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HecoBepLueHHbI amenoreHe3 — HacneaCcTBEHHOE HapyLUeHne pa3Butust amanu. KnuHuyeckne nposiBNeHnst BapbupyoT
npu pasnuyHbIX popmMax U CONPOBOXAAKTCA MOBLILEHHOW CTUPAEMOCTbIO, CHUXKEHMEM BbICOTbI MPUKyca, runep-
YYBCTBUTENBHOCTbIO, YACTO OCMOXHATCA KapuecoMm. MNaumeHTbl Takke CTpagatoT OT 3CTETUYECKUX HeJ0CTaTKoB,
Nopor NPMBOASALLMNX K 3HAUYUTENbHBLIM MCUXONOrMyeckum TpaBmam. CBoeBpeMeHHas OMarHocTuka v KOMMIEKCHbIN
noaxopn OYeHb BaXKHbl ANA peabunuTaumm Takmx NauueHToB.

Knroyessie criosa: HeCOBepUJeHHbIIZ amernoreHes, MenKo-reHeTn4eckoe KOHCynbTnpoBaHue

D. I. Fursik, T. I. Fursik

REHABILITATION OF PATIENTS WITH AMELOGENESIS IMPERFECTA
(A CASE REPORT)

Amelogenesis imperfecta is a genetic disorder which affects enamel formation. Clinical manifestations of amelogenesis
imperfecta include attrition, progressive loss of occlusal height, hypersensitivity and tooth decay. The patients often
experience aesthetic defects leading to psychological instability. Timely diagnostics and comprehensive treatment

are of critical importance in rehabilitation of patients with amelogenesis imperfect.
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HecoBepLieHHbIN amenoreHes (Amelogenesis
Imperfecta — Al) — pocTaTodHO 4acTo BCTpevato-
LLleecs HapyLLeHne pasBuTUs, nopaxarowlee 3yoHyto
amanb. 3abornesaHne obbl4HO HE conpoBoXaaeTcs
CUCTEMHBLIMW HapYLUEHUSIMU U UMEET MHOXECTBO
hEeHOTUNUYECKNX NPOABIEHNN (MoNynsaunOoHHas
yactota 1:7 000-1 : 14 000).

Beaywmm KNUHUYECKMM NPU3HAKOM sIBNSIETCS
rmnonnasvsa amanu (amarnb HopmanbHO MUHepanu-
30BaHa, HO UCTOHYEHA), MU MMNOMUHEpPanmn3aLms
amanu (noapasgensoLwasca Ha runomMmaTtypaumio —
HapyLLeHMEe CO3pEBaHNS, U TMNOMUHEpanu3auno —
HapylleHne OTnoxeHus conen). B GonbluMHCTBE
cnyyaeB HabnogaeTcst kKoMOMHauusa eHOoTUNOoB.

MexaHn3Mbl nepegayn pasnuyHbl U BKAYAOT
ayTOCOMHO-JOMMWHAHTHBIN, ayTOCOMHO-PELECCUBHbIN
n X-cLuenneHHbIN TUNbl HacnegoBaHus. B HacToswee
BPEMSI M3Y4YEHO HECKOSBbKO reHOB-KaHaMaaToB, MyTa-
LMK B KOTOPbIX MOTYT GbITb aCCOLMMPOBaHLI C pas-
BUTMEM HECOBEPLUEHHOro amerioreHesa 1 pacrosno-
)KEHHbI B pasfiMyHbIX XPOMOCOMaX.

AMenoreHnH aKcrnpeccupyeTcss B amenobna-
CTax, OTCTaTkax repTBUrOBCKOro Briaranuiia u OfoH-
Tobnacrtax, cBsizaH ¢ X-XxpoMocomoMn. Bcero obHa-
pyxeHo 14 myTtaumin reHa AMELX, cBa3aHHbIX € pas-
BuTMEM Al.

OnamenuH (ENAM 4q13.3), amenobnactuH
(AMBN 4qg21) un amenotnH (AMELOTIN 4qg13)

NpenMyLLeCTBEHHO 3KCMPECCUPYTCA B TKaHAX
aManeBoOro opraHa u nokanuaylTcs Ha 4-n Xpo-
Mocome. BebilenepeuncnenHble reHbl perynupyoT
CUHTEe3 6enkoB OCTEOMNOHTUHA, KOCTHOro cuano-
nNpoTenHa, KOCTHOro MopdoreHeTU4ecKoro npoTen-
Ha 3, a Takke TkaHeBble B3avmoaencTaus. Vx porb
B pa3sutum Al elle He AcHa.

NeH KLK4 pacnonoxeH B obnactn Tenomepsl
19 xpomocombl (19913.3 — 19q13.4) BxoguT B Ce-
MENCTBO reHoB KannukpeuHa. MNpu HeHopmanbHon
aKTUBHOCTM 3TOrO reHa Kpuctannsl amanun ¢op-
MUPYIOTCA HOpManbHbIMW B AMNHY, HO MEHbLUEN
TONLUHBI.

NeH MMP-20 (11922.3 — g23) koaupyeT Karb-
LMN-3aBUCUMMYIO MPOTenHasy, cBs3aH ¢ hopMupoBa-
HWEM KpWUCTansnos aMarnu.

NeH DLX3 sBnseTcs 4acTbio CUCTEMbI FOMEO-
Bokca, n perynupyeTt npoueccbl XOHApOreHesa
n octeoreHesa. lMMommumo Al, 3TOT reH Takke acco-
UMMPOBaH C pasBUTUEM TPUXO-AEHTO-OCCanbHOro
CYHOpOMa ¥ TaypodoHTU3Ma.

B 6onblunHCTBE CryyaeB NPUYMHOW pasBUTUS
Al cTaHOBMTCA NepBUYHAA MyTauusi, U CEMbS MOXET
CTOSNKHYTbCS CO CIMOXHOCTAMW B BbISIBEHUN naTo-
norMmn, NpaBWMbHOW MOCTaAHOBKE AuarHo3a W npo-
hunakTuke ocrnoxXHeHUn. B npegctaBneHHbIX Hbke
OBYX KIMUHUYECKUX crnyyvyasx uMmena mMecrto cxof-
Hasd cuTyauumsa: OBOe MOAPOCTKOB XXEHCKOro nona
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N3 pasnnyHbIX parioHoB Bonrorpagckon obnactm —
A., 12 net n /1., 16 net, obpatunucb B CTOMaTosno-
rmyeckyto nonuknuHuky BonrTMY ¢ xanobamu
Ha nporpeccupyloliee paspylieHue 3yboB, acTe-
TUYEeCKkUn OedekT, HeBO3MOXHOCTb ynoTpebre-
HUS KecTKoW nuwuM, G6onb OT pasnunyHbIX pas-
apaxuTenen.

O6e nauumeHTkM HabnwganuUcb MO MeCTy
XWUTenbCTBa y cTomartosfora, npu 3Tom Obina
BblOpaHa TakTMKa BblKMAAHUS «4O0 MNpope3biBa-
HWs1 BCcex 3y0OOB, 0O COBEpLUEHHONEeTUs 1 4p.»,
He MPOBOAMNUCL HWU NeYebHble, HU NpodunakTuye-
ckve meponpuaTus. MauneHTam He Obin NocTaeneH
KMMHUYECKUA AMArHo3, He faH NPOrHo3 M He peko-
MEeHOOBaHa MeOMuKo-TeHeTUYeckasl  KOHCynbTauus,
WM KOHCYNbTauusi 4ETCKOro cTomaronora.

B panbHelwen Gecene ObINO BbISICHEHO,
YTO OCHOBHOW MPUYMHOM OOpalleHMss cTana npo-
rpeccvpytoLlasi 3akoMMNeKCoBaHHOCTb NOOPOCTKOB,
HexenaHue nocewartb LWKONy, AenpeccuBHoOe
COCTOSIHMeE.

Mpn KNUHU4YecKom ocmoTpe y obeux nauu-
€HTOK Habntoganack 3HauYuTeNnbHasa yTpaTa amanu,

nUrMeHTaumMs OOHaXeHHOro AeHTMHa (MecTamu
C KapVO3HbIMU N3MEHEHNAMMU), reHepanv3oBaHHbIN
KaTapanbHblA TMHIMBUT, OTCYTCTBME HOpPMarlb-
HbIX OKKIMHO3MOHHbIX COOTHOLUEHWW, TUMNep4yB-
CTBUTENbHOCTb.

O6a KNMHWYEeCKUX cryyast COnpoBOXAANMNCh
nepBMYHON apeHTMen. Y A. OoTcyTcTBOBanu 3a-
yaTkm 3y6oB 3.7, 4.7, y JI. — 3yba 3.1. Y nauwu-
eHTKM A. Takke Habnioganocb BecTubynsipHoe
MONOXeHWE KIbIKOB.

CreneHb yTpaTbl amanu y naumeHTku A. 6bina
MeHbLUe: Ha Bcex 3ybax Obina coxpaHeHa amarb
B npuLLeeyHor obnactn n go 50 % amanu Ha gpyrnx
NnoBepxHOCTAX (puc. 1).

Tak Kak npu HeCOBEpLUEHHOM amernoreHese
CTPOEHMEe OEHTUHA He HapylleHo, AN poHTarnb-
HOM rpynnbl 3y6oB M npemonspoB Obira BbiOpaHa
npsiMas pectaBpauus KOMNO3UTHBIMU MaTepuanamm
CBETOBOIO OTBEPXAEHMS, MONSiPbl ObiNM MOKPbITHI
BPEMEHHBLIMU MeTannM4YecKUMmM KOPOHKaMM.

B HacTosllLlee BpemMs nauueHTka HaxoguTcs
Ha OPTOOOHTUYECKOM IEeYEeHWU HeCbeEMHOW anna-
paTypo.

Puc. 1

Y nauuneHTkn J1. cTeneHb yTpaTtbl aManu obina
3HayuTenbHO Gornee BblpaXeHa, U ObINO NPUHATO
peLueHne o6 opToneanM4eckoM neveHmn (puc. 2).

B nepBoe nocelleHne Obinn CHSATbI CRENKK,
onpeneneHo LEeHTpanbHOe COOTHOLUEHWE Yerto-
CTeRn, N 3KCnpecc-meToaoM TePMOMPECCOBKN U3ro-
TOBIEHA 3anacTU4YHas Kanmna Ha HWKHIOK YentocTb
Ons pasobLeHnst npukyca.

Bbino npoBegeHo nonHoe MogenupoBaHue
3y6oB u3 Bocka B apTukynsitope (puc. 3) u B cne-
ayoulee nocelleHvne Obinn oTnpenapuMpoBaHbl BCe
3yObl BEpXHEM YeniocTu C WU3roTOBIEHWEM Bpe-
MEHHbIX KOPOHOK M3 OMCaKpUIIOBOro Komnosuta
Pro-Temp 4 (3M-Espe).

B TpeTbe nmocelleHne nop TopycanbHbIMU aHe-
cTe3nsiMmn BbinM nocnegoBaTenbHO OTNpenapupoBa-
Hbl NpaBble 1 NeBble 3yObl HUKHEN YEntoCcTh C U3ro-
TOBIEHMEM BPEMEHHBIX KOPOHOK M3 Brucakpunoso-
ro komnosuta Pro-Temp 4 (3M-Espe) (puc. 4).
Mocne 4ero nauueHTke Gbina M3roToBNEHa HOBas
anacTuyHa Kanna Ans agantauuy OKKIMHO3MOHHbBIX
B3aMMOOTHOLLIEHWUA.

Uepes 3 mecaLa npoBU3OpHbIE pecTaBpauum
ObiMM  3aMeHeHbl Ha BPEMEHHbIE KOPOHKM U3
nnactmacc ropsidert nonvMmepusaumMn 4o MorHOro
BOCCTaHOBIEHUS OKKIT03un. [1ocTosHHOE nNpoTesu-
poBaHue ObINo BPEMEHHO OTOXEHO B CBA3N C be-
PEMEHHOCTbBI MAaLMEHTKW.
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Puc. 2
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Takum obpasom, Gnarogaps COBPEMEHHbLIM
TEXHOMOrNAM, cToMaTornornyeckas peabunurauus
NauueHTOB C BPOXAEHHLIMU MOPOKAMWU pPa3BUTUSA
3ybOB BO3MOXHa B KpaTyalline CPOKM C BOCCTa-
HOBMEHNEM BCEX (PYHKLUUA K, YTO HEManoBaXHO
ONsi NOAPOCTKOB, 3CTETUKN YIbIOKN.
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CNYYAN ®YIIbMUHAHTHOIO TEYEHUA OCTPOIO MUKCT-TENATUTA A+B
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B cratbe paccmartpuBaeTcs crnydyal U3 KIMHUYECKOW MpPakTUKU: PyNbMUHAHTHOE TeYeHMe OCTPOro MUKCT-renatuTa,
BbI3BAHHOIO BUpycamu renatutoB A n B, KOTOpbI CONPOBOXAANCS CUMNTOMATUKOM HETUMUYHON AN MOHOMHMEKLWA,
CBSI3aHHbIX C YKa3aHHbIMW BO30YAMTENSIMU, U 3aKOHYMICS NeTanbHbIM UCXOLOM.

Knouesbie criosa: OCTPbIN BUPYCHbIA renatuT, MUKCT-renatnt A+B, dynbMUHaHTHOE TeYeHune.
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A CASE OF ACUTE FULMINANT MIXED HEPATITIS A+B

The article discusses a case report of acute fulminant mixed hepatitis caused by hepatitis B and A viruses and
accompanied by the symptoms which were not associated with hepatitis B and A pathogens. The case of hepatitis

ended fatally.

Keywords: acute viral hepatitis, mixed hepatitis A + B, fulminant hepatitis.

B knunHM4eckon npakTuke LUMPOKO M3BECTEH
dynbMUHaHTHBIN renatut (PI) — kpariHe TAXenas
dopma renatuta (dynbMuUHaHTHas dopma), npo-
Tekarollasa ¢ ABNEeHNIMN OCTPOWN NEYEHOYHOW Heado-
CTaTOYHOCTW, OTpaxaloLllen OCTpbl HEKpO3 rena-
TOUMTOB UK COMPOBOXOAIOLWENCA KITUHUYECKUMU
npusHakaMn neYyeHo4HoOW 3Huedbanonatun, He CBs-
3aHHON C MpejLlecTBYOWNMN XPOHUYECKUMU 3a-
B6oneBaHuaMU nevenu [4].

Hanbonee uacto 3ta ¢opma BcTpevaeTcs
npu BupycHom renatute B (BI'B), oHa pernctpupy-
etcs y 1-2 % 3aboneswunx n B8 80—90 % npusoant
K neTanbHOMYy UCXOAy.

B kaxgom TpetbeM crniydae O aTnonorunye-
CKUM (DaKkTOpOM MOpaXeHUs NevYeHn crnyxat ogHo-
BpeMeHHo Bupycel renatutos B (HBV) n D (HDV).

dynbMuHaHTHas hopmMa BMPYCHOro renatuta A
(BI'A) BctpeyaeTcs kparHe peako, B 0,1-0,8 % Bcex
criyyaeB 3TOro 3aboneBaHus.

Puck ee pa3Butua Hanbonblwunim cpeaun nuu,
ctapwe 40 net. ®aktopamu, cnocobCTBYOWUMN

passutuio O A, cnyxaT conyTcTByHLLne 6onesHu
neyeHu, Nodek u annepruyeckve 3abonesaHvs [2].

KnuHnyeckoe TedeHne yrnbMUHAHTHBIX OopM
BIA 1 BI'B nogpobHo onucaHo B nutepatype [1-4].

Cny4yau mukcT-renatuta A+B, yuntbiBaga pas-
NUYHBbIE MexaHu3Mbl nepegavn Bo3dyauTenew,
KpanHe peku, onucaHus dynbMUHAHTHON (hopMbl
OAaHHOWN MUKCT-MHMPEKLUMM B OOCTYMHOW nutepaType
HaMm HanTW He yaanocs.

MoaTomy, NO HaleMy MHEHWIO, CryyYan KpanHe
TSHKENOro TeMeHns MUKcT-renatuta A+B, cTtaBluero
NpUYMHON NeTanbHOro ucxoaa, dyaeT NpeacTaBnsATh
WHTepec Ans cneumanucTos.

BonbHasa I1., 23 ropga, 05.09.2015 r. poctaene-
Ha KapeTon CKOpon MeOMLUHCKOW MOMOLUU B OAMH
M3 comaTumyeckmx cTtaumoHapoB Bonrorpaga. lMpwu
NOCTYMMEeHUN nauneHTka Xanosanacb Ha 6onu
B XMBOTE, MPEMMYyLLECTBEHHO B 3anuractpanbHOn
obnacTu, peskyto cnabocTb.

M3 aHamHe3a u3BecTHO, 4TO 3aboneBaHue
Hayanocbk octpo 01.09.2015 r., korga noebicMnach
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