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I0. B. TAIITROBY — 60 JIET!

Hoporoit FOpuit Buktoposuu!

B neun Bairero ciiaBHOTO 100115 KOJLIEKTIB
Hayuno-ucciaemoBaTeIbCKOTO UHCTUTYTA IET-
cKoit ouKojsoruu u remarosoruu I'Y POHII um.
H. H. Broxuna PAMH u Kadenpa qeTCKOU OH-
kogoruu PMAITIO, Bce BeTepaHbl U MOJOAEKD

CepevHo II03IPaBIAIoT Bac co 3HaMeHaTeIbHO
maroii!

[oJyirre MIOMOTBOPHBIE T'OALI CBOEH JKU3HU
BbI oTmanu pasBUTHIO U CTAHOBJIEHUIO HaIleld
MOJIOIOW HAayKU — OeTCKO! OHKoJoTruu. Barr
NPUPOKIACHHBIN Jap XuUpypra, Bamu sHanus
U YMEeHUA JAJIU JKU3Hb ThICAUAM MaJIeHbKUX IIa-
nmueHToB. Bo Bcex yronkax Poccuu oHU U UX PO-
IUTEJIX BCIOMUHAIOT Bac ¢ YyBCTBOM TIIyOOKOI
omarogapuocTtu. He menee 61aromapubel Bam u Te
YVUeHUKU, KOTOPBHIX BbI BOCIUTAIN U KOTOPBIM
Iajan IMyTeBKY B IPO(QeCcCCuOHATbHYIO TeATelhb-
HOCTH. BEI sAABJIsIeTeCh MTMOHEPOM MHOTHUX HayU-
HBIX UCCJEeNOBaHUN B IIeINATPUUECKON OHKOJIO-
Ti1, KOTOPbIe YCIEITHO MPOJOJIMKAIOTCSI 1 pPas-
BUBAIOTCA BamuMu copaTHUKAMU.

Mpgi1, Barriu Kojieru v Apy3bs, JI00UM U [eHUM
Bac, 3acay:xenuoro Bpaua Poccuiickoit @emepa-
muu, OJIECTAINEro JeTCKOr0 XUPypra-oHKoJaora,
IOKTOpa MeIUIITMHCKUX HAYK, mpodeccopa, U Ke-
JaeM BaM KpemKoro 310poBbsa, TBOPUECKUX CUJI,
ITaabHENINX yCIIeXoB B Barrieit akTuBHOM moBce-
ITHEeBHOM Mpo(ecCUoHaATbHON IesTeIbHOCTH, CUa-
CTbs U JOJTUX-TOJTUX JIET COBMECTHOM pabOThI.

Koanekmus HayuHO-uccredo8amenbCKozo
uHcmumyma 0emckoil ORKON02ZUU U 2eMAMON0-
euuI'Y POHI] um.H.H. Baoxuna PAMH u ka-
gedpa demckoil onrxonoeuu PMAIIO.
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E. B. JRykosckas, U. . Cnuuak, E. B. Bawaposa

KAYECTBO OKA3AHUSA MEJIUITTHCKOM ITIOMOIIX TETSIM
C OHKOTEMATOJIOTHYECKO IIATOJIOTHEN B PAMKAX
PETHOHAJIBHBIX ITIPOTPAMM

O06racTHOM AeTCKUIT OHKOreMaTOJIOTHYEeCKUH IeHTP, Yela0uHCK

Pesiome

Ha ocuoBe opranusaliuoHHYIO MOJeJNb Tulla «Kojeca» Illuxapra—leMuHTra HaMu IPeAIOKeH
CJeAVIONINI aJITOPUTM PaspaboTKU PerMOHAJIBHBIX IPOTPAMM IO KOHTPOJIIO COIIMAIbHO-3HAUNMOM
MaTOJIOTUHU B MeAuaTPUN: 1. ONUAeMUOJOTHYCCKUH MOHUTOPUHT N3yUaeMOM IaTOJOTUU ¢ 00A3aTe I b-
HBIM ()OPMUPOBaHTEe NH(OPMAIOHHOM 6a3EI C IeJIbI0 OIIpPeAeIeHIA KOMIIJIeKCca 3HAUNMBIX (DAKTO-
POB MeIUKO-COINAaIbHOr0 Xapakrepa GopMUPOBAHUA I'PYIII PUCKA II0 U3yUaeMOoIi HaTOJOTHUN; Pac-
YeT 0KUIaeMOM YNCJIeHHOCTH KOHTUHTEHTA O0JILHBIX U PEKOHBAJIECIIeHTOB. 2. KIMHUKO-9KOHOMU-
YeCKUI aHaJN3 C UCIIOJb30BAHIEe METOJOB CTOMMOCTE — 00JIe3HH, MeTOIa 3aTPaThl — 3 (GEeKTUBHOCTD,
MUHUMHA3AIIUU 3aTPaT, 3aTPATHI — BRITOJA JJIsI 9KOHOMHUUECKOT'0 000CHOBaHU S Hanboaee spPeKTuB-
HBIX TepaleBTUUYECKUX IPOTOKOJIOB; PAHKUPOBAHNE NCTOUHUKOB (DUHAHCUPOBAHU S ITPOTPAMM B 3a-
BUCUMOCTHU OT 00'EMOB M CIIOCOO0B IIpPeAIIoaraeMoro (GUHaHCUPOBaHUA. 3. MOAEJIUPOBaHNUE PEeru-
OHAJILHOI TPOTrPaMMEBbI C IIPOBeeHeM KJINHUUECKOT0 ayAUTa, BHeIPeHNeM NHHOBAI[MOHHBIX METO-
OB IUATHOCTUKU U JIeUeHU I JaHHOMU MaTOJOTHH. 4. padpaboTKa MOMyJISIINOHHLIX MEPOIPUITHH 110
MePBUYHON U BTOPUUYHON MPOoGUIaAKTUKE N3yUaeMbIX 3a00JeBaHUIA.

Karoueppie ciioBa: Ka4eCTBO OKa3aHUA MEIUITNHCKON ITIOMOIIU, OPTaHU3AIlMOHHAA MOJeJb pe-
ruoHajJbHadA IporpaMMa.

E.V.Zhukovskaja, I. I. Spichak, E.V. Basharova

THE QUALITY OF MEDICAL AID FOR CHILDREN WITH ONCOHEMA -
TOLOGY DISEASES WITHIN THE CONDITIONS OF REGIONAL PRO-
GRAMS

Abstract

On a basis organizational model such as «wheel» Shichart—Deming we offer the following algo-
rithm of development of regional programs under the control of a social - significant pathology
over pediatrics: 1. Epidemiological monitoring an investigated pathology with obligatory forma-
tion of information base with the purpose define the significant factors of medico-social charac-
teristics of risk factors on an investigated pathology; calculation of expected number of a con-
tingent of patients and reconvalescents .2. The clinico-economic analysis about using the meth-
ods «cost — llnesses», «cost — efficiency», «minimization of expenses», «cost — benefit» for an
economic substantiation of the most effective therapeutic protocols; Ranging of sources of financ-
ing of programs depending on volumes and ways of financing. 3. Design model of the regional
program will carry out of clinical audit, introduction of innovative methods of diagnostics and
treatment given pathology. 4. Establisment of actions on primary and secondary preventive
maintenance of investigated diseases.

Key words: quality of rendering of medical aid, organizational model, regional program.

B nepuog peopMupoBaHHA 34paBOOXpaHe-
HUS OJHUM 13 BOIIPOCOB, IPUBJIECKAIOIINM K Ce-
0e oco0oe BHUMaHIE, CTAJIO0 KaueCTBO Me U H-
ckoit momoIrnu (KMII). Bo3MOXHO BBIIEJUTH
TPU OCHOBHBIX MHOAXOZa K KoHTpoJio KMII:
CTPYKTYPHBIN, IPOLlECCYATBHBIN, II0 KOHEUHO-
My pe3yabTary. s 00beKTUBU3AINNA KOHTPO-
asa KMII paspabGoTaHbl cTaHAZAPTHI PECYPCOB
3IPaBOOXPAHEHN ST, MEIUIINHCKIX YUPEK IeHU

4

" cJay:KO, TeXHOJOTMUYeCKUe, nporpammbl MII,
MeINKO-9KOHOMHUUYECKNe, KOMILIeKcHbIe [1, 2].
B npakTuky BBeJeHA MeXKIYHAPOIHAA CHCTEMA
craggzaptoB MCO, B kotopoii craugapt MCO-
904 HermocpeCTBEHHO OTHOCUTCSA K CTaHIapTaM
KauecTBa. B rioccapum «KauecTBO MequIIUH-
ckoii momortu» (1999), cocraBienHoOM clernua-
auctamu u3 Poccuu u CIITA, npuBogsaTcs ciie-
ayomue xapaxkrepuctuku KMII: agexsar-
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HOCTh, IOCTYIIHOCTD, IPEEMCTBEHHOCTh, HeIlpe-
PBIBHOCTBH, 0€30IIaCHOCTh, CBOEBPEMEHHOCTD,
CIIOCOOHOCTH YAOBJIETBOPATH OKUAAHUS U IIO-
TpeOHOCTHU, CTabUIBHOCTh IIPOIlecca U Pe3yJib-
TaTa, IOCTOSHHOE COBEPIIIEHCTBOBaAHME U YJIyU-
meHue. A cTaHZApT KadyecTBa ONpeNeseH KakK
«peayibHO JOCTUIKUMBIN 1 HOPMATHUBHO YTBEp-
JKIEHHBIN Ha OIpeJleJIeHHBIN IIepUuoj] BpeMeH!’
YypPOBeHb MEIUIIMHCKON momoIlnu». EauHasd
tpakToBKka KMII HeoOxomumMa 1Jisl ero OleHKH,
ompeneseHus GaKTUUECKOTO YPOBHA KayecTBa
obcays:xkuBauuAg [3].

IIpu obGcy:KAeHUU OTeUYeCTBEHHOTO U 3apy-
6exxHoro onniTa yupaBiaeHusa KMII creruanu-
CcThI O0OpaIaloT BHUMAaHNWE Ha Pa3JUUYUsa B Me-
XaHM3MaxX MOTHUBAIIUU KaueCTBEHHOUW paboTHI.
OO011en3BeCTHO, UTO HAUJYUININE PEe3yJIbTaThI
JTOCTUTAIOTCA IPU BOBJEUEHUU B MPOIECC YII-
paBinenusa KMII Bcex MeqUIIMHCKUX PaOOTHU-
KOB ¥ IOOIIPEHUA UX 3a YIAYyUIlleHe KauecTsa,
peleHue MpobJieM U yCTpPpaHeHUWe MPUYUH Je-
(hbeKTOB MeAUIIMHCKOTO ObOCcay:KuBaHuA. K co-
JKaJeHulo, B cucTeMe KoHTpoasa KMII, koropas
dopmupoBasack B coorBercTBuu ¢ Ilprkasom
Ne 363/77 «O coBepIIeHCTBOBAHUYN KOHTPOJIS
KauecTBa MEAUITMHCKONU MOMOIIY HaCeJIeHUIO
Poccuiickoit @enepamnuu» npeobaamana «OTPU-
ImareJgbHasd MOTUBAINA» , OCHOBAHHAS HA BBISAB-
JeHUU AePeKTOB IMyTeM NPOBEIEeHUS BeIOM-
CTBEHHOUN W BHEBEJAOMCTBEHHOU 3KCIEPTU3HI
Y HAKa3aHUA « BUHOBHBIX » IYTEM IIPUMeHEeHU T
mrpadHbIX caukIiuii. Takoi moaxo He CIIoco0-
CTBYET CO3aHUIO YCJIOBUU A HEIIPEPHIBHOTO
MOBBIMIIEHUA KauecTBa KJIMHUUYECKOUN paboTHI,
B KOTOPOM BeyIlasa POJib IPUHAMJIEKUT MeH-
IIUHCKOMY IIePCOHAJIy, HETIOCPEACTBEHHO pabo-
TapIemMy ¢ namuearamu [4, 5].

I HUBeJIUPOBAHUS O3HAUEHHBIX BBIIIE He-
IocTaTKOB KOHTPoJist KMII Mo2keT OBITH UCII0JIb-
30BaH eIUHBIN TOAX01 Ha ocHOBe nukKJa [lluxap-
ra—Jllemunra «plan-do-check-act» (PDCA).
N. Schehart npegnosxun 8 1931 r. gia yayurie-
HUSA KauecTBa Hay4uHbI MeTo. OH mmoJjaraJi, 4To
IpU YAYYIIeHUN KaueCTBa MbI JOJKHBI CTPOUTD
HAIllX TTOAXOJbI Uepe3 IMJIaHUpPOBaHUE U3MeHe-
HU#, UX BLITIOJIHEHUE, OIIeHKY 3 (heKTa u IITupo-
Koe BHeJpeHUe B IPAKTUKY. B maibHeliem Obl-
JIU TIPeJIOKEHbI Pa3JNUYHbIe BUJONBMEHEHUS,
Hampumep usBecTHBIN MUKJI Focus-PDCA Awme-
PUKaHCKOU KOopIopanuu 60JbHUIII.

W. Deming B 1986 r. 0603HauMnJI HEOOXOAU -
MOCTh HOCTOAHHOTO B3aUMOAEHCTBUSA MEXKIY
HCCIeI0BaTeIbCKOU NeATeIbHOCThIO, AU3ali-
HOM, IPOU3BOJACTBOM TOBapa M €ro peajmaa-
nueii. OH cUUTAJ, YTO YCUJUSA 110 YIAYUIIEHUIO
KauecTBa MOJI)KHBI OBITH IOCTOAHHBIMU. Bpa-
IeHue «KoJjeca» — TJAaBHBIA KPUTEPUHN cO-
BpPeMeHHOU ANMOHCKOM npoMbiniaeHHOCTH. I10-
aTOMYy OJlaromapHbIe AMOHIIBI 3a0BIJIU IIPO
N. Schehart u HazsIBaOT 5TOT UK UMEHEM
W. Deming (puc. 1).

Act
(BHEIpEeHUE

o
B IIPAKTUKY) /

Plan
(maHUpoanme
U3MeHeHU)

Do

(BBIIOJTHEHUE
U3MeHeHU)

Chek
(omeHKa

adderTa)

Puc. 1. Koseco IITuxapra

CBoeobOpasuaa MOAUPUKAIIUA ITUKJIA UCIIOb-
soBaua rpynmoii C. Bolster B 1993-1995 rr.
IJd ONITUMUBAINY JIeUeHUA B aMepPUKaHCKUX
KJIMHUKAaX 00JbHBIX ¢ MHCYJIbTOM . CTaguu 1mia-
HUPOBAHUSA COOTBETCTBYIOT 3JTamaM OIeHKU
npo0JeMbl U U3YUYEHUA COCTOAHUSA BCEU cucTe-
MBI OKa3aHWA TOMOIIU, CTAAUU JeHCTBUI —
paspaboTke cXeM yJIYUIIeHUI I BHEIPEHUSI NH-
HoBaluii. beLia mpeasoskeHa He TOJIBKO MOJU-
durkanusa nukaa [lluxapra— Hemunra (puc. 2),
pacuaeHAONIad IPOIleCC YAYUIIeHU T HA PAI II0-
cjaemoBaTeJIbHBIX CTAnUil, HO U MOAPOOHO oXa-
paxTepu30BaHbI OTAEIbHLIE CTAAUN C YUACTHEM
MHOTOIPOPUILHON KOMaHILI CIIeITNaJInuCTOB [6].

PedopmupoBanme cucTeMbl 3paBoOXpaHe-
HUA, KOTOPOe Jaske B pa3BUTHIX cTpanax (Kama-
ne, lepmanuu, ABcTpaanu) pacTATUBaeTCI Ha
IecATUJIeTuA, Poccuu IpegCcTOUT OCYIIECTBUTD
3a 0oJiee KOPOTKOe BpeMs, a MCIIOJIb30BaHUe
NPUHIIUIA «KOJeca» CI0COOCTBYeT MUHUMU3A-
nuu GUHAHCOBBIX IIOTEPH B 9TOT HEPUOJ 34 CUET
YHUPUKAIITA METOANYECKHUX IOIX0I0B K IIPeo0-
pasoBaHuaMm [7, 8].

Hura IMluxapra—JleMuHra MOMKET CTATh
OCHOBOW JJI1d MOJEJIUPOBAHUS TeXHOJOTUHU JIie-

paspaboTKa cxem
YIIydYIIeHn s

OIleHKa
po6IeMbI

najgbHenIue
3amauu

COCTOSTHUIE
cBoeit
CHCTEeMBbL

OIleHKA U
MOHUTOPHUHT

BHeJpeHue
WHHOBAIUI

Puc. 2. AganTupoBanHas Mojesb [leMmuHra

5



Hdemcrkasn onkonozusn Ne2 2005

YeHUSA COIUAJbHO-3HAUYNMOM MaTOJIOTUU B yC-
JOBUAX CIEINUAaJN3UPOBAHHBIX OTAeJeHU
U IeHTPOB Ha pasHbIX Teppuropusax. Ha mep-
BOM 9Talle BasKHOI 3a/jaueil ABIAETCA CO3JaHUe
KOMAaHJBI. ITO IJIaBHBIN (DAKTOP YCIIEITHOM pa-
60Tbl. IMEeHHO KOMaHIa €IUHOMBIIIIJIEHHUKOB
paspabaThiBaeT JOKYMEHTAIUIO AJA CPaBHU-
TeJBHOTO aHAJNIM3a, OIIpeesiAeT MOPALOK pabdo-
THI, aHAJIU3UPYET Bech IuKJ. Ha BTopoMm sTame
KOMaHa BBISICHAET, KaAKWe NUMEeIOTCA BO3MOK-
HOCTHU [IJis yJayullleHuA KadecTBa. [Ipumene-
HUe B IPAaKTHUKe MUJIOTHLIX UCCJIeJOBAHUN I10-
3BOJIAET 000CHOBATL BHIOOD M CXeMy BHeape-
HUS MHHOBAIMOHHLIX mpoiteccoB [9]. Omenka
pea3yJabTaToB TpebyeT IPpUMEHEeHUusA COOTBET-
CTBYIOIINX MHINKATOPOB, OTPAKAIONIUX Ha-
uboJiee BasKHbIE CTOPOHBI JIeUeOHO-IUarHOCTH -
YeCKOTO MPOIlecca M COCTABJIAIOINUX KIUHU-
KO-2KOHOMMUYECKOTO aHajJum3a. B [meTcKoii
OHKOTeMaTOJOTuu 0003HaUeHHbIE BLIIIIE IPUH-
IUIIBI PeaJN30BaHbl B 00JIbINIEeH UM MeHbIIIeH
CTeIleHU B XOJe IPOBeJeHUsI KOOIIepaTUBHBIX
MYJbTHUIIEHTPOBLIX HUCCJIENOBAHUIM.

Harmeit meapio OBIJIO amalTUPOBATHL CXEMY
«kojeca» Illuxapra—IlemuHra nasa paspador-
KM W peaju3aliui PeruoHaJbHBIX IPOTpaMM
B 00J1aCTH JE€TCKOI OHKOTEeMAaTOJIOTUH.

IIpepsmaraem caenyioIuii aJrOPUTM paspa-
0OTKU PErmoHaJbHBIX IIPOTPAMM II0 KOHTPOJIIO
COITMANIbHO-3HAUMMOM IaTOJIOTUH B IeJUATPUU:

1. nugeMmoIOoTMUECKUIT MOHUTOPUHT U3yUa-
eMOW ITaTOJIOTUH.

1. Cosganue nHPOPMAIMOHHOM 6a35I C IeJIbI0
oIpefieieHUA KOMILJIEKCA BHAUYUMBIX (PAKTOPOB
MeJIUKO-COIIMaJbHOTO XapaKkTepa opMupoBa-
HUSA TPYII PUCKA IO U3yUYaeMOIi IaTOJOTHH!.

2. IIpoBemeHne peTPOCIEKTUBHOTO,/IPOCIEK-
TUBHOTO 3MUAEMUOJOTUUECKOTO MCCJIEOBAHUA
C pacueToM MHUHUMAJLHOTO Habopa YaCcTOTHBIX
XapaKTepucTuk: 3a60ieBaeMOCTh, CMEPTHOCTb,
pacupoCcTpaHeHHOCTh JAHHOM MAaTOJIOTUHU B IIO-
nyaanuu. Mcmoib3oBaHWe TAKUX MOKas3aTesel,
KaK OTHOCUTEJbHBIN U aTPUOYTUBHBIN PUCKU,
1mejgecooO6pasHo coueTaThb ¢ KapTorpa@muiuecKuM
MOJeJINPOBaAHUEM.

3. Pacuer oskumaeMoOi YMCI€HHOCTY KOHTHUH-
reHTa OOJLHBIX U PEKOHBAJIECIIEHTOB.

II. KIMHUKO-9KOHOMUYECKU aHAI3.

1. Ucnonb30BaHMe aHAJIM3a CTOUMOCTH/00-
JIe3HB JJIA pacueTa 3aTpaT Ha TepalneBTUYeCKU i
¥ peabuJIUTAIMOHHBIN STalbl JIEUeHU .

2. Ucnosnb3oBaHMe MeToa 3aTpaThl /3 dekr-
TUBHOCTDH, MUHUMHU3AINU 3aTPAT, 3aTPATHI/BEI-
rojga A 9KOHOMHYECKOT0 000CHOBaHUSA Ha-
ubosiee 3PPHEKTUBHBIX TEPAIEBTUUYECKUX IIPO-
TOKOJIOB.

3. PaH)KupoBaHMe NCTOUHUKOB (DUHAHCUPO-
BaHUS IPOTPaAaMM B 3aBHUCHUMOCTH OT 00'beMOB
¥ cI0CO0OO0B IIpeAIIoIaraeMoro GuHaHCUPOBAHUA.

IT1. MogenupoBaHre pernoHAIHLHONM TPOTPAMMEIL.

1. KauunuecKkuii ayaur.
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2. BHenpenne MHHOBAIMOHHBIX METOOB JH-
ATrHOCTUKMU U JIeUeHUA JaHHOI IaTOJIOTUH.

IV. PaspaboTka mOmyJAIIMOHHBIX MEPOIPU-
ATUY 110 TePBUYHON I BTOPUYHOM TPOPUIAKTUKE.

YuursiBad pasHOIJIAHOBOCTh OHKOTE€MATOJIO-
TUYEeCKOI MaTOJIOTUH, IJIA Peayn3alluu IIOCTaB-
JIEHHOM IIeJIM MBI pacCMaTPUBAaeM TOJBKO IPO0.JIe-
MBI JIEUEHUA MaIUeHTOB C OCTPLIMHU JeHK0o3aMu
(xkox mo MKB-10 C91-C92). ChopMupoBaHHBIA
CIIMCOK IIpeBapUTEJbHBIX HIPOoOJeM 00Jieruaer
CTPYKTYPUPOBaHNE OCHOBHBIX HAIpPaBJIECHUM Je-
ATEJBbHOCTH IO OI[eHKE KauecTBa OKa3aHUA MeI1-
IUHCKOM mmomorIru (Tabdi. 1).

HocTukeHmne peajJbHOTO YJIYUIIeHNA Kauec-
TBa JieueHUA OOJBbHBIX MOJI)KHO HAUMHATHCH
C OpraHM3aIlUU CTPYKTYPHI yOPaBJIeHUS Ha
YPOBHE OTJEJIeHUA, KINHNUKHY, BKJIOUYaA BHOBb
co3aBaeMble KOMUTET 110 KOHTPOJIIO 3a 00JIBIO,
ATUYECKUU KOMUTET, COBET GpUraabl m T. II.
IIpu sToM pyKoOBOAINAA CTPYKTYpa JOJKHA
BKJIIOUATHh NPEACTAaBUTEJEH afMUHUCTPAIUN,
3aBeIyIOIUX OTIeJeHN, KINHNUYEeCKOro dap-
MakoJiora. VI XoTs OHM He YJydIIaloT IIPOIece
JleyeHUsI HEeIOCPeJCTBEHHO, UX ydacTue 0603-
HAUYUT HAMPABJIEHUA YCUJUI, IOMOKET IIpe-
ooJieTh Oapbephl AJisd BHEJAPEHUA HOBOBBEJE-
Huii. OT HUX 3aBUCAT MacHITad HaMeUYeHHBIX
nmepeMeH, YMEHBINIEHNE CONPOTUBIEHUA KOH-
CepBaTUBHBIX UJEHOB KOJJIEKTHUBA, CBoeoOpas-
Hasd peKJaMa U JOCTYII K He00OXOJUMBIM pecyp-
cam. 'pynna aumepoB GopMuUpyeT KOMaHIY IO
VAYUIIIeHUI0 KauecTBa, YJEeHbI 3TOM KOMAaHIbI
JIOJIKHBI HEIIOCPECTBEHHO yUYacTBOBATh B Jie-
YeHUU JeTell ¢ OCTPHIMU JelKkozamu. I'pynma
u3 10—12 yeaoBeK HOJKHA BKJIOUYATEH IICUXO-
Jora, couaJbHOTO paboTHUKA, TpaHchy3uo-
Jora, HeCKOJbKUX Bpaueill U MeJUITNHCKUX Ce-
crep orgesenus [10].

Posb contmanbHOro paboTHUKA 0COOEHHO BO3-
pacraeT B yCJIOBUAX MHTETrpaIuU COI[UAIbHOI
CHAYKOBI UM YUpPEKIeHUI 3ApaBOOXPaHEeHUA Ha
aranax pedopMupoBaHua BegomcTa. Paspabo-
TaHHBIE B HAIIIEH KJIMHUKE Ha OCHOBE KaHAJACKOI
Mojenn QYyHKIMOHAJIbHBIE 00A3aHHOCTHU COIM-
aJIbHOTO pabOTHUKA B IETCKOM OTJeJeHUN OHKO-
reMaTOJIOTHU U IIEPBhIe Pe3yIbTaThl eT0 PabOoThI
MMO3BOJIAIOT HAJEATHCSA HA BHICOKYIO 9)EeKTUB-
HOCTH U CYIIIeCTBEHHOE BIUAHUE COIPabOTHUKA
Ha yJy4YIlleHWe KadyecTBa JeUYeHUA MallueHTOB
C OCTPBLIMHU JIEMKO3aMHU.

ITo muenuio C. Bolster, cuioTuTsr KOMaHIY
MMOMOTYT «MO3TOBBIE IIITYPMbI» IIPU OIIPEJeJie-
HUU TeMaTUKU paboTbl. YJIeHb KOMaHAbI IN-
IMIyT CBOW COOOpaskeHUA OTHAEJNbHO, 3aTeM
TPYOIUPYIOT UX B KOJOHKU, OTHOCAIIUECH
K IPeIJIOKeHUAM CecTep U Bpaueit, mocJje 06-
CY'KJIEeHUA HaMeuaT OTBEeTCTBEHHBIX 3a pas-
neJibl paboTsl. Takoii ctocob oueHb BasKeH, KO-
rma KoMaHZa MHOronpodujabHas, KaK BTO
¥ OBIBAaeT NP JIEUEeHUHU JIeTel C OCTPHIMU JIiek -
kozamu [11].
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Ta6auna 1. JiucT npeaBapuTeIbHLIX IPO0JeM IIPHU JeUeHUU JeTell ¢ OCTPLIMU JeHK0o3aMu

dakTop

OnuncanHve

CTtartyc 605bHOro

McTo4HMK nocTynnexms

OnuTtenbHocTb 3aboneBaHus

McuxocoumanbHas oueHka 60NbHOro 1 ero CeEMbu
BbIpa>k€HHOCTb CMMNTOMOB OCHOBHOIO 3a00/1eBaHNSA
Hanuuyne conyTtcTByiOWMX 3ab60neBaHuin

JdvarHocTtunyeckme TeCTbl

Heobxoaumble aHann3bl

Ye npoBefeHHbIE aHaNn3bl

B0O3MOXHOCTb BbINOJIHEHUS CTaHOAPTOB HEOOX0AMMOro o6bema obcneaoBaHus B
YCNOBUSX OAHHOW KINHUKW

BHeapeHne HOBbIX TEXHONOINM

Komb6uHnpoBaHHas Tepanus

Ctpatudukaums no rpynnam pmcka

Bbi6op npoTokosna

B03MOXHOCTb BbINOIHEHUSI CTAHAAPTOB Heobxoanmoro oobema MNXT n
COMpPOBOANTENBHOM Tepanum B YCNOBUAX AaHHOW KINHNKN

CHWXEHMEe Ny4YeBOl HAarpy3Kku

Bpauun

Paznunyunsa B keanudukaumm cneumanncton
lMpeoponeHne nHGopmaLnMoHHOro aeduumta

CecTpbl 1 MNagWwnii MeauUMHCKUIA
nepcoHan

YKOMMNEKTOBAHHOCTb LUTaTa MeacecTep

Hannumne HeobxoamMmo kBanudukauum y cectep

HaBbIky BbINONHEHUS HEOOXOANMbBIX MAHUMY AL

OpraHusaums CecCTpUHCKOro yxoaa 3a 60/1bHbIMU

HepelueHHOCTb coumanbHbix NpobaemM 9Ton NPodeCCcnoHanbHOM rpynbl

O6yyeHne 60MbLHOro 1 ero CemMbin

BoBneyeHne cembn B NPOLECC NeYyeHns
dopmMunpoBaHne kKomaHabl Bpay — 60/IbHON — CeMbs
MHTerpauus pebeHka-nHeanuaa B MUKPO- Y MakpoCOoLNYyMbl

Peabunutauusa Koppekuunsa nocnenctsuii 3a6oneBaHnst 1 OCNOXHEHUI
Hanuuune peruncrtpa
Hanuune dopmanmsaoBaHHOM ncTopumn 60ne3Hn
JokymeHTauus Hanunine nHdpopmmnpoBaHHOro cornacus poaCcTBEHHNKOB

YyacTtue B KOOMnepaTuBHbIX NCCJiea0BaHNAX
MpeeMCTBEHHOCTb C B3POC/ON ClyX0601i

Taoauna 2. cTOYHUKY TaHHBIX,

HeOOXOAUMBIX JIJIsI Pa3paboTKU PerMoHaJIbHON IPOTPaAMMBI 10

OHKOreMaToJiormm
[aHHble [ okymeHTanbHble MCTOYHUKMN
BHeLHME OduumansHasa ctatucTuka no gemorpadum, cnpaBoyHbie matepuasnsl M3 1 coumanbHOM 3aLmnThl

P®, HayyHble nybankauum, anekTpoHHble 6a3bl JaHHbIX

McTopus 6onesHn, gpyras 4OKYMEHTaUUs oTaeneHns, amoynaTopHble KapThbl, FOA0BbIE OTHYETHI,
BHyTpeHHne dunHaHCOBasA LOKYMeHTaLMs 60NbHULBI, KOMMepUYeckas nHdopmaumns GrupmM NPonN3BoOANTENEN U
npoaasLoB dapmnpenapaToB U MEATEXHUKU

Ta6auma 3. dTanbl JeUyeHu s MAIMeHTOB C OCTPBIMU JeHK03aMuU

OTan

Llenb MeponpuaTtus

MXT no npoTokony, MHTpaTekasbHOE BBEAEHNE

NHaykums pemmccun CHu3uTb copepxarmne 6nactos < 5 % LMTOCTATMKOB, NPOGUNAKTUKA U leHeHne

OCNOXHEHU

KoHconupaumsa pemmuccumn 3akpennTb pesynstart

[MXT no NnpoToKONy, MHTPaTEKANIbHOE BBEAEHVE
LMTOCTATUKOB, NPOodUNakTnKka n neyeHme
OCJIOXXHEHWI, AeTEeKUUS MUHUMaTbHOM
pesngyansHon 6onesHu (MPB)

MNMopnepxuBatoLLas Tepanus CoxpaHeHune pemmccun

Mopnepxunsatowas MXT, moHnTopuHr MPB,
CaHaTOPHO-KYPOPTHOE NeyeHne

®dusnyeckas 1 ncuxonormyeckas peabunutaums,
MOHUTOPUHI MPB, caHaTopHO-KYypoOpTHOE

[ucnaHcepHoe HabnoaeHne CoxpaHeHune pemmccun nedyeHne, npodopueHTauusa ans nogpocTkos,

OoueHKa Ka4eCTBa XN3HWM peKOHBaNECLUEHTOB U
Heobxoanmas Koppekuunsa
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YseHbl KOMAaHIBLI, OTBeualolliue 3a cOOp
BHEIIIHUX U BHYTPEHHUX (PaKTOPOB, MOJIb3YIOT-
ca opunmaabHON nH(popMaIue, TaHHBIMU I'OC-
MUTAaJBHON MHPOPMAIIMOHHON cucTeMbl (TabJI.
2). Haubosiee Ba)XHBIM OTJMUYMEM IIpoliecca
YIAYUIeHUA KauecTBa OT OOBIUHOM HayYHOIT Me-
TOJNOJIOTUU SBJIAETCSA pellarolias Pojgb KOMaH-
nbl. Ilose3HO YyIIOPAMOUYUTH AEATEJIbHOCTh KO-
MaHIbI, OHA JOJI)KHA HEYKOCHUTEJIbHO COOMPAaTh-
cs C y4eTOM OTOBOPEHHOU MepuoauYHOCTH. B ee
paboTe DOJIKHO IMOOIIPATHCSA CYIIeCTBOBAHUE
Pa3IMUYHBIX MHEHUH, K COTJIaCHUIO CJaeayeT IIPH-
XOAUTH B OTKpBITOM aucuayTe [12].

ViyullleHre KauecTBa MCXOI0B 0asupyeTrcs
Ha aHaJIi3e BBLINTOJIHEHUSA CTAHIAPTOB JeUeHU s
Ha Bcex aTamnax jJeueHusd (Tabdi. 3).

Takum ob6pasom, A pa3paboOTKU CUCTEMBbI
KJIOUEBBIX BMENIATEJbCTB II0 YJIYUIIIEeHUI0 Ka-
YyecTBa JIEUEHUA NeTell ¢ OCTPLIMU JefTKo3aMu
MOTYT OBITH JAHLI CJIEIYIOINe PEKOMeH AN :

— KOMAaHJa IOJI)KHA MIOMHUTH O MOCTOIHHOM
OKasaHuU 00JHLHOMY IIOMOIINU, IIPEAYIIPeKIe-
HUU OCJIOKHEHUH, COTPYAHUUECTBE U B3aUMO-
IefcTBUU YUJEHOB KOMaHILI MEXXKIy co00i, paH-
HeM HayaJje MHOTONPO(MUJIbHOTO COTPYIHUYEC-
TBa CIIEI[UAJVCTOB;

— OpPraHMW30BaTh JIeUeOHBIN HpoIlecc, OCHO-
BBIBAsCh HAa KOHEUHBIX peayJabTaTax, ycTpaHe-
HUU IIOMEeX B UX JOCTUKEHUU;

— obOecmeunTh COOJIIOMEHNE OTPAacCJIeBbIX
CTaHIAPTOB JIEUEHU, COTPYAHUUECTBO ¢ 00Ja-
CTHBIM (OPMYJIAPHBIM KOMUTETOM OCYIIIE€CTB-
JATh C YYETOM MEIUIIMHCKUX U COIMAJbHBIX
MPUOPUTETOB AeTel-NHBAJIUIOB;

— B3HATh JEeHCTBYOIIUE NIpaBuja JeueHnusd,
OIpenesiTh, KaKue U3 HUX MOYKHO OCTaBUTD,
KaKuMU IpeHedpeub, 130aBIATHCA OT 6ecIioies-
HBIX IIPOIeAYP U MeIUKaMEeHTOB ¢ HeJOKa3aH-
HOH 5 (HEeKTUBHOCTHIO;

— He YCJIOXKHATD CYIeCTBYIOINE IIPO0IeMbI,
OIIPeleNIATh POJIb KaXKI0ro pabOTHUKA Ha BCEX
sTamax JIeUeHHU B YAOBJIETBOPEHUN IOTPeOHOC-
TH 60JILHOTO 1 KOHTPOJNPOBATH BLIIOJIHEHNE UM
cBOUX 00A3aHHOCTEH, PACCUNTHIBATE HA KOMIIE-
TEHTHOCTD IPYTUX;

— e BO3MOXKHO, 0003HAYaTh OKOHUYAHUE
sTala IJsd OlleHKHU ero 3(p)eKTUBHOCTHU, IIOOII-
PATH CAMOCTOSATEJIbHOCTh PAOOTHUKA IPU IIPU-
HATUU PellleHun;

— YJAyd4IIIaTh KauecTBO MH(POPMAIIUY O TOCTHU-
THYTOM, OIIEHMBATh KAUYEeCTBO MEIUIINHCKOM JT0-
KyYMeHTalluM, Pa3BUBATh JOCTATOUYHO MPOCTYIO
cucteMy UH(pOPMAIUN;

— ofbecmeunBaTh COBEpIIIeHCTBOBAaHNE 3HA-
HUIl 1 HaBLIKOB, UHTETPUPYHA YCUJIUA B JeUe-
HUU U 00yUeHUU, BKJIIOUYATH BCE MEPONPUATU
10 O0YYEeHUIO B IPOTOKOJI JIEUEH U OCTPHIX JIeti-
KO3O0B;

— 3aluChIBATh BAIIM UJEeU U COOOpaKeHuUsd,
Jlaske ecJid OHU He OTHOCATCA HAIPAMYIO K Jeue-
HUIO OCTPBIX JIEAKO30B;
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— paspaboTaThb IOITaTOBLIN AJITOPUTM AeHCTBUH
¥ OTPA3UTH €TI0 B COOTBETCTBYIOIINX ITaMATKAX, 10-
CTYIIHBIX JIJIS BCETO MEeIUITMHCKOIO IIepcoHalia;

— cTaAuy BHEAPEHUSA MHHOBAIUI TPeOYIOT
yTIIyOJIeHHOM TPpopaboTKU U AeTAJTbLHOTO ILIa -
POBaHUA: UTO AOJIKHO OBITH CIeJIaHO, KTO OyaeT
3TO JIeJIaTh, CKOJIBKO 9TO Oy/IeT CTOUTH — pellia-
eT KoOMaHJa, uTo Tpedyer o6A3aTeIbHON mepe-
MOATOTOBKU Bpaueii, cecTep, IPyrux paboTHH-
KOB BCIIOMOTAaTEJbHBIX CIYKO, KOJJIEKTUB KO-
MaHIbI JOJIKEH OBITH T'OTOB K IIPEOJOJEHUIO
OpenATCTBUN U TPYyHOCTEI.

— IoJyKHa OBITh HajlaskeHa paboTa II0 MOHUTO-
PMHTY BJINSHUSA NHHOBALMH HA KJIFOUEBbIe NHINKA-
TOPBI PE3YJIBTATOB TEPAIIEBTUYECKOTO ITPOTOKOJIA.

3akaoueHue

He BBI3BIBAET COMHEHUA, UYTO AJA MEIUIUH-
CKUX YUYPEXKAEHUN Upe3BbIUaiiHO aKTyaJbHbI BO-
IIPOCHI He TOJIBKO YayUIlleHUA 3(P(PeKTUBHOCTU, HO
¥ Ka4yecTBa JIeUeHU A MaIrlueHTOB IIPYU NCII0JIb30Ba-
HUY JOPOTOCTOAIIUX TEXHOJIOTU, K KOTOPBIM OT-
HOCUTCS U Tepamusd OCTPOTO JIeHKOo3a y JIeTei.
IIpencraBieHHBIE METOAUYECKNE PEKOMEH AU
ABJSAIOTCS PE3yJILTATOM 0000IITeHA COOCTBEHHBIX
UTOTOB OCBOEHUA COTPYAHUKAMU 00JIACTHOTO JIET-
CKOT'0 OHKOTeMaTOJIOTUUECKOTo IleHTpa I. Yessa-
ouncka narencuBHoii IIXT nereii c ocTpbIMu JIeli-
Kozamu 1o npotokosam BFM i MB, onwiTa yuac-
TUA B KOOIEPATUBHBIX WCCJIEJOBAHUAX IIO
Pas3JIMYHBIM IIPO0JIeMaM U JaHHBIX JTUTEPATYPHI.

Wcnonb3oBaHMEe B KAUECTBE METOAUUYECKOTO
npueMa IO YJYUYIITEHUIO KauyecTBa MeIUI[UH-
CKOU MOMOIIM AEeTSAM C OCTPBIMU JIEHKO3aMuU
mogmenu «KoJseca» [lluxapra—JIleMuHra mo3Bo-
JseT dKCTPAMOJUPOBATh IMOJyUeHHBIE PE3YJib-
TaThl Ha JPYTyIO (He TOJIbKO OHKOTEMAaTOJIOTH-
YeCKYIO) IaTOJOTHUI0, MMEIOIYI0 COIUATbHYIO
3HAUUMOCTb.

Peanuzanus pazpaboTaHHBIX METOIUUYECKUX
PEeKOMEHAIUi IMO3BOJIUT MHPEAJIOKUTH KOH-
KpeTHbIe MEPOIIPUATHUA IO YIYUIIIEHUIO KAUecT-
Ba MEIUITMHCKOUM IIOMOIIU, a IPeJACTABUTEIAM
BCIIOMOTATEeJbHBIX CIYKO — TOBBICUTH dhdeK-
TUBHOCTH CBOEH JAeATEJTbHOCTH.
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E. B. Kykoecrasal, H. H. Cnuuax?, A. B. Cabuposa!

OIIEHKA KJIMHHUKO-9KOHOMUYECKO! 9®PEKTUBHOCTH PE-
3YJBTATOB JIEYEHUS NETEN C OCTPBIM JJUM®OBJIACTHBIM
JIEMKO30M I10 ITPOTOKOJY BFM ALL-90 (M) B IETCKOM OHKOTIE-
MATOJIOTUYECKOM ITEHTPE YEJABUHCKO OIKB

3A 1995—-1999 rr.

1 Yenabunckad rocyfapcTBeHHAS MeJUIIMHCKAS aKaJeMu s
2 [lerckuii ouxoremarosoruueckuii mearp OJKB, Yenabunck

Pesrome

B ycnoBuax geuiiura 9KOHOMUYECKUX PECYPCOB 0COOEHHO aKTYaJIbHBIM CTAHOBUTCA KJIUHUKO-9KO-
HOMUYECKUI aHATNS MeIUIIMHCKUX TEXHOJOTUH C TOUKY 3PeHUA MEJUITNHCKOM, 9KOHOMUYECKOI 1 CO-
nmuaiabHoi addexkTrBHOCTH. COBpEMEHHOE TPOTOKOJIBHOE JIeUeHe OHKO/TeMaToJIOTnYecKuX 3aboJie-
BaHWUU y eTell OTHOCUTCA K JOPOTOCTOAIIMM BUIaM OKa3aHUA CIIEIUaJIN3UPOBAHHONA ITIOMOIITH.

KauHUKO-sKOHOMUYECKUH aHaJINU3 JIeueHUs ocTporo JuMdobaiacTHOro jJeiikosa no IIpoTokoiry
BFM ALL-90 (M), npoBeieHHBIII B PETHOHAJIBLHOM JIETCKOM OHKOTEMAaTOJOTuUecKoM IleHTpe Yessa-
OMHCKA IMOKa3aJl MEJUIITNHCKYIO (BBIZKMBAEeMOCTh 75% ), 9KOHOMHUUECKYIO (3aTpaThl HAa COXPAHEH-
HBIH I'oJl KAUeCTBeHHOM *KU3HU IPeBLIMIaioT exkeronuniiit BBII B 4 pasa) u conjuaJbHYIO (COXpaHeH-
HbIe BEIJKUBIINE MAIlMEeHTELI OKYIAT O0IIeCcTBY 3aTpaThl 60j1ee ueM B 6 pas) apGeKTUBHOCTD JaHHOMK
MEeAUITUHCKON TeXHOJIOTHUH.

KaroueBsbie ciaoBa: oCTPHIN JUM(POOIACTHBIN JIEHKO03, IPOTPaMHOe JeUeHle, BIXKNBAeMOCTh,
KauecTBO JKU3HU, COXPAaHEHHbIE I'OJIbl, KINHNKO-9KOHOMUUYECKUN aHAJIN3, 3aTPAThl, MEIUIIUHCKAA
TEeXHOJOIUud, 3(pPEeKTUBHOCTS.

E.V.Zhukovskajal, I.I. Spichak?, A. V. Sabiroval

ESTIMATION OF CLINICO-ECONOMIC EFFICIENCY OF TREATMENT
RESULTS IN CHILDREN WITH ACUTE LYMPHOBLASTIC
LEUKEMIA BY PROTOCOL BFM ALL (90) M IN CHILDREN'S ONCOHE-
MATOLOGY CENTER CHELYABINSK 1995-1999

1Chelyabinsk the state medical academy;
2Children’'s oncohematology center , Chelyabinsk.

Abstract

In conditions of deficiency of economic resources clinico-economic analysis are especially actu-
al in medical technologies from the point of view of medical, economic and social efficiency.
Modern legal treatment of oncohematology diseases in children concerns to expensive sort of the
specialized medical help.

The clnico-economic analysis of treatment acute lymphoblastic leukemia in children by pro-
tocol BFM ALL the center of Chelyabinsk has shown medical (survival rate of 75 %), economic
(expenses for the save years of a qualitative life exceed annual gross national product in 4 times)
and social (the survived patients will returned back to the society all expense more than in 6
times) efficiency of the given medical technology.

Key words: acute lymphoblastic leukemia, protocol’s treatment, survival rate, quality of life,
saved years, clinico-economic analysis, expenses, medical technology, efficiency.

Ilocnenuue mecaTuieTs OTMEUEHBI B MeII- BPEMEHHOM MEXKIUCIIUIJINHAPHOM ypoBHe [7].
IuHE O0JIBIITNM KOJUUYECTBOM OTKPBITUMH, co3fa- OHKOJIOTUA U reMaToJIOTHA, 0OCOOEHHO JIeTCKUeE,
HbI IPUHIIUIINAJIBHO HOBbI€ TEXHOJIOTUM HA CO- CTAJIA pPa3mejioM MeIUIIMHCKON HAYKH U IIpaK-
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TUKU, HanboJjiee SPKO JeMOHCTPUPYIOIIUM IIPO-
rpecc B 3jpaBooxpaHeHuu. I[IpoTokoJbHOE Jieue-
HUe, UHTEeHCUBHBIE PeKUMBbI COITPOBOAUTEIHLHOT
U BBICOKOJO3HOU MOJUXUMUOTEPAIN, COBPE-
MeHHasdA TUarHOCTUKA 3a00JIeBaHUIM KPOBU U 3JI0-
KadyeCcTBEHHBIX HOBOOOPa30BaHUM — 3TO CErOJI-
HAIMHUHN OeHb IeTCKOM oukoremartojoruu [10].
Bce aTu BUIBI OKa3aHUA BBICOKOCIIEIT AT U3UPO-
BaHHON MOMOIIY 3aKOHOMEPHO OTHOCATCA K JI0-
porocTosdAmuM [7].

B mamreii cTpaHe KakK cpeiu HaceJeHUs, Tak
¥ B MEIUITMHCKUX KPyrax ObITyeT MHEHUE O TOM,
YTO 3aTPATHI HA JIeUueHUe TaKOoM COIUaJIbHO 3Ha-
YUMOU IPynnbl 3a00/ieBauHuii, KaK JeTcKas OH-
KOJIOTUA U TeMaTOJIOTUA, COIUAJIbHO U 9KOHO-
MudecKu He 3 PeKTUBHEI [6].

B cBA3U c 9TMM Ha COBpEeMEHHOM 3Tarlle CTa-
Jia 11eJiecoo0pas3Hoi 1 KU3HEeHHO Heo0XoquMOoii
paspaboTKa COBMECTHBIX MOAXO0J0B AJA OIleHKU
MEAUITUHCKUX TEeXHOJOTHUH C YUeTOM KJIUHUYE-
CKOM U 5KOHOMUYECKOU cocTaBaammux. lan-
Has METOJOJIOTUS MOJIyunsia Ha3BaHUe KJAUHU-
Ko-aKOoHOMUYeckull anaaus (K9A) [2].

ITosaBIEeHNIO KOMIIJIEKCHOTO 3KOHOMUYECKOTO
aHan3a pesyJIbTaToB IPUMEHEHUS MEJUITMHCKUX
TeXHOJIOTUH CIIOCOOCTBOBAJIO Pa3BUTHE KJIWMHUYE-
ckoii atugemuosiornu. Eirme 8 XVII B. W. Petty
MPeIIPUHUMAIUCH TMOMBITKY OIEHUTH B JEHEMXK-
HOM BBIPQKE€HUU CTOUMMOCTD U€JIOBEUECKOH KU3-
Hu. B XIX B. W. Farr paccuuran skoHOMUYeCcKUe
BBITOJbI OT MEIUIIMHCKOII TOMOIITY, OKa3bIBaeMOIA
paboumM BO BpeMsA SIUAEMUT, HA OCHOBE aHAIN3a
MOoTePh, CBA3BAHHBIX C HEJOIIPOU3BOACTBOM IIPO-
IYKIIMU 1 OTCYTCTBHEM 3apab0THO ILJIaThI B II€PU-
on 6omesHu. CucreMaTUyeCcKU OIeHKA DKOHOMU-
YeCKUX MPEUMYIIECTB Pa3JIUYHBIX BUIOB MeIU-
IIMHCKOI TIOMOIITY CTAJIa MCI0JIb30BATHCA TOJHKO
B cepeanue XX B.: aMepUKaHCKNE 9KOHOMUCTHI
K. Arrow u M. Fridmann nogasaJu, 4To 3JKOHOMU-
YecKue 3HAHUA MOYKHO UCIIOJIb30BATh AJId IPUHSA-
TUSA PeIIeHn 110 pacipeaeaeHnio pecypcos [2].

MeTobI aHAIM3a BKOHOMUUECKOM d(hheKTUB-
HOCTHY IPOTPAMM U OTJEJbHBIX MEIUIIUHCKUX
TEeXHOJIOTUH B 3/]paBOOXPaHEHUN aKTUBHO pas-
pabaThIBAJIUCh U BHEAPAJIUCH OT€UYECTBEHHBIMU
yuenbimu elrie B 1980-x rogax. IIpu sTom adhdek-
TUBHOCTH B METOAUUYECKON paspaboTKe
ITOJINYB u I MMU «O1ienka 9SKOHOMUYECKOI
3 GHEeKTUBHOCTH HOBBIX CIIOCO00B TPOMUIAKTH-
KU, TUarHOCTUKU, JeUeHUA U MeJUKO-COI[NaJIb-
HOU peabuyuranuu» B 1987 r. mpuMeHUTEIBHO
K 3IPaBOOXPaHEHUI0 paccMaTpPUBAJach ¢ Tpex
TO3UILUI:

1) megunuacKad 9 GHeKTUBHOCTD;

2) conmanbHad 3G GHEeKTUBHOCTD;

3) akoHOMUYecKasa appekTuBHOCTD [1].

ITokasarenu ah(PeKTUBHOCTH MEIUITMHCKUX
TEeXHOJIOTUH MPUHATO BEIPAYKATh B UKCJIE TTAIY-
€HTOB, Y KOTOPBIX JOCTUTHYT OTIPeIeJIeHHBIN pe-
3yJIbTAT, B UAeajie PEKOMEeHyeTCs MCII0JIb30-
BaTh KOHEUHBIE Pe3yJabTaThl. BOJBIITUHCTBO aB-

TOPOB PEKOMEHAYIOT B KAUeCTBe NHTeTrPaJIbHOTO
nHAeKca ucnoab3oBaTth QULY -ananus, oomenu-
HAIOIIUN ITOKasaTeJlu IPOAOJKUTEIbHOCTHU
U KauecTBa :Ku3HU [8].

IroHoMHuUYecKas 9)PeKTUBHOCTE OIleHBAET-
CcA KaK COOTHOIIIEHNE COBOKYITHOTO 3 (deKTa OT
BHeIPEHUA TeXHOJOTUU K MOJHBIM 3aTpaTaM Ha
ero paspaboTKy U BHeApeHUe. B KoHeuHOM cue-
Te BKOHOMUUYeCKU 3(PpPEeKTUBHBIMY CUUTAJIUCH TE
MEeTOJbI, KOTOPhIe IPUBOAUJIN K COKPAIeHUIO
CPOKOB JIeUueHUsA, BpeMeHU NpebbIBaHUA B CTa-
MuoHape UJau CHUIKEHUIO 3aTPAT II0 OTAEIbHBIM
craTbaM pacxomoB [5]. Kosppumnuent spdex-
TUBHOCTH 3aTPaT YCTAHABIUBAJICS, UCXOAI «U3
HaAPOJHOXO03ANCTBeHHBIX BO3MOYKHOCTEM » HA OII-
penesieHHBIH CPOK, HampuMep: B 1987 r. oH ObLI
pasen 0,15, T. e. Bce HOBOBBeIeHU I, AatoIue 00-
snee 15 Koneek mpubbLIu HA 1 py0Jab 3aTparT, CUn-
TaJauch 9KoHOMUUecKu 3 PeKTuBHBIMHA [4].

MeToauKku OIleHKH COI[MAJBHON 3((heKTUB-

HOCTU — YyBeJIM4YeHHnue IPOAOJJHUTEJIBbHOCTHU
JHMHU3HU, YyBeJIMUeHHne 4Yncjga COXPaHEeHHBIX
JKU3HEeH U T. A. — II0 KOJIMYECTBEHHBIM KPHUTeE-

pHUSAM U B HACTOSAIEe BpeMs OCTAI0TCs HeJ0CTa-
TOYHO YHUBepPCaJbHBIMU. KOMIIJIeKCHBIN aHa-
U3 KINHUYECKON UM 9KOHOMUUYECKOI addex-
TUBHOCTHU MOJKET U IOJKeH CII0COOCTBOBATH
MOBBINNIEHNI0O KAaYeCcTBA MEIUIIUHCKON MOMO-
IIIU, 9TU UCCJIEJOBAHUS HOJKHBI MAKCUMAJIBHO
MMOJIHO YYUTHIBATH BCE PACXOBLI U IMIPEAOTBPA-
1eHne MoTepb, a 3HAUUT — OTBEUYATh MHTEpe-
cam obmrectBa [14].

HawuGoJsiee MPOCTHIM METOAOM NMPUMEHEHUA
pesynabTaToB KOA ABIAeTcA paHKUPOBaAHUE
PaBIUUYHBIX MEIUITNHCKUX TeXHOJOTUHN B IIOPA/I-
Ke yBeJIUUeHUs COOTHOIIIeHUA 3aTpaThl/addex-
TUBHOCTS (3aTPaThI HA IOl COXPAHEHHON KU3HU
WJIM HaA TOJ KU3HU C MOMPABKOIM Ha KauecTBO)
[11, 15-16]. Ecaiu usBecTHO, CKOJIBKO 3aTpaT
TpebyeT Kaxaad MeIUIUHCKAS TeXHOJIOTH
¥ CKOJIBKO JIET JKU3HU OHA COXPaHAeT, TO K Mac-
COBOMY IIPUMEHEHHUIO B IIEPBYIO ouepeb PeKo-
MEHJYeTCsS Ta, YTO C MEHBIIIMMHU 3aTpaTaMu J0-
cruraet OoabIiero spderra. Ilesecoobpasubim
cuMTaeTCsA UCIOJh30BaHUE TEXHOJOTUU, KOTO-
pas He IIPEBBIIIIAET IIOPOTOBOY BeInUnHBI. B Mu-
pe UCImoab3yeTcs HeCKOJIbKO IIOX0I0B K OIpe-
JleJIEHUIO TOPOTOBOI BeJIUUUHBI 3aTPAT HA TOJ
COXPaHEHHO! KM3HU, HO «30JO0TON CTAHAAPT»
npubauxaerca K Bearuuuue BBII ma ngymry ma-
cenenusd. [Ipu sToM IpueMJIeMbIil Jid 00IIIecTBa
MOPOT MOXKeT ObITh BapuabeIbHBIM AJIs Pa3HOTO
poja maToJOTUU, IMOITOMY MOTYT CUHUTATHCS
000CHOBaHHBIMU 00JIEe JOPOTHE UK, HA000POT,
6oJiee mereBble TexHoJsoruu [13]. Omenka ad-
(beKTUBHOCTH MEIUITMHCKUX TEXHOJOTHUI MpPo-
BOJUTCA BCerZa Ha OCHOBAHUU OI€HKU HEIOo-
CPeACTBEHHBIX Pe3yabTaToB. KauecTBO Memu-
IIUHCKON MMOMOINM paccCMaTpPpUBaeTCs CKBO3b
NPpU3MYy VJAYUIIEHUS COCTOSHUA OOJBHOTO.
JIU1I1b B OHKOJIOTU Y, T€MATOJIOT NN, PTUIUATPUN
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U eIlle HEKOTOPBIX 006JIaCTAX MEIUIIUHBI OI[eHY-
BaeTcA pAN, He UMEIOIMX HEeIOCPeJICTBEHHOTO
OTHOINIEHUS K CAMOYYBCTBUIO GOJIBHOTO, ITOKA-
3aTeJsieii: MOJHOE IUTOJIOTUYECKOEe UJIU MUKPO-
0uoJIoOTUYEeCKOEe BBIZJOPOBJIEHUE, IPOTOJIIKU-
TeJIbHOCTD »KU3HU U T. 1I. [6].

Brp160p TeXHOJIOTUI U TPUEM PEIIeHU — BO-
IIPOC OYEHb CJOKHBIN. B yCI0BUAX OrpaHUYEH-
HBIX (MHAHCOBBIX DPECYPCOB OH HYIKAAeTCsd
B CTPOTO HAYYHOM IMOAXOIe. YUAaCTHUKHU ITOTO
mpoiiecca, ¢ OJHOU CTOPOHBI, — BCS CHUCTEMA
3IPAaBOOXPAHEHUA U «TOCyJapCTBEeHHAA MAalllu-
Ha», OIPeiesIAI0IIasa mapamMeTphl GhMHAHCUPOBA-
HUS, a C APYToii — 3J0POBbE U KaUeCTBO JKUBHU
MmanueHTa, KauecTBO KU3HU €r0 CEMbU U MUK-
pocoruyma. O6e CTOPOHBI IPUHUMAIOT YUACTHE
B IPUHATUU PEIeHni, HO Mepa OTBETCTBEHHOC-
T y KaKI0i cBod [5, 13].

IMens ucciieToOBaHUSA — OIEHUTH MEIUITMH-
CKYIO, COIIMAJbHYI0 U BKOHOMUYECKYIO dhdeK-
TUBHOCTH JIeUeHUA JeTell ¢ ocTphIM JuMdob.ia-
ctHBIM Jeiiko3oMm (OJIJI) mo ITpororkoany BFM
ALL-90(M) B [leTcKOM OHKOTeMaTOJIOTUYECKOM
meutpe (JOT'L]) YenabuHcKoi 06aCTHON KJIH-
Huueckoi 6onbuuIlel (HOIAKB).

MaTtepuana u MEeTOIBI

B unccaenosanme 0b1J10 BKJIOUEHO 77 mereit
¢ ocTpbIM JAUM(POOIaCTHBIM JIEHK030M, ITpOJIe-
yeHHBIX 10 BFM ALL-90(M) 3a 5-neTHuii nepu-
oI, C KaTaMHEe30M He MeHee 5 JieT mocJjie OKOHYa-
"Huda IIporokoa.

Bceero 3amepuomc 1.01.19951031.12.1999 r.
(5 met) 8 IOI'I], YO KB ¢ BriepBbIe BLIABIEHHBIM
oCTPBIM JIUMQPOOJIACTHBIM JIEHK0O30M OBLJIO TOC-
nuTaausupoBano 84 marmenTa. VI3 aTol rpynnbl
ponuTenu 3 AeTel OTKa3aJuCh OT JIEYeHUS 110 Pe-
JIUTUO3HBIM U APYTUM MPUYMHAM, a 4 marueHTa
ImocJjie JieUeHU s BHIOBIIN 13 IPYIIbI HAOJII0 e HU A
B CBA3U C IIepeMeHOI MecTa JKUTeJbCTBA, T. €.
MOTePAHBI A Habaogenusa. Takum obpasom, 7
MaIrMeHTOB ObLIN UCKJIIOUEHBI U3 UCCIeOBAHUA.

B rpynmny aisa pacueTa cCOXpaHeHHBIX JIeT Kaue-
CTBEHHOMH »KM3HU BOIILJIO TOJILKO 77 mereii. B co-
cTaBe TPYINBI OKasajioch 43 Majabuuka u 34 ne-
BOYKH, COOTHOIIIEHYE MYKCKOT0 1 }KeHCKOTO IT0JIa
1,27:1. Cpeguuit Bo3pacT Ha [eHb TOCIUTAJIN3a-
muu 7 jget (ot 1 go 16 ser). Ilepuon HabaogeHNS
3a marmenTamu rpynnsl Ha 1.01.2005 r. cocrasiis-
eT MMPOMEeXKyTOK BpeMeHU He MeHee b JieT.

Inst pacueTa COXpaHeHHBIX B Pe3yJabTaTe Je-
yenud no [Iporokosny BFM ALL-90(M) set kaue-
CTBEHHOM KM3HU MCIOJbH30BAJIUCh ITOKA3aTEIN
kauectBa kusHu (QULY), mosyueHHBIE B X0J€
IUCCEePTAI[MOHHOTO WCCJHeJOBaHUS KauecTBa
JKUBHU Y MAIMeHTOB C MCI0Jb30BaHUEM OIIPOC-
Huka «PedsQL» (aBTop — k. Bapuu, CIITA)[9,
17]. Pycckas Bepcusa MeXIyHAPOJHOTO OIPOC-
HuKa «PedsQL» saBisercsa o0IUM MHCTPYMEH-
TOM HCCJIEOBAHUS, COAEPIKUT NeTCKUe U POIU-
TeJIbCKUe (POPMBI OIIPOCHUKA, BKJI0UAA (prsuue-
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CKOe, 9MOI[MOHAJIbHOE, COIMATIbHOE U «POJIEBOE»
dyarmuonupoBanue gereii [12]. Cpexuue noka-
satenu QULY y manueHTOB Ha sTamax JedyeHUs
u HabJoeHnsa OblIu pasHbiMu (Tabu. 1).

B xoge ucciaenoBaHUA MPUMEHSJIUCH CIENY-
forue meToabl KOA: QULY -amanus, «coxXpaHeH-
HbIe TOJbl KAUECTBEHHON JKU3HMU», «CTOUMOCTh
0oJie3HU », «3aTPaThl/3hHEeKTUBHOCTD» .

Pe3yabTaThel 1 00Cy:KICHUE

A. OmneHKka MeIUIUHCKOUN 3P PeKTUBHOCTHU
neuernusa OJIJI mo ITporokoay BFM ALL-90(M)

B mccaegyemyio rpymnmy BOIILIO 77 MalmueH-
TOB C Pa3HBIM MUCXOI0M 3a00JIeBaHUA, KAK YMep-
mize Ha 1-M roay JieueHusl, pa3BepHYBIIIUE pe-
IUAVBLI ¥ BEIXKUBIIINE UJIY IIOTUOIIINE IPY JaJIb-
HeHIIeM JIeUeHUU, TaK U HaAXOAAIIHUecsd
B CBEPXAJUTEIbHOUN peMmuccuu. Kakaasa us sTux
MOATPYIII BbIZeJIeHa IJI IOAPOOHBIX IIOICUETOB
COXPAHEHHBIX JIET C COOTBETCTBYIOIIIUM el Kaue-
cTBOM Ku3HU (Tabda. 2).

OIeHUTh MeIUITNHCKYI0 5(EeKTUBHOCTD JIie-
YeHUA JeTell MOKHO ¢ IIOMOIIbI0 KpuBoii Kama-
Ha—Meiliepa, TeMOHCTPUPYIOIEeH BhIKUBae-
mocTh namuenTtos B [JOT'L] YOI KB ¢ OJIJI, nmpo-
neueHHBIX 110 IIpoToxkoay BFM ALL-90(M) [7]
(puc. 1).

OmnmenuBass MeIUIIMHCKYIO 9(p(PeKTUBHOCTH
aeuenusa OJIJI ¢ mpuMeHeHHMEeM TeXHOJOTHUU
BFM ALL-90(M) mo KoHeYHOMY pe3yJbTarTy,
MOKHO KOHCTAaTHUPOBATH AJIUTEJIbHYIO Oe3peru-
IUBHYIO BBIXKMBaeMOCTD 0oJiee ueM y 75 % 1ma-
IIEHTOB.

B. Ananus «coxpaHeHHBIX JIeT JKU3HU C IO0-
IpaBKOM Ha KauecTBO» aJdA marnueHToB ¢ OJIJI,
noqyuuBIuX JedeHme 1o IIporokosy BFM
ALL-90(M)

Taoauna 1. Cpeguue nmokasatreau QULY y ma-
IUEHTOB C OCTPHIM JUMQOOJIACTHLIM JeHKO30M
Ha pas3HbIX dTamnax JeueHus no IIporokony BFM
ALL-90(M) u mocJsenyoiiero HabJIOJeHUA B
OOTI'Il, YOOKB (Cabuposa A. B., 2004)

[pynna nauMeHTOB Ha PasfIMyHbIX 3Tanax ngfssﬂz.;meﬂb
NleyeHns 1 gucrnaHcepHoro HabnoaeHus QULY (0-1)
_ | KoHTponbHaa rpynna — npaktuieckn
1-5 300pOBbIE OETU 0,95
MaumeHTtbl ¢ OJ1J1 Ha 1-M rogy neveHus
o.q| MO Mpotokony BFM ALL-90(M) — Ha I-, 0.5
M-, ll-npoTokone, AI'T n B nepBble ’
MecsLbl NoaaepXunsatoLLel Tepanmm
MauneHTtbl ¢ OJ1JT Ha 2-M 1 3-M rogax
3. 1€4eHns no MpoTokony BFM ALL-90(M) 06

— Ha noaaepXuBaloLLen Tepanin 1 B
nepBble MecsLbl MOC/e Hee

MauneHTbl Ha 4-M 1 5-M rogax ot
4-9 | Hayana nevyeHns — nNepuoa akTMBHOIO 0,7
AucnaHcepHoro HabnaeHus

5-q| MauneHTbl C pemuccueii 5 net n 6onee 0,8
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Ta6mauna 2. Cocras rpynns! nanueHToB ¢ OJIJI 3a 1995-1999 rr. 8 IOI'] YOAKDB B
3aBUCUMOCTH OT ncxonaa 3abomeBanusa (Ha 1.01.2005 r.)

Mpynna Mcxopn 3abonesaHus Konmqec(;sg ;'?;"'”eHTOB
1-9 Ymepnun Ha lNpoTokone 4
Mornbnu Ha paHHeM peuunanBee 7
- PassepHyBLLMe Mornbnan Ha N034HEM UM MOBTOPHbIX peLmanBax 5
peunames PeunanBumpytoT, HO XM1BbI 3
MpoponmkuTenbHas 2-9 peMmnccusa nocsie NPOTUBOPELNANBHOIO 5
npoTokona
3-9 Haxopsuwuecs B 1-i1 pemuccun 5 net n 6onee (cBepxaamnTesibHas peMUccus) 56

s pacueTa KOJMUYECTBA COXPAHEHHBIX JIET
JKMB3HU B KAUeCTBe KOHEUHOT'0 BO3PACTA YUUTHI-
BaJIACh CPEIHAS IPOLOJKUTEIBHOCTD MKU3HI:
IJIsT JIAIL JKeHCKOTo moJsia — 63 roga, A JUIl
MY2KCKoro moja — 56 jer (iudps! mo YenadbuH-
ckoii obsactu 3a 1995-i rox, nanabie O61aCcTHO-
ro cTaTucTudYeckoro 6opo) [13].

IIpumep pacuera COXpaHEHHBIX JEeT KA4eCT-
BEHHOM KU3HHU IJI KOHKPETHOrO MamneHTa

Hesourka A. B., zabomnena OJIJI B BospacTe
IMOJIHBIX 3 JIET, IOCJIe JIEUeHUA y Hee IOoJIyUYeHa
cBepXAauTeabHad pemuccusa. Ha 1-m rogy jeue-
HUA KadecTBO ee MKU3HU olleHnBaJoch Kak 0,5,
Ha 2-M 1 3-M rogax Jjeuenud — 0,6, Ha4-m u 5-
M rozax JeueHus — 0,7, qajsee 10 OpUEHTHPO-
BOUHBIX 63 seT (55 JeT) oumaeMoe KauyecTBO
sKu3HU y Hee Oyaer paBHo 0,8. ITogcueT Kosmue-
CTBA COXPAHEHHBIX JIEUEHNEM [JIS 3TOU HeBOU-
KM KAQueCTBEHHBIX JIeT JKU3HU BBITIALUT TaK:
(1r.x0,5)+2r.x0,6)+((2r.x0,7)+ (55 mer
x 0,8) =47,1 ner.

Huna manmuenTku A. B., 3aboxaesmieir OJIJI
B BodpacTe 3 JieT, IpoBeJeHHoe JieueHue 1o IIpo-
Torkosny BFM ALL-90(M) coxpauusio 47,1 jer
KauyeCTBEHHOM! KU3HU.
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Puc. 1. Beixxusaemocts nanueraTos ¢ OJIJI B
pesyabTaTe Tepanuu o IIporokonay BFM ALL-
90(M) B IOT'Il YOJAKB 3a 1995-1999 rr.

Taxum 00pa3oM IPOBeJEeH pacueT IPeIIoJia-
raeMoro KOJIN4eCTBAa COXPAHEHHBIX KAa4eCTBEH-
HBIX JIET JKM3HU IJId KasKJOr0 U3 IAIllIeHTOB
C y4eTOM M3BECTHOTO ucxoaa 3abonesanus. Cym-
MapHO JJIsI BceX 77 maIlueHTOB IIPOBEIeHHOe II0
IIporokony BFM ALL-90(M) jieueHUE COXPAHU-
J0 2497,7 neT KaueCTBEHHON »KU3HU, COOTBET-
CTBEHHO CpeqHUIl MOKa3aTes b Ha 1 maruenTa —
32,44 ropa.

JlaHHBIN TTOKa3aTeJ b JeMOHCTPATUBEH caM II0
cebe. OH MosKkeT OBITH Jajiee MCIIOJb30BAH IIPU
aHaause >PPeKTUBHOCTH 3aTpaT Ha JieUeHHe
B KauecTBe [0Kas3aTeJbCTBA I1eJIecO00pasHoCTu
MIPOBEeHUsT JOPOTOCTOAIIETO JIeUeHU A 00-
I[eCTBA C TOYKU 3PEHU 3aTPAar.

B. Ananus sxoHOMHUYECKOI 3 PeKTUBHOC-
Tu geuenusd gereii ¢ OJIJI mo IIporokony BFM
ALL-90(M)

B 1998 r. B IOT'I] YO KB 651710 TpOoBEAEHO
KJINHUKO-9KOHOMUYECKOE ICCIELOBAHIE «CTO-
MMOCTb 00JIE3HI», B X0J[e KOTOPOT'O OBLIJIM IO/ -
CUMTAHLI 3aTPATHl HA JieueHre OOJbHOI'0 OCT-
pbIM JTuM@POOJIACTHRIM JIeiK030M pebeHKa II0
IIporokony BFM ALL-90(M). «CroumocTs 60-
Je3un» 1 mamuenTa Ha KoHel 1996-ro roza co-
craBuaa 100 Teic. py0OJeit (20 ThICc. JOJITIAapPOB
CIITA) [7]. AHanoruuHOe McCJIeqOBaHUE MIPO-
Boauoch B Pecnyonukauckom JOTI] 1-i kau-
HUYECKO# O0osbHUILI I'. MUHCKA, I'le «CTOU-
MOCTB 00JIe3HU » cocTaBuga Ha 1999-i rox Tak-
Ke 23 526 goxa. CIITA 3a 3 roma jJedeHUSA IO
BFM ALL-90(M) [3]. C yueTOoM AMCKOHTHUPO-
BAHUSA U YPOBHA NHQIALUN, II0 PASHBIM HCTOY-
HUKaMm, Kk 2004-mMy rogy cymmy 3aTpaT Ha Ta-
Koe JieueHre MOYKHO CUUTaTh paBHou oT 600 1o
900 TwICc. pybIIeii.

C TouKu 3peHUA 3aTpPaTHOU 3PPEKTUBHOCTHU
3aTpaThl HA pasHble IPOTrpaMMbI JIEUEHU I JeTell
C OCTPBIM JUMQPOOJIACTHBIM JIEHAKO30M MOMKHO
OIIEHUTH caeayoinum oopasom [6, 10] (Tabdi. 3).

Yuursisas, uro BBII 3a 2004 r. B P® cocTaBua
4000 mox. CIITA ma gyury HaceJIeHUsS, MOYKHO yT-
BEPIKJATh, UTO C TOUKH 3PEHUA aHAJIN3a «3aTpa-
TbI /3 HEeKTUBHOCTH» 9KOHOMUYECKHU IeJIeC000-
PasHOM IJis OOII[eCTBA U3 TPEX AHAJIU3UPYEMBbIX
IIPOrpaMM JIeUeHU JeTell ¢ OCTPhIM JuMdpobJIacT-

13
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Ta6aumna 3. Pe3yabTaThl aHaIM3a
«3aTpaThl /3G (HEKTUBHOCTL» 3 IPOrpaMM
JeUeHUs AeTel ¢ OCTPBIM JUM(POOIACTHBIM
ae#ikosom B [IOT'I] HYOAKDB

CooTHoLeHne
KonnyecTtBo| «3aTtpatbl/addek
Heobxoau | coxpaHeH- | -TUBHOCTb», (40JI.
[Mporpamma -Mble HbIX neT CLUA/ropg,
3aTpartbl | Ka4yeCTBEH- COXPaHEeHHOoM
HOW XN3HN Ka4eCTBEHHOM
KUBHN)
BFM ALL-90(M) 20 000 33 606
BFMALL-90(M)- | 40 000 5 8000
Rez
HenpoTtokonbHas 10 000 1 10 000

HBIM JIEKO30M MOJKET CUUTATHCA TOJBKO Jieue-
Hue 1o I[Iporokoay BFM ALL-90(M), T. k. 3aTpa-
THI Ha I'0J] COXPAHEHHON KaYyeCcTBEHHOH KU3HU
3HAUUTEJbHO MeHbIle nTokasaTesnsa BBII. Jleue-
HUe JKe PenUuIUBHBIX 00JbHBIX 0 IIporpamme
BFM ALL-90(M)-Rez niau HeITpOTOKOJIBHOE C TI0-
3UIUY OOII[EeCTBA MOJKET PACCMATPUBATHCA KaK
Hellesiecoo0pasHoe, MOCKOJbKY 3aTPaThl Ha IO
COXPaHEHHO! KaueCTBeHHO! yKM3HU 3HAUUTEIb-
HO IIpeBbINIaloT mokasateab BBII. Ogmako sToT
ciaydail aBseTcA HATJISAHBIM IPUMEPOM, KOTraa
SKOHOMMUYECKIEe MHTEPEChl O0IIeCTBA MOT'YT BCTY-
maTh B IPOTUBOpPEYNe C MHTepecaMu MallueHTa.

C. Ananus conuaabHO 9(p(HEeKTUBHOCTH TEX-
HoJioruu JeueHusa mo BFM ALL-90(M)

Meron anannsa s)GeKTUBHOCTH 3aTPaT obIIe-
CTBA Ha MAaHHYI MEIUIMHCKYIO TEXHOJOTUIO
C PacyeToM COXPaHEHHBIX JIeT TPYA0CIOCO0HOC-
THU U IPOM3BeIeHHOTO 3a 9To BpeMa BBII Takixe
HarJIAOeH U JeMOHCTPUPYET ee COIUaIbHYIO a(-
(bexTuBHOCTH. TeopeTuuecKu 10 TPYLOCIOCOOHO-
I'0 U IeHCUOHHOT0 BO3PAacTa MOJKHEI JOKUTH 58
MMaIMeHTOB U3 9TOMU rpynis (o 29 oboero mosa).
3a Tpynocnocobusbie 42 roga (60 — 18) 29 manbuu-
KoB mmpopaborator 1218 ser (42 x 29). A 29 neBo-
UeK, IMpeskje ueM JOCTUTHYT IeHCUOHHOI'0 BO3-
pacra (55 — 18 = 37), 6yayT paborats 1073 roma
(37 x 29). Bce BMecTe OHU TPOU3BEAYT 3a
2436 ger BBII (#a 1 rpakganura PP B 2004-m
roxy ara cymma cocrtaBuyia 4000 mos. CIIIA)
Ha 9744 ToIc. nonnapos CIITA.

Jleuenue 77 mamueHTOB rOCyAapPCTBY CTOMJIO
oko0J10 1540 Tric. goanapos CIITA. W3 HUX meH-
CHUOHHOTO BO3pacTa JOCTUTHYT TOJAbKO 58 ueso-
BEK, HO OHU IIPOU3BEAYT B TPY/IOCIIOCOOHOM BO3-
pacte BBII uma 9744 rtwic. gommapoB CIIIA, uro
B 6,3 pasa MpeBBICUT 3aTPATHI.

C Touku 3peHUsa 00IeCTBa MOXKHO paccMar-
pUBaTh U APYTUe CTOPOHBI CONUANBHOM 3 PeK-
TUBHOCTHU, HAIPpUMepP MIPOU3BeAeHHOE MOTOM-
CTBO U T. JI., KOTOPbIE TPYAHO MOAAAIOTCS KOJIU-
YeCTBEHHBIM KPUTEPUAM.

14

3akaoueHue

Ha rpynne mamuentoB ¢ OJIJI, mpoJsieuuB-
muxca B [JOT'L YOOKB nmo ITporokony BFM
ALL-90(M) 3a 1995-1999 rr., nmpoBeaeH KoM-
mIeKCcHBIN KOA ¢ yueToM ciaeayoiux KJINHHI-
YeCKUX U 9KOHOMUYECKHUX [TapaMeTpPOB:

— KOHeUHas BBIKUBAEMOCTH ITPOJIEUEHHBIX
MaIueHToB;

— «CTOUMOCTEL OOJIE3HU » ;

— «COXpaHeHHbBIe TObI JKU3HU C MOTIPaBKOM
HA KaYyeCcTBO»;

— COXpaHeHHBbIe T'OAbI TPYAOCIOCOOGHOCTHU
u peAnonaraeMbiii o6-em BBII.

PesyasTaTom npoBemenHoro KIOA moxHO
CUUTATH JOKA3aHHONU MeIUITNHCKYIO, SKOHOMMU-
YECKYI0 U COIUaJbHYI0 3 (PeKTUBHOCTE Jieue-
Huda gereit ¢ OJIJI mo IIporokony BFM ALL-
90(M). IIpoBegenue KOA B yciIoBUAX OTPaAHU-
YEHHBIX MaTepPUaJbHBIX PECYypPcoB MMeeT 0co60
BaKHOe 3HaueHUe. Bonpocsl ahPpeKTUuBHOCTHU
MEIUIMHCKUX TeXHOJOTUH ABJISAIOTCSA HE TOJb-
KO MHCTPYMEHTOM yIIPaBJIeHUA KaueCTBOM OKa-
3aHUSA MeIUIIMHCKON ITOMOIIM, HO U 0a3mucoM
JUIS TaJbHEMIero mporpecca OTpacyu.
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B. A. Koavteun, C. A. Kyaesa, H. B. Kouyposa

PE3YJIBTATBI PUCK-ATAIITUPOBAHHOU TEPAIINY
JUM®OMbBI XOI;KKHUHA ¥ TETEN U IIOAPOCTKOB

I'VH HUU ouxonoruu um. npod. H. H. ITerpoa M3 u CP P®, Caukr-ITleTepoypr

Pesrome

O6cy:kgaioTcsa ABa BapUaHTa PUCK-aJallTUPOBAHHON Tepanuu JuM@OMbl XOMKKUHA V deTell
¥ MoAPOCTKOB: mpoTokoa DAL-HD (Bepcuu 87 u 90) 1 mporpaMma ¢ UCIIOJIbL30BaAHUEM AJII UHAYK-
nuu pemuccuu cxembl VBVP, He comepaxaliieil aHTPAIlMKJINHOBBIX AHTHUOMOTUKOB U aJIKUJIUPYIO-
X IMUTOCTAaTUKOB. KpoMme Toro, Bo 2-if mporpaMmMe IpPUMeHeH HOBBIM IIPUHITUI CTPATU(DUKAIIUN
Ha I'PYIIIILI PUCKA, UTO IIPUBEJIO K yMeHbIteHnio Ha 14,7 % uwucsa 60JbHBIX B I'PYIIIE BLICOKOTO PU-
CKa 1, COOTBETCTBEHHO, CHIKEHUIO IUTOCTATUUYECKUX HATPY30K Y 9TUX nanueHToB. K 3-1eTHeMmy
CPOKY Ha0OJI0JeH1A ITOKa3aTeu BbIKUBaeMocTH (00111eil u 6ecCOOBITHUIHOM) 0Ka3auCh HECKOIb-
KO BBIIIIE IIPU UCIIOJB30BAHUU 2-H MPOTPaMMBI.

B. A. Kolygin, S. A. Kuleva, N.V. Kochurova

RESULTS OF RISK-ADAPTED THERAPY OF CHILDREN AND
TEENAGERS WITH HOLDGKINS LYMPHOMA

Research institute of oncology, Sankt Petersburg

Abstract

Two courses of risk-adapted therapy of children and teenagers with Hodgkin’s lymphoma were
discussed: DAL-HD-study (HD-87 and HD-90) and combined modality treatment including induc-
tion chemotherapy with VBVP schedule avoiding anthracycline and alkylating agents. Moreover,
new principle of stratification on risk groups used in the second course decreased the number of
patients in high risk group for 14,7 % and therefore reduced cytostatic loads in these patients.

OS and EFS at 3 years were some better for patients treated with the second course.

JIumdpoma XomxkuHua (JIX) apagercda oTHUM
u3 HauboJjee KypabelbHBIX 3JJ0KAUYECTBEHHBIX
IIPOI[eCCOB B OHKOIIeAUATPUH, HO IO HACTOAIIIe-
ro Bpemenu 100% BBI)KMBAEeMOCTHU NOCTHUYL He
yZaeTcsa B CBA3U C HAJMUYMEM TaK Ha3bIBA€MBIX
pes3ucTeHTHBIX (popM 3aboseBanusd [2].

BHenpenue B IpaKTUKY MHOTOKOMIIOHEHT-
HBIX cxeM (MOPP, ABVD) noauxuMuorTepanuu
(IIXT) cyiiecTBeHHO YJYUYIINJIO PE3yJIbTaThl
neuenusd JIX y nmereii u B3pocabix [1, 5], HO ipu
IJIUTEeIbHOM HAOJIOIeHUY 3a N3JIeUeHHBIMY TI1a-
IUeHTaMX OBLIN BHISABJIEHLL M JOBOJBHO TSMKe-
JIble OTJaJIeHHbIE TIOCJIeICTBUA Tepanuu. K Hum
OTHOCATCA CBA3aHHBIE C IPUMEHEHWeM aHTpa-
IUKJINHOBBIX AHTUONOTUKOB KapAHNOMUOI AT
(ocobeHHO yacThie y O0JBbHBIX, IIOBEPraBIINX-
¢ 00JyUYeHUIO CPemoCTeHUs), OJeOMUIIUH-
o0ycaoBiaeHHBIE (huOPO3HBbIe UBMEHEHHU B JIer-
KUX, CHU}KeHUue GepTUJIbHOCTH BCJIEACTBUE UC-
MOJIb30BAHUA AJKUJUDPYIONIUX ITUTOCTATUKOB
U, HAKOHEI[, BTOPbIE OIMMYXOJIU, YHUCJIO0 KOTOPBIX
co BpeMeHeM yBequuuBaeTcsa u K 20-1eTHeMy
CPpOKy HabOmwomenus pocturaer 10,6 % [7,
10-12].
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B cBsA3U ¢ 9TUM IPeATTPUHUMAIOTCA HOIBITKY
K uckaouenuto us3 cxem [IXT maubosee «omac-
HBIX» IITUTOCTATUKOB (K Ipumepy, cxema VBVP
He CONEPKUT aHTPAIUKJIUHOB U aJKUJIUPYIO-
MIUX IperapaToB) U YMEHBIIIEHUIO YKUCIa MUK-
JaoB IIXT (1, cOOTBETCTBEHHO, CYMMAapPHBIX 103
IUTOCTATUKOB) B 3aBUCUMOCTHU OT I'PYIIILI PUC-
Ka (Tak Has3kbIBaeMadA PUCK-aJalTUPOBAHHAA Te-
panwus).

ITens pa6oThI — 006001IeHTE 15-I€THETO OIIBI-
Ta OTAEJEeHUA 10 IpobaeMe PUCK-aJallTUPOBAH-
HOY Tepanuu JIX y neTeil u MOgPOCTKOB.

MaTtepuana u MeTOIBI

ITauuenmot u memodvL 06¢c1e008AHUSA

B nepuon c 1987 mo 2005 r. B oTHeIeHUN AET-
CKOM OHKOJIOTUU U I'eMAaTOJIOTUHU IIOABEPTHYTO
JeueHuio 122 mepBUYHBIX OOJBHBIX C THCTOJIO-
ruuecku gokasauuoii JIX. Cpenguuii Bo3pacT ma-
nmueHToB coctaBua 10 jet (ot 2 go 16 JseT).

CragupoBamnue MpoIlecca OCyIIeCTBIAIOCH CO-
ryiacHo Kiaccuuranuu Ann Arbor (1971). Hu-
arHOCTHUUYECKUI KOMILJIEKC IOMIMO OOBIUHBIX JIa-
0OpPaTOPHBIX TECTOB BKJIIOUAJ MHCTPYMEHTAJb-
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HbIe MeTOAbI 00caenoBanusA (peHTrenorpadumio
rpynHoii KiaeTku, KT opranoB OpIOIIHOM mOJIOC-
TH, 3a0PIOITMHHOTO IIPOCTPAHCTBA U TPYAHOI
KJIETKU, MUEJIO-, IUEeHO-, TeIlaTo- 1 JUM(OCIIUH-
Turpaduio, a TakKe, M0 IOKa3aHUAM, OCTEO-
CHUHTHUTPADUIO). YUUTHIBAJIOCH HAJIUUME 001ITel
CUMIITOMATUKU U OMOJOTUYECKON aKTUBHOCTHU
mmporiecca.

W3 nHBa3WBHBIX MIPOIEAYP IPUMEHAJIUCH UH-
IMU3NOHHAA OMOTICUA YBeJIUUEHHBIX JuMpaTuye-
CKHUX Y3JI0B U TPEMaHOOMOICUA KOCTHOTO MO3Ta
y 6oabpHBIX ¢ IIB-IV cragueii. B peakux ciydaax
IIPU OTCYTCTBUU TepudepudecKoii suMdameHo-
MaTUM MaTepuaJ Jid IaToMOP(OJIOTUUECKOTO HC-
cJIeIOBaHUA MOJTyYaJIU ITyTeM OIIEPATUBHOTO BMe-
maTeabcTBa (BUIEOTOPAKOCKONUA/TOPAKOTO-
MUs, JIATTAPOCKOIINA /IallapOTOMUS).

JleuweOHbLe npozpammol

C 1987 mo 1999 r. ncooab30BaICA IPOTOKOJI
DAL-HD, Bepcuu 87 u 92[8, 9]. B2000-2003 rr.
INA UHAYKIUU PEMHUCCUU MPUMEHAJU CXeMY
VBVP, BO3MOKHOCTU KOTOPOI OBIIU U3yUEHBI
(bpaHIy3CKUMU OHKOIeAUATPaAMU IPY JIEUeHU U
panHUx craguii JIX [6] u B Hamle# KIMHUKE IPU
JleueHUU BceX cranuii [4]; crpaTuduKanuio Ha
TPYIIILI PUCKA ITPOBOAUJIN HAa OCHOBAaHUHY pa3pa-
00TAaHHOTO HAMHU IIPOTHOCTHUYECKOTO MHJIEKCa
[3]. B orauune oT mpoToko0B DAL, B KOTOPBIX
IIpY OIpeeJeHnuN I'PYIIbl pucKa (1, COOTBET-
CTBEHHO, yucJyaa 1ukgoB IIXT) yuursiBatoTcs
TOJBKO CTaAus 3a60/IeBaHUA 1 HAJTNUYKME 00X
CUMIITOMOB, HAIll TIPOTHOCTUYECKUUN UHIEKC
BKJIIOUaeT 6 He0JIaronpuATHBIX IPU3HAKOB: BO3-
pact crapmie 10 ser, IV cragua 3aboneBanus,
pasmep KoHTrJoMepaTa 6ojsee 5 cm u/uau MTU
6oiee 0,33, uncio mopaskeHHBIX 30H 6ojee 4,
CUMIITOMBI MHTOKCUKAIIUU U OMOJOTUYeCKad aK-
TUBHOCTH IIpoliecca. IlarueHTOB, JeUeHHBIX IIO
DAL-HD-npotokoay, 6s1a0 83 (1-a rpynma),
¢ ucmoab3oBanmeMm cxembl VBVP — 23 (2-a
rpyiia), 1 HakoHel, 16 00J1bHBIX, HAOIIOqaB-
muxca B 2004-2005 rr., nuagykrusayo IIXT
moJiyuasiu ¢ mpoBenenuem cxem VBVP u ABVD
B aJIbTEPHUPYIOIIEM peKumMe. B cBA3YM ¢ KOPOT-
KHMU CPOKaMu HAOJNIOJeHUSA 3TU MaIUEeHTHI
B JAaHHBIN aHAJN3 He BKJIIOUEHHI.

Cxema VBVP BBITIAAUT CIAEOYIONIUM oOpa-
3oM (TabJ. 1).

OcobeHHOCTDBIO TPUMEHeH A JAaHHO CXeMBbI B
TOM, UTO UHTepBaJ Mexay nukjaamu 1IXT npu
BOCCTAHOBJIEHUY ITOKasaTejei mepudepuiecKoi
KpoBu cocTaBiseT He 28, a 21 geHb.

ITo oKOHUYaHUY JIeKapPCTBEHHOM Tepanuy Ipo-
BOJMJIOCH KOHCOJUUPYIOIee 00JIyueHE paHee
BOBJIeUeHHBIX (a B mpoTokose DAL-HD unorza
U CMEXKHBIX) JuMparuueckux 30H, COJl mpu
ATOM 3aBHUCEJIA OT IOJHOTHI JOCTUTAEeMOIi PeMUC-
cuu (6osiee unu mexee 70 % perpecca) u cocTas-
aana 25—-40 I'p (CO/I ua 1erkue, mevueHb U IOY-
Ku — 12-15 T'p).

Taéauna 1. Cxema VBVP*

Mpenapat Do3a, Mr/M2 MyTtb AeHb
BBeAEeHUS BBEAEHUS
BuHbnacTuH 6 B/B 1-nn8-n
BneomuuuH 10 B/B 1-1
Bene3ng 100 B/B 1-5-in
MpenHn3onoH 40 Per os 1-8-1

* Cxembl OPPA/OEPA, COPP 1 ABVD He NnpuBOAATCS B CBA3U C UX
LUMPOKOWN N3BECTHOCTLIO.

OueHnKa nOAHOMbL PeMUCCUU

O1eHKa HEITOCPEeICTBeHHbBIX 1 OTAJI€HHBIX Pe-
3yJILTATOB MMPOBOAUIACH B COOTBETCTBUU C PEKO-
meupanuamu Komurera skcaeptos BO3 (1979).

Cmamucmuueckue memodsl

CraTtucTruecKUil aHaau3 U 06paboTKa JaH-
HBIX OCYIIECTBJSAJJNCH C IMOMOIIBIO DJIEKTPOH-
HBIX Tabaui Microsoft Excel u makera mpo-
rpamm Statistica, Bepcusa 6.0. [lokasaTenu BbI-
skuBaemoctu (OS — o00Iasg BBIXKUBAEMOCTD
u EFS — 6eccobbITUiiHAA BHIXKMBAeMOCTbE) pac-
CUMTHIBAJINCEH C HCIIOJb30BaHueM Meroma Kai-
nama—Metiepa.

B 060ux mpoOTOKOJIAX BBIAEJNSINCH I'PYIIILI
HU3KOr0, IPOMEKYTOUHOI'O ¥ BBICOKOI'O PHCKA
(tabu. 2), uTo u oupeneaano unco rukaos [IXT.

B nporoxosie DAL-HD B 1-ii rpymniie pucka 0bi-
710 27 (32,5 % ) 60onbubix ¢ IA, IB u ITA cragusamu;
nposoauiocs 2 nmukjaa IIXT: OPPA/OEPA (s za-
BHUCHMOCTH OT 110J1a). Bo 2-10 rpymmmy prcka BKJIO-
ueHo 33 (39,8 %) pebenka co IIB u ITIA cragusa-
MM; UM IPOBOAUIOCH 4 MUKJIA IOJUXUMUOTEPA-
nuu (2 OPPA/OEPA u 2 COPP). B 3-i1 rpynme
pucka 66110 23 (27,7 % ) maruenTa c IIIBu IV cra-
ausaMu, nmoayuusiux 6 nmukiaos (2 OPPA/OEPA
u 4 COPP) nmosmxumMuorepanuu.

B nporoxosae 2000—2003 rr. B 1-ii rpymnme pu-
cka (8 manuenTos, uau 34,8 % ) IPOBOAUIIOCH
2 nmukya IIXT, Bo 2-11 (12, unu 52,2 % ) — 4 ukK-
nau B 3-i (3 pebenka, uau 13,0 % ) — 6 UKJIOB.

Kax BugHO u3gaHHbIX Ta0JI. 2, IPU UCIIOJIb30-
BaHWUU IIpeJiaraeMbIX HAMU IIPUHIUIIOB CTPA-
THPUKAINY HA TPYIIILI N3MEHEeH!s II0 CpaBHe-
Huio ¢ DAL-HD kacatorcsa 2-i1 u 3-i rpyIim puc-

Tab6auna 2. IIpuHIIUIEI cTPATU(DUKAIAN
0OJIbHBIX HA I'PYIIIELI PUCKA

DAL-HD VBVP (2000-2003)
Mpyn- Konuuec- Konuuec-
na MpuHunn TBO MpuHunn TBO
pvicka | cTpatuduKa- | GonbHbix | CTPATUDUKA-| GonbHBLIX
unn unn
n % n %
1.5 | 1A-lAcragmn | 27 | 32,5 0-2 8 | 348
4| ’ npuaHaka ’
32
2-9 IIB-1lIA ctagumn | 33 | 39,8 NpU3Haka 12| 52,2
5 npu3HakoB
3-9 HIB-IV ctagpuun | 23 | 27,7 1 Bonee 31| 13,0
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Ka: 6oJiee moyioBUHEI (52,2 % ) mereit momamaooT
BO 2-10 TPYINY, a B 3-ii TPyIIe OCTaeTCA BCETO
13 % manuenToB (3Ta udpa COOTBETCTBYET UIC-
JIy TaK Ha3bIBA€MbBIX PE3HUCTEHTHBIX (DOPM).

PesyabpTaTsl

O6was xapakmepucmuka Mamepuaia

B Tabsa. 3 mpencTaBiieHbI CBeIeHUA O GOJIBHBIX
U3y4YaeMbIX T'PYIII, Je4eHHBIX B 1987-1999 rr.
u 2000-2003 rr.

Kax caenyer ns nanubix Tabj. 3, CyIiecTBeH-
HBIX pasjuuuii mo paKTopamM, UMEIIIUM IPO-
FHOCTHUYECKOE 3HAUeHHe, MeXy I'PYIIaMu He
obL10. CiegyeT OTMETUTh, UYTO BO 2-#1 Trpymnme
npeobsamanu getu crapiiae 10 jeT, HO OBIIO
MeHbIIle OOJIBHBIX C OOIlell CUMIITOMATUKON
¥ OMOJIOTMUYECKO aKTUBHOCTBIO IIPOIecca; yac-
Tora craauu IV ObLIa omuHaKoBoi. Ilo gpyrum
IIPOTHOCTUYECKH 3HAYMMBIM IIapaMeTpaM pas-
JINYNSA OBLIY HECYIeCTBEHHEI.

Tao6mauna 3. O611aa xapakKTepUCTUKA
marnueHToB

HenocpedcmeernHvle pe3yibmambl

B pesysabraTe JieKapCTBEHHOH Tepamuu IO
npoTokoay DAL-HD moJHy0 peMUCCUIO YIaJI0Ch
noctuub y 68 (81,9 %) 60IBbHBIX, YACTUUHYIO —
v 5 (6,0 % ) mereir; mporpeccupoBauue 3abojeBa-
Husg ormeueno y 10 (12,0 % ) namuenTtos. Ilo za-
BepieHuu jgeuedHoi mporpammbl (IIXT + myue-
Basd Tepanusd) IOoJIHASA PeMUCCUa 3a)uKCupoBaHa
y 73 (88,0 % ) 6onbubIX. [IpK HCIIOIB30BAHUYT HA
srare nHAYKIuu cxeMbl VBVP monnasa pemwuc-
cua ormeuena y 10 (43,5 % ) GONBHBIX, YACTUY-
Hasg —y 12(52,2 %) nereii; y 1 (4,3 % ) 60IbHOI
nocye IIXT orMmeuena JUIL CTAOMIU3AIUA TIPO-
mecca. OqHAKO IOCJie 3aBepIeHuA JedeOHOI
nmporpaMMBbl (JIeKapcTBeHHaA U JiydyeBasd Tepa-
MUs) MOJHAS PEMUCCUA AUATHOCTUPOBaHA y 22
(95,7 % ) mantuenToB. B 1 HabaogmeHuu Ob1jIa 10-
CTUTHYTA CTOMKAA YacTUUYHASA PEMUCCHUA.

ITorkasamenu svLicusaemocmu u omoaJier-
Hble nocaedcmaus JeueHus

B cpoku HabmoneHns 3a O0JBHBIMU OT 5 10
193 mec. (B cpegHeM — 62 Mec.) moKasaTenu 3-
aerueit OS I IaIlMeHTOB, TOJYUYUBIITNUX JeUe-
Hue 110 mpotokoay DAL-HD, cocrasunu 95,9 %,
I8 OOJIBHBIX, JIEUEHHBLIX C MCIOJb30BaHUEM

MpuaHak DAL-HD (83 VBVP (23 cxembl VBVP, — 100 %.
60NbHbIX) 6O0NbHbIX)
IToxkasarenu EFS mocTurim cooTBeTCTBEHHO
a6c. % a6c. % 0
82,1 u 79,0 % (pasauuus CTATUCTUUYECKHU HEIO0-
Boapacr: CTOBEpHBI).
mnazwe 10 net St 61,4 2 8,7 TToxasaTesiu BHIXKMBAE€MOCTH 110 TPYIIIIaM PU-
cTapuwe 11 net 32 38,6 21 91,3 cKa OTpa)ReHBI B Ta6n. 4.
Mon: OO611asa BBIXKUBAEMOCTh B 1-if rpynmne 060Jb-
ManbunKi 53 63,9 3 34.8 HBIX, JIEUEHHBIX C MCIIOJIb30BAHUEM IIPOTOKOJIA
[eBOYKM 30 36,1 15 65,2 DAL—HD, cocrasuia 100 % , BO 2-m — 96,7 % .
Craaus: B 3-if — 87,0 % mpu 6eccoOBITUINHOM TeUeHUU
| 2 78 5 8.7 84,4, 81,4 u 71,4 % coorBercrBeHHO. ObmIan
T 28 33.7 13 56.5 BBIKMBAEMOCTE BO BCEX I'PYIIIAX PHUCKA IIPHU HUC-
i 43 51.8 6 261 nmonb3oBaHuu cxeMbl VBVP mocturaa 100 %.
v 8 96 2 8.7 EFS oOn11a HuKe B 3-i1 rpymnme pucka (33,3 %)
«b»-CUMITTOMbI: npu 100% 0OeccoOBITHUIIHON BBIXKUBAEMOCTHU
pyy o 8.9 y 74 B IBYX APYyrux (cjaenyerT OTMETUThb, UYTO B 3-i
roT 59 =17 9 856 rpyIIe pucKa ObLI0 BCero 3 namueHTa).
N3 73 601bHBIX, 3aKOHUUBIIUX JeUeOHYIO
«b»-cMMnNTOMBI: 0,
=5 = = = nporpammy DAL-HD, y 10 (13,7 %) B cpoku
ecte ’ i or 13,6 no 130,1 mec. (B cpegHeM — uepes
HeT 44 53,0 14 60,9
_ 65,3 Mec.) BOBHUKJIN PEIIUIUBLI 3200/ IeBAHUA:
Mopdonoruyeckuni o
BapMaHT: B JuM@daTuuyecKux ysjgax — y 7 gerTei, mpu-
LP 11 13,3 2 8,7
NS 44 53,0 18 78,3
MC 25 30,1 3 13,0 Ta6auna 4. ITokazaTenu BEIXKMBAEMOCTHU B
He onpezenen 3 3.6 _ _ 3aBHCHMOCTH OT I'PYIIIBI PHUCKA
KonunyectBO
MOopaxXeHHbIX
AMMbATMYECKNX 3OH: 3-neTHss DAL-HD VBVP (2000-2003)
MeHee 4 25 30,1 9 39,1 BbIXMBae- ] 5 3 ] > 3
MOCTb -q -q -q -a -q -4
4 1 Gonee 58 69'9 14 60’9 rpynnaj rpynnaj rpynna| rpynnaj rpynna| rpynna
Pasmep
HamGonbwero 0S, % 100 | 96,7 | 87,0 | 100 | 100 | 100
KOHrnomepara:
MeHee 5 cm 39 47,0 10 43,5
o)
S oy Goros 7 530 3 565 EFS, % 84,4 | 81,4 | 71,4 | 100 100 | 33,3
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yeM y 2 us HuUX B 06ayueHHBIX 30HaX (CO/] co-
craBiaana 40 I'p); v 3 manueHTOB BLISBJIEHEI
reMaToOTeHHbIe PeIUAUBHI (B JieTKue, KOCTHU
¥ KOCTHBIN MO03T). 4 GOJBHBIX C PeIlUJIuBaMU
npuHagjgexanu K 1-if rpynme pucka, 3 maiu-
eHTa BXOQUJHU BO 2-10 TPYIINY U CTOJBKO Ke
nereit — B 3-10 rpynny. ¥ 2 (2,4 %) mamuen-
TOK uepesd 1 1 4 rofa mocJjie JjedeHUA TUATHOC-
TUPOBAH OCTPBIN MUEJT00JIaCTHBIN JIeliK03. ¥ 1
00JBHOM, ITO-BUAUMOMY, BTOPUUHBIH remo6Ia-
cT0o3 OBIJT 00yCJIOBJIEH IpoOBeleHHMeM «sal-
vage»-Tepaluu 1o NOBOAY penuauBa 3aboJie-
BaHUWA; BTOpad IallMeHTKa IPUHAaAJeKajia
K 3-#1 rpylle puckKa 4 mojyumja 6 IUKJIOB
IIXT u JIT. Emte 1 mamueHT BBIOBIJI U3-I0J Ha-
OJII0OJIeHUA TTOCJe 3aBepIleHus JieueOHOM mpo-
rpammbl. [Ipu o6paleHny B MONUKJINHUKY Ue-
pes3 4 roma y Hero o0Hapy:KeHO IMOpasKeHUe
BCeX TPYII JUMPATUUYECKUX Y3JI0B, MATKUX
TKaHell TPYAHOIN KJETKH C paclajoM OIyXO-
aeBo#l macchel. IIpu Mmopdosoruueckoir Bepu-
bukanuu (BKJIOUYAA UMMYHOTHUCTOXUMUYEC-
Koe uccJiefloBaHue) O0OHapy:KeHa KPYIHOKJIe-
TOUHAdA aHaNJacTUuuecKad auMdoma.

Bce Heymauum JjieyeHus MO mMporpaMme ¢ HC-
noJsib3oBaHueM cxeMbl VBVP oTmeuens! y namnu-
€HTOB 3-# rpynnsl pucka. ¥ 1 60JabHON uepes
6 Mec. BOBHUK peluauB 3a00JieBaHUA B JIETKOM,
Ipyroii pebeHOK HAXOAWJICSA B CTOMKOM YacTUY-
HOI peMuccuu B TeueHue 27 Mec., OMHAKO B JaJIb-
HeHIIIeM 0TMeUeHO IIPOTrPeccupoBaHMe IIPoIecca.

3akaoueHue

C mcmoJsib30BaHMEM PUCK-aTANTUPOBAHHBIX
IporpaMM yJaeTcA JOCTUUDb BEICOKUX Pe3yJbTa-
TOB JieueHUuA JuMPOMbl XOIKKUHA, 0COOEHHO
B TpyIe 6J1aronpuATHOTO IPOTHO3a. B mporo-
kosie 2000—2003 rr. JUITb B IPYIIIIE BHICOKOTO
pucCKa oTMeueHa Hu3KaA 0ecCOOBITHITHAA BhIKH-
BaeMoCTh (IIpaBa, B 3TOM rpyIime ObLJI0 Bcero 3
manueHTa).

B kauectBe uagykTuBHOM [IXT Hamu 6b11a 1c-
MMOJIb30BaHa CXeMa, He co/leprKaliasa aHTPaIluKJIN-
HOB 1 aJIKUJIUPYIONTUX areHToB. OTHAKO B JTaHHYIO
CcXeMy BXOJUT APYTO¥ IIUTOCTATUK, 00JIa a0 Uiz
TYMOPOTE€HHBIM ITOTEHIIMAJIOM — IIPOM3BOJHOE
snunonoduiorokcuua VP-16 (Bemesun).

B HacTosAlee BpeMsA B IpyHIIaX CPeIHETo U BbI-
COKOT'0O PUCKA IIPOBOJUTCSI COOTBETCTBEHHO 4 u 6
IIUKJIOB JJeKapPCTBEHHOM Tepannu B aJIbTePHUPY-
rorieM peskuMme. Cxema VBVP, koropas onpaBza-
Ja ceba B rpynnax HU3KOTO U CPeIHEro PUcKa,
yepenyercs co cxemoit ABVD, apidAmieiics «30-
JOTHIM cTaHzapTom» B Jeuenuu JIX. ITo ranHOMYy
npotokoay (CII6JIX-05) ¢ xopomnmMu Helmocpe/I-
CTBEHHBIMU PE3yJbTAaTaMU IIPOBEJEHO JeUueHU’e
16 manueHTOoB.

JanbHEHRIINM HaIITUM IT11aroM, BEPOATHO, Oy IyT
PeNYKIIUS Pa30BOM MO3BI OJIEOMUIIMHA B CXEMe
ABVD no 5 mr/m2 (cymmapso 10 mr/m23a Kypce) u,
BO3MOJKHO, yMeHbIenne ynucjaa 1nmukjaoB IIXT Bo

2-1 rpymiie pucka (CpoKu HabIoneHs 3a 00JIbHEI-
mu, JedeHusiMu B 2000—-2003 rr., ere HegocTa-
TOYHBI, YTOOBI OBITH YBEPEHHBIM B CTAOMJILHOCTH
HaOJIIOAoIIeca y HUX ITOJTHON PEMUCCUN).
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IIOTPAHUYHBIE COCTOAHUA KOCTHOM CUCTEMBI ¥ IETEH
HA ITPUMEPE ROCTHBIX RUCT
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Pesrome

HuctpoduuecKkue KOCTHBIE KUCTHI cocTaBaAOT 15—20 % omyxoJieil u omyxoJenofo0HbIX 3a00-
JIeBaHUI KOCTeH M OTHOCATCA K HauboJiee YaCThIM IIOTPAHUUYHBIM COCTOSHUAM KOCTHOTO CKeJeTa
y mereii. [[uddepeHninanbHas JUarHOCTUKA aKTUBHO-KUCTO3HOU ()OPMBI 0CTE€00IaCTOKIACTOMBI
(OBK) 1 KOCTHBIX KHCT JOCTATOYHO TPYAHA Jarke B HacTodAllee BpeMs. OcTreobacTOKIacTOMA —
arpeccUBHAas, YaCTO PEIUANBUPYIONIAA ¥ 03JI0KAUECTBIIAIONIAACS OIIYyX0Jb. AHEBPU3MaJIbHASA U CO-
JuTapHas KUCTHI — 9TO IPOABJIEHUS IIPOIlecca, UMeIOIIero o6y Ipupoy, HO aHeBpU3MaJIbHAA
KHCTa XapaKTepusyercsa 0COOEHHOCTAMU POCTA U CBOEOOPA3HBIM reMOANHAMUYECKUM HAPYIIIeHN’-
eM. B HacTosAIee BpeMsa HamboIee IaTOreHeTHUYeCKY 000CHOBAHHOM ABJISAETCA METOJUKA IYHKI[U-
OHHOTO JIEUeHU S C BBeJeHNEeM JIeKaPCTBEHHBIX BEIeCTB, HAIIPaBJIEHHBIX Ha MTOaBJIeHe aKTUBHO-
ctu npoiecca. Cpeiu KOCTHOIJIACTUUECKUX BMEIIATEJIHCTB HanboIbIllee pacIpoOCTPaHeHUe Oy -
YU KPaeBbie Pe3eKI[UU C 3aMellleHreM AedeKTa pasJIuyHbIMYA BUAAMU aJJ0TPAHCIIJIAHTATOR.

KiaioueBbie ciioBa: KOCTHBIE KUCTBI y ae’reﬁ, IIOTPaAaHUYHBIE COCTOAHUA, J€TCKAasd OHKOJIOT'UdA,
AeTCKad OpToIleamnsd.

E.A. Sorokinal, L. A. Nikolaeval, N. M. Ivanova2?, N. A. Koshechkina?2,
A. N. Petuchov!, Y. G. Baranovsky!, A. V. Shvarova?, A. V. Igoshin2

BONE CYSTS AS AN EXAMPLE OF BORDER-LINE STATE OF
CHILDREN’S BONE SYSTEM

1Children’s T. S. Zatsepin City Hospital Ne 19, Moscow
2Institute of Pediatric Oncology and Hematology N. N. Blokhin Cancer Research Center, Moscow

Abstract

The dystrophic bone cysts make 15-20 % of the tumors and tumor-like bone diseases and
mostly often relate to border-line state of children’s bone skeleton. Differential diagnostics of
active cystic forms of giant cell tumor of bone and of bone cyst is complex enough even at the
present time. Giant cell tumor of bone is an aggressive, frequently relapse and malignant tumor.
Aneurismal bone cyst and solitary bone cyst are the processes that have mutual nature, but
aneurismal bone cyst is characterized by the specialties of growth and by the special hemodynam-
ic dysfunction. Giant cell tumor of bone is an aggressive, frequently relapsed and malignant
tumor. Currently the most pathogenetically founded methodic is the methodic of paracentetic
treatment that uses medicines directed on the suppression of the process activity. Among the
osteoplastics interferences the most wildly spread are marginal resections with defect substitu-
tion of different types of bone allografts.

Key words: children’s bone cysts, border-line state of children’s, pediatric oncology, pediatric
orthopedics.

HeCMOTpH Ha OI'POMHO€ KOJIMYEeCTBO JirTepa- JIeUHeHUEe B IIOSAHUX CTaauAX 3abosaeBanus. Cesa-
TYPBI, IIOCBHH.(GHHOfI IIOTPAHUYHBIM COCTOAHUAM 3aHO 3TO C OTCYTCTBUEM IIATOT'HOMOHUWYHBIX KJIN-
KocTen CKeJieTa, 10 HaCTOAIIETO BpEMEeHHN BOSHN- HUYECKUX HpOHBJIeHI/Iﬁ Ha PaHHUX CTaAudX pas-
KaloT 3aTPpyaAHEeHU A IIPU AUArHOCTUKEe HO30JIOTW- BUTHUA OIIYXO0JIU, pa3H006pa3HeM KINMHNYECKUX,
YeCKHuX (I)OpM, B CBA3U C UeM OETHU IIOCTYIIaloT Ha PEHTIreHOJIOTUYECKUX U MOp(l)OJIOI‘I/I‘-IeCKI/IX IIpO-
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SIBJICHUH B pa3BepPHYTOI (hase, CYIIeCTBOBAHIEM
arunuuHbx GopMm. Kiaaccuueckue mposaBiIeHNs
3aboJsieBaHUsA — 00JIb, IPUNYXJOCTh, HAPYIIIeHe
(pYHKI[MM OpraHa — CBOMCTBEHHBI He TOJIbKO OITY-
X0JIEBOMY IIPOIIECCY, HO 1 MHOTMM 3a00JI€BaHUSIM
OIIOPHO-ABUI'aTEJIbHOIO allllapaTa HeoIyX0JIeBOM
STHUOJIOT UM,

HucrpodruecKrie KOCTHbIE KMCThI OTHOCATCS
K Han0oJiee YaCThIM IIOIPAHUYHBIM COCTOSHU M
KOCTHOTO CKeJieTa y JeTeli.

TepMHUH «KUCTa KOCTH» BIepBblie BBeJ Du-
puytren 8 1833 r., a Nelaton B 1860 r. onucas Ko-
cTHYO KucTy. C 3TOr0 BpeMeHU OHa ABJIAETCA 00'b-
€KTOM BHUMAHNS OPTOIIEJ0B 1 OHKOJIOT'OB.

B crpykType 3aboseBaHuil 1ucTpoUUECKUe
KOCTHBIE KUCTBI cocTaBaAmwT 15—-20 % omyxo-
Jeii ¥ OIyXO0JIeIIOA00OHBIX 3a00JieBaHUIl KoCTell
u 50—-57 % mobpokauecTBEHHBIX OIIyX0Jieil Koc-
Teit y gereit (Boakos M. B., 1985; Bepexxusnlii
A. II., 1985; Kaelin A. J., 1989). Pentugusst
BcTpeuaroTeda B 9-50 % cayuaes (Boakos M. B.
u ap., 1977; Scaglietti O., 1979).

IATUOJIOTUA KOCTHBIX KUCT BechbMa PasHO000-
pasHa, cyIIecTByeT MHOKecTBo Teopuii. Hamrpu-
mep, Recklinghausen (1991) oTHOCUJI KUCTEHI
K T'PYIIIIe 0CTe00JIaCTOKJIACTOM.

B macrosiee BpeMsa BOSHUKAKT TPYIHOCTH
npu gud@epeHnualbHON JUATHOCTHKE AKTUB-
HO-KHUCTO3HOU (POPMBI 0CTE00JIaCTOKIaCTOMBI
U KocTHBIX KucT. OcreobiacToKaacToMa, MU
TUTaHTOKJIETOYHAS OIyX0Jb, — arpeccuBHAasI,
CKJIOHHAA K PEIUAUBUPOBAHUIO U 03JI0KAYECTB-
aenuro onyxoub (Boaxos M. B., Bepe:kHbI
A.TII., 1985). B 3aBucuMOCTHU OT XapakKTepa Te-
yeHUs BuIgeadoT aBe popmel OBK — nurnuec-
KYI0 1 aKTUBHO-KUCTO3HY0. Mopdoaorunuecku
B AaHEBPU3MAaJILHBIX KHUCTAX, B OTJIUYLE OT OCTEO-
0JIaCTOKJIaCTOM, TUTAHTCKUE KJIeTKU He Haxo-
IATCS B MHTUMHOII CBA3YW CO CTPOMOI, OKPYsKa-
oI1ell KPOBOUBIUAHMUA. B cOMUTAPHBIX KUCTAX
UMeeTCdA JIUIIh OCTEOJUTUYECKAsaA pe3opoIus
KOMITAaKTHOI KOCTHOM TKaHU, 3aMeIniaeMon (hu-
OpuHOpeTUKYyIApHOUN TKaHbi0. B OBK mpeobJia-
maetr conugHasa Tkanb (Boaxos M. B., Jlaspurie-
Bal. ., 1985). He mariia cTOPOHHUKOB TEOPUS
0 KUCTaX KaK mcxojae QPuOpO3HON AUCIIA3ZUU
U APYTUX OMYyXO0JIeIToA00HBIX 3aboaeBanmii (Bu-
morpagosa T. II., PycakoB A. B., 1973).

B1942r. N. E. Jaffe u L. Lichtennstein onu-
cajly TPYNNy KHUCT C BLICOKHMM [JaBJIEHUEM,
M0 KINHUYECKOMY U MOP(OJIOTUUECKOMY CTPO-
€HUIO OTJIMYAIIIUXCA OT COJUTAPHBIX KHCT.
I'pynnoit uccienoBaresieit 6bljia pazpaboraHa
cucteMma nuddepeHIINaANIbLHON TUAaTHOCTUKY aHe-
BPU3MAJBbHBIX 1 COJUTAPHLIX KHCT HA OCHOBE
KJIMHAKO-PEHTIEeHOJOINYeCKUX 1 MOP(OJIOrH-
yeckux metonoB (Kpuciok A. I1. 1982; I'yayia-
ypu M. O., 1990; Cagodrena B. 1., 1991).

B macrosiee Bpemsa OCHOBHOM IPUYMHON BO3-
HUKHOBEHUS KOCTHBIX KHMCT CUMTAETCS TPaBMa
WM MUKPOTPaBMa, IIPUBOAAINASL K HAPYIIEHNIIO

KPOBOOOpAIIeHN s B YCIOBUAX, MeMOAMHAMUIUEC-
KM HeOJaroupUATHBIX IJIA JUKBULAIINY IOBbI-
IIIEHHOT'0 JAaBJIEHUs, BCJIEJCTBHIE Uero MPOMUCXO-
IUT HapyIIeHre BEHO3HOr0 OTTOKA. Psl aBTOPOB
CUMTAIOT, YTO HA PAHHUX CTAAUAX IIPOUCXOIUT
HapylleHue auddepeHnIuanuy 3apobIIIeBO
TKaHu MeTadusa u pocTkoBoro xparria (Dick W.,
Durig M., 1977; Cagodrena B. 1., 1992). Takum
o0pa3oM, KucTa — 9TO IIPOABJIEHNE THCTPOpIUe-
CKOTO IIpoliecca Ha (DOoHe JUCIIACTUUECKOH KOCT-
HOU TKaHU. B mtajabHENIIeM IIPOUCXOIUT HapyIIIe-
HIEe I'OMEeOCTAa3a C MOBLIIIeHneM (PUOPUHOIUTH-
yeckoit aktuBHOocTH (Kpuciok A. I1. u ap., 1983)
Ha (pOoHeE MOBBIIIIEHU I'IIPOCTATUYECKOrO JaBJIe-
HIS, BEI3BIBAIOIIETO AUCTPO(MUIO KOCTHON TKAHH,
KJIVMHUYECKU IIPOSIBJIAIONIYIOCA O0JI€BBIM CHUH/I-
pomoM. B couTapHBIX KHMCTaX BHYTPUKOCTHOE
JaBJIeHHE COCTABJISAET: B AKTUBHBLIX KHCTAX —
235 MM Bog. cT. (HopMa — 86 MM BOJ. CT.), Te€psA-
IOIMX aKTUBHOCTL — 135 MM BOJ. CT., B IIaCCUB-
HBIX — 65 MM BOJ. CT.; B aHEBPU3MAJIbHBIX —
465, 240 u 85 MM Boz. cT. cooTBeTcTBeHHO (Be-
pesxuoit A. I1., 1986).

C110cOOCTBYIONINM BOSHUKHOBEHUIO KOCTHBIX
KHCT SABJISIETCS U TOT (DAKT, UTO OIMCAHHBIE BbI-
IIIe IPOILECCHI IIPOTEKAIOT B AKTUBHO PACTYIIeM
opranmusme, B suuMeTadu3ax — 30HAX PUCKA
B YCJIOBUAX IIOCTOSHHON HArPY3KU. AKTHUBHEIE
MeXaHN3MbI OCTEO0JIN3a MPUBOAAT K YMEHbIIIe-
HHUIO KOCTHOM MacChl, MCTOHUEHHIO CTEHOK;
MMEHHO B 9TOT IEePHOJ HPOUCXOMUT HATOJOTH-
YeCKUU IMepeioM, KOTOPBIHA B HACTOSAIee BpeMsI
paccMaTpuBaeTcsa KaK eCTEeCTBEHHOE HPOsIBJIe-
HUe Ipoiiecca. B 9ToT »Ke mepuo IPOUCXOLUT
CIIOHTaHHOE 3aKpbITHe Kuct — wmeHee 8 %
(Ahn J. 1., Park J. S., 1994).

AHeBpusmMaJabHasd U COJIUTAPHASA KUCTBI —
9TO IPOSIBJIEHUSA IPOIlecca, MMeIOIero o0IyIo
MIPUPOAY, HO aHEBPU3MAJIbHASA KHCTA XapaKTe-
pusyercsa ocOOEHHOCTAMU POCTA U CBOeoOpas-
HBIM I'eMOJMHAMUYECKNM HapyIIIeHueM, YTO Ha-
XOIUT CBOE OTPaKeHre B 0COOEHHOCTAX IMaTOJIO-
roaHaTOMUUYECKHX ¢ PEHTreHOJOTNYEeCKUX
NposABJIeHNN. AHeBpU3MaJIbHAA KOCTHAA KHUCTA
JOoKaausyeTrcs B MeTaduse, meraguaduse, nua-
(puse NIMHHBIX U IIJIOCKUX KOCTEH, B II03BOHOY-
HukKe (puc. 1).

ITockoJBKY B KMCTe IPe00IaJatoT TUTaHTCKIIE
KJIETKU CO MHOKECTBOM JI30COM, IIPOIIECC ITPOTe-
KaeT aKTHUBHO, C APKOI KINHUUYECKON KapTUHOM.
IIpu comuTapHOii K1cTe HabII0Za0TCA ocTeob.1a-
CTBI € OOJIBIIINM KOJUYECTBOM PHUOOCOM M MUTO-
XOHAPHUI, IPOIeCC BAJOTEKYINUIA, CO CTEPTOH
KJIMHUYECKON KapTuHOH. IlariueHTsI sKaIyI0TCA
Ha 00JIb, IPUIIYXJOCTh, Orpannuenne (QPyHKIIIN
KoHeuHocTH. KiiMHIUecKass KapTUHAa BO MHOI'OM
3aBUCHUT OT JIOKAJIU3AIlnU mpoitecca. IIpu mopa-
JKeHUU ITO3BOHOUYHUKA IMOABJIAIOTCS KaJIOOBI HA
CKOBAHHOCTH B CIIMHE, 00JIb, IIPUIIYXJIOCTh B IIa-
paBepTebpasbHOIi o0sacTtu. Ha peHTrenorpamme
oIpefiesiseTcs B3AYThIN yUaCTOK eCTPYKIIUU KO-
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Puc. 1. AueBpusMmajbHasg KOCTHaA KUCTa
merazvadusa 1paBoi 60ybIIe6ePILOBON KOCTH

CTU C MHOXKECTBEHHBIMU IepeMbIUKaMI, PacIio-
JIOJKEHHBIA S9KCIIEHTPUYHO U CyOIIepruOoCTaJIbHO.
Brigensior Tpu aswl Teuenusd KucThl: I — dasa
pocTa ¢ HEUEeTKHM OTIpaHMUYeHUEeM U HeXKHOI
AYENCTOH CTPYKTypoii, I — (hasa spesocTu c uer-
KHUM OTTpaHUYeHNEeM U BBIPa’KeHHBIMU dYeiiKa-
mu, II1 — (¢asa yniaoTHeHU ¢ 3aIIOJTHEHUEM SUe-
eK KOCTHBIMU OajkamMu. BHYTPUKOCTHOe aaBJe-
Hue 400-700 MM BOZ. CT., COIEPIKUMOE KUCTHI —
aynas KpoBb. ComuTapHble KOCTHBIE KMCTHI Ha-
0JII0IaI0TCS IPEUMYIIIeCTBEeHHO B IETCKOM U IOHO-
IIeCKOM BO3pacTe, y JIUI[ MyKCKOTO I10Jia B 2 pa-
3a yallie, YeM y KeHCKoro. JIoKaJIn3yoTca B Me-
rTapusy IOIUHHBIX KOCTeH Yy B30HBI pocTa,
MMOCTEIeHHO OTOABUTAsACh B CTOPOHY auadusa.

LAY

Puc. 2. ITaTosiornuecKuii mepejom IjaedeBoit
KocTu u OoabmiebeprioBoil Koctu Ha (QOHE
COJIMTAapPHOM KOCTHOM KUCTHI

IIoBogoM oOpaleHNSA K Bpauy dallle BCero siBJIs-
eTrcsa mnaroJsioruyeckuil mnepesom (Bepexubrit
A.II., ITacrepuukosa T. T.), uHOTHAa B aKTUBHOI
(daze HabmomaeTca ymepeHHada 60Jib (puc. 2).

MakpocKkonuuecKu BUAHBI OIHA WJU He-
CKOJIBKO ITOJIOCTEM, pa3fejeHHBIX KOCTHBIMU
u Gpubpo3ubIMU Imeperopoakamu. IlosocTs co-
JEePKUT AHTAPHO-KEJITYIO CEPO3HYIO, PeXKe KPOo-
BAHUCTYIO JKUAKOCTh. PEHTT€HOJIOTUUECKHU CO-
JUTapHasa Kucra o0pasyeT odyar MpoCBETIEHUA
AdyemcToro Buaa. Pa3BuBasch, KUCTa ImepeMe-
maercs B fuadus, BOSHUKAaeT paBHOMEPHOE Be-
peTeHOOOpa3HoOe B3AyTHE C UCTOHUEHUEM KOP-
KOBOTO CJIOH.

Huddepennuanbuas JUArHOCTUKA IIPOBO-
quTcA ¢ HamboJiee YaCTO BCTPEUAEMBIMU B JIET-

Ta6auna 1. [[uddeperiinansbHas KINHIKO-PEHTTeHOJOTUYECKAd ITUATHOCTUKA KOCTHBIX KIUCT C
HEKOTOPBIMU ONYXOJAMU U OIYXO0JEIIOLO0HBIMU IPOIleCCaMuU

MepBu4HO-

- T KOM KOM WHIr
3a6onesa- ConutapHasa | AHeBpu3malb- | XPOHUYECKUA dunbéposHaa (Oogngﬁzgugeca- ((:;)gsg na:)? ec?
HUue KuUcTa Has KucTa reMaTtoreHHbii aucnnasvsa porp

Kas) cupoBaHus)
ocTteoMmenut
MeTtadus ¢ pac-
NPOCTPaHEHN- M MeTtaduns onvH-
Tadu 9 nadpu
Jlokanusa- MeTtadus, MeTtadus, eM Ha gnadus n MeTg,El,al/lq;d)?/;S HbIX KOCTeMN, C pacrlljl')o?:qr)p:HCeHme
uusa MeTagnadus MeTaanadus yepes poCcTKOo- amadus ’ pacnpocTpaHeru-| =0 " METadbN3bI
BYIO 30HY Ha eM Ha annuoun3s ’
annduna
MHTpakopTukanb-
CybnepuocTanb-
Jlokanusa- MeTtadus, Has, cybkopTuKanb- MeTtadpus,
HTpanbHas | Has unn Kop- KCLLeHTpUYHas
ums oyara LenTpa a a TMKaﬂiY-I?:lﬂop onaduns, anudua Has, pexe LeHT- SKCLEHTP a anaduna, annduns
panbHas
PaBHOMep- .
X KT o K HTpu4yec- H BHOMEPHbIN
B::am:p Hbl1,BEPETEHO- 3 C”‘eKm?I ec Het seK%ieH?pﬁSHbm‘ OTcyTcTBYET HeTt
Y ob6pasHbIi
HeopHopopgHas,
Og.LIJVIF[))Hﬁle Ouar gectpykumm
6e3 Hekpo3a n
oyaru Hekpo3a C
PaBHOMepHO- cekBecTpaumu, ¢
CTpykTypa quencTas o dopmmnpoBaHne HepaBHOMEpPHO HecTpykums ¢ AHEHBIMNA
NOpaKeHHOo- TOHKUMMA Ayencrasn M CEKBECTpOB, | fiveucTas c rpybon BbIpaXeHHOM KOSprbKOBbII\;IVI
ro y4acTtk BCET, T KYNSPHOCTb n YHOCTb
oy1actka neperopoakamu J'IVIHCeeVIﬂ:e paGekynspHoCTbI0 PO3Pa4HOCTLIO nepruocTo3amu,
2 BO3MOXHO
MHOrOC/OVHbIE HANIYME VKV
NnepuocTUTbI Y
TeyeHue 3aBucut ot
n T Tynble TaHyLWN
LNNTENbHOE, BypHoe TeyeHne %ﬂo%(;ai?rj c fokanmM3aumm oyara:| ocTpoe Hayano, ¢ Xomime ggj'me’
KnuhHunuec- 6onesoii C BbIPaXEHHbIM 605b B MecTe BblPaXEHHbIM ’
CUHOPOMOM, MHTOKCUHKauus,
Kas KapTuHa CUHAPOM 6oneBbiM HADYLLEHUEM nopaxeHus, 6oneBbiM TeueHNe
YMEPEHHO CUHAPOMOM py HapyLlleHne CUHOPOMOM;
byHKUMN . ONVTENbHOE.
BblpaXeH DYHKLMY;
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CKOM BO3PacTe OMYyXOJIMHU U OIIYXO0JIEIIOJ00HBI-
Mu 3aboneBanuamu (tabdu. 1).

ITHonaToreHeTHYEeCKNe MeXaHU3MBbI JIETJIN
B OCHOBY HAay4YHO 00OCHOBAHHOI CX€MbI IIYHKIIH-
OHHOTI'O JIEUEeHHUSA KOCTHBIX KHCT. B Hacrosiee
BpeMs HauboJiee MaTOreHeTUUYeCKr 060CHOBAH-
HOI1 ABJISIETCSA METOLUKA IYHKIIMOHHOI'O JI€USHU S
C BBeJleHIEeM JIEKaPCTBEHHBIX BeIlleCTB, HAIIPaB-
JIEHHBIX Ha IIOJAaBJIeHNEe aKTHBHOCTH IIpOIecca.
Brepsble KOCTHYIO KHUCTY HYHKTHPOBAJ U BBEJI
B II0JIOCTh T'OPMOHAJIbHEIE IpelapaThbl NTaJIbsIH-
ckuii opromen Oscar Scaglietti 8 1962 r. O npu-
BOJUT Pe3yJabTaThl JeueHuA 82 60abHBIX: B 60 %
cJIyuaesB IOJIyUeH X0poIuii pe3yabrar, B 36 % —
YIOBJIETBOPUTEIbHBIN, B 4 % — 0e3 TUHAMUKU.
B 1982 r. Capanna ny0JIuKyeT pe3yJIbTaThl Jeue-
HUS 0OJIbHBIX NYHKIIMOHHBIM METOZOM C BBeJe-
HUeM IpegHu3oiona: B 46 % ciayuaeB JOCTUTHY-
TO IIOJIHOE BEI3JAOPOBJIEeHME, B 26 % — BBI3IOPOB-
JIeHHe C OCTATOUYHBIMHU sABJeHUAMU. Haubosee
MOJIHOE MCCJieloBanMe OBLIO IPOBEeHO Ha 0ase
IINTO um. H. H. IIpuoposa, rae pAgoM aBTOPOB
(M. B. Boakos, A. Il. Bepe:xuoii, JI. M. Bypxko-
Ba) paspaboTaHa cxeMa IYHKI[MOHHOTO JIEUeHU .

OCHOBHBIE MOMEHTBI IIYHKIINOHHONA METOIUKIA:

IMYHKIMOHHAA JeKOMIIPECCHUS II0JIOCTU KUCTHI;

BBeleHIe MHIUOuTOpa mporeas (KOHTPUKAJI,
TPACUJION);

aHTH(UOPUHOJIUTHUECKA TePAIIN C IIPHMe-
HeHNeM HHI'MONTOPOB IIPOTE0I13a;

aHTUKOJJIareHO3HOe BO3[elicTBUE C IIOMO-
IO CTEPOUAHBIX IIPEIIapaToB.

IIpu comurapHbIX KHUCTaX IYHKIUU C BBeJe-
HIEeM IIperapaToB IIPOBOJATCA B cpeiHEeM 3—5 pas
c uHTepBasoM 3—4 Hexn. Ilpu aHeBpU3MaIbHBIX
KHCTax MYHKIIUU IPOBOAATCA yalle — a0 7—9
¢ uHTepBaJioM OoT 2 10 12 Hex., IPOMEIKYTOK yBe-
JIMUYMBAETCS 10 Mepe CTUXaHUs Impolecca.

Cpeln KOCTHOIJIACTUYECKUX BMEIIATEILCTB
HaubOoJIbIlIee PacIpocTpaHeHre IOJYININ Kpae-
BBbI€ Pe3eKI[NU ¢ 3aMelrieHreM aedeKTa pasamy-
HBIMHJ BUJAMU AJJIOTPAHCILIAHTATOB. J[aHHBIN
THUII ONlepaIuii YCJIOBHO MOApas/eideTcsa Ha ABa
arama: Ha 1-M sTare IIIUPOKO OTAEJAI0T HAJKOCT-
HUIY ¥ TPEIAaHUPYIOT KOCTD Ha 1 /5 OKPYKHOCTY —
YIAJISIOT COAEPIKMMOe KUCTRI; 2-11 aTall 3aKJIoua-
eTcs B aJLIoliacTuke gedexrta. Ilpumensercs
mJacTUKa THUIa «BA3aHKU XBopocTa» (Boakos
M. B., 1985; Bepe:xuniit A. I1., 1986) kopTuKaIb-
HBIMHU aJIIOTpaHcILIauTaraMu. TaKsKe NCIIOIb3Y-
I0TCA JeMUHEePAJIN30BaHHbIE KOCTHEIE aJIJIOTPAH-
CILIAHTATHI, 00JIa4A0II1e BEIPAKEHHBIM OCTEONH-
IYKTUBHBIM a(hderToMm (puc. 3).

Taxum 00pa3oM, BCe BBIIIEU3I0KEHHOE CBIH-
IEeTeJLCTBYET O CJIOMKHOCTH JUATHOCTUKM KOCT-
HBIX KMCT KaK OIyXO0JIEIOO0OHbBIX 3a00IeBaHMIA.
PasHo00pasHOCTb KINHUYECKON KAPTUHEL JUK-
TyeT OHKOJOTMUYECKYIO0 HaCTOPOKEHHOCTH 10 OT-
HOIIIEHWIO K KOCTHBIM KHCTaM.

Puc. 3. AnonnacTuka [eMUIHEePaIn30BaHHBIM
KOCTHBIM AQJIJIOTPAHCILJIAHTAHTOM IIO IIOBOLY
KOCTHOM KUCTBI

Jlutepartypa

1. Bepeaxcuntii A. II. Kucthl KocTeil y gereii
¥ TIOAPOCTKOB (KJIMHUKA, TUarHOCTUKA, JIEUeHIIe):
Meromuueckue pexomenganuu. — 1985. — 20 c.

2. Bepexcnutii A. I1. Kuctsl KocTell y gereit
¥ IOJIPOCTKOB: ABTOpE(. AuC... I-pa MeJ. HayK.
— M., 1985. — 28 c.

3. Bypkosa JI. M. AMOynaTopHOe JieueHUEe
Kuct y mereii: Hwuc... Kaug. men. Hayk. — M.,
1993. — 183 c.

4. Boakos M. B. Boie3nu KocTeil y geteit. —
M., 1985. — C. 457-464.

5. Boakos M. B., Jlaspuwesa I'. ., Bepeic-
notit A. I1., Knumosa M. K. AHeBpusmMaIbHasd K-
cTa KocTu y aereii.// OpTon. u TpaBM. U IpoTe-
sup. — M., 1978. — Ne 11. — C. 1-6.

6. Boaros M. B., Jlaspuwesa I'. U., Bepeic-
HoLit A. I1. OcTeobacToKkIacToMa y JeTel 1 o -
pocTKoB // OpTome/. TpaBMaTOJ. U IPOTE3UP.
— M., 1985. Ne 10. — C. 9-13.

7.Bunoepadosa T. II. Onyxonu KocTel. —
M., 1973. — C. 100-109.

8. Boarkos M. B., Bepexcnuvtit A. II. AneBpus-
MaJIbHbI€ KMCTHI IO3BOHOUHUKA y AeTei. // Op-
TOI. U TpaBM. u mpore3up. — M., 1982. —
Ne 8 — C. 54-57.

9. Kpucwxk A.Il., Kyuenko T. A., Cusax H. D.,
Mawmpaii E. A. XapaKTepucTUKa KOaryJAuoH-
HOIl aKTHUBHOCTHU KPOBU y GOJBHBIX C aHEBPUS3-
MaJbHOU Kucroii. // Oprom. u TpaBMm. — 1983.
—Ne7—C.51-53.

10. Ahn J., Park J. Pathological fractures
secondary to unicameral bone cysts. Int. orthop
(SICOT) 1994; 18(1): 20-2.
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A. B. Cyxapesl, IO. B. Ilawkos?, H. A. Koweuxuna?, H. H. Coxono6a3

OIIYXOJIEBASI TPOMBO9MBOJINA JETOYHOU APTEPHUH ITPU HE-
®POBJACTOME Y PEBEHRKA 4 JIET:
OITMCAHUE RJINHUYECROTI'O CJIYYAA

1 Kaenpa mercroii onxonoruu PMAIIO, MockBa
2 HUU OOT I'Y POHIT umenu H. H. Broxura PAMH, Mocksa
3 HU KO I'Y POHII umernu H. H. Broxura PAMH, Mocksa

Pesrome

HedpobiracToma — uacTo BCcTpevarolieecs 3JI0KaueCTBeHHOe HOBooOpa3oBaHue y nereii. InBa-
3UA MOYEUYHBIX BEH OIyX0JeBLIM TpOMOOM BecTpedaeTca y 12 % marnumeHnToB, B 5—10 % cuayuaes omy-
X0Jb BunabMca IpoOHMKAaeT B IPOCBET HUMKHEH moJioli BeHbl. OmyXoJieBas TPOMO0IMOOJIUA JIeTOY-
HOI apTepuu Ipu HedpobacToMe KpaliHe pefKka. ABTOPHI COO0IAIOT 06 OJHOM CJydyae TPOMOOIM-
0oJivu JIeTOUYHOM apTepun y nanuenTa 4 jet ¢ Heg)pobacToMoll, TMarHOCTUPOBAHHON TOCMEPTHO
B HayuHo-ucciaeqoBaTeIbCKOM HHCTUTYTE JeTCKOM OHKOJoruu 3a nepuon 1976—-2004 rr.

Karouessie caoBa: netu, He)poOaacToMa, ONYXOJEBbIA TPOMO, HUMKHSASA I10JIas BeHa, TPOMOO-
9MOO0JINS JIETOUHOH apTePUM.

A.V.Suharev,Y.V. Pashkov, N. A. Koshechkina, I. N. Socolova

PULMONARY TUMOR TROMBOEMBOLISM IN 4 YEARS CHILD WITH
NEPHROBLASTOMA; CASE REPORT

1 Departement of pediatrie oncology Russian Academy ofr Advance Medical Studies, Moscow
2Institute of Pediatric Oncology and Haematology N. N. Blokhin Russian Cancer Research Center RAMS,
Moscow

3 Institute of Clinical Oncology, N. N. Blokhin Russian Canser Research Center RAMS, Moscow

Abstract

Nephroblastoma is an often form of malignant tumors in childhood. Invasion of renal vein by
tumor thrombus occurs in 12 % patients, Wilms’ tumor extends into the inferior vena cava in
5-10 % . Pulmonary tumor thromboembolism is extremely rare with nephroblastoma. Authors
report about one case of pulmonary tumor thromboembolism in a 4-years old patient with nephrob-
lastoma, which was diagnosed postmortum in Scientific Research Institute of Pediatric Oncology

in 1976-2004.

Key words: children, nephroblastoma, tumor thrombus, vena cava inferior, pulmonary throm-

boembolism.

HedpobmacTroma — oxHa us HamboJiee 4acTO
BCTPEYAIIUXCA 3JIOKAUEeCTBEeHHBIX 9MOPUOHA-
JIBHBIX OIIyXO0Jell ¥ eTeil; B CTPYKType HOBOOO-
pasoBaHUU 3aHUMAaeET 4-e MeCTO, YCTyIlasd reMo-
6sacrosam, HoBoobpasoBauuam IITHC u capko-
maM MATKUX TkaHed [1]. HacroTa ee cocraBisgeT
ot 0,4 1o 1 ma 100 000 HOBOpPOKAEHHBIX [3].

Y B3pOCJBIX OHA ONMUCHLIBAETCA B BUME €U-
HUYHBIX cayuaes [11, 12, 19]. Haubosbiee uuc-
0 "Habaogenuit (n=30) mpeacTaBieHO B HCCe-
mosarauu SIOP 93-01 [20].

OnyxoJieBBIH TPOMOO3 TOUEUHBIX BEH, 110 JaH-
HBIM 3apy0e:KHOIl JUTepaTyphl, BCTPEUAETCH
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y mereii ¢ Hepobsactomoii B 12 % cayuaes,
HUKHeU moJioii Beabl — B 5—10 % [6, 10, 14,
16]. OnmucaHbl HAOJIIOAEHU S, KOTIA Oy X0JeBBIH
TPOMO II0 BEHO3HOI CHUCTEME JOCTUTaeT IPABBIX
oTzmesoB cepana [2, 5, 7,9, 10; 15-18].

B oTeuecTBeHHOII IuTEpPATypPE HJAHHBIE IO Ya-
CTOTE OIMYXO0JEeBOTO TPoMOO3a HMKHEUN I0Joi
¥ IIOYEeUYHLIX BeH Ipu HedpobiacToMe y meTeid
HEeMHOTOUYHUCJEHHEI [3, 5].

OnyxoJeBblil TPOMO03 HUMKHEI OO0l BEeHBI
y 6OJILHBIX He(ppoOIacTOMOI AeTel OCI0KHAETCS
cuuaapomoM Bagna—Kwuapu (BKJI0UaroIero B ce-
04 aciuT, remaToMeraguio u 60Jb B JKUBOTE)
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IIpU OOCTPYKITUHY YCTHEB ITIeUeHOUHBIX BeH [13, 21]
U OIIYyX0JIeBO# TPOMO03aMOOIMet JIETOUHOM apTe-
puu. CiegyeTr OTMETHUTD, UTO CIyUaU OIIYXOJIEBOI
TPOMO0SMOOINY JIETOUHOM apTepuu y AeTeli ¢ He-
(pobaacTomoii mocTaTouHO peaku [5, 14].

C 1976 mo 2004 r. 8 HUUU meTcKoil OHKOJIO-
ruu u rematogoruu I'Y POHII um. H. H. Bio-
xuHa r. MOCKBBI IMeJI MECTO OJITUH CJIyUYail Omy-
X0JIEBOM TPOMOO0O3MOOJNY JIETOUHON apTepuu
npu HedppobsacTome y peberka. [IpuBogum Ha-
mie HaOJIOLeHue.

Manbuuk K., 4 get, 60JeH ¢ peBpana 1983 r.,
KOr[la BIepPBbIe IMOABUJIACH MIPUCTYII0O00pa3Hasd
00J1b B :KUBOTe. B Hauajie MapTa MaTh 3aMeTHUJIa
y pebeHKa acuMMeTPUIo KUBOTa. Pe6eHOK OBbLI
rocunuTtasusupoBaH B [[KDB 1o mecty :KutesbcTBa
(r. HoBocubupck), rjae AuarHocTUpoBaHa Hedpo-
6sactoma jeBoii mouku. C 23.03 mo 4.04.1983 r.
MIPOBeJIeH KypC MOJIMXUMUOTEPATIUHY IIperapara-
MU BUHKPUCTUH, ITUKJI0(ochan, pyOOMUITUH, Me-
TOTPEKCaT, IPEHUB0JI0H; 10 (hUBUKATBHBIM JTaH-
HBIM OTMEYaJIoCh COKPaIlleHue OIIyX0JIH B pasMe-
pax. [lyisg manbHENIIero jJedyeHuAa peOeHOK ObII
nanpasjeH B HUU neTcKoit OHKOJIOTUY U FeMaTo-
goruu r. MOCKBBEI.

IIpu mocTynjaeHUU: COCTOAHUE CPETHEN Ts-
JKecTH, JIETOUHO-CepleuHad NesATeJbHOCTD YI0B-
JeTBOpUTeJbHaA. vI{MBOT yBeJinueH B oObeMe,
ero OKPYJKHOCTb Ha ypoBHe mnymnka 48 cw,
Ha ypoBHe JIeBOli pebepHOii nyru ciaeBa — 56 cMm.
B neBoM moapebephe MaabIaTOPHO OMIPEEISIeT-
cA YMepPeHHO MOJABUKHOE, 9JIaCTUYECKO KOHCH-
CTeHIINU, TJIafKoe 00'beMHOe 0O6pasoBaHme, BbI-
cTymnamlee us-moj JIEBOro moapebepbsa Ha 8 cM,
B momepeuHuKe — 12 cM, He mepexonsdIiee 3a
CPEIMHHYIO JIMHUIO.

Ilpu cKaHUPOBAHUU TMEYEHU OYATOBBIX U3-
MeHeHUH He BbIABJIEHO. I[lo JaHHBIM yJabTpAa-
3BYKOBOTO MCCJeJOBaHUS BHIABJIEHA OMYXOJIb
JeBoit mouku pasmepom 11x13x15 cm, ucxons-
maA u3 HUMKHETOo moJitoca opraHa. [IposegeHna
YpPEeCKOKHAad NYHKIMOHHAA OMOTICUA Oy XOJIN
TOHKOII HUIJIOW, BBEIABUBIIAA HAJUUNE KJIETOK
HedpobsacTombl. [1o fTaHHBIM KOaryJiorpaMMbl
or 4.05.1983 r.: KoHIleHTpaIuA PUOPUHOTEHA
naasMmbl 1o buasenny 335 mr% (B HOpMe),
ypPOBeHb (PUOPUHOJIUTUUYECKON aKTUBHOCTU
nyaasMbl cHuaKeH 10 0 (mpu mopme 15-20 %),
YCTOMUYMBOCTEL CBEPTHIBAEMOCTH IIJIa3MBbI K Te-
napuny mo 'epMceny cHUKeHa 10 8 MuH (Ipu
"HOopMe 16—10).

HaHHBIE YIBTPA3BYKOBOT'O NCCJIEJOBAHUS O -
TBep:kaeHsl 11.05.1983 r. abmomMuHaILHOMN aop-
Torpadueil u ceJJeKTUBHON peHOBasorpapuei.

12.05.1983 r.B 16 u 55 MmuH pebeHOK BHe3aI-
HO yTaJi, HaCTyII1Jia OCTAaHOBKA JbIXaHUA U CEP-
neuHou neatenabHocTu. Cpasy ke OBLIN HaUaThI
peaHMMAaIlMOHHBIE MEPOIPUATUA: UCKYCCTBEH-
HOe IhIXaHWe, 3aKPBITHIN Maccask cephalia, WH-
Tybanua Tpaxeu, BHYTPUCEPIEeUHOEe BBEeJeHUe
agpeHannHa. OPPeKTa OT peaHuMAaIIOHHBIX Me-

POIIPUATUN MOJyUeHO He ObIa0, B 17 u 25 MuH
KOHCTaTHUpOBaHa CMepPTh 60JBHOTO.

13.05.1983 r. ma ayTomncuu B OPIOIITHOI ITOJIO-
CTH B JIeBOIi 3a0PIOMINHHOIT 06JacTy 0OOHapYIKe-
Ha MacCUBHAsd IJOTHAA ONYXOJb AUaAMETPOM
13 cM, ucxopdAIad n3 MOYKM, OTTECHAIOIIAA Ce-
JIe3eHKY BBEPX U BJIEBO.

B npocseTe n1eBoit moueuHO# BeHBI, HUMKHEN
IIOJIOM BEHBI U ITPABOTO JKEJYI0UKa cepalla ompe-
JeJIsIJICSI MACCUBHBIN IIIePOXOBATHIN OMyXO0JIie-
BBII TpOMO JuamMeTpoM 0 2,5 cM, TAHYBIIUHACA
B BUJI€ TOJICTOT'O IITHYPAa OT OIIYXOJIU B JIEBO ITOY-
Ke 10 KJIAIIaHOB JIETOUYHOM apTepuu B IIPAaBOM
JKeJyIouKe cepAla, I'Je TYIo 3aKaHYMBaJCH
MacCCHUBHOM T'0JIOBKOI, 00TypUpOBAaBIIIEH IPO-
CBET JIETOUHOTO CTBOJIa Ha YPOBHE KJAaIlaHOB.
BeI1rie TpoM6GOTHYECKUX MaCC IPOCBET JIETOYHO-
T'0 CTBOJIA OBLI IYCT.

TraHb JIEBOU MOYKH 3aMellleHa YeTKO OTrpa-
HUYEHHBIM MHKAMICYJUPOBAHHBLIM ONYXO0JEeBBIM
ysaoMm quameTpom 13 cMm, Ha paspese IpeicTaB-
JIEHHBIM pacnajamolineiica MATKOU U MOJTYKUT-
KOoi 06esioil ommyxoJieBoi TKauboo. HopmanbHasA
mapeHxuMa oYKy pasmepoM 3,0x5,0x2,5 cm co-
XpaHuUJach JUIIh Ha OTPAHUYEHHOM YUYACTKe
B 00JtacTu BepxHero mojica. Omyxosb pe3Ko Je-
dopmMupoBasia JOXaHKY U BpacTaJjia B BUJe TAKa
B JIEBYIO IIOYEUHYIO BEHY, OOTYPUPYSA ee IPOCBET
u pacmupAsa ero 10 1 cm B fuamerpe. Macca Je-
BOM ITOYKU BMECTe ¢ OITyX0JIbIo cocTaBuya 650 r.

ITaTosmoroanaTroMuuecKuii AUarHos: JIEBOCTO-
poHHAA He)pobIacTOMAa; IpopPacTaHMe OMYX0JIU
B JIEBYIO IOYEUHYIO0 U HUKHUE II0JIbIe BEHBI, ITpa-
BO€ TIIpeJicepuie U IMIPAaBBIN JKeJyJoUueK cepalia
¢ oO0Typarueii ycThsA JIETOYHOTO CTBOJIA.

ITo maHHBIM THMCTOJIOTMYECKOTO HCCJe0oBa-
HUS, TPOBEAEHHOTO IIOCJIe BCKPBITUA, OIIYXO0Jb
B IIOUKe MMeJia CTPOeHue TUInuUHoi Hedpobia-
CTOMBI, IIPEACTaBJIeHHOI 0JacTeMHON TKaHbIO,
MecTamMu ¢ popMupPOBaHUEM TYOYIAPHBIX U TJIO-
MepyJOIOA00HBIX CTPYKTYP; OTMeUeHbl MHBA-
3UA OIIYXOJIW B COCYIBI KAIICYJbl, 0UYaru KPOBO-
u3nuAHUN 1 HeKposa. Tpomb B IpocBeTe Maru-
CTPAJIbHBIX BEH IIPEJCTABJIEH ONMYXOJIEBLIMU
MaccaM¥ aHAJOTUUYHOTO CTPOeHUus. B Jerkux —
TMOJTHOKPOBYE COCYZIOB, OTeUHaA 6€JIKOBAs KU -
KOCTH B IIPOCBETE aJIbBEOJI, YUACTKH aTeJIeKTasa
U qucTesjeKTasa JeTOUHOW TKaHu. B mpocseTe
JIETOYHBIX apTepPuii, X MEJKUX BETBEN — MUK-
POTPOMOBI 13 OTTyX0JE€BOI TKAHMU.

Takum o6pasoM, y MaIbunKa 4 et ¢ HeppobJia-
CTOMO JIeBOH ITOUKY TPUUYNHOMN CKOPOIIOCTUKHOM
CMEepTH OKAas3aJWuCh BBLIABJIEHHBIE II0 JAaHHBIM
BCKPBITUA U IIOCMEPTHOTO TUCTOJIOTUYECKOTO HC-
cJieIoBaHUA 9MOOTUA OITyX0JI€BBIMU MaCCaMU BET-
Beli JIeTOUHOII apTepuu U 00Typarusa TpoMooMm,
PacupOCTPAHABIINMCA II0 CUCTEME MaruCTPasb-
HBIX (IIOYEeYHOM, HUKHEH 1I0JI0IT) BEH 13 OITyX0JIe-
BO-M3MEHEHHO JIeBOM MOYKHU B IIpaBble KaMephl
cepaia (mpeacepaue, JKeayaoueK) U O0TypPUPOBaB-
IITUM ITPOCBET JIETOYHOTO CTBOJIA.

25



Hdemcrkasn onkonozusn N2 2005

Kinnnueckasa xapTuHa TpoM60IMOOIUU Jie-
TOYHOH apTepPUU CKJIaAbIBaeTCA U3 HECKOJbKUX
CUHJIPOMOB, KOTOPHIE OIIPEAEJIAIOT BADUAHTHI ee
KJIMHUYECKOTO TeUeHUS: JIeTOUHO-IIJIEBPAJIbHO-
ro, KapauajabHOTO, abJOMUHAJIBLHOTO, Iepeod-
PaJbLHOTO U IOYEUHOTO.

JlerouHo-1IeBpaIbHBLIN CUHAPOM BKJIIOUAET
B ce0a OABIMIKY, 00JIb B TPYAHOM KJIETKe, Ka-
1eJb ¢ BhIJeJeHrneM KPOBAHUCTOH MOKPOTHI,
nmuano3. PusvKaabHAA CUMITOMATUKA CKYIHA:
OTMEeUaloTCsA MPUTYILJIEHNE TePKYTOPHOTO 3BY-
Ka npu nHGAPKTHON MHeBMOHUY U HAJTAYUU
BBITTOTA B MJIEBPAJBHBIX MMOJIOCTAX, BIAKHBIE
XPUIIBI B JIETKUX U IIIYM TPEHUS IIJIE€BPbI.

KapauanabHBIN CHHIPOM CKJIaJbIBA€TCA U3 3a-
TPYAUHHON 00JMM, TAXUKAPAUU U TUIOTOHUU
BILJIOTH JI0 KOJLJIAIICca, COIIPOBOKIAOIIET0CA pas-
BUTHEM 0OMOPOYHOTO cocTOAHUA. OOBEKTUBHO
ompeesAl0TCA HaOyxXxaHUe BeH Ieu, IMOJIOMKU-
TeJbHBIN BeHHBIN NIYJIbC, YCUJIEHE CEPAEUHOTO
TOJIYKA, akIleHT II ToHa, mrymMbl Ha JJeroYyHOM ap-
Tepuu, IIyM TPeHus A nepukapaa. Pexxe BcTpeya-
eTcsa KoJtabupoBaHue nepudepuiecKux BeH,
coueTaroIeecs ¢ BBICOKUM IIeHTPAaJIbHBIM BEHO3-
HBIM JaBjieHueM (CUMIITOM BII€PBBIE OIMCAH
B 1967 r. Paneth).

IIpu abgoMUHATIBEHOM CUHIPOME OTMEUAETCs
WHTEeHCcuBHaA 00Jb B JKUBOTe, KOTOpad Haubo-
Jiee 4acTo JJOKAJN3yeTcsA B IPaBOM BepXHeM KBa-
IpaHTe mepeaHel OPIOIITHON cTeHK. PU3UKAaJIb-
HO BBIABJISETCA 00JI€3HEHHOCTD IIPU MAJTbIAIIUN.
Nuorma cuMOToOMaTUKa CUMYJIUPYET KapTUHY
«OCTPOTO JKUBOTA», UTO BHIHYIKJae€T XUPYProOB
mpuberaTh K JJaIapOTOMUU.

ITepebpaabHBIN CHHAPOM XapaKTePU3yeTcs II0-
Tepeil CO3HAHUS, TeMUILIETneH 1 CyI0poraMu, YTO
CBsA3aHO C PE3KUM CHUKEHIEM CEePIeUHOT0 BHIOPO-
ca ¥ pasBUTHUEM I'MIIOKCUU T'OJIOBHOI'O MO3Ta.

IToueunslii CHHIPOM BCTPEUYAETCA peKe, yeM
TepeyrcIeHHbIe BRIIIe, M HaOJII0aeTcs ITOCJIe BhI-
BeJleHUs IalleHTa 13 III0Ka, BHI3BAHHOT'0 9MOOJIH-
el ierouHoi aprepuu. KapTuaa ero o0ycjaoBivBa-
eTcs CEeKPeTOPHOI (MIleMu4yecKoit) anypueii [4].

Tpom609MO0IMS JTETOUHOM apTepuu B OHKO-
JIOTUUECKOI KJIWHUKE UMeeT 0CO0YI0 aKTyaJlb-
HOCTb, UTO BEI3BBAHO YACTO PA3BUBAOIINMCS ITPU
pasHBIX OMYXO0JEeBBIX 3a00JeBAHUSIX CABUTOM
B CHCTEeMe reMOCTas3a B CTOPOHY TMIePKOoaryJis-
AU, BEIPAXKEHHBIM B OOJIbINIEN MU MeHbIei
crenerHu. OOIIeNpU3HAHO, UTO Yallle BCErO WC-
TOYHUKOM 3MOOJIUN ABIAAITCA cHOPMUPOBAB-
1recsa B KPYIHBIX BEHO3HBIX COCYZAaX TPOMOBI
[2]. ¥ B3pocabx, no gauabiM D. A. Sandler u co-
aBT. (1989), cMepTHOCTBH OT TPOMOOIMOOTIUH JIe-
rouHoit aprepuu cocrasuia 10 % ; 32 % morub-
XX CTPAJaSy OHKOJOTUYECKUMHU 3a00JIeBaAHM-
avu. KanHnyecKu TpomMO03bl MaruCcTPaJIbHBIX
BeH KaK UCTOUHUKU TPOMO0sMOOIMY OBIIN J1a-
THOCTHPOBaHBI JuIllh B 19 % Habmiomenwuii [2].

Taxum o6pasomM, TPOMOOIMOOIUSA JIETOUHOH
apTepuu OMMyXOJEeBBIMU MaccaMyu — I'PO3HOE OC-
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JOKHEHUEe TeUeHUs BeHO3HOW MHBAa3uu Yy 60JIb-
HBIX He()pobIacToOMOIi feTelt, COIPOBOK IAT0Iee-
Cs BLICOKOM JIETAJIbHOCTRIO. Y UUTHIBAS BO3MOMK-
HOCTU COBPEMEHHBIX METOIOB INarHOCTUKU, He-
00X0AMMO B IIpoIecce 00CIeJOBAHUS IIPOBOIUTD
TIaTeJbHOEe U3yUeHNre MarucTpPaJbHBIX BEHO3-
HBIX COCY/IOB U UX IIPUTOKOB Yy JeTeli C OIryxoJe-
BBIM ITPOIECCOM B IIOUKAaX.
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A. C. Pedoposa, O. B. Aneiinurkosa

KJINHUAYECKHUE H BUOJJOTHUYECKUE ®AKTOPBI ITPOI'HO3A 11PU
HEXOJRENHCRUX JUMPOMAX Y JETEU (OB30P IUTEPATYPBI)

PecnyOnuKaHCKUHE HayYHO-TIPAKTUUYECKUI IEHTP JeTCKOM OHKOJIOTUU U reMaTosioruu, MuHck, Besmapych

Pesrome

CoBpeMeHHBbIE IIPOTOKOJbI XMMUOTEPAIIUY ABIAIOTCA BEICOK03(D(GEeKTUBHLIMY IIPOrPaMMaMU Jie-
yeHUA HeXOoMKKnHCKUX gumpom (HXJI) y nereit. Ux ncmosib3oBaHMEe ITO3BOJIAET BEIJIEUUTH B 3a-
BucumocTu oT ctaguu u BapuauTa HXJI or 70 1o 90 % 6GoabHBIX. CTpaTuGUIINPOBAHHBIN ITOAXO
K Tepanuu IIPUBeJ K UHTeHCU(PUKAINY 1 3HAUYUTEJIbHOMY POCTY BBIJKHMBAEMOCTHU OOJIBHBIX BBICO-
KO I'PYIIIIBI PUCKA, 4 TAKKe K PeIYKIIUYU TePalui U, COOTBEeTCTBEHHO, TOKCUUYHOCTHU AJIA O0JIbHBIX
HU3KOI TPYNObI pUCKa 6e3 yXYIIIIeHUA Pe3yJIbTaTOB JeUueHus. ¥ CIIeITHOe paclipeaeieHre II0 TPy -
IIaM PUCKA 3aBUCUT OT BBIABJIEHUSA U IOCTOAHHOI OIEHKU IIPOTrHOCTUYEeCKUX (hpakTopoB. C onTH-
Musalueil XUMUOTePAIny OOJBIITNHCTBO KINHUUYECKUX (PAKTOPOB YTPATUJIO CBOIO IPOTHOCTHYEC-
KYI0 3HAQUUMOCTbh, I CAMBIM BaKHBIM (DaKTOPOM CETOIHS, ONPEeAeIAI0INM UCX0, ABJISETCI caMa
nporpamMa JeueHusa. C 1mebio faJbHeHRIIero yaydlieHusa pe3yabTaTOB Tepanud Heo0X0AUMEI TI0-
VICK U OI[eHKA HOBBLIX OMOJIOTUUYECKHUX (DAKTOPOB IMIPOTHO3a. MHOT000eIITaI0NMU HATIPABJISHUAMU
HWCCJIeIOBAHUM ABJSIOTCS U3yUeHNe MOJIeKYJI aAre3n U abepPaHTHBIX 0€JIKOB, CIIeIU(MPUUHBIX T
pasanuabix TunoB HXJI, codnanue monekyaapHoi kiaaccudpurkanuu HXJI y neTeir Ha OCHOBe T'eH-
HOM 5KCIIpecCuU, a TaKKe OIleHKa MUHUMAJbHON pesuayaabHoil 00Je3HN.

Kiarouessle cioBa: JeTH, HEXOIKKMHCKYE JIUM(POMEI, Pe3yJIbTATHI JIEUEHII, IPOTHOS.

A. S. Fedorova, O.V. Aleinikova

CLINICAL AND BIOLOGIC PROGNOSTIC FACTORS IN PEDIATRIC
NON-HODGKIN’S LYMPHOMA (LITERATURE REVIEW)

Republican Research and Practical Center for Pediatric Oncology and Hematology, Minsk, Belarus

Abstract

Current approaches in treatment of pediatric non-Hodgkin’s lymphoma (NHL) appeared to be
high effective and resulted in striking improvement of cure rates. Event-free survival now ranges
from 70 to 90 %, depending on the stage of disease and the NHL subtype. Risk-adapted therapy
has resulted in a dramatic improvement of outcome for high-risk patients, at the cost of signif-
icantly increased short-term toxicity, and a reduction of therapy and toxicity for the lower-risk
patients, while maintaining the excellent cure rate. Successful risk allocation of patients is
dependent on the identification and continual validation of prognostic factors. Traditional prog-
nostic factors such as stage and tumor burden have lost their prognostic value with the use of
effective combination chemotherapy. The specific treatment protocol is the single and most
important factor predicting outcome today. In order to improve further cure rates, new biolog-
ic prognosticators need to be found and validated. Some promising avenues for study appear to
be the presence or absence of adhesion molecules and of aberrant proteins that are specific to sub-
types of lymphomas, the molecular classification of lymphomas on the basis of gene expression,
and the detection and monitoring of minimal residual disease.

Key words: children, non-Hodgkin’s lymphoma, treatment results, prognosis.

Beengenue

JIuM@poMBI IIPeACTaBIAIOT COO0M 3I0KAUECT-
BeHHBbIEe HOBOOOpPa30BaHU s, BOSHUKAIOIIIE B pe-
3yJbTaTe KJOHAJbHOU IpoJaudepanuu ogHON
eIVHCTBeHHOUN TuMQOUuIHON KIeTKH 10001 cTa-
nuu auddepeHIIupPOBKU. ITO TeTeporeHHad
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rpyunima 3a60JieBaHNU, Pa3INYAIONINXCS II0 MOP-
(osoruu, xapakTepy pacupoCTpaHEeHUS U GUO-
JIOTUYECKUM CBOMCTBAM OIYXOJEBBIX KJIETOK,
IIOPO# TPYAHO PA3JIMUUMBIX U TAMKEJIO KJIACCHU-
bunupyembix. JIumdomsl cocraBasaioT ot 10 mo
15 % 310KaYecTBEHHBIX HOBOOOPA30BaHUM AET-
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CKOT0 BO3pacTa 1 3aHUMAIOT 3-€ MeCTO II0 YaCTO-
Te B EBpomie u CeBepHoit Amepuke. IIpumepuo
60 % mercKuUX IUMPOM — HEXOMKKHHCKIE
(HXJI) u oxkosno 40 % — numdpoma XoIKKUHA
[1]. YpoBenb 3aboaeBaemocTu HXJI B Mupe Ha
MPOTAMKEHUH ABYX IIOCTIEeTHUX NeCATUIETUN N5
Ierei 1o 15 jieT He UBMEHUJICA, a JJId IOAPOCT-
KoB (15—19 JeT) — 3HAUUTEJIBHO BO3POC. ¥Y BEJIH-
yuiach Takske yacrora HXJI y neTeii ¢ BposKaeH-
HBIM UJIU IIPUOOPETEeHHBIM UMMYHOIe(MUIIITOM.

BoapmuuacTBo HXJI v nereit — nuddysHble,
arpeccuBHBIE OITYXO0JU BBICOKOII CTETIEHU 3J0KAa-
YeCTBEHHOCTH, C TEHAEHIIUEN K POCTY B dKCTpAa-
HOJAJBHBIX ouarax JuMQGOUIHONU TKaHU, TAKUX
Kak Tumyc miu [leifiepoBbl OJAIIKY KUIIIEUHUKA.
HXJI Huskoii cTeneHn 3JI0KaUeCTBEHHOCTH Y Je-
Tel ¥ TOJPOCTKOB BCTPEUYAIOTCA PEIKO U OOBIYHO
MIPEICTaBIAIOT COO0# JIOKAJIbHBIN IIPOIECC.

B macroamiee spema g HXJI mpumensaercsa
kiaaccudpuranua BO3 (2001), npengaoxenuas
MexnyrapoqHoil rpynnoil o N3y4YeHUIo JUM-
¢om [2], B cOOTBETCTBUU C KOTOPOH ITOAABIAIO-
miee 6oapmuucTBo HXJI y mereit mpeacTaBIeHO
4 6onpmuMu Kateropuamu: aumdoma Beprur-
ta (JIB) (50-60 %), numdobiacTHada suMmdoma
(JIJI) us npexnuiectBeHHUKOB T- unu B-KJeTok
(20-30 %), nudpdysuas B-KpynmHOKIeTOUHAS
aumpoma (IBKKJI) (10—-20 % ) u ananaacTude-
cKkasa KpynHokJerounHasa JjauMpoma (AKKJII)
(10 %), mpoIleHTHOE COOTHOIIIeHEe KOTOPHIX Ba-
pBUPYET B PA3HBIX reorpa@uuecKuxX permoHax,
a TaK’Ke 3aBUCUT OT BepXHEUN BO3PACTHOM IJIaH-
KU PETUCTPUPYEMBbIX OOJBHBIX.

B cBA3M ¢ mpeuMMyIlleCTBEHHOH dKCTPaHO-
IaJbHOU JIOKaJuW3alueid IJA CTaAUPOBAHUA
HXJI y meteii maubojee MINPOKO IPUMEHAETCS
cucrema Murphy, koTopas oTinyaeTcs OT KJiac-
cudpuranuu Ann Arbor, ncrnoab3yemMoii A cTa-
nupoBauua HXJI y B3pocabix [3]. B npakTuue-
CKOM TepMuHoJorum, craguu I u Il cuurarorcsa
JokaJmbHbIMU, a craguu III-IV — pacmpocTtpa-
HeHHBIMU. [leTaM ¢ aucceMuHupoBanHol JIJI
uau JIB u KonuuectBOoM GsiacToB B KM GoJgee
25 % BBICTaBJSAETCA AUATHO3 OCTPBIN JUMPO-
6sacTHbIH Jgetikos (OJLJI).

Ho 70-x romoB mporirioro Beka HXJI y nereit
B OOJBIIIMHCTBE CJIyyaeB OBLIO (DaTaJbHBIM 3a-
0oseBanmeM. B HacTosAIee BpeMA UCIIOJIH30Ba-
HUe KOMOMHUPOBAHHBIX CXEM IOJUXUMUOTEPA-
nuu (IIXT) nmosBoasaer BolieuuTh 70-90 %
0OJILHBIX B 3aBUCUMOCTHU OT CTAAUU U TUCTOJIO-
TUYECKOT'0 BApMAHTA OIyXO0JIU. ¥YJIyUIlIeHEe BbI-
JKMBAaEMOCTH ITAI[eHTOB C PACIIPOCTPAaHEHHBIMU
CTaAuAMU CBA3AHO C IPUMEHEHUEeM NHTEeHCUB-
Ho#t IIXT, KoTOpasa ABIAAETCA He TOJBbKO ahPeK-
TUBHOM, HO U BLICOKO TOKCUYHOK. B TO Ke Bpe-
MA CTpaTUPUITMPOBAHHBIN MOAXOM MTO3BOJIUII
muauMusuposath IIXT um TOKCUYHOCTH IJidA
0OJIbHBIX HUBKOU IPyHNObI pUCKa 0e3 yXyalie-
HUS pe3yJIbTaTOB JeueHusd. PacupenesieHue mo
rpyIIaM pucKa 1 yCIIeITHbIN BIOOP Tepanuy 3a-

BUCUT OT BBISIBJIEHUS U IOCTOAHHOHN OIEHKU
(haKTOpPOB, BIUAIOIIUX HA IIPOTHO3.

V¥ B3pocabix 60abHBIX ¢ HXJI B KauecTBe MO-
JleJi TIpelcKa3aHUA NPOTrHO3a HCIOJb3yeTCs
MeXAYHaPOIOHBIM TNPOTHOCTUYECKUN WHIEKC
(IPI), paspaboTaHHBI!i COBMECTHBIMU YCUIUAMU
KOOMEPATUBHBIX I'PYIII U OTAEJbHBIX II€HTPOB
Kananpr, CeBepuoit Amepuku u Espomnbi. OH oc-
HOBAaH Ha JIETKO TOCTYIIHbIX, HE CBA3aHHBIX C Jeue-
HUeM KPUTepuAX, TaKUX KaK BO3pacT, CTagusd,
HUCXOIHBIN YPOBeHb JaKTaTAeruaporenassl (JIITY),
KOJIMUECTBO SKCTPAHOJAJILHBIX 0YaroB U COCTOsI-
HUe 0osibHOTO [4]. T TpoTHOCTHMUECKUE (PaKTO-
pHL He IOTEPAJU aKTYyaJIbHOCTb 13-3a OTHOCH-
TeJIbHO BBICOKOI YACTOTHI PA3BUTHUA PEIIUIUBOB,
HeCMOTPA Ha MOAM@PUKAIUU XUMUOTEePATIEBTH-
yecKkux cxem. ¥ nereir c HXJI panee Becomble UH-
JUKATOPBI TPOTHO3a MCUE3JIN C IIOBBIIIIEHUEM 3()-
dekTuUBHOCTH JeueHUs. 1 Ha ceTOqHANTHUI NeHb
HauboJsiee BAXKHBIM (haKTOPOM, OIIPENEIAOIIIM
UCXO0J, ABJAETCA caMa IIporpaMma JiedyeHud,
B KOTOPOI CTaAus U 00'beM OITyXOJIU OOJIBIIIE OII-
penendaoT MHTEHCUBHOCTbL U TIPONOJIMKUTEh-
HOCTB JIEUEHU A, YeM BePOATHOCTH BHI;KUBAHUA.

Jumpoma Bepkurra

ATOT BApUAaHT BCTPeUaeTCA y JeTel ualie 1py-
rux HXJI u npexacrasaser cob0il HeomIacTuye-
CKyI0 TpaHchopMaIuo 6JaCTHBIX KJIETOK rep-
MUHATUBHOTO IIeHTPa QOJJINKYJIOB, 9KCIPECCHU-
pylommux moBepxHocTHBIN IgM, a TakiKe K- uau
A-nerkue nenu Ig. JIB y nereit xapakTepusyer-
cA BBICOKOUM YacTOTON XPOMOCOMHBIX HapyIile-
Huil. [Ipu TUDUYHOM BapuaHTe IPAKTUUYECKU
BCeTr/ia BBIABJAIOTCA TPAHCJIOKAI[UU C BOBJIE-
yeHMEM JIOKyca IPOTOOHKOTeHa c-myc (8q24),
KoTophwiii B GoabmmuHcTBe (80 %) cayuaes
TPAHCJOIUPYETCA K JIOKYCY TeHa TAMKeJOu
menu Ig [t(8;14)(q24;q32)], peske — K OOHOI
us jgerkux menei k [t(2;8)(pl2;q24)] uau A
[t(8;22)(q24;q11)] B 15 u 5 % cayuaeB COOT-
BeTcTBeHHO [5]. ToukKm pasphIiBa IpPH 3ITUX
TPAHCJOKAIIUAX AJIA S9HAEMUUECKOUN 1 CTIOpaau-
yecKoi ()opM pasJMUHBI, HO 9TOT (PAKT HE UMeJT
MPOTHOCTUYECKOTO 3HAUEHUSA B IIPOBEJEHHBIX
uccaenoBaHuax [5, 6]. XpoMocoMHEBIE TTOBPEIK-
JIeHUA IPUBOAAT K TUCPETYJIAINY C IIOBBIIIIEHN-
€M YPOBHSA 3KCIIPECCUU C-MYC, KOTOPBIA B HOP-
Me UT'DaeT CYIECTBEHHYIO POJIb B KOHTPOJIE KJIe-
TOUHON mposaudepanuu, auddepeHIITUPOBKU
u anontosa. Ilpu 6epKuUTTONON00HOM JuMbOoMe
(BILJI) TpaHCcHOKanum ¢ BOBJIeUeHUEM T'eHa C-
myc Bctpeuatores B 80 % cayuaes[5, 6]. ITo pe-
3yJbTaTam nujaoTHoro uccaenosauusa CCG-E-08
(«Etiologic study of NHL in childhood»)[7], mo-
MMOJIHUTEJIbHBIE XPOMOCOMHBIE HAPYIIIEHUA, BO-
BJIeKaroIue yuacTok 13932, a TaksKe HeIoJHOoe
yaBoenue 1q, BCTpeuarTcsa COOTBETCTBEHHO B 11
u 37 % canyuaeB JIB y meTeil u accoriuupoOBaHbI
C BHICOKOU BEpPOSATHOCTHIO PA3BUTUA PEIUAUBA.
ITo maHHBIM APYTUX aBTOPOB, KPOMeE aMILJINDU-
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KaIliy y4acTKOB 1q ¢ He6JIaronpUATHBIM UCXO-
oM OBLIIM acCOIMUPOBAHKI TaKIKe abepparuu Ha
xpomocome 7q [8]. OmHaKO BBUAY HEOGOJIBIIIOTO
KoJMYecTBa HAGIIOAeHU B IpUBEIeHHBIX Pabo-
Tax HeOOXOAUMBI AalbHeHIIne UcCaeJOBaHMI A
[IJIA OIEHKU MIPOTHOCTUYECKO 3HAUMMOCTHU XPO-
MOCOMHBIX aHOMAJIHUIA.

Mopdoaoruuecku JIb xapakTepusyercsa nud-
(by3HBIM POCTOM KJIETOK MEJIKUX U CPETHUX Pas-
MEpOB C OYeHb BBICOKOH ITpoJsudepaTuBHON aK-
TUBHOCTHIO (9Kcmpeccus anturena Ki-67 Gosee
95 % ). Knerku nmpu JIB MoHOMOP(MHEI 110 pazme-
py u (popMe, ¢ KOHJEHCUPOBAHHBIM UJIU HEPABHO-
MEPHO pacIpe e eHHBIM SIePHBIM XPOMAaTUHOM
u 2—5 AApBIIIKaMU. ATUTTUYHBIN BAPUAHT OTJI-
yaeTcsa OOJIbINEl TeTePOTeHHOCThI0 KJIETOK 10
pasMepy U CTPYKType Axpa. MHeHUA OTHOCH-
TeJbHO KINHUUECKOr0 3HaUeHus Bhifenenus JIB
u BIIJI kak pasauuHbIX BapuaHToB JIB npoTuBo-
peuuBsl. Mcmonab3yemble A quddepeHiuanum
ATUX BAPUAHTOB I'MCTOJIOTUUECKYE UePThI CJI0K-
HBI )1 CY0'beKTUBHON OIeHKU, U Pe3yJIbTaThl
MOTYT OBITH PA3INYHBIMY JasKe Yy OJHOTO 9KCIIep-
Ta, IepecMaTPUBAIOIIEro IpenapaTs Mo UcTeue-
Huu Bpemenu. MccinemoBauusda rpyna SFOP, CCG
u POG He mokasaiu KaKuX-Jnbo CyIIeCTBeHHBIX
pasauuuii MeXIy STUMHU ABYMSA HTOATUIAMU
[9—-11]. 3-3a BLIABISIEMOU B 3BHAUNTEJILHON Ua-
CTU cJIyuaeB IOBBIIIEHHOUW sKcupeccuu Bcl-6
BIIJI sanuMaeT Kak ObI IPOMEIKYTOUYHOE II0JIO-
sxkerue mexxay JIB u [IBKKJL. Hemasuee ucciemo-
BaHUe ceBepoaMepuKaHcKoi rpynnbl SWOG mo-
KasaJio, uTo B 80 % ciiyuaeB OIIyXOJieBbIe KJIET-
ku BIIJI HecyT TpaHcaokanuio 8q24, UTO
B COUETAHUU C BHICOKMM MHIEKCOM IIpojudepa-
IIUU U OTCYTCTBUEM OJHOU myu 6GoJiee MOJIEKY.JI
aaresuu Aejaer 9Ty JuM@OMYy ropasmo O0JmiKe
K JIB, vem x JIBKKJI [6]. 13 aTOTO caenyer, Ka-
3aJI0Ch ObI, UTO HET HEOOXOAUMOCTHU B OTAEJILHO
TepaneBTUYeCKOH MJIM MPOTHOCTUYECKOH OIeH-
ke BILJI u JIB y negquarpuuyeckux 60abHBIX. Of-
HAKO B paMKaX MeKIAYHapPOJHOTO IIPOTOKOJIA
FAB LMB 96 (SFOP LMB 96/CCG-5961/UKCC-
SG NHL 9600) npu He3aBuUCUMOM IIepPeCMOTPE
MOPQOJIOTHUECKUX ITPernapaToB MaToJOTaMM U3
TpeX KOOMEePATUBHBIX I'PYIII COTJIACOBAHHOCTD
pesyabTaToB B oTHoIteHuu BILJI cocTaBuia Bee-
ro42 % [12].

JIB sumemMuuHa IJ1 CTPaH 9KBaTOPUAIBLHOM Ad-
pukwu, rae npaktTudecku B 100 % ciayuaes B omyxo-
JIEBBIX KJIETKAX BBIABJSETCSA TeHOM BHUpyca OI-
mreiina—Bapp (B3B). ¥V nereit B8 3anaguoii EBpo-
ne toabko 11,3 % cmopammueckux JIB —
B9B-nosutuBubie. Pazauunii B BEIXKUBAEMOCTH
B 9THX I'PyNIIax He BBIABJIEHO, HO 3aMeUeHO, UTO
B BOB-1103UTHBHBIX cayuasax 3a0oJieBaHIe BO3HU-
KaeT B mJafmieM Boapacte (B cpegueM 6,6 Jer)
B cpaBHeHuu ¢ BOB-mHeratuBubIMU (B cpegHeM
9,1 rox), ¥ THIOTETUUECKY MOYKHO ITPEIIIOIOKUT,
uTO paHHee MHPUIILPoBaHue nereiir BOB moskIia-
eT y HuX puck passutus JIB [13]. EcTs HeKoTOpEIE
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pasauyYuA B KIMHUYECKUX TIPOABICHUAX DHIEMU-
YecKou (JeTu MJIaAIIero Bo3pacra ¢ IpenMyIecT-
BEHHBIM MOPaKeHWeM KOCTel JIMIIeBOr0 uepera
u ITHC) u ciopagmueckoii (uaie abjoMuHaIbHAS
JIoKaausalusd, 60oJiee 4acToe mopakeHne KOCTHOTO
mosra — KM) ¢popmamu JIB [16]. OgHako HescHO,
CYIIIECTBYET JIN CBA3b MEKY KJIMHUYECKOH Gop-
MO¥ ¥ IPOTHO30M 3a00JIeBaHNUA.

JIB u B-OJIJI (L3, mo FAB-knaccuduranmum)
ABJAIOTCA PA3JIUYHBIMU KJIMHUUECKUMU (popma-
MU OHOTO 3a0osieBanuA. B cepenuue 70-x romos
IIPOIILJIOTO BeKa BhI}KMBAEMOCTB JIeTe C pacipo-
cTpaHeHHBIMU cTaguAMu JIB 6s11a okoso 10 %,
JIeTAJNbHBIN UCXOA Y OOJBITUHCTBA OOJBHBIX Ha-
CTyIlaJl B TeueHUe HEeCKOJbKUX Hemedb. Bcero
yepesd 20 JeT CcTaJI0 BO3MOYKHBIM BBIJIEUUTH 0
90 % rakux 6oabHBIX [9, 14, 15]. EquncrBeH-
HBIM BBICOKO3()(DEKTUBHBIM METOJOM JIeUeHU
JIb B Hacroamee Bpema aBaserca IIXT. Ilo-
CKOJIBKY OMOJIOTUYECKU OITyX0Jb XapaKTepusy-
erca npubamxkatomieiica kK 100 % pocToBoii
(parmnueii u 0OUueHb KOPOTKUM IIEPUOIOM Y IBOE-
HUS OIYXO0JIeBOUM Macchl (B cpexueM 24 ), Xu-
muoTepanud (XT) moaKHa IPOBOIUTHCA KOPOT-
KUMU MHTEHCUBHBIMU KYPCaAMU C II€JIbI0 TOAIep-
JKaHUA [IUTOTOKCUYECKOTO YPOBHA IIPENapaToB
He MeHee 48—78 u, 3a KOTOpbIe IOJABIAIOIIEE
OOJILIITMHCTBO 3JIOKAUECTBEHHBIX KJIETOK BCTY-
AT B KJIETOUHBIN [UKJI AeJieHusa. B ¢cBA3U ¢ 1mo-
TEHIIUAJOM OBICTPOTO IOBTOPHOTO POCTA OITyXO0-
AU A0 pocTuKeHuda pemuccum Kypcbr IIXT
JOJIKHBI IPOBOAUTHCSA C MUHUMAJbHBIMU WH-
TepBaJaMu. ¥YAJVHEHWE WHTEPBAJJOB MEXKIY
KypcaMu M3-3a TOKCUUYHOCTYU MOMKET yXYIIIaTh
pesyabTaTel [9, 14]. C unrencudpuramnueir XT
BpeMsA Pa3BUTUA PEIIUIUBOB He UBMEHUJIOCH. Pe-
IUIWBHI DAHHNE, BOSHUKAIOT B TEUEHE TI€PBOTO
rojla OT HauaJja JeUeHUs, B CBA3Y C YeM IIPOI0JI-
KUTeJbHOCTb X'T maske Ay paclipocTPaHEHHBIX
dopM He mIpeBHINTIaeT 6—8 Mec. 1 TOAAEPIKUBAIO-
mias Tepanusa He IPOBOJUTCA.

B 3aBucumMocCTH OT pacupoCTPaHEHHOCTH 3a-
0oJieBaHUA JieUeHUE MPOBOJUTCA IO Pa3HBIM
MIPOTOKOJaM (/151 IOKAJIbHBIX UJIU JUCCEMUHU-
POBaHHBIX (POPM) /MU CTPATUPUIIUPYETCH IO
rpynmnaM prucKa BHYTPHU OJHOTO IPOTOKoJia. Bee
KOoIlepaTUBHBIE TPYIILI B HACTOSAIEE BpeMsd
npoBoaaT IIXT 60JabHBIM € JIOKAIN30BaHHO JIB
B TeueHue 6 Hex., B pedyJibTaTe yJaeTcs BbLIe-
yuTh 6osiee 90 % GoabubIxX [9, 14, 15]. BoabHbIe
¢ pacupocTpanenubIMEu cTraguamMu u B-OJIJI mo-
JyYaioT TaKiKe OTHOCHUTEJbHO HEIPOJOJIKHU-
TeJIbHYI0, HO OUeHb UHTEHCUBHYIO U ropasio 00-
gee TokcuuHyo IIXT ¢ mokasaTensaMmu 6eccoObl-
tuiitHo# BeIxkuBaemoctu (EFS) 70-90 % [9-11,
14-25] (rabxa. 1).

C unrencudpuramnueir XT GOJIBITUHCTBO IIPO-
THOCTHYECKUX (haKTOPOB YTPATUJIO CBOIO 3HAUU-
MocTh. PpaHIly3CcKad MCCefoBaTeIbCKAA I'PYII-
na SFOP, ubu pe3yIbTaThl JIEUSHU S Ha CeTOTHAIII-
HUN [OeHb Jyullnue B mporokojae LMB 89,
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Taoauna 1. BeccoObITUIHAA BEIXKIBAEMOCTD
(EFS) 6osbubBIX ¢ JIB/B-0OJIJI

MccnepoBsaTenb- KonunyecTtBo
ckasi rpynna fpoTokon 60JbHbIX EFS, %
Bcero| B-OJ1J1| Bce | B-OJ1J1
NHL-BFM 90| 322 56 89 74
BFM [14, 15] NHL-BFM 95| 283 | 79 | 93| 77
SFOP [9] LMB 89 420 100 | 92 87
NHL 85011 | 33 _ 91 _
1 _ _
UKCCSG [19-21] [ NHLSO0T ™| 57 o
NHL 90022 — -
NHL90033 | 63 | 35 [ 68| —
POG [22, 26] POG 93172 | 277 82 82 79
CCG[10, 23] CCG-59113 | 46 14 80 50
E’;‘E?” (Nagoya) AT-B88 48 | 21 | 70| 52

1 MpoToKonbl A9 NOKaNbHbIX CTaAWiA.
2 MpoTokon Ans AMCCEeMMHUPOBaHHbIX dopm (IINR/II/IV/B-OJ1T).
3 MpoTokonsl ans IV ctaaguu n B-OJIJ1.

B 3aBUCUMOCTH OT PaHee OIpeieIeHHBIX (PaKTOPOB
IIPOTHO3a TPOBeJia JasibHellIee IoapasieieHue
00JIbHBIX BBHICOKOII I'PYIIIIELI prcKa. BoabHbIe ¢ T10-
paxkerauem KM 6osiee 70 %, BoBimeuenuem ITHC
¥ ILJIOXUM OTBETOM HAa MHAYKIIMOHHYIO T€PaITnio
(penyxiiusa mocJie nmepsoro 6oxa COP < 20 % ) 6b1-
JIV BBIJIEJIEHBI B TPYIIIIY CAMOTO BHICOKOTO PUCKA
(rpyumy C) ¢ 601ee MHTEHCUBHOM Tepanueii (103a
MeToTpeKcara 8 r/m2). B aToM mcciieqoBaluu Io-
Kasartenb 5-jmeTHeit EFS cocraBua 98 % miisa rpyi-
el A (BCe MOJHOCTBIO yAaJIeHHbIe OMYyXO0JIH, HC-
KJIouad HeKoTopbie ¢ I u Il ctraguamu, HeypageH-
Hble), 92 % pma rpynnbl B (GosbHBIE, He
porreanue B rpynny A uau C) u 84 % pia rpyi-
sl C[9]. PakTOpamMu HEGJIATOIPUATHOTO ITPOTHO-
3a B rpymme B, HecMOTps Ha TIlaTeJIbHOE pacipe-
JIeJIeHNe II0 PUCKY, OBLIN IIOBBIIIIEHHBINA MHULK-
anbHBIll ypoBeHb JIIAI' (5-metHaa EFS npna
OOJILHBIX C HOPMAJLHBIM U C BBICOKUM yPOBHEM
JIIT coorBercTBeHHO 95 1 87 % ; p < 0,001), BO3-
pacrt crapiire 15 jieT u IIJI0X0H OTBET HA UHAYKITH-
ounyio Tepanuio. C uareHcupuranueir XT nnsa
rpynnsl C Takye KpUTEePUN, KaK 00IIee COCTOSTHIE
Ha MOMEHT IIOCTyILJIeHusA, yposeHsb JIIT', Bo3pacr,
KoJsimuecTBO 6acToB B KM u Hanuuwme 6JacTOB
B mepud)epruuecKoil KPoBU, OOJIbIIE He OKa3bIBAIN
BIAUAHUS HA MCXO[, TOJBKO MHUIINAIbHOE TTopa-
skerre ITHC me yTpaTuao CBOero mMpoOrHOCTUYEC-
Koro 3HaueHud (EFS 87 nmporur 79 % ; p = 0,04).
IIporokoa POG 9317 ceBepoaMepUKAHCKOMI
HMCCJIeq0BATEIbCKOM IPYIIIEI 1151 00JBHBIX C JUC-
ceMuHuUpoBaHHBIMU craguamu JIB (III/IV/B-
OJIJI) ornuuaercsa OGJOKOM C BBICOKOTO3HBLIM
udochpamMugoM U BeIe3sug0M, IIPpOBeJeHNe KOTO-
POTO B KOHCOJHUIAIUY YJIYUIINJIO Pe3yIbTaThl
JeuyeHusd 00JMbHBLIX ¢ mopaxkenuem ITHC (3-met-

Hada EFS — 82 %), mpakTuuecKu HUBEJIUPOBAB
U 9TOT IPOTHOCTUUECKUH paxTop [26].

B HacrosIee BpeMsA UCCIIeJOBAHUSA 110 YJIyYIIe-
HUIO Pe3yJIbTaTOB 1 MUHUMUBAIIU OTIAJIEHHBIX I10-
CJIEICTBUIL JIEUEHUA CBASAHBI CO CHUIKEHUEM JI03bI
IIATOCTAaTUKOB 6e3 y1iepoa 11 3 ek THBHOCTHU Te-
pamnuu B rpymnmnax ¢ xopoiuM nporaosom (LMB 96)
[27], c HOBBIMU MOAUMUKAIIMAMU CXE€M TepPaInu
JUULsI OOJIBHBIX TPYIIIBI BEICOKOTO PUCKAa, B KOTOPOIA
He Bce KJINHNYeCcKre (DaKTOPhI yTPATUIIN CBOE IIPO-
rHoctTuueckoe 3Hauenue (NHL-BFM 95, LMB 96)
[15, 28], a TaKk:Ke C IOMCKOM aJbTePHATUBHBIX
CPEJICTB C IIPOTUBOOIYXO0JIEBBIM JelicTBueM. B se-
YeHUU B3POCIbIX 00bHBIX ¢ HXJI B KauecTBe MOHO-
Tepanuu uiau B KomouHanuu ¢ [IXT npumensaior
MOHOKJIOHAJIbHbIE aHTHUTEJa, B YacTHOCTU anti-
CD20 (purykcuma6). Vicrionb3oBaHUE PUTYKCUMA-
0a B coueranuu ¢ nHTeHCUBHON XT y B3POCIBIX
¢ BeIcOKOBI0KauecTBeHHbIMY B-HXJI 1 B-OJIJI 3Ha-
YUTEJBbHO YJIYUIINIO BBIXKUBAEMOCTH OOJBHBIX
[29]. OnbiT TOUEUHOIT GMOTEPATINHU B TETCKOI OHKO-
JIOTUYECKO! MpaKTUKe Ha CEeTONHAIIHUI eHb
MUHUMAJEH, II0 KCIIOJH30BaHUIO PUTYKcUMada
B JIeUeHUU B-KJIeTOUHBIX HEOILJIa3nil My0IUKaIUuu
enquunyHbe [30—32]. B EBpome OTKPBITO MeKTyHA-
POIHOE WCCJIeJOBaHNE II0 JIEUEHUIO PEIUINBOB B-
HXJI y nereii ¢ ucmoyib3oBaHUEM PUTYKcuMala,
a TaK’Ke PaHIOMUBUPOBAHHOE HCCJEJOBAaHUE TIO0
cpaBHeHUI0 3h(heKTUBHOCTH ITpoToKoa LMB ¢ mu
6e3 purykcumaba B Tepanuu 1-it aunuu [33]. Uc-
cienoBaHue 3(PPEKTUBHOCTY PUTYKCUMaba B KOM-
ounanuu co cxemoir BFM s O0JIBHBIX BBICOKOI
TPYIIILI pucKa HauaTo Takske B Poccuu u Benapy-
cu (mporoxos B-NHL-M 2004).

IIpoBogUTCA MHOTO HICCJIEIOBAHUI I/ OTIPEie-
JIeHUA 6uoJoTnuecKux (hakKTOPOB IIPOTHO3a, KOTO-
pble TT03BOJIUIU ObI Pa3eIUTh OOJIBbHBIX II0 I'PYII-
ImaM pUCKa W OIPEeIeJUTh MUIIIEHU JIJIA TOYEUHOI
O0uoTrepamnuu. Y CTaHOBJIEHO, UTO PEIETITOPHI a/iTe-
3UM, PEryJIupYIoIlre IBUKEHNE HOPMAaJIbHBIX
AuM@OIIUTOB, TaKKe dKCIPEeCCUPYIOTCAa U PyHK-
IIMOHAJIBbHO aKTUBHBI ¥ UX 3JI0KAaUEeCTBEHHBIX aHa-
JIOTOB. OTU MOJIEKYJIBI B OIIPEIeJIeHHOMN CTeIeHUu
00yCJIOBIMBAIOT TKaHECTEIIUPUIHYIO JIOKAIN3a-
U0 oTAeabHbIX BapuanToB HXJI u urparoT poJib
B IIpoIleccax KJIETOYHOTO POCTa, BBHIXKUBAHUA
¥ IVCCEMUHUPOBAHUS OITYX0JIEBBIX KJIETOK. B 3KC-
TIepUMEeHTe Ha MBIIIIaX PeIenTOPHI aATe3UN CeMeli-
crtBa CD44 ycunuBaiu criocOOHOCTD KJIETOUHBIX
auHuit JIB K pocty 1 meTactasupoBaHuio. B pane
pabot[34, 35] ToKas3aHo MOBLIIIIEHTEe YPOBHS pac-
TBopuMoro CD44 B njaszme KpoBu GOJBHBIX U T'U-
nepakcmpeccus CD44 B TKaHU OITyX0JIU. Y POBEHb
CD44 xoppesimpoBaJi B 3TUX UCCJIEIOBAHUAX C pacC-
IIPOCTPAaHEHHOCTHIO IPOIlecca M UCX0oAoM. Brico-
KUl ypoBeHBb pacTBopuMoro CD44 B miasme Kpo-
BU ABJIAJICA HEOJIATONIPUATHBIM ITPOTHOCTUUECKUM
(axTOpOM IpU MCCIETOBAHUU CMEIaHHON I'PYII-
IIBI IeTeN C OCTPHIMHU JieliKo3aMu u JuM¢poMaMu,
BrJtouatorrieit u JIB [36]. Drillenberg u Pais [35]
TOKAa3aJil, YTO BEICOKUM ypoBeHb CD44 aBisercs
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JIOCTOBEPHBIM (haKTOPOM IIJIOXOTO IIPOTHO3a IIPU
IBKEKJI y B3pocabix. IIpoBemenublii Yaris u co-
aBT. [37] aHa/IM3 BKCIPECCUU MOJIEKYJI aJAre3uu
OITyXO0JIEBLIMH KJIETKaMU B TPYIIIe JeTel ¢ pas-
auuubiMu BapuadTamu HXJI (21 6071bHOIT) He BBI-
SIBUJI TOCTOBEPHBIX PAs3JUUYUi B BHIXKMBAE€MOCTHU
y 6osbHBIX ¢ CD44+ 1 CD44-, oqHAaKO IpU IIOTEepe
skcnpeccuu LFA-1 (CD18) nmporuos yxyaiiauacs
(moxkasarenb o00mieir BeIKuUBaeMocTH  (OS)
mia CD18+ u CD18- coorBercTBerHO 83 1 29 % ).
Omenka 3HaueHuaA 3TuX AaHHBIX npu HXJ y nme-
Teii, B YaCTHOCTHU IIpu JIB, TpebyeT masbHEHIITNX
HCCJIeTOBaHUNA.

s 60JbIINHCTBA BAPUAHTOB JUM@POM Xa-
PaKTepHBI MyTaIlUU UJIW HaPYIIIeHue PeTyIAIun
dKCIIpeccuu aHTHOHKOreHa pb53. B mcciemosa-
Huu Klumb u coasr. [38] myranuu rena TP53
ob11u onpeneseHsl B 20 % ciayuaes JIB y mereii
0e3 BUAUMOM KOPPeaAuu ¢ mporuo3oM. Tem He
MeHee eCTh BePOATHOCTh, UTO HEKOTOPhIE MyTa-
IIUU, TPUBOAAINNE K CTPYKTYPHBIM M3MEHEHU-
aAM p53, 00yCIOBINBAIOT PA3HEIN OTBET OITYXO0JI
Ha JeuyeHUe.

YacToTa IIporpeccCupoBaHuA 1 peruauBoB JIB
IIPU UCIIOJIb30BAHUY COBPEMEHHBIX ITIPOTOKOJIOB
He mpeBbimaer 10 % . OgHako MCXOJ TAaKUX
0OJILHBIX OCTAETCA MJIOXUM U HEOOXOJUM ITOUCK
(aKTOPOB, MO3BOJIAIONINX UJEHTUMUIIUPOBATD
0OJIBHBIX C BRBICOKUM PUCKOM Pa3BUTUS PEITUIH-
Ba. [IepceKTUBHBIM ABJIAETCA OIpeeIeHe C-
myc/IgH-peapan:XupoBoK B nepudepuuecKoi
KpoBu 1 KM 6G0OJIBHBIX AJIA aHAJIN3a MUHIMAJb-
HOI pesuayaJbHOU 6ose3nu [39, 40].

JumpobdracTabie TUMGPOMBI

JIJI pazBuBaeTcsa U3 MpeIIeCTBEHHUKOB T-
nyu B-mum@dobiiacToB, KJIeTKHU ux MOpdoJioruye-
CKM HeoTIuYuMHbI oT 6actoB npu OJIJI y mereii.
ITpubnausurensao 80 % JIJI umeroT T-KIeTOUHBIH
denorun, 15-20 % — npenmiecTBeHHUKOB B-
KJeToK. ['mcTonornuecku 06a BapraHTa UAEHTUY-
HBI, HO KJInHnYecKku T-Kaertounble JIJI mpencras-
JIEHBI OOBIYHO JUCCEMUHUPOBAHHBIM IIPOIIECCOM,
YacTo C OIYX0JIEBOI Maccoil B IepeHEeM Cpenoc-
TeHUU, a B-TuHeliHbIe — yarile JIOKaJbHBIM IIPO-
IIeCCOM C mopa’keHueM KOXKU, KOCTell MJIu Iepu-
(epuueckux tuMpaTUIECKUX Y3JIOB.

Brima mpegnpuHATA MONBITKA YCTAHOBUTH
MIPOTHOCTUYECKYI0 3HAUMMOCTH MOpPdoJiorruec-
KHUX ocoOeHHOcCTell Anxep JuMdoOsacToOB Hpu
JIJI. KouBoutonusa (M30THYTOCTD) AleP B TON MU
WHO¥ cTenleHU HAOJII0faeTCA B IIOJIOBUHE CJIyUaeB
JIJI, HO aTOT (haKT He OKa3bIBAJ BAUAHUA HA UC-
xon 3aboseBanusd [42]. Bo MHOTUX MCCIeOBAHI-
AX TBITANUCh KJaccudumnuponaTsh T-amHeNHBIN
OJIJI u JIJI B 3aBUCHUMOCTH OT CTE€II€HU 3PEJIOCTHU
T-rkaetox. Ilo egBa yJI0BUMBIM OTJINUUAM UMMY-
HOoeHOTHIIA 6JIACTOB MOKHO IIPEATIONIOKUTD, UTO
T-raerounsie OJIJI pazBuBaOTCA 13 HaMMeHee
3peJIbIX KJIETOK (0T PAHHUX J0 IPOMEKYTOUHBIX
cTaguii cospeBanmud), B To BpeMda Kak T-JIJI uate
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IIPOUCXOMAT OT 00JIee 3PeJIbIX TUMOIIUTOB (OT IIPO-
MEeXKYTOUHBIX 10 MMO3AHUX cTanuii). OmHAKO UeH-
TU(PUKALNA PA3JIAYHLIX CTAIUN CO3PEBAHNS TH-
MOIIYITOB, JABIINX HAYAJIO KJIOHAJIHHOMY POCTY,
He IOATBEPANJIA UX BJIUAHNUSI HA IPOTrHO3.

W3BecTHO MHOKECTBO PA3JIUUYHBIX XPOMOCO-
MHBIX Hapymienui npu T-JIJI, BeiABAsAEMBIX 00-
snee ueM B 80 % ciyuaeB. XapaKTepPHLIMU ABJIS-
IOTCS TPAHCJOKAIMY IPOTOOHKOTEHA K OJHOMY
u3 JokycoB T-rkiaerounoro peremntopa (TCR):
K JoKkycy o./0 Ha 14q11.2, peske — K JIOKycCy P Ha
7q35[42]. 9Tu TpaHCIOKAIIUY IIPUBOAAT K JUC-
peryasanuu T-KJIeTOYHOro OHKOreHa, YTO Urpa-
eT BeJyIIyI0 POJb B IIpollecce OJIaCTHOM TpaHC-
dopmaruu npu IUMPOUIHBIX HeolIasusax. Ilo-
BpexkaeHUusa, BoBiaekamwlnue red TAL-1 ma 1-i
xpomocoMme (1p32), Takske TUIUYHBI A1A T-T1HM-
dobiacTHBIX Heoniasuii. Haubosee uacTbIM re-
Hetuueckum gedextom npu T-OJLJI u T-JIJI as-
JISIeTCSI NHAKTUBAIUS MYJbTHOIIYXO0JEBOr'o CYy-
npeccopHoro rena MTS1 Ha xpomocome 9p21 —
IIepPBOr0 I'eHa-CyIIpeccopa, BOBJIEUEHHOI0 B IIa-
Torenes aumdom. ITo pesyabraram ysxe yIIOMU-
HaBmerocsa ucciaegoBauua CCG-E-08, rpancio-
Kalun, BOBJIEKAaIOII[1ie y4acTKU 1p32
[t(1;14)(p32;9q11.2) (rem SCL/TAL1)], 8q24
[t(8;14)(q24;q11.2) (rem MYC)], 9q34
[t(9;17)(q34;q23) (rem TANI1)], 11pl3
[t(11;14)(p13;ql11.2) (rerx LMO1)], umenu He-
0JIATOIPUATHOE IIPOTHOCTHUYECKOE 3HAUEeHHe
B HeOOJIBIIION I'PyIINe AeTell ¢ pacIpoCcTPaHeH-
HeiMu JIJI (13 60abHBIX) [43]. Hia yTouHeHUS
POJIM PA3JINUYHBLIX MOJEKYJIAPHLIX 1 M'eHeTHYeC-
KHMX HAaXOJOK HeOOXOOMMBI JaibHeHIIINe CCe-
JOBAHUSA CO 3HAUNTEJIBHO OOJBIINM KOJIHMYECT-
BOM IIAIIIEHTOB.

B npomsiom getu ¢ JIJI 6b1yiu mpakTUYECKH He
KypabesbHbI. B 50-X rogax mpoIaoro CToJIeTU A
BBIKMBAEMOCTD TAKUX 00JBHBIX He IIPEBLIIIaIa
10 %, B 60-x rogtax — 20 %, B 70-x — 70 %.
IIporuos 3HAYNTENBHO YIYUIINAJICS C UCI0JIb30-
BaHMEM IPOTOKOJIOB, pa3paboTaHHBIX JJIisd 60JIb-
HBIX ¢ OJIJI. C no6aBieHHEeM aHTPAIIUKJINHOB,
BeIicokomo3HOTO MTX IIXT m L-acmaparuHassl
K CTAHJAPTHBLIM IIPOTOKOJAM C AHTHMETa0O0JIN-
TaMu B ocHOBe EFS ceiiuac BapbupyeT oT 75 10
90 % nna Bcex cramuii [44—47] (Tabda. 2).

ITo pesyanbraTram uccaemoBanma NHL-BFM
90, BBIKMBAEeMOCTb JeTell KaK C JIOKAJIbHBLIMHU,
Tak u ¢ fuccemuuaupoBanubsiMu T-JIJI cocTraBuia
90 % [44], v HU pacTPOCTPAaHEHHOCTh, HU APYTHE
KJINHUYECKNe IIapaMeTPhI JOCTOBEPHO He BJIMSI-
au Ha nporHod. [losgHee Ha 0OJBINION KOTOpTE
6oabubIx (281 manuenrt ¢ ITI-1V cragueii T-JIJI),
MOJIYUYUBIIIUX JeUueHue o mporoxkoaam BFM 86,
90 u 95, ObLT TpOBEIEH aHAJIU3 IIPOTHOCTUUEC-
KOIi 3HAYMMOCTHU II0Jia U Bo3pacTa OOJbHBIX,
a TaK’Ke cTaauuy 3a00JieBaHUA, HAJIUUUSA Meaua-
CTUHAJbHOII Macchl, BoBieuenusa IITHC, remaro-
cieHoMeraauu, ypoBua JIIIT' u mokasareJiei me-
pudepuueckoil kposu. Hu ogqun m3 sTux mapa-
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Tao6auna 2. BeiskuBaeMocTh 00JbHEIX ¢ JIJI

Mcecneposa- Konuyect-
Bbixxnae-
Tenbckas MpoTokon BO 60J1b- MOGTb, %
rpynna HbIX
0s EFS
NHL-BFM 90 105 — 90
BFM [44, 45
[ ] NHL-BFM 86/902 21 — 80
LMT 893 88 79 69
SFOP [46, 47] LMT 96" 89 86 85
UKCCSG [48] NHL 85034 95 — 65
POG [49] POG 8691/87044 226 — 65
LSA2-1.2/ADCOM
CCG [50 ] P/CCG-5024 281 — 74

1 B aHanus BkoueHsl 60MbHbIE ToNbko ¢ T-JUT.

2 PeaynbTathl NeveHus aeteit ¢ B-nuneltHsivu J1J1.

3 BkioueHo 25 GonbHbIX C KONMYeCTBOM 6nactos B KM>25 %.
4 MpPoTOKONbI ANS AUCCEMUHUPOBAHHBIX HOPM.

MEeTpPOB CYIIeCTBEHHO He M3MeHSJ BbIXKUBAae-
MOCTH 0OJIbHBEIX. [JOTIOTHUTEIHLHO B MCCJIEIOBA-
Husax BFM 90 u 95 onenniu Bausgane B-cumnro-
MOB, HEIIOJIHOM Perpeccuu OIyXoJu K 33-My JHIO
u uMmMmyHodeHnoTu 6s1actos (po-T, mpe-T, Kop-
TUKaJAbHBIT U 3pesblid T). B pesyibrare TOJIbKO
Hajauuue B-CHMIITOMOB JOCTOBEPHO CHUIKAJO
BeKuBaemocTh (EFS 77 mporus 88 % ; p = 0,03)
[61]. AHasoruuHo B HeJaBHO 3aBEPIIIEHHOM HC-
ciaeposanuu POG giaa T-OJIJI u T-JIJI cragusa
III B cpaBHenuu ¢ IV, Boieuenue ITHC, Bo3pacr,
OJI, HaJInune MeIuacTUHAJIbHO MacChl ¥ 9THH-
yecKasa MPUHAMAIEKHOCTL He MMeJId BhIpaKeH-
HOM KOppeasaniuu ¢ mporao3om [49].

JIJI us mpexnmiecTBeHHUKOB B-kaerok (B-JIJI)
cocraBaaioT 10-15 % ot JIJI u okoJio 2,5 % orT
HXJI y nereii [45]. HauboJsiee mpuemiaemMoi nis
neuenus B-JIJI B HacTosAIee BpeMsA CcUUTAETCA
cxema tepanuu OJIJI, npuMensgemMas 1 AJIsd Jede-
Huda T-JIJI. IIpu ananuse rpynmnoi BFM peayib-
TaToB JeueHus 27 60abHBIX ¢ B-JIJI uactora pe-
LUAUBOB y JeTeil, HOJYyUYNBIINX JIeUeHe II0 IIPO-
rpaMmmam aJada B-3pesbix Heomasuii (n=6) u s
OJIJI (n=21), cocraBusa cooTBeTCcTBeHHO 50
u 10 % [45]. BBuay pegKOCTH ITaTOJIOTUU TOJIb-
KO 0OJIBIIIVE KOOTIEpaTUBHBIE MCCJIEJOBAHUS T10-
3BOJIAT OITHMU3UPOBATH JeUeOHYI0O TAKTUKY
U OIIPeseJUTh (haKTOPhI IIPOTHO3a AJA 3TOU Ka-
Teropuu 00JbHBIX.

HoBpix Oumosornueckux GaKkTOPOB, BIUIIO-
mux Ha ucxon upu JIJI y nmereir, He ugeHTU)U-
IIUPOBAHO, XOTd WHCCJeJOBaHUE BKCIPECCUU
Max-06esika OIIyX0JIeBBIMU KJIeTKaMu y 23 neTeii
¢ JIJI mokasaJjio, YTO €ro BhICOKAsS 9KCIPECCUS
(6osee 30 % ) O6bLIa accormuUpPoOBaHa C JOCTOBEP-
HO JIyuIllell BEIXKMBAeMOCTbIO, ueM HusKas [52].
ITopTBepauTCA U 9TO HAGIIOAEHNE B IPOCIEK-
TUBHBIX UCCJEIOBAHUAX — IMOKAMKeET OyayIlee.

Kpynuokgerounsie 1uM¢p oMbl

Kpynuokmaerounsie sumdonmsr (KKJI) y me-
Tell — reTeporeHHas rPyIna arpeCCUBHBIX JIUM-
ouaHbIX onryxoJeli ¢ PP Y3HBIM XapaKTepoM
pocTa, Ipu KOTOPHIX AApa KJIETOK 60JIbIle, YeM
SAAPa OKPYIKAOIINX UX HOPMAJbHBIX TUCTHUOIH-
ToB. KKJI BapuabesbHbl IO KIMHUIECKOMY Te-
yeHUIo 6e3 KaKOoi-J11M00 3aKOHOMEPHOCTH MEKIY
MePBUYHON JToKaInu3anue, *MMYyHO(DEHOTUIIOM
¥ TUCTOJIOTUUYECKUM BapUAHTOM. BOJIBIITUHCTBO
KEKJI y nereii B ipenenax Kiaaccupuranuu BO3
mpeJcTaBJeHbl Pa3JUYHBIMKU BapUaHTAMU
IBKKJI u AKKJI. Pegko BcTpeuatoTcd mepude-
puueckue T-KieTounble TUM(GOMBI, HA3BaHHBIE
TaK M3-3a UX HOCTTUMUYECKOTO (3pesoro) T-rie-
TOUHOTO (peHoTHA. [[JIs MEPBUYHOM MeaUaCTH-
HaabpHOU JIBKKJI co cKiepo3oM xapaKTepHBI
cBoeoOpasHbIe KOJJareHOBbIe pas3pacTaHUA
CTPOMBI, KOTOPBIE MOTYT BAPbUPOBATD OT IITUPO-
KUX CKJIEPO3UPOBAHHBIX JIEHT JI0 TayTUHOOOpas-
HOT'0 CKJIEP03a, OKPYIKaIIeTo MeJKue IPY b
kjaetok. Peakuit mogrun [IBKKJI, oGorarmien-
HeIl T-kKiaerxkamu (T-cell rich), Tak:ke omucan
y IeTell U xapaKTepusyeTca HaanuuueM HeGOoJIb-
III0T0 KOJIMYECTBA KPYITHBIX OMTYX0JeBbIX B-Kie-
TOK Ha (hOHe WHTEHCUBHON MHPUJILTPAIIUU Pe-
akTuBHBIMU T-KJIeTKaMu.

Hduddysusie B-kpynmHoKIeTOUHBIE TUM(POMBI

It TuMEPOMBI XapaKTepuayioTca B-3pesbim
(heHOTUTIOM OMYXOJEBBIX KJIETOK U PeapaHIKu-
poBKamMu B-KJIeTOUYHBIX T€HOB. BOJBIIMHCTBO
OIBKKJI »sxcupeccHpyOT MOHOKJIOHAJbHBIH
sIgM wu me »skcupeccupyior CD10, CD5
u TdT. HecmoTpsa Ha oTCyTCTBUE IIPU3HAKOB
anamnasuu, 10—20 % IBKKJI (uaiie meguacTu-
HaJbHadA) TaKike sxcupeccupyior CD30(Ki-1)-
aHTUTeH KaK HecleluUUecKUi MapKep aKTH-
BallMM PEeaKTUBHBIX KJETOK, OJHAKO CTeIlleHb
SKCIIPECCUU B TAKUX CJIyUaAX HUMKE, UeM IPU
AKEKJI, u He aBasderca uaaukatropHoi [53]. Xa-
paKTepHbIe IIUTOTeHeTUYECKe HAaPYIIIeHU s Ya-
11e BBIABJSIOTCA y B3POCJBIX OOJBHBIX, UeM
y nereii. I[Ipumepuo B 30 % cayuaes [IBKKJI
y B3POCJIBIX OIPEAEJsIeTCS TPaAHCJIOKAIUA
t(14;18)(q32;921), BoByekatotiaa red bel-2, uro
MPUBOAUT K AUCPETYJAINUU dKCIpeccuu GeaKa
bcl-2. T'unepaskcupeccusa Bel-2 Koppenupyer co
CHUIKEHMEM YPOBHSA allONTO3a Oy X0JIEeBBIX KJIe-
TOK ¥ ABJIsgeTCcA (PAKTOPOM HebJIArompusTHOTO
nporuoasa. ¥ pereii c IBKKJI aTa Tpauciokanus
He onucaHa. Hanporus, B 30 % cayuaeB mer-
ckux [[BKKJI BEIABIAIOTCSA aHOMAJNY IIPOTOOH-
Koreua bcl-6, ABaAmmMInecsa pe3yJabTaTOM pea-
PaHXUPOBOK C BOBJeUEHHMEM yuacTka 3q27
(t(3;14), t(3;22), t(2;3), t(3;4), t(3;11)) [54].
B mopme bel-6 skcupeccupyercsa B-kirerkamu
GoNNMUKYIAPHBIX IEHTPOB, IO MePe CO3PEeBAHUA
KOTOPBIX M BBIXO/a U3 (POJIUKYIAPHBIX I[EHT-
POB YPOBEHBb €T0 9KCIIPEecCUuu CHuUMKaercd. ['u-
nmepakcapeccusd reHa bel-6 omyxoseBbIMU KJIET-
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KaMu IPUBOIUT K YCUIEHUIO IpoaudepaTuBHOM
cnocobHOCcTH B-TMM@OIIUTOB ¢ PA3BUTHUEM BbI-
COKOBJIOKaUeCTBEHHBIX B-KJIETOUHBIX JuMMPOM
y IeTel miau K TpaHchopManuu GpoJaIUKYyIAp-
HBIX JuM@oM B 6ojee arpeccuBuble [[BKKJI
y B3pocJbiX. B HeKoTophIx cayuaax IBKKJI Bb-
sABJAETCA XapaKTepHad N JIB TpaHcaoKamus
t(8;14)(q24;932), acconmuupoBanHad ¢ OHKOTe-
HOM C-MYyC, MIPOTHOCTUYECKOE 3HAUEeHNE KOTO-
pO# Ui 3TOM IPyIIbI O0JIBHBIX HE OIIPEeJIeHO.

IIpu uccaenorauumu [IBKKJI y B3pocbix ObI-
JIV BBIJIeJIeHBI KINHUYECKUe TOJBapUAaHThI Ha OC-
HOBAHUU OIIPeJeIeHNA dKCIPECCU I'eHOB, Xa-
PaKTepPHBIX IJid B-KJIeTOK repMUHATUBHBIX I€H-
TPOB WJIM AKTHUBUPOBAHHBIX B-1uM@OIUTOB.
TToxa HEM3BECTHO, UMEIOT JIU BbIleJIeHHbIE 0] -
BapUaHThI pa3HOe IIPOUCXOKIeHNEe, HO IPOTHOC-
TUYecKasd 3HAUMMOCTDb TaKOT'0 pa3/iesiIeH1A Heco-
MHEHHA, a moABapuaHT germinal center-like saB-
JIsieTcs JOCTOBEPHO 6oJiee 6JIaTOIPUATHBIM, UEM
activated B-like [55, 56]. Ship u coast. [57]
uaeHTUQUIIMPOBaIN Ha0op 13 13 reHoB, CTEIIEHD
AKCIIPECCUM KOTOPBIX IPelCKas3bIBajia MCXO[
ayuire, ueMm IPI. Saez u coast. [58] npeano:xu-
JIA IIPOTHOCTUYECKYIO MOJIEJIb Ha OCHOBE COBMeE-
ctHOrO ucnosib3oBaunua IPI u npodunsa rennoi
AKCIpeccuy KaK B3AUMOJOIIOJHAIIIUX (aKTO-
poB, nmosBoaAmmux ¢ 90% BepoOATHOCTHIO HPO-
THOBUPOBATH OTBET HA JIeUeHUEe U MCXO.

AKTyalbHBIMU Ha CETOAHANIHUN MeHb SABJIA-
IOTCS UCCJIELOBAHUA BIUAHUA dKCIIPECCUU TeH-
HBIX PETYJATOPOB KJIETOUHOTO ITUKJIa U allONTO-
3a Ha IIporuos. B pabore Spina u coasT. [59] sKc-
npeccua bcel-2, bcl-X u BAX, ogHOTO uUIU
HECKOJIbKUX, ObLJIa aCCOIIMMPOBaHA C PE3UCTEHT-
HOCTHIO K X'T U HUBKOM BBIXKMBAEMOCTBHIO 00JIb-
HeIxX ¢ JIB. OgHako B ucciaemosanum Kramer
u coaBT. [60] y 6oabpHBIX ¢ [IBKKJI nporaocru-
YeCKOro 3HaUeHHUA sKcmpeccuu reHos bel-2, bel-
6 m Myc BbIsBJIeHO He 6b10. Ilo maHHBIM APY-
Irux uccjaenoBareseii, MyTanuu pb3-reta, a Tak-
JKe BBICOKUII YPOBEeHb dKcHpeccuu pH3-6esrka
U Hu3KadA sKcupeccus bel-6 aBiaanucs pakTopa-
MU HeOJlaronmpuATHOTO Iporuosa [61]. Visco
u coaBT. [62] BelgBuam y 17 % OOJBHBIX
¢ IBKEKJI ¢peHOTUII OITYyX0JEBBIX KJETOK C I'i-
nmepakcipeccueir p53 U OTCYTCTBUEM 3KCIIPEC-
cum p21, KOTOPHIi OB aCCOITUUPOBAH C HUBKOI
BBI’KMBAEeMOCThIO U B Pe3yJabTaTe MYJIbTUBAPU-
aHTHOTO aHaJIN3a ABJIAJICA He3aBUCUMbIM HebJia-
TONPUATHBIM (GaKTOPOM IpOrHosa. Biauanwue
SKCITPECCU U STUX I'eHOB Ha MPOTHO3 IPU JeTCKUX
OBKKJI HeusBecTHO.

PacrBopumsniii pementop k¥ UJI-2 (sIL-2R)
OPOAYIIUPYeTCa aKTUBUPOBaHHBIMU T- 1 B-1um-
domuramu. Y 6oapabIX ¢ HXJI ero ypoBeHs mo-
BBIIIIEH ¥ KOPPEJIUPYeT C BBIKUBAEMOCTHIO.
IIpu onpenenenuu o-teneii sIL-2R y B3pocabix
¢ IBKKJI nokasaHo, 4TO BHICOKUI YPOBEHBb (>
2000 ME/mun) aBasieTcss He3aBUCUMBIM (PaKTO-
POM IJIOXOTO IIPOTHO3a 1 MOYKET OBITh TaKJKe MC-
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noab3oBaH coBMecTHO ¢ IPI gia mporuosuposa-
HUA MUCXO0a U BbIOOpa Jeuenusd [63].

Hna gereii ¢ IBKKJI BeiOop Tepanuu 3aBu-
cutT oT cranuu 3abosmeBaHud. g gereii ¢ I u 11
CTaAuAMU IIPOTrHO3 0JIATONMPUATHLIN, IPU IPO-
BeJEeHUN JIeUEHU 110 JIIOOOMY U3 IPUHATHIX IIPO-
TOKOJIOB y/AAeTCs BbLICUNUTL 0K0Ji0 90 % 060Jb-
HBIX (Tabia. 3).

IIporuocTnuecKux GaKTOPOB AJSA STOM IPYII-
IIbI OOJIBHBIX He HaleHo. BeIxxuBaeMoCTh qeTeli
¢ pacnpoctpanenubiMu craguamu JJKKJI, reue-
HHe KOTOPBLIX IPOBOAUTCSA KAK IIO IIPOTOKOIY
JIB, Tak u pexuMaMu ¢ aHTPAIMKJIUHAMU IJIs
OJIJI, kosebaerca B HacTosAlee BpeMs OT 75 10
90 % [9, 14, 54, 64].

Ilepuunas w™eamactuHaabHasas B-KKJI
(IIMBKEKJI) — penkuii noatun HXJI y meguar-
pudecKux OOJBHBIX C MOKA ellle HeSCHBIM IIPO-
rao3oM. CocraBiasger okosio 2 % Bcex HXJI
u oxoyo 25 % OBKKJI y mereii mo 18 met [65].
Ha cerogusamnmii [edb JOKa3aHO IPOUCXOMKIe-
HIE OIYXO0JIM U3 aKTUBUPOBAHHBIX JeHIPUTHBIX
B-xiaetoxk tumyca. Knerku IIMBKKJI me sxc-
npeccupyor IgG, CD21 u CD10 u B pAge cayua-
eB skcupeccupyioT CD30. Kanuauuecku xapak-
TepusyeTcAd 3HAUUTEJNbHOU MeAnacTUHAJIbHOM’
Maccoli, HepeJKO C BOBJEUEHHEM COCEIHUX
CTPYKTYP CPENOCTEeHUS U CHaBJIEHNEeM BepXHel
moJioil Bewbl. HamboJiee wacras sKcTparopa-
KaJbHasa MaHudecranua — mouku. KM u ITHC
MopaskarTcs peaKo. [[luarHocTupyercs Ipeumy-
II[eCTBEHHO Yy MOJIOABLIX »KEHIUH (CpeIHunil BO3-
pact — 28—35 ser). B 1ies10M pesyabTaTHI Jieue-
HUA 9TUX O0JBHBIX XyiKe, 4eM OCTaJdbHBIX ¢ 111
cragueit IBKKJI. ITo nanasiv rpynnsl BFM, Be-
poatrHasa EFS 30 601bHBIX, BKIIOUEHHBIX B 3 I10-
cjemoBaTeJIbHBIX mccaenoBanua BFM 86, 90
u 95, cocraBuna 70+8 % , uacToTa periugUBOB —
22 % . Ilpu MyJapTUBapUAHTHOM aHAJIN3€e yPO-
BeHb JIAT' > 500 ME/Ma 611 acconmupoBaH
¢ HeGaronpuATHLEIM nporuos3oMm [65]. Ilo maH-
HeIM rpynnsl SFOP, 3-neruasa pEFS 43 60Jb-
HBIX, IOJYUYHUBIINX JEeUeHHe II0 IIPOTOKOJIaM
LMB 89 u 96, cocrasuia 66+14 %, c HauboIee
IJIOXVMMH pPe3yJabTaTaMHu JIEUEeHUS B IPYIIe
¢ naunuaabHeIiM ypoBHeM JIAT' > 2N (EFS 82

Taoauna 3. BeccoObITUIIHAA BEIXKUBAEMOCTD
(EFS) 6oapabIX ¢ IBKKJI

Mccneposatenb- n + | KonnyecTtBo| BbikmnBaemMocTb

ckasi rpynna poTOKON 6onbHbIX EFS", %
NHL-BFM 90 56 95

BFM[14, 15] NHL-BFM 95 112 88

SFOP [9] LMB 89 63 89
COMP/Ora-

CCG [64] nge-+French 52/18 95/90

POG [54] COMP/APO+ 27/33 88/78

* NlokanbHble /ouccemuHmpoBarHbie KKJ1.




Hdemcrasn onkonozusn N2 2005

npotuB 40 %) [66]. IIpu usyuenuu npouJis
rennoii sxcupeccuu IIMBKEKJI 65110 o6Hapy Ke-
HO, YTO OH 3HAUUTEJIHHO OTJINYAETCS OT APYIUX
BapuanToB [IBKKJI, otHaKO mMeeT CXOICTBO
C MOJIEKYJIAPHBIM IIpoduaeM JuMGBoMbl XOIMK-
KMHA, YTO He NCKJII0UYaeT HAJUUYNS IOTeHI[NaJIb-
HBIX OOIMX MUIIEHEHN IS TOYeUHOM Tepamuu
aTux aumdom [67].

Bapuaut [IBKKJI c oboraiernuem T-KieTkaMu
OUYeHb PeJIKO BCcTpeuaeTcs y gereii [68]. B uccae-
noBaHue CCG-5961 Ob1I0 BKJIIOUEHO 8 GOJMBLHBIX
¢ stuM noaBapuanTom us 96 gereii ¢ IBKKJI, uto
cocraBuyo 8,3 % . B pesynbTaTe aHAJIOTUYHOTO
nnasa npyrux [IBKKJI reuenus nmokasateiu 3-jet-
Heit OS u EFS 115 aT0# MaaeHbKOM IPYHITHI 00JIb-
HBIX COCTABUJIU COOTBETCTBeHHO 88 u 75 %, uTo
COMOCTABUMO C Pe3yJIbTaTaMU JIEUEHUI APYTUX
BapuaHToB JIKKJI [69]. Ilo maHHBIM TpPyHOIIbI
BFM, 9 narnueHTOB IOJYYNIN JIeUeHIe IO IPOTO-
koay NHL-BFM 95, us koropsix 8 (89 % ) sKuBbI
0e3 mpusHaKoB 3aboaeBanud [15]. M3-3a upes3BHI-
yafHO PeIKOCTU (PAKTOPHI IIPOTHO3a JJIS 9TOTO
BapraHTa He OIIpeesIeHEL.

AHanjacTuyecKkas KPyIMHOKIETOUHAA JTUM-
¢poma

Jdror noxTun cocrasiader ot 10 o 13 % HXJI
y mereii. Iaa AKKJI xapakTepHO Haluuue
KPYIHBIX MJI€OMOPDPHBIX KJaeToK ¢ T- uau O-
KJIETOUYHBIM MUMMYHO(GEHOTUIIOM, 9KCIIPECCHU-
pyromux CD30(Ki-1)-anTureH, a Takxe sIuTe-
JAuaabHBI MeMOpaHHBIN aHTUTeH (EMA) 1 pe-
mentopsl K WJI-2 [70]. OgHako HUM omHA U3
XapaKTepPHBIX UepPT He SBJISIEeTCS CTPOro CIeru-
¢duunoii. CoraacHo KJaaccupuramuum BO3,
AKKJI aBnsgercsa KkaTteropuei nepudepuuecKux
T-xaerounsix gumdom [2], a peaKko BcTpeUaro-
muecsa cayuau AKKJL ¢ B-gpenbim peHoTUIIOM
OTHECeHbl K aHalJacTUUYeCKOMY BapUaHTy
OIBKEKJI [69]. Onucano HECKOJIbKO I'MCTOJIOTH-
yeckux BapuanToB AKKJI, Takux kax oOIuii
Tun (oxoJso 75 % caydaeB) u apyrue, u3 KOTO-
pBIX HauboJiee YacTO BCTPEUAIOIINECT — MeJl-
KOKJIETOUHBIN U JuMdoructuonurapusrii [70].
Bce Tpu ymoMsaHYTBHIX BapuMaHTa MOTYT OBITH
Y OZHOTO U TOTO yKe GOJHLHOTO B pasHoe BpeMsd,
oTpakad KakK Obl MOP(OJSIOTUUECKYIO CTAqUi-
HOCTBb U ABJAACH IPOABJIEHUAMU OLHON U TOM
sKe HO30J0THuUYecKolt popmel. IIporumocTruyeckoe
3HAUYEHME TUCTOJOTMYEeCKOT0 BaprauTa He JoKa-
3aHO, XOTA OTMEUYEeHO, UTO Pe3yJIbTAThI JIeUeH U
GOJIbHBIX C TUM(POTUCTUOIUTAPHBIM BAPUAHTOM
HECKOJIbKO xyike [71, 72]. Okoyo 65 % cayuaes
AKKJI umeror T-KJI€TOUHBIH UMMYHO(GEHOTHII,
35 % — 0-kJeTouHBIH 0€3 KaKO0i-1160 MPOTHO-
cTuyecKoi suaunmocTu. OmHaAKO BepuduKanus
0-KJIeTOUYHOTO (DEHOTUITA 3aBUCUT OT YKCJIA KC-
caenoBaHHBIX T-KJIETOUHBIX AHTUTEHOB, YTO
CTAHOBUTCSA OUEBUAHBIM ITPU UCCJIEJOBAHUU UX
Oosibitiero uucyaa uiau Koupurypamnuii TCR-re-
HOB, a TaKJKe IIPU PACIIUPEHHOM HCCJIeT0BAHUU

C ompeZesieHUEM IIUTOTOKCUYECKUX MOJIEKYJI.
BrisiBaenune KJIOHAJBHON peapamKUupPoOBKY B 1 ¥
reaoB TCR B 90 % cayuaes T- mam O-tuma
AKEKJI cBumeTebCTBYET O TOM, UTO OOJBIITMH-
cTBO, ecau He Bce, 0-kierounnie AKKJI asisa-
IOTCSI UMMYHOMDEHOTUIINUECKUMY BapuaHTaMU
T-AKKJI 1 uTo tumMG oMbl 13 HATYPAJIbHBIX KUJI-
JIePOB BCTPEUAIOTCA PEIKO, HECMOTPS Ha UMEI0-
muecs, XOTA U IPOTUBOPEUUBEHIE, JaHHBIE 00
asxcupeccuu CD56 moutu B 30 % AKKJI[72].

Xpomocomuas Tpaucaokarus t(2;5)(p23;q35)
BoelABIsgeTcA B 80 % cayuaes AKKJL y mereii
u B 30 % y B3pocabix [72—74]. B pesynbrare
ATOI TPAHCIOKAIINY TPOUCXOIUT CAUIHMIE reHa
npomoTopa HyKJeodpocmuua (NPM) ¢ remom, Ko-
JUPYIOIUM PeIerTop TUPO3UHKNHA3BI aHaria-
cruueckoit aumdombl (ALK). O6pasoBasiuiics
red NPM /ALK npoaynupyeT XUMepPHBIN 0€JI0K
¢ MoJIeKyaApHOi Mmaccoit 80 klla, HasbIBaeMbIi
NPM-ALK nunu p80, KOTOPBIH MOKET OBITH OII-
peesieH UMMYHOTUCTOXUMUYECKHU C TIOMOII[BIO
MOHOKJIOHaJIbHOTO aHTuTeaa ALK-1 1 ucnoJib-
3yeTcs KaK JUAarHOCTUUYECKUI TeCT IJIA BhIABJIE-
HUA mauuoil TpaHcaokanuu. Ogmaxo t(2;5) mo-
skeT ObITh BhiABJMeHa pu [[BKKJI u B HeKoToO-
pBIX cayuaax naeomopdubrx T-mumdpom [72].
ITockonbry ALK-0eJ0K He KcCIIpeccHUpyeTcs
GOJBIIMHCTBOM HOPMAJbHBIX KJIETOK, €CTh Be-
POATHOCTH, YTO OH MOYKET OBITh MUIIEHBIO AJIS
MMMYHHOT'O OTBETA, C UeM CBA3BIBAIOT O0JIee ObI-
CTPBI OTBET Ha JieueHue B CPABHEHUU C APYTH-
mu KKJI. Pulford u coaBr. [75] obHapyKuau
NUPKYJUPYIOIINe aHTUTEeJa, Paclo3HAIIINe
NPM-ALK-6eq0K, v Bcex 11 o6ciiefoBaHHBIX
6osabpHBIX AKKJI. Heob6xonuMeI fajibHeHIINe uc-
cjieloBaHmusA Y GONBHBIX AeTell W B3POCIBIX AJS
OIlEHKHU TMPOTHOCTUYECKON 3HAUMMOCTHU DTUX
JaHHBIX. BapuauThl TpaHCIOKAIIMI ¢ BOBJEUe-
HueMm ALK-reHa, 1Mo JaHHBIM Pa3HBIX KCCJIEIO-
BaTreleii, cocraBagioT oT 10 mo 30 % [76, 77].
K macTosiieMmy BpeMeHU  OIMCaHEI elrfe 6 TpaHc-
JIOKAIUH ¢ UAeHTU(PUIIUPOBAHHLIM ITaPTHEPOM
ALK-rena: t(1;2)(q25;p23)(TPM3/ALK-ren),
t(2;3)(p23;9q21)(TFG/ALK-ren),
t(2;17)(p23;9q11)(CLTCL/ALK-reHn),
t(2;19)(p23;p13.3)(ALK/TPM4-ren),
inv(2)(p23;9q35)(ATIC/ALK-reHn),
t(2;X)(p23;q11-12)(MSN/ALK-ren). Oguako
OMKCAaHO eIlle HECKOJIbKO XPOMOCOMHBIX HApPY-
menuii npu AKKJI ¢ BoBneueruem ALK-rena
[ins(8;2)(q22;p23), inv(2)(p13;935), t(2;22)],
TeH-TIapTHEP IPU KOTOPHIX MOKa HEM3BECTeH
[78—84]. IlepcrieKTUBHLIMU HCCIEAOBAHUIMU
ABJIAIOTCS ONIPe/ieJieHre TOUEK Pa3phiBa B JIOKY-
ce ALK-rena npu t(2;5)(p23;q35), a Takke uc-
cjieJoBaHMe XUMEPHOTO reHa IMPY BapUAHTHBIX
TPAHCJOKAIIUAX JJIA ONpefeeHUA U MOHUTOPU-
pOBaHUSA MUHUMAJIbHOM Pe3UAyaTbHOM 00JIe3H!
[82, 83].

Anturen aktuBanuu CD30 npexacrasisaer co-
001 TPaHCMEeMOPAaHHBIN PEIENITOP U3 CeMelicTBa
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(GaKTOpPOB HEKpO3a OMYXOJiell U CYIIECTBYeT
B CBABAHHOU ¢ MeMOpaHOii, U B PACTBOPUMOIL
dopme. OH ompenensaeTcAa TaKKe B CBIBOPOTKeE
00aBHBIX ¢ AuMGoMON X0 KKNHA 1 9MOPUOHA-
JBHBIM pakoM. B mccienosanuu Zinzani u co-
aBT. [84] criBopoTouHBIM ypoBeHh CD30 mpu
VHUIAAIBHON AUaTHOCTUKE KOPPEeJINPOBAJI C UC-
XOJOM Y B3POCJIbIX 60bHBIX (1 coObITHE HaA 25 Y
6oabpuBIX ¢ ypoBHem CD30 < 1000 ME/mn
B CpaBHEHUU C TUbebIo0 BceX 00JbHBIX (7 u3 7)
¢ yposaeMm CD30 > 1000 ME/mu; p=0,000002).
B sTom ke uccaenoBaHuu OblIa IIOKa3aHa IPO-
THOCTHYECKAas [[eHHOCTh YPOBHS PACTBOPUMOTO
CD30 kak MapKepa akTUBHOCTHU IIPOIlecca 1 pe-
nuausa. [Iy0auKanui mo aHaJIOTUYHBIM HCCJIe-
ITOBaHUAM y JeTel He HalJeHO.

BoabIIuHCTBOM MCCIET0BATENIBCKUX TPYII
repanusa AKKJI y mereit mpoBoguTcs 6J0KaMu
I jedyeHusa B-KiaeTouHblx guMpom. Cragusa
¥ CeTOIHA OCTAETCS BECOMBIM (haKTOPOM IIPOT'HO-
3a muga gereii ¢ AKKJL. Ilo pesyabTaram uccJie-
nosanuda NHL-BFM 90, noxaszareab 5-jeTHe:
EFS n1sa Bcex 60abHBIX cocTaBua 76 % , B 3aBU-
cumoctu ot crazuu — 100, 7919, 74+6
u 50+20 % gna I, II, IIT u IV craguii coorBer-
cTBeHHO [85]. B oTauume oT pe3yabTaTOB I'PYII-
ubl SFOP [86], nopakeHre BHYTPEHHUX opra-
HOB, OPTraHOB cpexocTeHUud u ypoBens JIIAT >
800 ME/n1 He uMesin CYIleCTBEHHOT'O IIPOTHOC-
TUYECKOTO 3HAUEHUA MPU MYJbTUBAPUAHTHOM
amanuse B uccaemoBanuu BFM 90. B pamnee
ony0JIMKOBAHHBIX pesdyabTaTax rpynnbl BFM
[87] mpenmonarasochk, 4YTO BOBJIEeUEHUE KOKU
IPY CUCTEMHOM IIPoIlecce yXYAIIaeT IPOTHO3,
UTO B JaJIbHENIIeM He MOATBePAUIOCH IPU yBe-
JUYEHUN KOJUYeCcTBa OOJbHBIX. A 110 pe3yabTa-
Tam ucciegosanusa BFM 90, Toabpko Hanmuuue B-
CUMIITOMOB SIBJISJIOCH (PAKTOPOM HEOJIaronpusT-
HOTro mporHo3a [85]. Pagnuuusa B onpegeeHnn
(aKTOPOB pPUCKa PAa3HBIMHU KUCCJIEI0BATENbCK-
MU TPyIIaMu ABJSIOTCSI, MO-BUIUMOMY, pe-
3yJIbTATOM HEOOJBIIIOT0 KOJIUYEeCTBA GOJBHBIX
B KasKJI0M uccaenoBanuu (Tabui. 4).

Taoauna 4. BekusaemocTs 601bHBIX ¢ AKKJI

rlecﬂcscelgzsa- |_|p0TOKOJ'I* K%}'IVI‘-IGCTBO BbI)KVIBEgeMOCTb,
rpynna OJIbHbIX %

oS EFS
BFM [85] NHL-BFM 90 89 81 76
SFOP [86] HM 89, 91 82 83 66
UKCCSG [88] | NHL 9000, 9602 72 65 59
POG [89] POG 9315 58 90 60

*
B aHanmna paHHbIX BCeX NMPOTOKONOB BK/IIOYEHbI €eANHNYHbIE Clly4an C

aHannactuyeckum nogsapuaHTom OBKKIT.
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C 1mesbi0 M3yUYEHUA BAUAIOIIAX HA ITPOTHO3
daxkTOpOB HaHHBIE IIO JeueHUio 235 mereit, BO-
MIeAINNX B WCCJEJ0OBATEIbCKNE TPOTOKOJbI
BFM, SFOP u UKCCSG, OblLIu BKJIIOUEHBI
B MEXKJYHapPOJHOE eBPOIEeicKoe MCCIefoBaHNIe
no AKKJI, o pesyabTaraM KOTOPOT'O OBLIO BEI-
JleJIeHO 3 TJIaBHBIX HE0JIaronpPUITHBIX IPOTHOC-
TUYEeCKUX (PaKTopa: mopakeHune CpemoCTeHusd,
mopakeHre BHYTPEHHUX OPraHOB U OpasKeHue
Koxku. [lopaskeHre KOCTell B 3TOM HCCJIEIOBA-
HUY He YXYIIIAJ0 MPOTHO3 3a00JIeBaHU, JasKe
Ha0o060poOT, ABJIAJIOCH IPOTHOCTUYECKHU 0Jiaro-
npusaTHBIM. He O6B1JI0 TaKsKe BBISBJIEHO IPOTHO-
CTHUYECKO! B3HAYMMOCTU UMMYHO(MeHOTHIAa
u sxcnpeccuu ALK-auturena [90]. B pesyabra-
Te 9TOoro uccjaenoBanusa B 1999 r. 6w11 paspado-
TaH MexAyHaponHbiil mpoTokos ALCL 99 nna
neuenusa AKKJL y nereii. Jleue6Has mporpaMma
B HeM cTpaTu(UIMpPoBaHa MO IrPyniaM puUcCKa
B 3aBUCUMOCTHU He OT CTaJUU, & OT HAJUUNA UJIU
OTCYTCTBUS HeOGJIATrONPUATHBIX (HaKTOPOB MPO-
rHO3a. B rpyIime BHICOKOTO PUCKA IMTPOBOIUTCS
PaHIOMUBAIUA C UCIIOIb30BAHNEM OJIOKOB C UJIU
0e3 BUHOJIACTUHA U TOIeP KU BAIOIIEN Tepanuu
BUHOGJIACTUHOM. DTO UCCJIeJoBaHne 060CHOBAHO
10-71eTHUM, JOBOJBLHO YCIIEITHBIM OIBITOM I'PYII-
nbl SFOP mo npuMeHeHM0 BUHOGJIaCTUHA AJI4 Jie-
yeHusA pedpaKTepHBIX (QOPM U PEIUIUBOB
AKRJI[91].

MuuumanbHoe nopaskenue KM nmpu AKKJI
y meTeli myTeM omnpenegeHusa beaxa p80 meTomzom
MOJIVMEePa3HOMH MenHOM peaKIuu OGbIJI0 BhISIBJIE-
HO y 60 % OGOJNBHBIX U ABJAJIOCH JOCTOBEPHBIM
daxTopom maoxoro mporuosa (EFS 42 % mpo-
tuB 100 % ; p = 0,005) [92].

ITepBuunas ko:xkuasgs AKKJI — Bamorexkymasa
CD30t-mumdoma ¢ XOPOIINM IIPOTHO30M, TPeOy-
oIfaAa 00BIYHO TOJBKO JIOKAJbHOTO JEeUeHUs.
Koxxuapie AKKJI — ALK-uHeratuBHbI€, OTHOCSHT-
ca K CD30-no3utuBHBIM T-KJeTOUHBIM JTUMQPO-
mpoaudepaTUBHBIM 3a00JI€BaAHUAM KOXKHU, CPeau
KOTOPBIX TakiKe JUMGOMATOUIAHBIN IamyJses
¥ HOBOOOPA30BaHUA, UMEIOII[1e YePTHI UX 000UX
[70]. 9ToT THO BCcTpeuaeTcA y AeTel B eTUHUY-
HBIX CJydYadxX U OOoJIsKeH NudpdepeHIUpOBaATHCA
ot cucrtemuoit AKKJI ¢ BoBJleueHUEM KOKU.

Haubosiee BaskHBIII IPOTHOCTUUECKUI (PaK-
Top y B3pocabix ¢ AKKJI — ALK-1T03UTUBHOCTb.
ITpoBeneHHBIN MyIbTUBAPUAHTHBIN aHAJIUS II0-
KasaJj, 4To yJyullleHre BhI}KUBAEMOCTHU CBs3a-
HO He TOJIBKO ¢ MOJIOABIM Bo3dpacToM ALK-mo3u-
TUBHBIX 60JbHBIX [93]. IIOCKOIBKY B GOJIBIITUH-
crBe cayuaeB (oxoso 90 %) AKKJL y nmereii
sxcrapeccupyoT ALK-6e0K, B 9TOI BO3pacTHOI
rpynmne HeoOXOAUM IMOUCK APYTUX (PaKTOPOB
mporuoaa. I1o pesysbTaTam ucCaeg0BaHUMN TPYII-
ol BFM u HanmwmoHaJabHOTO WHCTUTYTa paka
B Mumnase [85, 94], ALK-1103UTHBHOCTH He BJIU-
dJjia Ha TPOTHO3, XoTdA rpynnkl ALK-HeraTtus-
HBIX TAIMEeHTOB OBLIIM HECOM3MEPUMO MEHb-
me — 8 u 3 caydyasd COOTBETCTBEHHO. TONBKO
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MPOCIIeKTUBHBIE UCCIEIOBAHNISA C OOJIBIIINM YKC-
JIOM HAOJIONeHUI MO3BOJAT OIEHUTh 3HAUEHUE
ALK-To3UTUBHOCTU [OJis IIPOTHO3a JeTei
¢ AKKJIL. HeusBecTHO TaK:Ke, UMeEETCs JIU Pas-
JuYre B IIPOTHOCTUYECKOI BAasKHOCTU MEXKIY
sxcnpeccueit NPM-ALK u ALK-mo3uTuBHOC-
ThIO, ABJAOIIEHCA Pe3yaIbTaTOM APYTUX TPaHC-
gokanuii. [IpoBeeHHOE HCCIeIOBaHUE ¥ B3POC-
JIBIX BBISIBUJIO JIYUINYIO BHI?KBAEMOCTb 0OJIb-
HBIX C BApDUAHTHBIMU TPaHCJIoKauaAMu [77], uTo
He MOKeT TPaHCIIOJHNPOBaThCA HA JeTeil U Tpe-
OyeTr maJbHEUIINX NCCIeTOBaHUIA.

II1ox0ii OTBeT HA JieueHUe B PAJE CIYUIAEB MO-
JKeT 00bACHATHCA PE3UCTEHTHOCTLIO K NHAYITH-
poBanHOoMYy XT anmonTo3y, KOTOPBIH 3aBUCUT OT
dyHEKIMOHUPOBaHUA 9P(PEKTOPHBIX (PepPMEHTOB
Kacmas 1 OT YPOBHS 9KCIPECCUU PEeryINpPYOIUX
amonTos 0eJIKOB, BKJouasd Bel-2 u marubutop 9
6eaka-rpausuma PI9 B. Bricokuii ypoBeHb aK-
TUBAIIUU Kaclasbl 3 OTPa’kaeT COOTBETCTBYIO-
mee PYHKIMOHNPOBaHMUE AIIOIITOTUYECKUX Y-
Teil, OIpeeaAIINX XUMIOUYBCTBUTEIbLHOCTD
ONYXO0JIEBBIX KJETOK U OJIATONPUATHBIN IPO-
ruo3. AKTUBaIuA Kacmassel 3 6oJiee 5 % omyxo-
JIeBBIX KJIETOK B mccJemoBanuu R. Berge u co-
aBT. [95] KoppeaupoBaJa ¢ 6JIATOIPUATHELIM KC-
X0JIOM, B TO BpeMs KaK OOJIbIIIOe KOJIUUECTBO
MOJIOXKUTENbHBIX KJIeToK Bel-2 u P19 yxyamaio
nporuos. OgHAKO YPOBEHDb 9KCIPECCUM 3TUX OeJI-
KOB HaXOJUJICA B CTPOroi 3aBucumocTu oT ALK-
no3uTuBHOCTU. B ALK-TTO3UTUBHEIX CAyUYasax
oIpefiesisacA 3HAUUTEJbHO 00Jiee BBICOKUM yPO-
BeHb KacIiasbl 3, B TO BpeMs KaK BBICOKAasdA 9KC-
Ipeccusi aHTHUAIIOITOTUUECKUX OEJTKOB BbIABJISA-
Jach IpaKTHUUYeCKU TOJIbKO B ALK-HeraTuBHBIX
cayJyasax. OTU JaHHBIE MOATBEPIKIAIOT TUIOTe-
3y, COTJIACHO KOTOpPO# xopoIui orBeT HA X'T Mo-
JKeT OBITh TOJBKO MPU HEIIOBPEyKJEHHOM aIloll-
TOTUYECKOM KacKaje, a pasjinuue B IPOTHO3e
ALK-nosutuBHbIXx 1 ALK-Heratusueix AKKJI
MO2KeT 00bICHATLCA PA3JIUUYHLIM YPOBHEM 9KC-
Ipeccuu aHTUATIONTOTUUYECKUX OEIKOB.

3akaoueHue

Ycmex cCOBpeMeHHBIX IPOTOKOJIOB JeUeHUA
HXJI y gereil HuBesinpoBaJa IPOTHOCTUUECKYIO
3HAUMMOCTD OOJILIITMHCTBA BBIZEJEHHBIX paHee
KJIMHUYeCcKUX (haKTOpoB mporuosa. Omnenka 00b-
eMa IIopayKeHUsA B COOTBETCTBUU CO CTaguel oc-
TaeTcd Ha CeTONHANIHUN eHb CAaMbIM Ba’KHBIM
KpuTepueM cTpaTuduKamuu 60JbHBIX HA TPYII-
bl PUCKa W BbIOOpa JeueGHOIN IporpaMMBI.
DaKkTOpPOM, ABAAKIIUMCA Hanubojgee BaKHBIM
B OTHONIEHUU TIIPOTHO3a, ABJIAETCA CcaM IIPOTO-
KoJi leueHUA. J[lasbHelIee yIyUIlleHre pe3yJib-
TAaTOB JIEUEHUA CBA3AHO C MIOUCKOM OMOJIOTHYe-
cKUX (paKTOPOB IIPOTHO3a, KOTOPhIE ITO3BOJIAT
npenynpenuTh pa3dBuTue peypakKTepHOro KJIoHAa
nyteMm nHTeHcupuKanuu XT 1y1d 9Tux 60JIbHBIX
WUJIV OTIPEeJIeJINTh MUIIIEHHU IJIA TOUeUHOU O1oTe-
pamnuu.
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T.A. IIlapoes, B. H. Jlebedes, A. I1. Kasanuyes, O. A. I[vizanoga

IJRCTPEHHBLBIE OITIEPAITINUU B ,Z[ETQROfI OHROJIOI'UHN
(II0 MATEPUAJIAM HUU JETCROU OHKOJIOI'
N I'EMATOJIOTHH I'Y POHII UM. H. H. BJIOXNHA PAMH)

HUWMU petckoit oukosoruu u rematosoruu I'Y POHII um. H. H. Baroxuna PAMH,
Kapenapa gerckoit oukogoruu PMAIIO, MockBa

Pe3iome

HecmoTps Ha TO YTO GOJIBITMHCTBO ONEPAIlUii, BEIIOJHAEMbIX B OHKOIIeIUATPUUECKHUX OTIeJIe-
HUAX, ABJIAIOTCA IJIAHOBBIMY, I€PUOJUYECKY BOSHUKAIOT CUTyallul, TPeOyIOIIre S9KCTPEHHOTO JIe-
1eOHOTr0 BMEIIaTeIbCTBa Ha Pa3HbIX 9TallaX BelleHuA 00JIbHOTO — NMAarHOCTUKHU, B OJIMsKaMIIIeM IIoc-
JleoIlepalluOHHOM IIepHrojie, B IIpollecce KOHCEPBATUBHOM IPOTUBOOIIYX0JeBoi Tepanuu. IIpusene-
HBI Pe3yJbTaThl aHAJNN3a 9KCTPeHHBIX onepanuii B HUU nerckoit oHKogoruu u remarojgoruu I'Y
POHII um. H. H. Baroxuna PAMH (HUU I0TI") 3a 5 met (2000—-2004 rr.). 3yueHbl IPUYNHBI,
110 KOTOPBIM BBIMIOJIHAIOTCSA 9KCTPEHHbIE XUPYPTIUUEeCKIe BMeNIaTeJIbCTBa, BHIIIOJTHEH CDABHUTEIb-
HBII aHaJU3 dKCTPEHHBIX omeparnuii mo orpenenuam HUNM TOT.

Karouessie ciaoBa: JeTCKadA OHKOJIOTUA, SKCTPDEHHBIE OIIePalnum.

T.A. Sharoyev, V. I. Lebedev, A. P. Kazantsev, O. A. Tsyganova

URGENT SURGERIES IN PEDIATRIC ONCOLOGY

Institute of Pediatric Oncology and Hematology, N. N. Blokhin’s Cancer Research Center,
Department of pediatric oncology, Russian Academy of Afvance Medical Studies, Moscow

Abstract

In spite of the fact that the majority of the operations which are carried out in oncopediatric
departments are scheduled, periodically appear the situations demanding emergency medical
intervention at different stages of the patient’s treatment: diagnostics, at the nearest postoper-
ative period, during conservative antitumoral therapy. Results of the analysis of urgent surger-
ies in Institute of Pediatric Oncology and Hematology, Blokhin’s Cancer Research Centre for 5
years (2000—2004) are present. The reasons because of which emergency surgical interventions
are carried out are investigated, the comparative analysis of urgent surgeries at different depart-

ments is executed.

Key words: pediatric oncology, urgent surgeries.

IleTckue OHKOJIOTHYECKUe OTxAesieHusa Poc-
cuY, pa3BepHYTHIe Ha 6a3e OHKOJIOTUUECKUX JY-
CIIaHCEPOB, MHOTONIPOMPUIBHBIX AETCKUX 0O0Jb-
HUII[, OKa3bIBAIOT MTAI[UeHTaM CIeIUaTU3UPOBAH-
HYIO IMarHOCTUYECKYIO U JIedeOHYI0 ITOMOIIb.
ITo Bumam okasbIBaeMOl IIOMOIIM MOYKHO CKa-
3aTh, UTO B IPUHITUIIE JeTCKIE OHKOJIOTHUEeCKHe
OTZEeJIEHUSA SABJIAIOTCA IIJIAHOBBIMU. JTO Kacaer-
¢s1 BCeX OCHOBHBIX METOOB JIeUeHU ST, IPUMeH-
IOIUXCSA B IETCKOM OHKOJIOTUYN: XUPYPTUIECKO-
ro, JIy4eBOT'0 U JIEKapCTBEHHOTO.

i Ha3HaYeHUA IPOTUBOOIIYXO0JEBO Tepa-
nuu HeoOXOAMMO TIATeJIbHOe 00CcIeToBaHue pe-
O0eHKa 110 paspaboTaHHBIM AUATHOCTUYECKUM aJi-
ropurMaM. OIHUM U3 BaKHEHUIITNX METOJ0B KC-
CJIeZIOBaHUS ABJISAETCA MOP(OJIOTNUECKU aHATINS
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OIIyXO0JIEBOI'O MATEPUaJa, II0JYUYEHHOr'O B Pe3yJib-
TaTe IUTOJOIMUYECKOr0 UJIU T'MCTOJIOTMYECKOTI0
uccJyaenosanuii. s coopa HE0OXOAMMOM JUATHO-
CTUYECKOUN MHMPOPMAIIUYN HYKHO BPeMsi, COCTAB-
JISI0IIee B cpegHeM 10 5—7, pexxe mo 14 mueii.
Mexxay TeM Ha PasHBIX dTAlaX BeJeHUs 00JIb-
HOTO IEPUOAUYECKN BOZHUKAIOT CUTYAIlN, TPe-
OyIoIIe 9KCTPEHHOr'0 JIeUeOHOI'0 BMEIIATe IbCT-
Ba. OHU MOI'yT BOBHUKHYTH Ha dTalle JUATHOCTH-
KU, B OJIMIKAIIIeM IIOCIe0NePalliOHHOM IePUOIE,
B IIpoliecce KOHCEePBATHUBHOM IIPOTHUBOOIYX0JIEBO
repanuu. MHorma pebeHoK Co 3JI0KaueCTBeHHOM
OIIYXOJIBbIO TPEOYET 9KCTPEHHOM IIOMOIIH YKe IIPHU
IIEePBUYHOM OOpAIeHNN B OHKOJOIMYECKYIO II0-
JINKJIUHUKY, KOIJa JOMUHUPYIOIMMY IIPOSBJIE-
HUAMUY 00JIE3HU ABJISIOTCS CAHIPOMEI CIABJICHUS
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BepXHEeI MU HUMKHEH IOJIOM BeHbI, IIPU HOBOOO-
pas3oBaHUAX I'PYAHON, OPIOIITHOM 1M 3a0PIOIIIH-
HOM mosocreii. Takoil npuurHON MOYKeET CTATh
KpoBoTeueHUe (13-3a pas3pbiBa OIMYXOJU, BCJIE-
CTBUE PABJIMYHBIX IATOJIOTUYECKUX COCTOSHUIM),
yayibe (IIpu caBJIeHUY HOBOOOPa3oBaHMEM Tpa-
Xen), HeIIPOXOIMMOCTb KUIIIEYHUKA, 00yCJIOBJIEH-
Has HapyIIeHWeM IIPOXOAMMOCTH KUIIEeUHO
TPpYyOKM M3-3a ee 00TypaIuu WU IIPOPaCTaHUA
OIIYXOJIBIO U T. [I.

YuursiBasA BBHIIIE U3JI0KEHHOE, MOYKHO CKa-
3aTh, UTO SKCTPEHHAas IIOMOIIb B IeTCKOI OHKO-
JIOTUYECKOM KJIWHUKE MOKEeT IMMOHaJo0UThCA
00JIbHOMY B JII000If MOMEHT, HECMOTPSA Ha Ipe/I-
IIECTBYIOIIlEee 3TOMY KasKyIIeecs 6J1aromnojayune.

MpgI mocTaBUIU IIepes cO00 3ajauy U3YUUTH
MIPUYUHBI, 10 KOTOPHIM BBITIOJHAIOTCS 9KCTPEH-
HbIe XUPypPTUYeCcKUe BMeIIaTeJJbCTBa B OHKOIIe-
nuatpudueckoi kananke HUUM geTckoit OHKOJIO-
run u remartosoruu I'Y POHIT um. H. H. Bioxu-
Ha PAMH (HUU OOT). na sToii meau ObLI
MIpoBeleH aHAJIW3 AJAHHBIX 34 H-JIETHUN Hepu-
onm — 2000-2004 rr.

Brinu nsyueHbI ncTOpUU 60JIE3HU U TPOTOKO-
JIBI omepanuii 60JbHBIX XUPYPrUUECKOTO U OH-
KOTeMaTOJIOTUUYECKOTO OTJeJIeHU N (XuMuoTepa-
nuu reMo0J1acTo30B). XUPYPTUUECKUN OTAEe
HUW JOT cocTouT m3 Tpex XUPYPrUUECKUX OT-
JleJIEHU I : OITyX0Jeii TopakoabJoMUHAIbHOM JI0-
kanauszanuu (TAQO), onyxoJjeil TOJIOBLI U ITeU
(OI'Il) m omyxoJeii OMOPHO-ABUTATEJIHHOTO ATl-
napara (OO/1A). Kpome Toro, miaHoBbie U 3KC-
TpPeHHbIE OTIePATUBHBIE BMEIIaTeJIbCTBA BHIOJI-
HAIOTCA B OTJeJIEHUY XUMUOTEepanuu reMmooiac-
To30B (OT).

MpbI He cTaBUJIM 3a/laUy OI[EeHKU XUPYypPruuec-
KOM JesATeJIbHOCTU OTHAEJeHUI, a XOTeJu IPH-
BJIEUb BHUMAaHWE KJINHUK, 3aHUMAIOIUXCA XU-
pypruuecKuM JieueHreM OOJIbHBIX JeTell, cTpa-
IaIUX OHKOJOTHUUYEeCKUMU 3a00JeBaHUAMUY,
IIPOBEIeHNEM aHAIN3a S9KCTPEHHBIX XUPYypPTrUYe-
CKUX BMEIIaTEeJbCTB B IETCKOM OHKOJIOTHUH.

Hawm He ymajsioch HaliTH B IuTepaType myoJiu-
KaIlui, IMOCBAINEeHHBIX JaHHOI TeMe. Pasymeer-
cdA, B TeTCKUX OHKOJOTUUYECKUX CTallMmoHapax
ObIBaeT HeoOXoAMMa ypreHTHaA momoIb. Ho pe-
3yJBTATHI 9TOTO BUJA NeATEJIbHOCTU ABJIAIOTCH
IOCTOAHMEM KOHKPETHBIX JIeUeOHBIX yUuperkIe-

HUH 1 IPaKTUUYECKU HUKOT/IAa He MMyOJIUKYIOTC.
Me:xay Tem comocTaBjieHNe BUAOB SKCTPEHHOI
XUPYPTUUECKOM MOMOIIH, ee aHaJU3 IIPeJCTaB-
JISAI0T HECOMHEHHBIHN NHTepecC AJId Bpaueil, 3aHU-
MAOIUXCA JeTCKO OHKOJIOTHEH.

7151 OIIeHKU KOJNUYeCTBA S9KCTPEHHBIX OIIepa-
Ui, He0OOXOAVMO 3HATH YKCJO ILJIAHOBBLIX OIle-
panuii. 3a nepuoxa 2000-2004 rr. 8 HUM OOT
BbInoJiHeHO 1409 1aHOBBIX OIIEPATUBHBIX BMe-
mareabeTs (Tada. 1). Camoe 60JbIlIOE KOJTTUEC-

Ta6auma 1. KosiuuecTBoO IIJIAHOBBIX OIlepa-
nuii mo oraenenusam 3a 2000—2004 rr. (xupyp-
T'UYecKUui OTIaeJI)

3;29"9' 2000r.| 2001 r.[ 2002 .| 2003 r.| 2004 r.| UToro
TAO 116 101 133 132 118 | 600
004A 54 67 70 74 77 342
orw 42 65 48 72 57 284
or 44 30 32 34 43 183
Wroro...| 256 | 263 | 283 | 312 | 295 [ 1409

TBO XUPYPrUUEeCKUX BMEIIIATeJIbCTB BHITIOIHIIET-
ca B TAO, ux mudps (116-132) npubiausuresinb-
HO OoAMHaKOBBI Mo rogamM. B OOJA orMmeuena
TEeHIEeHIINS K MOBBLINIEHWIO KOJUUYeCTBa olepa-
muii (ot 54 8 2000 1. 1o 77 8 2004 r.). [JlarmHOE 00-
CTOSATEIHCTBO MBI CBA3BIBAEM C YBEJIUUEHUEM OP-
TaHOCOXPAHSAIOIIUX OMepanuii Ha KOHEUHOCTAX
(samonporesupoBanue). B OT'III u OI' kosmuuec-
TBO omepaIuii npubJIn3uTeI-HO OfUHaK0oBO. Ha-
nOOJIbINTasaA XUPYPrUUecKasd aK TUBHOCTD 3aperu-
crpupoBauna B OI'IIl B 2003 r.

IIpu aHanau3e MJIAHOBBIX M SKCTPEHHBIX OIle-
paTuBHBLIX BMeIIaTeabcTB 3a mepuos ¢ 2000 mo
2004 r. (Tabya. 2) KoIUYeCcTBa YKCTPEHHBIX OIle-
panuii cpaBHUTeJabHO cTabuabHO (¢ 2002 mo
2004 r. cocraBasier 17—-18 B rox).

IIpu aHaaM3e JaHHBIX OMEPAIMOHHBIX Ky pHA-
0B 3a 5 et B HUU IOT Beimosrusiocs go 30 pas-
JIMYHBIX BUJOB SKCTPEHHBIX OIEPATUBHBIX BMe-
miaTeabeTs (Tabui. 3). VI3 aToii rpyIIIbl omepauii
MbI BeIAeanan 10 BuLoB o HanbOabIIIe yacToTe
uXx BeITToTHEeHUA (Tab. 4). Kak BUAHO U3 TaHHBIX

Ta6aumna 2. [I1aHoBbIe 1 SKCTPEeHHLIE Ollepaluu, BuiIoJdHeHHbIe B HUM meTcKoit OHKOJIOTUN

u rematosioruu 3a mepuog ¢ 2000 mo 2004 r.

2000r. 2001 . 2002r. 2003 . 2004r. WUtoro
Onepaunun
n % n % n % n % n % n %
MnaHoBble 256 95,5 263 95,0 283 94,0 312 94,8 295 94,6 1409 94,8
AKCTpPEHHbIe 12 4,5 14 5,0 18 6,0 17 52 17 5,4 78 5,2
WUTtoro... 268 100 277 100 301 100 329 100 312 100 1487 100
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TabJ. 4, 1-e MecTO 3aHUMAIOT TPAXEOCTOMIUS, BhI-
MoJIHsIeMas 1O MOBOAY YAYIIbA U JUKBUIAITUAS
KHUIIEeYHON HEIPOXOAUMOCTU. VX KOJIMUYECTBO
cocraBuJo mo 9 cayuaes 3a 5 jger. Ha 2-m mecTe
110 YaCTOTE BBIMOJHEeHHNA BMeIIaTeIbCTBA HaX0-
IUTCSA He(PPIKTOMUS B CBSA3U C YIPO30OM pas3phl-
Ba onyxoJau nmouku (8 ciayuaes). KomuuecTBo
SKCTPEHHBIX He()PIKTOMUMA BHIPOCJTIO 34 IOCIIE/I-
HUH I'OJi, YTO CBSIBAaHO C aKTUBHLIM BHEIPEHUEM
BU3YaJU3UPYIOIUX METOA0B 00CIe0BAHUS, Ta-
KHX KaK yJbTPa3BYKOBOE HCCJIeJOBaHue opra-
HOB OPIOIITHOM ITOJIOCTH W 3a0PIOMIMHHOTO IIPO-

Ta6auma 3. KonuecTBO SKCTPEHHBIX OlIlepa-
muii mo oraenenuam HUM JOT sa 2000—-2004 rr.

E‘I?p?:?el—':ﬁﬂ KonnyecTtBo onepauni Bcero %
00 01 02 03 04

TAO 7 8 8 11 12 46 59

OO0LA 1t 2] 5| 3] 3| 14| 18

oruw 3 | 2| 4| 1 1 11 14

or T2 12| 1| 7 9

Uroro... 12 | 14| 18| 17| 17| 78 | 100

Taoauma 4. CTrpykTypa HauboJiee YacThIX
skcTpeHHBIX onepanuii B HUU [IOI" 3a mepuon
2000-2004 rr. (n=80)

Konunyec-
Ne Bug onepauuit TBO One- | %1 (%2)
pauunin
1 | TpaxeocTomus 9 0,6 (11,3)
2 JNlvkBnpaumsa cnaevyHomn 9 0,6 (11,3)
HEMPOXOANMOCTHU KMLIEYHUKA
HedpoypeTepakTtoMmus B CBA3U C
3 Yyrpo30/i paspbiBa OMyxoaun Noykm 8 0.5(10)
4 | AnneHasKToMus 4 0,3 (5)
OHykNeaums rnasa (B CBsI3u C KPO-
5 | BoTeueHnem n 601eBbIM CUHAPO- 4 0,3 (5)
MOM)
AmnyTauma KOHE4YHOCTU B CBSI3N C
6 naTonorn4ecknm nepesioMom 3 0.2(3.8)
7 AmnyTauma KOHEYHOCTU no nososy 3 0,2(3.,8)
KPOBOTEYEHUS U3 KOCTHOM ONyXonun
JlanapoTomus, caHauus n ApeHnpPo-
8 | BaHMe GPIOLWHOM NONOCTH MO MNOBO- 3 0,2 (3,8)
oy neputoHuTa
JlanapoTomMusi, HanoXeHne KuLLey-
HOI CTOMBbI (MO NOBOAY 0OTYypaLNOH-
9 < 4 0,3 (5)
HOW HenpoxoauMocTu, nepdopaumm
KMLLIKW)
YwmBaHuve nepeaHein 6poLLHon
10 | cTeHKn No NOBOAY 9BEHTPaLNM 3 0,2 (3,8)
KULLEYHMKa

1 MpoueHTHOe YMCNo BKCTPEHHBIX onepauuii K 06LLeMy KOAM4ecTBy
onepauui 3a 5 net.

2 MPOLEHTHOE YUCIIO SKCTPEHHbIX OMepPaLyii K YACNY KCTPEHHbIX
BMelLaTeNnbCTB 3a 5 ner.
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CTpaHCTBa AJA AUHAMUYECKOTO KOHTPOJSA 3a
0OJILHBIMU.

AnmeHAKTOMUSA BBLIMOJNHEeHAa 4 marueHTaMm.
B 3 cayuasix mMpoM3BOAUJIOCH YITUBAHUE TIepe-
JIHeM GPIOITHOM CTeHKU 110 TOBOY 9BEeHTPaIUH,
mpuYeM JBAXKIbI y OAHOr0 naruenTa. Taxkoit Buj
OMEepPaTUBHOTO BMeITaTeJbCTBA, KAaK CaHAIMUA
¥ JIpeHupoBaHMe OPIOIITHOM MOJOCTHU 10 TTOBOAY
MMEePpUTOHNUTA, B Halllell KJINHUKEe KpaliHe pPeoK
(3 cayuas, mpuyeM ABaKALI Y OTHOTO GOJBHO-
ro). OxcrpenHbie onepanuu B OO A, Takue Kak
aMIIyTaluy KOHEUHOCTH, IT0 TOBOAY KPOBOTEUe-
HUA U3 OMYXOJHU U B CBA3U C MATOJOTUUECKUM
mepeoMoM, ObLIM MPOM3BEAEHBbI TPUIMKABI 34
5 mer (3,8 % ). OHyKJeallud TJjia3a IO IOBOIY
KpPOBOTEeUEHUS U 0OJEBOT0 CUHAPOMA BBITIOJIHE-
Ha B OT'III B 4 ciyuasax. Takue omepaTuBHBIE
BMeIIaTeJbCTBA, KaK JIOMOOTOMMS, ITPOBOIU-
Masd 110 TOBOAY BCKPBITUSA U APEHUPOBAHUA 3a-
OpIOIIMHHOTO abciiecca; BCKPLITHE U IPEHUPO-
BaHMe reMaTOMBI, TeMUKOJ9KTOMUS, OCTAHOBKA
KPOBOTEUEHUSA U3 PAHbl, BHIMOJHAJINCH KpaliHe
penko (Ipubiu3uTe bHO 1 pa3 B o) U He 3aCy-
JKUBAIOT MPUCTAJIbHOTO BHUMAaHUS.

BriBoamr:

Haubosbiliee KOIUYECTBO 9KCTPEHHBIX XU-
pypruuecKux BMeIaTeJ bCTB 3a H-JeTHUH Tepu-
0] OBLJIO BHIMOJIHEHO B XUPYPTUUECKOM OTeJe-
HUU OTYX0JIeH TOpakoadJOMUHAIBHOM JIOKAaJIH-
sanuu — 46 (59 %).

KosnruecTBO €:XeToHO BHITOJIHAEMBIX 9KC-
TpeHHBIX omepanuii 3a nepuox 2000-2004 rr.
B HUU NOT npumepHo oguHakoso (12—18).

Yaime Bcero sKCTPeHHBIE ONEPAIUU BBITIOJI-
HAIOTCA II0 TIOBOJAY CIIAEYHOM HEIMPOXOJAUMOCTHU
KUIeUHNKa (JINKBUAAIINA HEIIPOXOJUMOCTH ) —
9 (11,5 %) u yrpossl yayuibs (TpaxeocTOMMUS)
—9(11,5%).

3a 5-J1eTHU Tepuo] He HaMeTUJIOCh TeHIeH-
IUN K YBEJIWUYEHUIO KOJNUYECTBA dKCTPEHHBIX
omepanuit 8 HUU NOT.

BHenpeHue B IpakKTUKY HOBBIX (00Jiee CI0K-
HBIX) BUJOB Ollepanuii y geTeil He yBeJIMUUJIIO KO-
JUYEeCTBa OCJIOMKHEHUM, TPeOYIOINX dKCTPEH-
HBIX XUPYPTUUYECKUX BMEIIaTeJIbCTB (3HIOIPO-
Te3UPOBaHUE, OPTAHOCOXPAHSAIOIIME OllepaIluu
Ha IMOYKAaX, OOIIMPHBIE ONepalliuu II0 ITOBOIY
ONyXO0Jel TOJIOBBI U II1eN).

IIpoBenennnIil aHaIM3 IIO3BOJIAET OIEHUTH
XUPYPTAYECKYIO AeATeJbHOCTD CTalluoHapa, Ka-
YeCTBO OIlepaInuii, BEIIOJHAEMBIX XUPYypPTraMu
OTZEeJIeHUH, M HAMETUTD IIYTH AJIA UCTIPABIECHU A
BBISBJIEHHBIX HEJOCTATKOB.

HanHO0M mMyOAMKamuell Mbl XOTUM IIPUBJIEUD
BHUMAaHUE MeANaTPOB-OHKOJIOTOB K HACTOAIIIEMH
TeMe B HaJle)KJe Ha MMOJIydeHUe COOTBETCTBYIO-
IUX MaTePUaJOB U3 IPYTUX OHKOIeIUaTpuye-
CKUX CTAI[MOHAPOB.
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A. B. Illsaposa, H. M. Heanosa, I'. JI. Menmresuu, P. C. Paswanosga

IIPEOJOJIEHHUE TEMATOJOTHTYECKOH TOKCUYHOCTH IIYTEM
INPUMEHEHUA MAJIBIX 103 CTBOJIOBBIX KJIETOR IIEPUD®EPUYE-
CKO1 KPOBU ¥ TETEHN C IPOTHOCTUYECKU HEBJIATOIIPUSITHBI-
MU ®OPMAMHU CAPKOM MATKUX TKAHEH

HUUM 00T T'Y POHII um. H. H. Broxuna PAMH, Mocksa

Pesrome

C 1999 r. mo macrosiee spema B HYNM IOTI" npoBeneno komiLieKkcHoe JeueHnre 20 60JIBLHBIX C cap-
KOMaMu MATKUX TKaHe# BICOKO CTeeH PUCKA, B T. 4. ¢ pabgomMuocapkomamu (13 mamuesToB) u cu-
HOBHAJBHBIMU capkoMaM¥u (7 IalueHToB) B BospacTe ot 2 1o 14 et (9 MmaibuuKoB, 11 1eBouek) B 00b-
eme nonuxumuoTrepanuu (IIXT), nyueBoii repanuu (JIT) Ha mepBUUHBIN ouar B CyMMapHO 0UaroBoi
nmose (COM) 45—50 I'p, mo moKasaHUAM — KPYIIHOIIOJbHOE obsyuenue jgerkux B COI 12 I'p u xupyp-
TMYECKUX BMEIaTeJbCTB MPEeUMYIIeCTBEHHO OPraHOCOXPaHAIONIero xapakrepa. Becem 60JbHBIM Ha
arare KOHCOJHUIAIINY IIPOBOANIACE PENHPY3UA CyOTPAHCILIAHTAITMOHHBIX 103 ayTOJOTUUHBIX CTBO-
JIOBBIX KJieTOK nepudepuueckoii Kposu (IICK), coopanubix mocie 2-ro Kypca [IXT B yciioBuAX 10JI-
HOM caHaIuu KOCTHOTO Mo3ra. IIpu ucnosb3oBanuu maabix 703 IICK ma sTame KOHCOMUAAIINY HE TPO-
MCXOMUT HapacTaHUs reMaToJIOTHUYeCKol TokcuuHocT. K 3—4-my Kypey naayktuBHoi XT Komuuec-
TBO TSIKeJBIX JIEHKOIIeHUI yBenuuioch ¢ 76,9 mo 90,0 % , Tpomboriuronenunit — ¢ 64,1 go 70,0 %,
MIPOJOJIKUTEJIbHOCTh HeHTPOIIeHNYEeCKOU JIUX0OpaaKu Bo3dpocaa ¢ 3,44+0,57 no 5,56+1,59 nueii.
IIpu mpoBeeHNY KOHCOIUANPYIOIIEH Tepanny ¢ reMonoaTuuecKoit noamep:xkoit IICK KoigmnuecTBo T-
JKeJIbIX JIeMKOIIeH U coXpaHsaaoch Ha ypoBHe 94,0 % , TpoMmboIriuTonenuii — Ha ypoBue 79,1 % , HO mIpo-
IOJIKUTEJIbHOCTh HEHTPOIIeHNUYeCKOM JTNX0PaJKU COKpaTuiIachk ¢ 5,56+1,59 no 3,42+0,45 nueii.

Tlogmep:kka mepudepuuecKUMHU CTBOJOBBIMY KJIETKaMU IIPU IpoBegennu KypcoB X T, cienyro-
mux 3a JIT, MoKeT YMEHBIIUTh TAMKECTh TPOMOOITUTOIEHNN, PA3BUBAIOIIENCS OCIe MOCIeay0-
MUX 3a UHAYKIUeH KypcoB XT, ¥ MOHU3UTH YACTOTY PA3BUTUSA TAIKEIBIX OPTAaHOTOKCUYECKUX OC-
JIOKHEHUH.

Karouessie ciaoBa: CapKOMBI MATKHNX TKaHefI, XyuMmuoTrepalmnunusd, JeTCKad OHKOJIOTUA.

A.V.Shvarova, N. M. Ivanova, G. L. Mentkevich, R. S. Ravshanova

THE OVERCOMING OF HEMATOLOGICAL TOXICITY BY USING
SMALL DOSES OF STEM CELLS OF THE PERIPHERAL BLOOD FOR
THE CHILDREN WITH THE PROGNOSTICALLY UNFAVORABLE
FORMS OF SOFT TISSUE SARCOMAS

Institute of Pediatric Oncology and Hematology N. N. Blokhin Cancer Research Center, Moscow

Abstract

The purpose of the current research is to study toxicity of the intensive polycemotherapy
including 8 courses on the following scheme: Ethoposide + Cyclophosphamide + Carboplatin.
The methods starting from 1999 until present time in the Research Institution of Pediatric
Oncology in the Russian Cancer Center. 20 patients in the age from 2 to 14 years old (9 males and
11 females) with soft tissue sarcomas of high risk group including rhabdomyosarcomas (13) and
synovial sarcomas (7) underwent through a complex treatment in the following volume: polyce-
motherapy, X-ray therapy on initial tumor in summary focal dose 45—50 Gy on necessity large
pole X-raing of the lungs in summary focal dose 12 Gy and surgical interference of organs sav-
ing character. On the stage of consolidating all the patients were made reinfusiuon of subtrans-
plantational doses of autological stem cells of peripheral blood, harvested after second course of
polycemotherapy in the condition of full sanation of the marrow.

When using small doses of PBSC on the stage of consolidation there is no increase of hemato-
logical toxicity. By third—fourth course of inductive chemotherapy the number of heavy leukope-
nia increased from 76,9 up to 90,0 %, thrombocytopenia from 64,1 up to 70,0 %, the length of
the neutropenic fever increases from 3,44+0,57 up to 5,56+1,59 days. When holding consolidat-
ing therapy with hematopoietic support of PBSC the number of heavy leukopenia stayed on the
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level of 94,0 %, thrombocytopenia on the level of 79,1 %, but the length of the neutropenic fever
decreased from 5,56+1,59 to 3,42+0,45 days. The toxicity of intensive chemotherapy was reduced
by support of peripheral blood stem cells in the base group of patients. 2-year event-free survival
was 51,9+11,7 %, overall 2-year survival — 53,6+11,4 %.

When holding chemotherapy course, following after X-ray therapy, the support by PBSC
might reduce the severity of thrombocytopenia and decrease the frequency of development of

organotoxic complications.

Key words: soft tissue sarcomas, chemotherapy, pediatric oncology.

Ha nmporAsKeHnr MHOTHX JIET OJJHOM U3 CaMbIX
aKTyaJbHBIX 3a7au OHKOIIEJUATPUU OCTAETCSH
mpobJieMa JieueHUs eTeli ¢ cCapKoMaMy MATKUX
TKaHe! BLICOKOM CTeIIeHU pucKa. ¥ JeTell 00bIu-
HO BCTPEYAETCs BBICOKAA CTEIIEHDb 3JI0KaUeCTBEH-
HOCTHU CAapKOM MATKUX TKaHel, 00JIbIIas CII0co0-
HOCTBH K MeTacTa3upPOBaHUIO, HO BHIIIIE UYBCTBU-
TeJbHOCTh K XxuMuorepanuu [5]. B HacTodAee
BpeMs MEeTOJOM BhIOOpa cUumTaeTcsd KOMILJIEKC-
Hafd Tepanusd, BKJIIYAIIAd Pa3JIMYHbIe PErKU-
MBI HE0aI'bIOBAHTHON XMMUOTEPATINY AJIA AT~
€HTOB C IIePBUYHO HeollepabeJbHOM OITyXO0JbI0,
00 IePBUYHOE XUPYPTUUECKOE BMEIIaTeIbCT-
BO B ciIyuae onepabebHOCTHU ONyXO0JH, JyUueBas
Tepanus IocJie TUCTOJOTUYECKOTO UCCJIe[oBa-
HUA U OIeHKU paJuKaJbHOCTU omeparuu [10,
14, 18]. Ncoosb3oBaHUE OPraHOCOXPAHIIOIIUX
omeparnuii cTajo BOBMOMKHBIM OGJiarofaps IMOsaB-
JIEHWIO HOBBIX METOJOB KOMOMHUPOBAHHOTO Jie-
YeHUSA C UCIOJIb30BaHUEM JIyueBou Tepanuu [9].
IIpu ananMse TPUYNH YBEJINUEHU S BHIXKBAEMO-
cTu JeTeli mpu pabgoMuocapKkoMe OCHOBHOE 3Ha-
yeHUe NPUaeTcsa BEICOKOd((MEKTUBHON XUMUO-
Tepanunuu, Mocje KOTOPOUN OMyX0Jib CTAHOBUTCSH
omnepabesbHOI [ 7], a TaKKe IPUMEHEHUIO0 TAKUX
mperapaToB, KAK BUHKPUCTUH, JOKCOPYOUIUH,
axkTuHOMuUIMH [, mukaodochamuz [12]. Berxxu-
BaeMOCTb OOJIbHBIX, OTHOCAIIUXCS K TPYIIIIE BbI-
COKOI'0 PUCKa, HeCMOTPSA Ha IpUMeHeHe arpec-
CUBHOI Tepamuu, ocTaeTcsa KpaliHe HUBKOM.
ITo mauubiM SIOP MMT 95, 5-/1eTHAA BRIXKKIBae-
MOCTH OOJIBHBIX 3TOM I'Pynnbl cocTaBuiia 26 %
[17]. UnTrerncudpuranusa [IXT opu pacapocTpa-
HEHHOM OIIYX0JIEBOM IIPOIECCE MOYKET IIOBLICUTH
3 GHEeKTUBHOCTh KOMILJIEKCHOTO JIEUeHUs, T. K.
TYyMOPOIUAHBIN 3(hdeKT XMMHUoIIpernapaTa Bos-
pacrtaeT IPOMOPIIMOHAJBHO YBEJIUUYEHUIO €ro
KOHIIEHTPAIIUU B KYJIbTypasibHOIi cpefe [6]. Cie-
IyeT OTMeTHUTh, YTO OCHOBHOM mpo0JeMoii, orpa-
HUYUBAIONIeH MHTeHCUDUKAIUIO JIEUeHU I, OCTa-
eTcA TeMaToJIOTUYecKasd TOKCUIHOCTh HEMUEJIO-
abJlaTUBHOM WHTEHCUBHON XUMHOTEpPAIuu,
KOTOpasd BO3PacTaeT C YBeJIMUEHUEM 03 X UMUO-
mmperapaTos.

B cBsABu ¢ pacuimpeHreM BO3MOYKHOCTEH Je-
KapCTBEHHOTO JeUeHUsS PA3JUUYHBIX ONYyXO0Jei
KaK y B3POCJIbIX, TaK U Y eTeil CTAHOBUTCA BCe
0oJiee aKTyaJabHOU TPAHCILJIAHTAIINA KJIETOK KO-
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CTHOTO MO3Ta KaK (paKTopa 3aMeCTUTEJILHOTO Jie-
YeHU s, CHUIKAIOIIer0 UMMYHOIEeIIPECCUIO0 B IIPO-
Imecce yrHeTeHUA WU HAPYIIIeHUS KPOBETBOPe-
Hud. I. Roberts (1994) cuuTaer mpuMeHeHU’e TIe-
pudepuuecKUX CTBOJIOBBIX KJIETOK Yy JeTeil
aJIbTePHATUBHBIM METOJOM TPaHCIJAHTAIIAU
KocTHOro mo3ra [15]. IIpumenenue mocie 3 1 Io-
ciaenyomux KypcosB IIXT cyObrpaucniaHTamu-
OHHBIX 103 MepudepruyecKmux CTBOJJOBBIX KJIe-
TOK, MOOMJIM30BAHHBIX ¢ ImoMoIbio KC® mocJie
1-ro uau 2-ro Kypca MOJUXUMUOTEPATIUN, MO-
JKeT CIIoco0CTBOBATH COKPAIIEHUIO ITIePUoia Heli-
TPONMEHUUYECKOUN JINXOPaaAKHU, a CJIeoBaTeJIbHO,
VHTEPBAJIOB MEXAY KypcaMu XUMUOTepanuu,
YTO AAeT HaJeKIy Ha yJaydllleHue pe3yabTaTOB
JleUyeHUA JeTell ¢ capKkoMaMy MATKUX TKaHel
BBICOKOII CTEIIeHU PUCKA.

D. S. Hawkins u coasr. (2002) ma npumepe
MYJbTUIIUKJIOBON NHTEHCUBHON XUMUOTEePATINU
C OAAEPIKKOM mepudepuuecKuMU CTBOJOBBIMU
KJIETKaMU IT0KAa3aJI1 BOSMOKHOCTh TPUMEHEeHU A
ATOTO METO/ia B IeueHUU O0JBbHBIX padgoMuocap-
komoii IV craguu [8]. Brlio mpoBeeHo 8 KypcoB
VHTEHCUBHON XUMHUOTEPANUN 10 CXeMe: BUH-
KPUCTUH, NOKCOPYyOUIIMH, mHukJIodochaMun,
udochamun, sronosun. Ilocie KaxmIoTr0 Kypca
MPOBOAUJIACH CTUMYJIANNA KpoBeTBOpeHuUs I'-
KC® B nose 5 mr/xkr. Coop nepudeprudecKux
CTBOJIOBBIX KJIETOK OCYIIE€CTBJAICA ABAKIBI —
mocJje 2-T7o 1 4-T0 KyPCOB HOJUXUMUOTEPAIINN.
Peundysusa nepudepuuecKux CTBOJOBBIX KJie-
TOK IPOU3BOAMIACE TOCae 3, 4, 5 11 6-T0 KYypCcoB.
OmnepaTuBHOE BMEIIATEJIbCTBO BBIMOJHAIOCH
mocJie 6-ro Kypca, JyuyeBad Tepanusa — IocJje 8-
ro Kypca. BeIpasKeHHOCTh MYKO3UTOB Ha (oHe
MOJIUXUMHUOTEPAINY OblIa 3HAUUTEIHHO MEHb-
111e TPY TPOBeIeHU M aHAJOTUYHOTO Kypca MOJIH-
XUMUOTEPAINH C TOAAePIKKOM TepudepruyecKu-
MU CTBOJIOBBIMH KJeTKamu. HecMoTps Ha moJ-
JEep:KKYy TnepudepuuecKUMU  CTBOJOBLIMU
KJIETKaMHU, OBIJIO OTMEUYEHO Pa3BUTHE KyMYJIis-
TUBHOM TPOMGOIIUTONEHUYECKOH TOKCUYHOCTHU
ITI-1V cTenenu c mporpeccuBHBIM HapacTaHUEM
oT 1-ro Kk 8-my Kypcy. KymyaaTuBHAaA rpanyJio-
MO3TUYECKAaA TOKCUYHOCTh He OTMeuajach, Heli-
TponeHusa o6wa III-1V crenenu. ABToOpbI oTMe-
YaioT, UTO JasKe HeCMOTPSA Ha TOKCUYHOCTh, OCO-
0eHHO MUEJOCYIPECCUI0 U MYKO3UTHI, PEIKUM
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VACIME BechbMa mepCcHOeKTHUBEH AJA JeUeHUs
neTell ¥ MOAPOCTKOB C MeTaCTATUUECKUMU cap-
KoMaMu, a TpUMeHeHe TepudepruuecKux CTBO-
JIOBBIX KJIETOK MOKET ObITh BEChMAa YCIIEIIIHO.

ITo napusim W. M. Crist u coasr., ¢ 1991 o
1997 r. BIV pangoMus3upoBaHHOE UCCIeI0BAHTE
NHuTepHanuonalbHO! I'PYINBI II0 UCCJEIOBA-
Hut pabmomumocapkoMsbl (IRS) 6b1710 BKJIIOUEHO
883 mamuenTa B Bodpacte ot 0 g0 15 et ¢ pas-
JIMYHBIMY M'MCTOJIOTHYECKUMY BaApUaHTaAMU Pao-
moMmuocapkombl, B 80 % ciryuaeB B mpoiiecc ObI-
JIY BOBJIeUeHBI JuM@aTuueckue y3isl [4]. ITamu-
€HTHI C OTHAJIEHHBIMU MeTacTa3aMu B JaHHOe
UCCcIeoOBaHMe He BXOAUIN. BceM manueHTs us
rpynnsl HeOsaronpusaTHoro nporuosa (III cra-
) OBLIO IPOBeieHO JieueHue 1o cxemam: VAC,
VIE, VAI. V¥V 6oabmmuHcTBa manueHaToB (> 90 %)
oTMeuaJiach Muejocynpeccusa. B 55 % cayuaes
Ha6JII01aJI0Ch PA3BUTHE PA3INYHBIX MHMEKITUH.
IloueuHasd TOKCUUYHOCTH MUMeEJA MECTO TOJIBKO
B2 % cayuaes. ¥ 10 marnueHToB pa3sBUJIACH BTO-
pas 3JI0KayecTBeHHAs OMyXoJhb. Ilorubam ot
TOKCUUYHOCTHU 8 IaI[eHTOB.

E. Mantadacis u coaBT. 1eMOHCTPUPYIOT pe-
3yJIbTATHI JIEYEHU AeTeH 13 IPYIIbl BEICOKOTO
pucka B BodpacTe oT 4 o 17 smer ¢ 1991 mo
1998 r. [11]. Pexxum xuMuoTepanuu BKJIOUAT
sTonosuf B 1o3e 100 mr/m2 u mukraodochamus
B 1o3e 500 mr/m2. [IpemapaThl BBOIUJINCH €3Ke -
HEeBHO B TeueHHue b qHell. Belia mpoBegeHa oOleH-
kKa TokcuuHocTu 307 KypcoB. Helirponenua II1
u IV cremenu BcTpeuasach mocie 32 KypcoB
B 94 % cayuaes, COIPOBOKIaIach HEHTPOIIeHN-
yeCcKoOM tuxopankoi B 38 % cayuaes. ITocie 10-
ro Kypca pasBuBaJjiach TpoMmoOonutronenus 111
u IV crenenu.

R. L. Saylors III u coaBT. cO0O0IIAIOT O IPUMeE-
HEeHUU TOIOTeKaHa B KOMOMHAIIUY C ITUKJI0(O-
chamMumoM B paMKaxX MCCIeIOBAHMUS, TPOBOIUMO-
ro IlegmaTprueckoil OHKOJIOTUUECKOM I'PYIIIION
[16]. ITartuenTam ¢ pe3UCTEHTHOI U PeIUINBHON
pabgoMuoCcapKOMOM ¥ CHHOBUAJIBLHOI CAPKOMOIA
BBOAUIU HMuKJopochamun B mose 250 mr/m2
u TomoTeKkaH B 1o3e 0,75 Mr/M2 e;KeJHEBHO B Te-
uyenue 5 gueii. [emaTosornueckas TOKCUYHOCTh
B Buje Heirponenuu III u IV creneHu oTmeua-
aack B 53 % KypcosB, TpomboruTonenuu 11T u IV
crenenu — B 44 % Kypcos, anemus [II u IV cre-
nmeuu O0blaa orMeueHa B 27 % kKypcos. TorrxHoTa
u pBora III crenenu mabaiomasiach Bo BpeMsa 2
KYpCcoB, 1 Kypc COMPOBOMKIAICA ITePUPEKTAb-
HBIM MYKO3MTOM, 1 KypC — IIOBBIIIEHNEM
TpaHcaMWHAa3, 2 Kypca — remMmarypueii. 3aduk-
cupoBaHo 34 cayuyasa uHQEKInuu, 5 13 KOTOPBIX
COTPOBOKJANUCH OaKTepueMueil u GyHremMuei,
MOTPe0OBABIIINX CUCTEMHON aHTUMUKPOOHOIT Te-
panumu, 1 cayuail repueTuyecKoil MHMEKIIUU
(herpes zoster) c mopaxenueM Koxxku u 1 cayuaii
UHQPEKIIMOHHOTO ITUCTUTA. ABTOPHI 3aKJII0YAIOT,
YTO KOMOMHAIIUA TOIIOTEeKaHa ¢ uKJaodochamu-
IOM aKTHUBHA B OTHOIIIEHUU PAaBIOMMUOCAPKOMBI

B ITeMaTPUUYECKOH MPaKTUKe U PEKOMEHYIOT
JaJibHelIIee n3yyeHne 9TOH KOMOMHAIINY IIpe-
mapaTos.

ITo nanueim A. S. Pappo u coasr., ¢ 1994 o
1996 r. B V paugoMu3upoBaHHOE UCCIeJOBaHTE
NHuTepHanuonanbHO! IPYINbI II0 UCCIELOBA-
Huo pabmommocapkomMbl (IRS) 6b110 BKJIIOUEHO
48 manueHTOB U3 TPYIIIHI BELICOKOTO PUCKA B BO3-
pacte ot 0 mo 20 jer [12, 13]. IIpu nepBuUUHOI
JUATHOCTHUKE OBLIY BBIABJIEHBI OT/JaIeHHbIE Me-
Tactasbl B IBYX U 6oJiee 061aCcTAX OOJIBIIIE, UeM
B 80 % cayuaeB. Bcem 60IBHBIM ITPOBOAUJIOCH
JeueHue AIbTEePHUPYIOMUMU Kypcamu
VAC/VTC. Tonorexkau B gose 2,0 mr/m2 ¢ 1-ro
mo 5-f JeHb BBOAUJIU BHYTpuBeHHO. IIpoBogu-
Jlach OIleHKA TOKCUUYHOCTH, OTMeUYeHa reMaToJIo-
ruueckas TokcuuHocTh III-IV cremeHu B Buze
HeliTtponeuuu B 80 % ciayduaeB, TPOMOOIIUTOIIE-
Huu — B 50 %, anemuu — B 60 % . Mudernuu
oTMeuaJuch 6ojee uem y 25 % IanueHTOB.

M. Cosetti u coast. (2002) coob1maioT o pe-
3yJibTaTax MOHOTepanuu upuHOTeKaHoM [3].
IIpenapat BBoguau B fo3e 20 Mr/m2 esKeTHEBHO
B Teuenne 10 gHeil mamueHTaM ¢ Pe3UCTEHTHOMH
K 1-ff IUHUY XUMUOTEPAInuU U IPOTPEeCcCUpyIio-
mieit pabgomuocapkomoii. 'emarosoruueckas
TOKCUYHOCTh OblIa MUHUMAJLHOMN, U3 APYTUX
BUO0B TOKCUYHOCTHU OTMEeUeHa quapes.

M. Casanova u coaBT. U3ydau IpUMeHEHUE
BuHOpPeaOuHa B go3e 30 mr/m2 B 1-i1 u 8-i1 neHb
Kypca B Jaeuenuu 13 mereii c pabmoMuocapKoMoii
¥ 3 IMaIeHTOB C CHHOBUAJILHOM capkomoii ¢ 1998
mo 2001 r. [2]. V¥V Bcex meTeil K HauaJdy JeUeHU
OBILIM OTMEUEHBI IporpeccupoBanue 3aboseBa-
HUA U Pe3uCTeHTHAdA K 1-U TUHUU XUMUOoTepa-
MUY OMyX0Jib. IIPOSBIEHNSA TOKCUYHOCTHA OTME-
yajauch y Bcex nanueHToB. Helitponerus I11 cre-
neuu 6Oblya 3adukcupoBaHa y 27 % mamueHTOB,
IV crenesu — y 36 % . Auemuas III crenenu or-
MeueHa y 9 % mamnumeHToB. TpombonuToneHus
BCTpeUasach peaKo. Jlpyrue BUALI TOKCUYHOCTHU
He npesbimnanan I1 cremenu, BCTpeyaaruch PeIKO
B Buje 001 B »KUBOTE, MYKO3UTOB, MUAJITUH,
3y0HOII 00OJIM U TPUIIIOMIOJOOHOTO0 CHHIPOMA.
@1ebuTte! paspuauch y 31 % mamueHTOB, KOTO-
PBIM BUHOPEJIOMH BBOJUJIN BHYTPUBEHHO B II€PH-
(hepuueckyio BeHy.

Ilpyrue peXuMbI, TOKa3aBIllue 3HAUNTEb-
HY0 aKTUBHOCTH ITPU PE3UCTEHTHBIX, PEIlUUB-
HBIX, HeolepabeJbHbIX capKoMaX MATKHUX TKa-
Hell ¢ MeTacTasaMu, BKJOYAIOT KOMOUHAIIUU
KapbomIaTuHa ¢ 9TOMO3ULOM UM KapOoIIaTH-
HAa C 9TOII03UA0M U udochamumgoM.

P. P. Breitfeld u coarr. (2001) nemoucTpU-
PYIOT pes3yJbTaThl KOMIIJIEKCHOT'O JIeUeHUA Je-
reit ¢ III u IV cragueii pabgomMmuocapkomsbr [1].
B unayKIinoHHOM hase XMUMHOTEPATIUY IIPUMeE-
HAJIUCHh 2 TPYNNBI mpemnaparoB. B 1-io0 rpynmy
BXOAUJYM BUHKPUCTUH U MesdasiaH, BO 2-10 —
udpochamun u sromosug. Oo6mmaa sphekTUB-
HOCTh COCTaBUJIa COOTBeTCcTBeHHO 74 u 79 %,
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HO reMaToJIOTHUYeCKas TOKCUYHOCTD OT IIPUMe-
HeHUS BUHKPUCTUHA U MeJiaaHna Oblia cyIe-
CTBEHHO GOJIbIIle BhIpaskeHa, YTO IMOoTpebdoBaJIo
COKpallleHu s A03 IpernapaToB B (pase MHAYKIIUU
pemuccuu. Takum 06pasomM, IpuMeHeHUe Ipe-
mapaToB pesepBa, TAKUX KaK Beleau, Kapbor-
JIATHH, MOJKET CII0OCOGCTBOBATh YJIYUIIIEHHUIO Pe-
3yJIbTATOB JIeUEHUS, HO 9TO ITOKa U3YUEeHO He-
JMOCTATOYHO.

B macrosieii paboTe mpoBegeH aHaJIU3 pe-
3yabraToB Jeuenud 20 mamuenToB (9 Maapuu-
KoB, 11 meBouek) B BospacTe oT 2 g0 14 jer,
0OJIbHBIX CAPKOMaMU MATKUX TKAaHEH BBICOKOM
CTeleHu PUCKa Pa3JNYHON JOKAIN3alu, B T. U.
¢ pabmomuocapkomamu (13) 1 cMHOBUAJIBHBIMU
capromamu (7), HaXOAMBIIUXCA HaA 06caem0Ba-
HUU U IIOJIyYaBIINX JeueHue B mepuof ¢ 1999 mo
2008 r. B yeaoruax HUU [HOT I'Y POHII uwm.
H. H. Broxuna PAMH.

Oo6mraa cxema JeueHus BKJIOUaga: 4 Kypca
WHAYKTUBHON XUMUOTEpanuu, coop mocjae CTu-
myaAanuu KpoBerBopeHusa ['-KC® 1 KpuokoH-
cepBaIuio nepudepudecKnx CTBOJOBBIX KJie-
TOK, 9Tall JIOKAJbLHOTO KOHTPOJS MEePBUUHOM
OIyXOJIY, COCTOAIUI M3 OMEePATUBHOTO yaaJie-
HUS IIEPBUYHOrO0 ouara (Ipu HAaJIUUYNY TeXHUUe-
CKOIf BOBMOYKHOCTH JIAHHOTO dTala) U JyueBOu
Tepanuy Ha MePBUUYHYIO OIYXO0JIb ¥ OCTaBIIIHECST
mocJjie MHAYKIIUY MeTacTasbl, KOHCOJIUIAINIO,
cocrosamntyio u3 Kypcos XT, aHaTOTUUYHBIX WH-
IYKIIMOHHBIM, J0 O0Iero KoJudyecTBa KyPCOB,
paBHOTO 8. B 00111€1i CJI0KHOCTU OBIJIO IPOBEE-
HO 126 KypCcOB MHTEHCUBHON XMMUOTEPAIIUH II0
cxeme: mukJaodochan — 400 mr/m2, Bemesug —
100 mr/m2 ¢ 1-ro mmo 5-i1 1eHb 1 KapOOILJIaTUH —
500 mr/m2 B 4-i1 feub. MHTEepBaJI MEKIY Kypca-
Mu Oblx or 18 mo 28 gmeii, cpegHuUi —
24,61+0,39 gueii.

B dase uaagykum npoBeneHo 59 Kypcos.
NuTepBaa MexXAy KypcaM# COCTaBHUJI
23,33+0,49 nua (18—27). Hemmocpeacrsenuas sg-
(hekTUBHOCTS (OJIHBIN dh(PEeKT + YaCTUUHBIHN o()-
(dekrT) cocraBuna 66,7 % . Jlefikonenusa IV creme-
HU compoBoxkgasaa 36 (61,0 %) kypcos, III cre-
nmeau — 2 (20,3 %) Kypca, II creneru — 9
(15,2 %) Kypcos, I crenenu — 2 (3,4 %) Kypca
XT. TpomboruTronenud IV cTenmeHu cOIpOBOIK-
nana 26 (44,1 %) xypcos XT, III crenmenu — 13
(22,0 %) xypcos, II crenmenu — 5 (8,5 %) Kyp-
coB, I cremenu — 6 (10,1 %) kypcos XT, AUT >
100 000/mxa ormeuasiack B 10 (16,9 %) cayua-
ax. Anemusa IV cremenu compoBokgaja 14
(23,7 %) xypcoB XT, III crerrenn — 26 (44,0 %)
KypcoB, II cremenu — 12 (20,3 % ) Kypcos, I cTe-
nesu — 6 (10,2 % ) kypco XT. Hb > 110r/x1 Ha-
omromaincsa B 2 (3,4 % ) ciyuaax. CHu:KeHUe Jeii-
koruToB 10 AYJI < 1000 KJ./MKJI HAOJII0AATIOCH
Ha 9,23+0,45-11 1eHp oT Hauaaa XT. MakcuMaJib-
Hoe cumxenue AYJI cocrasuso 100 Kia./MKJI,
MuHuMaJbHOe — 1600 KiI./MKJA. [Tk magenus
JedKonuToB 3adpukcupoBanH Ha 11,72+0,38-e
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CYTKH; AJUTEJbHOCTD JelKomenuu mpu AYJI
< 1000 xu./MKJa coctaBuyaa oT 1 o 13 mHeii,
Bcpenuem 7,32+0,42 nHs; BoCCTaHOBJICHUE JIeli-
koruToB 10 AYJI > 1000 K. /MKJ HAOJII0IaI0Ch
Ha 16,47+0,43-i1 neub. [[uHaMuKa MoKasaTeaeii
YPOBHA TPOMOOIIMTOB B ITepu(eprIecKoil KpoBU
ImocJie KypcoB MHAYKTUBHOM XUMUOTEPAIINY ObI-
Jia CJEeNYIONell: MUK IIaJeHns TPOMOOIUTOB 3a-
durcuponau Ha 15,07+0,41-e cyTku. [laurennb-
HOCTB TpoMmboruTonernnn npu AUT < 75000 /MK
cocraBusa or 4 nmo 46 gHeili, B cpemHeM
10,66+1,25 nueit. BoccTranoBienue TpoMOOIIH-
ToB 1o AYUT > 75 000/MKa HabIOIATIOCh HA
21,72+0,56-1i neHb.

Cepbes3HBIX KPOBOTEUEHUN OTMEUEeHO He ObI-
a0. MaKcuMaJIbHBIMY IPOABJIEHUAMU TPOMOO-
IUTOINEHUN OBLIN JIETKO OCTAHABJIMBaeMbIe
U peJKue HOCOBbIe KpoBoTeuenusa — 4 (6,8 %)
ciayuas M IeTeXHajbHble BBICHIIAHUSA — D6
(94,9 % ) nmposaBIeHUi, Ha ee BbIcoTe. [lepenuBa-
HUS TpoMOOKOHIIeHTpaTa mpoBoauauchk 16 pas,
B cpenuem 1,81+0,25 pasa 3a Kypc, oT 1 10 4 103.
IlepenuBanus CBEXXE3aMOPOIKEHHON IIJIa3Mbl
nposoguancsk 14 pas, B cpeguem 1,71+0,29 pa-
3a 3a Kypc, oT 1 10 5 mos.

CuuxeHue remMorioounHa mo 79 r/i Habroga-
agockHa 10,43+0,65-i1 geus or Hauaga XT. Mak-
cumasibHOe cum:keHue Hb cocraBuio 22 v/, Mmu-
HuMaJabHOe — 112 r/xa. [luk mageHusa reMorJio-
6uma 3adurcupoBaH Ha 14,14+0,61-if cyTKH.
HaurenbHocTh anemuu npu Hb < 79 r/x cocra-
Buja ot 1 1o 20 gueii, B cpeguem 8,00+0,8 nHeii.
Boccranosienue remorsobuHa Beiine 79 r/J Ha-
ouromanocsk Ha 18,69+0,94-i1 neusn.

Tpaucysuu SpUTPOIUTHON MaCChI IIPOBO/IY-
auck 30 pas, B cpenuem 1,50+0,14 pasa 3a kypc,
notrpeboBasiock ot 1 10 3 103.

IIpoBeneHa oleHKA IreMaTOJIOTMYECKON TOK-
cuuHOCTU 1—2-10 1 3—4-T0 KYPCOB UHAYKTUBHOI
XT, xkoropas npeacraBjeHa B TadJu. 1.

T'emaToJsiornueckasi TOKCHYHOCTh BO3PACTAJIA
C YBeJIMUYeHNEM IIOPALKOBOro Homepa Kypca XT,
TaKyKe YBeJINUYNBAJINCh HHTEPBAJ MEXKIY KypCcaMu
¥ CPOKH BOCCTAHOBJICHUS IIOKAa3aTeseil KPOBHU.

B (hase xoucoaugamuy mposeaeHo 67 Kypcos.
NurepBanm mexay kKypcamu Obia ot 21 1o
27 nueii, cpenunii — 26,00+0,54 nueii. Bes mpu-
menenud I'-KC® nposexeno 39 Kypcos. uTep-
BaJI MeXX Iy Kypcamu coctaBug oT 21 no 28 nuei,
cpenuuit — 26,7+0,9 nueii. I'-KC® npumeHs-
cd IIpu IIpoBeeHnn 28 KypcoB. THTepBaJ MeiK-
Iy Kypcamu ObL1 oT 21 1o 28 mmeit, cpegHuii —
25,25+0,55 nueii. I[IpogoIKUTEIbHOCTD IIPUME-
Heuus [-KC® — or 3 1o 12 gueii, cpeguuii —
7,68+0,48 nueii.

BceM 60JILHBIM IIPOBOAMIACE PEUH(PY3U CY0-
TPAHCILJIAHTAIIMOHHBIX 03 ayTOJOTMYHBIX IIe-
pudepruUeCKUuX CTBOJOBBIX KJIETOK, COOPAHHBIX
mocJie 2-1o uiiu 3-To Kypca IoJIUXUMUOTePaTIuU
Ha cenapatope COBE spectra B yciaoBusx moui-
HOM caHaIuy KOCTHOI'O MO3ra.
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Tao6auna 1. CpaBHUTEIbHAA XapPaKTEPUCTH-
Ka reMaTOJOTUUYECKON TOKCHUYHOCTH 1—2-T0
u 3—4-ro kypcos IIBK urgyxkTupaoit XT

MuaykTBHas MnpykTnBHas

MokasaTtenb XT 1-2- kypc, | XT 3-4-1 kypc,

oHn, % oHn, %
JlerikoneHnusa | cteneHn 52% —
JleikoneHnus Il cteneHu. 17,9 % 10,0 %
Newikonenus lll cteneHn 17,9 % 25,0 %
NeikoneHus IV ctenexun 59,0 % 65,0 %
AYJ1 < 1000 kn./mkn 9,09+0,49 9,45+0,88
A min 11,72+0,40 11,74%0,85
OdnutenbHocTb A4J1 < 1000 6,87+0,52 8,05%0,69
KJ1./MKN (1-12) (3-13)
A4J1 > 1000 kn./mkn 15,84+0,44 17,53%0,85
[Mogbem TemnepaTypbl Tena 12 4440 53 8 67+1.75
no 38 °C ’ ’ ’ ’
MpoaoMKNTENBHOCTL 3,44+0,57 5,56+1,59
nnxopaaku (1-9) (1-14)
TpombGouuToneHus | cteneHn 12,8 % 5,0 %
TpombGouuToneHus |l cteneHn 7,7% 10,0 %
TpombouutoneHus Il cteneHn 25,6 % 15,0 %
TpombouunTtoneHus IV cteneHn 38,5 % 55,0 %
A4YT < 75 000/™mkn 12,48+0,47 10,92+0,52
AT min 15,31+0,43 14,60+0,90
OnntenbHocTb AYT < 8,59+0,58 14,15+3,04
75 000/mKn (4-15) (6-46)
AYT > 75 000/mkn 20,92+0,47 23,14+1,25
AHemus | cteneHmn 15,4 % —
AHemus Il cteneHun 23,1 % 15,0 %
AHemus lll ctenexn 41,0 % 50,0 %
AHemus IV ctenenu 17,9 % 35,0 %
HbJ7,9r1/n 10,74%0,79 10,06+1,09
Hbmin 13,95+0,67 14,50+1,28
AnutensHocTb Hb J 7,9 1/n 8(3??2)9 7’(619_i210‘)41
Hb>7,9r/n 18,68+0,95 18,71+1,73

Jleiikonenusa IV cremenu compoBoskgaya 50
(74,6 %) xypcos, III creneau — 13 (19,4 %)
KYPCOB KOHCOJHIMUPYIOIIel XUMMUOTEepalunu,
npoBoauMoit npu noagep:kke IICK, II creme-
HU — 2 (3,0 %) rypca, I creneru — 2 (3,0 %)
Kypca XT. Tpombomuronenus IV cremenu co-
mpoBoxkgaia 36 (53,7 % ) kypcos XT, III crene-
Hu — 17 (25,4 %) xypcos, Il crenmeru — 2
(3,0 %) rypca, I creneru — mocae 5 (7,5 %)
KypcoB XT, AYT > 100 000/MKJI oTMeUaJsach
B 7 (10,5 %) cnyuasax. Auemus IV cremenu co-
nposoxkgana 20 (29,9 %) kypcos XT, III creme-
Hu — 35 (52,2 %) Kypcos, II cremeru — 8
(11,9 %) xkypcos, I crennenu — 4 (6,0 % ) Kypca
XT. Cuusxernue JjgeldkonuToB g0 AUYJl <
1000 xia./Mra Habaogamdoch Ha 8,35+0,36-i
neHb oT Hauasa XT. MakcuMaJabHOE CHUMKEHUE
AYJI cocraBuio 100 KJI./MKJI, MUHIMAJTBHOE —
1800 kua./Mra. ITuk nmageHusa JIeHKOIIUTOB 3a-
¢durcuposau Ha 11,35+0,34-e cyTku. [aurenn-
HOCTB Jelikonenuu npu AUJI < 1000 KJjI./MKJI
cocraBusa or 1 mo 21 nHeil, B cpegHeM —

7,47+0,49 nueii. BoccTaHoBIeHHIE JIEHKOIIMITOB
mo AYJI > 1000 wxa./MKJ HAOJOZANIOCh Ha
16,00+0,45-i1 neHb.

Cumxerune TpomooriuToB 70 AUT < 75 000 /MK
Habaozamocs Ha 9,64+0,5-i1 meHp oT HauaJa
XT. MaxkcumanbHoe cHm:kenue AUT cocTaBuio
4000/mKa, muauMaiabaoe — 142 000/miia. ITuk
majgeHuss TPOMOOIUTOB 3a()UKCHUPOBAH HAa
13,26+0,4-e cyTku. [IUTEIHHOCTH TPOMOOIIUTO-
nervu npu AYT < 75 000/MKJI cocTaBmiaa OT 5 10
23 nmeii, B cpeguem — 11,45+0,73 nueii. Boccra-
HoBJIeHUE TpoMOoIuToB 10 AYUT > 75 000/ MK HA-
omromanock Ha 21,58+0,74-it geus. B 1 (1,5 %)
cayuyae Ha (pOHEe MAKCHMAJBHOIO CHUMKEHIS
TPOMOOIIMTOB IIPOUSOIILIN MACCUBHELIE KPOBOMUS3-
nuaausa B [ITHC, HagmoyeuHuKu, IpUBeIINe
K cMmepTu 6osbuOr0. B 1 (1,5 %) cayuae pa3Bu-
JIOCH JKeJYLOUHO-KUIIIeYHOe KPOBOTEeUeHe Ha
(oHe nmuka mageHusa TpoMoonuTOB. IleTexualinb-
HbIe BRIChIDNaHUA oTMeueHBI B 60 (89,6 %) ma-
OJII0eHNIX, HA BBICOTE TpoMOouTonenun. [py-
TMMU OPOABIEHUSAMU TPOMOOIUTOIEHNN OBIJIN
JIETKO OCTaHaBJIMBaeMbIe, PeJKIe HOCOBbIe KPO-
BOTeueHUsA, HabaogaBIeca B b (7,5 % ) cayua-
eB. IlepenuBanus TPOMOOKOHIIEHTPATA IIPOBOI-
auck 28 pas, B cpeauem 2,61+0,38 pasa 3a xypc,
or 1 1o 8 go3. IlepenuBaHusa CBeKEe3aMOPOIKEH-
HO# IJIas3Mbl IIpoBOAUINCHL 14 pas, B cpeagHeM
1,9340,32 pasa 3a xypc, ot 1 10 5 103.

Cum:xenne remoryioousa no 79 r/g Habaroma-
Jochk Ha 8,39+0,56-11 neus or Hauasa XT. Makcu-
ManbHOe cHu:Kenue Hb cocraBuiio 44 v/, MUHU-
masbHOe — 115 r/in. [Iuk nmageHusa reMorJao0uHa
s3aukcupoBad Ha 12,79+0,62-e cyTku. Jauresnb-
HOCTh anemuu ipu Hb < 79 v/ coctaBuiia ot 1 mo
20 gueii, B cpenuem — 8,70+0,71 gueii. Boccra-
HOBJIEHIE reMOTJIOOnHA BuIlie 79 r/i Habona-
Jock Ha 16,72+0,68-i1 neHb.

Tpaucysuu SpUTPOIUTHON MaCChI IIPOBO/IY-
auck 39 pas, B cpenuem 1,97+0,22 pasa 3a Kypc,
notpeboBasiock ot 1 10 7 103.

HexoTopsIiM GOJIBHBIM B HadaJie HUJIOTHOTO
HCCIeNOBAHNSA HAa3HAUYaJNWCh B OJMKaiIiine
12 y mocuie penudysunu [ICK KonoHUECTUMYTU-
pymwoirnue pakTopsl. B 0011eil CI0KHOCTH OBLIO
nposegeHo 28 KypCcOB MHTEHCUBHON KOHCOJIU-
qupymollei xuMmuorepanuu ¢ noaaep:kkoi [ICK
uI'-KC®. CpaBHUTeIbHAA XapaKTepPUCTUKA T'e-
MAaToJOTUUYeCKOoll TokcuuHocTu Kypcos I[BK
kouconunupymomieit XT ¢ moagep:xkoii IICK,
¢ npumeHnenueM u 6e3 nmpumeneHua ['-KCP
nmpejcraBJieHa B Ta0J. 2.

ToxcuunocTs KoHcomugupytomeit XT ¢ npu-
MeHeHUeM u 0e3 npumeneHusa [-KC®, a Takxke
CPOKH BOCCTAHOBJIEHU S IIOKAa3aTeJell KPOBHU [0-
CTOBEPHO HE Pas3jnyYajuchb, YTO IIO3BOJIUJIO OT-
KasaTbCA OT IMOCTOAHHOTO npuMeHeHua KCP
¥ CHU3UTh CTOMMOCTD COIIPOBOAUTENLHONI Tepa-
MUK IIPOTOKOJIA.

CpaBHUTEIbHAS XapaKTePUCTUKA reMaTOoJIO-
TUYecKoi ToKcuYHOCTH KypcoB IIBK nHaAyKTHB-
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Tao6auna 2. CpaBHUTeIbHAA XapaKTEePUCTHU-
Ka TeMaTOJIOTMYEeCKON TOKCUYHOCTU KYPCOB
IIBK xomcomupgupymoiieii XT ¢ mogmep:KKoii
IICK, c npumeHeHueM u 6e3 npumenenusa ['-KCP

Tao6auna 3. CpaBHUTEJIbHAA XapPaKTEPUCTHU-
Ka reMaToJIOTUYEeCKON TOKCUUYHOCTU KYPCOB
IIBK maagyktuBuoil XT u KoHcoIumupyIoieii
XT c mopmep:xkoii IICK

KoHconngupy- | Konconunampy- Konconnaunpy-

KC®, oHun, % KC®, oHun, % oHn, %
JNevikonenus | ctenexn — 52% Nenikonenus | ctenexun 3,4 % 3,0%
Netikonenus Il crenenn 3,6% 2,6 % Jeiikonenus Il ctenexn 152% 3,0%
TNevikonenus Ill ctenexm 10,7 % 25,6 % TerikoneHus Il ctenexu 20,3 % 19,4 %
JleikoneHus IV cTteneHn 85,7 % 66,7 % TNerikoneHus IV cTenem 61,0 % 74,6 %
AUS1 < 1000 kn./micn 7,8+0,40 8,74+0,54 A1 <1000 kn./micn 9,2320,45 8,3520,36
A4, 10752036 | 11812052 | |/ 'min 11,720.38 | 11.35+0.34
OdnutenbHocTb AYJ1 7,04+0,59 7,79+0,73 E'qv(l)Toe({li;',o/(ﬂ;nAq” 7‘(312_1—103’)42 7’(417_201’?9
<1000 kn./mMkn (1-13) (3-21)
A4JT > 1000 k. /MK 15,110,564 | 16,75+0,73 | [A"]1> 1000 kn/mn 16,47+0,43 | 16,00+0,45
E(()),ué]éeené TeMneparypbl Tena 11,06+0,58 12.56+1.11 Ec?ﬂsge"'\é TeMneparypbl Tena 11,19+0,75 11,83+0,63
MpoaomKNTENBHOCTL 3,47+0,69 3,37+0,62 MpPOaOAXNTENBHOCTb 4,15+0,75 3,42+0,45
NIVXOPAAKM (1-12) (1-11) AMXxopagKu (1-14) (1-12)
TpomGoumToreHust | cTenexn - 12,8 % TpomGouuToneHus | cteneHn 10,1 % 7,5%
TpomGouuToneHus Il cTenetm — 5,1 % TpombouuToneHus Il ctenexn 8,5 % 3,0%
TpombouuToneHus IV 75.0 % 38.5 % TpombouuToneHus IV 441 % 53.7 %
cTenexn cTeneHn
AYT < 75 000/mMKn 10,6+0,69 10,6+0,69 AYT < 75 000/mKn 11,92+0,37 9,64+0,5
AYT min 13,17+£0,54 13,17+0,54 AYTpin 15,07+0,41 13,26+0,4
AnutensHocTe AHT 11,82+1,02 11,17£1,03 LnutensHocTb AYT < 10,66+1,25 11,45+0,73
< 75 000/MKn (6-22) (5-23) 75 000/MKn (4-26) (5-23)
AYT > 75 000/mkn 21,55+0,91 21,61%£1,14 AYT > 75 000/MKn 21,72+0,56 21,58+0,74
AHemus | ctenexu - 7,7 % AHemus | ctenenHu 10,2 % 6,0 %
Anemus Il cTenenu 7,2% 17,9 % Anemus |l creneHm 20,3 % 11,9 %
Anemus lll ctenenun 53,6 % 51,3% AHemus Ill cteneHn 44,0 % 52,2 %
AHemus IV ctenenun 39,3 % 23,1 % AHemus IV cTenenmn 23,7 % 29,9 %
HbJ7,9r/n 7,50+0,60 9,24+0,90 HbJ7,9r/n 10,43+0,65 8,39+0,56
HBmin 13,08+1,08 12,61£0,75 HBmin 14,14%0,61 12,79+0,62
ﬁgv\ljge,gbri}ﬂmb 8,(614_i106,§38 8,(717_i216)13 LnutensrocTs Hb J 7,9 r/n 8((1)(_);8,)8 8,(710_i20(),)71
Hb >7,9r/n 16,36%1,02 17,1+0,91 Hb >7,9r/n 8,69+0,94 16,72+0,68

Holi XT m xoHconmumupymwmieir XT ¢ mongepx-
koit IICK mpexncraBiena B TabJi. 3.
TokcuunocTh KoHcogugupymootmieit XT Oblia
BBIIIIEe, HO CPOKM BOCCTAHOBJIEHUA IIOKasaTeaell
KPOBHU JOCTOBEPHO He pas3inyajnuch, UTO II03BO-
JINJIO IPOBOAUTH KOHCOJIUAUPYIOIIYIO TePAINIO,
He yBeJWUYMBasg HMHTepBaJia MeXAY Kypcamu
XT. ITorpebHOCTh B TpaHCHY3UAX SPUTPOIUT-
HOU Macchl, TPOMOOKOHIIEHTpaTa, CBe:Ke3aMo-
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POKEHHOM MJIa3Mbl 1 aHTUOAKTEPUAIbHBIX IIPe-
mapartoB npu npoBeneHuu Kypcos IIBK uHTeH-
cuBHoi XT npencraBiena B TabdJ. 4.

ITorpe6HOCTL B aHTHOAKTEPUAJIBHBIX IIpe-
mapatax u TPOMOOKOHIIeHTpaTe Obljia BHIIIE
npu InpoBeleHuUU KoHcoaumpupyiomieitr XT
B CBA3M ¢ 0oJiee BBIDAXKEHHOU reMaToJorude-
CKOIl TOKCHUYHOCTHIO KYPCOB KOHCOJUAUPYIO-
mieil Tepanuu.
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Tao6auna 4. IlorpebHOCTh B TpaHCPHY3UAX
SPUTPOIUTHON Macchl, TPOMOOKOHIIEHTpATa,
C3II u aHTHOaKTEpUAJbHBIX IPEIapaToB Mpu
nposegerHun kKypcoB IIBK unteuncusuoit XT

NupyktmnBHas | KoHconnan-
KomnoneHT XT, pytowas XT,
aHn, % OHU, %
1,81+0,25 2,61+0,38
TpoMOOKOHLEeHTpaT (1-4) (1-8)
1,71+£0,29 1,93+0,32
can (1-5) (1-5)
SpuTpounTapHas macca 1,5((1)1:%)14 1’??‘:9’)22
dopTtym (LedTasugum) 30,5 % 32,8 %
dopTyM, aMUKUH (aMUKaLWH) 22,0 % 17,9 %
dDopTyM, aMUKNH, BaHKONEL, 1.7 % 14,9 %
(BaHKOMULMH)

W3 npyrux BUAOB TOKCUYHOCTU UHIYKTUBHOMN
XT oTmeuanuch:

— He(POTOKCHUUECKOe NeiCTBIE TPOTUBOOITY-
xoJieBbIX mpenapaTtoB I cremeru B 1 (1,7 %) cay-
yae B BUJe IOBBINIeHUA KpeaTuHuua no 131,0
MKMOJIb/JI;

— remaToOTOKCHUYECKOe JeificTBre IIUTOCTATH-
KoB I crenenu B 12 (20,3 %) cayuasax, II crene-
HU B b5 (8,5 %) cayuasax B Buge nmogbema AJIT
B 16 (27,1 %) cayuaax go 44,0-157,7 exn. /i,
ACTB9(15,3 %) cnyuaax no 42,0-179,5exn./m;

— [UCIEeNTUYEeCKU CUHAPOM B BUJE CTOMA-
tuta I crenenu B 1 (1,7 %) cayuae, porsl 111
crenenu B 59 (100 %) cryuaax;

— HeHPOTOKCHUUYECKoe AefcTBIe IPOSBUIOCH
1 (1,7 %) pas B Bujie KINHUYECKUX IPU3HAKOB
BHYTPUUEPEITHOH I'UIIePTeH3UN;

1.0

0.91
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0.6 !
0.5
0.4
0.3 4

0.2

0.1

0 10 20 30 40 50 60 70 80

Puc. 1. O011as BRIJKMBAEMOCTDh IIAI[I€HTOB
KOHTPOJIBHOM 1 ocHOBHO# rpynikl ¢ CMT BrIco-
KOI CTEeIeHUu pUCKa

— OCJIOKHEHUS CO CTOPOHBI KOMKU U ee IIPHU-
ITaTKOB oTMeuaJuch B Bujae Tokcuunoctu 111 cre-
IIeHU — IIO0JIHOe 00paTUMOe BhINAJeHMe BOJIOC
mocie Bcex 59 (100,0 % ) Kypcos.

W3 20 namuenTos 2 (10 % ) morubyu oT TOK-
CUYHOCTY IPOBOAMMOI Tepamuu: 1 MmamueHT
yMep BO BpeMs JleueHusa Ha (DOHe Pa3BUBIIEHC
IUTOCTATUYECKOU 00JIe3HH, reMOPPATruUYeCcKOoro
CUHIPOMA, IMOJHUOPTraHHON HEIZOCTATOUYHOCTH,
OTEeKa MO03ra u JerkKunx, JerouHo-cepaeuHoi He-
JOCTATOYHOCTH; 1 IAIlMeHT CKOHYAJICS IIOCJe
OKOHUYAHUA CIIeI[UaJbHOU TepaIllum OT CIIaeuYHO’
00JIe3HN, PA3BUBIIIENCSA IIOCJIE KPYIIHOIOJIbHOTO
00JIyueHnA OPIOIITHOM ITOJIOCTH.

OO0111as1 BBIXKMTBAE€MOCTD ITAIIEeHTOB IIPeICTaB-
JleHa Ha puc. 1:

e 2_JeTHA 00II[as BEIXKMBAEMOCTh —
53,6+11,4 %;

® [IpU cpeaHel AJINUTEeIbHOCTH HAOIIOLeHU A
43+6 mec. — 46,9+11,7 %.

BespenuauBHas BEIXKNBAEMOCTD IAIIEHTOB

ImpencTaBJieHa Ha puc. 2:

e 2-eTHAS 6e3penuaUBHAA BbIXKBA€MOCTh —
51,9+11,7 %;

® [IpU cpeaHel AJINTEeIbHOCTH HAOIIOLeH A
33,0+6,0 mec. — 41,56+13,3 %.

BeccobnITuiiHAs BBEIKUBAEMOCTD IIAIlIEHTOB

ImpencTaBJieHa Ha puc. 3:

e 2-jIeTHAA 0eCCOOBITUIHAS BBIXKIBAEMOCTb —
48,1+11,7 %;

® [IpU cpeaHel AJINUTEeIbHOCTH HAOIIOLeHNU A
39,6+6,0 mec.— 41,25 %.

WUcnonb3oBanue VYKa3aHHOTI'O BEIIIIE PeXuMa

Tepaluu MO3BOJIAET MOJYUYUTh OOHA eKUBATO-
e pesyabTaThl y JeTell ¢ capKoMaMu MATKUX
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Puc. 2. BespeniuauBHasa BLIXKUBAEMOCTD IIa-
nueHToB ¢ CMT BLICOKOU cTelleH: pPUCKA.
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Puc. 3. BeccoObITHIHAS BBIXKMBAEMOCTD IIa-
mueHToB ¢ CMT BBLICOKOI cTelleHU pUCKa

TKaHel BBICOKOI cTelmeHMu pucka. IIpumeneHue
CyOTpPAHCIIJIAHTAIIMOHHBIX 03 ayTOJOTUUYHBIX
IICK 1m03B0/IsIeT YMEHBIIIUTh I'eMATOJOTHUECKYIO
TOKCUYHOCTh, COKPATUTDH IIePUOA (PeOpUuIbLHOM
HeHTPOIIeHNN U IPOBOAUTH MHTEHCUBHYIO IIPO-
rpaMmy moJuxuMuoTepanuu. ['lemMmonosTuuecKas
moAIep:KKa CTBOJIOBBIMHU KJETKaMU Iepudepu-
YyeCKO KpoBU ITpu ntpoBeneHnu KypcoB XT, cie-
nyomux 3a JIT, MoKeT yMeHbIIUTHh TAMKECTh
TPOMOOIIMTOIEHI, Pa3BUBAIOIelica Mocae II0-
cIenyrMuX 3a UHAYKIuen kypcoB XT, u moHu-
3UTh YaCTOTY PA3BUTUA TAMKEJIBIX OPTaHOTOKCH-
YEeCKUX OCJIOKHEHIH.
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CJIYUAV PETKOM BPOSKJIEHHOM OIIYXO0JIUA (IIAHKPEATOBJIAC-
TOMBI) Y PEBEHKA, POKTEHHOTO OT OBJIVUEHHBIX POJIUTE-
JIEVI 1 IPOSKUBAIOIIETO HA PATTMOAKTUBHO 3ATPSI3HEHHOM
TEPPUTOPUU

1 Merckuii Hay4YHO-IPAKTUUECKUH MeHTDP IPOTUBOPAANAIIMOHHOM 3amuTsl 1pu Mockosckom HUU nexua-
TpuU U AeTckoil xupypruu Pocanpasa

2 IKB Ne 9 um. Cuepanckoro, MockBa

3 HUU OOT I'Y POHII um. H. H. Broxura PAMH, MockBsa

4HMU KO IOT I'Y POHII um. H. H. Broxuaa PAMH, Mocksa

5 MucturyT obmeii reretuxu PAH, MockBsa

Pesrome

BriepBbie B 0TeUeCTBEHHOII JIUTEPATYPE IPEACTaBIEH CIydail peIKoi onyxouu (IaHKpeaTobiac-
TOMBI) Yy pe0eHKa, POKAEHHOTO OT 00JIyUYeHHBIX POJAUTEJIeI U ITPOKUBAIOIIEr0o Ha pafNOaKTUBHO-3a-
rpA3HeHHOH TeppuTopuu. OTMeUeHbI KINHUKO-3IUIeMUOJIOTUYEeCKE 0COOEHHOCTH OIYXOJIN: JKEeH-
CKUI I10JI, PAHHUH Bo3pacT MaHu@ecranuu (3 roga, KINHUUYECKUE TPOABIeHUA ¢ 6 Mec.), HaIuuue
KJIMHUYECKUX IIPOsABIeHU (60JIb B JIEBOM MOJIOBUHE JKUBOTA, AUCIEIICUUECKIe HapYIIIeHUs, XPO-
HUYecKue 3amnopsl). Omyxosab pasmepamu 3,1 x 4,0 cMm OblIa MHKAIICYJIUPOBAaHA U JIOKAJIM30BaHA
B 00JIaCTH TeJia U XBOCTA IOMKEJyJOUHOM Kejie3bl, MeTacTashbl He OTMeUeHbI. V3 yIbTPasByKOBBIX
MIPU3HAKOB CJIEJIYeT IOUEePKHYTh U309X0T€HHOCTh 00pasoBaHU (110 OTHOIIIEHUIO K TKAHY IIeUeHN),
HaJInN4YNe YeTKUX, POBHBIX KOHTYPOB, TOJICTOM I'MIIEPAIXOTE€HHOH KaIlCyJibl, HEOJHOPOLHOCTh 3X0-
CTPYKTYPHI 00pa30BaHuA ¢ HAJINUKUEM KPYIIHBIX 10, 0,5 cM, aH3XOT€HHBIX YUACTKOB U TOUEUHBIX '~
TIePAXOTeHHBIX BKJIIOUEHUH, BhIPAKEeHHYIO BACKYyJJIApPU3anNio. 'MCTOIOrMUeCKUM KPUTEpUEeM OITy-
XO0JIV ABUJIOCH HAJIMUUeE B IIpeliapaTe CKBAMO3HbBIX KOPIYCKYJ. IIpoBeseHo jeueHme: pe3eKIus OIry-
XOJIU B IIpeieJiaX 3JJ0POBOM TKAHU BMECTE C KaIlCyJION; XMMUO- U JIyueBas Tepanus He TPUMeHAIUCH.

Pannaa mauudecranusa 3aboneBanuda 1 Mopdoornueckasa CTPYKTYpa OMYXO0JIU CBUIETEHCTBYIOT
B ITOJIB3Y BPOJKIEHHOTO ee XxapakTepa. PaccMaTpuBaeTcs BKJIAL paauauoHHOro hakTopa B reHese 3a00-
neBaHuda. [IprBoAATCA CiIeAyIOIMe JOKAa3aTeIbCTBA: 00IyUeHe 000X POAUTEJIel B IETCKOM BO3pacTe
B pesyabrate aBapuu Ha YAIC, Haauune spekTa HecTaOUIbHOCTY I'eHOMa B TUM@PoIiuTax nepudepu-
YeCcKOIi KPOBU y POAUTE el pebeHKa, COXPAaHAOIIEroCs U B OTAAJIEHHBIE CPOKHU ITOCJIE KaTaCTPOMBI 1 0CO-
0eHHO BHIPA’KEHHOTO Y OTIIA, JOKA3aHHBIN PaANaIllMOHHBIN XapaKTep IIUTOTeHETUUECKUX HAaPYIITeHUH,
yTHeTeHre penapainonHoi aktusHocTu [JHK y uieHOB Beell ceMbU ITPU JOTIOJTHUTEIHLHOM HATPY3Ke (Y P
obJIyueHue), OTHOHATIPABIEHHOCTh UMMYHOJIOTUYECKIX HAPYIIIEH!H B ceMbe PebeHKa (He0CTaTOYHOCTh
B- u T-3BeHbeB uMMyHUTETA, HU3KUH ypoBeHb NK-KJIETOK 1 HEJOCTATOYHOCTh HecIlelu(puuecKux (ax-
TOPOB 3aUTHI ((haroruTo3), aHOMaJILHO BHICOKUY YPOBEHHb KJIETOK C MapKepaMU aroITosa).

KaroueBsie ciaoBa: mankpeaTobsacToMa, MOHUSUPYIOIIAA paguanus, BPOXKIeHHAS OIYXO0Jb,
1-oe nokoJyieHVE OT OOJIYUEHHBIX POAUTENel, MUTOTeHETUYEeCKYe HapYIIIeH, TeHOMHAas HecTa-
OMJILHOCTH, perapanuontaa akTuBHOCTh [JJHK, nMMyHoJIOTMUeCK1e HAPYIIIEHU A, allOIITO3.
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1 Child science-practical center of anti radiation protection of the Moscow Science Research Institute of
Pediatrics and Child Surgery Roszdrava, Moscow

2 Speranski Children's Clinical Hospital Ne 9, Moscow

3Institute of Pediatric Oncology and Hematology N. N. Blochin Cancer Research Center, Moscow

4 Blochin Science Research Institute, Moscow

5 Institute of General Genetics, Moscow

Abstract

A case of rare congenital tumor (pancreatoblastoma) of a child born from the parents exposed
to the influence of radiation and living in the radiation-polluted territory. The following clini-
cal and epidemiological peculiarities of the tumor were marked: female sex, early age of the man-
ifestation (3 year-old, clinical manifestation since 6 moths), presence of clinical manifestation
(pain in the left half of the stomach, dyspepsia, chronic constipations). The tumor with sizes of
3,1 x 4,0 cm was incapsulated and localized in the region of the body and the tail of the pancreas.
The metastases were absent. The isoechogenic and not homogenous structure of the tumor (com-
pared to the liver tissue) with the presence of big, up to 0,5 cm unechogenic parts and hypere-
chogenic inclusions, the presence of the well-defined borders, wide hyperechogenic capsule, well-
defined vascularisation. The histological criteria of the tumor became the presence of the squamo-
sis corpuscules. The treatment was carried on: the resection of the tumor in the borders of the
intact tissue together with the capsule, chemotherapy and radiotherapy was not carried on.

The early manifestation of the disease and the morphological structure of the tumor are the
evidence of its congenital character. The influence of the radiation factor is being considered.
The following evidences are brought: the exposure of both parents in child’'s age to the influence
of radiation as a result of ChAES accident, the presence of genome instability effect in the lym-
phocytes of the parent’s peripheral blood which is preserved in the delayed period after the acci-
dent and especially expressed by the father, the proved radioactive character of the genetic aber-
rations, depression of DNA reparation activity of all family members after the additional expo-
sure (UV-radiation), similarity of the immune aberrations in the child's family (insufficiency of
B- and T-cell chains of the immunity, low level of NK-cells and insufficiency of the unspecific
protecting factors (phagocytosis), abnormally high level of the cells with apoptosis markers).

Key words: pancreatoblastoma, ionizing radiation, congenital tumor, 1-st generation of
exposed parents, genetic aberrations, genomic instability, DNA reparation activity, immune
aberrations, apoptosis.

ITankpeaTobsacToMa — peaKas 3JI0KauecT-
BeHHAs ONYXO0Jb Y JeTell, 110 CTelleHU 3J0Kaye-
CTBEHHOCTHU 3aHUMAIOIaA IPOMEKYTOUHOE II0-
JOKeHre MeXIy PakoM u capkomoii. B Poccuu
cayyay mHaHKpeaTo0JacTOMbl He OIKMCAHBI.
ITo nanHbBIM 3apy0eKHOI JUTEPATyPhl 3aperuc-
TpupoBano 186 cayuaeB 3aboseBanuA. Cuura-
eTCA, UYTO UCTOUHUKOM OIYXO0JIU ABJIAIOTCA IPH-
MUTHUBHBIE IIJIOPUIIOTEHTHBIE KJIETKU, CIIOCO0-
Hble K 1udepeHIIUPOBKE B TPU TUIA KJIETOK:
alfMHApHBbIE, SHJOKPUHHBIE, TIPOTOYHBIE.

CucremaTu3upoBaB JaHHBIE 00 MB3BECTHBIX
cayJdaax 3aboJieBaHUSA, MOYKHO BBIJIEJIUTH CJIe-
IVIOIre KINHUKO-3TIUEeMUOJOTUUYEeCKUEe 0CO-
6enHocTu onmyxoau. [lanKkpeaTobJyiacToma npe-
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HUMYIIECTBEHHO BCTPEUAETCS B JETCKOM BO3-
pacte. CpegHuii BO3pacT Ha MOMEHT YCTaHOB-
JIeHUs fuarHosa cocraBiaseT 5—6 jget. Onyxoan
HECKOJBKO Yallle BCTPeUaeTCs y JINI] MYKCKO-
ro moJja, COOTHOIIEeHNe 3a00JeBIINX MAJbYM-
KOB U IeBoueK cocrasuager 1,14:1. Kanunuuec-
KHe JaHHbIE CKYJHBIE, OJHAKO MOTYT OTMeE-
yaThbCcA 00JIEBON CHUHIAPOM, NUCIEINTUYECKUE
HapyIIeHusd, I0oTepsa Macchl Teaa. OmyxojeBbli
IpoIecec yalle IIOPaykaeT roJIOBKY IOIKeJIy-
TouHOU Kese3bl (B 1/5 cayuaeB). MeTacTassbl
peructpupyiorca B 17 % ciayuaes, ualie BCero
B II€eYeHHU, OJHAKO MOTYT HOPaskaTh Jerkue,
JKeJNYIOK, KUIIeUHUK, CeJe3eHKy, JuMdaTu-
YeCKUe y3JIbI.
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T'ucrosmoruueckue 0COOEHHOCTU OIIYXOJMU:
BCTPEUAIOTCSH COJUAHBIC BKJIIOUEHUS, IIJIOTHEIE
AIUTENUAJbHBIE B3JIEeMEHTHI, OTTPaHUYEHHBIE
CTPOMAaJIbHOUN TKaHBIO, MOJKET OBITHL IIpPeCcTaB-
JleHa Me3eHXUMaJibHadA TKaHb ¢ POKAJIBLHBIM 00-
pasoBaHUeM XpAIlla. IMMyHOTHCTOJIOTUYECKUE
0CO0EHHOCTH: BCTpeUaloTCA alliHAPHBIE, DHJIO-
KPUHHBIE U TPOTOYHBIE ACCOIMAIINN.

OKoHUATEJbHBINA JUATHO3 MOKHO YCTAHOBUTH
TOJIBKO IIOCJIe TPOBEJeHUA TUCTOJIOTUUECKOTO
uccjenoBaHuA. [[MarHOCTUYECKUM KpUTEepUeM
OIyXOJIN SABJAETCA HaJUUNe CKBAMO3HBIX KOP-
MycKyJ (demryiuaThlX YaCTUIL), KJIETOK C OIITH-
YeCKU MIPO3PAYHBIMU AJpaMu, 00TaThIX 6MOTHU-
HOoM. Hawmbosiee TpyaHo nuddepeHIMaIbHBIN
IUarHo3 IPOBOJUTH MEKAY alliHaPHOKJIETOU-
HOM KapIUHOMOI 1 ITaHKpeaTobJacToMoIi, 0co-
O0eHHO y HeTeli. Y CTaHOBJIEHUIO IPAaBUJIBHOTO -
arHo3a maHKpeaTo0JacTOMBI ITOMOTAeT HAJIUYue
B IIpelapaTe CKBaMO3HBIX KOPHYCKYJ WJIU Ta-
KHUX TeTePOTEeHHBIX 9JIEMEHTOB, KaK XPAIII.

B nuarsocTuKe 3a00JieBaHUA U AJIA YTOUHE-
HUS IPOTHO3a BEAYIIYIO POJIb OTBOAAT OIpee-
JIEHUIO O-(DeTOMPOTENHA B CBIBOPOTKE KPOBH.

C nesibio co3aHus 60J€ee UeTKOTO aJIToOPUTMa
BeJleHUs OOJILHBIX C IIOJO3PEeHUEM Ha 3JI0Kauec-
TBEHHYIO OTIYXO0JIb MOKEJTYJOUHON JKeJIe3hl pe-
KoMmeHuayioT npuMenenne TMAB-o6pasoBanusa
C TOCJEAYIONUM IIUTOJIOTUUECKUM HCCJIeL0Ba-
HUeM ITyHKTaTa. [loJayueHbl IepBbie 00HAIEK -
BaIOII[ME Pe3yIbTaThl.

JauHuble TUTEPATYPHI CBUAETEIBCTBYIOT, UTO
maHKpeaTobJacToOMa IIPU BO3MOKHOCTU XUPYP-
TMYEeCcKOT0 JIeUeHUs ABJAETCA KypadeabHOI
omyxoJbio. Ee mosHasa pe3eKIua ABIAETCA Me-
TomoM BbIOOpA. IIOCKOIBKY OKOHYATEIBHO POJIb
XUMUO- ¥ PafUOTepaIuy He olpeeieHa, Ha ce-
TONHAIIHUY IeHb B JIEUEHUU TTaHKPeaTobJIacTo-
MBI UCTIOJIBL3YIOT U TOT, ¥ APYTOI MeTOA. X UMUO-
Tepanuio TPUMEHSIOT IPU Hepe3eKTabde IbHbBIX
ONMYyXOJAX O OIEePaTUBHOTO BMEIIATEJIhCTBA
C IIeJIBI0 YMEHbIIeHU A 00'beMa OIIyX0JIEBOTO 0Ua-
ra, TeM caMbIM IIPeAONpeneaas BO3BMOKHOCTD
IJA TajJbHeMNIIero Xupypruuyeckoro JeUeHus.
IIpu Hea(hexTUBHON pe3eKIIUY ONIYXO0JIU ITOKAa-
3aHO IIOCJIeOIePaIMOHHOEe 00JIyUeHeE.

IIporHoO3: pUCK peruuBa mocJie onepaTuBHO-
r'o JIeueHUA TaHKPeaTo0JIacCTOMBI BEJINK, OTHAKO
IIPOTHO3 JIyYIlle, YeM IIPU KapIlmHOMAaX IOIKe-
JIYTOYHOI »KeJie3bl ¥ B3POCJBIX.

Huxe MbI pUBOUM KJIUHUYECKOE HAOTIIO -
HUe cJjydasa IMaHKpeaTobJiacTOMBI y pebeHKaA,
POKJIEHHOTO OT 00JIYUYeHHBIX POJUTEIEH U IPO-
JKMBAIOIEro Ha PaJUOaKTUBHO 3arpsA3HEHHO
TEPPUTOPUHA.

HUcmopusa 6one3nu 6oavHoil H.

HeBouka pogusach 5 utouna 2000 r. u mocro-
SAHHO IIpoKuBaeT B I'. HoBomockoBcK Tysnbckoit
ob6snactu. HaceseHHBIA TYHKT OTHOCUTCH K 9KO-
JIOTUUYEeCKU HeOJIaromoJyUHBIM PalioHAM — Tep-

puTOpHUH, 3arPA3HEHHON paJUOHYKJINIaMU B pPe-
3yabTaTe aBapuu Ha YepHoObIIbCKOI AIJC
(HA3C) c ypoBHeM 3arps3HEHUSA IIOUYBBI IIO
137Cs — 5 Ku/kM2. PoguTresiu 1eBOUYKY POIUINCH
¥ TIOCTOAHHO IPOKUBAIOT B JAHHOM HACEJIEHHOM
nyHkTe. Ha momeHT aBapuu Ha HAOSC marepu
pebeuka 66170 9 JeT, oty — 8. Cpeausas morJo-
IIeHHAad J03a Paaroiofa MUTOBUIHOM sKeae30H
y o6oux cocrasuia 8 mI'p. IIpodpurakTukra mpe-
mapaTaMu CTaOMJIBHOTO Hoaa B HOMHBIN MePUO
1986 r. umM He IPOBOAMIIACE.

W3 anamMHe3a ©3BECTHO, UTO PeOEHOK OT MOJIO-
IbIX, 3IOPOBBIX DPOAUTEJIel, He COCTOAIIUX
B O6amskopojacTBeHHOM Opake. HaciencrseH-
HOCTh OTATOINeHa 3a00JIeBAHUAMU KeJyI0U-
HO-KUIIIEUHOTO TPaKTa: MaHKpPeaTuT — y OTIa,
racTputr — y 6a0yIIKu 110 JUHUU MaTepu; cep-
JIeUHO-COCYAUCTOM MaTOJOTuel — aprepuab-
Has TUNepTeHsud y 6abylinek o JUHUHU OTIia
u maTepu. OHKOJIOTHYeCKas MaToJOTUA B POJOC-
JIOBHOII He MPOCJIEIKUBACTC.

IleBouKa OT epPBOi GepeMEeHHOCTH, TPOTEKAaB-
11eii ¢ recTo30M Ha (DOHe aHEeMUU, TueJoHepPuTa,
kKoabnuta. Ha 16-it u 32-i1 HemensiX oTMeuUeHa yr-
posa mpepbIBaHua GepeMeHHOCTH. Pobl CpOUHbIe
co ¢J1aboCThI0 POLOBOM meATesbHOCTH. [IpoBOAH-
Jlach MeUKaMeHTOo3Has cTuMyJisaus. Macca resa
npu poxkaenun — 3750 r, poct — 52 cm. Achuk-
cud B pogax. [IpoBoaminch peaHuMAI[MOHHbIE Me-
pomnpusiTus. [lepro HOBOPOKAEHHOCTH OCJIOMKHEH
IIPABOCTOPOHHUM TI'HONHBIM KOHBIOHKTHUBUTOM.
B reuenue mepBoro MecsIa »KU3HY AeBOUYKA IIepe-
BeJleHa Ha UCKYCCTBEHHOe BCKapMJinBaHue. B dpu-
3UUYECKOM M HEPBHO-IICUXNUYECKOM PA3BUTUU OT
CBEPCTHUKOB He oTcTaBasia. [IpuBuTa 110 BO3pacTy.
o 1,5 neT 3aperucTpupPOBaHBI UaCThIE OCTPHIE Pe-
CIIPaTOPHbIE 3a00JIEBAHNS, OTMEUEHbI PEIIU B -
pYIOIIie OTUTHI, II0 IIOBOLY KOTOPBIX IIPOBOAUJIACE
auTubaKTepUaSbHAA TePATIU.

C 6-MmecsauHOro Bo3pacTa y pebeHKa IMOSIBU-
JIach CKJIOHHOCTD K 3amopam (CaMOoCTOATeIbHBIHN
CTYJI OTCYTCTBOBAJ 3 nHA u 6oJjiee), B CTyJie OT-
MeuaJIoCh HaJnure MaTOJOTUUECKUX MpuMecei
B BUIE CIU3U, IPOKUIOK KPOBU, MOIABUIUCH
0o0MJIbHBIE CPBITMBAHUS MPAKTUUYECKH IIOCTe
KasKkJ0ro mpreMa IuIlu, pBoTel. C 9TOr0 3Ke Bpe-
MeHM MaMa JeBOUKU 3aMeTuJja MOABUBIIYIOCS
CYXOCTb W IIeJYIeHNe KOMKHBIX IOKPOBOB.
Ilo mecTy KuUTeJIbCTBA COCTOSIHYUE OBLIO paciie-
HEHO KaK CYOKOMIIEHCUPOBAHHBIN AUCOaAKTEPH-
03 KUIITeYHUKA, 110 TTOBOAY KOTOPOIr'o HaszHaya-
auch ouompemnaparsi: 6akTepuodar, ouhumLym-
OakTepuH, xuiaak-popre, JauHeKc. JleBouKa
moJjyuaJsa Takske epMeHTHI (Me3uM, BOOIH3UM).
AddeKT oT JeueHnd ObLI He3HAUNUTEIbHBIM. sHa-
JIOOBI COXPAHSAIUCH.

Ilo mecTy KuUTeJbCTBA B Bo3pacTe 3 JieT pe-
0eHKY BIlepBble OBIJIO TPOBEEeHO YIbTPa3BYKO-
BOE MCCJIeI0BaHMe OPIOIITHOM MOJIOCTH. B mpoek-
MUY KeJyaAKa U KUITeYHUKA OJIMKe K IMeueHu
BpadY yJIbBTPa3BYKOBOU MUATHOCTUKY IIPEIIOJIO-
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JKUJI HaJIUUKe IIOJIOCTHOTO 00pa3soBaHUA JuUaMe-
TpoMm 4,4 x 3,5 ¢M ¢ UETKOI Ir'MIIepsXOTreHHOo
KaIlCyJION U IeperopoaKoil BHyTpu o6pas3oBa-
Hus. VIM BBICKA3aHO IPEAIIOJI0MKe e O HaJIUINI
BPOKJEHHON IaTOJOINY KUINeUHNKA U IIPEJIO-
JKEHO MCKJIIOUUTH araHrJjino3 TOJICTOM KUIIKH,
IUBEPTUKYJIbI, JOJINXOKOJIOH C IIOBOPOTOM KH-
mevyHukKa. IIpu MoBTOPHOM yJIBTPA3BYKOBOM HC-
CJIeJOBAHNM, BHIIIOJHEHHOM UYepes I'ofl, 3Xorpa-
(hrmueckas KapTUHA IIOBTOPAJIA MPEALIAYIIIYIO.
B Teuenue roga pasmepsl 00pasoBaHUS OCTABA-
auch npexuumu. Ilo HacTOATEIBLHON IPOCLOE
MEeIUIIMHCKUX PAa0OTHUKOB JOKYMEHTHI pebeH-
Ka ObLIM HAaIpaBjeHbl B [[eTCKU HAYyYHO-IIPAK-
TUYECKUH IEHTP IPOTUBOPASUAIIMOHHON 3aIIH-
Tbl (MockoBckuit HUW meguatpum m AeTCKOI
xupypruu Pocsapasa). B utone 2004 r. pebeHOK
IMOCTYIUJ B OTAEJEeHUE PaIUAIlIOHHOI0 PHUCKA
MockoBckoro HUU nenuatpum u JeTCKON XU-
pyprum PocsapaBa s yTOUHEHHUS JUATHO3a
¥ OIIPEeeJIeHUs TAKTUKY BeJeHnsd.

IIpu mocTymieHny MaMa IIPeNbABJIAIA ¥KAJIO-
ObI HA HEYCTOMUYMBLINA XapaKTep CcTyJia y pebeHKa
(uepegoBaHUE 3aTIOPOB C SIIM30JaMU PA3KUKEH-
HOTO CTyJIa), HAaJIuune B KaJjie IIPOKUIOK KPOBU
¥ CJIM3Y, YACTYIO PBOTY IIPU O0MJIBHOM IIUTHE (pe-
0EHOK He yAepKUBaJI JKUIAKOCTh 00beMoM 200 M
u 0oJiee) U He3HAUUTEJILHOM IIepeeJaHum, OT-
PBIKKY, U3XKOT'y, METeOPU3M, 0OJIb B JIEBOI IIO-
JoBuHe KuBoTa. O6IIee cocTodHNe pebeHKa ObI-
JIO pacIlieHeHO KaK cpelHell TAMKeCTH 3a CUeT OcC-
HOBHOTrO 3ab6ojeBaHusi. JleBoUKa MPaBUILHOTO
TeJIOCTOKeHUuA, PU3NUECKOe Pa3BUTHE cpeaHee,
rapMoHuuHoe. Macca Tena — 15,5 Kr, poct —
100 c™m, coorBeTcTBYyIOT 50 1euTHI0. KOoXKHBIE
MIOKPOBBI YHCTHIE, OaeqHbIe. [lepudepuuecKue
JuM@paTuUecKre y3JIbl He yBeJndYeHbl. B jerkux
BE3UKYJIAPHOE IbIXaHWe, XpunoB HeT. ToHBI
cepaiia 3Byunble, purmuunbie, YCC 94 yua. /MuH.
JKuBOT MATKMIA, JOCTYIEH INIyOOKOM ITAJIbIAIN
BO BCeX OTJejax, 0esbosiesHenHblii. I[leuens, ce-
JIe3eHKa He MaJbIUPYIOTCa. J{omoJHuTe IbHEIE,
00'beMHEIe 00pPa30BaHUS He BBIABJISIOTCA.

IIpu oGcaemoBaHuy: KJIMHMYECKUH aHaAIN3
KPOBU M OOIIHNI aHAJIN3 MOUM — 0e3 IATOJIOTHH.
B OmoxuMMruecKoOM aHAIN3€e KPOBU OTMEUEHO II0-
BBIIIIEHE aKTUBHOCTH IT[JI0UHOM (pochaTassbl 10
800 ME/n, ACT — mo 42 ME/xa. IIpoune mokasa-
TeJIM HAaXOQUJINCh B Ipefeaax HOpMbI. I'pymma
KpoBu — 0(I), Rh momoxuTenbubiii. AHaIu3bI
kpoBu ma BUY, RW, HbsAg, HCV — orpurna-
TesbHBIE. [IpU KOIPOJIOTHUECKOM HCCIeOBAHII
00HAPYIKEeHbI COeNUHNTEIbHAS TKAHb, I3MEHEH-
Hble, eIMHUYHbIE MBIIIEUHLIe BOJOKHA. Heii-
TPAJIBbHBIN JKUP, JKUPHbIE KUCJIOTHI, MbLJIA OTCYT-
crBoBasiu. KieTuaTka mepeBapeHHas1, BHEKJIETOU-
HBII KpaxmaJ — He0OJBIIOe KOJUUYECTBO.
ITaTosornueckux mpumecell B BULE CIN3U, I'HOS
He oOHapYy:KeHOo, JerKoruTsl — 0—0—1 B moJte 3pe-
Husd. IIpocreiimiue, giilla IJINCTOB He 00HapYyKe-
Hbl. Peakiiysa Kajia Ha CKPBITYIO KPOBb — OTPHUILA-
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TenbHadA. [Ipu nccaemoBanmu Kaja Ha qJucOaKTe-
pros 6bLI oOHapy:KeH aucbarkTepuos I cremenu
3a CUeT CHUKEHUS COJepPsKaHusA KUIIEeUHON Ia-
JIOUKU U O0udumobakTepuii, OTCyTCTBOBAJIU JIaK-
TobakTepuu. IIpoBenenue 330(aroayo1eHOCKO-
nUU MOKasasio Hajnuume peduriokc-s3odaruTa I
CTEIIeHY ¢ 9PO3ueii nuIeBoaa. aa uCKIoueHns
BPOJKIEHHON IIATOJOIMH KUIIEYHNKA ObLIA IIPO-
BeJleHa KOJIOHOCKOIINS, B3AT OMOICUINHBIA MaTe-
puaJ 13 CUTMOBUAHOM KHUIIIKY JJIS MUKPOCKOIIL-
YecKoro uccaenoBanus. 1o JaHHBIM KOJIOHOCKO-
oy u  pesyabTaraM  MOP(OJIOrHUECKOT0
WCCJIeTOBAHUSA IATOJIOTUU HE BBIABJIEHO.

V3U BHYTpPEeHHUX OPraHoOB (3aKJIOUeHUeE):
o0'beMHOe 00pa3oBaHUe, HAXOAAIIeeCA BUIUMO
B OproIrHO# mmoJioctu (puc. 1).

ITo maHHBIM KOMIIBIOTEPHOM TOMOrpa)uuU op-
raHOB OPIOIIHO IIOJIOCTH C KOHTPACTHBIM yCHJIE-
HEUEM 5% -HBIM yporpa)mHOM per 0S ObLIO Ipej-
MMOJIOKEeHO HaTnyue y pebeHKa JUBEePTUKYJIa IBe-
HagaTtumnepctTuoi Kuinku (puc. 2, 3). Ilocie
KOHCYJIBTAIUY XUPYPra ¢ IoA03peHreM Ha BPOXK-
JIEHHBIH IIOPOK PA3BUTUS KeJIYIOUHO-KHIIIEUHOI'0
TpakTa (yABOEHIEe IBeHaIIIaTUIIePCTHOM KUIITKHN)
JIIeBOUKA ObLiIa MOCHUTAJIN3NPOBAHA B 1-e Xupyp-
ruueckoe oraenenue IKB Ne 9 um. Criepanckoro,
rae 16.08.2004 r. BeITOSTHEHA Omepalus B 00b-
eMe cpequHHOM JanaporomMmuu. [Ipu pesusuu 00-
Hapy:KeHa OIlyXO0Jb, paclmoJjiaraBiiasacsa 3abpio-
mrHHO. IIpu BeIZE/JIeHNY OIIYXO0JIH YCTAHOBJIEHO,
YTO OHA UCXOAUT U3 TKAHU IOKeJTyI0UHOH Ke-
sespl. OIyx0Jib HaX0oquJJiach B COOCTBEHHOM Kall-
cyJe u Oblja ynajieHa BMeCTe C Helo B IIpeaesiax
3I0POBOM TKAaHU, IPU PEBU3UN MHTPAIIEPUTOHE-
aJbHBIX MeTacTa30B O0HApPY:KeHo He ObLI0. I'uc-
TOJIOTUYECKHE IpenapaThl KOHCYJbTHUPOBAHBI
B HUUM OOI' 'Y POHIIL um. H. H. Bnoxuna
PAMH. 3ak/rouenue rucToJIora: B TOTOBBIX IIpe-
mapaTax ¥ mpemnaparax ¢ 6JJ0KOB UMEIOTCS CPe3bl
(bparMeHTOB 3JI0KAYECTBEHHOMN OIIyXO0JIU, II0-BHU-
IUMOMY HAXOIAIIeNCcsa B TOJICTON (pubGpo3HOii
Kallcyjie ¢ MHOXECTBEHHBLIMU KaJbIMHATAMU

>

!
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Puc. 1. Y3U opraHoB OPIOIIHOM ITOJOCTH
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Bhrea Tavsaay H
4 07 28-00 42:31-DST-1.3 1221107 5.89.1.20078

OIAGMOSTIC CENTER
Smeie

VAZD
HFS

Puc. 4. Tosncras pudbposHas Kalcyaa OIyXo-
au. OKpacka reMaTOKCUJINHOM 1 903UHOM. Y Be-
anudenue X 10

Puc. 2. KomnbpioTepHasd ToMorpaMMa OPraHOB
OPIOIITHOM ITOJIOCTH

Puc. 5. Conunubie 1 alfuHapHbIe CTPYKTYPHI
B onmyxouu. OKpacka reMaTOKCUJIUHOM U S03U-
HOM. YBeauuenue X 20

Puc. 3. KomnbioTepHasa ToMorpaMMa OPraHOB
OPIOIITHOM ITOJIOCTH

B mocJuienmeii. OnyxoJib mpeacTaBieHa yJyacTKa-
MU COJIUAHO-aJbBEOJIAPHOTO CTPOSHUS U3 MeJ-
KUX OMHOTUIHBIX SITUTEINATbHBIX KJIETOK, (hOp-
MUDPYIOIIAX PO3ETKOIMOA00HbIEe U TYOyJIsIpHBIE Puc. 6. ILiocKosmuTeINAIbHBIE  KOPIIYCKY-
CTPYKTYpHI (puc. 4, 5). B coequuuTeIbHOTKAH- JbI B onyxoau. OKpacKa reMaTOKCUJIHNHOM U
HBIX IIePEeropoaKax, MeJAINX OMyX0Jb HA [0Jb- 903UHOM. ¥YBeaunuenue X 40
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KU, BUJAHEBI 3alI0JTHEeHHbIe KPOBHIO CUHYCOUIHOTO
TUIa cocynbl. BeipakeHbl HEKpo3bl. OOpaIamoT
Ha ce0a BHUMaHUE YYaCTKU IJIOCKOKJIETOUHOI
IuddepeHIIuPOBKY — ILIOCKOKJIETOUHBIE KOPITY-
ckyJbl (puc. 6). B tum@parnuyecKux Ieardx —
MHOJKECTBEHHBIE OITyXO0JIeBbIe 9MOOJbI. 3aKJIIO-
YyeHUe: IaHKpeaTodgacToMa.

Jl1st okOHYATEeIbHOM Bepu(pUKAI[uU JuarHosa
U OIlpeJieIeHNsA JaJIbHENIell TaKTUKY BeJeHUs
6oapHasa Hanpasiena B HUU [IOT' I'Y POHII um.
H. H. Baoxuna PAMH. Ilpu mocryniaenun ae-
BOYKHU B KJIMHUKY 0OIIlee COCTOAHNE PacCIleHEeHO
Kak cTtabuabpHoe. 'mcTojsiornuecKkue mpemnapaThl
KOHCYJIbTHUPOBAHLI IOBTOPHO, I'CTOJOTNUYECK U
IMarHo3 IoATBep K aAeH. [Ipu naapnanuy opraHoB
OPIOIITHOM IIOJIOCTH JOTOJHUTEIbLHBIX 00 beMHBIX
HOBOOOpa3oBaHuii He BLIABJEHO. [Ipu mpoBeme-
HUY KOMILJIEKCHOTO UCCJIeJOBAHNA, BKJIIOUABIIIE-
ro Y3U BayTpeHHUX opranoB, KT opraunos Gprorii-
HOI1 IT0JIOCTH, 3a0PIOIIIMHEOTO IPOCTPAHCTBA, Ma-
JIOTO Tasa, peHTreHorpaduio TPyJHON KJIETKH,
MATOJIOTUH He BLIABJICHO. AHTHOrpa)uuecKoe mc-
cJieJJoBaHMe TaKsKe IOATBEPAUJIO OTCYTCTBHE Ta-
TOJIOTUYECKUX OTKJIOHEHUIA.

Copep:xanue APII (a-deronporenHa) B Chi-
BOPOTKE KPOBU CIYCTA MECHAI] IIOCJIe OTIePaTHUB-
HOTO BMeIlIaTeabcTBa cocraBuiyo 1,2 ME/wmui,
uTo He npeBbiiaao HopMsel (0—15 ME/m).

ITocie KoMIIIEKCHOTO 0OCJIEJOBAHUS U TIPO-
BEeJIeHHOTO KOHCHUJINYMAa C yUYacTHEeM BeIyIUX
cuernuaauctos I'Y POHII um. H. H. Biroxuna
PAMH, neTckux u B3pOCIBbIX OHKOJIOTOB, 3aHU-
MaOIIUXCA BOIPOCAMU OIYX0JIel ITeUeHU U I0/I-
JKeJIYIOUHOI KeJie3dbl, YUUTHIBAsI OTCYTCTBUE
ITaHHBIX 34 PEIIUINB 1 METACTA3bI OITyXO0JIH, IIPU-
HATO pellleHure: HA JAHHOM dTalle JeUeHUS BhI-
nucaTh NaIeHTKY AOMOI IIoJ TMHAMHUUYEeCcKoe
HaOJI0leHNEe ¢ PEKOMEeHJaIel e;KeMeCcAUHOTO
KOHTPOJILHOTO 00CJIeI0OBAHUA B YCJIOBUAX OHKO-
JIOTUYECKOH KJIMHUKY ¢ TpoBenenneM Y 31 BHY-
TPEHHUX OPTaHOB, peHTreHorpaduu rpygHOIH
KJIeTKH, onipeneseHueM ypoua ADPII. [{o macro-
AIero BpeMeHU y 00JbHOIM JaHHBIX 34 PEeI[UIUB
3aboseBanusa Hetr. KaTamues cocTaBua 8 mec.

Takum o6pasomM, Ha OCHOBAHUMU KaJ00, JaH-
HBIX aHAMHe3a, KJINHUKO-JIa00paTOPHOrO U UH-
CTPYMEHTaJbHOTO MCCJeJOBAaHUA, C YIETOM pe-
3yJbLTATOB XUPYPTrUUECKOT0 JeUeHUsI U JaHHBIX
THUCTOJIOTUUYECKOTO UCCJIEOBAHUS YAAJIEHHOTO
00'beMHOTO 00pa30BaHUA YCTAHOBJEH NUArHO3:
maHKpeaTobJiacToOMa TeJjia M XBOCTA MO MKeJIY I0U-
HOTi jKeJie3bl (COCTOSHUE TT0CJIe XUPYPTUUECKOTO
neveHnsa). COmyTCTBYIOIIUHA UATHOS: TaCTPOA30-
(daranbpHas pedaokcHasd 60J1e3HDb, TO3UTUBHBIH
BapuaHT. Pedtokc-s3oparut I crernenu. XpoHu-
YyecKuil 3amop.

YuuTbiBasg HaJnW4YMWe TOIOJHUTEILHOTO 00pa-
30BaHud, fudepeHnnaIbHbIN IUAaTHO3 IIPOBO-
IUJIY C ABYMS OCHOBHBIMU I'pynnamu 3abojeBa-
HU: BPOXKIEHHON MaTOJOTUEH KeJIyTOUHO-KH-
IIeYHOTO TPAKTA U OIIyXOJISIMU.
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Uckmrouanaacs 6oses3us ['upimnpynra. Bojes-
HbI0 ['MpHIIpyHra cTpagamT yalne MaJbUUKHU.
Bepymum cuMmnTomoM 3a00JieBaHUA SABJIAETCH
OTCYTCTBUE CAMOCTOATEJNBLHOTO CTYJa, IIPporpec-
cupymliee ¢ BospacToM. Kak npasujo, c BBeJe-
HUEeM IPUKOPMAa WJIU IePeBO oM pebeHKa Ha uc-
KYCCTBEHHOE BCKapMJIMBAHUE CTYJ yAaeTcA II0-
JIYYUTH TOJBKO IIOCJIE OUUCTUTETbHON KJIN3MBI,
yacTto cudoHHOI. [TocTenneHnHAasA AEeKOMITIEHCAIIA
3a00J1€BaHUA IPUBOIUT K XPOHUYECKON 3aIePiK-
Ke KaJja, GOpMUPOBAHUIO XapaKTePHOT'0 BHEIII-
Hero Buaa 60JBHOTO: M3-3a2 BHICOKOTO CTOAHUSA
nuadparMel IpyaHaa KJeTKa npuobperaer 604-
Koo0OpasHyio ¢hopMy, JKUBOT 3HAUUTEJIHHO yBe-
JUYUBaeTCA B pasMepax, OpIOITHAs CTeHKa
WCTOHYAETC, QOPMUPYETCA «JIATYIIAUUN K-
BOT». C BO3pacToM HapacTaioT ABJIEHUA XPOHU-
YeCKOM KaJIOBOW MHTOKCUKAI[UU: HAPYIIAeTCA
o0111ee coCcTOAHUE, IETU OTCTAIOT B GU3UUECKOM
pasBUTHUU, PA3BUBAIOTCS TUIIOTPOPUS, aHEMUS,
qucOaKTeprno3 KUIMEUHUKAa, CTPAJgaT o0MeH
U QYHKIIUY TIeYeHHU.

OTcyTcTBUE CTOMKOTO XPOHUYECKOT0 3a1opa,
MPUBHAKOB JAeKOoMIeHcanuu 3aboieBaHUA, Xa-
pPaxKTepHOTO BHEIITHEro Bujaa 00JbHOI, a IJiaB-
HOE, OTCYTCTBUE ITaTOJOTUUYECKUX IPUBHAKOB 10
JTaHHBIM KOJIOHOCKOIIMY U pe3yJbTaTaM MopQo-
JIOTUYECKOTO MCCJEeJOBAHUSA CTEHKU TOJICTOTO
KHUIITeYHUKa OKOHYATEJhHO OIPOBEPTJIU Jua-
THO3 araHTJIn03a KUIIeUHUKA.

Wckirouanuch BPpoKIeHHOE VIJINHEHNE U Pac-
MIUpPeHne TOJCTOH KUIITKU. JTa IPyIa 3aboJe-
BaHUU TaKiKe COIMPOBOKIAETCA XPOHUUECKUM
3amopoM, HO, KaK IPaBUJIO, CTapT 3a00JIeBaHUA
0osiee mo3gHUI ¢ 2—3-JI€THETO BO3pacTa, Iepu-
OIMUYECKU OTMEYaeTCs CaMOCTOATEJIbHBINA CTY.JI
mocJie U3MeHeHus AueThl. PaHHee HavaJso 3a60-
JieBaHUA, HaJau4yne 60JIeBOTO CUHAPOMA, JUCIIEI-
TUYECKUX TPOABJIEHUN, CIenuPUIECKON YIbT-
PasBYKOBOII KapTUHBI U Pe3yJIbTaThl OIIePATUB-
HOTO BMeEIIaTeJbCTBA IIOMOTJIHA HCKJIIUYUTH
JarHO3 BPOMKIEHHOTO PACIIUPEHUS U YAJUHe-
HUA TOJICTOU KUIIKMU.

AuBepTUKYJI OABEHAAIIATUIEPCTHON KUIIKU
OBbLJI 3aII003PEH Y MEeBOYKM HAa OCHOBAHWU HAJIU-
unsa 60JI€BOTO CUHIPOMA, AUCTIEITUYECKUX ITPOSB-
Jgennii, pesyabratoB KT :KkuBoTa, 0JHAKO pe3yJib-
tatel A['JIC 1 nHTpaonepamoHHbIe JaHHBIE TIOJI-
HOCTBIO OTIPOBEPTJIN IIPEAIIOIaraeMbIil TUAaTHO3.

Wckaoyanrch KUCTHI MOAMKEIYT0OUHOI JKeJie-
3pl. Kucra momKeryJouHoMi sKejae3bl — peaKas
maToJIOTUA y AeTeii. KuCThI oKeTyI0UHOI JKe-
Jie3bl OBIBAIOT UCTUHHBIMU BPOKAEHHBIMU, Pe-
TEHI[MOHHBIMY (BCJIEACTBUE 3aKYIIOPKY IIPOTOKA
MOIPKeJIyJOUHOM JKeJse3bl), TAKKe PasandarT
IICEeBIOKUCTHI (CJAEACTBUE TPABMBI) 1 KUCTO3HBIE
HOBOOOpasoBaHuA. KnuHUUYecKUe NPOABIEHUA
KHCTHI 3aBUCAT OT JIOKAJU3AIUU U XapaKTepa
claBJIeHUS BHYTPEeHHUX opraHos. lanubie Y3U,
IIPOBEZEHHOTO B KJIMHUKE UHCTUTYTA, C 00JIBIION
JToJIel BePOATHOCTHY UCKJIIOUAJIY JUATHO3 KUCTHI
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y pebeHKa, OJHAKO OKOHUATEJbHO AUAarHO3 OT-
BEPTHYT B XOJie XUPYPTrUUECKOTO JIeUeHU .

Wckaouasachk HelipobsiacToMa — OIYyXOJb,
poucXonAIiasd u3 SMOPUOHAJBbHBIX 3aUaTKOB
HEePBHBIX TaHTJINEB nepudepruyecKoil HepBHO
cucteMbl. OnyxoJib ObLIA BKJIIOUeHA B gudde-
PEeHIIMAaJbHO-TNATrHOCTUYECKUN pPAL IIpesKie
BCErO IIOTOMY, UTO M3 BCE€X ONYXOJel MMeHHO
IaA Hee HaumboJiee XxapaKTepHA JIOKAJIU3aIluA
B BepXHEH TPeTHu KUBOTA, 3a0PIOIUHHO, T. €.
JIOKaJIusaIud, KoTopad u Obljia y HabJIogaeMoi
IeBouKu. Kpome TOTO, IO YacTOTE BCTPEUAEMO-
CTU cpeau 3JI0KaueCTBEHHBIX OIIyXoJiell y neTeit
B Bo3pacTe 10 5 JieT HelpobjacToMa 3aHUMAET
OIHO 13 MEPBBIX MECT B CTPYKTYPE 3JTOKAYECT-
BEHHBIX HOBOOOpAa3oBaHUIl y AeTell JaHHOMN BO3-
pacTHOMU IPyNIIbI.

KavHnyecKkue IPOABIEHUSA OMYXOJU CKY/I-
vble. [logo3peHue Ha 3a0ojieBaHE MOJKET BO3-
HUKHYTH IOCJIe IPOBEJIEeHUS YJIbTPa3BYKOBOTO
CKPUHUHTA OPIOITHOM moJocTu. TpaguiinoHHO
Helpo6JIacTOMy MCKJIIOYAIOT HA OCHOBAHUU OT-
pUIlaTeJbHBIX PE3YyJIbTAaTOB IIPU MIPOBEIEHUY Pa-
IMOU30TOIIHOTO MCCJIENOBaHUA C pagmodapMm-
npenapatom MBG. B mHamiem ciaydyae quartos
Helpo6acTOMBbI OBLJI OTBEPTHYT Ha OCHOBAHUU
UHTPAOIEPAI[MOHHBIX JAHHBIX U PEe3yJIbTAaTOB
THCTOJIOTUYECKOTO 00C/IeTOBaHU .

Wckarouanuck MeTacTassl HauboJee arpec-
CUBHBIX U YaCTO BCTPEUAEMbIX OIIyXO0JIeil — He-
(pobracToMbl, HEHPOOHJIACTOMEI, FeIIaTo0JIaCcTO-
Mmbl. KoMmIiiekcHoe o6ciiefoBaHue pebOeHKA
B IIPeJi- U IIOCJIEOTIePAIlMOHHOM IIepUoax, UHT-
paonepanuoHHbIe JaHHbIE U Pe3yJIbTaThl TUCTO-
JIOTUYECKOTO UCCJIEIOBAHUSA ITO3BOJIUIU UCKJIIO-
YUTH HAJUUNE METACTA30B IePeUNCIeHHBIX BbI-
II1e u JPYyTruX OnyxoJjeii y pebeHKa.

IIpu BOBHelicTBMU MaJbIX A03 pajgualliiu Ha
KJIETKY 0CO0OTO BHUMAaHUS 3aCJIyKNBaeT pa3sBU-
THe TaKOI'0 IIUTOTeHeTUYeCcKoro sa(ppekrra, Kak
reHOMHasA HecTabMJIbHOCTh. PafnannoHHO-1H-
IyIlUPOBaHHAA TreHOMHAaA HecTaOUJIbHOCTh, MO-
JKeT paccMaTpUBAThCA KaK SHAOTEHHBIN (dak-
TOP, CHOCOOHBII UBMEHUTh U HAPYIIIUTH TeHeTH-
YeCKUH KOHTPOJIb HOPMAaJbHO MPOTEKAIIIUX
IIPOIECCOB B OPraHU3Me U 00yCJI0BJIUBATH OSAB-
JIeHUWe U pa3pacTaHue KJIOHA KJIETOK C OIyXoJie-
BBIM I'eHO- U (peHoTHUIIOM. IIOBBIIIIeHIE YACTOTEI
XPOMOCOMHBIX abeppanuili HaJ CIOHTAHHBIM
YPOBHEM paccMaTpuBaeTcA KaK IPU3HAK HecTa-
OMJILHOCTH I'eHOMa, HaJnuue abepparuii XpoMo-
COMHOTO U/UJIV XPOMaTUIHOTO BUa OIIPeaeIs-
eT IPUPOy MyTareHa, a HaJuuUne CTORNKUX XPO-
MOCOMHBIX  abeppamuii  CBUIETEJILCTBYET
0 BBIPAKEHHOCTU (AKTUBHOCTH) MYTAI[UOHHOTO
mporecca. Haimnume HeCTOMKUX XPOMOCOMHBIX
abepparuii, Takux KaKk JUIEHTPUKYU U KOJbIIA,
CBUJIETEJIBCTBYET O PaINallMOHHON MIPUPOIE eli-
CTBYIOII[ETO MyTareHa.

Kpome Toro, sKcrnepuMeHTaJIbHBIMU JaHHBI-
MU OKa3aHO, YTO IIOTOMCTBO OT 00JIyUYeHHBIX

poauTesieil sABJAETCS MeHee PE3UCTEHTHBIM
K BO3IEMCTBUIO MyTareHHbIX (PaKTOPOB Pa3JInu-
HOM HPUPOABI, B T. Y. U paguanuoHHoi. Cpenu
HauboJiee BHAUMMBIX KJIUHUUYECKUX d3(PhheKTOoB
caenyeT 0co060 BBIIEIUTH 00J€ee BBICOKU OHKO-
FeHHBIN PUCK Y IIOTOMCTBA O0JIYUE€HHBIX.

NmeHHO 1TO9TOMY PEOEHKY U ero POAUTEIAM
OBLJIO IIPOBELEHO IIUTOreHeTUYECKOe M UMMYHO-
JIOTUUYEeCcKOoe MCCIeloOBaHue.

Kapuotun peGeHKa COOTBETCTBYET KEHCKO-
My (emoTuny. Peryiaspubie MyTanuu He o0HA-
pykeHbl. BLIsABIEHBI CIIOPAAYECK e XPOMATHI-
Hble ()parMeHThl, IIPOOEJIbl, YaCTOTA KOTOPBIX
ObLiIa BBIIIIE HOPMbBI, HOPAYKEHBLI XPOMOCOMBI
rpynn C, A;, E.

IIpy muTOreHeTUUYECKOM MCCJIEJOBAHUU Ha-
n0oJjiee 3HAUNTEIbHBIE N3MEeHEeHN I O0HAPY K eHbI
y ormia. VI3 250 amanusupoBanubiX MeTadas Ko-
JINYeCcTBO abeppaHTHBIX cocTaBuyo 2,4 %, BBI-
SAIBJIEHBI 2 KJETKHN C XPOMOCOMHBIMY IIaPHBIMU
dparmerHTamMu, 1 KjIeTKa ¢ MHOYKECTBEHHLIMU
abeppanuaMmu. PeryadapHbIx MmyTanuii HeT. Ya-
CTOTA MapHBLIX XPOMOCOMHBIX (DPAarMeHTOB CO-
craBuja 0,8 ua 100 kyerok (mopma 0-0,25), nu-
neatpukos — 0,8 (mopma 0—0,05), TpureHTpPHU-
koB — 0,4 (0-0,005), Terpanearpukos — 0,4
(0-0,001), xomerm, — 0,4 (0-0,002), uro 3HaAYUH-
TEJBHO IIPEBLIMIAJI0 IONYJIANUOHHYI HOPMY.
YacroTa paspbeIiBOB XpoMaTug HA 1 KJIETKY CO-
craBuga 0,144, uro TakKe OBIJIO BBIIIIE HOPMEI
(0—-0,015). BeigBiaeHHbIe IIUTOTeHETYECKME HA-
PYILIEHNUS CBUAETEJIbCTBOBAJIN O PAJUAIIOHHOM
BO3JIeiCTBUU Ha OTIla pebeHKa.

YV Mmarepu pefeHKAa IUTOreHEeTUYECKUX HAPY-
IIeHnil, XapaKTePHbIX IJIS BO3JeHCTBUI MOHU-
3UpPYoIel paguanu, He 00HAPYKEHO.

Takum 06pasom, IUTOTeHEeTUYeCK e HapyIie-
HUS Y J€BOUKHU He ABJIAJNCH 3HAYUNMBIMU U COOT-
BETCTBOBAJIU MTONYJIAIMOHHOMY YPOBHIO, OJTHAKO
IUTOTeHeTHYeCKe HaPYIIeHUs Y POAUTEJIeH pe-
Oenka (0coOEHHO y OTIIa) CBUAETEIHCTBOBAJIU
o Hasmuuu 3pPeKTa reHOMHOM HecTabuJIbHOCTH,
B reHe3e KOTOPOoil 6e3yCJI0BHYIO POJIb UTDAJIA UO-
HUBUPYoIada paguanusa. Mbl B3Aau Ha ce0s cMme-
JIOCTh PAaCCMAaTPUBATEL IIUTOTEeHETUUYECKUA 3(-
(eKT reHOMHOII HecTabUIBbHOCTU Y POAUTENEI,
MOABEPTIINXCA O0JyUEeHNIO, KaK (aKTOp PUCKa
OIyX0JIeBOM TpaHCcHOpMAIlU COMATUUYECKUX
KJIETOK Y UX IIOTOMCTRA.

VY Bcex YJIeHOB ceMbU ObIJIO OTMEUEHO CHU-
JKeHue penapanuonHoi aktTuBHocTu JJHK npu
JOMOJHUTEJIBHOM YIbTPa(UOJIETOBOM OBIyUe-
HUU, 0ocoO0eHHO y pebeHka. CIOHTaHHBIN ypO-
BEHb pemapaiuy y poauTeIeil COOTBETCTBOBAJI
BO3PACTHBIM HOPMAaM, TOTJa KaK y JeBOUYKIU OH
OBIJI ITOBBIIIIEH.

AHanus UMMyHOrpaMMbI pebeHKa MOKa3aJl
HaJn4Yre aHOMAaJIUH BCeX 3BeHbeB UMMYHUTETA.
VY IeBOUYKM OTMeUeHa HeJoCTaTOUHOCTh T-3BeHa
MMMYHUTETA 34 CUET CHUKEHUSA OTHOCUTEJIbHO-
T'0 1 a0COJIIOTHOTO YK CJIA ITUTOTOKCUUECKUX KJIe-
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ToK (CD8%), B-3BeHa — 3a cueT CHUKEHUA YUC-
Ja B-mumdonuToB ¢ mogapieHueM QYHKIIAY aH-
TUTEJI000pa30BaHMUA U HU3KOM KOHIleHTpaIluei
IgG u IgA B cBIBOPOTKE KPOBU. ¥ THETEHBI CHUC-
TeMBbI IPOTHUBOOIIYXO0JIEBOI 3aIUTHI: OTMEUYeHbI
cHIUKeHUe OoJiee yueM B 2 pasa II0 CPaBHEHUIO
¢ HUKHel rpanuneil HopMmb! uuciaa NK-KaeTok
(CD56%) u aromuTos. OMHOBPEMEHHO BbISBJIE-
HO yBesinueHUe 0oJjiee yeM B 3 pasa IO cpaBHe-
HUIO C BepXHel rpaHuiell HopMbl KOJIUUECTBA
KJIeTOK ¢ MapKepamu amontosda (CD95%). Orme-
yeHbl MoBwIlIeHue ypoBHs IITUK u ctrumyanposa-
HUe CUCTeMbI NHTeP(epoHa.
OcobeHHOCTH UMMYHOTPaMMbI pebeHKa:
e CHUIKeHNe OTHOCUTEJBLHOr0 1 a0COJIOTHOTO
yucja MUTOTOKcuUecKuX KiaeTok (CD8').
e TToBbIIIeHEe UMMYHOPET'YJIITOPHOTO UHIEKCA.
o Cumxenne NK-kiaerox (CD56+, 6osiee uem
B 2 pasa HUIKe HUKHell IpaHuIlbl HOPMBI).
® YVBesinueHUe YHca KJIETOK C MapKepaMu
amonTtosa (CD95*, 6osee uem B 3 pasa).
e CHu:KeHHte uncyaa B-mumpornuTos (B 2 pasa)
¥ yrHeTeHUe X PYHKIMU, YTO IPOSIBUIOCH
Hu3KuM ypoBHeM I1gG u IgA.
Yraerenue paronuTapHoi QyHKIIAU.
IToBeienHbIii ypoBeusb [ITUK.
CrumyaupoBaHmue cuCTeMbl HHTEepGEpoHa.

AHanus UMMyHOTPaMMBbI OTIIa TOKAa3aJl HaJIu-
yue ceJeKTUBHOM HEJOCTATOYHOCTU I'yMOpPaJb-
HOTO 3BeHAa UMMYHUTETAa, He3aBEPIIIEHHOCTD (a-
TOI[UTO3a ¥ CTUMYJIUPOBaHNeE 3allJIaHUPOBAHHOI
rubesu KJIETOK.

Oco0eHHOCTY UMMYHOTPAMMBI OTIIA:

e JleiikonuTo3 co caBUTrOM (DOPMYJILI BJIE€BO

(Ipu OTCYTCTBUU KJIMHUUECKUX IIPOABJIEHUT

BOCHAJIMUTEJIHLHOTO XapaKTepa).

JImmporuTos.

YBenuueHue ob1ero Konuuectsa T-mumboriu-

TOB.

® YVBesinueHUe YHMCJIa KJIETOK C MapKepaMu
aronTosa.

e 3HAUNTEJIbHOE CHUKEHNE KOHIIEHTPAIluNI
IgG u IgA.

e CHU:KeHNe OTHOCUTEJBHOTO YKcJia (paroiu-

TOB, IeKOMIIEHCAIIUA aKTUBAIuU (haroiuTosa.

IToBeienusrii yposeusb [ITUK.

CTumynupoBaHUE CUCTEMBI MHTeP(dEpoHa.

AHanuz UMMYyHOTPaMMbI MaTEPY BLIABUII He-
ITocTaTouHOCTh T-3BeHAa MMMYHUTETaA 3a CUET
CHUKEHUA CyIIPEeCCOPHOTO ITOTEeHINAIa, YMEHb-
IIeHuA KOJIMYECTBA IIUTOTOKCUUECKUX KJIETOK,
CHUJKEHUA YPOBHA aKTUBAIUU XeJIEePOB-UH-
IYKTOPOB. Y MEPEHHYIO HEJJOCTATOYHOCTE B-3Be-
Ha UMMYHHUTETA U HU3KYIO KOHIleHTpanuo 1gG
u IgA. YraeTeHMe MTPOTUBOOIYX0JIEBOTO UMMY-
HuTera (cHm:KeHHe NK-KJIETOK ¢ MapKepom
CD567"). YMeHbIlIeHNE OTHOCUTEJLHOTO YMCJIA
(daromuToB u paromurTapHoro nuaexca. Ormeue-
HO yBeJIMUeHNe KOJIMUecTBa KJIETOK C MapKepa-
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MU aloITo3a U KJETOK ¢ MapKepaMu IIOJIUIIO-

TEHTHON aKTUBAIUU JUM(POUTHBIX KJIETOK.
Oco0eHHOCTH UMMYHOTPaMMBbI MaTepH:

¢ HesnaunureabHBIN JEHKOIUTO3 CO CABUTOM
(OPMYJIBI BJIEBO.

e CHUKeHUe CYIIPEecCOPHOTO IMOTeHI[AaJIa,
YMeHbIIIeHEe KOJIMYECTBA IIUTOTOKCUYECKUX
KJIETOK.

e CHUKeHMWe YPOBHSA aKTUBAIUU XeJIIePOB-UH-
IYKTOPOB.

e Cumxenue KoauuectBa NK-kietok (CD16).

* YMepeHHOe CHUKeHue npoayknuu IgG
u IgA.

® BrIiCOKUII ypOBEHBb KOMILJIEKCOOOPa30BaHU A
U TIOBBINIeHUEe YpoBHA IgM.

* B nepudepuuecKkoil MUPKYJIAIUN PE3KO II0-
BBIIIIEHO KOJHUUYECTBO KJIETOK C MapKepaMu
amomnrosa (CD95").

* YVruereHue aronuTapHod GyHKIIUA.

* BripaskeHHad MOJUIIOTEHTHAA aKTUBAIIUA
JAUMQPOULHBIX KJIETOK.

Takum o0pasoM, B pe3yJabTaTe IIPOBEIEHHO-
ro UMMYHOJOTUYECKOTO MCCJIeJOBAHUA CEMbU
¥ TIOCJIEIYIOIIETO aHaI3a ITOJTYUeHHBIX JaHHBIX
MbI BBIABUJIM P OOIUX aHOMAJIUN B UMMYHO-
rpaMMax peOeHKa 1 ero POAUTeJIel:
® YrHeTeHO B-3BeHO UMMYHUTETA 3a CUET

HUBKOU KOHIeHTpanum B-mrumponuToB (0T

HU3KOI rpaHUIbl HOPMbBI ¥ MaTepPU U OTIIa

10 Pe3KOT0 CHUKEHU A KOJIMUEeCTBa KJIETOK,

MpakTUUYecKu B 2 pasa, HEIIOCPeACTBEHHO

y camoro pebeHKa).

e Kak caexcTBue, HU3KadA npoaykmnusa IgG
u IgA.

® YruereHo T-3BeHO UMMYHUTETA 34 CUET HU3-
KOT'0 abCOJIIOTHOTO0, a ¥ pe0eHKa U OTHOCH-
TEJIBHOTO KOJIMUECTBA ITUTOTOKCUUECKUX
kyaeTok (CD8Y).

e OrMeueHa HeJOCTATOUHOCTD CUCTEMBI HECIIe-
nuduyecKux PaxTOpOB 3aIUTHI (yTHETEHUE
daromurTapHoOi GPYHKIIUYU, CTPATAET IMOTJIO-
TUTEeJbHAasA CIIOCOOHOCTD).

e Ba:kHeiile obiieit aHomMainell UMMyHUTETA
B ceMbe pebeHKa cJeyeT CUUTaTh yrHETEeH1e
ITPOTUBOOITYX0JIEBO 3aIUTHI, BhIpaKaroIlee-
cA CHUKEHUEM CyOIIonyJIAIUNA eCTeCTBEHHBIX
KnyiepoB — NK-KJIeTOK, OTBETCTBEHHBIX 3a
agresuio (CD56%) y pebeHKa u ero oTia,

U IPE3eHTUPYIOIINX KJIETOK-KUJIJIEPOB

(CD16+) — y maTepu.

* B nepudepuueckoil MUPKyJAAIIUU PE3KO YBe-
JIMYEHO KOJMYECTBO KJIETOK C 3alIPOTPaMMU-
poBaHHO# rnbesibl0 — MapKepPoOB alolTo3a
(CD954).

Henb3da ncKII0UYUTD, YTO BHIABJIEHHBIE U3Me-
HeHUdA y pebeHKa Urpaju onpeeeHHYI0 IaTo-
reHeTUYEeCKYIO0 POJIb B PAa3BUTHUM 3a00JI€BAHUA.
JaHHbIe paHee IPOBeJeHHBIX HAMU HCCJIEJOBA-
HUM, OJHOHAIIPABJIIEHHOCTH IIOJYUEeHHBIX OTKJIO-
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HEeHUU B UMMYyHOTpaMMaX peO0eHKa U ero pPoau-
TeJiell He UCKJIIOYAIOT 9K03aBUCUMOTI'0, paguaIiy-
OHHOT'0 XapaKTepa II0JYyUYeHHBIX OTKJIOHEeHU.

3akaoueHue

IIpencraBiien caoydail peIkoM oryXouu (TaHKpe-
aT00JIaCTOMBI) Y pe0eHKAa, POKIEHHOT0 OT 00Ty UeH-
HBIX POAUTEJIEH 1 IPOKUBAIOIIEr0 HA PaIOaKTUB-
HO 3arpsisHeHHoii Teppuropuu. Ciyuaii maHkpea-
TOGJIaCTOMBI BIIEPBbIE 3aperucTpupoBaH B Poccuu.
KanHuko-snumeMuoiornuecKkie 0COOEHHOCTH 3a-
OoJieBaHUA: TI0JT 3a00JIEBIIIETO JKEHCKUI, BO3PaCT
Ha MOMeHT MaHudecTanuu — 3 roaa (KJIUMHUYEC-
K1e IpoABJIeHUs ¢ 6 Mec. ), KIMHUYECKIe TPOABIIe-
HUA (00JI€BOI CUHIPOM, IUCIEIITUYeCKe HapyIIiie-
HUS, XPOHUUECKUN 3aI10p), IIO-BUANMOMY, 00yC-
JIOBJIEHBI BTOPUYHBIMY HAPYIIIEHUSIMI CO CTOPOHBI
JKeJIyTOYHO-KUIIIEeYHOTO TPaKTa — racTpoasoda-
rajbHasa peduIiokcHas 00Je3Hb, pedroKc-330(a-
rut, gucyHKIIUA OuarapHoro Tpakra. OmyxoJb
He coueTaach ¢ BPOKICHHBIMU IIOPOKAMU Pa3BU-
THA U TeHeTUYeCKUMU CUHApoMaMu. JIoKkarusams
OITYXOJIN — TEJIO 1 XBOCT IOIXKETyI0UHOI Kee3bl,
OITYXOJIb PacIojarajiach B TOJICTOM KaIlCcyJie, MeTa-
cTasbl He 3aperucTpupoBaubl. OIMyx0Jb 3aII0A03pe-
Ha I1pu nipoBeieHuN ¥ 3V OPIOIITHOIA TOJIOCTH — Ha-
JITUmre N309XO0TeHHOT0 00pasoBaHUA Pa3MepoOM 3 X
4 cM ¢ TUIIePSXOTeHHOI KAaIlCyJIOHi, PacIoIOKeH-
Horo 3abpiomuuHo(?). [JlnarHos OKOHUYATEIbHO yC-
TaHOBJIEH MHTPAOIIePAIIIOHHO, IIOCJIe ITPOBEIEHHO-
I'0 THUCTOJIOTMYECKOr0 MCCaeIoBaHusa. I'ucToaoru-
YeCKUM KPUTEPUeM IaHKPeaTo0IaCcTOMEI SABUJIOCH
HaJn4Yue B IpenapaTe CKBAMO3HBIX KOPIYCKYJI.
Jleuenue: ynaeHue oIIyXoJIi B IIpeiesiax 3JJ0POBOL
TKaHU BMeECTe C KalcyJioi. XMUo- 1 JIyueBas Te-
paris He ITPOBOUINCE.

Paunaa kauHudyeckas MaHudecTanusa 3aboJie-
BaHUA U MOP(OJIOTUUECKAA CTPYKTYpPa OIMYXO0JIU
CBUIETEJIbCTBYIOT B II0JIB3Y BPOXKIEHHOIO ee Xa-
pakTepa. He BbI3bIBaeT COMHEHUA BKJAL pagua-
IIMOHHOTO (haKTOpa (KOJOoTUEeCKas KOMIIOHEHTA)
B TreHes 3a00JIeBaHUsA, UTO IIOTBEPIKIEHO CIEYI0-
UMY TOKAa3aTeJIbCTBaAMU: 00JTyUeHre POaUTe el
B IIETCKOM BO3pacTe B peayabTaTe aBapuu Ha HAIC

(BospacT Ha MOMeHT obayuenusa — 8 u 9 jer), Ha-
JUYre IUTOTeHEeTUUecKoro apyeKkTa reHOMHOM He-
CTabUJIBHOCTH Y POJUTENEH, 0COOEHHO BhIPAKEH-
HOTO y OTIIa pebeHKa, C TOATBEPKAEHHON CBA3BIO
C BO3IeiCTBUEM MOHUSUPYIOIIEH paguauu, OTHO-
HaIPaBJIeHHOCTh UMMYHOJIOTUYECKUX HAaPYIIIeHU
B ceMbe pebeHKa (HemoctaTrouHocTh B- u T-3BeHa
UMMYHUTETA, yTHETEHE ITPOTUBOOIYX0JIEBOM 3a-
MIUThl — HU3KUM ypoBeHb NK-KJIE€TOK 1 HegocTa-
TOYHOCTH HeCeUPUUIECKUX (PakTOPOB 3aITUTHI
(harommTo3), aHOMAJIILHO BHICOKUH YPOBEHB KJIe-
TOK C MapKepaMu alollTo3a) IPU YIOBJIETBOPU-
TeJILHOM COCTOSTHUU 3J0POBbA 000MX POAUTEJIEH
pebeHKa M OTCYTCTBUY OHKOTE€HHOU U HacJe[-
CTBEHHO¥ ITaTOJIOTUU B POJIOCIOBHOM.

Jluteparypa

1. Jypros JI. A. PYKOBOICTRBO II0 J€TCKO OH-
rosioruu. — M.: «MugJaom», 2002, 503 c.

Cycrkos U. U., Kysvmuna H. C.IIpobiema uH-
IYIUPOBAHHON TeHOMHON HecTaOuJIbLHOCTHU
B IETCKOM OPTaHU3Me B YCJIOBUAX IIUTEIbHOTO
BO3eMCTBUSA MaJIbIX 103 paxuanuu // Pagunamnu-
OHHasA Ouojsorusda, paguoskosgorus, 2001. — T.
41. — Ne 5. — C. 606-614.

2. Bopobyosa H. E. Biuanue o6IyueHUA PO-
nuTeseil Ha GPU3MOJOTUUECKYIO TOJTHOIIEHHOCTD
U PUCK KaHIleporeHe3a y MOTOMCTBA IIEPBOTO
TMOKOJIEHUS OPTaHM3MOB PAa3HBIX BUI0B: ABTO-
ped. auc... n-pa 6uos. Hayk. JIITHUPPU M3
Pd, 1988.

3.Arosenesea U.H.,Cyckos U.U., Banesa JI.C.,
HIunun 1. E., Kapaxan H. M. Ilutorereruuec-
KUe HapyIIeHUs y JINI], IOJBePrInecsa Bo3/eli-
CTBUIO paJIn0iio/a B JETCKOM BO3pacTe B Pe3YJIb-
Tate aBapuu Ha YepHoObLIbCKOM AIJC // Poc-
CUMCKNI BECTHUK IePUHATOJOINY 1 IIeIUATPUN.
— 2005. — Ne 3. — C. 45—-49.

4. Hcaxos 0. @. Xupypruueckue 00Je3HU
y mereii. - M.: Megunuua, 1998, 704 c.

5. Pagmanua u puck (cuenuajabHBINA BBIITYCK)
/ Bronnerenr HanmmronaabHOTO paguanuoOHHO-
smuAeMuoJioruueckoro perucrpa / M3 P®, Moc-
KBa, 2002, — C. 56-85.

61



Hdemcrkasn onkonozusn N2 2005

I0. A. ITynanos

PEIIEH3HUA HA KHUT'Y «IIEJUATPHYECRASI OHROJOIUA NI

MEIUIINHCKUX CECTEP».

Ornpenenue gerckoit oukosoruu HUN oukosnorum um. H. H. ITerpoBa, Caukr-IleTpepbypr

X.A. Punanov

THE REVIEW OF THE BOOK «PEDIATRIC ONCOLOGY FOR MEDICAL

SISTERS».

Departement of pediatric oncology of N. N. Petrov. Institute of oncology St. Petersburg

B 2004 roagy B usmareabcTBe «Springer»
BBIIIIEJI B CBET yUEeOHBIN CIPAaBOUHUK IJA Me-
IUIMHCKUX cectep — «Pediatric oncology
nursing». CuopaBounuk mona pex. Deborah
Tomlinson u Nancy E. Kline cocraByeH KoJ-
JeKTUBOM MeIUIIMHCKHX cecTep, paboraio-
MUX U IPEeHoAaloNiuX B BeAYIIUX JeTCKUX OH-
KoJornueckux KJAmHukax Kawmanger, CIITA
u Benrukobpurauuu.

Kuura nsnosxena ma 450 cTtpanuiax 1 COCTOUT
u3 5 yacTeii. B mepBoi u3 HUX OMMCAHBI DIIUIEMI-
0JIOTUS, BTUOJIOTUS, MOJIEKYIAPHASA TeHeTUKA,
KJINHUYECKUe IPOABJIEHN, TePAU 1 Pe3yJIbTa-
THI JIEUeHU OCHOBHBLIX BHUOB 3JI0KAUECTBEHHBIX
HOBOOOpAa30BaHUIl y IeTeil — JIGTKO030B 1 TUCTHO-
I[UTO3a, COMUTHBIX OIIyX0JIeil 1 HOBOOOPA30OBAHMIA
IMeHTPaJbHON HepBHOU cucTeMbl. IIpencraBieHsbl
Tak:Ke HeoOXOqUMbIe TMarHOCTUYECKIIe UCCIeI0-
BaHUsA, COBPEeMEeHHbIe KJacCU(PUKAIIUU U CTaIl-
poBaHuUe 3TuX 3aboaeBaHuil. Kamawiii us pasme-
JIOB 9TOM M IOCJIeAYIONINX YacTell KHUTY UMeeT
O0ubsmorpaUuecKuil CIUCOK.

Bropas uacTh mocBsIleHa reMaTOJOTHTUEeCKUM
3a00JI€eBaHUAM Y JeTel 1 IIOAPOCTKOB. B Heii pac-
CMAaTPUBAIOTCSA SITUAEMUOJIOTUA, STUOJIOTUA, KJI-
HUKa, IUarHOCTUKA U JIeUeHVe aHeMU, B TOM UIIC-
Jie aIllJIaCTUYeCcKuX, reMouianu, 60mes3uu Bue-
OpaHTa, HEUTPO- U TPOMOOITUTOIIEH A,

B tperbeil vacTu KHUTY, UMEIOITEN HECKOJIb-
KO pasJeJioB, IIpeACTaBJIeH aHaJInu3 OCHOBHBIX
MEeTOMOB JIeueHNUA 3JI0KaueCTBeHHBIX HOBOOOpa-
30BaHUM y merTeil — JeKapCTBEHHOU Tepanuu,
00JIyueHts U OIlepaTUBHOTO Imocobusd. IIpeacras-
JIeHBI MeXaHU3MBI JeMCTBUA XUMUOTePaleBTH-
YeCKUX CPEeACTB, CIOCOOBI X BBEAEHUA, BO3-
MOJKHBI€ OCJIOKHeHUA 1 UX npoduaraktura. Oc-
BeIlleHbl BOIIPOCHI MMPOBEAEHUSI XUMUOTepaInl
B JOMAIITHUX YCJIOBUAX U MOKa3aHUA K I'OCIIATA-
JU3AIUU.
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IIpuBeeHbI TPUHIIUILI U METOABI JIyUEBOM
Tepanuu, TPaHCIJaHTAIlU! 3JIEMEHTOB KOCTHO-
ro MO3Ta, UX BOBMOJKHBIE OCJOKHEHUA U Iep-
CIIEKTUBBI UCIIOJIb30BAHUA.

B pasgene xupypruueckoro JieueHus ocoboe
BHUMAaHWE YyJeJIeHO IIOATOTOBKE IallueHTOB
K oIlepaluu, CECTPUHCKOMY YXOY 3a IIOCJIeoIe-
pPaIruoOHHBIMU OOJILHBIMHU, YXOAY 34 AEThMU C Ka-
TeTepaMu B I[eHTPAJbHBIX BeHAX.

Kpowme Toro, sTa yacTh KHUTU UMEET pasie-
JIbI, Kacalolluecsa FeHHOUW 1 aJIbTePHATUBHOU Te-
panuu ManrueHToB CO 3JI0KaYeCTBEHHBIMU HOBO-
00pa3oBaHUAMU.

B uerBepToOil yacTU cipaBOUHUKA, 3aHNMAaIO-
11eit okoJio 150 cTpaHuIl, paccMaTPUBAIOTCS IIPOO-
JIEMBI OCJIOKHEHUH TeUeHU A OHKOJOTUYECKUX 3a-
0oJsieBaHUII M ATPOTEHHBIX OCJI0KHEHUH JIEUeHUA.
IIpuBoauTCca moApoOGHBINM aHaau3 (IO OpraHam
¥ CUCTeMaM) BO3MOKHBIX OCJIOKHEHUN JeUeHnsd,
WX IPUYUH, TPOPUIAKTUKY U TEPATINH.

3akjauynTeNbHAA IATAA YaCcTh KHUTU COJEp-
SKUT MHQDOPMAIIIIO O COIIPOBOANTEIHHOM U TTAJIJIN-
ATUBHOM JIEUEHUN: TUTAaHUY U JKUTKOCTHO Tepa-
nuu, TpaHcysuu KOMIIOHEHTOB KPOBU, Tepaluu
pocToBbIMU (haKTOpPaMM’, HNPUHIIMNIAX TOMOIIU
yMuparoiieMy pebeHKY U 4JieHaM eT0 CEMbH.

JdaHHBI}I CIPABOUHUK aJpecoBaH B IIEPBYIO
ouepenb MEIUIIMHCKUM CECTPaM, YIaCTBYIOIIUM
B JIEUEHUU JeTel C OHKOTreMaTOJIOTUYEeCKUMU 3a-
6onmeBanuamMu. Ho mpexacrasasercsa, 4To comep-
JKamadacAa B HeM o0'beMHadA, COBpeMeHHaA U XO-
POIII0 U3JI0KeHHAad MH(POPMAIIUA 10 Pa3JIUYHBIM
mpobJyieMaM OHKOIle[uaTpuu OyAeT moJie3Ha s
U3YYEeHUA CTYJeHTAMU MEJUITNHCKUX UHCTUTY -
TOB, MOJIOABIMH TETCKUMU OHKOJIOTAMHU U reMa-
TOJIOTaMU, a TaKyKe BpauaMu JPYTuX NeIuaTpu-
YeCKUX CIeIUajnsauii, TeM 0ojee 4To IIocoomit
mo060HOTO POJla B OTEUECTBEHHOM JIUTEpaType
JI0 HACTOAIIer0 BpeMeHU He U3aHo.
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JIEB ABPAMOBUY 1YPHOB
21.12.1931 — 12.09.2005

ITocoe monroii u IPOmOIKUTEIbHOI 60JIEe3-
HU Ha 74 roay yineJa U3 JXKU3HU OCHOBATEJb
POCCUMCKOM MIKOJBI 1eTCKON OHKOJOTUH, TOK-
TOp MeIUIMHCKUX HayK, mpodeccop, akaae-
muk PAMH, sam. gupexktopa I'Y POHII um.
H. H. Broxuua PAMH — gupexkTop HUU net-
CKOI OHKOJIOTHU U reMaTojJoruu Jles Adopamo-
BuY JlypHOB.

JleB AOpamMoBHIY B TeueHMte 3 JIET IOCJIe OKOHYA-
HUs I MOCKOBCKOTO MEIUITMHCKOIO MHCTUTYTA Pa-
0oTaJI B CeIbCKOIi 60JIBHUIIE BPaUOM-XUPYProM, 3a-
TeM ¢ 1959—-1962 rr. BpauoM-XUPYProM B I€TCKOI
TOPOACKOI KImHMYecKoi 6ombHuIe Ne 1 r. Mock-
Bbl. B 1962 r. 3amuTna KaHAUAATCKYIO JUCCepTa-
U0 Ha TeMy: «JleueHre MUKpochepoIruTapHOi

anemumn y gereii». C 1962—-1965 rr. 3aBegyroruii
XUPypruyecKkuM orzaeseHrneM Mopo3oBCKO meT-
CKOIi 60bHUIBI. B 1966 T. 3aIIUTUI JOKTOPCKYIO

auccepranuio Ha Temy: «JleueHue omyxoau
BunbMmca y gereii» 1 GbLT YTBEPIKICH B JOJIYKHOCTH
3aB. OTJAeJieHueM JeTcKoii onkosorun OHIT AMH
CCCP. B 1971 r. emy mprcBoeHO 3BaHmE ITPodecco-
pa. B 1994 r. usbpan 4IeHOM-KOPPECIIOHIEHTOM
PAMH, 81999 r. — akagemuxkom PAMH. C suBa-
pa 1990 r. 1 mo HacTosAIIIee BPeMsI ABJIAJICA 3aM. TU-
pexropa I'Y POHII um. H. H. Broxuna PAMH mo
HayuHOI pabore, nupekropom HUUW nmerckoit oH-
KOJIOTHHU U TeMaTOJIOTUHU.

JIsBoM AGpamoBHUeM BIEpBLIE B Halllel cTpa-
He CO3JaHO OTJAeJeHUe AEeTCKON OHKOJIOTHUU.
JI. A. JIypHOB PYKOBOAMJ HAYUYHBIMU HCCJIEHO-
BAHUSAMU B 00JIaCTU HOBBIX HAIIPABJIEHUN B qU-
arHOCTHUKE U JIeUeHU U OITyXoJieit y nereii. Cyiie-
CTBEHHBIM BKJIAJOM 9THUX HAyUYHBIX HCCJEI0Ba-
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HUU ABUJIaCh pa3spaboTKa KOMIIJIEKCHBIX ITOIX0-
IOB K IIPOrPaAaMMHOM Tepanuu He)poOIaCTOMBI.
ITocnenuue roast JleB A6pamMoBUY yaeIsas 00JIh-
I10e BHUMAaHe pa3paboTKe KOMIIJIEKCHOU Tepa-
nuu onyxoJjen B III-1IV craguax omyxojgeBoro
nporecca. Ilom ero pyKoBOACTBOM BIIepBbIe
B Poccuu B 1991 r. cosmaHo oTaeseHue TpaHC-
IJIaHTAIIUU KOCTHOTO MO3Ta. YTJIyOJeHHO 13-
yJuaeTcsa OpraHOCOXPaHsAINee JeueHre OIyXo-
Jne Kocreii y gereii. B 1999 r. emy npucy:xaeHa
TocynapcrBennasa npemus 3a pabory «Jleuenue
omyxoJieli KocTei». PaAng HaydYHBIX MCCIEmI0Ba-
HUH IIOCBAIEHBI BOIIPOCAM KaueCcTBa KU3HU Je-
Teil, U3JIeUeHHBIX OT OHKOJIOTUYECKOro 3aboJie-
BaHUsA, a TAKIKe BOIIPOCAM MEIUITNHCKOM, IICUXO0-
JIOTUYECKOH M COIIMAaJLHON afallTaluu JaHHOKI
KaTeropuu JeTeu.

ITom pyxoBoacTBoM JI. A. JIlypHOBA BBIMIOJI-
HeHO 72 KaHaugaTcKux auccepranuii u 20 qok-
TOPCKUX aAuccepranmuii. MHOrue ero yueHUKHU
CTaJI PYKOBOAUTEIAMU OHKOJOTUUYECKUX OTe-
neuuit Poccuu u crpan CHI'. Ou aBisiica aBTo-
poM u coaBTOpoM cBEIlIe 420 HayYHBIX PadoOT
u 32 mouorpaduii. B 1993 r. moxg pyxoBoacTBOM
JI. A. IlypHOoBa opranmsoBaHa Kadeapa IeTCKOi
oukoJsioruu PMAITIO.

JI. A. IlypHOB ABIAJNCA «3aCIy:KeHHBIM Jes-
TejaeM HayKu P®D» , wieHom MeKBeJOMCTBEHHOTO
coBeTa I10 3JIOKaUeCTBEeHHBIM HOBOOOPa30BaHUAM,
uyinrenom SIOP, moueTHbIM mpodeccopom Psasan-
CKOT'0 I'OCyJapCTBEHHOI'0 MeJUIIMHCKOT'0 YHUBEP-
cuTera, 4ieHOM pemakium Bosbimon MenuiiuH-
CKOIf OHIMKJIOIEUHU, TJI. PETaKTOPOM JKypHAaJIa
«JleTcKkasdg OHKOJOTUA», UJIEHOM PEeIKOJIJIETrnu
sKypHaoB « Bectuuk PAMH», «[leTckas xupyp-
ruas», «Poccuiickuil OHKOJIOTMUeCKUN KypHAT» ,
«Poccuiickuii 6uoTepaneBTUUECKUN KypHAI»,
«BmecTe mpoTuB paka», copeTHuKoM lIpesunnmy-
ma PAMH.

3a 00JBIII0N BKJIAJ B Pa3BUTHE POCCUMCKOTO
3IpaBOOXPaHeHUs U HayKu HarpamxkaeH «Opge-
"HoM Ilouera».

IIpe:xneBpemenHada KoHunHA JIbBa AGpamo-
BUUAa He II03BOJINJIA OCYIIIECTBUTH €I'0 MHOTOUUC-
JeHHBIe NajbHelimue nyuanbl. JleB AGpamoBuy
OBLJI MHOTOTPAHHBLIM CIIEI[MAJIUCTOM, 3aMeya-
TeJbHBIM YUE€HBIM, YYTKUM U OT3BIBUMBLIM Ue-
JIOBEKOM, CIIJIOTHUBIIINM BOKPYT ce0A KOJIJIEKTUB
eIUHOMBINIIeHHUKOB. IlamMmATh 0 HeM HaBcerga
OCTaHeTCs B HAIlIUX CePAIlax.

Koanezu, Opy3vs, yueHUKU
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