Kpacnospos I'.A., Koznos O.0. AHanu3 npu4uH BOZHUKHOBEHUS U 3(()EKTUBHOCTH METO/OB JICUEHHs OTPHIBHBIX Iie-

PEIIOMOB y JeTei U MOJIPOCTKOB

HUsL Oe3 Qukcauuyu anodusa, OJUH anopU3COoIn3
nepeHel BepXHel OCTH Taza (MUTpalysi MEeTaIlIo-
KOHCTPYKIIMM) TIpH dpe3MepHOi (HHU3UUIEeCKOH Ha-
rpy3Ke.

Jns  Mopdonoruyeckoro HUcCCiIelOBaHUS WH-
TpaoIePaMOHHO OBUIH B3AThI PparMeHThI anodu3a
W €ro JIOXa B KonmdecTBe 14 sK3eMIUIIpoB, pa3Mme-
poM 3x3 MM. B Hacrosiee BpeMsi OMonTaThl Haxo-
IsTCA B padoTe.

BopiBoAbl. AHaATWM3 METUITMHCKONW JTOKYMCHTa-
UM TI0Ka3aJl yBEJIHMYCHHE BCTPEYAEMOCTH OTPHIB-
HBIX TIEPEJIOMOB y JIETel U OAPOCTKOB. DTO MOXKET
OBITh CBSI3aHO C HEAJICKBATHBIMH, ITOCTOSHHBIMHU,
HEcopa3sMEpHO  OONBIIMMH  TPEHUPOBOYHBIMU
Harpy3KamMu, 4YTO CHW)KAaeT IPOYHOCTh KOCTHOM
TKaHH, a TaKXKe JICTCHEPATHBHBIMH N3MCHEHUSIMHU B
KOCTHOM TKaHH BCJIC/ICTBUE HapyIICHUS
MHUHEPaJIBLHOTO COCTaBa, 4To TpeOyeT AanbHeHIero
UCCIICIOBAHUSI.

Amnoduzeonnssl 11e7eco00pa3Ho JEUUTh XUPYP-
THYECKUM METOJIOM C MPOYHOH (ukcanuet anodu-
3a K MATEPUHCKOMY JIOKY.

OTpBIBHBIC TIEPETIOMBI 0€3 CMEIIEHUS TPEOYIOT
NPEeBEHTHBHOW (HKcaruu armodusza ¢ Ielbio mpe-
JOTBPALICHUS! BTOPUYHOTO CMELICHUSI.

[Ipu KOHCEpPBATUBHOM JICYEHUH CPOKH HMMO-
OMMM3alil W Hadalo WHTEHCHBHBIX (DPM3HUECKUX
Harpy30K ONpeAessIFoTCsl CTPOro MHANBUIYAIBHO.

[locne cramuoHapHOTO JeUeHHs 00s3aTENBHO
JIOJDKHO TPOBOJIUTHCS BOCCTAHOBUTEIBLHOE JICUCHUE
C IEJbI0 OBICTPEHINEro BOCCTAHOBIICHHSI TPYIOCTIO-
CcOOHOCTH ¥ BO3BpaTa K CIIOPTUBHBIM TPECHUPOBKAM.
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KJIAHUKO-MOP®OJIOTMYECKOE OITMCAHUE MYKOBUCIIUJIO3A ¥V TETEN
(CIIVYAU U3 ITPAKTUKN)

B cmamve pacemampueaemcs ceHemuxka MyKO@uCUM()OS’Cl — HACIEOCMBEHHO20 3a60ﬂ€8(lHM}l, CB53AHHO20 C Hapyuie-
Huem obmena eeyecmes u pesyiobmamasl namojlocoaHamomudecKkoco uccnedo8anus y demeil.
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L.L. Zubkova, A.Yu. Erentueva, |.R. Baldanova

CLINICAL-MORPHOLOGICAL DESCRIPTION OF CHILDREN' MUC  OVISCIDOSIS
(CASES FROM MEDICAL PRACTICE)

The aim of this article is to study the genesisnatoviscidosis — the hereditary disease, whictoimected with
dysfunction of metabolism and to publish the rasoiitpathological anatomical examination of childre

Key word: mucoviscidosis, mixed up form of mucoviscidds@é)smembranous regulator of mucoviscidosis, het-

erozygous carrying, ciliary factor.

B HacTosiiee BpeMst U3BECTHO MPHUMEPHO 5 ThIC.
HaCJIeJICTBCHHBIX 3a001eBaHmii. BripakeHHOE Hera-
TUBHOC BIIMSHHE HAa COCTOSIHME 30POBBS JeTei
OKa3bIBAIOT HACJCACTBCHHBIC HApYIICHHS OOMEHa
BelIecTB. biiaromapst MaccoBoMy CKpUHUHTY HOBO-
pOXJIeHHBIX B PoccHu Ha JOKIMHUYECKOM YpPOBHE
YCIICIIHO OCYIIECTBISCTCS JUATHOCTHKA OT/ACIb-
HBIX HO30JIOTUYECKUX (OPM TATOJIOTMH OOMEeHa
BEIICCTB — (DEHUIIKETOHYPHH, THIIOTHPE03a, rajlak-
TO3EMHUH, AJAPCHOTCHUTATBHOTO CHHIPOMA, MYKO-
BUCIMI03a. Ha cerofHs BCECTOPOHHE W3ydycHa Te-
HeTHKa MyKoBuCIHI03a [1]. B ocHOBe 3a00s1eBaHus
JICKUT TCHHAs MyTallUs U TeH, OTBETCTBCHHBIA 3a
pasBuTHe 3a00ieBaHusl, ObLT KapTUpoBaH B 1989r.
Jlokanm3oBaH OH B CepeIMHE JUTMHHOTO Iieda /-
XpOMOCOMBI. MyKOBHCITUI03 HACIIETyeTCsl TI0 ayTo-
COMHO-PEIICCCUBHOMY THIy W PETHCTPUPYETCS B
OosbiuHcTBe cTpad EBpomsl ¢ yacrotor 1:2000 —
1.2500 noBopoxaeHubix. Ecnu oba poautens sB-
JISIFOTCS.  TETEPO3UTOTHBIMH HOCHTEISIMH  JTAHHOTO
TeHa, TO PUCK POXKIACHUS OONBHOTO MYKOBUCIHIO-
30M pebenka cocrapisieT 25%. [1o naHHBIM Hcclie-
JIOBaHU, 9acTOTa TETEPO3UIOTHOIO HOCHTEIHCTBA
MaTOJIOTHYECKOro reHa paBHa 2-5%. B Hacrosiiee
BpeMsi uaeHTU(uIpporano okojo 1000 myranumii
reHa MykoBucIHJ03a. CIeICTBHEM MYyTallMd TeHa
SIBIIICTCS HAPYIICHHE CTPYKTYPHI Oelika, MOTydHB-
[IEr0 Ha3BaHHE TPAHCMEMOpPAHHBIH PEryNsaTop My-
KOBHUCIINI032, B PE3yNIbTaTe Yero y OONBHBIX OTMeE-
YaeTCs CTYIIECHHE CEKPETOB JKelle3 BHEIIHEH ceKpe-
1M, 3aTPYTHCHUE IBAKyaIllUH CEKPEeTa U U3MCHEHHUE
ero (U3MKO-XUMHUYECKHX CBONCTB, 4TO U 00YyCIOB-
JMBAET KIWHMYECKYIO KapTWHy 3abomeBanms [3].
W3MeHeHHsT B TOJDKENYIOYHON jKere3e, opraHax
JIBIXaHUS, KETYIOYHO-KUIIEYHOM TpPaKTE PETUCT-
PUPYIOTCSl YK€ BO BHYTPUYTPOOHOM TEpHOJE U C
BO3PACTOM TMAalMEHTa HEYKJIOHHO HapacTarT. BbI-
JICICHUE BSI3KOTO CEKpeTa TMPUBOJUT K 3aTpyiHE-
HHUIO OTTOKA W 3aCTO0 C IOCIEAYIOIIUM pacilupe-
HHEM BBIBOJHBIX MTPOTOKOB JKeJie3, aTpodueii xere-
3UCTOW TKAaHW M Pa3BUTHEM TMPOTPECCHPYIOIIETO
(hubposza. Hapsay ¢ dopMmupoBaHueM CKiIepo3a B
opraHax MMeEeT MECTO HapylieHHe (QyHKuuh ¢Guo-
poO6IacTOB, MPOAYIHMPYIOMIMX Y OOJBHBIX IIHIHAP-

96

HBIH (pakTOp, HapyIIaOUMiA pabOTy PECHUYEK JIIU-
Tesus. MoJeKyIIpHO-TeHETHYECKOe 00CeloBaHNe
0onbHBIX TpoBOaUTCA HauuHas ¢ 1990r.

PasznuuatoT cienyione KIMHUYECKUE (HopMbl
MYKOBHUCLIH032!

1. TpeumymnecTBeHHo Jterounas ¢opma (pec-
HUpaTopHasi, OPOHXOJIETOYHAS).

2. I[IpeumyIieCTBEHHO KHIlIeYHast hopMa.

3. CMmemranHas GopMa ¢ OJHOBPEMEHHBIM I10-
paKEHHEM >KEJTyTOYHO-KHILIEYHOI0 TPaKTa U opra-
HOB JBIXaHHUS.

4. MekoHueBasi HEIIPOXOIUMOCTb KUIIEYHUKA.

5. Atunmunbie U crepthie (opmbl (OTEUHO-
aHeMHYecKasi, UppoTHUecKas u ap.) [2].

Cwmemrannast ¢opmMa sIBISIETCS HauOoJee TsKe-
JIOW M BKJIIOYACT KJIMHUYECKHE CHUMIITOMBI JIErou-
HOU 1 kumeyHoH Gopm. OOBIYHO € MEPBBIX HEAECTD
JKU3HU OOJIBHOTO OTMEUAIOTCS TSKEJIbIe TOBTOPHBIE
OpOHXMUTBl M NHEBMOHHM C 3aTSKHBIM TCUEHUEM,
MIOCTOSIHHBIN Kalllesib, pe3KHUe PacCTPOMCTBA MHUTa-
Husl. Knuandeckas kapTHHAa MyKOBHCLMI03a OTIIH-
YaeTcsl 3HAYUTENIbHBIM MOJIUMOP(HU3MOM, UTO U OII-
pelesseT BapuaHThl T€UCHUS 3a00JI€BaHUsL. Y UUTHI-
Basi JaHHBIA (pakTop, TSDKECTb TEUYECHUS HPUHSITO
OLIEHUBATh B OOJIBLIMHCTBE CIY4aeB XapaKTEpoOM M
CTETIEHbIO MOPAKEHUSI OPOHXOJIETOYHOM CUCTEMBI.

Hamu onmcansl pe3ynbTaThl MaTOIOTOaHATOMHU-
YECKHX MCCICAOBAaHUNA MYKOBHCIHIO03a Y JBYX
yMmepiux gereit (meBouku 9 jer U MajbpunKa 8 ier).
VY oboux getelt oTMeudanach cMeranHas popma my-
KOBHCLIUA03a C TOPAXEHHUEM MOHKETYA0UHON Ke-
Je3bl C MEJKUMHM KHCTaMM pa3jIndHbIX pPa3MeEpoB
BCJIEJICTBHE PACLIMPEHUS MEXIOJIBKOBBIX U BHYT-
PHUIOJIBKOBBIX TPOTOKOB M alMHYCOB, C HEPaBHO-
MEpPHOH aTpodueit alMHaApHON MapeHXUMBbI; IEYCHU
C BBIP@KCHHOM KHUPOBOH TUCTPOQUEH renaToruToB
1 (ubpo30M B MOPTAIBHBIX MOJSIX € TpaHcopma-
Uel B IUPPO3; JKEIYHOTO IMy3bIPS C YINIOTHEHHOM
OeecoBaToil CTEHKONW W CTYJAHEBHIHBIM TOMOTCH-
HBIM COAEP)KUMBIM; KHUIIEYHUKA — MECTaMH C YII-
JIOIIEHHON M aTpOQHUPOBAHHOM CIM3UCTON 000I0U-
KO, pacIIuMpeHHbIE JKeJIe3bl U KPUITHI, IEepero-
HEHHBIE CIIM3bIO; MOJIBS3BIYHBIX CIIIOHHBIX XKEJE3 C
paspactanueM QuOpO3HON TKaHHW BOKpYr HuX. Co
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CTOPOHBI OPOHXOJETOYHONH CHCTEMBI OTMEYaeTcs
CKOIUICHHE CJIM3H B MPOCBETaX albBEOJ, OPOHXHO,
OpOHXOB, C YYacTKaMH aTeJICKTa30B JIIXaTCIbHOM
MapPEHXUMBI.

[ToMCHHAPOMHOCTD CMEIIAHHOM (POPMBI MYKO-
BUCITU/I03a TPOSIBIIICTCS B KJIACCHYCCKOW TpHUAJe
€ro KIIMHUYECKUX CUMIITOMOB. COYETaHUE OpOHXO-
OOCTPYKIIMHU C KUINEYHBIMU HAPYIICHUSME U Aedu-
IIUTOM MacChl Tena. Tak, y OOJbHBIX IEeTeH oTMeYa-
JIOCh XPOHUYECKOE PAaCCTPOUCTBO MUTAHUS 110 THITY
runotpoduu Maccel Tena (macca Tema Ha 24,8%
MEHBIIE BO3PacTHOM HOpMBI). OcHOBHOE 3a00eBa-
HUE KIIMHUYECKH MPOTEKAJIO ¢ HAPACTAIOIIECH JbIXa-
TEeTHHOM, IepeOpabHOM, CEepIACTHO-COCYANCTON
HEJOCTAaTOYHOCTHIO, C€1a00 MOAJAroIencs KOM-
TUIGKCHOW TEpanuy U MOTpeOOBaBIICH MPOBEACHUS
B TOM YHCJIE€ W WHTCHCUBHBIX PEaHUMAIMOHHBIX
MEpOIPUATUH.

Kak oTmeuasioch BbIlie, HECMOTPsI Ha MaHHUe-
CTHBIH XapakTep 3a00JieBaHUS, MYKOBHUCITHIO3 OT-
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JAUYaeTcs MHOTOOOpa3sveM KIMHWYECKOW KapTHHBI,
YTO MPEACTABISET 3HAYUTEIbHBIE TPYAHOCTH B JIU-
artoctuke u Tpedyer nudepeHnuaniuu co MHOTU-
MU 3200JI€BaHUSAMH.
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SI3BEHHAS BOJIE3HB )KEJIYJIKA U JIBEHAIIATUIIEPCTHOM KUIIKH, OCJIOKHEHHAS
KPOBOTEYEHHUEM H HELICOBACTER PYLORI

B cmamve pacemampuesaenmcs duaznocmum, Yacmoma OoClOACHEeHUL S36eHHOU 60ﬂ€3Hu, 3¢d)er<muenocmb u mak-

muKa je4eHusl A36eHH020 KpoeomeueHusl.

Knrouesvte cnosa. s3eennas 50]163Hb, SA36€HHblE KPpOBOmMeUeHUsl, QHOOCKOHM}Z, nep¢0pauu}z.

A.N. Plehanov, T.D. Dashiev,
P.M. Kiselev, V.V. Namhanov, A.V. Bodoev

STOMACH ULCER OF THE STOMACH AND DUODENAL GUT,
COMPLICATED BY BLEEDING AND HELICOBACTER PYLORI

The given article deals with diagnostics, frequentgomplications of a stomach ulcer, efficiency aactics of

treatment of an ulcer bleeding.



