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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.

bonesnp ['ome (TMOKO3WIIIEpAMUIHBIN JTH-
MUI03) — 3TO ayTOCOMHO-pPEIECCHBHAsA HACTe/-
CTBEHHasi OOJIC3Hb, SBIISIETCS CaMOM pacmpocTpa-
HEHHOW M3 JIM30COMHBIX OOJIe3HEeH HaKOIUICHHS.
Pa3BuBaercsi B pesynbrare HEOCTAaTOYHOCTH (ep-
MEHTa TIIOKOIepeOpO3u1a3bl, YTO MPUBOJNUT K Ha-
KOIUIEHHUIO TJIOKOIepedpo3nia BO MHOTHUX TKa-
HSX, BKJIFOYAs CEJIEe3EHKY, MTeUeHb, MTOYKH, JIETKUE,
MO3T M KOCTHBI MO3r. 3a0ojeBaHHe Ha3BaHO B
yecTh (paniry3ckoro Bpaua dwmmnma [ome, xo-
TOpbI TepBeIM omucan ero B 1882 r. Yacrora
BcTpeuaemMoctd — 1 Ha 40 ThIC. YenoBeK, cpenu
eBpeeB-amknHazn — 1 Ha 450 genoBexk [1].

Ilpuuunst 603nuKHOGeHUA O0e3nU I owe

Kaxnpiii dyenoBek HacieayeT OT poAuTenei
MYTallMIO0 T€Ha, OTBETCTBEHHOI'O 3a CHHTE3 COOT-
BETCTBEHHOTO (pepMEHTa CO BCEMHU €€ 0COOeHHO-
CTSIMH: TIOJIOBUHY T€HOB OTIIA W ITTOJIOBUHY — Ma-
tepu. Kaxknprii pomurens nepenaetr peOSHKY OauH
T€H CO BCEMHU €r0 OCOOCHHOCTSIMH, a CTEIeHb I10-

paXeHHs W BBIPAXKEHHOCTH OOJIE3HW 3aBHCHUT OT
COOTHOUIEHHUS MEXAY 3TUM AByMd reHamu [2]. ¥V
3JI0POBOI0 YEIOBEKA CYIIECTBYET TEOpPETHYECKAas
BEPOSATHOCTh HACJIEOBAHMSA TOPAKEHHOTO TeHa,
IIOCKOJIBKY KaX/IbIil UEJIOBEK HACIEAYET OT POJUTE-
JIeH TeH rimokotepedpo3uaa. CrenoBaTebHo, pede-
HOK MOKET HaclleI0BaTh MOPAKEHHBIA WM 3710PO-
BBl reH. B ciyyae HaciienoBaHMs IOPa’KEHHOT'O T'e-
Ha BO3HMKaeT MyTalus (pepMeHTa, HO 3TOro HeJocC-
TaTOYHO JUIsl MposiBIieHHs1 Oose3Hu. Topko B ToM
clly4ae, Koraa 00a HaclIeAyeMbIX TeHa OKa3bIBAIOTCS
MTOPaXEHHBIMH, MOXXHO TOBOPHUTH O JIHAarHo3e 0o-
ne3nn [ome. B ciydae, korma pebeHOK HaciemyeT
OT POJMTEINEH JHIIb OJIMH TIOPaXKEHHBIN TeH, OH Oy-
JIET CUUTATHCSI HOCUTENEM T'eHa, HO He OOJIbHBIM H,
COOTBETCTBEHHO, MOJKET MeperaTh 3TOT HACIE/ICT-
BEHHBII IIPU3HAK CBOMM IOTOMKaM. Eciu oquH u3
poouTeneld HOCUT OAMH MYTHPOBAaHHBIM TI'€H, a
Ipyroil He SBISETCS HOCHUTENIEM 3TOro reHa, MX
et OyayT 370POBBIMH C TOUKU 3pEHUS MPOsBIIe-
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HUS 3a00JICBaHMS, HO TIPU KaXI0H OEpeMEHHOCTH
cymiectByeT 50 % BeposSTHOCTH TOTO, YTO PEOCHOK
OKa)keTcsl HocutesneM 3aboseBanus. Ecnu omgun u3
pomuteneli OojieH (TO €CTh SBISCTCS HOCHTEIEM
JBYX TIOPa’KEHHBIX T€HOB), a IPYroi — 310pOB, BCE
JIETH, POKICHHBIE B 3TOM Opake, OymyT 370pOBHI C
TOYKU 3pEHHs TMPOSIBICHUS KIMHUYECKUX IpPH3HA-
KOB, HO BCE OHH OyayT HOcHTensiMu 3aboneBanus. B
Cllydae, Koraa 00a poauTess SIBJISFOTCSI HOCUTEISIMU
3a00JI€BaHUs], BEPOSITHOCTh IIOSIBJICHHMS HAa CBET
0oBpHOTO peOeHKa B KaXIOWM OEpeMEHHOCTH CO-
ctaBisieT 25 %, pebeHka-HocuTens 3a00MeBaHus —
50 % u 3m0poBoro pedenka — 25 %.

Myrtanus TeHa, Bemymas kK Ooixe3nu [ orme,
OUYEBHUIIHO, CIIOCOOCTBOBANA 3BOJIFOLIMOHHOMY OT-
Oopy mui; ¢ 3TuM neheKToM, 4TO OOYCIOBHIIO
PacIpoCTpaHEHHOCTh 3TOM MyTalMd B OOHOW W3
STHHYECKUX TPYMII (CpeI eBpeeB-alTKUHA3H).

Ilamozenes

Bonesns I'ome — HaciencTBeHHass 00JI€3Hb,
00yCIOBIIEHHAs! HAKOIUICHHEM TIIIOKOIepeOpo3n-
Ja B KJIETKaX PETHUKYJIOPHAOTEIUAIBHON CHCTEMBL.
MerabomaeckuM neheKToM sIBIsgeTcs: JeQUInT JTH-
30COMHOT0 (pepMeHTa OeTa-TIOKOIEepeOpO3UIa3h,
KOTOPBIM Y4acTBYeT B PACIICIUIEHHH CIIOXKHOTO
JTUNUAO-TIIIOKOLEpeOpo3naa, BXOIAIIEIO B COCTAB
MeMOpaH KIJIETOYHBIX 3JIEMEHTOB. B pesynbrare
aronTo3a SPUTPOLUTOB W TPAHYJIOLMTOB KpPOBH
TITFOKOTIEPeOPO3UIIBI TTOTIIOMIAFOTCS MakpodaraMu u
PACILETUIIIOTCS. Ha TIIIOKO3y M 1epamua. B cimyuae
HenocTaToyHOCTH OeTa-D-Tirokorepedpo3naasel He
MPOMCXOAMUT IOJIHOTO PACIIETUICHUS Ha JBE CO-
crapisitomye vyactu. [lostomy nepebpos3uiasl Ha-
KaIUIMBAIOTCSI B Makpodarax M TakuM 00pa3om
MOJTY4al0TCs TaK Ha3bIBaeMble KieTku [ ome — to
€CTh HarpyXeHHble, He(YHKLHOHAIBHO CIOCO0-
HBbIE KJIETKH, KOTOPBIC SIBJISIFOTCS JAJIsl OpraHu3Ma
0OJBHOTO HE TOJHKO 0AJUTACTOM, HO M HOBBIM 00-
pasoBaHHEM, KOTOpoe TpeOyeT BBIPAOOTKH HOBBIX
AQHTHI'€HOB, a B MOCJIEICTBUN U 00pa30BaHUs HOBBIX
anTurten. HakomieHune rimokonepeOpo3nIoB B MaK-
podarax NPUBOAMT K BTOPUYHBIM H3MEHEHHUSIM
¢byHKUMIA MakpodaroB H, B MEPBYIO O4Yepellb, K CHH-
JKEHUI0 HMMMYHOJIOTMYECKONW AaKTHMBHOCTH, YTO H
MOJATBEP>KIACTCS UCCIICAOBAHUEM IIUTOKMHOB [3].

Paznoobpazue dopm Gomne3nn [ omre oOyciorneHo
reTepOreHHOCThI0 MyTallMid TreHa OeTa-TIIMKO3H-
nasel. Hapymienne HOpMalbHBIX (DU3HOIOTHYE-
CKUX TPOLECCOB MPOHCXOAUT M3-3a HAKOIUICHUS
JUMUAOB B OCTEOKJIACTAX M 3aMELCHUN MHPHUIIBT-
paramu KiIeToK ['ome HOpPManbHBIX 3JEMEHTOB
KOCTHOro Mosra. HecmoTps Ha yBenudeHue neve-
HHU ¥ ee AUCPYHKIUIO, CIIyda TsDKEJIOH IeYeHou-
HOW HEZOCTaTOYHOCTH BCTpedaroTcs penko. Yame
HaOJIroaeTcs OTHOCUTENbHAS MOPTajibHAsL THUIIEP-
TEH3Us KaK ciencTBue Guoposa.

Kaunuxa oone3nu I'owe

Knunnka G6oneznun I'ome nonumopgHa, B He-
KOTOPBIX CIy4asx BO3HUKAIOT 3aTPYAHEHUS C ee

TUATHOCTHKON M3-3a HEYETKO BBIPAKEHHBIX WIIH
ocnmabIeHHBIX CUMIITOMOB. KitmHn4eckas kapTuHa
3a00eBanysI pecTaBIcHa TpeMs Tutiamu [ 1, 4, 7].

Tum I (moOpokavecTBeHHBIN) O0e3HU 1 orIe
(HEeHEHPOHOIATHYECKOTO THITA) BCTPEUYACTCS C
gactoroi 1/50000, Hamboiree 9acTo — Cpemy ari-
KeHa3ckux eBpeeB. IIpu Tumne 1 HepBHas cucrtema
HE y4JacTBYeT B HAKOIUICHWHW JIMIHJOB, ITO3TOMY
€ro OTHOCST OOJIbIIIE K TEMAaTOIOTHIECKOMY Teue-
HUIO Oone3Hu. B mepByro odepenp MPOHUCXOIUT
yBeNMYeHNEe MHOTHX MapeHXMMAaTO3HBIX OPTraHoB,
Ha TIEPBOM MECTE Cpelr HUX — CeJIe3eHKa, a 3a-
TeM HAOIIOJAIOTCS BU3yalbHBIE AeOpMaIH CO
CTOpPOHBI KocTel. ['opasmo garie >ToT THIT 3a001€-
BaHUS MPOTPECCUPYET CPEAr B3pOCIBIX. M3meHe-
HUS B Celle3eHKE MOTYT MPHUBECTH K aHEMHUH U
MIPOSIBIICHUSIM  yCTaloCTH, cinaboctr, OnemHoCTH
KOXHBIX MOKpOBOB. [IposiBieHne cuMnrTomMoB Ha-
YUHAETCS B JETCTBE WIIM BO B3POCIOM BO3paCTe U
BKJIFOUAET TeMaTOCIUICHOMETAINI0 C pPa3BUTHEM
CHUH/IpOMa THIEpCIUIEHU3Ma. B03MOXHBI CIOH-
TaHHBIE TIEPETIOMBI. XOTS MO3T M HEpBHAsI CHUCTE-
Ma TIPY ATOM THIIE HE TIOBPEKIAIOTCS, MOTYT OBITh
HapylIeHUs B JIETKUX W TOYKaX. bombHEBIE cTpa-
JAIOT OT YacThIX T€MAaTOM, BBI3BAHHBIX TPOMOO-
LUTOTICHUEH, XapaKTepHa BBIpAKEHHAs aCTCHH3a-
uus Ha QoHe mporpeccupylomieit anemMun. boib-
HbIE MOTYT JJOKHUBATh JI0 B3POCIIOTO BO3pacCTa.

Tur 11 (MageHveckuid, 370KkadecTBeHHAs (op-
Ma TIpoliecca) TpeACTaBIseT co00i OCTPYIO Heil-
poHomnaTtmueckyr wHpaHTWIBHYIO (opmy. Cpen-
HUU BO3pacT Hadvaia 3aboyieBaHus 3—5 MecsIieB.
Hesponorudeckne ocnoxHeHHs (TSHKENbIe CYIO-
POXHBIE TIPUCTYIIBI, TUIIEPTOHYC, AITHOD, BHIPAXKEH-
Hasl 33/IePKKa YMCTBEHHOT'O Pa3BUTHS) MPOSBISIOT-
cs k 6 mecsmam. Yactora Betpedaemocta 1/100000,
STHUYECKON TIPEAPACHONOKEHHOCTH HE HMEET.
CHUMIITOMBI BKITIOYAIOT: TeNaTOCTUIEHOMETAIHUIO,
MIporpeccupyrolee MOBPeKICHHEe MO3ra, HapyIIeH-
HYI0 MOTOPHKY TJ1a3, CyJIOPOTH, PUTHIHOCTh KOHEU-
HOCTeH, OOJBHBIE JIETH TUIOXO COCYT W TJIOTaroT. B
JTAHHOM CITy4dae O4eHb PaHO TOSBIISIFOTCS XapaKTep-
HbIE HEBPOJIOTHYECKHE CHUMIITOMBI, TP KOTOPBIX
TTOBPEXKIIAFOTCS CTBOJIOBBIC KJIIETKH MO3ra, YTO CTa-
HOBUTCSI TIPHYMHON JIETAILHOTO WCXO/a Y JleTeil B
BO3pacTe OT OIHOTO TOfa JI0 JABYX JIET.

Tun Il Gonesnu ['ome — 3TO IOBEHWIBbHAS
(dopMa TedeHHs OOJIE3HU C TOJOCTPHIM HEUPO-
BHUCLEPATBHBIM TUIIOM. OH MOXET HaYMHATHCS
KaKk B JIETCTBE, TaK W y B3POCJBIX C YacTOTOU
Bcrpeuaemoctu 1/100000. YV OomblnuHCTBa Xa-
pakTepu3yeTcsi MEIJICHHBIM IPOrPEeCCUPOBAHUEM
U YMEPEHHOCTHIO HEBPOJOTHYECKHX CUMIITOMOB.
B Havane maromorndeckoro mporiecca pa3BHUBacT-
Csl CIUICHOMETallusi W YMCTBEHHAas OTCTAJIOCTh,
IIPY KOTOPOW TOPaXKAIOTCS MUPAMUIHBIE U IKCT-
panupaMuHbIE CUCTEMbI TOJIOBHOT'O MO3ra. DTOT
TUI OTJINYAETCS BapUaOEIHLHOCTHIO BUCIEPAITh-
HBIX M HEBPOJIOTWYECKUX HapyumieHud. [lepBriM
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HEBPOJIOTHYECKUM MPU3HAKOM SIBJIIETCS, KaK Ipa-
BHJIO, OKYJIOMOTOpPHAsI allpakCHsi, pacCTPOHUCTBO
riazoaBuraTenbHbIX (yHKIMA. [lo mMepe mporpec-
CHpOBaHMS 3a00JIEBaHUS IPUCOEIUHSACTCST aTaKCHsL,
MBIIIEYHBI THIEPTOHYC W ciaboymue. Hapsmy c
renaToCIICHOMETalnruel B NaTOJIOrMYECKUNA MPOLece
BOBJICKAIOTCS M JPYTHie OpraHbl U cucteMbl. Crie-
HOMeraJust 0e3001e3HeHHas] U OOBIYHO BBISBISETCS
CllydailHO. bonbHBIE AOXKHMBAIOT IO MOAPOCTKOBOIO
1 B3pocIoro (3pesoro) Bo3pacta. Ilo TeueHmro oH
MEHee 37T0KauecTBeH, yem Tuir I1.

Bonesns ['o1re uMeeT OCHOBHBIE U3MEHEHUS B
BUJIE MTOPaKEHUSI KOCTHOTO MO3Ta, CENIE3eHKH, JINM-
(haTMUeCKUX Y3IIOB W TI€YEHH, BCTpEdaeTcs Leped-
panpHas (opma B mapeHXMMaTO3HBIX OpraHax Ha-
XOIUTCS OOJIBITIOE coteprkanue KieTok I omre. B xo-
pe TOJIOBHOTO MO3ra HaOMOIat0TCs UG Py3HBIE U3-
MEHEHWs1, MHOT/Ia yJacTKH Hekposza. [Ipu obcremo-
BaHUM OONBHBIX OTMEYAETCS PE3KO YBEIMUYCHHBIE
cene3eHKa ¥ IeYeHb, a WHOTMA W JIUM(paTHIECKHe
y3nel. Ha nmirie, KucTsIxX pyk, CKIiepax W CIU3HUCTBIX
000J109Kax MOXeT HaOMoaTeCs crenupuaecKas
MUTMEHTALUS KEJITO-KOPUUHEBOW OKpacku. Hakor-
JICHWE JIMIHAAOB B KOCTHOM MO3Te MPUBOAMT K OC-
TEONOpPO3y ITO3BOHKOB, OCAPEHHBIX KOCTEH, K CITOH-
TaHHBIM TIEPEIOMaM, aHEMHH, TPOMOOITUTOIICHHN H
netikoriennu. [Ipu octpoit dopme OGonesnn [ orme
BBISIBIISIETCS TETATOCIDIEHOMETAINS C YBEIINIECHHBI-
MH BHUCHEPATBHBIMA JTUM(ATHYECKUMH  y3TaMH.
BornbHbIE, Kak MpaBUItO, KAITYFOTCS HA OOJM B KOC-
TSIX, XapakTepHble nedopMaIii U 4acThle Tepero-
MBI KOCTEH. B MoKuimom Bo3pacte XOpoIo mpocie-
JKUBAIOTCS BBIPAKEHHBIE CHUMIITOMBI aTepoMaro3a
COCY/IOB OTHOBPEMEHHO C TIOBBIIICHHOW XOJecTe-
puHemueil. Takxxe HaOMIOMANVICH TTOTEPS AIIIETUTA;
yBEIIMYEHUE CEIE3CHKH U (MITH) TEYEHH MOJKET OKa-
3BIBATh JIABJIIEHHWE HA KETMYAOK, U y OONBHBIX ¢ 0O-
TIe3HBI0 [ ollle TOSIBISETCS YYBCTBO TSDKECTH TIOCTIE
npueMa nuiy. B psine cirydaeB 3a00J1eBaHUE MOXKET
MIPUBECTH K HapylieHusiM (yHKIHA nedenu. Mzme-
HEHUS] B CElle3eHKEe MOTYT NPHBECTH K aHEMHUH U
MIPOSIBJICHUSIM yCTaJOCTH, Ci1abocTh, OnemHoCTH
KOXKHBIX TIOKPOBOB. BO3MOXKHO TIPOSIBICHHE CHUM-
MITOMOB TPOMOOITUTOTIEHHH, YTO B CBOKO OUYEpelb
MPUBOAMUT K YaCTbIM KPOBOTEUEHHSM W3 HOCA, I10-
SBIICHUIO TeMaToM 0e3 BUANMON MPUYHHEI, KPO-
BOTOYMBOCTH JIECEH U MPOYUM I'€MaTOIOTHIECKUM
nposiBIeHusIM. Hepenku city4an maTtoiorn4ecKux
MIEPEIOMOB HE KaK CJIEICTBHUE TPaBMBbI WJIH BCIIE-
CTBUE JIETKOM TPaBMBI, HE pacloyiararolei K Ie-
peroMaMm, a TakXe apTpoJe3 TOJEHOCTOITHOIO
cycraBa. Cpenu OONBHBIX JeTedl HaOIIOAAIOTCS
HapylIeHUs1 pocTta. BaxkHO OTMETUTH, YTO BHEII-
HUE TPOSIBIICHUS 3a00seBaHus U Oonee crenudu-
YEeCKHe CUMIITOMbI HEOJHO3HAUYHBI U OTIMYAIOTCS
y pa3HbIX OOJIBHBIX, UTO 3aTPYJHSET MPOLECC AH-
arHocTukU. OIHA U3 TJIaBHBIX NPUYHH WHBAJUIH-
3auuu npu 1 u Il Tune 6one3nn ['ome — mopa-
JKEHHE KOCTHON TKaHHU.

Takum 00pa3oM, OCHOBHBIMH CUMITOMAaMH
6omesnwm ["ome sBysttoTCS [2, 5]:

— 0e300J1c3HCHHAS TEMaTOMETa i M BBIpa-
JKCHHAs CTTICHOMETaJIHs;

— THUIEPCIUICHU3M, TAaHIIUTOTICHHUST;

— ¢opMHpOBaHHE IUPPO3a TICUEHHU C MPEOO-
JaJiaHueM OPTANTbHON THIICPTCH3UY;

— CHIJIBHBIE 0O B CyCTaBaX M KOCTSX (dare
CTpaJaroT Ta300€IpeHHbIE U KOJIEHHBIE CYCTaBHI);

— HEBPOJIOTHYECKAsI CHMIITOMATHKA,

— OCTEOIopo3;
— JKENTO-KOPUYHEBAS TUTMEHTAIHS KOXKH;
— npu tune II — cygoporu, runeproHyc,

YMCTBEHHAsl OTCTaJIOCTh, AIlHO?;

— npu turne [II — noaepruBanue MbI, Cy-
JOPOTH, IEMEHLIUS, AIPOKCHS TTIa3HBIX MBIIIIII.

Muaznocmuxa

JlnarHo3 ycraHaBIMBAalOT MO OOHAPY>KEHHIO
cnermduuecknx kinetok [ome (nmmmdormromno-
NOOHOE SIIPO, IKCLUEHTPUYHO PACIOIOXKEHHOE, U
OYEHb IIUPOKas CBETIas UUTOIUIA3Ma C YyTh IpHU-
METHOU IUPKYJSPHON MCUEPUEHHOCTHIO) B TIYHK-
TaTe CeJIe3eHKH WM B KOCTHOM Mo3re. Jluarsos
0oxe3nn ['ome MokeT OBITh YCTAaHOBJIEH B JIFOOOM
Bo3pacrte. Kak mpaBuiio, Jarie Bcero ¢ 3o 0omes-
HBIO BCTpedaroTcs nenuatpel. JluddepennmansHas
JMArHOCTHKA MPOBOIUTCS C APYTUMHU JTM30COMHBIMU
OoJie3HsAMH HakoruieHus: OonesHsr Humanna-ITuka,
Oone3np Bomemana, GM1-raHrmmo3nmos; ¢ apyru-
MH HacJ€ACTBEHHBIMU OOJe3HAMU OOMEHa: IJIH-
KOT€HO3, TajacceMus, reMoQuIns, XpOHUYECKas
rpaHyneMaTo3Has 0oJie3Hb; C JApYruMH 3a0oreBa-
HUSIMH: OCTEOMHEIINT, KOCTHBIM TyOepKyJie3, BUpyC-
HBIH TeNaTHT, OHKOJIOTHYEeCKHE 3a001eBaHNs KPOBH.

[Ipennaraercs anropuT™M AMArHOCTHKUA O0-
ne3nu [Nomre [6]:

1. C6op aHamHe3a.

2. Knunuueckuit ocMOTp.

3. O0muit aHaIM3 KPOBHU.

4. BUOXMMHYECKUM aHaIu3 KPOBU.

5. ¥Y3U opranoB OpromHoi nonoctu (1o Bo3-
MOKHOCTH, TIpOBe/ieHne Gpubdpoanacrorpadun).

6. PeatreHorpaMmel TpyO9aThIX KOCTEH U Ta-
300€pEeHHbIX CYCTaBOB.

7. JeHcuToMeTpusl.

8. KoHcynbTanus ncuxoHeBposiora.

9. KoHcynbranus okynucra.

10. KoHcynbTanusi TeHETUKA: MOJEKYJISIPHO-
reHetuueckoe wuccienosanue JHK (BbaBiacHHE
TFeHETUUECKUX MyTaLuii).

11. Muenorpamma.

12. IlyHKUus CEeNe3eHKH.

Jeuenue

B Hacrosimee Bpems ¢ 1enbto hepMeHTo3ame-
CTUTEJIbHOW Tepamuu Oone3Hn [omre mokasaHo
Ha3Ha4YeHHe Ipernapara uMuriaonepasa [1, 6]. B
CTaHIAPTHBIX CIy4asX MalueHTaM C OOJIe3HbIO
l'ome I Tuma, y KOTOpBIX HET MOPAKEHUU KOCTEH,
Ha3zHayaeTcs uMHriIonepasa B no3ze 30 ex/kr 1 pas
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B 2 HEZJeNH, IPHU HaJMYNU KOCTHOW MaTOJIOTHH - B
nmo3e 60 en/kr 1 pa3 B 2 Hememny.

CoBpeMeHHasi WAarHOCTHKA W Ha3HaYCHHE
MATOTEeHETUIECKON Tepaniy UCKIF0YaeT MpPOsBIIe-
HUE WHBATHAN3UPYIOMINX CHUMIITOMOB OOJI€3HH,
YTO MOXKET MPHUBECTH K TONHON peabHInTaIiH
OOJBHBIX C ATOH TSDKEIOH MaTOIOTHEH.

[IpuBoguM ommcaHue KIMHHYECKOTO CITydast
IarHOCTHKN Oojie3Hn lomre Ha (oHE TEUCHHS
XPOHHYECKOTO BUpycHOTO renaruta C.

[Tanmentka C., 1979 1. p. monana B 1moJe 3pe-
HUS IETCKOTO TacTpO3HTEpojiora B Bo3pacte 13 et
C JIMarHo30M: «XpOHUYECKHN aKTUBHBIM remnaTur,
XPOHHYECKHN TacTPUT, AyOAEHOTaCTpalbHBIA ped-
JIFOKC». YUHUTHIBAs HaNW4HWe y MAI[MeHTKH Tera-
TOCTJIEHOMETaJTNH, BBISBISIFOIIEHCS O0ObEKTHBHEI-
MH METOJIaMH HWCCIEIOBAaHHSA, HaJU4We THIepOH-
mpyorHeMuH (OrmpyOuH 00wt — 39,6 MKMOITH/II,
psiMO¥ OrUpyOonH — 37,4 MKMOJIIB/J, HETIPSIMOU
OmmpyOrH — 2,2 MKMOIIB/T), THIEpPepMeHTe-
MHUU B TIpefellax MHUHAMATbHONH OMOXHMHUYECKON
aktuBHOCTH (AJTAT — 1,05 mMmons/n, AcAT —
0,52 MMOITB/1T), IOBBIIIEHNE THMOJIOBOH MTPOOBI 10
BbICOKHX mokazarenei (19,1 En), Oputo pexomeH-
JIOBaHO ee 1000cienoBaHue B 00bEME, BO3MOXK-
HOM Ha JIaHHOM 3Tarie HabIIoAeHHS: MapKePhl BH-
PYCHBIX TENATHTOB, CIUHTUTpaUs TeYeHn, Ono-
TICUS TIEYCHH, KOHCYNIBTAIUS HIMMYHOJIOTa, MOHH-
TOPUHT OMOXUMHYECKUX TTOKa3aTeNeH.

Pezynomamut 0oobcnedosanusn:

* DA (Mapkepbl BUPYCHBIX TEMaTHTOB):
HBsAg — optpunarenshsiid, antu-HCV tot — no-
JIOKUTEIIHHBIM;

* cruHTUTpadUs TEYCHH WU CENEe3EHKHU: IIe-
YeHb 3HAYUTENFHO yBEIIMYeHa B 00BhEME, BBHICTY-
MaeT M3-3a Kpast peOepHOl Jyru Ha 5 cM, pacmpe-
nenenue POII nuddysnoe, nepaBHOMepHOe. Ce-
JIe3eHKa 3HAYMTENhHO yBenmueHa — 19/8.5 cwm,
P®II nakaruBaeT B OOJBIIOM KOJIHYECTBE.

3akmoyeHue: BbpaxeHHbIE AU(dy3HbIE H3Me-
HEHUsI B TApeHXuMe riedeHu. KapTiuaa cooTBeTcTByeT
XPOHHYECKOMY TEMaTHTY C TIEPEXOJIOM B IIUPPO3;

* 3aKJIOYCHHWE OWOICHM II€YeHH: KapTHHA
OuornTaTa MOXXeT COOTBETCTBOBATh XPOHHUECKOMY
MIEPCUCTUPYIOIIEMY TeNaTHTY;,

*KOHCYJIbTAIlUsl UMMYHOJIOTA: UMMYHOAedH-
LIUTHOE COCTOSIHHE KJIETOYHOTO 3BEHA.

[oce mpoBeneHHOTO JT000CIEAOBAHUS TAITU-
entka C. ObUta HampaBlieHa HA KOHCYJIBTAIUIO WH-
(eKIoHnCTa, OCMOTPEHa KOHCHIIMYMOM, KOTOPBIM
BBICTABJICH JIMarHO3 HA OCHOBE MpEJICTaBJICHHBIX
UCCIENOBaHNI: «XPOHUYECKUH BUPYCHBIM IenaTUT
C ¢ MUHUMAaJIPHOW OMOXUMIYECKOM aKTUBHOCTHIO.

[TanmenTke Ha3Ha4YeHA NPOTUBOBUPYCHAS Te-
pamus B oObeme, 00O3HAYEHHOM MPOTOKOJAMH,
JEHCTBYIOIMMH HA MOMEHT Ha3HAUCHHS: MOHOTE-
panus «CTaHAAPTHBIMY UHTEPPEPOHOM (MHTPOH A B
no3e 3 muH EJ] yepe3 neHs B Teuenne 6 mecsiien). Ha
MOMEHT CTapTa MPOTHBOBUPYCHOW TEpaluH COXpa-

HsNach MHHMMajlbHas OMOXMMUYECKas AaKTHBHOCTb
(OwmpyOuH o0mmit — 28,64 MKMOIB/JI, TUMOJIO-
Bas mpoba — 20,1 En, A7AT — 0,82 MMounb/i).
Pe3ynbTraTomM NpoTUBOBUPYCHOM TEparny SIBHIOCH
JOCTIKCHHE MEPBUYHOTO OMOXHMHYECKOTO OTBE-
Ta (Ha MOMCHT OKOHYAHHSI STHOTPOITHON TEparmiu),
OJTHAKO YCTONYMBOTO OMOXMMHYECKOTO OTBETa (IT0-
cite 6 MECAIIEB OT 3aBEPIICHUS TEPAITHH) TOCTHYb HE
ynanock. B pesynprate MOHMTOpUHIa OHOXHUMUYE-
CKHX TIOKa3aTesIel y)xe depe3 2 Mecsla mocie OT-
MEHBI IPOTUBOBUPYCHOM Tepanuy OTMEYaeTcs: pocT
OroxrMuaecKoil akTHBHOCTH. OIEHKa BHPYCOJIOTH-
geckoro otBeta (ompeneneane PHK HCV) me mpo-
BOJMJIACH B CBSI3U C OTCYTCTBHEM BO3MOXHOCTEH Ha
MOMEHT JICUECHUSI TTALUEHTKH.

[lanee manmeHTKa HAXOAWUTCS HA IUCIIAHCEp-
HOM HaOJFOIEHNN Y WH(QEKIIMOHUCTA C JUATHO30M:
«Xponuueckuil BupycHsblil renatut Cy». B 2001 r.
9THOJIOTHUS] TeNaTuTa MOATBEP)KIACTCS BbIICICHH-
em PHK HCV metomom IILIP.

3a BpeMs HaOJNIOOEHUS Y MALMEHTKHA COXpa-
HseTCd OMOXMMHYECKas aKTUBHOCTh B Ipenenax
MUHHMAJIbHOM, COXPAHSIOTCS U MEAJICHHO IIpPO-
rpeccupytoT Y3U-npu3Haku NOPTaIbHOM rumep-
TEH3UH, cIuleHoMeranus. llanmeHtka 3a Bpems
HaAOJIIOAEHUS TOIYyYaeT Kypchbl I€NaTONpPOTEKTO-
POB, UHAYKTOPOB MHTEep(hepoHOB (IMKIOGEPOH B
teuenne 6 mecsmeB). B 2002 r. mpoBeneHa Owno-
IICHsI ICUEHH. 3aK/II0YeHMe: ITyHKTaT MIeYEeHU CO-
JEPKUT TPH MOPTATIBHBIX TPAKTa, THAPOIINIECKAS
muctpodust (3 6amra), BocmamuTenbHas HHQUIBT-
pamus B TOPTANbHBIX TpakTax (2 Oamnma), MHTpa-
noOy1sipHO (26anma), remodka JUMGOIUTOB B CH-
Hycouaax (2 Oamna), mpoiudeparus KeTIHBIX
potokoB (4 Oamna), ¢pudpo3 MOPTANBHBIX Tpak-
ToB (1 6am). ['mcromornyeckast KapTHA COOTBET-
CTByeT BHpYycHOMY renatuty C ¢ MHHHMalIbHOU
CTEIIEHbIO aKTUBHOCTH.

B Bospacte 25 ner mauuentka C. momnajaaeT B
TMHEKOJIOTHYECKOe OTZEJNICHHe, TAE OIepHpOBaHa I1o
MOBO/Y aIlOIIEKCHU KUCTO3HO M3MEHEHHOT'O SINUHMUKA.
Ocno)XHEHHEM TIOCTIEONEPALMOHHOTO  TIepHoAa ObLT
CIIOHTAHHBIM Pa3pbIB CEJIE3eHKU C BHYTPUOPIOIIHBIM
KPOBOTEUCHUEM, NPOBEJICHa CIUIEHIKTOMUS C MOp-
(hOIOrMIECKUM UCCIIEI0BAHUEM CEIIC3CHKH.

3aki0ueHne OMONCHM: B Cele3eHKe OOMbBIIoe
KOJIMYECTBO KJIETOK C TEHUCTOW OOIIMPHOM IHTO-
wia3moii (Ooe3Hp HakoruieHus). Berpevarores Tak-
K€ TUTAaHTCKHEe MHOrosiiepHble Makpodaru. B cene-
3eHKE KapTHUHA OOJIC3HHM HAKOIUIEHHUS (Te3aypecMo3)
KaK pe3yJbTaT HAKOIUICHWs JIMIHMIOB M JIMIIONPO-
tenHoB. [na anddepeHInanbHON  AUArHOCTUKU
Mex 1y OonesHbpto [omie u Gonesnpto Humana-ITuka
HE00XOMMO JOTIOJTHUTEIFHOE OKPALIMBAHHE.

[Tocne momydeHUs! pe3ynbTaTOB 3aKIIOUSHHUS
MOP(OJIOTHYEYKOTO HCCIeIOBaHUsl OHoNTaTa ce-
ne3eHky nauuentka C. HampapJieHa Ha KOHCYJIbTa-
LU0 TeMaToJIOrTa U TeHETHUKA, KOTOPBIMHU OBLIT BbI-
craBieH auarHo3: «bonesns ['omey. I[Tocie nmpose-
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JIEHHOW CIIJICHIKTOMUM y TAIeHTKH He OTMedYa-
forcst Y3U-ipu3HaKd TOPTaTbHOW THIEPTCH3HH,
ocTalTCAd yMepeHHbIe MuQQy3HbIe N3MEHEHUS B
TIeYCHH, TIEPUOANICCKH HaOIromaeTcs rumepdep-
MEHTeMHsI B TIpe/esiaX MHHAMAIbHON OMOXMMHU-
JecKoil akTMBHOCTH, Jlanmee B Teuenne 10 neT ma-
nueHTka C. HaXOIUTCs Ha JUCIIAHCEPHOM HaOIO-
JIeHUH y MH()EKIMOHNCTA IO MECTY >KUTEIbCTBA H
remMarojiora. 3a BpeMs HAONIONCHHUS OTMEUYaeTCs
MEeUIEHHOE TTPOTPECCHPOBAHNE TIOPAKEHHS TTEYCHH,
3a TMOCIEAHWI TOJ HAOIOACHUS CTOWKO ITOBBIIIIA-
torcst gepmentsl (ATAT, AcAT) B mpenenax yme-
PCHHOW OMOXMMHYECKOM AKTHBHOCTH, B TCUCHHE
TIOCIIETHIX TPEX JIET MOSBIIIUCH 00N B KOCTAX.

Ha nacrosmmii MOMEHT manmeHTka goobcie-
JIOBaHa: TeHOTHU Bupyca remnatura C — 3, BUpyc-
Has Harpy3ka 2730000ME/mi. IlpoBenena ¢uod-
poamactomerpusi: pudpos 4 cramus (F4).

Y31 nmumdoy3noB MOAMBIIIEYHBIX, MIEHHBIX,
MMOJKITIFOUMYHEIX, TaXOBBIX. 3akaouyenue: Y3U-
MpU3HAKU JTUM(]aAeHONATHH TEepUPEPUISCKUX
TUMQOY3I0B.

3akJiroueHue 10 JaHHBIM KOMITBIOTEPHOH TO-
Morpadu: COCTOSHHE TOCIE CIUICHIKTOMHH, TIO-
CIIeOTIepalliOHHbIe M3MEHEHHs. YMepeHHble mudgys-
HbIE W3MEHEHHUS MapeHXUMBI IIeYEHH. Y BEINYCHe
TapaoapTabHBIX JIUM(OY3IOB B BOPOTAX TIEUCHH.

Pentren kocreii: HeBbIpaXeHHOE OYIIaBOBHUII-
HOE B3AyTHE (pacuimpeHue) ANCTATbHON MeTadu-
3apHO YacTh 00enx OePeHHBIX KOCTEeH. 3aKJIIo-
YyeHue: Mo00OHBIE U3MEHEHHS MOTYT HaOIIOAaTh-
cs ipu 6one3nu ["ore.

MenuKo-TeHeTHYeCKOe 3aKITIOUYeHHE B KIIMHHUKO-
JIMArHOCTUYECKOM TeHeTHIECKOH JTaboparopuy «Martb
Y IUTSD»: aKTUBHOCTH JIN30COMAITBHBIX ()EPMEHTOB B
JIEWKONIMTAX: CHIDKEHA aKTHBHOCTH OETarIFOKO3U/1a-
361 — 0,4 HMOJIB/Uac Ha Mr Oesika (Hopma — 5,0-15,0),
aKTHBHOCTh OCTAJbHBIX (DEPMEHTOB B Tpesenax
HOPMBL. AKTHBHOCTD XHTOTPUO3UAA3HI B CHIBOPOTKE
kpoBu 2048 Hmoib/gac/mit (Hopma — 4,5-32).

MonexymspHO-TeHeTHYeCKasi TUarHOCTHKa 00-
ne3nu ['omie: BBISIBIGHBI 2 MyTallil B T€HE TIIFO-

komepedposunaszel: N 3709 B 9 sk3oHe u L 444P B
10 9K30HE, YTO SIBJISIETCS a0COJIFOTHBIM IIOJATBEP-
xaeHueMm Oonesnn [ome, | Twm, ayrocomHO-
pELECCUBHBIN.

Ha HacTosimmii MOMEHT NalMeHTKa HaXOqUT-
Csl Ha JWUCIAHCEPHOM ydYeTe B IOJHUKIWHUKE II0
MECTY JKHTEIbCTBA Y HH(EKIIMOHUCTA, TepPaTeBTa,
HaOII0TaeTCs y TEMATOJIOTa.

JlaHHBI caydall IE€MOHCTPUPYET CIOKHOCTH
MUArHOCTHKY 3a00JICBaHWK TICYeHH Ha (OHE Te-
yeHust XpoHudeckoro rematura C mpu codeTaH-
HOM ee mopaxeHnd. Ha ¢oHe BbIsIBIEHUS MapKe-
POB BHPYCHOTO TIOPaKE€HHUS B OOJBIINHCTBE CITY-
YaeB JUArHOCTUYECKHM TOMCK 3aKaHYMBAETCS, 3a-
OorneBanme mporpeccupyer. JlanpHelimee pa3BH-
THe 3a00JeBaHMS CBS3BIBAIOT C MPOTPECCHPOBA-
HUEM BUPYCHOTO TMOpPAXEHUs NedeHU. ToipKo
Mopoornyeckasi JUArHOCTHKA, BBITIOJHEHHAS
KBATM()UIIUPOBAHHBIMU CIICIUANMCTAMH, MO3BO-
JISET 3allOO3PUTh NIPYrod TeHe3 3a0oJeBaHMUS,
KaK B IpuBeneHHOM mpumepe. Takmm oOpazom,
HE00X0JUMO MIFpe TPUMEHSITh MOP(HOIOTHIECKHE
METOJIbI TUATHOCTHKHU 3a00JeBaHUA TEUEHU MPH
WX TPOTpPEecCHpOBaHWH, (opMHUpoBaHMH (GHOpO3a
MEYeHN U1 WCKIFOYCHUS KaK HaCIeCTBEHHBIX,
TaK ¥ 3a00JI€BaHUN APYTOH STHOIOTHH.
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CIIOCOBb CO3JAHUSI THTEPAKTUBHBIX TPEXMEPHbBIX N30BPAKEHUM PEJIbE®A
CJIM3UCTDBIX OBOJIOYEK TOJIBIX OPI'TAHOB 1 YCTPOUCTBO IJIA EI'O IIPUMEHEHUS

B. B. Kosanenxo, C. /I. /lenucos

TI'omenbckuii rocyiapcTBeHHbIH MEIMLMHCKUI YHUBEPCHTET
Besopycckuii rocyiapcTBeHHbI MeIMUMHCKUA YHUBEPCUTET, I. MUHCK

B crathe mpeacraBieH crocol monydeHusi 00beMHBIX (POTOMILIIOCTPANNN pelbeda CIU3UCTHIX 000JI0UEK JF0-
OBIX MMOJIBIX OPTaHOB, IPHUBEICHO OMUCAHUE YCTPOMCTBA IS €r0 OCYIISCTBICHHMS, a TAK)KE JaHbI MOAPOOHBIC yKa3a-
HUS 110 €r0 HCIoNb30BaHui0. OTMEUEHBI MPEUMYIIeCcTBA pa3paboTaHHOTO CIIoco0a Mepel CYNIeCTBYIOIUM MaKp O-
CKOITMYECKUM METOJIOM HCCIICJIOBAHUS, YKa3aHbI 00JIACTH €r0 BO3MOXKHOTO IIPUMECHCHUS.
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