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CJIYUAU U3 KIMHUUYECKOU ITPAKTUKHU
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JAUATHOCTUKA BOJIE3HU I'OLIE HA ®OHE
XPOHUYECKOI'O BUPYCHOI'O I'EIIATHUTA C

E. H. Pomanosa, E. JI. Kpacasues

T'omesbckMii rocy1apCcTBEHHbI MeIMIUHCKUH YHUBEPCUTET

IpencrasneH ciay4ail peKOro reHeTHYecKoro 3aboneBanust — 0ose3nu 'ome Ha hOHE XPOHUIECKOTO BUPYC-
Horo renarurta C. [IpuBoautcs uHbOpMALUs 0 MaToreHese, KiacCu()UKALMN 1 BApHAHTaX KIMHUYECKOTO TCYCHHS U

aNTOpPUTME IUATHOCTUKHU Oore3Hu ["ome.

KirogeBrle cioBa: 6ose3Hp [omre, TmOKO3MIIEepeOpo3nI03, XPOHHUECKH BUPYCHBIN rematut C, aliroputM

JUArHOCTUKH.

THE DIAGNOSIS OF GAUCHER DISEASE ASSOCIATED
WITH CHRONIC VIRAL HEPATITIS C

E. I. Romanova, E. L. Krasavtsev

Gomel State Medical University

The work presents a case of the rare genetic disorder — Gaucher disease — associated with chronic hepatitis C,
and describes its pathogenesis, classification, variants of the clinical course and the diagnostic algorithm.
Key words: Gaucher disease, glucocerebrosidosis, chronic viral hepatitis C, diagnostic algorithm.

Bonesns I'omre (rmroxo3milepaMUIHBINA JTH-
MUI03) — 3TO ayTOCOMHO-pPElECCHBHAs Hacles-
CTBEHHAsi 0OOJIE3Hb, SBIISCTCS CaMOM pacmpocTpa-
HEHHON W3 JU30COMHBIX OOJIe3HEH HaKOIUICHHS.
PasBuBaeTcst B pe3ynbTaTe HEIOCTATOUHOCTH (ep-
MEHTa TII0KOIepeOpo3nAa3bl, 4TO MPUBOAUT K Ha-
KOIUIEHHUIO TJIOKOLepeOpo3nia BO MHOTHX TKa-
HSX, BKJIIOYas CENEe3eHKY, NIeUeHb, MOYKH, JIETKHE,
MO3T M KOCTHBIH MO3r. 3abojeBaHHE Ha3BaHO B
yecTh (ppaniy3ckoro Bpaua @ununma ['omre, xo-
TOpBI TepBbIM omucan ero B 1882 r. Yacrora
BcTpeyaeMocTH — 1 Ha 40 TBIC. YeNmOBeK, Cpeau
eBpeeB-amkuHazu — 1 Ha 450 genosek [1].

IHlpuyunst 6o3nukHnosenus voneznu I'owe

Kaxnapiii yenoBek HaclueoyeT OT pOoAUTENeit
MYTallMIO T€Ha, OTBETCTBEHHOT'O 3a CHHTE3 COOT-
BETCTBEHHOTO (pepMeHTa CO BCeMHU €€ 0COOeHHO-
CTSIMH: TIOJIOBHHY T'€HOB OTLIA U TIOJIOBUHY — Ma-
tepu. Kaxaerii pogutens nepenaet peOeHKY OauH
TeH CO BCEMHU €Tr0 OCOOCHHOCTSIMH, a CTETNEeHb I0-

paKeHHS M BBIPRKEHHOCTH OOJIE3HH 3aBHCUT OT
COOTHOIIICHUSI MEXIy 3TUM ABYMs reHamu [2]. ¥V
3I0POBOI0 YEJIOBEKA CYILIECTBYET TEOPETHUECKAs
BEPOSITHOCTh HACJIEOBAaHUSl MOPAKEHHOI'O TE€Ha,
IIOCKOJIBKY Ka/IbIi YEJIOBEK HACJIEAYET OT POIUTE-
Jiel TeH Timokorepedposuma. CiemoBarelibHO, pede-
HOK MOXKET HaclleI0BaTh MOPAKEHHBIA WIIN 370pO-
BBl reH. B ciryuae HaciienoBaHMs IOPaKEHHOIO I'e-
Ha BO3HHMKAaeT MyTalus epMeHTa, HO 3TOr0 HeJ0C-
TaTOYHO I TPOSBIEHHsA OoJyie3HH. TONbKO B TOM
clly4ae, Koraa 00a HacieAyeMbIX TeHa OKa3bIBAIOTCsS
MOpPaXEHHBIMHM, MOKHO TOBOPUTH O JuarxHose 0o-
ne3nn [ome. B cioydae, korga peGeHOK Haciemyer
OT pPOJUTENEH JINIIb OWH OPaKEHHBIH I'eH, OH Oy-
JIET CYMTATHCSI HOCUTENEM I'eHa, HO He OOJbHBIM H,
COOTBETCTBEHHO, MOJKET IepenaTh 3TOT HACIEACT-
BEHHBIN MPU3HAK CBOMM IOTOMKaM. Eciu onuH U3
poauTened HOCHT OAMH MYTHPOBAaHHBIM T€H, a
Npyroil He SBJIsieTCS HOCUTENEM J3TOr0 reHa, MX
netd OyayT 3J0POBBIMH C TOYKH 3PEHHS TPOSIBIIE-
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HUS 3a00JICBaHMSI, HO TIPU KaXI0H OEpeMEHHOCTH
cymectByeT 50 % BeposSTHOCTH TOTO, YTO PEOEHOK
OKaXeTcsl HocHuTeleM 3aboneBaHus. Ecmm omwH U3
pomutenelr GoyeH (TO €CTh SBISCTCS HOCHTEIEM
JIBYX ITOPayKEHHBIX TEHOB), & APYTOH — 37I0POB, BCE
JICTH, POKICHHBIC B 3TOM Opake, OyIyT 370pPOBBI C
TOYKH 3pEHHS TPOSBICHHUS KIMHHYECKUX TPH3HA-
KOB, HO BCEe OHHU OyIyT HOCUTEIISIME 3a00j1eBaHus. B
ciTydae, Korja 00a poJuTens SIBISIOTCS HOCHTEISIMA
3a00eBaHnsl, BEPOATHOCTH TIOSIBIICHHWS HA CBET
0O0BHOTO peOCHKA B KaXKIOH OEPEeMEHHOCTH CO-
ctaBiseT 25 %, pebeHKa-HOCHTENS 3a00NIeBaHUS —
50 % u 3mopoBoro pedenka — 25 %.

MyTamus TeHa, Bemymas k Oome3nu [orme,
OYEBUIHO, CITIOCOOCTBOBAIA HBOJIOIMOHHOMY OT-
Oopy muip ¢ 3TUM nedexToMm, YTO O00YCIOBHIIO
pacrpoCTPaHEHHOCTh 3TOM MyTallMM B OJHOW U3
THUYECKUX TPYIII (CPEIN eBpEeB-aIllIKHHA3H).

IHlamozenes

Bonesns I'ome — HaciencTtseHHas 00Jie3Hb,
00yCIIOBIICHHAs HAKOILICHHUEM TIIIOKOIepeOpo3u-
Jla B KIETKaX PETHKYJIOAHAOTEINATEHON CHCTEMBI.
MertabomaecknM Te(heKTOM SBISICTCS TSHUITAT JTH-
30COMHOTO (hepMeHTa OeTa-TITIoKOIepeOpO3nIashl,
KOTOPBI yYacTBYeT B pPAacHIeTIEHHUH CI0XHOTO
JUIHIO-TITIOKOLIEpe0po3naa, BXOISIIETO B COCTaB
MeMOpaH KIETOYHBIX 3JeMeHTOB. B pesynprate
arionTo3a JSPUTPOIUTOB W TPAHYJIOLUTOB KPOBH
TITFOKOIIEpeOPO3HUIBI TTOTIIONIAIOTCS MakpodaraMu u
pacIIeIuITIOTCs Ha TIIIOKO3Y W mepamuf. B ciydae
HEOCTAaTOYHOCTH OeTa-D-TimokoriepeOpo3naassl He
MPOUCXOANUT TIOJHOTO PACIICIDICHUS Ha JIBE€ CO-
crapisomue dactu. [loaromy mepebpo3uasl Ha-
KaIUTHBAIOTCS B Makpodarax W TaKuM 00pa3oM
MOJTy4JalOTCs TaK Ha3pIBaeMble KieTku ['ome — To
€CTh HarpyXeHHBbIC, He(QYHKIIMOHAILHO CIOCO0-
HBIE KJIETKH, KOTOpHIE SBISIOTCS IJISl OpraHu3Ma
0O0JILHOI'O HE TOJIbKO 0ajjaacToM, HO U HOBBIM 00-
pazoBaHHEM, KOTOpoe TpeOyeT BBIPAaOOTKH HOBBIX
AHTUTEHOB, a B TOCJEJCTBUH U 00pa30BaHMUs HOBBIX
anTuTen. Hakomnenne TimroKorepeOpo3nIoB B Mak-
podarax TPHUBOIUT K BTOPHYHBIM H3MEHEHUSIM
(hyHKIMI MakpodaroB 1, B IIEPBYIO o4Yepeb, K CHU-
JKEHHI0O WMMYHOJIOTHYECKOW aKTHBHOCTH, YTO H
MOJITBEPKIACTCST HICCIICIOBAHUEM ITUTOKHHOB [3].

Pazroo0pazue dhopm Gore3nu [ ormre 00ycoBIeHO
TeTePOTeHHOCThI0 MYyTalWii TeHa OeTa-TIIMKO3H-
masel. HapymieHne HOpManbHBIX (HU3UOIOTHYE-
CKHX TIPOIIECCOB TMPOUCXOINT M3-32 HAKOTUICHUS
JUMHJIOB B OCTEOKJIACTaX M 3aMEIIeHNH HHUIBT-
pataMy KIeTOK [ome HOpPMalbHBIX JIIEMEHTOB
KOCTHOTO Mo3ra. HecMoTps Ha yBenmueHue mede-
HU U ee AUCHYHKIUIO, CITyYan TSDKEIOH IMeYeH0 -
HOM HEJ0CTaTOYHOCTH BCTpeuaroTcs penko. Yaiie
HaOII0aeTcs OTHOCUTENbHAS TOPTaIbHAas THUIIEp-
TEH3WS KakK CIeACTBHE (GUOpo3a.

Knunuxka 6one3nu I'owte

Kimanka 6one3nan ['ome nomumopdHa, B He-
KOTOPBIX CIy4asX BO3HUKAIOT 3aTPYOHEHHS C ee

IMarHOCTUKON W3-32 HEYETKO BBIPAXEHHBIX HIIN
ocnabJIeHHbIX CUMITTOMOB. KimHMYeckas kapTuHa
3a0o0JreBaHys TIpeIcTaBIeHa TpeMs Tutiamu [1, 4, 7].

Tun 1 (moOpokadecTBeHHBIH) Oone3Hu [omre
(HEeHEHPOHOIMATHYECKOTO THITA) BCTPEUYAETCS C
gactoroit 1/50000, Hanbosee 4acTo — cpeau ari-
KeHa3ckux eBpeeB. [Ipu Tumne 1 HepBHasi cucteMa
HE y4YacTBYeT B HAKOIUICHWH JIMIHIOB, ITO3TOMY
€r0 OTHOCST OOJIBIIIE K TeMaTOJIOTHIECKOMY Tede-
HUIO Oone3Hn. B mepByro odepenb MPOMCXOAWT
YBEIMYEHHE MHOTHUX MapeHXHMAaTO3HBIX OPTraHOB,
Ha TIEPBOM MeCTe Cpeau HUX — CEJIe3€HKa, a 3a-
TeM HaOJOMAloTCS BU3YyaldbHBIC JeQopMaIiiid co
CTOpOHBI KocTel. ['opa3no gare 3ToT TUT 3a60I1€e-
BaHUS MPOTPECCUPYET CPeAr B3pOCIbIX. M3meHe-
HUS B Celle3eHKEe MOTYT TMPHUBECTH K aHEMHH W
MIPOSIBIICHHUSIM  YCTaJIOCTH, CJIa0OCTH, OJEIHOCTH
KOXXHBIX TIOKpOBOB. lIposiBieHne cuMITOMOB Ha-
YHHAETCS B JETCTBE MM BO B3POCIIOM BO3pacTe U
BKIIFOYAET TEMaTOCIDICHOMETAJINIO C Pa3BUTHEM
CHHIpPOMa THIIepCIUIeHN3Ma. B03MOXHBI CIOH-
TaHHBIE TIEPeIOMbI. XOTs MO3T W HEpBHAs CHUCTe-
Ma TIpY ATOM THIIE HE TIOBPEKIAIOTCS, MOTYT OBITh
HapyIIeHUs B JIETKUX W TOYKaX. BOIbHBIE CTpa-
JAIOT OT YacTBIX T'€MaTOM, BBI3BAHHBIX TPOMOO-
[UTOTIEHNEH, XapaKTepHa BBIpaKEHHAs aCTeHH3a-
nusg Ha (QoHE TporpeccHupyrome anemun. boib-
HBIE MOTYT JIOXKHBATh IO B3POCIOTO BO3pacTa.

Tumn 11 (MameHdecKyid, 3MoKadecTBeHHast (hop-
Ma Tporiecca) MpeacTaBiseT co00i OCTpyro Hel-
poHomaTnyeckyo uHpaHTWIEHYI0 Gopmy. Cpen-
HUW BO3pacT Hadaia 3a00jeBaHUS 3—5 MecsIeB.
Hesponormueckne ocnoxHeHHS (TsDKETbIE CYHO-
POXHBIE TIPUCTYIIBI, TUTIEPTOHYC, aITHOD, BBIPAXKEH-
Hasl 33/IepPXKKa YMCTBEHHOTO PA3BUTHS) TPOSBIISIIOT-
cs1 k 6 MecsmaM. Yacrota Berpedaemoct 1/100000,
STHUYECKOH MPEAPACHONOKEHHOCTH HE HMEET.
CHMITOMBI BKITIOYAIOT: TEMaTOCILIEHOMETaJHIO,
MIporpeccupyrolee MOBPeXKICHNEe MO3ra, HapyIIeH-
HYIO0 MOTOPHIKY TJ1a3, CYIOPOTH, PUTUAHOCTh KOHEU-
HOCTEH, OOJBHBIC NIETH IIOXO COCYT W TJIOTaloT. B
JTAHHOM CITydae O4YeHb PaHO MOSBISIOTCS XapakKTep-
HBIE HEBPOJOTHYECKHE CHMIITOMBI, TIPH KOTOPBIX
TTOBPEXIAFOTCS CTBOJIOBBIE KJIIETKH MO3Ta, YTO CTa-
HOBUTCS NMPUYMHOMN JIETAILHOTO MCXOJa y JIeTel B
BO3pacTe OT OHOTO Tofia 10 ABYX JIeT.

Tun III Gonesnn 'ome — 3TO fOBEeHWIIbHAS
dbopma TedeHHs OOJE3HW C TOMOCTPHIM HEUpo-
BHCIEpaTbHBIM THIOM. OH MOXET Ha4YHHATHCS
KaKk B JETCTBE, TaK M y B3POCHIBIX C YacTOTOH
Bctpedaemoct 1/100000. Y OonpImnHCTBA Xa-
pakTepu3yeTcsl MEIUIEHHBIM IPOTPEeCCHPOBAaHHEM
U yMEpPEHHOCTHIO HEBPOJOTHYECKHX CHMIITTOMOB.
B Havane maromorudeckoro mporecca pa3BHBaeT-
Csl CIUICHOMETalusi W YMCTBEHHAas OTCTaJIOCTh,
MpH KOTOPOW TOPaKAIOTCS MHPAMHUIHBIE U JIKCT-
panupaMUIHbIE CHCTEMBI TOJIOBHOTO MO3Ta. JTOT
TUTl OTJIMYAeTCSd BapHaOellbHOCTHIO BHUCIEPATh-
HBIX M HEBPOJOTHYECKUX HapyuieHuil. [lepBbiM
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HEBPOJIOTHYECKUM MPU3HAKOM SIBIISIETCS, KaK Mpa-
BHJIO, OKYJIOMOTOpDHAsI alpakChs, pacCTPOHUCTBO
azonBuTaTeNbHeIX (yHKIMNA. [lo Mepe mporpec-
CHPOBaHMS 3a00JIEBaHNS IPUCOETMHACTCS aTaKCHs,
MBIIIEYHBIA TUIIEPTOHYC M ciiaboymme. Hapsmy c
renaTocIiCHOMEraarel B MaTOJIOrMUYECKH ITponece
BOBJICKAIOTCSI M JIPyTHe OpPTaHbl M cucteMbl. Cruie-
HOMeranus 6e300J1e3HeHHAs] U OOBIYHO BBISBIIACTCS
Clly4aifHo. BoJibHbBIE JOXKHUBAIOT JI0 TOJPOCTKOBOTO
U B3pocioro (3pesnoro) Bo3pacta. Ilo TeueHwro oH
MEHee 3JT0KauecTBeH, yeM THiT I1.

Bonesns ['omie umeeT OCHOBHbBIE U3MEHEHUS B
BUJIE TIOPAKEHHUSI KOCTHOTO MO3Ta, CEJIe3eHKH, JINM-
(baTIYeCKUX Y3JIOB W TICUCHH, BCTpedaeTcs 1epeo-
panpHas (opma B mapeHXMMaTO3HBIX OpraHax Ha-
XOIUTCS OOJBITIOE cozeprkanue KieTok [ omre. B xo-
pe TOJIOBHOTO Mo3ra HabromatoTcs quddy3HbIe U3-
MEHEHHs, MHOT/Ia yJacTKH Hekposza. [Ipu obcremo-
BaHWM OOJBHBIX OTMEYAeTCAd PE3KO YBEIMYEHHBIC
celle3eHKa ¥ IeYeHb, a MHOTJAa W JUM(paTHIecKue
y3mel. Ha nurie, KuCTsx pyk, CKIepax W CIU3UCTBIX
000JI0uKaXx MOXKET HaOMIOAAThCS CHEIHpUICCKas
MMTMEHTAIUS JKEeNTO-KOpUYHEeBOM okpacku. Hakomn-
JICHWE JIMIHIOB B KOCTHOM MO3T€ MPUBOIHT K OC-
TEOMOPO3y MO3BOHKOB, OEIPEHHBIX KOCTEH, K CITOH-
TaHHBIM TIEpPEIOMaM, aHEMHUH, TPOMOOIIUTOIIEHHN |
nevikonieany. [Ipu octpoit dopme Gomnesrm ['omre
BBIABJISIETCS TEMATOCIIIEHOMETANNS C YBEINIEHHBI-
MH BUCHEPATGHBIMHA JIUM(ATHUECKUMH  Y3JIaMH.
BornpHbIE, KaKk MpaBMITO, KAITYIOTCS Ha OOIM B KOC-
TSX, XapakTepHble aedopMaIii W 4acTble Tepeso-
MBI KocTell. B mokuioM Bo3pacte XOpoIlo npocie-
JKIBAIOTCSI BBIPAXCHHBIE CHUMIITOMBI aTepoMaro3a
COCYZIOB OIHOBPEMEHHO C TIOBBIIIEHHOW XOJecTe-
puHeMuer. Taroke HaOTIOMANINCEH TIOTEPS AIIICTHTA,;
YBEIIMICHUE CEJIC3CHKH M (WJIN) TICUCHH MOYKET OKa-
3bIBaTh JTABJICHUE HA JKEIYMIOK, U Y OONBHBIX C 00-
ne3HbI0 [o1mie MosBIseTCS YyBCTBO TSKECTH ITTOCTIE
npueMa M. B psine ciaydaeB 3a00eBaHre MOYKET
MIPUBECTH K HapYIICHUSAM (QYHKITHH medeHu. M3me-
HEHUSI B CElIe3eHKEe MOTYT NPHBECTH K aHEMHH U
MIPOSIBJICHUSIM YCTAJIOCTH, CIIA00CTH, OJICTHOCTH
KOXKHBIX TIOKPOBOB. BO3MOXHO TIpOsIBIIEHHE CHM-
NITOMOB TPOMOOITUTOTIEHHH, YTO B CBOIO OdYEpe/b
MPUBOANT K YaCTBIM KPOBOTEUEHHSM W3 HOCA, IO-
SABIICHUIO TeMaToM 0e3 BHUAMMOI NMPUYHUHBI, KpO-
BOTOYHMBOCTH JIECEH M ITPOYNM IeMaTOIOTHIECKUM
nposiBJIeHuAM. Hepenku ciry4an maToIoTHIecKUX
MIEPEJIOMOB He KaK CIIEJICTBHE TPABMBI MIIH BCIIE/-
CTBHE JIETKOM TpaBMBbI, HE paclioyiararouiei K rme-
peromMaM, a TaKKe apTpoje3 TOJEHOCTOIHOTO
cyctaBa. Cpenu OONBHBIX IeTEH HAOIIOMAIOTCS
HapyIIeHus1 pocta. Ba)kHO OTMETHTH, YTO BHEII-
HUE TIPOsIBIICHU 3aboeBaHus U Oonee crienudu-
YECKHE CHMITTOMBI HEOTHO3HAYHBI U OTIUYAIOTCS
Y pa3HBIX OOJIBHBIX, YTO 3aTPYAHSIET MPOIecC AH-
arHocTukH. O/IHa U3 TJIaBHBIX MPUYUH HHBAJIUIH-
saruu 1ipH 1 u 11l tume Gome3nu I'ome — mopa-
’KEHUE KOCTHOU TKAHH.

TakuM 00pa3oM, OCHOBHBIMH CHUMIITOMaMU
6one3nu ['ome sBistores [2, 5]:

— 0e300J1e3HCHHAs TEIaTOMETaINs U BhIpa-
JKCHHAs! CTUTCHOMETaJIHS;

— THIEPCIUICHU3M, TAHIIUTOTICHUS;

— QopMupoBaHHE UPPO3a MIEUEHHU C MPE00-
TalaHAeM TTOPTATEHON THIIEPTCH3HH;

— CWJIbHBIE 0OJI B CyCTaBax M KOCTAX (dare
CTpamaloT Ta300eAPEHHBIC W KOJICHHBIC CYCTaBHbI);

— HEBPOJIOTHYECKAsi CHMIITOMATHKA;

— OCTEOMopo3;
— JKENTO-KOPUYHEBAS MUTMEHTAINS KOXKH;
— npu tune Il — cymoporu, runepToHyc,

YMCTBEHHAS OTCTAIOCTh, alTHOD;

— npu tune Il — noaepruBanue Maiiiiil, Cy-
JOPOTH, IEMEHIINS, AIIPOKCHS TIIa3HBIX MBIIIII.

Huaznocmuka

JmarHo3 ycraHaBIMBalOT 1O OOHAPYXEHHUIO
crerupuyeckux KiaeTok [omre (mmmMdonmTormno-
NOoOHOE A1IpO, IKCHEHTPUIHO DPACIIONOKEHHOEe, U
OUYeHb IIMPOKAas CBETNIAs [HUTOIIa3Ma C 9yTh MPH-
METHOH ITUPKYJIIPHON MCUEPUCHHOCTHIO) B ITyHK-
TaTe CeNe3eHKH WM B KOCTHOM Mo3sre. J(maraos
6ome3Hu ["orre MOXeT OBITH YCTAaHOBIICH B JTFOOOM
Bo3pacte. Kak mpaBwiio, dare BCero ¢ 3Toi 0oe3-
HBIO BCTpedaroTcsl memuarpbl. J[uddepennmansaas
JIMarHOCTHKA TIPOBOUTCS C IPYTUMH JIN30COMHBIMH
OoJie3HsIMHU HakoruieHus: Oone3snbs Humanna-ITuka,
6one3ns BombMana, GM 1 -ranrimmosnos; ¢ ApyTH-
MH HAaCJEICTBEHHBIMH OOJE3HSMH OOMEHa: TIH-
KOT€HO3, TajacceMus, reMo(puiusi, XpoHHIecKas
rpaHyfieMaTo3Has OoJe3Hb; ¢ OpYruMH 3aboJieBa-
HUSIMH: OCTEOMHENNT, KOCTHBIN TyOepKyIes3, BUpyC-
HBII TeMaTrT, OHKOJIOTUUECKHE 3a00JIeBaHIST KPOBHL.

[IpemmaraeTcst ajaropuT™M AWArHOCTHKH 00-
ne3nun [Nome [6]:

1. Coop anamHe3a.

2. KnuHuueckuit ocMoTp.

3. O0mwmii aHaIn3 KPOBH.

4. bBuoXMMHUYECKUH aHallu3 KPOBHU.

5. Y3U opraHoB OpromnrHON MoJI0CcTH (TI0 BO3-
MOXXHOCTH, TIpoBeaicHue prudposmacrorpadun).

6. PenTrenorpaMMbl TpyOUYaTBIX KOCTEH U Ta-
300€pECHHBIX CyCTaBOB.

7. JleHcuTOMETpUSL.

8. KoHcynbTraius ncuxoHeBposiora.

9. KoncynbTalus oKyaucTa.

10. KoHcynpTanusi TeHeTHKa: MOJIEKYJSPHO-
reHetndeckoe wuccienoBanue JIHK (BeusiBieHmE
TeHETUYECKUX MYTAIlHi).

11. Muenorpamma.

12. TIyHKUHS CEeNe3EHKH.

Jleuenue

B nacrosiiee BpeMs ¢ nesbio hepMeHTo3ame-
CTUTENBbHON Tepamuu Ooie3nu [ome mokazaHo
Ha3HAuYCHWE Tpernapara mMHrionepasa [1, 6]. B
CTaHJAPTHBIX CIydasx IalueHTaM ¢ OOJIEe3HBIO
lNomie I Tuna, y KOTOPHIX HET MOPAXKEHUU KOCTEH,
Ha3HayYaeTCss UMATITIONEpas3a B qo3e 30 en/kr 1 pas
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B 2 HEJEeNu, IpU HAIMYMUK KOCTHOM MATOJOrUH - B
nmo3e 60 en/kxr 1 pa3 B 2 Henew.

CoBpeMeHHasi TWAarHOCTHKA W Ha3HA4YeHHE
MATOTeHETUYECKON Tepaliy UCKII0YaeT MPOsBIIe-
HUE WHBATHIN3UPYIONINX CHMITOMOB OOJIE3HH,
YTO MOJKET MPHUBECTH K IONHOHN peabmiuTanuu
OOJBHBIX C 3TOH THKEIOH MaTOMOTHEH.

[IpuBoguM ommcaHWe KIMHHYECKOTO CITydas
MUArHOCTUKHM Ooje3Hn [ome Ha (oHE TEUCHHS
XPOHHYECKOTO BHUpycHOTO renaTtura C.

[TanmenTtka C., 1979 1. p. monana B moJie 3pe-
HHUA JETCKOTrO racTpo3HTeposiora B Bo3pacte 13 ner
C JIMarHo30M: «XpOHUYECKUM aKTUBHBIM IeMaTur,
XPOHHYCCKHHA TaCTPUT, TYOIECHOTACTPAIBHBIA ped-
JFOKC». YUHUTHIBAs HaM4WE y TAIMEHTKH Tera-
TOCTIJICHOMETAJINH, BBISBIIAIONMIEHCS OOBEKTUBHBI-
MU METOJIaMHU HWCCIIEOBAHWSA, HaJMYUE THNepOu-
mmpyouHeMuy (OWTpYOHH 00T — 39,6 MKMOJB/I,
npsMon ommupyonH — 37,4 MKMOJIB/JT, HETTPSIMOM
omwmpyouH — 2,2 MKMOJB/JT), TUTIephEepMEeHTE-
MHU B TIpeIeTaxX MUHUMAJIBLHON OHOXMMHYECKOM
aktuBHOoCcTH (ANAT — 1,05 mmonw/1, AcAT —
0,52 MMOITB/1), TIOBBIICHHE TUMOJIOBOH TIPOOBI 110
BBICOKMX mokazatenen (19,1 Em), 6bu10 pexomeH-
JIOBAaHO €€ 1000cjeaoBaHne B 00beMeE, BO3MOXK-
HOM Ha TaHHOM 3Tane HaOJII0AeHN: MapKephl BH-
PYCHBIX T€HaTUTOB, CIUHTHUTpadus IeUYeHH, OHo-
TICHUSI TI€YCHH, KOHCYJIbTAIlUS IMMYHOJIOTa, MOHH-
TOPUHT OMOXMMHYECKUX MTOKa3aTelNeH.

Peszynremamut 0ooo6cnedosanus:

* DA (Mapkepsl BHUPYCHBIX TEIATHTOB):
HBsAg — oprpunarensusiii, antu-HCV tot — mo-
JIOKUTEIIHHBIN;

* couHTUTpadus TMEYCHW W CEeJe3eHKH: IIe-
YeHb 3HAYUTENHFHO yBEIMYeHa B 00BEME, BBICTY-
MmaeT u3-3a Kpas peOepHOi MyTH Ha 5 cM, paclipe-
neneane POII muddysnoe, HepaBHoMepHOe. Ce-
JIe3eHKa 3HAYMTENHHO yBenmmdeHa — 19/8,5 cwm,
P®II nakarmBaeT B OOJIBIIIOM KOJIMYECTBE.

3axumiouenne: BeIpakeHHBIE TUD(y3HBIC H3Me-
HEHUS B MapeHxuMe redeHu. KapTuna cooTBeTcTByeT
XPOHHYIECKOMY TEMaTHTY C IIEPEX0IOM B IIUPPO3;

* 3aKJIIOYEeHHE OWOINCHHM TIeYeHH: KapTHUHA
OmomnTara MOKET COOTBETCTBOBATH XPOHHUYECKOMY
MIEPCUCTUPYIOMIEMY TeNaTHTY;

*KOHCYJIbTAIlsl MMMYHOJIOTa: UMMYyHOnIehu-
IIUTHOE COCTOSIHME KIIETOYHOTO 3BEHA.

[loce mpoBeneHHOTO HO0OCIENOBAHMS TAIH-
eaTka C. ObUTa HampaBjieHa Ha KOHCYJIBTAIAIO HH-
(hex1OHNCTA, OCMOTPEHA KOHCHIIMYMOM, KOTOPBIM
BBICTAaBJIEH IMAarHO3 Ha OCHOBE IPEeICTaBIEHHBIX
WCCIIEJIOBAHUN: «XPOHUUYECKUN BUPYCHBIA TemaTUT
C c MUHUMAaNBHOW OMOXUMIYECKON aKTHBHOCTHION.

[larmenTke Ha3HaueHa MPOTHBOBUPYCHAS Te-
pamus B oObeMe, 00O3HAUYCHHOM IPOTOKOJIAMH,
JEHCTBYIONMME HA MOMEHT Ha3HAUYEHUS: MOHOTE-
parms «CTaHAapTHRIM» HHTEpPEepOHOM (MHTPOH A B
nmo3e 3 muH EJ] gepes neHn B Tedenue 6 Mecsiien). Ha
MOMEHT CTapTa IPOTHBOBHPYCHON TEparmyd COXpa-

HSJTaCh MHUHHMAIIbHAS OMOXMMHYECKas aKTUBHOCTD
(bmmmpyouH o0mmit — 28,64 MKMOJIB/JI, TUMOJIO-
Bast mpoba — 20,1 En, AnAT — 0,82 MmMmoub/1).
Pe3ynbpTaToM mpOTUBOBUPYCHOM Tepamnuu SBUJIOCH
JOCTH)KEHHE TIEPBUYHOTO OMOXUMHYECKOTO OTBE-
Ta (Ha MOMEHT OKOHYAHUS STHOTPOITHOW Teparvu),
OJTHAKO YCTOWYMBOTO OMOXMMHYECKOTO OTBETA (TI0-
crie 6 MecsIIeB OT 3aBEPILEHNS TePaIii) JOCTHYb He
ymanock. B pesynprare MOHWTOpWHTa OHOXWUMHIE-
CKUX TOKazaTeyien yxke depe3 2 Mecsia IMocie OT-
MEHBI IPOTUBOBUPYCHOM TEpaIrTuy OTMEYAETCsl POCT
OMOXUMHUYECKONW aKTHBHOCTH. OIEHKa BUPYCOJIOTH-
geckoro otBeta (ompeneneane PHK HCV) we mpo-
BOJTUIIACH B CBSI3M C OTCYTCTBHEM BO3MOXKHOCTEH Ha
MOMEHT JICUSHHSI TTAI[HEHTKH.

Jaree manueHTKa HAXOAWTCS HA TUCTAHCEP-
HOM HaOfoeHNH y WH()EKITHOHUCTA C THATHO30M:
«Xponndeckuii BupycHbiii rematut Cy». B 2001 T.
STHOJIOTHS TeNaTHTa MOATBEPIKAAETCS BBIICICHN-
em PHK HCV metomowm ITLIP.

3a BpeMs HAOMIONEHUS y TMAMEHTKH COXpa-
HsETCSl OMOXMMHYECKash aKTHBHOCTHh B TIpejaeiax
MHUHUMAIIEHOW, COXPAaHSIOTCS M MEMJIEHHO IpOo-
rpeccupyioT Y3U-nipu3HakKd MOPTANTBHOUW THIIEp-
TEH3WH, CIUIeHOMeranus. llanmeHTka 3a BpeMs
HaOMIOEHUST TOJTy4YaeT KypChl TEMaTOMpPOTEKTO-
pPOB, HHIYKTOPOB HMHTepPepoHOB (IUKIOPEPOH B
Teuenue 6 mecsaies). B 2002 r. mpoBeneHa Owo-
TICUS TIeYeHH. 3aKJII0YeHHe: TTyHKTAT IMeYeHN CO-
JEPKUT TPH MOPTANBHBIX TPaKTa, THAPOITHYECKAS
muctpodus (3 6amna), BocanuTelbHas HHOUIHT-
pars B TOPTAIBHBIX TpakTax (2 6amia), HHTpa-
nmobysapHo (26amia), memoyka JIUMQOIUTOB B CH-
Hycommax (2 ©Oamma), mponmdepartis >KEeTIHBIX
poTokoB (4 Gamia), Gudpo3 MOpTaTHHBIX TpPaK-
T0B (1 G6ay). ['mcromornueckass KapTUHA COOTBET-
CTByeT BHUpycHOMy TrematuTy C ¢ MHHHMaIbHOMN
CTETIeHbI0 aKTHBHOCTH.

B Bo3pacte 25 ner mamuentka C. momagaeT B
TMHEKOJIOTHYECKOe OT/ENIEHHE, TJie ONEePHUpPOBaHa IO
TIOBOJTY alOTUIEKCHH KUCTO3HO M3MEHEHHOTO SITIHHKA.
Oclo)XHEHHEM  TTOCIICOTIEPAIMOHHOTO  TIeprioia  ObLT
CTIOHTAHHBIA Pa3pPhIB CENE3EHKH C BHYTPUOPIOIIHBIM
KpPOBOTEUEHHEM, TPOBENICHA CIUIEHIKTOMHS C MOp-
(hOJTOTHYECKUM HCCIIEIOBAHIEM CEIIE3eHKH.

3akiiouenue OMOINCHM: B celle3eHKe OOJbIIoe
KOJIMYECTBO KJIETOK C TICHWICTON OOIIMPHOM ITUTO-
mrazMoii (0oJIe3Hs HaKOIUICHMs). BeTpedarorest Tak-
K€ TUTAHTCKHE MHOTOsIepHble Makpodaru. B cerme-
3eHKEe KapTHHA OOJIe3HN HAKOIUICHHS (Te3aypecMo3)
KaK pe3yJbTaT HAKOIUICHWS JMMUAOB M JUIIOIPO-
TenHOB. Jlnsg muddepeHInanbHO  AMarHOCTUKA
Mex Iy OonesHpro ['omre u Gomesapio Humana-ITnka
HEOOXOANMO JTOTIOHUTEIHHOE OKPAIINBAHKE.

Ilocne momy4eHns: pe3yiabTaTOB 3aKITFOYECHUS
MOP(}OIOTHYEUKOTO HCCIICOBAHNS OWOMTaTa ce-
ne3eHkH nanvueHTka C. HampaBiieHa Ha KOHCYJbTa-
IIUI0 TEMAToJIOTa M TeHEeTHKa, KOTOPHIMU OBLT BBI-
craBieH auarnos: «bonesns [Nomey. [locne npose-
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JIEHHOHN CIUICHIKTOMHH y TAIIMeHTKH HE OTMedYa-
forcs Y3U-ipu3HaKd TOPTATHHOW THICPTEH3HH,
oCTaroTcsl yMepeHHble nudy3Hbple M3MEHEHHUS B
MeYCHH, TTePUOINUECKH HaOmromaeTcs rurepdep-
MEHTeMHs B TIpelelax MUHUMAIbHON OMOXMMH-
JecKou akTWBHOCTH, Jlanee B TeueHnue 10 jer ma-
nuenTka C. HaXOAWTCS HA IUCIIaHCEPHOM HaOITIO-
JIEeHNH y WH(EKIIMOHNCTa 1T0 MECTY JKUTEIbCTBA H
remarojiora. 3a BpeMs HaOIOICHHUS OTMEUYaeTCs
MeIUIEHHOE TPOTPECCHPOBAHNE TIOPAKEHHS TTIEYEHH,
3a TOCIICAHUN TOJ HAOIIOMCHUS CTOMKO TIOBBIIIA-
torcst pepments! (ATAT, AcAT) B npenenax yme-
PEHHOW OMOXMMUYECKOM aKTHBHOCTH, B TCUCHHC
TIOCIIETHUX TPEX JIET MOSBIIUCH OOITN B KOCTSX.

Ha Hacrosmmii MOMEHT TalueHTKa 1000ce-
JIOBaHa: TeHOTHT Bupyca renatuta C — 3, BUpyc-
Has Harpy3ka 2730000ME/mn. IlpoBemena ¢uo-
poanactomerpust: pubpo3 4 cragus (F4).

VY31 nmuMdoy3I0B MTOAMBIIICYHBIX, MICHHBIX,
MOJK/IIOYMYHBIX, HaXOBBIX. Jakjiouyenue: Y3U-
MpU3HAKN JTUMQPAJTCHOIATHH TepUPEePUICCKUX
TuM(OY3II0B.

3akiIi0yeHHe TI0 JTaHHBIM KOMITBIOTEPHOH TO-
Morpadum: COCTOSHHE TOCIE CIUIEHIKTOMHH, TIO-
CIICOTICPAIMIOHHBIC M3MEHEHMS. YMepeHHbIe mddy3-
HbIEe M3MEHEHUS MapeHXUMBI TEYEHH. Y BEIUYCHHe
rapaoapTaIbHBIX JTUM(OY3JIOB B BOPOTAX MIEUSHH.

Pentren xocteii: HEBBIpa)KEHHOE OyIaBOBU/-
HOE B3IyTHE (pacIIMpeHne) NUCTATLHOW MeTadu-
3apHOH YacTh 00enX OeApEeHHBIX KOCTeH. 3aKiiio-
YyeHHue: T0J00HbIE H3MEHEHHUS MOTYT HaOIIOAaTh-
cs Tipu Oote3Hu [ orre.

MenyKo-TeHeTHYecKoe 3aKITIOUeHIe B KIMHHUKO-
JIMAarHOCTHUYECKON TeHETHIECKOH JTabopaTopun «Martb
Y IUTSD»: aKTUBHOCTH JIN30COMAITBHBIX (DEpMEHTOB B
JIEWKONNTAX: CHIDKEHA aKTHBHOCTH OETariIroKO3n/Ia-
361 — 0,4 HMOIB/9ac Ha M OemKa (Hopma — 5,0-15,0),
aKTHBHOCTh OCTAJIbHBIX (PEPMEHTOB B Tpenenax
HOPMBL. AKTHBHOCTDh XHUTOTPHUO3HUIA3EI B CHIBOPOTKE
kpoBu 2048 HMob/gac/mit (Hopma — 4,5-32).

MonexyapHO-TeHeTHYeCKasi THarHOCTHKa 0o-
ne3Hu [omie: BBISIBJICEHBI 2 MyTallMM B T'€HE TJIIO-

korepedposunasel: N 3709 B 9 sx3onHe u L 444P B
10 »k30HE, 9TO SABISICTCS aOCONIOTHBIM IOJTBEP-
xkaeaueMm Ooinesnu ['ome, I Tum, ayrocomHo-
pELIECCUBHBIN.

Ha nacTosiiunii MOMEHT NalyeHTKa HaXOdUT-
Cs Ha NUCMAHCEPHOM YYeTe B IONHUKINHUKE II0
MECTY JKHTENbCTBA Y HH(EKIIMOHUCTA, TePAIeBTa,
Ha0JroMaeTCs y TeMarosora.

JlaHHBIA cydail IEMOHCTPUPYET CIIOXKHOCTH
TUATHOCTUKH 3a00JIeBaHWNA TICUeHW Ha (OHE Te-
4eHus XpoHWdeckoro rematuta C MpH codeTaH-
HOM ee mopakeHnu. Ha QoHe BIABIEHUS Mapke-
POB BHPYCHOTO TIOpaKE€HHUS B OOJBIIMHCTBE CITy-
YaeB AMArHOCTUYECKHUU TTOMCK 3aKaHYUBAETCS, 3a-
OoneBanue mporpeccupyer. [lanpHeinee pa3Bu-
THe 3a00JIeBaHMs CBS3BIBAIOT C MPOTPECCHPOBA-
HHUEM BHUPYCHOTO TOpPaXKEHUS TNedeHH. TOoIbKO
Moposorndeckasl AWAarHOCTHKA, BBITIOJTHEHHAS
KBATH(UITUPOBAHHBIMH  CIICITHAINCTAMH, TO3BO-
JSeT 3aMoNO3PHUTh IPYrodl TeHe3 3a0oJeBaHMA,
KaKk B MpuBeIeHHOM mpumepe. Takum oOpazom,
HEO0OXOAMMO IUPE MPUMEHATh MOP(HOIOTHIESCKIE
METOJBI ITUATHOCTHKH 3a00JeBaHHWN TEYEHHW MpPHU
WX TIPOTpecCHpOBaHUH, (hopMHupoBaHUU (prOpo3a
MeYeHN Ui WCKIIOYEHUS KaK HacJIeICTBEHHBIX,
TaK ¥ 3a00JeBaHU APYTrOi STHOJIOTHH.
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