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ONTUMUI3ALUNA NEYEHNA OAOHTOINEHHbIX KEPATOKUCT
N MHOXECTBEHHbIX BA3SAJIUOM Y BOJIbHbIX C CUHOPOMOM
FOPJINHA - rOJIbLA

B.B. AHOptoxuHa, H.3. CnupudoHosa, B.A. Cmy4unos, H.B. Tumoea
Y MOHUKU um. M.®. Baadumupckozo

Mpu cuHpgpome lopanHa — [onbL@ MHOXECTBEHHble 6a3a/1IbHOKNETOYHbIE OnyxoJin aCcCounUpyroTca C PasHO-
06pa3HbIMM NOPOKaMMn pa3BUTUA CKeNleTa, B TOM Yncne YeNCTHO-NNLEBOM obnactn. OCHOBHble npoAs/sieHNA 3abo-
JiIeBaHUA — KUCTO3Hble o6paaoBava Yesntoctei U 6asanbHOKIETOUHbIV PaK KOXMW. HanbonbLas 3¢¢eKTMBHOCTb ne-
YeHUs 60oNbHbIX AOCTUrasnaCb UCNONb30BaHUEM KPUOTEHHOro BO34ENCTBMA B COYETAHUN C onepaTtnBHbIM BMelLla-
TENbCTBOM.

Kntouesble cnosa: cvHapom lopavHa — foibua, MHOXecTBeHHan 6a3annmoma, CMHAPOMAsbHbIE KEPATOKMUCTbI, ba-
3a/IbHOK/IETOYHBIN PaK KOKM, KPUOTreHHOE BO3AeNCTBME.

OPTIMIZATION OF TREATMENT OF ODONTOGENIC CYSTS AND MULTIPLE BASALIOMAS IN PATIENTS
WITH GORLIN — GOLTZ SYNDROME

V.V. Andrukhina, N.Z. Spiridonova, V.A. Stuchilov, N.V. Titova
M.F. Vladimirsky Moscow Regional Clinical and Research Institute (MONIKI)

In Gorlin—Goltz syndrome, multiple basal-cellular tumors are associated with different skeletal malformationsincluding
those of maxillofacial area. The main disease manifestations are cystic jaw neoplasms and basal-cellular carcinoma of the

skin. The maximal patient treatment efficacy was achieved using cryogenic therapy combined with surgical intervention.

Key words: Gorlin — Goltz syndrome, multiple basalioma, syndromal keratocysts, basal-cellular carcinoma of the skin,
cryogenic treatment.

CywectByeT He meHee 200 cemelHbix dopm 3TO reHeTUYecKn [eTePMUHUPOBAHHBIM NOAUOP-
3/10KaYecTBeHHbIX 3abosieBaHMN. BasanbHOKNETOY- raHHbI CUMHAPOM, Hac/iegyembli MO ayTOCOMHO-
Hbl/A paK Mo YacToTe 3aHMMaeT BTOPOe MecCTo cpe- OOMMHAHTHOMY TUMY, MPU KOTOPOM MHOMeCTBEH-
AW BCeX onyxonesbix 3aboneBaHuit yenoseka (no- Hble 6a3aNbHOKNETOYHbIe OMYyXOAM acCOLUUPYIOTCA
CNe paKa Nerknx y MyX4mH M paka MOJIOYHOWN Ke- C pa3HOOOpasHbIMW MOPOKAMMU PA3BUTUA CKeNeTa,
Nle3bl y KEHLLMH), @ Cpeam 3/10Ka4eCTBEHHbIX aNuUTe- rnas, HepPBHOM, SHAOKPUHHOMN CUCTEM U APYFUX Op-
NIMaNbHbIX HOBOODOPA30BaHMIN KOXKM OH COCTaBnAeT raHOB W TKaHeWn.
oT 75 po 96,8%. Mo gaHHbIM INTEPATYPbl, MHOXe- OcHoBHbIMK npoasneHnamn CIT B yentoCcTHO-
CTBEHHble 6asannomsbl coctasaatoT 10-21% oT Bce- nnueBoit 0bnactTu ABNAKOTCS KMCTO3Hble obpa3oBa-
ro Yncna 60nbHbIX 6a3aNbHOKNETOYHbIM pakom [3]. HUMA YentocTen U 6a3a/IbHOKIETOUYHbIN PaK KOXM, a

Pag coBpemeHHbIX WccnepoBaTesnelt paccMa- TaKKe HenpasuabHaa dopma 3y60B, MHOXeCTBEH-
TPUBAIOT MHOXECTBEHHble 6a3a/IMOMbl HE KaK MeCT- HbI Kapuec, NapoAoHTO3, BbICTyMNatolme NO6HbIe
HbI/ OrpaHWYEHHbIN NpoLecc, a Kak 3aboneBaHue, 6yrpbl, WKWPOKaa nepeHoCuLa, MPOrHaTuMA, FoTU-
NMPW KOTOPOM MPaKTUYECKM BECb KOMKHbIA MOKPOB yeckoe Hebo [3]. MHoKecTBeHHble 6asanvombl y
60/1bHOr0 Kak Obl NPeAyroToBAEH K Pa3BUTMIO 3TOFO 60nbHbIX CIT pacnonaratoTcs, Kak NpaBuao, CMMMe-
HoBOObpa3oBaHMA. TPUYHO M BUNATepasbHO KaK Ha OTKPbLITbIX, TaK U Ha

Ocoboe MecTo B CTPYKType MHOMeCTBEHHbIX ba- 3aKpPbITbIX Y4aCTKax KOXKM, ML, TYI0BULLA U KOHEY-
3a/IMOM 3aHUMaeT cuHapom fopauHa — lonbua (CIT). HocTel (puc. 1).

50




AJbpMaHaX KJIMHNYECKON Meauumuabl Ne 19’2008

Puc. 1. bonbHaa M. c mHoxcecmeeHHoU 6a3zaauomoli
npu cuHOpome lopauHa — [onbua.

KonnyecTso onyxosieBblx 04aroB y 04HOro na-
LMEeHTa MOXKeT BapbupoBaTb OT 2-3 A0 HECKO/b-
KMX OEeCATKOB M Aake coTeH. baszannombl nocre-
NeHHO YBE/IMYMBAIOTCA B pasmepax MAM OCTatoT-
cA OTHOCUTEeNbHO 6e3 mameHeHusa o 25-30 ner,
a 3aTem MPOUCXOAMUT arpeccuBHbIA POCT, OTAE/Nb-
Hble OMYX0/IM HAYMHALOT BbICTPO PACTU, N3BA3BAA-
I0TCA, NOABNAIOTCA HOBblE OMYXOAM, @ AAUTENbHO
cylwiecTeytowme TpaHcHOPMUPYIOTCA B MeTaTUNMU-
YEeCcKU pak.

Hanbonee yactoe deHoTMnMYeckoe nposBse-
Hue CIT — 3TO ofOHTOreHble KepaToKMUCTbI (puc. 2).
OHu BcTpevatoTca B 65-75% Bcex cnyyaes CIT u va-
CTO CTAQHOBATCA NepBbIMU NPOABNEHUAMWU 3abose-
BaHWA. KepaToKMCTbl BApbUPYHOT MO YNCAY U pa3me-
pam, MOryT pa3BMBaTbCA KaK Ha BEpPXHeR, TaK M Ha

RIGAT

HUXHeln yentocTn. Hanbonee yacto oHM pacnonara-
toTCA B 061aCTU BETBU U YA HUMKHEN YentocTy.

CHApOManbHble KEPATOKUCTbI CKNOHHLI K pe-
uMaAnBMpoBaHuto, ocobeHHo B Bo3pacte Ao 30 net
(cyactoTo ot 20 80 62,5%) U K Heonnasuu. B coean-
HUTE/IbHOM TKAHW CTEHKM KUCTbl YacTO coAeprKaTca
JoYepHMe KUCTbl, OTMeYaeTca npoandepauma anu-
TE/NMaNIbHOW BbICTUIKM C OTLUHYPOBKOM KOMMAEK-
coB 6a3a/ibHbIX KJAETOK, U 3TO OT/IMYAET UX OT 06bIY-
HbIX KepaToKMCT. CKIOHHOCTb CMHAPOMAbHbIX Ke-
PaTOKUCT M 6a3a/IMOM K peLmanBUpPOBaAHUIO U 03/10-
KayecTBAeHUIO 0bycnoBMAa HEOOXOAMMOCTb paspa-
60TKKN Boslee pagmKanbHbIX METOLOB /ieYeHuUs.

Lenb HacToAlero nccaefoBaHns — paspaboTka
PaLMOHaNbHOIO MNOAX0AA K JIEYEHUID CUMHAPOMANb-
HbIX KEPATOKMCT 1 6asannom y 6onbHbIx CIT.

Puc. 2. MHoxcecmseHHble KUCMOo3Hble 06pa3o8aHus y 6osnbHoz2o K. ¢ cuHOpomom lopauHa — [onbya:
a — KOMIMboMepHas Momo2pamMma (PeKoOHCMPYKYus 8 cazummanbHol naockocmuy);
6 — opmonaHmMomozpamma.
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MATEPUANT U METO/bI

B KAWHWKE YeNtCTHO-NULEBON XUPYPrum
MOHUKU nm. M.®. Bnagmumupckoro ¢ 2000 no
2007 r. npoBegeHo obcnenoBaHue u nevyeHue 25
60sbHbIX € CIT (16 My»KUYMH 1 9 }KeHWwMH). BospacT
60/1IbHbIX Ha MOMEHT 0bpalleHnA K YentoCTHO-
nvuesomy xmpypry — ot 17 go 59 net. Y 17 na-
LUMeHTOB 6blNO CBbIWe NATM 6asasiMom ogHoBpe-
MeHHO. B 06n1acTu ronosbl U WEN MaKCUMaNbHO
nx 6bi10 Bocemb (y ogHoro 60nbHOrO).

MpX pPeTpoCneKTMBHOM aHanu3e BbISIBAEHO,
YyTO BOCEMb DO/IbHbIX NpeaBapUTENbHO MOAyYanu
KOHCepBaTMBHOE /le4yeHMe, Nocae KOToporo y Tpo-
UX BO3HUKAW peumansbl —4epes 2, 6 n 12 mecaues
nocsie OKOHYaHUA Iy4eBOM Tepanunu; B Tpex Habto-
OEHUAX — noc/ie NpoBeAeHNs Kypca MMMYHOTepa-
nuu yepes 2, 6 1 9 mecaues, y ABYyX 60NbHbIX peuu-
OVB HacTynua yepes 6 mecaLeB nocse NepBUYHO-
ro ucceyeHus.

Y 6onbHbIX ¢ CIT 6asanvombl B obnactn rono-
Bbl U LUEW C MAaKCUMaJIbHbIM pasmepom 4o 2 cm (T1)
6b11n y 22 YyenoBeK, oT 2 4o 5 cm (T2) —y gBomx, 6o-
nee 5cm (T3) —y ogHoro 6onbHoro. Paamepbl onyxo-
Nieii He 3aBUCeNM OT BO3pacTa M nosa 6onbHbIX. Hau-
6onee KpynHble 6aszannomsl y 6onbHbIx CIT pacno-
Jlaranmcb Ha BOJIOCUCTOM YacTW ro/oBbl, 1O6HON U
BMCOYHO-TEMEHHOM 0b61acTL.

Bcem 60nbHbIM nNpoBeAeHbl KAWMHUKO-nabo-
paTOpHbIe M PEHTIEHONOMMYECKUE WCC/Ief0BaHuUA
0N YTOYHEHUA W MNOATBEPKAEHUA KAMHUYECKOTro
avarHosa. lucronornyeckoe wuccnegoBaHue 6bi10
BblNosiHeHO 25 6onbHbIM CIT (38 onyxoneit), ocTanb-
Hble 6a3anMoMbl NOATBEPKAEHbI pe3ynbTaTaMn Lu-
TO/IOMMYECKOTro UccnenoBaHuA.

Bblnv onpeaeneHbl NOKa3aHUA K KPUOXMPYPIu-
yeckomy meToay:

— pa3mep 6a3aMoMbl, He NpeBbILLatoLLMI 3-7 cm?
(npy 68nbWINX pasmepax NPUMEHSETCA B COYETAHUM
C XMPYPIrUYECKMM UCCeYEHNEM OMNYXOSN);

— KpUTMYECKas 0Kanamnsauma — B 061acTm Hoca,
YLWHOM PaKoBWHbI, B NapaopbuTtanbHo obnactum, B
061acTn BHYTPEHHETO M HAPYKHOTO Y108 r1a3a, BU-
COYHOM, TeMeHHOW, NobHoI obnacTax;

— OC/IO}KHEHHbI 06LWNiA cTaTycC.

ABCONMOTHBIX NPOTMBOMOKA3aHUIM K KPUOXUpPYP-
rMYeCcKoMy MeToAy Ie4EHUNS He BbIAB/IEHO.

[ns KpMOreHHOro fieYeHUa HamMu UCMOJb3yeT-
CA aBTOHOMHbIM ManorabapuTHbIA Kpuoannapat
«KPUO-05» ¢ moandpuumMpoBaHHON KaHel U UH-
OVBUAYANbHbIM HAKOHEYHMKOM, KOHTPYSHTHbIM C
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nocneonepaLmMoHHOM KUCTO3HOM NOMIOCTbIO KepaTo-
KWUCTbI NOC/E LUCTIKTOMUU.

MeToamka onepaumm peanusyeTca chegyto-
LWMm 06pa3om: B CreLmanbHY0 PE3NHOBYHO Kamncyny
C XUAKUM METa//INYECKMM TenaoHoCMTenem nome-
LaeTcA Ten1006MeHHUK, B KOTOPbIA Npu onepaumm
NofaeTca KUAKUIM a30T. OXNarKAEHHbIA TenaoHo-
cuTeNb 3aTBepAeBaeT U CTaHOBUTCA HAKOHEYHMKOM
KPUMOUHCTpyMeHTa. lNocne nposefeHUA TUMUYHOM
LMCTIKTOMMU HaA JIOXKE KUCTbl MPOU3BOAMUTCA KPUO-
BO34eicTBMe ¢ TemnepaTypoi oT +36°C go -80°C.
Bpema Kpuososgencteusa — 1-2 MUHyTbl. B ganb-
Helwem (nocne agresnu) KpPMOBO3AENCTBUE OCY-
wectenfetca ot temnepatypbl -80°C go -160°C co
cKkopocTbto 100°C B MUHYTY M 3Kcnosuumemn 6-7 mu-
HyT. Mpwn 3TOM Ha rybuHe 0,3-0,5 cm B nognerkalLei
KOCTHOM TKaHM TemnepaTypa gocturaet -20, -30°C,
YTO rapaHTMpyeT rmbenb OnyxoneBbiX KOMMIEKCOB
B KepaTokucrte. bonblwana Tennopumsmnyeckas adpdek-
TUBHOCTb MHAMBUAYA/bHbIX HAKOHEYHUKOB 06bBAC-
HAETCA AOCTUMKEHMEM KOHLEHTPauun U30Tepm of-
HOBPEMEHHO B 06beme ByxToo6pa3HOM KMCTO3HOM
nonoctu. MNpeasorkeHHaa MeToAMKa NO3BONAET yBe-
NNYnTb rybuHy HeKposa B 2-2,5 pasa u gesuTanu-
3MpoBaTb NPW NOKA3aHMAX MOoAJeXkKallyto KOCTHYH
TKaHb W OMyXOJIEBblE K/IETKN KEPATOKUCTbI BHE 30HbI
BM3Yya/IbHOrO MaHUMYIMPOBAHWA.

Pa3paboTaHHas B OTAENEHWNM YENHOCTHO-ULLEBOW
XMPYPrunM MeToAMKa KOMOWMHMPOBAHHOIO JleveHus
6aszanmMom npumeHsanacb 18 60nbHbIM. OHa 3aKnto-
Yasacb B COYMETaHUWN PaAAMKANbHOIO XMPYPrmyeckoro
ncceveHma annapatom «KPUO-05» npeasaputenbHo
3aMOpPOXKEHHON OMNYX0/M C OAHOBPEMEHHOMN Kpuo-
OEeCTPYKUMEN MATKOTKAHHOTO /10XKa onyxosnu [2].

B 3aBucMmoOCTM OT cnocoba nposBeaeHHOro fe-
YeHWA KepaTOKUCT B Xo4e NPOBOAMMOro nccienoBa-
HuMA 6onbHble CIT 6blAN pasgeneHbl Ha TPU FPynnbI:
OAHY KOHTPOJIbHYIO U ABe OCHOBHble. B KOHTpO/b-
Hol rpynne (7 60nbHbIX) 6blNa NpoBegeHa LMUCT-
9KTOMWA B KayecTBe CaMOCTOATE/IbHOTO MeToaa Jle-
yeHus. Bo 2-i rpynne (9 60/bHbIX) Mbl BbINOJHWUAN
LUCTIKTOMMUIO C KPUOXMPYPTUYECKMM BO3AENCTBUEM
Ha KOCTHYtO TKaHb. B 3-11 rpynne (9 6onbHbIx) 6blna
npoBefeHa LUCTIKTOMUA C KPUOAECTPYKLUMEN U 3a-
NOJIHEHNEM J10XKa KMCTbl BUOKOMMO3ULMOHHBIM Ma-
Tepuanom.

PE3Y/1IbTATbl U OBCYXKOEHUE

B 6auKaiiwem nocseonepauroHHOM nepuoae
OTMeYeHbl OC/IOXKHEHUA Y ABYX 60/bHbIX 1-U rpyn-
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Mbl NOCcaAe NPOBEAEHHON LIMCTIKTOMUM, B CBA3U C YEM
nocsieonepayMoHHan paHa bblia nepesegeHa B OT-
KpbITOe BeAeHMe nog, TaMnoHoM. Yepes rog y aTmx
60/IbHbIX BO3HWK PEUNaMB KepaToKUCTbl. Bo 2-i
rpynne y ogHoro 60/bHOro B paHHeM nocaeonepa-
LMOHHOM Mepuoae BO3HUKAM PACXOXKAEHWE LUBOB
N HEKPO3 MATKMX TKaHEM, pacrnonaratoLLmxcs BOKpyr
061acTM KPMOBO3LENCTBUS, YTO CBUAETENLCTBYET O
MOrpeLHOCTN TEXHUYECKOro XapakTepa. B 3-i rpyn-
ne y ogHoro 60/1bHOro 61710 OTTOPXKEHNE UMMNIAHTA-
LMOHHOro matepuana, 4To NpmBeso K BeAEHUIO No-
cneonepaumoHHOn 061acTh OTKPbLITbIM CNOCOOOM.

Y nauumeHToB 2-i rpynnbl Yepes 3 mecAua pPeHT-
reHo/I0rMYeckn onpeaensnnucb HayasibHble NpPU3Ha-
KM oCTeoreHesa, CHUMKEHME YETKOCTU KOHTYpOB B
KMCTO3HOM MonocTu. Yepes 6 mecsiLLeB 0TMeYanocb
ycuieHue npusHakos GopMMUPOBAHUA KOCTM B oYare
noparkeHus, a Yepes rof CTPYKTypa KOCTU npubau-
3M/1acb K HOpMaibHOM. Y 60nbHbIX 3-I rpynnbl Ye-
pe3 3 mecaua oTMeyeH 6onee BbICOKUI TEMMN OCTEO-
reHesa, a yepes rog Npu PeHTreHosorMyeckom ob-
CNefoBaHUM KOHTYPbl KUCTO3HOWM NOMOCTU He onpe-
nenanuce. B pesynbtaTte eyeHuns, NPoBeAEHHOrO No
[AHHON KOMBMHMPOBAHHON MeToAMKe, B OTAANEH-
Hble CPOKM HabatoaeHus (8o 5 net) y 18 60abHbIX OT-
MeYeH CTOMKUI NOMOXKUTENbHBIN pPe3ynbTaT.

[eBuTannsnpoBaHHas 3amoparkMBaHMEM KOCT-
HaA TKaHb, Hapsaay ¢ pesopbumnen, CTUMyAnpyeT pe-
napaTUBHbIE MPOLLECCbl BOKPYr KOCTHOM paHbl. O6-
pa3oBaHWe HOBOWM KOCTU UAET NO TUMNY 3HA0CTa/IbHO-
ro A1 NeprmocTasbHOro KocTeobpasoBaHMA € nocne-
OyHOLLEN MepecTpoiKoli B NAacTMHYaTyr0 KocTb [1].

C uenbto 6onee NOAHOIO U3y4eHUs OCOBEHHOCTEeM
OECTPYKTUBHbIX M penapaTMBHbIX NPOLECCOB B 30HE
NaTo/IOrMYECKOro o4ara B KOCTHOM TKaHM noce one-
paumMn B pasinYHble CPOKMU MPOBOAWUAN PALNOHY-
KAUAHbIE MCCnenoBaHUA. YCTaHOB/EHO, YTO pena-
paTUBHbIE NpoLecchl Hanbosiee APKO BbipaXKeHbl Ye-
pe3 3-4 mecsua nocne onepauumn u NPoAonKatoTcA
00 6-8 mecaues. [1oCTOBEpPHOCTb MeTOAa PagUOHY-
KAUAHbIX UCCefoBaHWUM ycTaHoBneHa B 93,3% [2].

B ycnoBMAX KPUOXMPYPrMYECKOro BO34EeNCTBUA
aganTtauma OGUMOKOMMNO3ULMOHHOIO MaTepuana He
OT/IMYAETCA OT TAaKOBOW B OObIYHbIX YCA0BUAX, HO
npu MNpoBEAEHUN KPUOLECTPYKLUMM CPOKM OCTeo-
reHesa COKpalanucb, a obbem peseLmpoBaHHOMN
KOCTHOWM TKaHW ymeHbluaaca. Takum obpasom, ycTta-
HOBJIEHO, YTO KPMOAECTPYKUMSA 61aronpusTHO BO3-
OeNcTBYeT Ha afanTauMOHHbIe NPUCNOCObUTENbHbIE
peaKkLumMn opraHMsma, gatolmMe BO3MOXKHOCTb opra-
HOTUMWUYECKOTO BOCCTAaHOB/IEHWUA MOBPEXKAEHHOMN
KOCTM, T.€. COXPaHEHUs ee HenpepbIBHOCTU U dop-
Mbl Yy 60/bHbIX € CIT.

C nomoLLbto KPUOAECTPYKUUM yOAETCA TaKKe
CTabununsnposaTb NporpeccnpoBaHne 6asanmomol u
npu HeobXoAMMOCTM pauMOHaNbHEe MJAaHWMpPOBaTb
PEKOHCTPYKTUBHO-BOCCTAHOBUTENbHbIE — OMepaLun

Ha nocsieAyloLMX 3Tanax AevyeHus, Korga chopmm-
pyeTcs aedeKT n KOHTpobHasA Buoncma NoaTeepAnT
OTCYTCTBME PeuuamnBoB. ITO CBUAETENbCTBYET O Nep-
CNEeKTUBHOCTM U LenecoobpasHocTM paspaboTaHHO-
ro HaMM MeToAa /IeYeHUs NepPBUYHBIX U PeLnanBU-
pytoLmx 6a3anMom MATKUX TKaHEW roNoBbl U LWen y
60nbHbIX ¢ CIT (puc. 3 n 4).

a

Puc. 3. bonbHoli T. 0o (a), 8o epems (6) u yepes 3 mecaya (8) nocae KpuodecmpyKyuu.
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Puc. 4. boneHoli M. do (a) u yepes 1 mecay (6) nocne KpUOXUPYP2UHECKO20 IEYEHUS.
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