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COCTOSIHUE TEITATOBUJIMAPHOI CUCTEMBI Y JIETEN C
MYKOBUCHINI030M

Onecst Bacunvesna Kondpamveesa*, Hamanvs Buxmopoena Pouiosa

Kasanckuti eocydapcmeennbiii meOuyuHckuli yuugepcumem

Pedepar

TIpencrasieH 0630p OTeUECTBEHHOI 1 3apyOeXHOI INTEpaTypbl, MOCBALIEHHOI COCTOSIHIIO renaToO0MINapHOii CUCTEMBI
y JeTeil ¢ MyKBUCLIMI030M. B CBSI3U ¢ yBemMyeHMeM MpPONOIKUTENbHOCTH KU3HU OOTbHBIX MYKOBUCLIMI030M B MOCIETHUE
JIECSTUIIETHS] BO3PACTAET M YacTOTa OCTIOKHEHU I CO CTOPOHBI I'eaTo0MIMapHOi CUCTEMBI (XOeCTaTUYeCKU il renaTuT, mop-
TaJlbHAasl TUTIEPTEH3KsI, LIMPPO3 MeUeHM ), KOTopasi, M0 JaHHBIM Pa3TMYHBIX aBTOpoB, coctapisier or 20 mo 80%. Haubonee
BBIPaXKEHHbIE N3MEHEHUS MEYEHU U >KETYHOrO My3bIpsi CBOMCTBEHHBI IETSIM C YMEPEHHOM JIErOYHOI CHUMIITOMAaTUKON U
MPEUMYILECTBEHHO KUIlIeuHOoi dopMoii 3a6oneBaHus. PakTOpbl pUcKa MOpPaXKeHUs MEYeHU MPU MYKOBUCLIMAI03€ — MaH-
KpeaTrueckasi HeOCTaTOYHOCTb, «TSKENasi» MyTallus, MyXCKOii 01, MeKOHMAJIbHBII MiIeyc B aHaMHe3e U paHHUI BO3-
pacT mpu BbICTaBIeHMM AuarHoza. KoMriekcHasi ylnbTpa3ByKoBasi OLlEHKA COCTOSIHUSI MapeHXMMBbl MeYeHU M KPOBOTOKA
10 cocyaM MOPTaJbHOM CHCTeMbI M COCYIaM YpPEBHOrO CTBOJIA MO3BOJISIET YTOUHUTH BbIPa>KEeHHOCTb prOpo3a 1 BBISIBUTH
HayaJbHble MPU3HAKU MMOPTATbHON IUMepTeH3ur. MarHUTHO-pe3oHaHCHasl ToMorpadusi MOXeT MONTBEPIUTh HATUYUE
LMppo3a MeYeHN W BBISBUTH KOUIATEPAIbHYIO LIUPKYISLUIO, CBSI3aHHYIO C MMOPTAJIbHOIN TrMIiepTreH3neil. MarHuTHoO-pe3o-
HaHCHas XanaHruorpadust U paaTuoHyKIUIHAs ToMOrpadusi O3BOMISIIOT OMPENeTUTh COCTOSIHIE BHYTPU- U BHETIEYEHOUHOi
JKeTUEeBBIBOJSILIEH crcTeMbl. B HacTosi1ee BpeMst HeT 3dEKTUBHBIX METONOB JIEUeHUsI, KOTOPble MOIIN Obl MPENOTBPATUTh
rporpeccupoBaHue rnopaxeHus: nedeHu. CylecTBYIOT CoOOLIeHNS O OnaronpusTHEIX 3ddeKTax mpenapaTtoB ypcome3oKcu-
XorneBoil Kucnorbl. [lepcrieKTHBHBIE HAllpaBIeHUs Tepaniy — TPAHCIUIAHTALMS TIe4eH U TeHHas uHxXeHepus. [1pu cuH-
JpOMe MOPTAIbHOM TUIEPTEH3MK TTPUMEHSIIOT METOIbl KOHCEPBATUBHOIO, 9HIOCKOMUYECKOr0 1 XUPYPrUecKOro JedeHust
KPOBOTEUEHM i 13 BAPUKO3HO PACLIMPEHHBIX BEH MUILLIEBOMA.

KiroueBble cj10Ba: MYKOBUCIIV 103, FeaToOMIMapHast CUCTEMa, YIbTPa3ByKoBasi TMarHOCTUKa, YPCOIe30K CUXaeBasi KUc-
JloTa.

THE CONDITION OF THE HEPATOBILIARY SYSTEM IN CHILDREN WITH CYSTIC FIBROSIS O.V. Kondratieva,
N.V. Rylova. Kazan State Medical University. Presented was an overview of domestic and foreign literature on the condition
of the hepatobiliary system in children with cystic fibrosis. Due to an increasing life expectancy of cystic fibrosis patients
in the last decade, the frequency of complications from the hepatobiliary system (cholestatic hepatitis, portal hypertension,
liver cirrhosis), which, according to various authors, range from 20 to 80%, also increases. The most pronounced changes in
the liver and the gall bladder are characteristic for children with moderate pulmonary symptoms and predominantly with
the intestinal form of the disease. The risk factors for liver damage in cystic fibrosis are — pancreatic insufficiency, «severe»
mutation, male sex, meconium ileus in the past medical history and earlier age at which the disease was diagnosed. Complex
ultrasound assessment of the liver parenchyma and blood flow in the portal vascular system and in the celiac trunk make
it possible to specify the severity of fibrosis and to identify early signs of portal hypertension. Magnetic resonance imaging
can confirm the presence of liver cirrhosis and determine collateral circulation associated with portal hypertension. Magnetic
resonance cholangiography and radionuclide imaging make it possible to determine the status of intra- and extrahepatic
biliary system. There is currently no effective treatment that could prevent the progression of liver damage. There are reports
of the beneficial effects of ursodeoxycholic acid drugs. Perspective directions of treatment — liver transplantation and genetic
engineering. Methods of conservative, endoscopic and surgical treatment of bleeding esophageal varices are used during the
portal hypertension syndrome. Keywords: cystic fibrosis, hepatobiliary system, ultrasound diagnosis, ursodeoxycholic acid.
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MyKOBUCIIMI03 — ONHO W3 Haubornee pacrpo-
CTpaHEHHBIX CPEIU IMpeNCTaBUTeNel eBPOITeor IH O
pachl ayTOCOMHO-PELIECCUBHBIX HACIENCTBEHHBIX 3a-
6oneBaHM, KOTOpOe ITOpakaeT AeTell U MOMPOCTKOB
1 COMPOBOXKIAETCSl BBICOKOM JeTalbHOCThIO. 3a00-
JIeBaHME XapaKTepu3yeTcsl MaToIormell 3K30KpUH-
HBIX KeJ€3 XM3HEHHO BaXKHBIX OPraHOB U CUCTEM
1 OOBIYHO MMeeT TSKEToe TeueHue W Hebaaromnpu-
SITHBIM MPOrHO3. MyKOBUCHMIO3 — BaKHasi MeIu-
Ko-colManbHasi TpobieMa, CBA3aHHas € paHHel
WHBaJIMAN3ALINENH, HEeOOXOTIMMOCTBIO MOCTOSIHHOIO
JIeYeHUs] M aKTUBHOTO AMCIIaHCEpHOro Habmrome-
HUS, a TaKKe HeoOX OMMMOCTBIO paHHE! TUarHOCTH-
Ku [5].

PacnipocTpan€HHOCTL 3ab0NeBaHMST CyIIECTBEH-
HO BapbUpyeT B Pa3IUYHbBIX Teorpamyeckux peruo-
HaX W STHUYECKUX Tpyrmax. Yale Bcero MyKkoBHC-
LIM03 PETUCTPUPYIOT cpenu HaceineHus: CeBepHOM
EBponbi, CeBepHoii AMmepuku u Ascrpanuu [10,
23]. B Poccum 3Ty MaTOIOrMIO BBISIBIISIFOT C YaCTOTOM
1:4900 HoBopoxIEHHBIX [5]. CpemHsIST TTPOIOIKU-
TEITBHOCTD JXU3HU 3TUX OONBHBIX B Pa3BUTHIX CTpa-
Hax cocrtaBwia B 1969 r. 14 mer, B 1990 r. — 28 ner,
B 2000 r. — 32 roma, B P® ona paBHstach B 1997 1.
16 romam, B 2001 1. — 24 ronam [9]. MenuaHa oxXuaa-
eMOl MPONOIKUTEIBHOCTH XXKU3HU B Poccuu y Myk-
YMH cocTaBisieT 29 jeT, y >KeHIuuH — 22 roaa [1].

B kiIumHMYecKol KapTWHE MYKOBUCLMIO3A IO
MUHUPYIOT OpOHXONErOYHbIE M3MEHEHMUS, Orpene-
JIsIsl TeYeHue M TIPOrHo3 3aboreBaHMsT Oonee ueM y
90% 6onbHBIX. OTHAKO MOpasKeHNe CUCTEMBbI MHIIIe-
BapeHUs, TIPEK 1€ BCETO MOMXKETyTOYHON Kele3bl 1
MeYeH!, CYIIECTBEHHO BIIMSIET KaK Ha COCTOSIHUE
OONBHBIX, TAK Y HAa KAYeCTBO MX SKU3HMU.

B nocnennue 10-15 neT B cBsSI3U ¢ yBeIUYEHUEM
MPONOIKUTETBHOCTUA KU3HU OOMBHBIX MYKOBHCIIU-
IO30M BO3pOC/Ia M YacToTa OCTIOXKHEHU I CO CTOPOHBI
rernaTooMIMapHoOil CUCTEMbI, KOTOpasi, 1O TaHHbBIM
pa3HBIX aBTOPOB, cocTapiser ot 20 mo 80% [7, 11, 13].
ITo maHHBIM 3apyOEKHBIX aBTOPOB, OCJTOKHEHUST CO
CTOPOHBI TEMaTOOMIMAPHON CUCTEMBI CTaHOBSTCS
BTOpOI1 (TTocyIe JIETOUHBIX OCTIOKHEHWI ) TTPUINHON
cMepTu OONbHBIX MykoBuciumo3oM [16]. B Poccun
5-10% 6GONBHBIX MYKOBMCLIMI030M ITOrM0aIOT OT I10-
paxkeHus redyeHu. [To3mHue MposiBIEHUsI MYKOBUC-
nuao3a (XonecTaTU4ecKUid TemnaTUT, MOPTAIbHYIO
TUTEePTeH310, IUPPO3 TeueHU), HepenKo o0ycIoB-
JIMBAIOLIMeE JIETAIbHBIM McXon 3a0oneBaHusl, peruc-
Tpupytor Bc€ damie. [Ipm3Hakm ¢ubpoza TeueHU
TON WM WHOM CTETEHW BCTPEUAIOT MPAKTUUIECKU Y
BceX OONMBHBIX MYKOBHCLHMIO30M, a y 5-10% manm-
€HTOB Pa3BUBAETCsSl OMIMApPHBIA LIMPPO3 MEUYEHU C
CHHIPOMOM ITOPTaJIbHOI I'UIepTeH3n U, TPeOyIonit
XUpypruueckoro jedeHust [7]. Haubomnee BblpakeH-
Hble U3MEHEHMS TIeueH! U >KETUHOro My3bIpsi CBOM-
CTBEHHBI IETSM C YMEPEHHOM JIETOUHOM CUMIITOMA-
TUKOM W TIPEeMMYIIECTBEHHO KHIIeUHOU HopMoit
3aboneBaHusl. L{Mppo3 odeHb pemKo BCTpedaeTcs
y JIeTell MITafIero Bo3pacra, MUK TPUXOIUTCS Ha
MO POCTKOBBII Bo3pact [6].

Jlo HemaBHEro BpeMeHU TeHe3 3TUX U3MeHeHU M
cunTaaIu MHOrogakTopHbIM. [Tocie oTKpbITHST TeHa
MYKOBHCIIM103a OBbLIU MPOBEIEHbI UCCIENOBaHUS C

LeJIb0 OnpeneleHns JIOKaIu3auuu U GyHKIIUA Oe-
Ka TpaHCMeMOPaHHOro peryyisiTopa MyKOBHUCIIM 1032
B renatoOuanapHoii cucreMe. Bblio mokasaHo, 4To
9TOT OENOK HAaXOMUTCSl B almMKaJlbHBIX MeMOpaHax
SIMUTETNANBHBIX KJIETOK JKETYHBIX ITPOTOKOB, TIe
pPa3BUBAIOTCS M3MEHEHUS] JIEKTPOTUTHOrO TpaHC-
ropTa, Mogo0HbIe U3MEHEHUSIM B OPOHX OJIErOUH oM
cucreMe. B pesynbraTe 3TOr0 KEIUb CTAHOBUTCS BSI3-
KOii, pa3BUBa€TCs TrenaTOLEIIISpPHbIM U KaHalb-
LEeBbI XO/ecTa3, KOTOPbIi MPUBOOUT K 3adepKKe
rernaToTOKCUYHBIX KETUHBIX KUCIOT, CUHTE3y Me-
IUATOPOB BOCMAJIEHUs, IUTOKMHOB U CBOOOTHBIX
paguKasoB, YCWIEHWIO TEepeKMCHOro OKMCIEHUS
JIMTIMIOB ¥ TIOBPEXK IEHU O KJIETOYHBIX MeMOpaH, 13-
OBITOUHOMY TIOCTYIIJIEHWIO SKETYM B KPOBb M TKAHU
1 YMEHbIIEHUIO KOTMYECTBA WJIM Ja’Ke OTCYTCTBUIO
Xémun B KuineuHnuke [7, 11].

Boimensiior HecKOnbKoO (haKTOPOB, acCCOLUUPY-
IOIIUXCST C TIOBBIIIEHHBIM PUCKOM pa3BUTHUS TOpa-
JKeHUs Te4eHM TpU MYKOBUCIIMIO03€, Cpelu HUX
MaHKpeaTuyeckask HeIoCTaTOYHOCTb, HAJIMYUE «Tsl-
KEmoiy MyTalliy, MY>KCKOI T10JI, HaJlIMu1e MEKOHU-
aJIbHOTO WJjieyca B aHaMHe3e M pPaHHUIA BO3pacT Ipu
BBICTaBIIeHNM nuarHosa [14, 15, 20]. OgHako ponb
HEKOTOPbIX M3 3TUX (HaKTOPOB, OCOOEHHO MEKOHU-
aJIbHOTO WJieyca, OCTaércsl MpOTUBOpeuMBOM [14].
Pan aBTOpOB monaralor, 4TO couMagbHbIe (PaKTOpPbI
1 BO3MIEHCTBHME OKPYXKAIOIIEH cpenbl TaKXKe BIUSIOT
Ha KJIMHUYECKOe TeUeHe TTOpaskeH s MeYeHU Mpu
MyKoBHCIHI03€ [25].

OO6cyxnaroT BIMSAHUE MyTalMii B TeHax o F
AHTUTPUTICUHA, MaHHO30CBS3aHHOrO JIeKTUHA U
[JIyTaTUOH-S-TpaHCcdepa3bl KaK He3aBUCUMBIX (hak-
TOpPOB pUCKa TMOpaXkeHUs MeYeHU MPU MYKOBHUCLIU-
nmose [18, 24]. Hanuaue cybrnomy sy JuM oI TOB,
IIUTOTOKCUYHBIX T10 OTHOIIEHWIO K TeMaTouTaM 1
HAITpaBIeHHBIX K MeYEHOIHO-CIIENNDUIECKOMY JIH-
MOMPOTeNHY, MpearnojgaraeT poib UMMYHHBIX MeXa-
HU3MOB MOpakeHus rmedeHu [11].

XapakTepHasi Mopdonornyeckass KapTuHa Io-
pakeHusl TIedeH! TTPU MYKOBUCIIM T03¢€: (DOKaTbHBII
OunapHbIil GrbpPO3 C ABTEHUSAMU OTEKA, X POHUYEC-
KOl BOCITAJIUTEIbHON MHMWIBTpalineil, mponudepa-
el XETIHBIX ITPOTOKOB, CKOIJIEHWSIMU 303WHO-
GUIBHBIX Macc BO BHYTPUTIEUEHOYHBIX ITPOTOKAX.
Y HeKOTOphIX OOMBHBIX 3TW M3MEHEHUS TIPOrPecCu-
PYIOT W BEAYT K MYJIBTIIOOYISIPHOMY OMIMapHOMY
LUPPO3Y U MOpTajabHOU runeprensuu [7, 17].

IlepBoHauanbHasi ~ ovaroBasl  JIOKaJau3alus
LM PPOTUYECKUX WM3MEHEHUI TpU MYKOBHMCIIM 03
MOXeET ObITh 00yc/iOBJIeHa HEOMHOPOTHBIM IOBPEXK-
IleHeM BHYTPUIIEUEHOUYHBIX TTPOTOKOB, 110 Mepe yBe-
JIMYEHWST BOBJICUEHMST TTPOTOKOB ITPOIIECC CTAHOBUT-
cs1 nupdy3HBIM C TTepexomoM B OMITMapHBIN [T PPO3.
BaxkHO OTMETUTD, YTO MPKH MYKOBUCIUI03e (DyHK-
LMY TernaToLUTOB TOCTaTOYHO HOJITO He CTpaaloT,
MO3TOMY CHHTE3 COCTaBHBIX YacCTei XETYU IOOIr0
coxpaHsieTcsl Ha dusnonoruyeckoM yposHe [4, 7).
Creatos, M0 JaHHBIM Pa3HbIX aBTOPOB, Pa3BUBAETCS
B 23-67% ciy4aeB, 4aCTO HaXOOSICh B aCCOIIMAIIM C
HapylIeHUSIMU CO CTOPOHBI HYTPUTHMBHOrO CTaTyca
(meduIMT 3CCEHIMANBHBIX KUPHBIX KUCIOT, Kap-
HUTHAHA 1 XonuHa) [12].
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Ha paHHUX cTagusx ropaxkeHue TMedyeHu Ipu
MYKOBHCLMI03¢ OCTaéTcsi GeccMMITOMHBIM. Kpaii-
He peIKo B HEOHATAJIbHOM Iepruome BO3MOXKHBI
CUHJAPOM XOJecTas3a, XOJNeCTaTUYeCKMi TIernaTur,
MasibabcopOuust KUpoB, TUMOTpodusi, BUTAMUH
K-3aBrcuMble reMopparndecKkre COCTOTHUS. 3aTsIK-
Hasl XoJlecTaThu4ecKasi KeaTyxa ocobeHHO JacTo (1o
50%) BcTpeuyaeTcss Y HOBOPOXKIEHHBIX ¢ MEKOHUAIb
HBIM miieycoM [19].

TlopaxkeHus1 TeueHU Yy B3pOCIbIX — TPaH3UTOp-
HOE TIOBBbIIIEHUE aKTMBHOCTM aMMHOTpaHcdepas,
OecCMMIITOMHAsI TeraToMeraiusi, rernaTocrjaeHoMe-
rajusi, TUIepCIIeHN3M, KPOBOTeUEeHNe U3 BapUKO3-
HO pacIIMpeHHBIX BEH ITWIIEBOma TIPU CHUHIPOME
TMOPTAJIBHON TUTIEPTEH3WH, aCIIUT, SHIIeaTonaTus,
MeyéHoYHasi HelOCTaTOYHOCTD, TTIOHUKEHHOE TTHUTa-
HHUe.

TemaToMeranusi MoXeT ObITh BbI3BaHA CTeaTO-
30M, GUOPO3OM, LIMPPO30OM MM HETOCTATOUHOCTHIO
KpOBOOOpAIeHUsI 1O TPABOXKENyTOYKOBOMY THITY
Yy TSDKETOOOMbHBIX. YBEIMYEHUE DPa3MepoB JIEBOM
IOJI TIEYeHU, TTaJIBITM PyeMOld B SITATACTPabHON 00-
JIACTH, MOXET OBITH TEPBBIM CHUTHAJIOM CephE3H O
natonoruu nedeHu. CuMnToM «bapabaHHBIX MaIo-
YeK» OTMeUaroT KakK Mpu 3a00eBaHUSIX TTeUeHH, TaK
U TIPU TIOPaKeHU U JIETKUX.

PasBuTtue criieHoOMerajiuu, rnajibMapHOW 3pUTe-
Mbl M TEIEAHTMIKTa3Uil XapaKTepHO IUISl LIMPpo3a.
CrijieHoMerajusl 4acto Iporekaer 0ecCUMMITOMHO,
HO MOXET pa3BUThcsS MHMAPKT cene3éHKU WU Tie-
puctieHuT. ['MmepcrieHn3M KoppeanupyeT C TsoKec-
THIO 3a00T€BaHNS.

Hecmorps Ha TO, uTO mpu3HakKu ¢ubposa Toi
WA WHOM CTEMeHU BCTPEYarorTcsl MpakTU4YecKd Y
BCeX OQIbHBIX MYKOBUCLMIIO30M, 3T W3MEHEHMUSI
b B 5-20% ciydaeB MPUBOOSIT K Pa3BUTUIO OMIIU-
apHOro MPpPo3a MeuyeH! C CUHAPOMOM TTOPTaJIbH Ol
rurnepreH3uu. KinHuWuyeckue NMpU3HAKU TMe4EHOoY-
HOU HENOCTaTOYHOCTHU Y OOBHBIX MYKOBHCIIY TO30M
pa3BUBAIOTCS KpaitHe penko [7].

KergnokamenHast 601€3Hb, IO TaHHBIM 3apy-
OeXXKHBIX aBTOPOB, BCTpPEYAETCs] MPHUOTUBUTENBHO Y
10% OGombHBIX MyKoBHUcCHMIO30M [21]. ITo maHHBIM
Poccuiickoro meHTpa MyKOBHCIMOO3a, 3Ta Iudpa
He TpeBbllIaer 3%, 4TO MOXKeT ObITh CBSI3aHO, C Of-
HOI CTOPOHBI, C T€HEeTMYeCKMMU OCODEHHOCTSIMU
POCCUMCKOM TONMYJSIUUU, a C APYroi CTOPOHBI — C
TpaIULIMOHHO Ha3HAaYaeMoll Y eT4eroHHo! Teparu-
eit [7].

CHMKeHre MacChl Tejla 1 3aliepsKKa (pr3ndecKo-
IO pa3BUTHSI — YacCThle OCIOKHEHUST MYKOBUCLIHI0-
3a, KOTOpbIe MOTYT YCYTYOUThLCS TIPU Pa3BUTUU 3a00-
JIeBaHU TIeYeHU 13-3a YBeJIUYeHUs MalbaOcopOLuu
KMPOB U CHUXKEHUSI CUHTe3a OeJIKOB ITOpak EHHOM
neuyeHsto [4, 7].

Ilpu nuarHocTUKe MopaxkeHUsl rernaTodrarap-
HON cucTeMbl TIPY MYKOBUCIMII03€ CYLIECTBEHHOE
3HaYeHNE MMEIOT BU3yaJbHble METONBl JTUarHOCTH-
KW, B YaCTHOCTU YIbTPa3ByKoBbie. KomrIuiekcHast
YABTPa3ByKOBasl OLIEHKA COCTOSTHUSI TapeHXMMbI
MeYeHU U KPOBOTOKA IO COCydaM MOPTaJIbHON CHC-
TeMbl MU YPEBHOIrO CTBOJIA IMO3BOJISIET YTOUHUTDH BbI-
pakeHHOCTb rbpo3a B TKAHU MEYeHU U BBISIBUTH
124

HayvaJbHble MPU3HAKU TMOPTAJIbHOM TUIEPTEH3UMU.
Honrmuieporpaduyueckue mapamerpbl MOKHO UCITOMb
30BaTh KaK NOMOJHUTEIbHbIE KPUTEPUM O penesne-
HUS TSKECTU TeYeHUST MYKOBUCIII03a [2]

Tlpu HesSICHBIX CiIydasiX, a TakKXKe JJIsl BBISIBIIE-
HUS KJIWHUYECKM Ba>KHBIX OCIOXHEHWUH TpuMe-
HSIIOT KOMITBIOTEpHYIO Tomorpaduio [3]. Maruur-
HO-pe30HaHCHasi ToMorpadusi MOXeT MONTBEPAUTH
HaJIMYMe [Uppo3a MeYeH U BbISIBUTh KOJUIaTepasib-
HYIO LUPKYJISIIUIO, CBSI3aHHYIO C MOPTAJIbHOU THU-
nepreH3ueil. MarHUTHO-pe30HAHCHAST XOTaHTUOrpa-
bust 1 panroHyKIuaHasi ToMorpacdusi MO3BOMSIOT
OIMpeneyuTh COCTOSIHUE BHYTPU- U BHENEUEHOUHOM
JKeT4eBbIBONSIIEN crucTeMbl [22].

Bcenencrue Toro, uTo remnarobuinapHasi cucre-
Ma MopaskeHa IMOUTH y BCeX IeTell ¢ MyKOBUCLIMIO-
30M, BCEM UM, HE3aBUCUMO OT TSI3KECTH M IJTUTEb-
HOCTH 3aboreBaHUsI, HeobXoquMo peryiaspHo (1 pa3
B T'OMl) MPOBOAMTH MOMTHOE KJIMHUKOJ1ab0paTopHOe
obcrenoBaHue, BKIOUAKoLee KIMHUYECKUI OCMOTp
C 00s13aTeIbHOU aHTpomoMeTpuell, oOIMii aHaaIu3
KpOBM, OMOXMMMYECKOE MCCIeNOBaHNE KPOBU C
MPOTEUHOrPAaMMOM, YIBTPa3ByKOBOE MCCIIENOBaHUE
OopraHoB OpromrHoi Tomoctu. Ilpm 3TOM mersiM ¢
BBISIBIEHHBIM LIMPPO30M TE€YeHM ITOKa3aHo Ooree
yacToe W MoiaHoe obciaemoBaHue (He MeHee 2 pa3 B
rof), BKJIIoJarolee MOTHbIA KIMHUYECKUI OCMOTP,
00LIMIT aHaTU3 KPOBU, OMOXMMUYECKOEe MCCIenoBa-
HUEe KPOBU C TMPOTEMHOrpaMMOii, Koaryiorpammy,
YABTPa3BYKOBOE MCCleNOBaHUEe OPIOLIHOM MONOCTH,
TIOMIUIEPOBCKOE MCCIIENOBAHUE COCYIOB TeraToou-
JIMApHOK cucTeMbl, (GrbpoazodaroracTpoayoneHo-
CKOMWI0, KOHCYIbTAllMM XHUpypra, odrajibMonora,
HeBposiora [7].

B Hacrosiee Bpemss HeT 3((MEKTUBHBIX METO-
IIOB JIeueHUsI, KOTOpble MOIJIA Obl TMPeqoTBPaTUTD
MPOrpecCupoBaHKEe MOpaXkeHUs MeYeHU Y OOTbHbIX
MYKOBHCLMI030M. B mocnenHee BpeMsi BHUMaHUe
YUEHBIX TIPUBIIEKAET YPCOME30KCUXoeBasi KMCaoTa
(Y IXK), koropyto bomee 20 jieT ¢ ycrexoM MCIoIb
3YIOT IUISI PACTBOPEHMST XOIeCTepUH-TTO3MTUBHBIX
kamHeil. OcHoBaHmeM mias HasHadyeHus Y JIXK
MpU MYKOBHMCIIMI03€ CTaJ0 IMPEearnoaokeHne, 4TO
OHa CIIOCOOHA BBITECHSITH JUITOGUIbHBIE (TOKCHY-
Hble) KMCIOTHl W3 BHYTPUIIEUEHOUHOM LIUPKYIS-
uur. OoHaKo 3aTeM MOosIBUINCH (HaKThl, yKa3blBalo-
1Me Ha HaJIMuKe y TpernapaTa u ApYyrux Mmoje3HbIX
mexaHu3MmoB. Y JIXK obGmramaer mpsiMbIM ITMTOITPO-
TEeKTUBHBIM JNEHCTBUEM Oaromapsi CITOCOOHOCTH
MOJIEKY1 00pa3oBbIBAThH IPYr C IPYroM IUMEpbl U
B TAKOM BMJ€ BCTpamBaTbCs B MeMOpaHBI rernaTo-
LIUTOB, TEM CaMbIM feiasi UX HEYSI3BUMBIMU IJIsI
LIUTOTOKCUYHBIX MULeI. [Ipy IIMTEIBHOM MpU-
MEHEHUU OHa CIOCOOHA BBITECHSITH HEMOJIsIPHbIE,
TO €CThb TOKCUYHbIE KETUHbIe KUCIOThI U3 KETUU
B pesyibTaTe KOHKYPEHTHOrO MHTMOMPOBAHUS X
BCAChIBAaHMSI B KMUIIEUYHUKE U CEKpELlMU B XKETUb.
YIXK noBblIaer neuéHOUHO-KUILIEUHYIO PELIM PKY-
JISIIMIO, YITydIIaeT TPOIBUKEHNE KETIHBIX KUCIOT
B JKETUHBIX KaHAJIbLIAaX U, CJIeNOBaTEIbHO, YBETUU -
BaeT Iaccax XET4r 1 BbIBeIEeHUEe XKETUYHBIX KUCIOT
yepe3 KMIIeYHUK. KpoMme Toro, yepe3 MmexaHu3M 00-
paTHOI CBSI3W OHA CHUJKAeT BCAChIBAHUE X OIeCTepHU-
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Ha B KMIIEUHUKE, CEKPELINIO XOIecTepuHa B XKEMTUb
W CHHTE3 XOJIEeCTepMHA B IMEYEHW, YTO yMEHbIIAET
JINTOreHHOCTh Kémuu [7, §8].

Jns mpemoTBpallleHus] KPOBOTEUEHUT U3 Bapu-
KO3HO pacCIIMpeHHBIX BeH MPH CUHIPOME TOPTalb-
HOW TUIEPTEH3UM DPEKOMEHIYIOT WCIOIb30BaTh
KOHCEepBaTHUBHbIE (COMATOCTaTWH, Ba30MpPECCHUH,
CIIMPOHOMAKTOH, TIPOMPAHOION), SHIOCKOMMYECKe
(ckJiepo3upoBaHME pACHIMPEHHBIX BEH, JUTHUPO-
BaHME BapWMKO3HBIX Y3JIOB), XUpypruueckue (Imop-
TajJbHOE WIYHTUPOBaHUWE, MaplUHuajbHasl CIUIEHIK-
TOMUSI U Ap.) MeTonbl jedeHus [22]. Y OonbHBIX
MYKOBUCLHI030M, OCTOKHEHHBIM LIUPPO3OM Iede-
HU C MOPTAJIbHOI TUIepTeH3uel, onepanneil BbI60-
pa B HACTOSIIIIUIT MOMEHT CITY>KUT 3H,I0CKOIMUYECKOe
CKJIepo3MpoBaHUE BeH muuieBona. Ha copemeHHOM
aTarne JieueHUe MopaKeHU MedeHu SIBJIsIeTcs maj-
JINATUBHBIM U BKJIIOYAET KOPPEKIUIO TUTaHUS,
TepaneBTUYECKOe U XUPYPruuyeckoe Je4eHue, B TOM
Yyucie TpaHCIIaHTAI Mo edyeHu. Hy>KHO OTMETHUTb,
YTO Pe3y/ibTaT TPAHCIUIAHTAIIUY TT€4eHU 3aBUCUT OT
COCTOSTHMST (DYHKITUI JIEFKKUX U COCTaBa MUKPOOHOI
dopsr [15]. T'enHast wHXXeHepusi — MHOroobera-
LI, HO ITOKa HeMOCTYIHBIN Meroxn [7].

TakuMm ob6pazoM, TopakeHue rermaToorIrapHon
CUCTEMBI TIPU MYKOBUCLIMI03€ — JOCTATOUHO YacToe
U paHHee OCIOXKHEeHUe JaHHOro 3abomeBaHUSs. Y Be-
JINYEHUE MTPONOTKUTETBHOCTH XKU3HU OONTBHBIX MY-
KOBHCLMI030M, OTMEUaeMoe B TeUeHHe MOCTAeTHUX
NecSITWJIETUH, MPUBOAUT K BO3PACTAHUIO YaCTOThI
OCIIOXHEHWI €O CTOPOHBI TernaToOMIMapHOW Cuc-
TEeMbl, YTO B CBOIO O4epelb BIMSIET Ha IMPOMOIKU-
TEIbHOCTh M KaUeCTBO XW3HU NAaHHOW KaTeropuu
O60MbHBIX. B CBSI3M € 3TMM BaXXHBI CBOEBpPEMEHHas
NMarHOCTAKA MOpaXkKeHUsl rernaToonaInapHoil cucre-
Mbl U PEryIsIpPHBbIN KOHTPOIb TE€UEHUs MaTOIOrUU.
BusyanbHble METONBI AMATHOCTUKH, MPEXIE BCErO
YIBTPa3BYKOBbIE, MOTYT CIIOCOOCTBOBATH Hambomee
paHHel TMarHOCTUKE U CBOEBPEMEHHOMY KOHTPOIIO
TeYeHUsI TOopakeHus TmedeHU. Ha ceromHsIHM
IIeHb B JICYEHWW TTaTOIOTMU TI€YEHW TIPUMEHSIOT
npenapatbl Y XK, HO MeTombl Tepamuu, CIIocob-
CTBYIOLLIME TPENOTBPAIICHUIO MOPaXKeHUsI TMEe4YeHU,
He pa3paboTaHEI.
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