The case of successful surgical treatment of multiple metastases of the skin melanoma with remission during more than

six years is described.
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Pesrome. B dannoti cmamove npedcmaenen cayyaii HA0M00eHUs peOKo 6CIPeaemoo 6 KAUHUMeCKol npakmuke cunopoma J1oo-
WmeuHa-IKkmMana — HacaedcmeeHHoe0 aymocoMHO-00MUHAHMHOR0 3A00Ae8aHUS, XAPAKMEPU3YIOWe20Cs HapyuleHuem paseu-
Mus KOCMHOU MKAHU, A0MKOCMbIO KOCHIel U 0edhopmayuamu cKeaema 8 00Aacmu 3a)CUeAEHUS NePenoMos.

Karouesnie caosa. Cundpom Jlodwmeina-kmana, Namoaoeuueckuil nepeaom, CAyMal U3 npaKmuku.

Cunapom JlodreitHa-OKMaHa énepuocma/zbﬂaﬂ ania-
3Usl, CUHOPOM HECOBEPUICHHO20 3AMe0NeHHO20 OCMeoeeHesa,
0CMeoncamuposa, CUHOpoM 204y0bix cKaep) — HaCTIeICTBEH-
HOE ayTOCOMHO-IOMMHAHTHOE 3200JIEBAHNUE, XapaKTePU3y-
JOI1IeeCsT HapyILIEHUEM Pa3BUTHSI KOCTHOI TKaHU; TIPOSIB-
JISIETCSl JIOMKOCTBIO KOCTel 1 nehopMaliisiMy cKesleTa B
00J1acTu 3aK1BIEHUSI TiepesioMoB. JIutepartypa Gorara oru-
CaHUSIMA MHOTMIX COTEH CEMEICTB — HOCUTEJIe 3Toi OoJ1e3-
HU. JI0OBOJIbHO MHOTOYMCJIEHHBI COOOLLIEHMSI O TOPAKEHUSIX
psiaa — Tpex, YEThIPEX, JaxKe ISITU MOKOoIeHU . CeMernHbI
aHaMHe3 noyioxkuTesieH B 10-25% citydaeB cpey BeeX 00JTb-
HBIX ¢ 9Toli narosorueid. [1perMyiiecTBeHHOTO MOpaXkKeHUsT
TOIO WJIY MHOTO IToJ1a He HabmoaaIoch. 3a0osieBaHre OOHA-
PYXXMBaEeTCsI, KaK MpaBUJIo, y A€TE cTapliie rofa, Korna OoHu
HAYMHAIOT XOIUTh, MHOIJIA B CTApIIEM BO3pacTe.

B ocHOBe 10BOJILHO peaKOro 3a00J1€BaHMsI JIEXKUT BPOXK-
JIEHHAas1 HEIOCTAaTOYHOCTb OCTEO0JIACTUIECKOM AeITe/TbHO-
CTU, KOTOpPasi CKa3bIBAETCs B HAPYILIEHUU TIEPUOCTATEHOTO
OCTEOreHe3a MPY HOPMAJTbHOM 3MU(PU3aPHOM OKOCTEHE-
HuK. TakK Kak OpraH pocTa B AJIMHY — 3MU(U3apHBIA XpsIIiL
— 0COOBIX MATOJIOTMYECKMX UIBMEHEHMI HE UMEET, Tpyoua-
Thle UMIMHAPUIECKIE KOCTA HOPMAaJIBHBIM 00Pa30M pac-
TYT B [IUTMHY. 1Oraa Kak pocT KOCTH B TOJIIIMHY BCICACTBUC
CHIDKEHUST TEPUOCTATBHOM U 93HAOCTATLHOM () 3Ha-
YUTEJILHO TOAABJIeH 1 KaueCTBeHHO n3MeHeH. MMeroTcs
YKa3aHUWs Ha TO, YTO HAPY>KHbII BOJIOKHUCTBIM CJIOU Hall-
KOCTHHLIBI yTOJILIEH. BHYTpeHHMIA XKe, KaMOMaTbHBIIA CJIOI
HaJIKOCTHULIbI BbIPA0ATHIBAET HE OOBIYHBIE OCTEO0JIACTHI,
a, CKopee BCEro KPYyMHbIe XpsillieBble KJIETKU. B Tex mec-
Tax, Ie BOOOILE MPOUCXOAUT OObI3BECTRIEHUE, OHO COBEP-
1IaeTCsI TOYTU HOpMaibHO. OCTeOKIaCTUUECKasT IESITe b~
HOCTb HE I3MEHEHA, YCUJIEHHOTO paccachIBAaHUSI KOCTU HE
ObIBaeT. B 11€710M KOCTb IpY HECOBEPLLIEHHOM KOCTeo0pa-
30BaHUM OYEHb OeAHA KOCTHBIMM 3jleMeHTaMu. Pa3BuBa-
JOILIasICsl KOCTHAsI TKAHb MMEeT He MPpaBUIbHOE TJIACTUH-
yaToe CTPOeHUE, OPraHM30BaHHOE BOKPYT FABEPCOBBIX Ka-
HAaJIOB, @ KAKOH-TO OCOOEHHBII 36pHUCTBII MU TTOPUCTHIIA
BUJI. MHOrOUMC/IEHHBIE Ma3yXy MEXITY KOCTHBIMU OCTPO-
BKaMU 3aITOJTHEHBI PHIXJION COeAMHUTEILHOM TKaHbio. Kop-
KOBOE BEIIIECTBO BeChbMa MCTOHYEHO. Bce 310 BMecTe B3sI-
TOE CHIXKAeT MEXaHMUECKIE KaueCTBa KOCTH, BCICICTBUC
Yyero HabJIromaeTcsl MaTojIOTMYecKast JOMKOCTb KOCTEH.

KocTtHble u3MeHeHUsT BO BHEIITHEM KapTMHe 00JIe3HU
SIBJISIFOTCSI BeIyLLIMMU, OTHAKO, OHU He eIMHCTBeHHbIe. Ha
TIEPBOM MECTEe CTOSIT TaK Ha3bIBaeMBIe CUHIE CKIICPEI. DTO
CBOeOOpa3Hasi OKpacKa OeJTIKOBOI M POroBoii 000JIOUKH IJ1a3
— cuHsIs, Tonyoast. OOBICHSIETCS 3TOT CUMITTOM T€M, UYTO
CKJIEpBI 1 POTOBUIIbI ICTOHYEHBI IIPUMEPHO 110 1/3 cBoeit
HOPMaJIbHOM TOTIIMHBI. UMEIOTCS TakKe yKa3aHWs Ha
BeCchbMa ITy0OKIe KauyeCTBEeHHbIE U3MEHEHMST STUX ME3EH-
XUMaJIbHbIX 000J104ueK 1a3a. Kak Ob1 TO HM ObLI1O, CKJIepa
SIBJIIETCS TOHKOM, MSTKOM, TIONATJIMBOU — JIEMITOCKIIEPUS;
JIexalasi, o Hel CoCynucTasi CeTh IPOCBEUMBAET.

T'opazno MeHee U3BecTHa rojybast okpacka bapabaHHbIX
MEPEITOHOK, KOfIOé)aFI, €CTEeCTBEHHO, He TaK oOpalliaeT Ha cebst
BHUMAaHUE U TpeOyeT CrielMaIbHbIX METOIOB OIPEIE/ICHMS.

XapakTepHBIM OOIIMM CUMIITOMOM HECOBEPILIEHHOTO
OCTEOTeHe3a CIIYKUT 1 OTOCKIJIEPO3, HO TYTOYXOCTh M TJIy-
XOTa He HaOJII0IAI0TCsI 10 TIEPUO/IA IMOJIOBOIO CO3PEBAHMS.

ITaneHue ciyxa pa3BuUBaeTCs, IPOrPECCUBHO HapacTasi ¢
Pa3IMYHOM OBICTPOTOM, INIb HaurMHas ¢ 20-30-1eTHero
Bospacta. [IprnurHoiT 0TOCKIIepo3a NP 3TOM 3a00JIeBaHIUM
SIBJISIETCS] HApaCTaloIMii (hnOPO3, a 3aTeM KOCTHBIN aHKU-
JIO3 CYCTaBOB MEJIKUX KOCTE (MOJIOTOUCK, HAKOBAIBHS 1
CTPEMEYKO) B MOJIOCTHU cpemHero yxa. OToCKIIepo3 BCTpe-
YaeTcsl peke JISNTOCKIIEPUU, TIO3TOMY TaHHBIN CUMITTOMOM
00J1e3H1 He Bceraa HabIromaeTcsl.

CriefyeT TakKe ykas3aTb Ha Majlo U3BECTHYIO, HO TIOBOJTb-
HO YacTyI0 TIpY HECOBEPIIIEHHOM OCTEOTeHe3e KOpUIHeBa-
TYIO OKPAcKy 3y0OB, OOBSICHIEMYIO OCOOO0I0 ITPO3pauHOC-
TBIO 3yOHOI AMan. BeTpeuatoTes yxke ropasno 6ojiee pel-
KO TaKye MPU3HAKU, KaK HeTIPaBIbHOCTU pa3BUTHSI 3yOOB,
HOTTeI Ha Majblax pyK U HOT, a TAaKXKe BOJIOC, TIPUTOM B
CaMBIX PA3IMYHBIX COYCTAHUSIX.

Cunapomy JlobmmreitHa-DKMaHa TAKXKE CBOMCTBEHHBI
C1a00CTh, APSIOIOCTh, HEMOPA3BUTOCTh CYCTABHBIX CYMOK
M BCETO CBSI30YHOIO CYCTaBHOTO arirnapata. B pesynbrate
3TOro OOJIbHBIC MEIOT, TOMUMO KOCTHBIX M3MEHEHMUI, e11ie
pa300ATaHHOCTb B CyCTaBaxX U CPaBHUTEIbHO YaCcTO MPU
TpaBMax UMEIOT OBITh Pa3phIBbI CBI30K, 1 JasKe BHIBUXM.

Buoxumumieckoe rccienoBaHre KpOBU He OOHAPYKU-
BAeT MaToJ0rMYECK1X U3MeHeHu. Kak npaBuiio, KaabLui
1 pocdop KpOBM HAXOAATCS Ha HOPMAJIbHOM YPOBHE.
Bo3MoXHBI BpeMeHHbIE 1 He3HAYUTEIbHbIE KOIeOaHMsI 3THX
roKazaresieii MUHepaJIbHOro OOMeHa, YTO COBIMAAAET ¢ (ha-
3aMU1 00OCTPEHMST 3a00JIEBAHMS M YJallleHUEM TTEPEJIOMOB.
'YMCTBEHHOE ¥ TIOJIOBOE pa3BUTHE OOJILHBIX HE HAPYIIAETCS.

Y 60apHBIX ¢ cHApoM JloomITeitHa- DKMaHa OOBIYHO
MPUXOOUTCS BUIETh OMHOBPEMEHHO 10 3-6 MepeioMOB KO-
cteil. Yallie Bcero ObIBAIOT NepesiOMbl KOCTEM HIKHEN KO-
HEYHOCTU, B OCOOEHHOCTU O€APEHHOM, peXke KOCTU roJie-
HU. JUTMHHBIE TpyOUuaThle KOCTU HE YKOPOYEHbI U HE YTOJ-
IIICHBI, 4, HA00OPOT, KAKYTCS OUYCHBb CTPOMHBIMU. DIT(H-
3apHBIC KOCTHBIC KOHIIBI KaXKyTCSI OTHOCUTEIBHO TOJICTHI-
mu. benpo ayroodpasHo MCKPUBIEHO BBEPX U HAPYXKY, KaK
MpY paxuTe, U COXpaHsIeT HOPMAaIbHYIO JUTMHY, OOJIbILIeOep-
110Bast KOCTb MMEET BUI, CaOCTbHBIX HOXKEH, BHICTYITAIOIINX
OCTPBIM MepeIHUM rpedHEM BHCEC}I. W3meHeHust 00bIMHO
CUMMETPUYHBI ¢ 00eMX CTOPOH. YacTo BUITHBI JIOO3EPOBC-
KUe 30HBI, KOTOPBIC HE CJICAYET CMEIIMBATh C UICTUHHBIMU
repeoMaMU: KOCTHBIC MO30JI HE MMEFOT TaKMX OOJTBIIIMX
pa3MepoB, 3aTO JIy4llle OObI3BECTBIICHBDI.

VY nereii crapiuero Bo3pacta MHOLIa HaOI0AAeTCs 10~
BOJILHO CJIOKHAsI TIO CBOEMY CTPYKTYPHOMY PUCYHKY TTepe-
CTpOIiKa KOCTHOTO BelllecTBa. B peakux cirydassx KOCTh MO-
JKCT TIPHOOPECTH KPYITHOSIUCHCTHIN BUI, TAK YTO HEKOTOPBIE
ABTOPHI TTUIIYT 00 0OCOOEHHOM KMCTOBUIHOM PEHTIEHOJOI M-
YyecKoi (popMe HECOBEPILIEHHOTO KOCTe00Opa30BaHMsl.

TT03BOHOUHMK TaKKe MOXKET ObITh BOBJIEYEHHbBIM B Ma-
TOJIOTMYECKUI TTporiecc. Bee To3BOHKM CTPYKTYPHO M3Me-
HEHBI, TOPOTUYHEI, TIPO3pAYHEL, Tejla CJICTKA PACIIIMPCHEI.
MHorma Ha Bcex, Ha MHOTHIX WJIM Ha OTICIIBHBIX TeJIax 10—
3BOHKOB ITIOIIANKU CUIbHO BIABJICHBI U TBOSIKOBOTHYTHI,
a XpsI1IeBbIe TUCKU, HA000POT, BLICOKU, YEUEBULIETION00-
HbI, TBOSIKOBBIITYKJIbI.

JIOBOJTBHO XapaKTe; KapTUHY TIPE/ICTARIISIET TTPU OC-
TeoricatTrpose ueper. LIlupokuii 100 BbITISTYMBAETCS BIie-
el ¥ KPYTO MOMHUMAETCSI, BACOUHBIE KOCTH HABKMCAIOT HaJl
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Hapy>kKHBIMU CJTIyXOBBIMU ITPOXO/IAMHU, a YIIIA OTTOITBIPEHBI
KHU3Y 1 KHapy>u. Becb MO3roBoli ueper BeJIMK 1 Ipou3-
BOIIUT BIeUaT/IEHNE HETIPABUIILHOTO YCEYEHHOTO KOHYCa,
BEPILIMHOI MOKOSIIETOCS Ha ITO3BOHOYHMKe. MIHOTIAa 1y
B3POCJIBIX OCTAIOTCSI 3USIIOIIMMM IIIBBI; UX 1a5Ke MOXKHO
npoiynatb. Koctu cBoma kpaitHe uctoHueHbl. Kak ripa-
BIJIO, BUTHBI MHOTOYMCJIEHHBIE T00aBOYHBIE BCTABOYHBIE
(BOPMUEBBI) KOCTOUKH 11IBOB. IMEIOTCS yKazaHusl, 4To Mpy
0O0IIIeM OCTEOITOPO3e MACCUB KAMEHUCTOM KOCTU HE TOJThb-
KO He TepsieT KOCTHOTO BEILIECTBA, HO TaKe MOXKET CKIIEPO-
3UPOBAThCS; BO BCSIKOM ClTydae, 3TOT yJ4acTOK OCHOBAaHUSI
yepera ¢ 00erX CTOPOH KOHTPACTHO BBICTYITACT Ha (DOHE
0oJjiee MpO3pavyHbIX, YEM B HOﬁMe, 3JICMEHTOB Yepera.
Hnst medenms cuHapoMa JlooimreitHa-DKkMaHa 6e3yc-
TTCIITHO MCITPOOOBAaHbI BCEBO3MOXKHBIC SHIOKPUHHEBIC, BI-
TaMMHHBIC U APYTUE Iperaparsl. B yactHocTH, GecrioMolt-
HbI BCE ITPOU3BOIHBIE OKOJIOLLIMTOBUIHOM XeJIe3bl, ITPU
TOMOILIM KOTOPBIX MBbITATACH MOBIMSITh HA MUHEPAIbHbIA
00MeH. YUuThIBas MpaBWIbHOE CTapoe HabIoneHue 00
YIYUIIIEHUN COCTOSTHUSI OOJIBHBIX C MX BCTYTUICHUEM B Tie-
PHOJI TIOJIOBOTO CO3PEBAHNSI, CTAJTU UCTIHITHIBATD TTOJIOBbIE
TOPMOHATBHBIE TIPOIYKTBL. OIIHAKO OMPEIeIeHHOTO T10JI0-
JKUTEJIbHOTO OXKMIaeMoro apdekra oT ux AeiCTBUS TOXe
He noxyunan. OCTaroTcs ONHU TOJIBKO OOIIME IHAASIIe
MEPOTIPUSITHS, OOIICYKPETUISIONIAST TEPATTsT, TIperapaThl
KaJIbIIMs, BUTAMUH D, TIOTMBUTAMWHBI, TIPU3BAHHBIE TTPe-
JIOTBPATUTh W, TIO KpaifHE! Mepe, COKPATUTh YUCIIO He-
MMHYEMO HaCTyMaOIINX repeioMoB. Camu ke TiepesIOMbI
MOIIAIOTCSI OOBIYHOMY JICUEHUIO BITOJTHE YCMEIIHO, ITPUIeM
JIaKe B COKPAILIEHHBIE CPOKMU.
cTpauueii cuHapomMa JloodureiiHa-OKMaHa sIBisi-
eTcst 6ostpHOM K., 34 et (uctopus 6ome3nn Ne 657), ko-
TOPBIA MOCTYIIJI B TPABMATOJIOTUYECKOE OT/IEJIEHNE C I~
arHO30M — 3aKPBIThIM OCKOJIBYATHI MATOJIOTMYCCKUIA TIe-
peoM MpaBoii beIPEeHHOI KOCTU CO CMEILIEHUEM 00JIOM-

KOB B HUXKHEW TPETH, BTOPUUHBI CUCTEMHbBIN OCTEOIOPO3,
KOHCOJIMAMPOBAHHBIN HCPGI[OM 1LIEHKY MPaBoi 6eIpeHHOI
KocTH, Kokcaptpos I — Il crenenu.

ITpu ocmoTpe 60IbHOTO OOpaliacT BHUMaHNE: CUHUE
CKJIepHI, nehopMalyst 00erx Oeiep, XapaKTepHbIi 15 3a-
OoseBaHMs yepen. HaciencTBeHHOCTh OTSTOLLIEHHA — IO~
JIOXKUTEJTbHBIM CEMEMHBIM aHAMHE30M — OTell OOJIeH CHH-
JipoM JloO1reitHa-DkmaHa.

JlrarHo3 ObL1 OCTABJIEH OOJIBHOMY €I111€ B POIZIOME, TE
BO BpeMsI POJIOB ITPOM3OLLIEN IEPBbII MepesioM OeIpeHHON
koctu. J1o 11 net pasBuBascs 00JIbHOM HOpMAJILHO, ¢ 11 10
16 J1eT MPOM30ILIIM HEOMHOKPATHO IePesIOMbI 00EX Oe-
PEHHBIX, IJIeYEeBbIX KOCTEH 1 KocTel npearieunii. B 23 rona
CTaJT OTMeUaTh CHIDKeHUE ciyxa. B 27 ner (mocie 10-1eT-
HETO NepepbiBa) 60JIbHOM TIOMAIAET B TPABMATOIOTMYEC-
KO€ OTHeJICHIE C AMarHO30M — 3aKPBITBIM IIePeIoM IICHKI
MpaBoii OeAPEHHOI KOCTU CO CMELLIEHUEM, 3aKPbIThIN Ie-
pPEJIOM Hapy>KHOTO MBIILLIE/IKA OOJIbILIEOSPLIOBOI KOCTH CJie-
Ba. [IpousseneH 66T octeocuHTe3. B 30 sieT pa3Buicst oue-
PETHOI 3aKPBITHIIE MHOTOOCKOJIBYATHII TTIEPEJIOM TTPABOTO
HaJIKOJIEHHMKA C PACXOKICHNEM KOCTHBIX OTJIOMKOB. BbI-
TOJTHEeHa ObUIa oriepaliys - yIaaeHNe HATKOJICHHUKA.

bonbHoit ¢ 2000 roga nasanup, 11 rpymnel, iepeasura-
€Tcs1 C TIOMOILBIO TPOCTH, TOJIBKO Mo KBapTupe. Ha mpots-
SKEHWU BCEH XKM3HU TTPUHUMAJT KaJIbLIMiI comepsKaliye rmpe-
mapatbl. BUOXUMUST KpOBM, B YaCTHOCTH MaKpO- M MUKPO-
2JIEMEHTOB He TIPeTepIie/ii KaKMX-IM00 N3MEHEHUI 32 BECh
riepyuo HaOOACHUSI.

Takum 006pazom, MpoBeAeHO KITMHUYECKOe HAOMIOACHE
0OJIbHOTO, cgqaz[alomero HACJIeICTBEHHbBIM 3a00J1eBaH1EM,
cuHapomoM JlobireitHa-OkmaHa. KimmH1uuecku mposiBJisi-
FOILIETOCS] MHOXKECTBEHHBIMU B XKU3HU TIEPEIOMaMU, 00yc-
JIOBJICHHBIMM HE COBEPIIIEHHBIM OCTeoreHo3oM. I1pobite-
Ma, KOTOPast KAET CBOCTO PELLICHNS.

LOBSTEIN'S SYNDROME

R.I.Kutuzova, I.N.Tatarnikova, L.S.Mitukinskya, L.P.Kovakeva, E.G.Stenjkina
(Municipal Hospital Ne 3, Irkutsk State Medical University)

At present article isf]:éresented a case of Lobstein's sil(ndrome - hereditary autgsomal-dominant disease, characterizing

with the disturbance of bone tissue, bone tragility and s
rarely met in the practice.
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Peztome. B cmamve npedcmaenen ucmopuueckuil Mamepuan uzoamensckoul desmenvHocmu eépaveii Bocmournoii Cubupu 6 19 u

0 exax.

Karouesvie caosa. Hzoamenvckas desmenvrocms, meduuurckue oowecmsa, 19 u 20 sexa, e. Upkymck.

Jo XVII Beka B Cubupu He ObUIO HA OJHOTO Bpaya.
Cwmeptb bopuca I'omyHoBa IprBesia B CChUIKY OIMabHbIX
Jiekapeii apckoro asopa. Tak B 1660 r. B cchlIKy, B Mp-
IHWCK ObLI cocnaH )?Baq Kacmap ®@umrep 13 Keanrcoepra.

03Xe, B HaUaJjie 111 Bexa, cTajo NPUHSITHIM KaXKIbIM
ryOepHAaTOPOM BBITACHIBATH Bpaua n3 Poccum.

B 1737 rony o yka3y nipaBUTEJICTBA «B 3HATHBIX TOPO-
Jlax UMTIEpUI» BBEJTU JIOJKHOCTh TOPOIOBBIX Bpaveit. 1o
CITYCT$I TTOCJIe OPUIIMATTBHOTO BBEICHUS BpaUeOHBIX YITPaB,
oHa Obl1a co3gaHa u B MpKyTcke, Kak v repBasi Ka3eHHast
arnrreka. CocTtaB BpaueOHOM YTpaBbl MPEICTARICH ObLT TPe-
MsI BpadyaMy — MHCITEKTOP, OTiepaTop 1 akyiiep. B cTpyk-
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