abpanu ero fOMOM.

Wctopus 6onesHn pemoHCTpupyeT hatanbHOe TeueHue
06oux conpsixeHHbix 3abonesaHuit: MCX 1 A3BEHHOrO KOAUTA,
HU O[JHO W3 KOTOPLIX He OblI0 CBOEBPEMEHHO ANArHOCTUPOBAHO
1 NponeyeHo.

Cepeeli P-o8, 17 neT, HabnwAancs ¢ AUarHo3oM «S3BEHHbIi
KonuT, accoumnnpoBaHHelii ¢ [CX (overlap-cunppom?)». U3 aHam-
He3a M3BECTHO, YTO B PaHHEM BO3pacTe NPaKTUYECKU He Gonen.
C 7 neT BbifiBNEH CeMeiHblil KOHTAKT ¢ GOJNbHBIM Tybepkyne-
30M. [poBOAMAM NPEBEHTUBHYIO TEPANUID U30HUA3a[OM U Nu-
pasuMHaMupoMm.

B 14 net Temneparypa Tena nosbicunack o cy6dedbpunbHoi,
NOABUICA YYALEHHbI CTYN C MPUMECbIO CU3W, UHOTAA KPOBM,
noxyaen Ha 10 kr B TedeHue 1 roga. MNpu obcnenoBaHnm guarHo-
CTUPOBaH A3BEHHbIN KOAUT, Ha3Ha4eH MecanasuH. o pesynsratam
OMOXMMUYECKOTO aHaNN3a KPOBM BNEPBbIE BblABEHbI U3MEHEHUS:
KOHUeHTpaumus obuwero 6uampyouHa — 20,0 MKMOAb/N, aKTUB-
HocTb ANIT — 43,0-66,0 En/n, ACT — 65,0-69,0 Eg/n, TTTu LD —
B HopMe. Ha (hoHe Tepanuu mecanasuHoM B TeYeHUE roaa OTMe-
YeHa NONOXKWTeNbHAs OUHAMKKA: TeMnepaTypa Tena M xapaktep
CTyNa HOPManW30BanuCh, MO JAHHbIM KOJIOHOCKOMWUY, I3BEHHBbI
KOJIUT B CTaZWM PeMUCCUM; COLiepXKaHue obLLero bunupybuHa —
20,0 mkmonb/n, aktuHocTb AJIT — 40,0 En/n, ACT — 32,0 Eg/n,
ITT, Lld — B HopMme. B 16 net (2014 r.) Ha hoHe NpogoKatoLLeit-
CA PEMUCCUU A3BEHHOTO KONUTA OTMEYEHbl U3MEHEHUS pe3yrb-
TaToB OMOXMMUYECKMX aHaNU30B KPOBW: SBNEHUA XonecTasa
u uutonusa (maba. 3).

B aBrycte 2014 r. nosBunace xentyxa. Y3M o6Hapyxuio
He3HauuTeNnbHOe paclMpeHne BHYTPUMEYEHOYHbIX KENYHbIX
NPOTOKOB; MarHUTHO-PE30HAHCHAs XoJaHrMonaHKkpearorpa-
(us — pacwupeHue BHYTPU- U BHEMEYEHOYHbIX MPOTOKOB.
MpoBefeHa 3N1acTOMETPUS MeYeHU, AUATHOCTUPOBAH LMUPpPO3
(F4). HasHaueHa Tepanus: npenapat YOXK (YpcocaH) u3 pacue-
Ta 10-15 mr/kr/cyT; B/B TKC B no3e 0,75 mr/kr/cyT; aHTMbaK-
TepuanbHoe nevyeHne (BaHKOMUUMH U ap.) Ha doHe Tepanum
ABNEHUSA KENTYXU KYNMUPOBaHbI.

B HacToswee Bpems npogomkaer npuHumats YOXK B pose
15 Mr/Kr maccel Tena B CyTKM, Ha (hOHe Yero y ManbyuKa JoCTur-
HyTa CTOiiKasi peMuccus no 06o1M 3a60neBaHUsAM.

3AKNKOYEHUE
MopaxeHue mneYyeHU NpW BOCNANUTENbHbIX 3aboneBaHUAX
knweyHuka (B3K) — He cnyyaitHOCTb, @ 3aKOHOMEPHO acco-

LMMpoBaHHoe 3aboneBaHue, Haubonee yacTo NpepCTaBieH-
HOe nepBMYHbIM CKnepo3upylowmm xonaHrutom (MCX). Bpems

Tabauma 3 l

AnHaMuKa OMOXHMHYECKUX IMOKa3aTeAell 60ApHOro P-Ba

Mokasarenu 2012 r. 2013 r. 2014 r.
Mau OKTAGPb mapt AAHBapb MIONIb | CEHTAGPDL | AeKa6pb

KoHueHTpauus obuiero GunupybuHa, 20,0 18,0 20,0 16,0 21,0 92,0 198,0
MKMOJb/ N
AKTUBHOCTb anaHMHaMMHOTpaHchepassl, 43 66 40 83 480 1180 1590
En/n (Hopma: po 40)
AKTWBHOCTb acnapratamuHoTpaHcdepasbl, | 65 69 32 96 430 1460 1450
En/n (Hopma: po 40)
AKTUBHOCTb y-rnyTamuntpaHcdepassl, Eg/n | Hopma HopMa HOpMa HOpMa 70 120 150
(Hopma: po 50)
AKTUBHOCTb LWenoyHoi docdarasel, Eg/n HopMa HopMa HopMa HopMa 182 - -
(Hopma: o 170)
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BO3HMKHOBEHMWSA W BbIPAXEHHOCTb KIMHMKO-1ab0paToOpHbIX Npo-
asnenunii NICX He coBnafjalT C TaKOBLIMW ACCOLUMPOBAHHbLIX
¢ Hum B3K, noatomy Heob6xofuMMo B3aMMHOE LiefneHanpaBieH-
HOe BbisiBNleHMe 3TUX 3ab0neBaHuit.

PaHHee pacno3HaBaHue COMYTCTBYIOLLEr0, YacTo U [ANU-

TeNbHO

cy6knuHnyeckn npotekatowero MCX cyabboHOCHO Ans

60nbHbIX B3K.
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