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OpraHusauuma meguLUUMHCKOU NOMOLLU AeTAM
C OHKOJIOrMYeCKUMU 3a001eBaHUAMMU
B ApXaHresnbCKOW o61acTH

BBegeHue. 3/i0Ka4yecTBEHHble HOBOoGpa3oBaHus (3HO) y peten XoTsi U He SIBJISIIOTCSA PacrpoCTPaHEeH-
HbIMW, BHOCSIT CyLLIECTBEHHbIN BK/1aj B JETCKYyID CMEPTHOCTb. MaTtepuanbl 1 MeToAbl. bbisiv NpoBeAEHbI
OL/EHKa COOTBETCTBUSI OCHALLEHUS U LITaTa OHKOJIOMMYECKOro OTAeAeHUs XumuoTepanuu onyxoaen N6Y3 AO
«ApxaHresibcKas obs1acTHas AeTcKas KinHn4ecKas 6oJibHuua» (AOAKB) MpunoxxeHuam NeNe 5 n 6 K lMpukasy
MuH3apaBa Poccun N2 560H ot 31 oKTsi6pst 2012 r. (B pea. ot 02.09.2013 r. N2 608H) «0O6 yTBEPKAEHUMN
rnopsiika oKkalsaHusi MeguLMHCKOM NOMOLLM N0 NMPOo@uI0 “AeTcKas OHKOI0Mrns ™» n aHaJiu3 UCTopui 601€3HEN
NaLuneHToB C COMAHBIMM OMNYyXOJISIMU (3@ UCKJIIOYEHUEM OMyX0J1eH r0JIOBHOr0 MO3ra), roJy4aBLUnX 1e4eHue
B 2011-2015 rr. Pesynbratbl. B 2011-2015 rr. cneynaam3upoBaHHas U CUMNTOMaTHYECKas MoMOLYb
6bi1a okazaHa 49 nauyneHtam: 23 (46,9%) neBoykam n 26 (53,1%) manbynkam, cpeaHnin Bo3pact 5,9 roga
(1 mec — 17 neT) ¢ conmAgHbIMN 3J10Ka4eCTBEHHbIMW HOBOOOPA30BaHUSIMU (3@ MCKJIIOYEHMEM OIyX0J1eH
r0/10BHOro Mo3ra), U3 HUX ¢ Herpobaactomamm 6bi10 11 (22,4%) naunmeHToB, ¢ Heppobaactomamm — 10
(20,4%), c onyxonsimn rne4eHn — 6 (12,2%), ¢ pakom WHUToBUAHOM xKene3dbl — 5 (10,2%), ¢ ocTeocapKoma-
mn — 3 (6,1%), ¢ pabgomuocapkomamm (PMC) — 3 (6,1%), ¢ capkomamm tOuHra — 2 (4%), ¢ PMC opraHHo#
npuHagnexHoctn — 2 (4%), ¢ petuHobiactomamm — 2 (4%), ¢ cnHoBuasibHoHM capkomon — 1 (2%), ¢ pubpo-
capkomon — 1 (2%), ¢ oBEHUIbHOM rpaHyneMaTo3HoM onyxonbto — 1 (2%), ¢ NPUMUTUBHOM HENPOSKTOAEP-
MaJslbHOM 0rnyxoJibto cpegocteHnss — 1 (2%), ¢ pakom sindka — 1 (2%). lNauneHToB ¢ | cTagnen 3ab6o1eBaHus
661710 7 (14,3%), co ll — 22 (44,9%), c lll — 5 (10,2%), c IV — 14 (28,6%), c HeycTaHOB/IEHHOM CTaanen onyxo-
neBoro npouyecca — 1 (2%). B HacTosLee Bpems xuBbl 40 (81,6%) nauneHToB, 3 Hux 4 (10%) npogosxarT
nevyeHune u 36 (90%) nocturnm pemmccumn. OT NporpeccupoBaHms OCHOBHOIo 3aboseBaHusi ymepan 9 (18,4%)
naumeHToB. 3akyeHne. B ApxaHresibCKon 061acTM UMEKTCS BCE BO3MOXXHOCTU [/11 OKa3aHUs crieymna-
JIN3UPOBaHHON MEAULIMHCKON MOMOLLM AETAM C 60/bLLIMHCTBOM 3/10Ka4€CTBEHHbBIX HOBOOOGpa3oBaHui. 1pu
3TOM Ha 6a3e crieLmaan3npoBaHHOro OTAeEHUS BIOJIHE OnpaBAaHo NpoBeAeHNe XMMUOTEPaneBTUYECKOro
M XUPYPru4ecKoro atarnoB, 3a UCKIIOYEHMEM CJI0OXKHbIX, OPraHOCOXpPaHsIIoLWMX onepaumi, TakmMx Kak, Harnpu-
Mep, NP1 KOCTHbIX CapKOMaXx, MOCKOJIbKY A/ 3TOro TPe6YTCS CreLnaancTbl CO 3HaYUTEIbHbIM OMbITOM B
JETCKON OHKOJIOMMU.

KnyeBble ci0Ba: JeTCKasi OHKOJIOrusl, opraH1u3aumsi 34paBooXpaHeHHUs, INUAeMHOJI0rusi 3J10KayecT-
BeHHbIX HOBOOOpa30BaHHUi, Ka4eCTBO MeULMHCKOM MOMOLLH.

(Ansa umTnpoBaHus: PbikoB M.KO., banbapuHa E.H., Yymakosa O.B., Typa6os W.A., MNonsikos B.I.
OpraHu3sauunsa MeanLMHCKOM NMOMOLLM AETAM C OHKOJIOTMYECKUMKN 3aboneBaHuUsaIMn B ApxaHrelbCKon obna-
cTu. OHKoneanatpms. 2016; 3(3): 173-181. Doi: 10.15690/0nco.v3i3.1595)

BBEAEHME

3aboneBaemMoCTb 3/10Ka4eCTBEHHbIMWU HOBOOOG-
pazoBaHuamu (3HO) B PP B BO3pacTHOWM rpynne
0-14 net coctaBnsert 15,9 Ha 100 Tbic., 0-17 net —
12,5; cmepTHOCTb — 4,92 1 4,0 cOOTBETCTBEHHO. [TpH
3ToM 3HO y geTen xoTa 1M He ABNAKTCA pacnpocTpa-
HEHHbIMUW, UMEIOT TEHAEHLMIO K POCTY, YTO 06bSACHA-
eTcsl COBEpPLIEHCTBOBAHMEM METOA0B ANArHOCTUKM U,

KaK cneacTBue, BbIABIAEMOCTH 3a001eBaHUM JaHHON
rpynnel. Tak, 3a60neBaemMoCTb B BO3pAcTHOM rpynne
0-14 net B 1989 . cocTaBngna nuwb 9,8, B BO3pacT-
How rpynne 0-17 net — 8,8 [1].

ApxaHrenbcKkasa o6nactb (AO), BXxoasas B COCTaB
CeBepo-3anagHoro ¢eaepanbHOro okpyra, Ha npo-
TSXeHUM 3 TbiC. KM OMbiBaetcd Bojamu benoro,
bapeHueBa n KapcKkoro MopeMn, Ha 3anaje rpaHuymT ¢
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Pecny6nunkon Kapenus, Ha BocToKe — ¢ Pecny6nmKon
Komu n TtomeHcKkon o6nacTblo [2].

YucneHHoCTb AgeTcKoro Hacenernus AO B Bo3pacTe
0-17 net coctaBnseT 225 971 uen®. Oobuee ymucno
COCTOSILIMX Ha y4eTe NaLMUeEHTOB C OHKOJIOTMYECKUMM
3aboneBaHuamm — 142. lMNokazarenn 3aboneBaemMo-
CTU (BbIABISEMOCTH), UMelOLIMe B MNOCefHUe rofbl
TEHAEHUMIO K POCTY, @ TaKXe CMEepTHOCTU AeTen oT
3HO B AO npeactaBneHbl B Tabn. 1 [3].

OHKONOTMYEeCKoe OTAENIEHUM XMMMUOTEpanuu ony-
xonen IbBY3 AO «ApxaHrenbckasa o6nactHas gaeT-

1 [laHHble U3 onepaTMBHOro oT4yeTa MuUHUCTEPCTBA 34PaBOOX-

paHeHuns AO 3a 2015 .

cKasa KanHu4eckada 6onbHuua mm. M. BbikneyoBa»
(AOOKB) aBnaeTca €AMHCTBEHHbIM CMeLnann3npo-
BaHHbIM OTAENIEHWEM, OKa3bIBAOWMM MEAULIMHCKYIO
nomouwb agetam co 3HO B AO.

MATEPHUAJbI U METObI

ABTOpamu JaHHOW paboTbl 6Gbi BbIMOJHEH aHaNn3
UCcTopMn 60NEe3HEN AETEW C COMMAHLIMK OMYXONSAMMU
(3a MCKNOYEHNEM OMYXOJIEN FONOBHOIO MO3ra), KOTo-
pble B 2011-2015 rr. nony4anu cneymannuampoBaH-
HOEe M CUMMTOMaTMYECKOE NeYeHWe B OHKOo/ormye-
CKOM oTaeneHun xumunotepanumn onyxoneun AOAKB,
a TaKXe npoBefeHa OLEeHKa OCHalleHHOCTWU oTae-
NIeHMA MeaMLMHCKMM 060pyaoBaHMEM M YKOMMJEK-

M.Yu. Rykov'’ % 3, E.N. Baibarina*, 0.V. Chumakova®, I.A. Turabov®, V.G. Polyakov'’ ©

1 Institute of Pediatric Oncology and Hematology N.N. Blokhin, Moscow, Russian Federation
2 Scientific Center of Children’s Health, Moscow, Russian Federation
3 |.M. Sechenov First Moscow State Medical University, Moscow, Russian Federation
4 Ministry of Health of the Russian Federation, Moscow, Russian Federation
5 Northern State Medical University, Arkhangelsk, Russian Federation
® Russian Medical Academy of Postgraduate Education, Moscow, Russian Federation

Organization of Medical Care for Children
with Cancer in the Arkhangelsk Region

Introduction: Malignant tumors (MT) in children are not common but contribute significantly to infant
mortality. Materials and methods: We evaluate the available equipment and the competence of the
staff of the Oncology Department of cancer chemotherapy at the SBPHF AR “Arkhangelsk Regional
Children’s Hospital” (ARCH) in accordance with the requirements of the Annexes 5—6 to the Order
of Ministry of Health of the Russian Federation N° 560n dated October 31, 2012 (as amended
September 02, 2013 N2 608n) “On approval of procedures for the provision of healthcare services
in the profile ‘Pediatric oncology’”. The analysis of the case histories of patients with solid tumors
(except brain tumors) treated in the period from 2011 to 2015 was also performed. Results: During
the period from 2011 to 2015 specialized and symptomatic treatment was provided to 49 patients
(23 (46.9%) girls and 26 (53.1%) boys, mean age, 5.9 years; range 1 month — 17 years) with solid
malignant tumors (excluding brain tumors). Out of 49 patients, eleven (22.4%) had neuroblastomas,
ten (20.4%) — nephroblastomas, six (12.2%) — liver tumors, five (10.2 %) — thyroid cancer, three
(6.1%) — osteosarcomas, three (6.1%) — rhabdomyosarcoma (RMS), two (4%) — Ewing’s sarcoma,
two (4%) — organ RMC, two (4%) — retinoblastomas, one (2%) — synovial sarcoma, one (2%) — fibro-
sarcoma, one (2%) — juvenile granulosa cell tumor, one (2%) — primitive neuroectodermal tumor,
one (2%) — testicular cancer. Seven (14.3%) patients presented with stage | disease, twenty-two
(44.9%) — with stage I, five (10.2%) — with stage lll, fourteen (28.6%) — with stage IV, and one
(2%) patient with unidentified tumor stage. Currently, forty (81.6%) patients from the analyzed group
are alive: four (10%) continued treatment and thirty-six (90%) achieved remission. Nine (18.4%)
patients died from the progression of the underlying disease. Conclusion: Medical facilities of the
Arkhangelsk Region have the opportunities to provide specialized medical care for children with the
majority of malignant tumors. The specialized department can provide chemotherapy and surgery,
excluding complex organ preservation surgery (in patients with bone sarcomas) as it requires profes-

sionals with extensive experience.

Key words: pediatric oncology, health organization, epidemiology of malighant tumors, quality

of medical care.

(For citation: Rykov MYu, Baibarina EN, Chumakova OV, Turabov I.A., Polyakov VG. Organization of
Medical Care for Children with Cancer in the Arkhangelsk Region. Onkopediatria. 2016; 3(3): 173—

181. Doi: 10.15690/0nc0.v3i3.1595)
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Ta6auuya 1. 3a601eBaeMOCTb U CMEPTHOCTb ETCKOro Hace-
nenus ot 3HO B ApxaHrenbckon obnacti B 2011-2015rr.

3a6oneBaemMocTb CMepTHOCTb
3HO* ot 3HO*
TR Bo3spacrT, ner

0-14 0-17 0-14 0-17
2015 15,34 15,39 1,5 2,2
2014 15,27 16,51 1,97 2,96
2013 12,49 12,39 2,5 2,14
2012 13,68 13,79 4,05 3,88
2011 13,37 12,6 4,11 3,91

lpumeyaHue. * — Ha 100 TbIC. AETCKOr0O HaceneHus
COOTBETCTBYlOWEro Bo3pacTta. 3HO — 3/10Ka4YeCcTBEHHbIE
HOBOOGpa30BaHUs.

TOBAHHOCTM WTaTa MEeAMLMHCKMUM nepcoHanoMm B
COOTBETCTBUM C pekomeHaaumamu MNMpunoxkeHun N2 5
«PeKoMeHA0BaHHble LWTaTHble HOPMAaTUBbI AETCKOro
OHKOJ/IOrMYeCcKoro otaeneHus (Ha 18 KoeKk)» u N2 6
«CTaHaapT OCHalLEHUs [OETCKOro OHKOMOrMYeCcKoro
otaeneHus» K Npukady MuHuctepctBa 3apaBooxpa-
HeHua Poccunckon depepaunm N2 560H oT 31 OKTSH-
6pa 2012 r. (B pepakumn lMNpukaza MuHUcTEpCTBa
34paBooxpaHeHus Poccuinckon depepauum  oT
02.09.2013 . N2 608H) «06 yTBEPKAEHMM MOpSAAKa
OKa3aHWsa MeaMLUMHCKOM noMoLliM no npoduno “get-
CKas oHKonorua™ [4].

McTopum 60ne3Hen naumeHToB aHanM3mpoBaamchb
B COOTBETCTBUM C pa3paboTaHHOM aBTOpaMKn JaHHOM
cTaTbM aHKeTOM [5].

CooTBETCTBME MPOBEAEHHOrO MNauMeHTaM feye-
HUS deaepanbHbIM KIMHUYECKUM PEKOMEHAALNSaM
(PKP) oueHuBanocb N0 CAeAyloWUM KPUTEPUAM:
NMOSIHOTA@ AMArHOCTMYECKUX MCCneaoBaHWin, npume-
HeHWe peKkoMeHaoBaHHbix PKP xumunotepanesTuye-
CKMX NpenapaTtoB B PEKOMEHAOBaHHbIX 4O3MPOBKaX,
BbIMO/THEHWE XMPYPTrUYECKOr0 3Tana evyeHuns B Heob-
X0OMMOM 06beME, cOBN0AEHME CPOKOB M NOCNeaoBa-
TENbHOCTM 3TAMNOB JIeYEHHUS.

PE3YJIbTATbI

OHKOMOrMYecKoe oTaeneHne XxMMuoTepanuu ony-
xonen pacnonaraeTt 18 KowKamu. Mo pagy nokasa-
Tenem ocHalweHue oTaeneHus MeaguLMHCKUM 060-
pyaOBaHWEM He COOTBETCTBYET pPeKOMEeHAaunaMm
Mpunoxenusa N2 6 K lNMpukady MuHucTepcTBa 3apa-
BooxpaHeHus Poccuinckon depepaumnn N2 560H oT
31 okTa6ps 2012 r. U3 40 aHanu3upyeMbIix NO3ULUIM
MeAMLUMHCKOro 060pyaoBaHus, Heob6xoAuMMOro Ans
PYHKLMOHMPOBAHMUSA OTAENEHMUS, B MOJIHOW MEpe CoOoT-
BeTcTByeT [MpunoxeHnio N2 6 19 (47,5%), 14 (35%)
NO3MLMIN OTCYTCTBYIOT NOMHOCTbIO U 7 (17,5%) nmetoT-
CcSl B HeJOCTaTO4YHOM KonuyecTe (Tabn. 2).

B oTmneneHun B HacTtosuee BpemMsa paboTatoT
3aBeaylouwmn — Bpay AETCKUMIA OHKONOr M ABa Bpa-
ya — OETCKWKM OHKoNor n neauatp. Nommumo 3atoro, B
oTAeneHun paboTatoT cTaplias MeaMLMHCKas cecTpa,

Ta6nuuya 2. OcHalleHNe OHKONOrMYeCKOro oTaeneHuns xummotepanumn onyxosen N'bBY3 AO «ApxaHrenbcKas o6nactHas
[eTcKas KMHmnyeckasa 6onbHULa uM. I.T. BboiknewoBa» MeanLMHCKMM 060pyaOBaHUEM

PekomeHpauumu CooTBeTcTBUE
OcHalweHue B Hannuum MpunoxxeHusa peKomMmeHaaumam
N2 6 Mpunoxenunsa N2 6
KonnyecTtBo Koek 18 - -
KonnuyectBo dyHKLUMOHANbHbIX KpOBaTen Ans aeten
H TBETCTBYET
rpyaHoOro Bo3pacta 0 6 € cooTBeTCTBYE
KonunyectBo KpoBaTten ¢ NogorpeBoM Man matpacoB Ans
oborpesa 0 9 He cooTBeTcTBYET
KonnyectBo NpOTMBONPOIEXHEBBIX MaTpacos 1 18 He cooTtBeTcTBYET
KonnyectBo neneHanbHbIX CTONOB 0 1 Ha 5 Koek He cooTtBeTcTBYET
KonnyectBo NnpuMKpoOBaTHbIX CTOIMKOB 18 18 CooTtBeTcTBYET
KonnyectBo NpuKpoBaTHbLIX TYMO 18 He cooTBeTCTBYET
KonuyecTtBo Kpecen-KaTtanok 4 Mo TpeboBaHuo CooTtBeTtcTBYET
KonnyecTBo KaTanok 419 NepeBo3KM 60/bHbIX C
NOABEMHbBIM MEXaHU3MOM U CbeMHbIMW HOCUITKaMM 2 Mo TpeGoBaHuio CooteertcTayet
KonnyectBo MaccaKHbIX KyLIETOK 0 o Tpeb6oBaHuio CooTtBeTcTBYET
KonnyecTtBo cendoB aANns XxpaHEHUSA CUSIbHOAENCTBYIOLLMX
JIeKapCTBEHHbIX NpenapaTtos 2 2 CooteetcTayet
Konn4yectBo nepeaBMKHbIX annapaTtoB A8 yAbTPa3BYKOBbIX
nccneaoBaHun ¢ 4aT4MKoOM 0 1 He cootaeTcTBYET
KonnyecTBO BaKyyMHbIX 3/IEKTPOOTCOCOB 3 1 Ha 5 Koek CooTBeTcTBYET
KonnyectBo annapaTtoB UCKYCCTBEHHOW BEHTUAALMU NIETKUX 0 2 He cooTBeTCTBYET
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Ta6nuua 2. OcHalleHne OHKOIOrMYeCKOoro otTaenieHms xumumoTtepanumn onyxonen NrBY3 AO «ApxaHrenbcKas o6nacTHas
[eTCcKas KnnMHnyeckas 6osbHULa UM. I.T. BexkneuoBa» MeanuMHCKMM o6opyaoBaHnem (OKoHYaHue)

W pacxoAHbIX MaTepuanoB

PekomeHpauuu CooTBeTcTBUE
OcHaueHue B Hanuuumn MpunoxeHuna pekomMeHaauusam
N2 6 MpunoxkeHusa N2 6
KonnyectBo melwkos AMBY 2 2 CooTtBeTcTBYET
KonnyectBo NnepeHocCHbIXx HABOPOB ANs peaHuMmalmm 0 1 He cooTBeTCTBYET
KonnyectBo MOGUbHbBIX pEaHUMAaLIMOHHbIX TENIEKEK 0 1 He cooTBeTcTBYET
KonnyectBo 6ecTeHeBbIX N1aMn B NepPeBA30YHbIX 0 1 He cooTBeTcTBYET
Konuyectso nHdysomaToB 18 18 CooTBeTcTBYET
Konunyectso nepdysopos 9 6 CootBetcTByET
Ko/myectBO MEAULIMHCKUX LITATUBOB 18 18 CooTBeTcTBYET
KonnyecTBo nepeaBuKHbIX renapuibTpos 0 1 Ha nanaty He cooTBeTCTBYET
0
KonnyectBo nepeaBuXHbIX PEHTTEHOBCKUX annapaToB e Bﬂz:%i%%'m” 1 He cooTtBeTcTBYET
ONarHOCTUKMK)
KonunyectBso TpoM60MHUKCEPOB 0 1 He cooTBeTcTBYET
KonnyecTBo 6aKTepunLUMaHbIX 06nydaTenen Bosayxa 21 Mo TpeboBaHuio CooTBeTCTBYET
KonunyectBo naMuHapHbIX WKadoB 1 2 He cooTBeTcTBYET
KonnyectBo MHranaTopoBs 5 1 Ha 6 Koek CooTBeTCTBYET
g(gg:lgzggzc:':gﬁopos 019 OTONAaPUHIONOrM4YEeCKoro 0 1 He cooTaeTcTBYET
Ic-)((ﬁ)g;l;neggza::6op03 ans odbTanbMOCKONUYECKOrO 0 1 He cooTeeTcTBYET
KonryectBo HEraTocKonos 2 1 CooTBeTcTBYET
KonnyectBo KNCNOPOAHbLIX NOABOAOK K KpOBaTAM 18 18 CooTBeTCTBYET
KonrMyecTBO MHCTPYMEHTa/bHbIX CTO/I0B 0 3 He cooTBeTcTBYET
KonnyecTtBo aN1E€KTPOHHbIX BECOB ANS AeTew Ao 1 roga 1 2 He cooTBeTcTBYET
KonunyecTtso BecoB 1 2 He cooTtBeTcTBYET
Konuyectso poctomepos 1 2 He cooTtBeTtcTBYeET
KonunyectBo cTETOPOHEHAOCKOMNOB 4 1 Ha 1 Bpaya CootBeTcTBYET
A A W P A 2
KonnyectBo 403aTOPOB 41K XKUAKOro Mblna 22 Mo TpeboBaHuio CooTBeTcTBYET
KonuyectBo TepMoOMeTPOB 20 18 CooTBeTcTBYET
L(?;OMEOG;TBO emMKocTen Ans c6opa 6bITOBbIX U MEAULMHCKUX 5 Mo TpeGoBaHmio CootseTcTayeT
KonuyectBo eMKocTewn Ansa ae3nHdeKLMM MHCTPYMEHTapums 8 Mo Tpe6oBaHMio CooTgeTcTayeT
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Ta6auuya 3. LLiTaTHOE pacnMcaHne OHKOIOMTMYECKOro oTaeNneHuns xummotepanum onyxonen NbY3 AO «ApxaHrenbcKkas
ob6nacTHas geTckas KNnHn4yecKasa 6onbHULa um. I.IL BbikneuoBa»

LUTtaTHaa eguHula B wrarte nii';%ﬂ;:ﬁlaﬂ“nrs pg:gn:Be?ch;:::M
MpunoxxeHua N2 5
3aBegylownn otaeneHmem 1 1 CooTBeTcTBYET
Bpay getckuni oHKonor 2 1 Ha 6 KoeK He cooTBeTCcTBYET
Bpau-neguatp 1 He npeaycmoTtpeH -
Bpau-ncuxotepaneBT 0 0,5 Ha 18 Koek He cooTBeTCTBYET

1 (He BXOAMT B WTaT

Bpay no neye6Hon du3KynbType oTaeneHms) 0,5 Ha 18 Koek CooTBeTcTBYET
Craplwas MefMLUMHCKasa cecTpa 1 1 CootBeTtcTBYET
MeanumHcKas cecTpa nanatHas 9 4,75 Ha 6 KoeK He cooTBeTcTBYET
ygﬂaﬁl{ﬁ”'\ﬂemumcmﬂ CecTpa no yxody sa 3 4,75 Ha 6 KoeK He cooTBeTCcTBYET
MegauumHcKas cectpa nepeBsa304HOM 0 1 He cooTBeTCTBYET
CecTpa-xo3anKa 1 1 CooTBeTcTBYET
CaHuTapKa 6ydeTHom 2 2 CooTBeTCTBYET
CaHunTapKa-BaHHLMLA 0 1 He cooTtBeTcTBYET
BocnutaTenb 2 0,5 CooTBeTCTBYET
CaHuTapkKa 2 4 He cooTBeTcTBYET

Bpau-TpaHcdysunonor

1 (He BXOAMT B WTaT
oTaeneHus)

1 Ha 6 KoeK CooTBeTcTBYET

AeBATb NanaTHbIX MEAWLMHCKKUX CecTep, OgHa npoLe-
AypHas cecTpa, TpM MAaALWMX MEeQULMHCKUX CEeCcTpbl
no yxoay 3a 601bHbIMW, OfHa CECTpa-xo03slKa, ABe
CaHUTapKn OypeTHOW, ABe CaHWTapKW, OABa BOCMW-
TaTensa v oaHa ybopuwumua CNy*eOHbIX MOMELWEHUN.
NMoaopo6bHee wWTaTHOE pacnucaHMe M ero CooTBET-
ctBue [lpunoxennio N2 5 lNpukasza MuHUCTEpCTBa
3apaBooxpaHeHus Poccuinckon deaepaumnm N2 560H
oT 31 okTa6pa 2012 r. npeacTaBneHo B Tabn. 3.
HemanoBaxHo, 4To Ha 6a3e AOAKB pacnonoxe-
Ha Kadeapa getckon xupyprum 'BOY BIMNO «CIMY»
MwuH3gpaBa Poccuu, 3aBeayollnin KOTOpon — Bpad
AETCKUM OHKONOT — ABNSETCHA KypaToOpOM OTAENEHUS.
B xome aHanu3a uctopun 60ne3Hen 6bI10 ycTa-
HoBNeHo, 4yTo B 2011-2015 rr. B oTAENEeHNn cneum-
annM3npoBaHHaa M cMMNTOMaTM4yecKas nomoulb Gbina
OKazaHa 49 nauueHTamMm C CONMAHbIMM 3J/I0Ka4YecT-
BEHHbIMM HOBOOOGPa30BaHMAMMK (3@ WMCKIKOYEHUEM
OMNyxoJiIeM rofIOBHOr0 MO3ra), U3 HUX C Henpobna-
cToMmamu 6bin10 11 (22,4%) naunmeHToB, ¢ Hedpobna-
ctomamu — 10 (20,4%), ¢ onyxongMu nevyeHn — 6
(12,2%), ¢ pakom wuToBUaHOM ¥enesdbl — 5 (10,2%),
c octeocapkomamun — 3 (6,1%), c pabaommocapKoma-
Mu (PMC) — 3 (6,1%), ¢c capkomamu FOuHra — 2 (4%), ¢

PMC opraHHoM npuHaanexHoctn — 2 (4%), ¢ peTuHo-
6nactomamun — 2 (4%), ¢ CUHOBMANbHOW CapKOMON —
1 (2%), ¢ dnubpocapkomon — 1 (2%), ¢ tOBEHUJIbHON
rpaHyiemMaTo3Hon onyxonbio — 1 (2%), ¢ NPUMUTUB-
HOM HEMPOIKTOAEPMaANbHOM ONyX0osbio (primitive neu-
roectodermal tumor, PNET) cpenoctenna — 1 (2%), ¢
pakom anyka — 1 (2%).

B 2011 r. nony4yanu nedyenue 9 (18,5%) naumeH-
T0oB, B 2012 — 6 (12,2%), B 2013 — 11 (22,4%), B
2014 — 11 (22,4%), B 2015 — 12 (24,5%).

B aHanuanpyemon rpynne geten 6bin10 23 (46,9%)
[€BOYKMK U 26 (53,1%) Manb4YnKoB, CPEeaHUI BO3pacT
cocTtaBun 5,9 roga (1 mec — 17 ner).

MauneHToB ¢ | ctagnen 3aboneBaHus 6bi1o0 7
(14,3%), co Il — 22 (44,9%), ¢ lll — 5 (10,2%), c IV —
14 (28,6%), ¢ HeyCTaHOBNEHHOW CTaaUeEN ONyxoneBo-
ro npou,ecca2 — 1 (2%).

B 2011-2015 rr. obwee KONMYECTBO rocnuranu-
3aUun NaUMEHTOB aHaNNM3UPYEMOK Fpynnbl COCTaBMIIO

2 370 06bSCHAETCA TeM, YTO POAUTENU NauueHTa MNPUHANU

peleHne o 1e4eHnn B OHOM U3 KNUHUK fepMaHumK nocne nog-
TBEPXKAEHUS MarHo3a 3/10Kka4yecTBEHHOro HOBOOGPa30BaHWA
1 Bbl6GbINM M3 HabnoaeHus. CooTBETCTBEHHO, HEO6XOANMbIN
KoMMneKkc o6cnefoBaHus Ang ycTaHOBNEHWUS cTaauun 3abone-
BaHUs He OblN NPOBEAEH.
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439, obulee KONMYecTBO KOMKO-AHeN (K/O) — 6746,
cpedHsas MNpPOAOIKUTENbHOCTb rocnuTannsaumm —
15,4 k/A.

Bce nauuneHTbl monyyanu eveHune 3a cHeT CpeacTs
TeppuTtopuanbHoro ¢doHaga o0653aTenbHOro Meau-
LLMHCKOro CTpaxoBaHWs, Npu 3TOM M3 ApxaHrenbcKa
6b110 16 (32,7%) nauneHtoB, n3 CeBepoaBMHCKaA —
9 (18,4%), U3 YCTbAHCKOro MYyHWUMNANbHOro pamn-
OHa ApxaHrenbckon o6bnacth — 4 (8,2%), w3
Mpumopckoro — 4 (8,2%), ns MNMneceukoro — 3 (6,2%),
n3zKotnacckoro—2(4,1%), uaMuxexckoro— 2(4,1%),
n3 HosoaBunHcKa — 2 (4,1%), na JleHckoro — 1 (2%),
n3 Hangomckoro — 1 (2%), u3 KpacHo6opckoro — 1
(2%), n3 Benbckoro — 1 (2%), n3 MeseHckoro — 1
(2%), n3 HeHeukoro aBTOHOMHOro okpyra — 1 (2%),
n3 PoctoBa-Ha-[JoHy — 1 (2%).

[MpoBeaeHHbIN aHanM3 nokasals, 4To M3 49 nauyu-
€HTOB C OHKOJIOrMYEeCKMMMK 3abosieBaHUSIMMU, MNONy-
yaBwux nevyeHune B 2011-2015 rr, Ha MOMEHT
ycTaHoBNeHnsa amarHosa 47 (95,9%) npoxuBanu Ha
TeppuTopun ApxaHrenbckon obnactu, 2 (4,1%) — B
apyrux cybbeKkTtax Poccuickon depepauun. [pu
3TOM U3 47 NauueHToB, MNPOXMBABLUMX Ha Tep-
putopun  ApxaHrenbCKow obnactu, Haubosnbliee
KoNnyecTBO Obl10 M3 ApxaHrenbcka — 16 (34%) u
CeBepoaBuHcka — 9 (19,2%). OctanbHble 22 (46,8%)
nauMeHTa NpoXmnBanu Ha TepputTopum 11 ropoacKmux
OKPYroB M MyHUUMMNANbHbIX paoHOB. Takum 06pas3om,
[leTU C OHKOIOTMYECKMMU 3a601eBaAHUAMM MPOXKMBaA-
nn Ha Tepputopuax 13 (50%) ns 26 MyHULKUNANbHbIX
o6pas3oBaHMit ApxaHrenbCKon o6nacTu.

MauneHToB C capKkoMaMu KOCTEM U MSATKUX TKa-
Hewn 6bin0 11, n3 Hux 3 (27,3%) ¢ ocTeocapKkoMmamu, 2
(18,2%) ¢ capkomamu HOuHra, 3 (27,3%) ¢ PMC, 1 (9%)
¢ dnbpocapkomon, 1 (9%) c OBEHUNbHOW rpaHynema-
TO3HOM onyxonbto, 1 (9%) ¢ PNET cpenocteHus. Takum
06pas3om, NaLMeHTOB C KOCTHbIMU capKoMaMu ObIfio
5 (45,5%), ¢ MArKoTKaHHbIMK — 6 (54,5%).

M3 10 naumeHTOB ¢ Hedppobnactomamm 6 (60%)
MMEeNM NPaBOCTOPOHHIOK TOKaNM3aLMo ONyXx0neBoro
npouecca, 4 (40%) — NneBOCTOPOHHIOIO.

M3 5 nauneHToB €O 3/10Ka4eCTBEHHbIMW HOBOOO-
pa30oBaHUAMMU LWMTOBMUAHOM Xenesbl y 4 (80%) 6bin
BbIIBIEH NanNUANAPHbIK paK, y 1 (20%) — meaynnsip-
HbIM paK.

M3 2 nauuneHTtoB ¢ PMC opraHHOW NpuHagnerKHo-
CTK 6bl1 OAMH NauUMeEHT ¢ ambpunoHanbHon PMC neve-
HU 1 0aMH nauneHT ¢ PMC mo4yeBOro ny3sbips.

M3 6 nauneHToB ¢ onyxonsmu nevyenu 4 (66,7%)
6b1/10 ¢ renatobnactomamu n 2 (33,3%) ¢ renatouen-
NONSIPHBLIM PAKOM MEeYeHMU.

Hanb6onee yacto 3aboneBaHns MaHUbeCcTUpOBa-
1 60neBbIM cuHapoMoM (y 42; 85,7%); TaKKe oTMe-
Yyanucb TeMmnepaTypHble peakuun B Buae cyodpebpu-
nnteta (y 26; 53%) v noteps Beca (y 17; 34,7%).

Bce nauneHTbl Npy NosSBAE€HUM NepBbiX MPU3HAKOB
3a60/1eBaHUA 06paTUINCh K YHaCTKOBbLIM neagnatpam
Nno MecCTYy XXWTeNbCTBa, Nocfie Yyero 6binM Hanpase-
Hbl B crneuuanuampoBaHHoe oTtaenexHne AOAKB. Bo
BpeMs NMPOOUIaKTUHECKUX MEAULMHCKUX OCMOTPOB

3/10Ka4yecTBeHHOe HOBOOOpa3oBaHune He 6blj10 3ano-
[IO3PEHO HU Yy OAHOrO NaLneHTa.

CpenHee Bpemsi OT MOMEHTa MOSIBNIEHUS MEPBbIX
cMMNTOMOB 3a6o0neBaHUs OO MOMEHTa ob6palleHus
coctaBuno 3 gHa (MUH. — 1 AeHb, MaKc. — 7 AHEN),
[0 BepudUKaumm anarHosa v Havyana cneyuannsnpo-
BaHHOIo ne4yeHnss — 8 gHen (MUH. — 5 oHEen, Makc. —
11 p,HeH3). TaKne CpoKu OOBSACHAKTCA BPEMEHEM,
3aTpavyMBaEMbIM Ha TMCTOIOTMYECKYI0 BEPUDUKALMIO
[AvarHosa v yKnaAblBaloTca B AOMNYCTUMbIE HOPMbI, a
TaKXXe XapaKTepHbl AN1a 60nblWKNHCTBA deaepasibHbIX
NIe4eBHbIX YYPEKAEHNN.

Bce nauuneHTbl nony4yanu o6¢cneaoBaHme B MOJSIHOM
o6bemMe Ha 6a3e AOAKB, 3a UCKIOYEHMEM MarHuT-
HO-pe30oHaHcHoM Tomorpadumn (MPT), ructonoruye-
CKMX U UMMYHOTMCTOXMMMUYECKUX MCCNeaoBaHUM, a
TaKXXe Ny4eBOW Tepanuu, KOTopble BbIMOJHAMNCL Ha
6a3e bY3 AO «ApxaHrenbCKWMh KIMHUYECKMN OHKO-
norn4yeckun gucnaHcep» (AKO). Bo Bcex cnydasix
09 MOATBEPXKAEHUS TMCTONIOMMYECKUX 3aKOYEeHUM
OMONCHUNHbIM MaTepuan HanpaBnasacs Ans NOBTOPHbIX
uccnefoBaHU B naTo/ioroaHaTOMMYEeCcKWe oTaene-
HUS deaepasnbHbIX yYPEKAEHNN.

MMMYHOPEHOTMNINMPOBAHME OMyXONen MNpPOBOAM-
/IOCb TONIbKO B flabopartopuax deaepanbHbiX ydpe-
OEHWN, TMNOCKONbKY B JNIeYEOHbIX Y4YperKAeHUAX
ApxaHrenbCKonm o6nacTu BO3MOXHOCTM ANS NpoBe-
[leHMa TaKWX UccnefoBaHWM OTCYTCTBYIOT. B cnyyasx
pacxoXAeHnsa B TMCTONOrMYECKMX AMarHo3ax npena-
paTbl HanpaBAsAUCb Ha NepecMoTp B flabopaTopuu
KNnHKK LWBeuunn.

[lepBnYHaa rocnuTanmnsaumnsa geten ¢ Nnogo3pPeHU-
€M Ha OHKOJIOFMYECKYI0 MNaToNIOrMI0 OCyLLeCTBNSNACh
Ha KOMKW MHDEKLMOHHOIO OTAENEHNSA, COMAaTUYECKO-
ro otaeneHus N2 2, XMpypru4eckoro OTAENEeHUs UK
opTonepoTpaBmaTofiornyecKkoro. lNocne nposeageHus
HeobXxoaAnMbIX 06CcNefoBaHUM M BepUPUKaLMK anar-
HO3a MnauWMeHTbl MepeBOAMIUCH AN AafibHEenlero
NneyeHus B NpodPubHOE OHKONOINMYECcKoe oTaeneHme
XUMMOTEPANUM ONYXOJIEN.

MmMnnaHTnpyemble BEHO3Hble NnopT-CUCTEMBI
MCNonb30Banncb Npu neveHmnn 14 (28,6%) naumeHToB
C OHKoOnornyeckumu 3zaboneBaHusmu. Y 35 (71,4%)
nauMeHToB B KayeCcTBE CUCTEM BEHO3HOro AoCTyna
NpPUMeHsNn nepudepmnyeckme 1 NoAKIOYMYHbIE KaTe-
Tepsbl. MNpn Mcnonb30BaHUK NepuPepuvecKmx Kartete-
POB 4719 CTPYMHOr0 BBEAEHNS XUMMUOTEPANEBTUYECKUX
npenapartoB y 4 NauMeHTOB ObliM OTMEYEHbI Cy4au
3KCTpaBa3aLMu, KOTopble MPUBENN K Pa3BUTUIO XUMMU-
YECKMX OXKOroB MATKMX TKaHEW BEPXHNX KOHEYHOCTEMN.

XumMnoTEpaneBTUHECKOE JlIeYEHUE B YCNOBUAX
otaeneHua nonyumnu 43 (87,8%) nauuveHTta, CUM-
NTOMaTUYECKOE NevYeHne (KoppeKuus noKalaTtesnen
KpoBHM, Tepanusa GebpunbHOW HenTponeHun) — 36
(73,5%); nannnaTuBHaa nomollb 6bina OKkasaHa 4
(8,2%) nauuneHTam.

Haun6onee npoaomKuTeNbHbIMK (CBbiWwe 1 Hea) ABAAI0TCA TMCTo-
NIornyecKrMe MeTofbl AMarHOCTUKKM NPU NOAO3PEHUU Ha OMNYyXO-
leBOe MopaeHWe KOCTHOW TKaHW, MOCKONIbKY TpebyeTcs ee
feKkanbunduKaLms.
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Xupypruyeckum atan nedvenus 37 (75,5%) nauu-
eHTaM 6bli/1 BbiNnonHeH Ha 6a3e AOAKB, 12 (24,5%) —
Ha 6a3e deaepasnbHbiX Hay4HO-UCCeaoBaTeNbCKNX
MHCTUTYTOB.

JlyyeBas Tepanus 6bina npoBeaeHa 9 nauueHTam
Ha 6a3e bY3 AO «ApxaHrenbCKnim 061aCTHON KIUHU-
YECKMM OHKONOIrMYECKMIN ANCNAHCEpP».

®OKP no nevyeHunto COOTBETCTBYIOLMX HO30/0MNN
Obl/IN BbINOMHEHBI BCEM NaLMEHTaM B MOSHOM 06be-
Me. CnyyaeB M3ObITOYHOIO JIeHYEHUS (NonmMnparmasnm)
He OTMeYeHo.

B HacTosillee BpeMs U3 aHaIUM3MpyemMon rpynmnbl
*uBbl 40 (81,6%) nauuneHToB, U3 HKMX 4 (10%) npoaon-
¥aloT nevyeHne n 36 (90%) pocturnm pemuccuun. OT
NPOrpeccnpoBaHMs OCHOBHOIo 3ab60s1eBaH1sa yMepau
9 (18,4%) yenoBek.

OBCYXAEHME

®depepanbHbiM 3akoHOM N2 323-P3 oT 21 Hos-
6pa 2011 r. «O6 ocHoBax 340pPOBbSA rpaxkaaH B
Poccuinckon degepauunm» onpeneneHbl OCHOBHbIE
NPUHLMUMbl — rocyAapCTBEHHbIE rapaHTUK U OTBETCT-
BEHHOCTb OpPraHOB BJACTW, MECTHOrO camoynpaBfie-
HUS, coLManbHaa 3aliMULLEHHOCTb rpaXKaaH npu yTpa-
Te 3[10P0BbS, IOCTYNHOCTb M KA4eCTBO MEAULMHCKOM
nomowm (KMI) — COBOKYMHOCTb XapaKTEPUCTHUK,
OTparkalolMx CBOEBPEMEHHOCTb OKa3aHWsa Meau-
LLMHCKOM MOMOLLM, NPaBUIbHOCTb BbiOOpa METoA0B
NPOPUNAKTUKHK, AMArHOCTUKM, NEYEHUS U peabunuTa-
UMK NPW OKa3aHWUU MEeAMLMHCKOM MOMOLM, CTEeNEHb
JOCTUXEHUS 3anlaHMPOBaHHOIO pesynbraTa [6]. MNpu
3TOM noBblleHne KM — 0AHO M3 NPUOPUTETHLIX
HanpaBNeHWN pa3BUTUS 34paBOOXpPaHeHus [7].

Tak)Xe B 3aKoHe onpegeneHa MPUOPUTETHOCTb
OXpaHbl 300pOBbS AE€TEN — OAHO U3 BaXKHENLWWUX U
HEO6XOAMMbIX HanpaB/EHUN AEeATENbHOCTU rocyaap-
cTBa. [1pn 3TOM OCHOBHblE MeXaHW3Mbl peanu3auuu
KMI1 — opraHusauma MeamLMHCKON NOMOLWM AETAM C
MaKCMManbHON MPUBNNKEHHOCTbIO K MECTY XKUTEb-
CTBa UM 0OY4YEHUS, HanMyme HeobXoAMMOro yucna
KBanMPULMPOBaAHHbIX MEAULMHCKUX PabOTHMKOB, a
Tak)Xe cobntojeHne nopsaKka oka3aHus 1 cTaHgapToB
MeOWLMHCKOW NOMOLLM, NPeaoCTaBISIEMON B HEOOXO-
IUMOM obObeMme.

A.J1. llnHaeH6paTeH ¢ coaBT. crnpaBeaMBo pasae-
naT noHatna KMI 1 kayecTBa opraHu3aumn mMeau-
LMHCKon nomouwm (KOMI), 06beamHssa X B «<Kka4eCcTBO
MEeOULMHCKOro 06CyXMBaHUSA HaceneHus» [8]. 3T1o
BMOJIHE OMpPaBAaHO, MOCKO/IbKY MMEIOTCSH OTINYMS B
TpakToBaHnn KMI pa3nmMyHbiMm Cy6beEKTaMM €e OKa-
3aHWS — nauueHTamu, Bpavyamu, opraHu3atopamu
3paBoOOXPaHeHns, YTO BMNepBble OTMETWUST B CBOMX
pa6oTtax A. Donabedian, npeagnaras TpyM nogxoga K
oueHKke KMIT — CTpyKTypHbIM (OparHM3aLmMOHHO-TEX-
HUYECKOEe KayecCcTBO PEecypcoB — martepuabHO-TEX-
HMYECKOM 6a3bl, OCHALLEHUS U T.A4.), NPOLIECCYallbHbIN
(TOYHOCTb AMArHOCTMKMK, aA€KBATHOCTb TAKTUKM Neye-
HUSA, COGNIOAEHME CTaHAApPTOB) M pPe3yNbTaTUBHbIN
(cTeneHb NPUBAMKEHUSA K MaKCMMalbHO BO3MOMXHO-
My pe3ynbTaTy nedeHus) [9].

0606Wass U3N0KEHHOE, MOMHO YyTBEp¥KaaTb,
yto KMI1 o6beanHsaeT ABa OCHOBHbIX KPUTEPUS —
a[eKBATHOCTb TAKTUKM JIEYEHUS U ee MaKCHMab-
HOe COOTBETCTBME MPUHATLIM cTaHAapTam. lpouyve
XapaKTEPUCTUKM — [OOCTYMHOCTb, 3KOHOMWYEcKas
3QPEKTUBHOCTb, MNPEEMCTBEHHOCTb, CBOEBPEMEH-
HOCTb — oTpaxkatoT KOMI1, ogHaKo TaKXe BAMSAIOT Ha
CYy6bEKTUBHYIO OLIEHKY MaLMeHTOM, ero yaoBNETBO-
PEHHOCTb OKa3aHHOW MeaULUMHCKON nomolubto [8].

B cBeTe BbILWEN3NOKEHHOIO CNpaBeanBo yTBEpP-
*aaTb, YTO B aHaAIM3MPYEMOM PETMOHE Ha AOCTATOYHO
BbICOKOM YpOBHe HaxoaaTcsa Kak KMI, Tak n1 KOMI1.
3TO NOATBEPXKAAETCH HE TOJSIbKO BbiNoJHeHnEM OKP
no nedeHuio nauymeHToB ¢ 3HO, HO M ux apPeKTnB-
HOM MaplipyTM3aLumMen, BO3MOXKHOCTbIO MpoBede-
HUS GONbLIMHCTBA 3TAMNOB AMArHOCTUKM U JIeYEHUs B
HENnocpeacTBEHHOM 6/IM30CTU OT MECTa NPOXKMBAHMUS.

Mockonbky y 39% nauneHToB 3aboneBaHus Obln
BbiiB/IEHbl Ha llI-IV cT., HE06X0AMMO YCUINTb KOHT-
ponb 3a NPOPUNAKTUYECKUMN MEANLMUHCKUMMU OCMO-
TpamMu [OETCKOro HacefieHWsl, OAHOBPEMEHHO MOBbI-
CMB OHKOJ/IOTMYECKY HAaCTOPOXKEHHOCTb Y4aCTKOBbIX
neanaTpos.

MauneHTbl ¢ HEKOTOPbIMU NATOIOTUSIMU, HaMNpu-
Mep KOCTHbIMW capKoMamu, 060CHOBaHHO Hamnpas-
NISNNCb Ha XUPYPru4ecKum atan nedvyeHums B dene-
panbHble  LEHTPbl, MOCKOJbKY OrpaHuM4yeHHoe
e)XKerogHoe 4Y1cno NepBMUYHbIX MAaLMEHTOB C AaHHbI-
MW HO30/10TMYECKMMKN dOpPMaMKU aenaeT Heueneco-
o6pa3HbiM OCHalleHWe OoTAeNneHUs HeobXOoAMMbIM
060pyaOBaHMEM.

BmecTte ¢ Tem uenecoobpal3Ho BBECTM B OTae-
neHne aHeBHoro npeb6buiBaHna AOAKB 0,5 ctaBKwu
Bpaya OETCKOro OHKOMora, NoCKO/bKY B psge ciy-
4yaeB (yOOBNETBOPWUTENbHOE COCTOSIHWE MaLMEHTOB,
6111M30CTb MecTa NPOXMBAHWUA OT 6ObHULLbI) OMpaB-
JaHO NpoBeAeHne KaK NepBUYHOro, TaK M NIaHOBO-
ro o6cnegoBaHUs NaLMEHTOB C OHKOMOTMYECKUMM
3aboneBaHusa MM B amObynaTOpPHbIX YCAOBUSAX. 3TO
NO3BO/IMT CHU3UTb Harpy3Ky ¢ HeNPodUIbHbIX OTae-
JIEHUN.

MOXHO OTMETUTb HEKOTOPbIE CNOXHOCTM MNpH
NpoBeAeHUU Ny4eBOW Tepanuu nauueHTam C OHKO-
NOTMYEeCKMMM 3aboneBaHUAMM, MOCKOMbKY [AaHHbIN
3Tan nedeHmsa nposoauTca Ha 6a3e AKO/, B KoTo-
pOM OTCYTCTBYIOT cneuuanucTbl neanaTpu4ecKom
HanpaBNEHHOCTU, KaK U HEOBXoaAnUMble cepTUdUKaThI
ANS OKa3aHWs MeaUUMHCKOM MoMolLM AeTaMm. pyrum
acneKToM sBfseTcss Heo6XoAMMOCTb MNPOBEAEHUSN
Ny4eBOMW Tepanuun 1 HEKOTOPbLIX BUAOB AMArHOCTMUYeE-
cKux uccnegoBanun (KT, MPT) c npMeHeHuem obLen
aHecTe3nu, 4To TpebyeT NpPUBIEYEHWUS BbIE3OHbIX
6purag aHecTe3noI0roB-peaHMMaTonoroB, KakoBbIX
B PerMoHe HegocTaToO4HOE KOJIMYECTBO.

YyuTbiBas, 4TO B OTAENIEHUM WMMEIOTCH KBasu-
dnuUMpOBaHHbIE cneuunannucTel M 060pyaoBaHue,
uenecoo6pa3HO B KayecTBE CUCTEM ANMUTENBHOIO
BEHO3HOro AO0CTynma MCMnofb30BaTb MMMAaHTUpYe-
Mble BEHO3Hbl€ MOPT-CUCTEMbI ¥ BCEX NMALMEHTOB C
OHKOJIOrMY4EeCKMMKU 3aboneBaHUaMM, npeanonara-
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emMasa NpPoAO/MIKMUTENbHOCTb SIEYEHUA KOTOPbIX Mpe-
BblllaeT 6 Mec. ATO He TONIbKO MOBLICUT Ka4yecTBO
YWU3HUW NaUMeHTOB, HO M ByaeT cNO0COBCTBOBATb CHU-
EeHUo 3aTpaT Ha nedeHune [10]. Mpn npeanonara-
eMOoWV NPOAOCIKUTENBHOCTH JIEYEHUS (FKU3HU) MEHEe
6 Mec MOXXHO PEKOMEH0BaTb NCMOIb30BaHME LEH-
TpanbHbIX KaTeTepoB, BBOAUMbIX Yepe3 nepudepu-
YeCKylo BEHY, yCTaHOBKa KOTOPbIX 6e30MnacHa 1 He
TpebyeT NPUMEHEHMHA cneunanbHoOro ob6opyaoBa-
HUS, @ 3KCnayaTauns CONPOBOXAAeTCHs MUHUMaIb-
HbIM MPOLLEHTOM OCJIOXKHEHMM [11].

B HacTosLEe€e BpeMS NanIMaTUBHYO MOMOLLb NaLn-
€HTbl C OHKO/IOTMYEeCKMMU 3ab0o1IeBaHUAMM Noy4vatoT
Ha 6a3e OHKOIOMMYECKOro OTAENEHNS XMMMOTEPANnn
onyxofien. XoTa 3TO HE HapyllaeT NPOTOKONIOB fleye-
HUS MauUMEeHTOB, MOAy4YalolWMX crneunann3vpoBaH-
Hyl0 MOMOLLb, HO HECET AOMOSHUTENbHYIO HarpysKy
Ha MeauUMHCKMK nepcoHan. OTaeneHne nannvaTus-
HOW MOMOLLX AETCKOMY HaceneHuto B ApXxaHrebCKOM
o6nacTu OTCYTCTBYET, oAHaKo B 2016 r. nnaHupyeT-
Cca co3JaHWe TaKoro otaeneHmsa Ha 5 Koek Ha 6ase
AOKB.

Mmetoumecs pacxoxaeHnsa B OCHaLEHHOCTH oTae-
NneHnsa 060pyaoBaHNEM M LITATOM C PEKOMEHAALMAMM
Mpunoxenmn N2N2 5 n 6 K lMpukady MuHuctepctea
34paBooxpaHeHuns Poccumnckon ®egepaumm N2 560H
oT 31 okTa6ps 2012 1. He cKa3biBaeTca Ha KMI nauu-
€HTaM C OHKOJIOTMYeCcKUMHK 3ab60neBaHUAMK U CBUIE-
TeNbCTBYET 06 M3ObLITOYHOCTHU AaHHbIX [TPUNOKEHUI K
LenecoobpasHOCTH UX MepecMoTpa.

BbIBOAbI

YynTbiBas BbILEN3NOKEHHOE, MOXEM YTBEPXKAATD,
4yTO B HacToslEee BpemMs B ApxaHrenbCKow obnactu
MMEITCH BO3MOMHOCTM A1 OKa3aHWs cneunanunau-
pOBaHHON MEAULMHCKOM NOMOLM AETSAM C 6ONbLUIMHCT-
BOM 3/10Ka4eCTBEHHbIX HOBOOOPAa30BaHUN.

BnonHe onpaBaaHHbIM SBNSETCH NpPOBeAeHME B
YCNOBUSIX a@HaM3MPYyeEMOro OTAENIEHUS XMMUOTEpa-
NeBTUYECKOro M XMPYPrMYEeCKOro 3TanoB fie4eHus B
COOTBETCTBUM C NPUHATLIMU PKP. YunTbiBas orpaHu-
YEHHOE eXKerogHoe KOMYecTBO NepPBUYHbIX NaLMeH-
TOB C CONMMAHBIMU OHKOIOTMYECKUMM 3a60NEeBaAHUAMM
B aHa/M3npyemMon 061acTu, B TOM YUCSIE C KOCTHbIMMU
capKomMaMW, He npeacTaBAsfeTCs LLenecoobpasHbim
npoBeneHne B 06/1aCTHOM 60NbHULE OPraHOCOXPaHs-
OLLMX OMepaLunit NpM AaHHbIX NATONOMMUSAX, MOCKOJIbKY
L7191 3TOro TpebytoTCs cneunanmncTbl Co 3Ha4YUTENbHbIM
ONbITOM PaboThbl B AETCKON OHKOOMUK.
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PecnybnuKkaHCK1in Hay4HO-MPaKTUYECKUI LLEHTP AETCKOW OHKOIOTUKU, FTEMaTONIOrTMKU U UMMYHOJIOMMK
MwuH3sgpasa Pb, MuHck, Pecnybnuka benapycb

Jlokanu3zoBaHHble ¢popMbl ONMyXosen ceMeucTBa
capKombl lOuHra B Pecny6nuke benapycs:
aHanNu3 KAMHU4YecKux ucxogoB y 115 naymeHtoB
3a 15-neTHun nepuop Ha6noaeHusa

AKTyanbHocTb. Onyxonun cemencTBa capKombl KOuHra (CHO) moryT BO3HUKaTb B KOCTSAX U MSIKUX TKaHSX, Nnpea-
CcTaB/iIeHbl (PEHOTUNOM HU3KOANPDEPEHLIMPOBAHHBLIX MEJKUX OKPYI/bIX ro/y6biX KIETOK M XapaKTepu3yrTcs
Ha/m4nem UAEHTUYHbIX TEHETUYECKMX M0JIOMOK, CBA3aHHbIX ¢ 22-i xpomocomoi. Llenbto vccnegoBaHus 6biia
OLIEHKa []0/ITOCPOYHbIX MoKa3aTesiel BblXKMBAEMOCTH JIOKA/IM30BaHHbIX (HemeTacTtaTtniyeckux) popm CHO u aHanus
XapaKTepUCTUK NaLMEHTOB C 61aronpuaTHbIMKU U HEGAAronpUATHbIMU UcXog4amu 3aboneBaHus. MauueHTbl u MeTo-
Abl. B aHanns Bkato4eHbl 115 naymeHTos ¢ CHO, noayyYaBLumnx 1e4eHne B Pecrnyb6IMKaHCKOM Hay4YHO-MPaKTU4eCKOM
LIEeHTpE AETCKON OHKOI0MMn, reMaTto10rnmn n uMMyHos1orum Pecriy6amnku benapycb ¢ 1999 no 2014 r. Pe3ynbraThl.
15-netHss 6eccobbiTUiHas 1 06Las BbIXXMBAEMOCTb [J151 NaUMEHTOB C JloKaim3oBaHHbIMK opmamu CHO cocTta-
Buna 62,5 u 67,0% cooTBETCTBEHHO. He 6bI/10 BbISIBIEHO 3HAYUMbIX OT/INYUI B XapaKTEPUCTHUKaX naLMeHToB (o,
BO3pPacT, ypOBEHb NaKTaTaernaporeHassl, PasMmep v J0KaamM3alus onyxoam 1 Ap.), no3BOSIOWMX MPOrHO3MpPO-
BaTb Ucxo[ 3aboseBaHusl nepes Hadasiom Tepanuun. 3aKadeHme. [lokasaTesn Or0CPOYHON BbIXXKMBAEMOCTH
rnawumeHToB ¢ HemeTtacTaTuyeckumu onyxonsimm CHO B Pecrniybnnke benapycb COOTBETCTBYIOT CTaHAapTaM CTpaH ¢
pPasBUTON CUCTEMOM 3paBoOOXpaHeHUs. HoBble MapKepbl HEOBX0AUMbI A4/151 CTpaTUdUKaLMm Ha rpynnel 6aaronpu-
SAITHOrO 1 He61aronpPUSITHOro0 KIMHMYECKOro cxoAa Ha aTane rnocTaHOBKU AMarHosa.

KnioyeBble c/ioBa: onyxosib ceMencTBa capkombl lOuHra, neyeHue, BbIXKHBa€MOCTb.

(Ana yntupoBanmnsa: Kucenés J1.I., AnerHnkoBa 0.B. JlokannaoBaHHble GOpMbl ONyxonen ceMencTBa CapKoMmbl
HOuHra B Pecnybnuke benapycb: aHan13 KIMHUYECKUX ncxoaos y 115 nauneHToB 3a 15-neTHui nepunon Habto-
nenus. OHkoneaunatpms. 2016; 3(3): 182-187. Doi: 10.15690/0nco.v3i3.1596)

L. Kisialeu, O. Aleinikova

Belarusian Research Center for Pediatric Oncology, Hematology and Immunology, Minsk, Belarus Republic

Ewing’s Sarcoma Family Tumors in the Republic
of Belarus: Fifteen-year Survival Rate
in 115 Pediatric Patients with Localized Disease

Introduction. Ewing sarcoma family tumors (ESFT) occur in bone and within soft tissues. ESFT is a type
of the “small round blue cell” tumor group which is poorly differentiated. The Aim of the study was to
evaluate the long-term survival rate and to assess clinical characteristics of patients with favorable and
unfavorable outcomes. Patients and Methods. The study enrolled 115 patients with localized ESFT who
were registered in the Belarus Republic pediatric cancer sub-registry. Survival rate was estimated via the
Kaplan-Meier method and compared using log-rank tests and Cox proportional hazard models. Results.
Fifteen-year overall and event-free survival were 67.0 and 62.5% respectively. Common clinical prognostic
factors (age, sex, tumors volume, response to treatment and other) did not differ between patients with
favorable and unfavorable outcomes. Conclusions. Treatment results for patients with localized ESFT
from the Republic of Belarus comply with generally accepted standards. Searching for new predictive
markers is necessary for early detection of patients resistant to conventional treatment.

Key words: Ewing sarcoma family tumors, children, treatment, survival rate.

(For citation: Kisialeu L., Aleinikova O. Ewing’s Sarcoma Family Tumors in the Republic of Belarus: Fifteen-
year Survival Rate in 115 Pediatric Patients with Localized Disease. Onkopediatria. 2016; 3(3): 182-187.
Doi: 10.15690/0nco0.v3i3.1596)
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BBEAEHME

CoBpeMeHHble Noaxodbl K MCMOMb30BAHMUIO KaH-
Lep-perncTpoB B METOAONOIMYECKON OLEHKe 3/0-
KayeCTBEHHbIX 3ab0neBaHW faloT HOBblE BO3MOX-
HOCTM AN CUCTEMHOrO aHaju3a OHKoMmaTonorvvM B
LenoM M HOBOOOGPA30BaHWUM CKeneTa B 4aCTHOCTU
[1-3]. BnepBble onucaHHas [Oxxenmcom HOuHrom B
1921 r. Kak 3HaoTenMomMa KOCTuM capkoma HwuHra
(CHO) npeactaBneHa ©&eHOTUNOM HU3KoAMbDEPEH-
LMPOBaHHbIX MENTKUX OKPYIbIX FONy6biX KNeToK [4]. Y
JleTen N NOAPOCTKOB 3aboneBaHne 0OHapyXMBaeTcs
B OCHOBHOM B KOCT$IX, OAHAKO 415 B3POC/bIX MaLUeH-
TOB Ha NepBOE MECTO BbIXOAAT MATKOTKaAHHbIE NOKa-
nmsauunm [5]. MIcTopuMyYecKu OTAENbHO BbIAENSAINCH
onyxofib ACKMHa, NpUMUTMBHaAA nepudepuyeckas
HenpoaKkToaepMasbHasa onyxonb (NMH30), CHO MArkmnx
TKaHen, ogHaKoO Ha OCHOBAHMKU OBLWMX FrEHETUYECKNX
nosioMoK BcemupHas opraHusauus 3apaBooxpaHe-
HUS paccMaTpMBaET BCE 3TU HO30JIOMMK KaK Onyxonu
cemencTtBa capkombl KOuHra, nnu CHO [6]. N3BecTHO,
4YTO TONBbKO XUPYPrUYECKUN U/WNn y4eBON METO.bl
no3Bonanu Bblne4ynBaTb He 6onee 10-15% nauu-
E€HTOB C JIOKaNM30BaHHbIMKU (HEMETAcTaTUY4ECKUMM)
dopmamu 6051e3HU [6]. B ocTanbHbIX cnyvyasx BO3HM-
Kan CUCTEMHbLIN peumauB 3aboneBaHus. B HacTtos-
wee Bpems fieyebHble M AnarHoCTUYEeCKMe onumm ans
naumeHToB ¢ MH30 nccnenytoTcs NOCPEACTBOM MYJb-
TULIEHTPOBbLIX MPOTOKONOB, MNpeaycMaTpuBaloLLmX
KOMMMEKCHYIO MM MHOTOKOMIOHEHTHYO Tepanuto [7,
8]. MpruMeHeHne CUCTEMHOM XMMMOTEpPanum No3BON-
J10 3HAYUTENbHO YNY4YWWTb OTAANIEHHbIE Pe3ynbTaThbl
ne4yeHus: o 60-65% anga cnyvyaeB 6€3 MeTacTaTmye-
CKOro pacnpocTtpaHeHuns. OQHaKO 3TW OOCTUKEHUS HE
NPUBENN K YBEIMYEHUIO KOSIMYECTBA MONOKMUTENbHbIX
MCXOA0B ANSl NALUMEHTOB C HalMiMeM METacTa30B Ha
MOMEHT MOCTAaHOBKM AMarHo3a: nokasaTenu BbiXXnBa-
€MOCTHM AN HUX He nNpeBbllaloT 20-25% Ha npoTaxKe-
HUKW NOCNEAHUX AECATUNETUI, HECMOTPS Ha UCMOJIb30-
BaHWE BbICOKOMHTEHCUBHbIX XMMUOTEPANEBTUYECKUX
PEXMUMOB W arpeccuMBHbIX JOKafbHbIX MNOAXOAOB.
Takum 06pa3om, MeTacTaTU4ecKoe pacnpocTpaHe-
HWEe OMyXO0JIEBOro NpoLiecca Ha MOMEHT NOCTaHOBKM
AMarHosa aBnseTcs 04HO3HaYHbIM KpUTepuem Hebna-
rONPUATHOIO KIMHMYECKOro Mcxoda, HO U B KoropTe
nauMeHToB C HemeTacTaTM4yeckumu dopmamu ans
1/3 cny4yaeB KnacCUYECKME CXEMbl NIeYEHUS OKa3bl-
BatoTCs HEAPPeKTUBHbIMU [9, 10]. lNporHo3mpoBaHune
TaKMX NaLMeHTOB Ha 3Tane MHULKWANbHOM ANarHoCTu-
KW MOTrN0 6bl AaTb NPEUMYLLECTBO NOCPEACTBOM paH-
HEN KOpPEeKUMM AN HUX TepaneBTUYECKOro nfaHa.
B 60nbliOM KONM4YecTBe NUTEpPaTypPHbIX UCTOYHWKOB
NMOMMMO METacTa30B MNpPeACTaBfeHbl Apyrve Kiau-
HUYECKME MapKepbl Heb6MaronpuaTHOro MNPOrHo3a.
bonblon pasmep HOBOOGpPA30BaHWS, LIEHTpabHas
JIOKanu3aumsa onyxonu, ypoBeHb NaKTaTaernaporeHa-
3bl (JIAl), non n 6onee crtapwuni BO3pacT naumeHTa
MOTYT CBMETENbCTBOBATL O XyAWEM Ucxoae 3abone-
BaHua [11, 12].

B HacToAlwem wccnegoBaHuM  MpeacTaBfEHb
pe3ynbTatbl nedeHns 115 negnatpuyecKnx naumeH-

ToB ¢ CHO B Pecny6/MKaHCKOM Hay4YHO-MPaKTUYECKOM
LLeHTpe AEeTCKON OHKONOrMK, reMaTosiorMm U UMMYHO-
normun (PHIML AOTN) Pecnybnukn Benapycb (PB) 3a
15-netHun nepuoa. Lenbto uccnepoBaHus O6bina
OUEHKa NnoKasaTenen A0/IT0CPOYHOM BbIXKMBAEMOCTH
M aHann3 ucxogos onyxonen CHO ans ycTaHOBEHUS
OTINYMUIA B KJIMHWMKO-MATOIOMMYECKNX XapaKTEepPUCTU-
Kax nauneHToOB ¢ 61aronpusaTHbIMU U HEGNAronpuaT-
HbIMW pe3ynbTaTaMun Tepanuu.

MATEPUAJIbI U METO1 bl

BbinM ncnonb3oBaHbl AaHHble [JEeTCKOro cybKaH-
Lep-permncTtpa, B Kotopom ¢ 1999 no 2014 r. 3aperu-
cTpupoBaHbl 115 naumneHTtos ¢ CHO, aMarHocTMpoBaH-
Howv B PHIL, IO N, KOoTOpbIn ABASETCA €ANHCTBEHHbIM
yuyperaeHnem ana nevyeHus aeter u noapoctkos Pb
[0 18-netHero Bo3pacTa [9]. Ana nocTaHOBKM auar-
HO3a WMCMNO/b30BasN TUCTONIOMMYECKUIN, UMMYHOIU-
CTOXMMUYECKMN WU MONEKYNSAPHO-BMONOrMYecKum
MeToAbl. [launmeHTam OCyLEeCTBAANCH JIOKalbHbIN
KOHTPO/b (Onepauns, onepauus + nyvyeBas tepanus,
TONbKO NyyeBas Tepanus) U NPOBOAMIOCH Mporpam-
MHOE cuCTeEMHOE nedyeHune. Ncnonb3oBann 5 pexu-
MOB CUCTEMHOW XxumuoTepanuu. MNpun pexunme A (Ha
6onee paHHux atanax ansa nfMH30) xumrMoTepanus ocy-
WwecTBAsNacb N0 NPOTOKONY MAFKOTKaHHbIX ONyXoiewn
pabaonaHOro reHesa: BUHKPUCTUH, AOKCOPYOWLIMH,
anKUNuMpytolLMe areHTbl, 3Tono3una, npenapartbl nnaa-
TuHbl [10]. Pexknm B 6a3mpoBancs Ha peKoMeHaaumnsax
EBponenckoro obuiectBa OHKoONOros nocne 1992 r.
BUHKPUCTUH, OKCOPYOULMH, aKTUHOMWULMH, 3TOMO-
31, a TaKXe alnkunupylouwme areHtbl udpochammg
U uuMknodpochamma B pexumme paHgomu3auumun [11].
MHOYKUMOHHasa cxema pexuma C cooTBeTcTBOBana
peKOMEeHAaUNSaIM aMepPUKaHCKUX OETCKUX OHKO0roB
ansa CHO u nogpasymeBana NpoOBEAEHUE B albTEPHMU-
pyloLEM perxnme 6J0KOB BUHKPUCTUH / OOKCOPYOU-
UMH / uMknodpocdhammnag u atonosua / npochdamug
[12]. KoHconunaupytowas tepanus pexuma C npoBo-
annacb NOCPEACTBOM BbICOKMX A03 OycynbdaHa W
MendanaHa ¢ nogaepKKon nepndepmnyecKkomn cTeBoNo-
BOW KneTkon [13]. Pexxum D 6a3upoBancs Ha peKo-
MeHaaumsax EBponenckoro obuiectBa OHKOMOroOB
nocne 1999 r.: MHAYKLUMOHHbIE BIOKMN BbIIN YETbIPEX-
KOMMOHEHTHbIMU (BUHKPUCTUH, JOKCOPYOULIMH, ndoc-
damua v 3ToNo3una), KoOHconManpyowas Tepanus 6oina
TPEXKOMMOHEHTHOM (BUHKPUCTUH, Mpochamua, akTu-
HOMUUMH [1) [14]. Ans cCeNneKTUBHbIX NaLUEHTOB PEXMU-
Ma E Hapsagy ¢ YeTbIPEXKOMMOHEHTHOM MHAOYKUMEN U
TPEXKOMMOHEHTHOM  KOHCONMAAUMEN MPUMEHsNach
6N10Kaga aHrMoreHesa npenapartom 6eBaun3ymab Ha
OCHOBaHMWM YPOBHEN MapKEPOB aHrMOreHes3a B TKaHu
OMNyxoNin nepeja CUCTEMHOM Tepanuen.

[Mocne oKOHYaHUA NevyeHus nauumeHTbl Habnwaa-
nmcbk [leTckmm cybKaHuep-peructpom Pecnybnmku
benapycb ¢ NOCTOSIHHbLIM OOGHOBNIEHWEM cTaTyca.
AnuTenbHoCTb  6eCCOBbITUMHONM  BbIXXKMBAEMOCTHU
(BCB), obuwen BbixxmMBaemoctn (OB) U KymynsaTUBHOM
4acToTbl peunanBa UcHUcnsiacb OT BPEMEHU NoCTa-
HOBKW MHWLMANBHOMO AMarHosa.




OPUI'MHAJIbHbIE CTATbU

CtaTUCTUYECKUN aHaNU3

Ctatuctnyeckas o6paboTKa MNONyYEHHbIX AaH-
HblX MNpOBOAMNACb C WCMOAb30BaHWEM MpOrpam-
Mbl R-Statistics Bepcua 3.2.0, R Foundation for
Statistical Computing, nnueHans GNU GPL. OueHKa
CTaTUCTUYECKON 3HAYMMOCTM pPasMyMn  Mexay
CpaBHMBAEMbIMM  KOJIMYECTBEHHbIMW  MOKasaTte-
n9MKU nposoaunacb npu nomouwm U-tecta MaHHa-—
YnTHW. CpaBHeHME B rpynnax no MHAWBUAYaSbHbIM
napameTpam — C nomouwbio x2-tecta. Kpueoie OB
n BCB BbicTpanBann no metoay KannaHa—Mewnepa
(Kaplan—Meier); nna cpaBHUTENbHON OLLEHKM AOCTO-
BEPHOCTU pPa3/IM4nii MCNONb30BanAM J1IOTPAHIOBbLIN
Kputepun (log-rank test). KymynatuBHaa 4acTtoTa
BO3HUKHOBEHUSA COOLITUM paccyuTbiBanacb MeETO-
[lOM KOHKYPUPYIOLWMX PUCKOB, PasNning KyMynsaTuB-
HbIX YaCTOT OLLEHUBAIUCb C UCMOJIb30BaAHMEM TecTa
Gray. Paznmuuns cuntanu cTaTUCTUYECKN 3HAYUMbIMU
npu BEPOATHOCTKU OWMOKN MeHee 5% (p<0,05).

PE3YJIbTATbI

Y 3 (2,6%) n3 115 nauneHToB KOHCTaTMpoBaHa
CMepPTb OT MHOEKLIMOHHBIX OC/TOXHEHUIK 6€3 NpU3Ha-
KOB Ha/Myus peuunansa.

KnAnMHWMKO-naTtonornyeckue XapaKTePUCTUKH
112 nauneHToB, pa3/efiEHHbIX Ha 2 rpynmnbl Ha OCHO-
BaHUW HanU4yusl peumanBa / NPOAOSIIKEHHOro pocTa
3aboneBaHuns, npeacTtaBneHbl B Tabn. Peuuavs
3aboneBaHuna nmenn 38 (33,9%) M3 112 nauuMeHTos,
74 Haxoaatcs B pemucceniu; 6 (15,7%) ns 38 naumeHToB
C peunanBamu NOBTOPHO BbILWIN B PEMWUCCHUIO Mocne
Tepanuu 2-m IMHWKU U XKMBbl HA MOMEHT aHanusa.

Kak BMOHO M3 Tabi., MyCKOM MO HECKOMbKO npe-
o6napgan B rpynne peunamsos (55,3 npotus 40,5%).
Hanb6onee 4yacTtonm nokanusauuen (OKONO MNONOBU-
Hbl c/ly4aeB) B 06eux rpynnax OblIM KOHEYHOCTM.
KoHcTaTupoBaHo, 4TO Ta3oBas JiOKanu3auua 4alie
BCTpeyanacb y nalMeHTOB, HaxoAsWMXCS B pemMuc-
CUU. AHANU3NPys 3Tan JTOKaNbHOIr0 KOHTPOJIA, MOXHO

Ta6nuuya 1. KNMHUKO-NaToNOrM4yecKme xapakTepUcTUKM NnauMeHToB

MayueHTbl MauyueHTbl
C peuuaMBoOM 6e3 peuuauBa
XapaKTepUuCcTUKM n=38 n=74 p
n % n %
lon
My>KCcKom 21 5,3 30 40,5 0,1385
HKeHckun 17 44,7 44 59,5
AHaToMunyecKas J1oKkaan3aLms
Begpo 7 18,2 12 15,6 0,7685
bonblwebepuoBas KOCTb 4 10,4 10 13,0 0,6508
Mano6epLoBas KocTb 3 7,8 0 0 0,0143
Ctona 2 5,2 2 2,6 0,4894
Kntoumua 0 2 2,6 0,3065
JlonatKka 1 2,6 1 1,3 0,6281
Pe6po 8 21,2 16 24,6 0,9446
Mneyo 1 2,6 7 9,1 0,1840
Mpegnneybe 2 5,2 0 0 0,0464
Knetb 0 1 1,3 0,4716
Yepen 5 8,6 3 3,9 0,0765
Mo3BOHKHM 3 78 9 11,7 0,4893
Tas 2 5,2 11 14,3 0,1331
uctonoruns
Knaccuyeckas CHO 23 60,5 48 64,9 0,6518
nfMH30 15 39,5 26 351
Onepauus
LLinpokas pesekuuns 12 31,6 26 341 0,7066
YacTnyHasa peseKkums 8 21,1 17 20,1 0,8172
He BbinonHsanachb 18 47,3 31 45,8 0,5801
JloKaJibHbI# KOHTPO/1b
TonbKo onepaums 15 39,5 26 35,1 0,6518
Onepauus n obnyyeHune 9 23,7 19 25,7 0,8177
TonbKo 0651y4eHune 14 36,8 29 39,2 0,8089
muctonorn4eckmin oTBeT
Hekpo3 >90% 7 53,9 26 76,5 0,0662
Hekpos <90% 6 46,1 8 23,5
Pexxum xummoTtepanmm
Pexxnm A* 7 18,4 7 9,5 0,1745
Pexxnm B 3 79 3 4,1 0,3927
Pexum C 13 34,2 19 25,7 0,3438
Pexxnm D 9 23,7 19 25,7 0,8177
Pexum E 6 15,8 26 35,0 0,0319

lpumedaHue. ¥ — onncaHne pexxmuMmoB XMMUOTepanun NnpeacTaBneHo B rase «Matepuanbl M MeToabl». AMTH30 — npumMnUTMBHASA
nepudepuryeckas HenpoaKkTogepmanbHasa onyxosnb, CKO — capkoma HOuHra.
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Puc. 1. OueHKa noKasaTtenemn JoroCPOYHOM BbIXXMBAEMOCTHU Y MaLUEHTOB C pelManBOM 3a60eBaHNs U HAaXOASALWNXCH B PEMUCCUN

OTMETUTb, YTO OTHOCUTESIbHbIE 3HAYEHMS TaKMUX MOKa-
3aTenen, Kak LWMpoKaa pe3eKumsa onyxonum U Ucnosb-
30BaHMWe TOMbKO NyYEBON Tepanuu B KayecTBe MecT-
HOrO fle4yeHus, 6biNn NPAKTUYECKU MAEHTUYHBIMU.

OTMe4YeH 60nblUMK YyAenbHbIM BEC Cly4aeB MNpw-
MEHEHMS MPOTOKONOB, pa3paboTaHHbIX AN MAr-
KOTKaHHbIX pabaouaHbIX Onyxonewm (Kak npasBuno,
ncnonb3oBanuck ans naumeHtos ¢ nlH30), B rpynne
C HebnaronpuMaTHbIM MCX04OM 3abo/ieBaHUs; TaKKe
AN 3TOW rpynmnbl KOHCTAaTUPOBAH MEHbLUWI NMPOLLEHT
C/ly4aeB C Bblpa)KeHHbIM MaToMoOpPGdO30M OMyXoau
(=90%). OTHOCUTENbHbIE 3HAYEHUS Knaccmnyeckon CHO
1 nMH30 6binm conoctaBumbl — 39,5 1 35,1% B cpaB-
HMBAEMbIX rpynnax.

Kak npeactaBneHo Ha puc. 1, BO3pacT nNaunMeHToB
Ha MOMEHT MOCTaHOBKM AnarHosa, yposewb JIAl, a
TaKXe pa3mepbl NEPBUYHOIO OMyXoneBoro oyara (06b-
€M HOBOO6Gpa30BaHMA U pa3mep HOBOOOPa30BaHUA B
HanbONbLIEM M3MEPEHUM) BApbMpPOBaNM B LUMPOKKX
AManasoHax M 3HAYMMO He OTIMYaNIUCb MPU OLEHKe
MeAWaHHbIX 3HAa4YEHUI B CPaBHUBAEMbIX rpynnax.

[Ons nauueHTOB C NIOKaIM30BaHHbIMKU GopMamMu
CHO 6bin oueHeHbl nokasaTtenu bCB, OB u Kymyns-
TMBHOM 4acToTbl peuuanBa 3a 15-neTHUM nepuoj
HabnoaeHus. Kak npeactaBneHo Ha puc. 2, BCB Becen
KoropThbl (n=115) cocTtaBuna 62,5x4,8% (74 nauyu-
eHTa), OB — 67,0x4,7% (xmBbl 80), KymynaTuBHas

yactoTa peunamBa — 34,9+4,7% (y 38). AHannanpys
KPWBbIE BbI)KMBAEMOCTW, MOMHO OTMETUTb, YTO
nogasnsouee 60/bLWHCTBO PELMANBOB NPOUCXOAMN-
N0 B NepBble 2 roga nocjae NocTaHOBKU AuMarHosa.

OBCYXAEHME

JleyeHne nauymenToB ¢ CHO npegycmaTpmMBaeT MecT-
HblM KOHTPONb (onepauns u/vnm nydyeBas Tepanus)
M CUCTEMHYIO nofauxumuoTepanuio. CoOBpPEMEHHbIE
pesynbTaTbl NIeYEHUS 3HAYMTENbHO Nly4ylle TaKOBbIX
HECKONbKO AECATUNETMN Ha3al, HO Aaxe MaKCu-
MabHO TOKCHUYHbIE CXEMbI HE MO3BOSAIOT JOCTUIHYTb
nporpecca B Tepanuun nogasnsatowero 60/blIMHCTBA
NauMeHTOB C METAacTaTUYECKMM NopaxKeHnem n ~1/3
C IOKann3oBaHHbIMKM popMamu 3ab60seBaHUs.

B HacToAEeM ncecnegoBaHum NpeacTaBieHa OLeH-
Ka 4ONrOCPOYHON BbIXXMBAEMOCTHU NALIMEHTOB AETCKOI0
BO3pacTa Pecnybnunku benapycb ¢ TOKanM30BaHHbIMU
dopmamm CHO 1 oCyLLeCTBNIEH aHaN3 KIMHUKO-NaTo-
NOTMYECKMUX XapaKTEPUCTUK B 3aBUMCMMOCTMU OT UCXO-
[10B 3a605eBaHus 3a 15-neTHUI nepuoa.

lMpn oueHKe NauueHToB C peuuanBom 3abone-
BaHMSA M HaXoAsLIMXCA B PEMUCCUMM KOHCTaTUpOBa-
Ha COMOCTaBMMOCTb FPYMM KaK B MCMNONb30BaHWK
TepaneBTUYECKUX MOAXOAOB (SlOKaNbHbIM KOHTPOJb
M cUCTEMHAan Tepanus), Tak U B KJIMHMYECKMX MOKa-
3aTensx (nos, BO3pacT, IoKanM3aunsa u pa3mep nep-
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Puc. 2. O6was, 6eccobblTUiHas BbIXXMBAEMOCTb U KYMYNTUBHAs YacToTa peLunamMBOB Yy NaLMEHTOB C TOKaAN30BaHHbIMKU dopmamu

capKombl OuHra

lMpumevaHue. O6uias BbixnBaemocTb: N=115, 80 xuBbl [67,0+4,7%]. BeccobbiTUtHan BbiXMBaeMocTb: N=115, 74 6e3 co6biTus [62,5+4,8%).

KymynsituBHas yacTtoTta peuunansoB: n=115, 38 peunansos [34,9+4,7%].

BMYHOIO OMyX0NeBOro ovara). B rpynne peunaneoB
HECKO/bKO npeo6naganu nauneHTbl MyXCKOro nona,
HO He O6blI0 KOHCTAaTUPOBAHO Pa3IMYnI MO BO3PacTy.
KaK W3BEeCcTHO, HanuyMe MeTacTaTUYecKoro nopa-
KEeHUS ABNSETCS HEeOCnopUMbIM (aKTOPOM MI0XOro
KJIMHMYECKOro ucxofda 3aboneBaHus. YTo Kacaetcs
NOKann30BaHHbIX GOpPM, TO TaKMe MapamMeTpbl, Kak
ypoBeHb JIA 1 pasamepbl HOBOOGPA30BaHMS, B HAlLEM
nccnefoBaHWM BapbUMpOBauM B LUMPOKOM AnanasoHe
M He MOrM OAHO3HA4YHO MPOrHO3MpoBaTb BEPOSAT-
HOCTb HacTynneHus peuuamBa. OTmeyeHo 6Gonbliee
KOMMYECTBO C/ly4aeB Bblpa*KEHHOro OMNyxoJeBoro
natomop®o3a B rpynne nauMeHToB, HaxoAsWMXCs B
pemMmMccuMm NoO OCHOBHOMY 3aboneBaHuio. ATOT aKT
ABNSETCA NOTMUYHbIM, HO HEOBXOAMMO YUYMTbIBATb, HYTO
cTeneHb OTBETa HOBOOGPA30BaHMSA Ha NPOBEAEHHOE
CUCTEMHOE NeYeHne CTaHOBUTCSH M3BECTHOW TOMbKO
nocne HeCKONbKUX MecsLeB (KypCOB) MHULMANBHON
XMMUOTEPANUKU U HEe NO3BOJISET aJeKBaTHO BO34ENCT-
BOBaTb Ha OMNyXoJib HEMOCPEACTBEHHO Noc/ie nocTa-
HOBKM AMarHosa.

Taknm o6pa3om, pesynbTaTaMu Hallero wuccne-
[OBaHMS MOKa3aHo, 4YTO YEeTKoe MNPOrHo3npoBaHue
ucxoda 3aboneBaHWs Ha OCHOBAHWW W3BECTHbIX
KMHMYECKMX MapKepoB (non, Bo3pacT, ypoBeHb JIAT,
pa3Mep ¥ foKanu3auus Oonyxonu W Ap.) ABAsSETCSH
3aTpyaHUTENbHbIM. B 3TOM CBSAA3M MOXHO OTMETUTD,
4YTO KOMWUCCHUS MO U3YHEHUID GMOMapKepoB [leTcKoMn
oHKkonoruyeckon rpynnel (Children’s Oncology Group,
COG) HaumoHanbHOro nHctutyTa 3gopoBbsa CLUA cBu-
[eTeNbCTBYET, YTO Ha CEroAHsLHWN AEHb OTCYTCTBY-
€T YeTKOoe MOHMMaHWe TOro, Kakue NoKann3oBaHHbIe
dopmbl NMHA0 He OTBETAT Ha NevYeHue, a AN KaKux
Tepanusa oKaxeTcs adPeKTUBHOM [7]. B cBA3KU C 3TUM
B COBPEMEHHbIX 6a30BbIX NMPOTOKONAX MHAYKLMOHHASA

XMMHoTepanus B GONbLIMHCTBE C/yYaeB MAEHTMYHA
0N BCEX MepBMYHbIX NauneHToB [12-15]. 3Haynumoe
K/IMHMYECKOE MPEUMYLLECTBO MOXET [AaTb BO3MOX-
HOCTb MPOrHO3MPOBaHUSA y MaUMEHTOB C Hebnaro-
NPUATHBIM MCXOAOM A1 UCMOSIb30BAHMSA Y HUX HOBbIX
areHToB U PEXMMOB CUCTEMHOrO neveHus. NocKonbKy
HOBble MpenapaTbl MOCTOSHHO BBOASATCA B MPAKTUKY,
BaXHO onpefeneHve KOoropT NauWMeHToB, ANS KOTo-
pbiXx TepaneBTUYECKas KOpPpPeKLMa 6yaeT MaKcumasb-
HO pauMOHanbHOW. Ha cerogHsWHWn OeHb U3y4YeHue
MOIEKYNSPHO-BMONOrMYECKMX acNeKTOB OMyX0/eBOro
npouecca paccMaTpuBaeTcs Kak Hanbonee nepcnek-
TMBHOE HanpaBfieHWEe B MOUCKE MPOrHOCTUYECKHUX
(GaKTOPOB KIMHUYECKOro ncxoaa 3abonesaHus [7, 16].

Mo nuTepaTtypHbiM AaHHbIM, NMPU 06bEeaUHEHHOMN
OLIeHKEe KIMHMYeCcKux ncxogon 1519 naymeHtoB ¢ CHO
Applebaum 1 coaBT. KOHCTaTMpoBanu 62,6% BeposaT-
HOCTb OOLLEN BbLIXXMBAEMOCTHU A/ NOKANN30BaHHbIX
dopm [9]. Mo pesynbtatam EBponencKkoro Nnpotokona
nevenus EICESS-92 n gaHHbIX ceBeEpOaMEPUKAHCKNX
nccnegosatenen rpynnbl COG 6b110 OTMEYEHO, 4TO
ana naymeHtoB ¢ NMH30 n knaccuyeckon CHO KOHCTa-
TUPOBaHbl UAEHTUYHbIE NMOKa3aTenn BbIXKMBAEMOCTH
Ha ypoBHe 65-70% [11, 12]. M0OXHO CyMMWpPOBAaTb,
yTo pe3ynbratel BCB 1 OB ana CHO KonebntoTcsa B Ava-
na3oHe 60-70% ans NoKannM3oBaHHbIX ®OPM, HO OCTa-
I0TCH HEYI0BETBOPUTENbHBLIMU (<25%) Y NALIMEHTOB C
Ha/IMYMEM MeTacTaTUHEeCKOro MOPaXKeHNs Ha MOMEHT
NOCTaHOBKMK AnarHo3a. AHanM3 JONroCPOYHbIX NMoKa-
3aTenen BbXXMBaeMocTu nauneHToB Pb nokasan, 4to
ypoBeHb BCB 1 OB npu nokannsoBaHHbIX popmax CHO
(62,5 1 67,0% COOTBETCTBEHHO) CONOCTAaBMM CO CTaH-
JapTamu CTpaH C pa3BUTOM CUCTEMOW 3apaBoOXpa-
HeHus. Heo6XxoaAnMO y4nTbiBaTb, YTO LleHTpannsauyus
[AMarHOCTUYECKUX U NeYebHbIX MEPOMNPUATHUI B OLHOM
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BbICOKOCMELMATN3UPOBAHHOM YUYPEKAEHUMU MO3BO-
NFeT yBEeNMYUTb BEPOSATHOCTb 611aronpUaTHbIX UCXO-
[IOB ON§ BCex neanaTpuyecKkmx NaumMeHTOB CTPaHbl C
JaHHOW naTonornen.

3AKJ/IIOYEHUE

[onrocpoyHble NoOKasaTenun BbIXKMUBAEMOCTHU Neau-
aTpUYECKUX NaLMeHTOB ¢ onyxonsaMmu cemencrtea CHO
B Pecnybnuke benapycb COOTBETCTBYIOT CTaHAap-
TaM CTpaH C pa3BUTOM CUCTEMOM 34PaBOOXPaHEHMUS.

OKono 1/3 naumeHToB ¢ NOKannM30BaHHbIMK GopmMa-
MW 3ab6oneBaHUs MMEKT HebNaronpuUATHbIA UCXOA
3aboneBaHus. PaHHee NpPOrHo3MpoBaHMe PE3UCTEH-
THOCTM K CUCTEMHOM Tepanuun TpebyeT NoMCKa HOBbIX
noaxonoB..

KOH®JIUKT UHTEPECOB

ABTOpPbI J@aHHOW CTaTbW NOATBEPAMIN OTCYTCTBME
GMHaAHCOBOW NOAAEPKKM / KOHDIMKTA MHTEPECOB, O
KOTOPbIX HEO6XOAMMO COOBLIUTD.
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CpaBHUTENbHbIE UCClef0BaHUSA
NPOTUBOONYX0/1€eBON aKTUBHOCTHU
M 6e30nacHOCTU HOBOro npenapara 6e1KoBoO-
BEKTOPHOU AOCTaBKM aKTUHOMULIMHOBOI O
pfafaa Ha 3KcnepuMeHTa/ibHbIX ONMYyX0J1eBbIX
MoJensx y Mmbillen

AKTyasbHOCTb. Vicc/ieoBaHbl OCTpasi TOKCMYHOCTb M MPOTUBOOIYX0/1€BOE AENCTBME HOBOIroO rnpenapata 6esiKo-
BO-BEKTOPHOM A0CTaBKM. [eNCTBYIOLMM LATOCTATUYECKMM areHTOM SIBJISIETCS1 MPOTUBOOIMYX0AEBbIN aHTUOMOTHUK
AaKTUHOMULIMH, MHKaICy/IMPOBaHHbIN B noiMMepHyto PLGA-HaHoKaricyny, a 6€e/1K0BbIM BEKTOPOM — PEKOMOMHAHT-
HbIM anbga-petonporenH. Lenbro vccieqoBaHns ABASETCSA CPABHUTE/IbLHOE U3YYEHME TOKCHMYHOCTU U MPOTUBOO-
yX0/1€BOH1 aKTUBHOCTM HOBOIO npernaparta M npoToTmra Ha dKCepuMeHTasbHbIX OMyX0JEeBbIX MOAESIX Y MbILLE.
Marepunanbl u metogbl. ViccnenoBaHne 3pOEKTMBHOCTH npenapata npoBoauan Ha 90 camkax 6ecriopoaHbiX
MBbILLEN C aCLIUTHON MOAEbIO afjleHoOKapLuuHOMbI Spanxa n 140 Meiwen-camok DBA/2 ¢ Moaenbo 1MM@onenKosa
P388. lNpounsBoauniacb TOKCMKOMETPUS C ONMpeaeeHUEM BbIXXMBAEMOCTU MbILIEN NPU BBEAEHNN BO3PAaCTaloLMX
[03 10 JInt4pungy—YuakokcoHy. [poTmBoonyxoseBoe AencTBMeE npenapatoB ONpeAessnoch nyTemM pacyera Top-
MOEHMS POCTa OMNyXoJn U YAJIMHEHNS MPOAOIKUTEIbHOCTU KU3HN. Pe3ynbtatsl. [TpenapaT 6€/1K0BO-BEKTOPHOM
[I0CTaBKM 06/1a[1aeT OTYET/IMBO MEHbLLEN TOKCUYHOCTBIO, PU 3TOM BbisSiBJIEH PEHOMEH 3HAYNTETIbHOIO CHUIKEHMS ee
Y Mbllue ¢ MOAE/IMPOBAHHOM OMyX0J1blo M0 CPABHEHUIO CO 3[10POBbIMM XMBOTHbIMU. [loKazaTtesb J1/l5n Bo3pacTtan
40 1,580 npotus 0,601 Mr/Kr 47151 NpOTOTHIA Y 3J0POBbIX XMBOTHbIX. TaKoM GEHOMEH KapAnHaibHO paclunpsieT BO3-
MOMHOCTH AJ151 MPOBEAEHUS JIEKAPCTBEHHOM Teparnum HOBbIM rpenapaToM C NPUMEHEHMEM OTHOCUTE/IbHO 60Jiee
BbICOKMX Ppa30BbIX U KyPCOBbIX 03, YTO MPUBOAMT K MOBbILLIEHUIO €r0 K/IMHUYECKOH 9OEKTUBHOCTH MNPU CYLLIECTBEH-
HOM CHUXEHWU YacTOTbl U BbIPaxKEHHOCTU NOGOYHbIX AercTBUi. OTMEeYaeTcst JOCTOBEPHO 60J1e€ BbICOKMI YPOBEHD
(B 4,6 pas; p<0,0001) HakonieHns 7-aMUHO-AaKTMHOMULUMHE (7-A/Ll) B OnyxosieBbIX KNETKax Mpu BKIIOYEHUU €0 B
HaHo4YacTuLbl, KOHbIOrMPOBAaHHbIE C aJibpa-OeTonpPoOTENHOM, M0 cpaBHeHMIO ¢ 7-AL, NHKaMNCcyIMPoBaHHbLIM B HAHO-
4acTuLbl M YMCTOM cybcTaHumnen 7-AL rnpu BHyTPUOPIOWMHHOM BBEAEHUU MbIlUaM C aCLIMTHON KapLMHOMOM Spaimxa.
OTmeyaeTcs cyleCcTBEHHOE MNOoBbILEHME POTUBOOMNYX0/1EBOro a¢peKTa npenapara 6€/1K0BO-BEKTOPHOMN JOCTaBKM1
10 CPaBHEHUIO C NPOTOTUIIOM MO KPUTEPHUSIM TOPMOXKEHMUSI POCTa OMyX0au, Y YyBCTBUTEbHOU K AA@KTUHOMMULMHY
mogem B 1,48 pa3sa, y pe3ncteHTHon mogenmn — B 2,32 pa3a. 1o Kputepuio yBend4eHms npogo/iKMTe/IbHOCTH
Xu3HNM — B 2,71 1 3,525 cooTBETCTBEHHO. 3aKmo4eHue. Vcroib3o0BaHue rnpenapara 6€/IKOBO-BEKTOPHOM JOCTaB-
KM aKTMHOMMLIMHOBOIO psija y Mbillei ¢ MOAEMPOBAHHbIMM OyXOJ5IMU MPUBOAUT K 3HAYUTE/IbHOMY MOBbILLIEHMIO
MPOTUBOONYX0/IEBOM 3PPEKTUBHOCTM M 6€30M1aCHOCTH 10 CPABHEHMIO C MPOTOTUMIOM.

KniouyeBble croBa: 6e/1IKOBO-BEeKTOpPHasi AOCTaBKa, AAKTUHOMMLMH, NMPOTUBOOINYyXoJeBasi aKTUBHOCTb,
ocTpasi TOKCUYHOCTb.

(Ans yntuposanuns: Kpyrnoin b.U., Hukonbckasa E.[l., CeBepuH E.C., BapceraH I.I. , A66apos H.I., TepeuieHko O.I,
HyHuHa O.A., 3eHunH B.A,, Tionses A.N. CpaBHUTENbHbIE UCCEA0BAHUSA MPOTMBOOMNYX0/IEBOM aKTUBHOCTU U 6E30-
MacHOCTW HOBOro npenaparta 6e/IKOBO-BEKTOPHOW AOCTABKM aKTUHOMMULIMHOBOIO psiia Ha 3KCNEePUMEHTaNbHbIX
onyxoneBbix Mogensix y mbiwen. OHKoneanatpus. 2016; 3(3): 188-199. Doi: 10.15690/0nco.v3i3.1597)

AKTYAJIbHOCTb [OCTaBKM Mpenapara K onyxofeBbiM KNeTKamM-MuLle-

OOHOM M3 OCHOBHbIX CTOPOH COBPEMEHHON PpapMa- HAM B CPaBHEHMM C MaccMBHOM AN Py3nen aBngeTcs
KONOTrnKn ABNSETCA HanpaB/iEHHbIA TPAHCNOPT IeKap-  CHUXKEHWE JIEKApPCTBEHHOM Harpy3kuM Ha OpraHuam
CTBEHHbIX MpenapatoB K cneunuduyecKMM noKycam nauveHTa B BMAE YMEHbLIEHUS [03bl NpenapaTta 6e3
opraHmama 4esnoBeka. penmyecTBoM «agpecHom» notepu ee aGpGEKTUBHOCTW.
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Tpe6oBaHua K MaKpoMoOJieKyjslam npenapaToB

6eNIKOBO-BEKTOPHOM JOCTaBKHM

MpUHUMNMaNbHbIM AN JaHHOTO MOAX0Aa ABASETCS
co3jaHne XMMUYECKU NUIKN BUONOTMYECKN CKOHCTPYM-
POBaHHbIX MAaKPOMOJIEKYSI, COCTOSILLMX U3 BEKTOPHOM
M HecneunduYecKom 4YacTeK, coaepxKalmx MNpoTU-
BOOMYXONEBbLIN NEKapCTBEHHbIM npenapaT [1-3]. B
KayecTBe BEKTOPHOM YacTW AOMKHbI UCMONb30BaTh-
Ccsl MOJIeKyNbl, o6nagawowme crneyndunuyecknum cpoa-
CTBOM K peLenTopam KIeTOK-MULIEHEN: Hanpumep,
MOHOK/IOHaNbHbIE aHTUTeNa, cneuuduyHble K TOMy
WX MHOMY @HTUTEHY Ha NOBEPXHOCTU KNETKU-MHULLE-
HM [4]. HenzbexHbiIM HeOoCTaTKOM MMMYHOKOHb-
loraToB SBASIETCH BO3MOMXHOCTb MPOBOLMPOBAHUSA
MMMYHHOrO OTBETa Ha cam npenapar; 6bicTpas npu-
€Cnoco6/9eMOCTb OMYyX0NEBbIX KNETOK, NPUBOASALLANA K
M3MEHYMBOCTU U MOAMDUKALMKN LeNeBbIX TKaHecne-
LMOUYHBIX aHTUreHoB. Kpome Toro, Ans AOCTUXKEHUS

KNMHUYECKOro addeKTa cyulecTByeT He06XoaMMOCTb
OAHOBPEMEHHOI0 NPUMEHEHUSA HECKOMIbKMX LIMTOCTa-
TMYECKMX NPenapaToB C BbICOKOM TOKCMYHOCTbIO.
CyLlecTByeT Apyron Knacc 6MONOrM4EeCKMX MaKpo-
MOJIEKY/, BbICOKOCMELMDUYHbBIX A5 ONYXONeBbIX Kie-
TOK, TaK Ha3blBaeMble OHKOdETaslbHble BENKK, KOTO-
pble He ABNAIOTCS YYXKEPOAHbIMU A5 YENOBEYECKOr0
opraHusma, 1M peLenTopbl K HUM MPUCYTCTBYIOT npe-
MMYLLECTBEHHO Ha OMyXoNneBbIX KneTkax. K aTow rpyn-
ne 6enKoB oTHocuTCA anbda-dpetonpotenH (API) [5].

JaKTUHOMMULUH

B HacTosuee BpeMs B KJAMHUYECKOMW OHKOJIOTMMK
ncnonb3dyeTcss AOCTAaTOYHO 60MblOE KONMYECTBO
(6onee 60) xummnonpenapaTtoB aHTUHEONTACTUYECKO-
ro gencteua. B KayecTBe LMTOCTAaTUYECKOro areHTa
HecneyundUn4yecKon 4acTu npenaparta OeNKOBO-BEK-
TOPHOW [OOCTaBKM Hamu Obll BblOpPaH MPOTUBOOMNY-

B.l. Kruglyi?, E.D. Nikolskaya?!, E.S. Severin', G.G. Barsegyan?, N.G. Yabbarov*,
0.G. Tereshchenko?, 0.A. Zhunina?, V.A. Zenin?, A.l. Tyulyaev®

1 Russian Research Center of Molecular Diagnostics and Therapy, OJSC, Moscow, Russian Federation
2 The Laboratory of Innovative Studies in Medicine, LTD, Moscow, Russian Federation.
& «Adicom», LTD, Moscow, Russian Federation

The Comparative Study of Antitumor Activity
and Safety of the Novel Protein-targeted Actinomycin
Drugs Delivery in Experimental Tumor Models of Mice

Introduction. The possible acute toxicity and antitumor activity of the novel protein-targeted delivery
drug — «Afotid» — was investigated. The biodegradable PLGA nanoparticles were loaded by active cytostatic
agent and then conjugated with AFP. Objective. Main research objectives are the precise determination
of toxicity levels and study of anti-neoplasctic activity of the drug synthesized on ascites and solid in vivo
tumor models. Materials and Methods. Ehrlich ascites carcinoma (EAC) model was developed in 90 out-
bred female mice, and Lymphocytic leukemia P388 solid tumor model — in 140 female DBA/2 mice. The
toxicometry with survival rate of mice was estimated by escalation the dosing according to J.T. Litchfield and
F. Wilcoxon method. The antitumor activity was estimated by the indexes of tumor growth inhibition (TGI) and
average lifespan (ALS). Results. The targeted drug delivery is significantly less toxic than the prototype. The
phenomenon of substantial decrease of toxic effects in mice with tumor model equalized to healthy animals
was detected. LD50 increased up to 1.580 mg/kg for dactinomycin vs 0.601 mg/kg for prototype in healthy
mice. This is critically upscale potentialities for clinical use of protein-targeted drug delivery of «Afotid» in
therapy with higher single and course doses which results in the significant increase of antitumor activity
and decrease of toxic side effects. 7-aminoactinomycin D (7-AAD) loaded nanoparticles bearing AFP showed
substantially higher accumulation (4.5 fold p<0.0001) in tumor cells after intraperitoneal injection to EAC
mice compared to prototype compound. The antitumor effect of protein-targeted delivery drug in compari-
son with prototype is significantly higher. The effect based on TGl criteria for «Afotid» is 1.48 fold higher in
dactinomycin-vulnerable lymphocytic leukemia P388 model and 2.32 fold higher for dactinomycin-resistant
lymphocytic leukemia P388 model. According to ALS criteria, the increasing rates are 2.71 fold and 3.525
fold higher respectively. Conclusion. The novel protein-targeted drug delivery has significantly higher anti-
tumor activity and lower toxicity as compared with the prototype.

Keywords: protein-targeted delivery, dactinomycin, antitumor activity, acute toxity.
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XONEBbIN aHTUOUOTUK aKTUHOMULUMH D (OaKTUHOMMU-
LIMH), KOTOpbIN ABNSETCS KaK OAHUM W3 Haubonee
3QPEKTUBHBIX, TaK U Hanbosiee TOKCUYHbIM aHTUHE-
onnacTMyecKkum cpeactsom [6—8]. MexaHM3M LKTo-
TOKCMYECKOr0 [OEWCTBUS aKTUHOMMULMHOB W APYrux
AHTPALUMKIMHOBbBIX MPOTUBOOMYXONEBbLIX aAHTUMOMO-
TUKOB 0OYCNOBMEH MaBHbIM 06pPa3oM MHIMOGUpoBa-
HMEM CHHTE3a HYK/JEWHOBLIX KWC/IOT MOCPEeACTBOM
MHTEPKaNAaUMM MexAay napamMu as30TUCTbIX OCHO-
BaHWM, a TaK)Xe HapylleHWeM npouecca BTOPUY-
HoW cnupanusauum OHK 3a cuyeTr B3aumMoaenctBus
C Makpomonekynon tonomdomepassbl Il [9]. Bece aTo
06yCcnoBINBaAET BbICOKYI aHTUMUTOTUYECKYIO aKTUB-
HOCTb Ha GOHE HM3KOW U3BUpPATENbHOCTU AENCTBMUS.
MHOro4Y1cneHHble KIMHUYECKNE UCCNEefOBaHUS Npo-
OEMOHCTpMUpOBaIn 3POEKTUBHOCTbL AAKTUHOMMULM-
Ha B Tepanuu onyxonun Bunbmca u pabgoMmocapKo-
Mbl, XOPMOKaAPLMHOMbI U CapKOMbl MaTKW, CapKOMbI
HOnHra, MArkux TKaHen, 3/10Ka4eCTBEHHbIX TUMOOM,
rePMUHOTEHHbIX OMNyX0Nen AMYKa U AMYHUKOB, Mena-
HOGNacToOM, aHrmocapkombl Kanowwu. B 60nblIMHCTBE
cllyqyaeB ana NoBbllweHNs 3GGEKTUBHOCTU NeveHus
npenapaTt MCNoNb3yeTcs B KOMOGUHALUWMKW C APYrUMHM
LMTOCTAaTMYECKMMMN cpeacTBamu: Haubonee 4acTto ¢
METOTPEKCATOM, BUHKPUCTUHOM, LMKNOPOochaHOM, a
TaK¥Xe ¢ Ny4eBow Tepanuen. 3a cHeT MHAMBUAYaNbHO-
ro nogbopa KomMOGUHaLMK npenapaTtoB A XMMUOTE-
panuu ygaetcs NOBbICUTb 3PGEKTUBHOCTbL JieHeHUs
3/10Ka4eCTBEHHbIX HOBOOGPa30BaHWM, ANA KOTOPbIX
MOHOKOMMOHEHTHas Tepanus AaKTUHOMULIMHOM WK
APYrMM LUMTOCTaTUYECKMM NpenapaTtoM paHee MMmena
HU3KWIN NOKa3aTenb pemuccum [6, 7].

Ha TeKywnin MOMEHT AaKTMHOMWLWH SIBASETCSH
opdaHHbIM NpenapaTom, ero WMPOKoe pacnpocTpa-
HEHWEe OrpaHWYMBaAETCH BbICOKOM TOKCHMYHOCTbIO W
ManblM TepaneBTUYECKMM AManal3oHoM. C MOMeHTa
€ro OTKPbITUA He MpeKpallatTcs MOMbITKU CHU3WUTb
TOKCMYHOCTb MOJIEKY/bl C MOMOLLbIO XMMWUYECKMUX
MoAMPUKaLMMA M pa3paboTKM HOBbIX JIEKAPCTBEH-
HbIX GOpPM. CHUKEHME TOKCMYHOCTM AAKTUHOMMLIM-
Ha NyTem MOBbIWEHNS CEIEKTUBHOCTH €ro AencTBus
[O/MKHO MPUBECTH, BO-NMEpPBbIX, K ObICTPOMY BbiBe-
[EeHWI0 npenaparta n3 KPoBOTOKa 6O/bHOMO M HaKo-
MJEHNIO €ro B OMYX0NEeBOM TKaHW, a BO-BTOPbIX, — K
CYLLECTBEHHOMY CHUXEHUI0 9DDEKTUBHON AO3bI.

B npombllwieHHbIX MaclwTabax AaKTUMHOMMULUMH
nonyyatoT OGUMOCUHTETMYECKMM nyTeM. Hanuune
lWTaMMa-npoayLueHTa, BbIAENSIOWEro npenmMyLecT-
BEHHO aKTMHOMWUMH D B cMecn aKTMHOMMWLMHOB,
TpebyeT aganbHENLWEN OYUCTKM Npenaparta OT CTPYK-
TYPHO cxoaHbix npumecen [10]. BaxHbIM apryMeHToM
ANnS BblGOpa MMEHHO AaKTUMHOMMUMHA B KayecTBe
LMTOCTATUYECKOro areHTa ABnseTca u ¢daKkT gocTyn-
HOCTM BbICOKOKa4yeCTBEHHOW CY6CTaHLMKM OTeYecT-
BeHHoro npomssoactBa (OAO «OHOIlB», Poccus).
MccnegoBaHne QU3NKO-XMMUYECKUX CBOWCTB [aH-
HOM Ccy6CTaHUMM MEeToAaMW BbICOKOIDDOEKTUBHOMN
UIOKOCTHOM XpomaTtorpadpuu, Macc-CNeKTPOCKO-
MUK, KOPPENSLMOHHOM CMEKTPOCKOMUU SAEPHOro
MarHMTHOrO pe3oHaHca, CNeKkTPohayopuMEeTpuUHn, a

TaKXe MNOoATBEpPKAEHUE LMTOTOKCMYECKON aKTWB-
HOCTM MPOAEMOHCTPMPOBANM MOJSHOE COBMajeHue
CO cTaHaapToM. Takum o06pa3oM, MOXHO caenaTb
BbiBOA, YTO OTEYEeCTBEHHasd CyO6CTaHUMA OaKTUHO-
MWULMHA SBNSETCSH BbICOKOOYULLIEHHBIM MpenapaTtom
W MOoKa3blBaeT NpuUCyLLyio emy GapMaKonorMyecKyto
aKTMBHOCTb in vitro [11].

CpaBHUTENbHOE KMHUYECKOE M3y4yeHue npena-
patoB «AkHomuna [» (000 «Agmnkom», Poccus), paspa-
60TaHHOr0 Ha OCHOBE 3ToM cy6cTaHuMK, U KocmereH
(H. Lundbeck A/S, Benukob6puTaHus) y nOetenm c
Hebpob6I1aCTOMON MPOAEMOHCTPUPOBANO WAEHTUY-
HYIO TepaneBTUYECKYI0 9P PEKTUBHOCTb U AOCTOBEP-
HO 60/5ee HW3KYI MOAOCTPYID renaTtoTOKCUYHOCTb
nepsoro [6, 7].

KomMmnoHeHTbl BEKTOPHOW JOCTaBKH

MuLIEeHbIO AN HanpaBAEHHOro TpaHcnopTa ABASA-
toTcs peuentopbl ADPI], a B KayecTBe BEKTOpPa npea-
NlaraeTcsi UCMNoNb30BaTb PEKOMOUHAHTHbIA TIMKO-
npotemH [12-14]. lMNpenmyuiectsa MCNONb30BaHUSA
uMmeHHo A®Il, a He ApYrnx TPaAHCMOPTHbIX 6GENKOoB
(Hanpumep, anbbyMuHa, TpaHCcPePpPUHa UK annaep-
MasnbHOro dakTtopa pocTa), 0O6BbACHAKTCA TEM, YTO
OH OTHOCUTCA K GWU3MOSIOTMYECKMM TPAHCMOPTHLIM
6eflkaM U OCYLLECTB/IAET JOCTABKY XMPHbIX KNCNOT B
KMBbIE KNETKU ANS NOAAEPIKAHUSA UX KU3HEeLeATENb-
HOCTH, NPKM 3TOM XOPOLIO M3BECTEH GaKT 3Kcnpec-
CUK OMnyxosieBbIMKU KneTkamu peuentopoB AP u mnx
NnosIHOe OTCYTCTBME B 3[0POBbIX K/ETKax YenoBeKa
[1-3,12-22].

Jkcnpeccus peuentopoB APl 6bina noKalaHa Ha
HECKOJ/IbKMX TMMNax Onyxonen B pasniMyHbIX MOAENsXx,
TaKUX KaK pabgomumocapKomMa Kpbicbl [23], Henpo-
6nactomMa Mbiwn [24], KapuMHOMa MOJIOYHOM XKene3abl
MbIlM W YenoBeKa [23, 25], T-numdpoma Mbllmn [26],
nmmooma T- n C-kneToK Yyenoseka [23], TMHUA MOHO-
LMTHbIX KNEeTOK 3/10KayeCTBEHHOro HOBOOGpa3oBa-
Hus U937 [27], NMHMA KNETOK paKa TONCTOM KULIKK
yenoseka HT29 [23] n ap. 3TK AaHHbIe XapaKTepuay-
10T ADIT KaK WMPOKO PacnpoCTPaHEHHbIN KapLMHO-
3MOPUOHAJIbHbIN @aHTUFEeH — cneunuPuUyHbIn MapKep
3/I0Ka4eCTBEHHOM OMYXOK.

Ba)KHbIM KOMMOHEHTOM MpenapaTtoB BEKTOP-
HOM [OOCTaBKWM SBASAIOTCA HaHO4YaCTMLbl Ha OCHO-
BE 6uopasnaraembix NONMNAKTUATIUIONNAOB
(Polylactic-Co-Glycolic Acid, PLGA), KoTopble Hau-
60/siee 4YacTo MCNONb3YyTCH ANA 3TUX Lenen [28-
31]. NMoAnnakTUArNMronnabl MOXHO MONYYUTb CHUH-
TETUYECKUM NyTEM — M3 MOJIOYHOW U TNIMKOJIEBOMK
KMCNIOT, 06pasylolnx Mexay cobon CnoxHOIbuUp-
HYl0 CBS3b. PU3NKO-XMMUYECKMe cBoncTBa PLGA
onpeaensaTcs MOIIPHLIM COOTHOLLIEHWEM U Nocne-
[loBaTeNbHbIM PACNON0XKEHUEM MOMOYHON W TIMKO-
NEeBbIX KUCNOT.

HaHoHOoCcKTENM 3TOr0 TUNa OCOBGEHHO 3PDEKTUB-
Hbl AN BHYTPUKIETOYHOM AOCTaBKM JIEKAPCTBEHHbIX
BewecTB [28, 31-33]. lpn TaKoM KOHTPOIMPYEMOM
[locTaBKe o6ecneynMBaeTcsl MHTAKTHOCTb Tepanes-
TMYECKOro areHta [0 B3aMMOJENCTBMS C LefeBbI-
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MW MULIEHSMW, MNpPefoTBpallaeTcs MNpexaeBpemMeH-
Has aerpajauus BelecTBa, YTO NO3BOJSET CHU3UTb
06LLIETOKCUYECKOE aAencTBME npenapaTa [28, 31, 33].
MapeHTepanbHoe NPUMMEHEHME HAHOYaCTHL, CBA3aHO B
OCHOBHOM C Teparnuen onyxosieBbix 3a6oneBaHnn [28,
29, 31, 33]. Pasmep KONNOWAHbIX HAaHOHOCUTENEN (B
nceneayemom npenapate — 110+28 HM) B cpegHeM
B 64 pa3a MeHblle AnamMeTpa 3pUTPoLMUTOB (~7,0 MKM),
cnepoBaTtefibHO, OHM MOTYT ObiTb BBEAEHbI BHYTPW-
BEHHO 6€3 KaKoro-nnbo pucka ambéonuu. Monagas B
KPOBSIHOE PYC/10, HAHOYaCTULbl LMPKYIMPYIOT B HEM
[0 MOMEHTa AOCTUMKEHMS MMU 30HbI MOPAXKEHUS U He
BbIXOAAT 3@ Npeaesibl Kanuanapos B 340POBbIX TKAHAX
[31]. Hannune xummyeckn KoHbormposaHHoro APl ¢
NOBEPXHOCTbIO MOJIMMEPHBIX YacTuL, 06yC/0BIMBAET
B3aMMOJENCTBME KOHbBIOrata co crneundunuyecKkumu
ADl-addUHHBIMU peuenTopamMmn OMyXoNiEBbIX KIETOK
M fanbHENLNIK peLenToponocpenoBaHHbIM SHAOLMTO3
HaHO4YacCTUL, coAeprKallmMx NPOTMBOOMYXONIEBLIN Npe-
napat. Takum o6pa3oM, OCyLECTBASETCS «aapecHas»
JOCTaBKa B OMYyXO/NEBYIO TKaHb, YTO MPUBOANT K 3HAUU-
TENTbHOMY CHUMEHUIO 3O PEKTMBHOM [03bl Npenaparta
M TOKCMYECKOIro BO34ENCTBUSA LMTOCTAaTUHECKOrO areH-
Ta [33]. Camu e HaHoYacTULbl He 06nagalT Kaku-
MKW-TMB0 TOKCMYHbIMK cBoMcTBamu [28, 29, 31, 33];
M3BECTHbI NEeKapCTBEHHbIE MpenapaTbl Ha UX OCHOBE,
paspeLlleHHble 451 KIMHUYECKOro MPUMEHEHHNS, B TOM
yucne napeHTepanbHbiM cnoco6om [3, 33].

Taknm 06pa3om, 6blsia CKOHCTPYMPOBaHa MONIEKyNa
npenaparta 6eKOBO-BEKTOPHOM AOCTaBKM «Aq)om,u,»l,
B KOTOPOM AENCTBYIOWMM LMTOCTAaTUHECKMM areHToOM
ABNAETCH [OaKTMHOMMLMH, MWHKamncyJMpOBaHHbIN B
nonumepHyto PLGA-HaHOKancyny, a 6e/KOBbIM BEKTO-
pom — pekomMOuHaHTHbIM ADIT (puc. 1) [2].

Lenblo HacTosllero wuccnegoBaHus aBAseT-
CS CpaBHUTENbHOE W3Yy4YeHWe MPOTUBOOMYXOSEBON
aKTMBHOCTU npenapaTta 6e1KOBO-BEKTOPHON A0OCTaB-
KW OaKTUHOMWLMHA C MPOTOTUNOM Ha 3KCMEpUMEH-
TanbHbIX OMYXONEBbIX MOAENSAX Y MbILLENA.

3aaaum uccnepoBaHus
1. CpaBHeHMe 0OLLETOKCUYECKOrO AENCTBMUA npena-
paTta 6e/KOBO-BEKTOPHOW AOCTaBKKU (npenapart

1 TpenapaT HaxoauTcsa B npolecce focygapCcTBEHHOW peructpa-
LMK B Ka4ecCTBe NeKapCTBEHHOMO CpeacTBa Afia MeaAULIMHCKOro
NpUMeHeHUs.

Y4acToK CBA3bIBAHMA
HOOC

TpaHcnopTHbIA Benok
Aon

COOH

COOH

Bbl6Opa) C NPOTOTMMNOM (Mpenapar CpaBHEHMUS) Y
MbIlIEX C ACLUMTHOW MOJENbI aAeHOKaPLUMHOMbI
Apnuxa (AAJ).

2. WccnepoBaHMe HaKOMEHUS OMyXOJIEBbIMU KNET-
KaMu 7-aMWHO-AaKTUHOMMUUMHA (7-A[l) Npu BHY-
TPUOPIOLWMHHOM BBeAeHun cybctaHuun 7-Al,
HaHO-7-A[l n KoHblorata HaHo-7-Al ¢ ADI (npe-
napat Bbi6opa) Ha moaenn AAJ, NnpuBuUTOM 6ecno-
POAHbLIM MbILLAM.

3. CpaBHeHMe NPOTMBOONYX0EBOM aKTUBHOCTM Npe-
napaTta 6€1KOBO-BEKTOPHOM AOCTABKKU C MPOTOTU-
NOM Y MbILIEN C CONNMAHON MOAENBIO NTMMOONENKO-
3a P388, 4yyBCTBUTENbHOM K AAKTUHOMULINHY, U C
acuuTHOM mopenbto numdonenkola P388, pesu-
CTEHTHOM K [OEenCcTBMIO AaKTMHOMWUMHa (P388/
ACT-D) y MbllLlen-caMoK MH6peaHon nuHnn DBA/2.

MATEPUAJIbI U METO1bl

CpaBHMBaeMble npenaparbl

[Ans npoBeeHWs WUCCNefoBaHWS MCMNOJSib30BaM
npenaparTbl:

e «AKHomug [», pacTBOp AN BHYTPUBEHHOrO BBE-
nenuvs n nepodysum 0,5 mr/mn, nponssoactso 3A0
«bpbiHUanoB A» no 3akady 000 «AanKom», cepus
010515; peructpaumoHHbin Homep JIM-002036;

®  [aKTMHOMWLMH, Cy6CTaHUMSA-MOPOLLOK, MPOU3BOa-
ctB0 OAO «OmyTHMHCKaa HOTMB», cepmnsa 010316,
rogeH go 03.2019;

® pPEeKOMOWHaHTHbIM anbda-petonpotenH (pADI),
cy6CTaHUMS-NOPOLWOK AN MPUroTOBNIEHNUS CTe-
PUbHbBIX NEKapPCTBEHHbIX GopM, 1 I, NPoOM3BOa-
ctBo 000 «HIMK KEM», cepus 011015, rogeH ao
10.2018;

° «AdoTtnar, nModmnnsaTt ANsg NPUroToBSIEHUA pac-
TBOpa A1 BHYTPMBEHHOIO BBEAEHMSA M nepdy3unm
0,125 mr/mn, 5 amnyn no 1 mn, nponsdsoacteo 3A0
«9koPapmlinioc» no 3akady 000 «JInHa M», cepus
010515, rogeH go 05.2018.

TexHoNnoOrMa UHKancynsayum

[ns nponu3BoacTBa npenapara Mcnonb3oBaniach
paspaboTaHHas HaMW TEXHONOrMsS WHKancynsauum
AaKTUMHOMMLUMHA B MOAMMEPHbIE YacTuLbl: HABECKY
5 Mr jakTMHOMMULMHaA pacTBOpPSIM B 5 M aLeToHa,
nepemMellMBas Ha mMarHuTHoOW mewanke (Variomag
Multipoint, CLLUA). 3atem B pactBop go6asnasanun 50 mr

JlaKTHHOMHLUH

MonumepHas 4yacTuua

Ceo6ogHble Kap6oKCHAbHbIE
rpynnbl Ha NOBEPXHOCTH

Puc. 1. Cxematnyeckoe n3obpaxkeHne CKOHCTPYMPOBaHHOM MOJIEKYNbl MpenapaTta 6e1KOBO-BEKTOPHOM AOCTaBKM

MpumeyaHne. AOIN — anbda-hpeTonpoTemnH.




OPUIMHAJIbHbIE CTATbU

nonumepa PLGA50/50-COOH n nepemewunBanun o
nonHoro pacTeopeHuns. C NOMOLLbI MHCYJIMHOBOTO
wnpuua npu MHTEHCMBHOM NepeMeLIMBaAHUN K 25 Mn
0,5% nonMBMHMAOBOroO cnupTta A06aBASIN OAKTH-
HOMWUMH M Nonumep B aueToHe. [epemewnBanu
30 MuH. [Janee ypananu oOpraHWU4eCcKUMm pacTBoO-
puTenb Ha poTopHOM wucnaputene Laborota 4000
Efficient (fepmaHus) npu Bakyyme 0,9-1 Krc/mM2 u
Temnepatype BoasHon 6aHmn 35°C. C uenbto ygane-
HUS MOMMBMHWIOBOrO CNMpTa MOJIYHEHHYIO CMECb
Bpawanun Ha ueHtpudyre J2-J21 (Beckman, CLLUA) B
TeyeHne 20 muH npu 14 000 06/MUH. [TonyYeHHbIN
0CafoK OTAENSANN OT CynepHaTaHTa U pecycneHanpo-
Banu Ha Bubponoasece Vibrofix VF1 Electronic (IKA,
®PI), npeaBapuTenbHo 4o6aBUB 5 M ANCTUAINPO-
BaHHOM BoAbl. [Tocne 3Toro cMecb noaBepranm HU3-
KOYaCTOTHOW COHMKaLWKM Ha YyNbTpa3BYKOBOW 6GaHe
Transsonic 420 (Elma, ®Pl') B TeueHne 2 muH. 3atem
CMEeCb MNpOMycKann 4Yepes3 CTEeKNAHHbIN GUALTP
(knacc MNMOP 40-110 MKM) B KPYrnoAOHHYO KONby Ha
250 mn. Konby ¢ duabTpatoM AOMNONAHUTENLHO BaKy-
YMUPOBaAN C MOMOLbIO BOAOCTPYMHOro Hacoca. K
nosiyd4eHHoMy pacTtBopy go6asnsanu 100 mr kpuonpo-
TeKkTopa — [I-MaHHUTa — 1 3aMopa)1MBanu B 6aHe ¢
XUIOKUM a30ToM. Konby cymnmn Ha TMOGUNbLHOM CyLL-
Ke ALFA 1-5 (Martin Christ Gefriertrocknungsanlagen
GmbH, ®Pl') B TeyeHre 20 4, Nocne Yero XxpaHunm
npun 4°C.

TexHonorua nony4yeHus npenapara

6e/IKOBO-BEKTOPHOM JOCTaBKH

Mcnonb3oBaHa cnegywouaa TexHonorua: 15 wmr
NOMMEPHbIX 4YacTul, COAepKalMnX [OaKTUHOMMU-
LUMH, cycrneHamMpoBanM B 1 mn pochaTtHO-cOneBoro
6ydepa (Phosphate-Buffered Saline, PBS), nocne
yero K pacteopy po6asnsaam 240 mkn 1-atun-3-(3-
anmMeTunammHonponun)kapéoammmmnaa (1-Ethyl-
3-(3-dimethylaminopropyl)carbodiimide, EDC) wu
N-rMapoKCUCYKUMHUMKUAA (N-hydroxysuccinimide,
NHS) n3 ctokoBoro pactesopa B PBS ¢ KOHLEHTpaLUmen
5 mr/mn n nepemewmnBanu 20 MuH; 3aTeM gob6aBns-
M 3 MKA B-MepKantoaTaHona (B-mercaptoethanol,
BME) n nepemewmnBann ewe 10 MUH, nocne 4ero
K peaKuMOoHHOM Macce fo6aBnsam 5 Mr pekomobu-
HaHTHOro A®Il; nony4YyeHHyl0 CMECb NepemMelunBanu
ewe 30 MUH. [Ina OCTAHOBKM peaKuMn K MNONy4YeH-
HOMY KOHbBblOraty gob6aBnsann 3 MKA 3TaHONaMuHa.
MpoBoannu renb-GuAbTPaLM0 peakLUMOHHOM Macchl
Ha copbeHTe Superose 12 (GE Healthcare, CLUA).
dpaKkuunio ¢ UueneBbIM NPOAYKTOM NMOGUIN3MpOBa-
1M Ha nnodunbHoM cylwke ALFA 1-5 B TeuyeHune 20 v,
nocne 4yero xpaHuam npu -20°C.

Ana wvccnepoBaHma wmogenn AA3  Mcnonb30-
Ba/iMCb CaMKW O6enbix 6eCnopoAHbIX MbllEN B
KonuyectBe 90 ocoben, moaenn nnumdonenkosa
P388 — wMblwKn-camkn nopoabl DBA/2 B Konaunde-
ctBe 140 ocoben. Macca Tefnla XMBOTHbIX B Hayva-
ne vuccnenoBaHus coctaBuna 18-20 r. Bo3pacT Ha
Hayano uccnegoBaHMsa — 8 Hefll; UCTOYHUK — MUTOM-
HUK «Cton6oBas» HL 6uomMmeanLUMHCKMX TEXHONOIMI

PAMH (MockoBckasa 067.). lNepuoa akkanmatmsa-
unm — 14 cyt. Coaepxnumoe amMnyn ¢ pacTBOPOM
pnaktmnHoMmuumHa (500 wmkKr/mn) passoaunn  10%
pacTBOPOM PEOMONUIIIOKMHA A0 KOHLEHTpaunu
12 MKr/1,0 MA “ BBOAWAM MblillaM BHYTPUBEHHO B
XBOCTOBYIO BeHy o 0,2 mn.

Coaepxnmoe amnyn ¢ NMOoGuMIM3aTtoM KOoHblora-
Ta WHKancynupoBaHHoro B PLGA gaKTMHOMMWLMWHA C
ADI (0,125 mr/mn) pactBOpsan B GU3MON0OrMYECKOM
pacTBope A0 KoHUeHTpauuu 5,44 MKr/mn n BBOAUIU
MbllLamM BHYTPUBEHHO B XBOCTOBYIO BeHY No 0,2 M.

B kauyecTtBe KoHTpons ucnonb3oBann 10% pac-
TBOP PEONONUMIOKMHA U GU3NONOTMYECKUI PacTBOP,
KOTOpPble BOAMAN MblllaM BHYTPUBEHHO B XBOCTOBYIO
BeHy no 0,2 mn.

U3y4yeHHne ocTporo TOKCUYECKOro aemcTBua

npenaparta 6eJIKOBO-BEKTOPHOW JOCTaBKH

OaKTUHOMMLMHA U NpenapaTta cCpaBHEHUs Ha

6enbix 6ecnopoAHbiX Mbllwax-camKax ¢ AAJ

Mcnonb3oBanu KNETKM KapuMHOMbI  Jpnuxa;
WUCTOYHUK KYNbTYpPbl KNETOK — POCCUNCKMUIN OHKONOIMU-
YECKUM Hay4HbIA LeHTp nMm. H.H. bnoxuHa (MocKBa).
KneTkn xpaHunu B XXxnaxkom azorte. [locne pasmopaxu-
BaHUWS UX NpeaBapUTENbHO NepeBMBann BHYTPUOPIO-
LWMHHO 2—3 6enbiM 6ecnopoaHbiM Mblwam. Ansa npo-
BEAEHUS 3KCMEPMMEHTOB OMyXONeBbIM mMaTepuan B
BWAE CYCMEH3MM OMNYXONEBbLIX KNIETOK 6panv U3 acuuT-
HOW MAKOCTU. NoacyYET KU3HECNOCOOHLIX onyxone-
BbIX KNETOK NpoBOAnAK B Kamepe fopsieBa. ACLIMTHYIO
MAKOCTb pPasBoOAMIM B CTEPUIbHOM dU3MoNoruye-
CKOM pacTBOpE [0 KOHUEHTpaLnn 1x107 KneTok,/mn
u nepeBunBanu 6enbiM 6€CNOPOAHbIM MblllaM BHYTPU-
OPIOWKMHHO. [Ina pa3BUTUS aCLUMTHOM ONyX0N KNETKK
A3 nepeBuBanu 6enbiM 6€CnOPOAHbIM MblllaM BHY-
TPMOPIOWMHHO NyTEM BBEAEHWSI CYCMEH3WW KNETOK
B [J03€e 1x108 kneTok Ha 0co6b, 06bEM WHbEKLUN —
0,2 MmN Ha ocob6b. llocne nepeBUBKKU OMYyXONEBbIX
KIETOK }MBOTHbIX paHAOMM3KpoBanu, GopmMupoBau
3KCNepMMeHTaNnbHble rpynnbl U HAHOCKUAN UHAUBUAY-
aNbHble METKM HaCbILLEHHbIM PAaCTBOPOM NMUKPUHOBOM
KncnoTtbl. BHyTpUBEHHOE BBEAEHWE NPOBOAMAN NYTEM
WUHbELMPOBaHUSA npenapata OAHOPA30BbIM  LUMPU-
uem o6bemMom 1 M B naTepasnbHYyl0 XBOCTOBYIO BEHY
(PUKCUPOBAHHOM MbllK. BBOANMBIN 06beM — 0,2 M.
TOKCMKOMETPUS  BKJOYaNa  3KCMepuMeHTanbHoe
onpefeneHne BbIXKMBAEMOCTU MbllLER NpW BBene-
HMW BO3pacTaloWmx 403 N0 JIUT4PUNaY—YUNKOKCOHY,
KOMMbIOTEPHbIM pacyeT NoKasaTenem oCTPon TOKCHY-
HoCTW — neTtanbHow f03bl ([105q, 146, 10g4), ONKCa-
HUE KTIMHUYECKOMN KapTUHbI MHTOKCUKALWW, BCKPbITUE
(HEKpoOMCKA) NaBLUMX KUBOTHbIX, @ TAKXe MUBOTHbIX,
BbIXXMBLIMX U 3abuTbix Yyepe3 30 gHen nocne oaHo-
KpaTHOro BBeeHWS MnpenapaToB, XapaKTepPUCTUKY
NPUYUH CMEPTHOCTMU.

Bce noaonbiTHbIE XMBOTHbIE GbiNK pas3feneHbl Ha
8 rpynn. Mpynnbl dopmMmMpoBanIMCb METOAOM Cly4an-
HbIX YUCEN C UCMONb30BAHUEM MacChl Tefla B Ka4yecT-
Be BeAayllero npusHaka. Cxema aKcnepuMmeHTa npu-
BeJeHa B Taon. 1.
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Ta6auuya 1. BoixkuBaeMocCTb 6€/ibix 6€CMOPOAHbIX MbILLIEN C aCLLUTHOM KapLWMHOMOW dpaMxa B CTaHAAPTHOM

TOKCUKOJIOTMYECKOM IKCNEepUMeHTe

Fpynna

NpenapaTt / BBegeHue

Mano NA, MKr/Kr

10 }XKMBOTHbIX

KoHTponb

Mo 0,2 mn 10% p-pa peononuriioK1Ha (B XBOCTOBYIO BEHY)
1 pas yeped 5 gHen nocne NnepeBMBKMU OMyX0nun

0/10 -

| onbITHas

Yepes 5 gHei nocne nepeBUBKK OMNyX0nu npenapaTtomM
CpaBHeHUs, BHYTpUBEHHOE BBeaeHUe B fo3e 850,0 MKr/Kr B
0,2 mn 10% p-pa peononuritoKnHa, 0ogHOKpaTHOe BBeEHME

10/10 N0 — 852

Il onbITHaA
p-pa, 0AHOKpaTHOE BBEAEHMNE

Yepes 5 gHen nocsie nepeBMBKKU ONYXO/M NpenapaTtom
Bbl6GOpa, BHYTpMBEHHO B A03e 850,0 MKr/Kr B 0,2 Mn ¢u3.

0/10 -

Il onbITHasA
p-pa, 0AHOKpaTHOe BBeAeHME

Yepes 5 gHel nocne nepeBMBKM OMNyX0nu npenapaTtomM
Bbl6Opa, BHYyTpMBEHHO B A03e 1050,0 MKr/Kr B 0,2 Mn ¢oua.

1/10 -

IV onbITHas
p-pa, 0 AHOKpaTHOe BBeAeHME

Yepes 5 gHern nocne nepeBMBKKU ONyX0M NpenapaTtomM
Bbl6GOpa, BHYTPMBEHHO B 103e 1300,0 MKr/Kr B 0,2 mn ¢pus.

2/10 N0,e — 1264

V onbITHada
p-pa, 0AHOKpaTHOe BBeAeHMe

Yepes 5 gHen nocsie nepeBMBKKU ONYXO/K NpenapaTtom
Bbl60Opa, BHYTPMBEHHO B f03e 1550,0 MKr/Kr B 0,2 mn dus.

5/10 Nfs, — 1580

VI onbITHas
p-pa, 0AHOKpaTHOe BBeAeHME

Yepes 5 fHen nocne nepeB1BKU OMNyx0Ju NpenapaTtom
Bbl6Opa, BHYyTpMBEHHO B A03e 1800,0 MKr/Kr B 0,2 mn Gpus.

7/10 Nig, — 1980

VIl onbITHas

p-pa, 0oAHOKpaTHOE BBeAeHNE

Yepes 5 gHen nocne nepeBuBKU ONyX0M NpenapaTtomM
Bbl6GOpa, BHYTpMBEHHO B A03e 2050,0 mKr/Kr B 0,2 mn Gpus.

9/10 N0 — 2100

Mpumeyanune. N[ — netanbHas fosa (16 / 50 — cpegHecmepTtensHas, 84 / 100 — abcontotHasa cmepTenbHan). J1gq ANng
npenapata cpaBHeHus coctaBnseT 0,601 mr/Kr, ansa npenapata Bbi6opa — 1,580 Mr/Kr.

UccnepgoBaHue HaKoONJIEHUA ONyX0JieBbiMHU
KneTKkamu 7-A[l npyu BHyTPUOPIOLLUHHOM
BBeJeHuMu cyoctaHuum 7-Al, HaHo-7-Al n
KOHblorata HaHo-7-A[] c A®Il Ha mogenu AAJ,
NMPUBUTON GECNOPOHbLIM MbillaM

[ABym 6ecnopogHbiM MbiWwam Maccon 20-25 r
npuBmMBaNn BHYTPUOPIOWKMHHO Mo 1 MaH KneTok AA3
B 100 MKN cpeabl N8 KynbTUBMPOBAHWUSA KIETOK
(DMEM, Gibco, CLLUA). Ha 7-9-11 aeHb KNeTKn obpaso-
BaBLUENCS aCUMTHOM ONyX0auM NepeBUBaIN aHaNormny-
HbiM 06pa3oM 12 6ecrnopoaHbIM Mblllam. Bce nogo-
MbITHbIE }XMBOTHbIE OblIX pas3aeneHbl Ha 4 rpynnbl.
Mpynnbl popmMUpoBanMCcb METOAOM CyYaWHbIX YMCEN
C Ucnonb3oBaHWEM MacChl Tefla B Ka4yecTBe Beaylie-
ro npu3Haka. Ha 7- oeHb *XMBOTHbIM BBOAW/IN BHY-
TPUOPIOWKMHHO B 06beme 0,2 ma npenapaTbl B Ao3e
400 MKI/Kr B nepecyeTe Ha coaeprkaHne cybcTaHLmnm
(7-AL):

1) KOHTpOnb (Gn3. p-p);

2) T-AL;

3) HaHo4acTuubl ¢ 7-A/l;

4) koHbtoraT API1 ¢ HaHOYaCTULLAMM, COAEPKALLMMU

7-A[] (npenapat Bbi6OpA).

Yepe3 4 4 npousBoauaM OT60OP aCLMTHOM XKUAa-
KOCTM, OMyXONieBble KNETKW OTMbIBa/iM XONOAHbLIM
PBS 3 pasza u ¢ukcuposann 4% napadopmanbie-
rmagom B TevyeHue 15 MuH, 3aTem 2 pasa npombiBa-
nn xonoaHbeim PBS. Kaxnabin o6pasel, coaepran He
MeHee 200 Tbic. kneTok B 200 mkn 6ydepa. AHanu3

WHTEPHaNN3aLunm onyxoneBbiMn Knetkamu 7-A/l oue-
HMBaNN MO UHTEHCMBHOCTM ero GpayopecLeHLMUn Ha
npoto4yHom umtodnyopumeTrpe FACS Calibur (CLLA):
A BO36YKAeHUA — 488 HM, eTEKLMIO OCYLLECTBAANN
npu A = 647 HMm.

U3yuyeHHne NnpoTUBOOMNYX0J1IeBOM

AKTUBHOCTM NMpenapaTtoB CpaBHEHUNA

Ha conupaHou mogenu numdoneinkosa P388

Yy Mbilwen-camoK nuHuu DBA/2

Mcnonb3oBanu cnepylolme AUMHUM OMNyXOoJSieBbIX

KNETOK:

1) wramm numdonenkosa Mol P388. UCTOYHMK
KyNnbTypbl KNEeTOK — POCCUMCKMIM OHKOoNoruye-
CKWWM Hay4HbIN LeHTp nM. H.H. BnoxuHa (MocKkBa).
KneTku xpaHunau B uaxkom asoTe. LUtamm nogaep-
¥UBaeTcq Ha Mblwax nuHun DBA/2. MNocne pasmo-
pPO3KM Knetok P388 cycneH3uio npeaBapuTesib-
HO MNepeBMBaNN BHYTPUOPIOWMHHO 2-3 Mbilam
nnHun DBA/2;

2) wramm numdonenkosa mbiwn P388, pe3ncTteH-
THbIM K gakTUHomMuumHy (P388/ACT-D). NCTOYHUK
KyNnbTypbl KNEeTOK — POCCUMCKMIM OHKOoNoruye-
CKWWM Hay4HbIN LeHTp nMm. H.H. BnoxuHa (MockBa).
KneTku xpaHunu B uaxkom asoTe. LUtamm nogaep-
¥UBaeTcq Ha Mblwax nuHun DBA/2. MNocne pasmo-
pPO3KM Knetok P388 cycneH3uo npeaBapuTesib-
HO MNepeBMBaNN BHYTPUOPIOWMHHO 2-3 Mbilam
nnHun DBA/2.




OPUI'MHAJIbHbIE CTATbU

Ans npoBedeHWs 3KCNEPUMEHTOB OMyXONEBbIN
MaTepuan B BMWOE CYCMEH3WW OMYXONEBbIX KETOK
6pann U3 acuMTHOM KMAKOCTU. loacHEeT KMIHecno-
COGHbIX OMYyXOJIEBbLIX K/IETOK MPOBOAMAN B Kamepe
[opsieBa. ACUMTHYIO XWUAKOCTb pa3BOAMAM B CTe-
pUAbHOM GW3UONOrMYECKOM PacTBOPE A0 KOHLEH-
Tpauun 1x107 KNeTok/MA U NepeBuBanU Mblllam
MMHun DBA/2 BHYTPUOPIOWWHHO WMAW MNOAKOMKHO.
BHyTpuBEHHOE BBEAeHMEe MNPOBOAMAN MYTEM WHbB-
eunpoBaHMa npenapata OAHOPA30BbLIM LUMPULIEM
06beEMOM 1 M GUKCMPOBAHHOW MbIlKW B natepanb-
HYIO XBOCTOBYIO BeHY. BBoagMMbIn 06bemM — 0,2 M.
KonnyecTBeHHbIE KPUTEPUMN OLIEHKM MHTMOBUPYIOLLETO
addeKTa Ha ONyXONHaX KUBOTHbIX, YATMHEHUSA NPOAOS-
HUTENbHOCTU XU3HU ONpeaensnmM B COOTBETCTBUMU C
METOAMYECKMMU PEKOMEHZAUMAMU ONS AOKIMHMYe-
CKux nccnenosaHuni [34—-36]. CxeMbl 3KCNEPUMEHTOB
npuBeaeHbl B Tabn. 2, 3.

PE3YJIbTATbI

PesynbTathl MccnegoBaHUs BbIMOMIHEHbI rpadu-
YeCKu.

BbixknBaeMocTb 6€/bix 6ECnopOAHbIX MblLLEN
¢ AA3 nocne BHYTPMBEHHOIO BBeAEeHWS npenapa-
Ta 6ENKOBO-BEKTOPHOM AOCTaBKM AAKTUHOMMULMHA
W npenaparta CpaBHEHUs NpeacTaBieHa Ha puc. 2.
MccnegoBaHMe HaKOMNEHUS OMyXONneBbIMW KNeTKa-
MKn cybcTtaHumm 7-All, HaHO-7-Al n KoHblorata APIl
C HaHo4yacTuuamu, cogepxawumm 7-Afl, Ha moaenu
AA3, npuBnTOM 6€CMNOPOAHBLIM MbIllaM MNPU BHYTPU-
OPIOWMHHOM BBEEHNM, OTPAXKEHO B pUc. 3.

Kak nokasaHo Ha puc. 3, oTMevyaeTcs 4O0CTOBEPHO
6onee BbICOKUIM ypoBEHbD (B 4,6 pa3, p<0,0001) HaKo-
nneHusa 7-A[l B onyxoneBbix KNeTKax npu Mcnonb30-
BaHMM nNpenapaTta 6GeNKOBO-BEKTOPHOM OOCTaBKWU C
A®I1. 310 cornacyetrcs ¢ nUTepaTypHbIMU AAHHbLIMMU,
OMNUCbIBAOWMMM IKCNEPUMEHTbI in vitro [2, 14].

Ta6nuuya 2. CpaBHeHMe NPOTUBOONYXONEBOW aKTUBHOCTU NpenapaTa Bbibopa 1 NpoToTMNa Ha CONMAHON Moaenu
numoonenkosa P388 y Mbillen-camoK nMHMM DBA/2 B 3aBUCUMOCTU OT NPOAOIKUTENBHOCTU Kypca le4YeHus

Fpynna MpenapaT / BBeaeHue

06bemM onyxonu,
(Xtm) cm3

TopmoiKkeHue
pocTa onyxosnu, %

CIK,

fem YK, %

15 JKMBOTHbIX

Yepes 24 4 nocne nepeBUBKK OMyXou
0,2 M5 10% p-pa peononuritok1Ha (B
XBOCTOBYIO BEHY) 1 pa3 B i€Hb, KaxKable
48 4, 7 BBEAEHUN

| KOHTpPONb

12,6+3,2 - 14,9 -

Yepes 24 4 nocne nepeBUBKK ONyX0un
0,2 Mn du13. p-pa (B XBOCTOBYIO BEHY) 1 pa3
B IeHb, Kaxkable 48 4, 7 BBeAeHUM

Il KOHTpOb

13,7+4,8 - 14,9 -

10 >XUBOTHbIX

Yepes 24 4 nocne nepeBUBKK ONyX0un
npenapaTom CpaBHEHUS, BHYTPUBEHHOE
BBeaeHue B fo3e 85,0 MKr/Kr B 0,2 Mn
p-pa 10% peononurniokuHa, 1 pas B A€Hb,
Kaxkable 48 4, 3 BBeeHuUA

Il onbITHas

7,8+3,8 40,6 19,8 32,9

Yepes 24 4 nocne nepeB1MBKM OMYyX0/K
npenapaToM CpaBHEHUS, BHYTPMBEHHOE
BBefeHue B fo3e 85,0 MKr/Kr B 0,2 mn
p-pa 10% peononurntoKknHa, 1 pas B AeHb,
Kaxkable 48 4, 5 BBeeHUN

IV onbITHaA

5,7£3,8 56,6 23,8 60

Yepes 24 4 nocne nepeBUBKK OMyXou
npenapaTtomM CpaBHEHWUS, BHYTPMBEHHOE
BBegeHue B fose 85,0 MKr/Kr B 0,2 mn
p-pa 10% peononurntokuHa, 1 pa3 B AeHb,
Kaxable 48 4, 7 BBEAEHUM

V onbITHaa

4,9+3,8 62,7 26,4 771

Yepes 24 4 nocne nepeB1MBKKU ONYyXOU
npenapaTom Bbli6opa, BHYTPUBEHHOE
BBeaeHue B fo3e 85,0 MKr/Kr B 0,2 Mn
$u3. p-pa, 1 pas/cyT, Kaxable 48 y,

3 BBeAeHus

VI onbITHas

5,6+1,9 60,0 32,2 116,1

Yepes 24 4 nocne nepeBUBKN ONyX0un
npenapaTom Bbli6opa, BHYTPUBEHHOE
BBeaeHue B 0ose 85,0 MKr/Kr B 0,2 mn
du3. p-pa, 1 pas/cyT, Kaxable 48 v,

5 BBEageHum

VIl onbITHaa

2,41+1,1%* 81,6 351 135,5

Yepes 24 4 nocne nepeBUBKK ONyX0/un
npenapaTom BbliGopa, BHYTPUBEHHOE
BBeaeHue B o3e 85,0 MKr/Kr B 0,2 Mn
$u3. p-pa, 1 pas/cyT, Kaxable 48 vy,

7 BBEeaeHUn

VIl onbITHag

1,9+0,9%* 83,2 37,8 153,7

lpumeyaHue. ** — p < 0,01.
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Ta6nuua 3. CpaBHeHWe NPOTUBOOMYX0/IEBOW aKTUBHOCTHM NpenapaTa 6e/1K0BO-BEKTOPHOM AOCTABKM M MPOTOTUNA Ha
acuMTHON moaenu numdonenkosa P388, pe3ncteHTHOM K AakTMHOMKUUMHY (P388/ACT-D), y MbllLen-camoK nuHun DBA/2

Fpynna 06bem acLUTHOM TPO, |MpoaomxutenbHocTb | YN,
JKUBOTHbIX fAlosa n pexmm BBeAGHNA NpenapaTa XugkocTtu (Xtm), mn % YKU3HMU, AHU %
15 >XUBOTHbIX

0,2 mn 10% p-pa peononuritoKnHa B
| KOHTPONIb | XBOCTOBYIO BEHY U BHYTPUOPIOLMHHO 4,21+0,31
1 pas B AeHb, Kaxable 48 4, 7 BBEAEHUN

11,8+1,6 -

0,2 mn 0,9% ®un3. p-pa B XBOCTOBYIO
Il KOHTPONIb | BEHY M BHYTPUOPIOWMHHO 1 pa3 B AeHb, 4,43+0,21 - 12,1+1,24 -
Karkable 48 4, 7 BBeAeHUM

10 }XMBOTHbIX

Yepes 24 4y nocne nepeBUBKM OMyX0au
npenapaTom cpaBHeHMs B Jo3e 85 MKr/
Kr, BHYTpUGpowWnHHO B 0,2 Mn 10% 3,57+0,19* 21,9* 14,3+1,20* 20
p-pa peononurntokmMHa, 1 pas B AeHb,
Kaxable 48 4, 5 BBeAeHUM

Il onbITHasA

Yepes 24 4 nocne nepeBUBKM ONyX0un
npenapartom Bbi6opa B Ao3e 85,0 MKr/
IV onbiTHass | Kr, BHyTPMOPIOWWHHO B 0,2 Ma Gpus. 2,12+0,19** 50,9 20,3 £ 1,31** 70,5
p-pa, 1 pas/cyT, Kaxable 48 4,
5 BBeIEHUN

MpumeyvaHume. * p <0,1; ** — p <0,01.

] B i L L L B

[lo3a, MKr/Kkr

Ny NPg, Nhg, 00

—o— AxHomung [ —o— Adotug

Puc. 2. CpaBHeHMe Npodurnen TOKCUYHOCTM NpenapaTta 6e/1K0BO-BEKTOPHOM AOCTaBKM U NPOTOTMNA Y 6ECMOPOAHbIX MbILEN C acLMTHOMN
KapuMHOMOW dpnuxa

MHTeHcMBHOCTD (hnyopecLeHLuy, o.e.
w

B 7-AL W OHY-(7-AD) W HY (7-Af) (AdoTug)

Puc. 3. UHTEHCUBHOCTbL dnyopecueHUmMmn (B ONTUHECKMX €AMHULLAX) ONYXONEBbIX KNETOK Nocne MHTEPHaNn3aLunm B HUX cybcTaHummn 7-AZL
(cuHW uBeT), HaHO-7-A/l (OpaHKeBbIi) M KOHbloraTta afnbda-deTonpoTenHa ¢ HaHo4YacTULaMu, coaepxawmnmu 7-Al (cepblit), Ha Mmoaenu
AA3, npuBUTON 6€CNOPOAHBIM MbllLaM Mpu BHYTPUOPIOWKWHHOM BBEAEHUHU
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M3yyeHre NpoTUMBOOMNYXONEBON aKTUMBHOCTKU Mpe-
napaToB CPaBHEHWS Ha CONMAHON Moaenu numbonen-
Ko3a P388 y mbiwen-camok DBA/2 npeactaBieHo Ha
puc. 4.

Ha puc. 5 paHa cpaBHUTeNbHasa XxapaKTepucTuKa
NPOTMBOOMNYXOJIEBOr0 AENCTBUSA NpenapaTa 6e/KoBo-
BEKTOPHOW AocTaBKM gakTuHoMuuUMHa (VIII onbiTHas
rpynna) v npenapata cpaBHeHus (V onbiTHasA rpynna)
no KpuUTepusam TOpMOXKeHue pocTa onyxonu (TPO) u
YAJTMHEHUS NPOAOMIKUTENBHOCTH HU3HK (YTTHK).

M3y4yeHne cpaBHUTENbHON MPOTMBOOMYXOEBOM
aKTMBHOCTWM npernapaToB CpaBHEHWS Ha acuMTHOWM
Modenu numbonernkosa P388, pe3nMCTEHTHOM K AaK-
TUHOMMUMHY (P388/ACT-D), y Mblllen camMOK JIMHUK
DBA/2 npefcrtaBneHo Ha puc. 6.

J
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YMNX npuv BHYTPUMBEHHOM BBeAeHWMW Mpenaparta
6€e/IKOBO-BEKTOPHON [0OCTaBKM [AaKTUHOMULMHA U
npenapaTta CpaBHEHWS Ha acuMTHOW MOAENWU JIUM-
donenkosa P388, pe3nCTEHTHON K OAKTUHOMMULMHY
(P388/ACT-D), y mbiwen-camoK nuHum DBA/2 npea-
CTaBNEHO Ha puc. 7.

BbIBOAbl

1. Uccnegyembln  npenapaT 6e/KOBO-BEKTOPHOM
[OCTaBKM CeNeKTUMBHO HaKanaMBaeTcs B OMyXO-
JIEBbIX KNETKax M TKaHaX 3a CYET peLenTtop-onoc-
pefoBaHHOro aHAaouMTo3a. ATOT aDDEKT AOCTU-
raeTtcsd Hanuinem O6€e/IKOBO-BEKTOPHOM 4YacTu
(ADI) B KOHBbIOraTe U Hanbonee APKO NPOAEMOH-
CTpupoBaH 60fiee BbICOKMM ypoBHeEM (B 4,6 pas;

KoHTponb 3 5%

7" 3* 5* 7

* Yneno BBefeHUI

M Koutpons M Akvomug I M AdboTup

Puc. 4. YonvHeHue cpeHen NpOAOIKUTENbHOCTU XU3HU B 3aBUCUMOCTU OT ASIMTENBHOCTU JIEHEHUS Y MbILEN C CONMAHOW MOAENbIO

numooneinkosa P388 nocne BBefeHUA npenapaToB CpaBHEHUS

14000 ----mmermrmmrmesmreeem s

12000
10000
8000
6000

06bem onyxonu, mm*

4000

2000

0
5 10 15

—— KOHTpO/b

—ll— AkHomug [1

20 25 30 35
[Hu nocne uMnnanTayum

—— AdoTug

Puc. 5. CpaBHWTENbHAs XapaKTeprCTUKa NPOTUBOOMYX0EBOro AeNCTBUSA NpenapaTta 6eIKOBO-BEKTOPHOM JOCTABKMU aKTUHOMULIMHA
(VI onbITHas rp.) u Nnpenapata cpaBHeHUs (V onbITHAsA rp.) N0 KPUTEPUSM TOPMOXKEHUS POCTA OMYXOSU U YASMHEHWUS NPOLOMIKUTENBHOCTU XKU3HU
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06beM acUMTHOI XUAKOCTH, MM

0 5 10

15 20 25

[lHM nocne UMNNaHTaLuKn
—— KoHTponb —l— AkHomug [, 85,0 mkr/kr —— Adotung, 85,0 MKr/Kr

Puc. 6. [poTuBOONYyxoneBas akTMBHOCTb NpenapaTta 6€/K0BO-BEKTOPHOM JOCTaBKM AaKTUHOMULIMHA U NpenapaTta cpaBHEHUS Ha
acuuTHoM Moaenu numbonenkosa P388, pe3ancTeHTHoON K AgakTMHOMULUKHY (P388/ACT-D), y Mbllwen caMoK Hun DBA/2

MpumeyvaHue. Kputepmum TOPMOXKEHUS POCTa ONYXOAN U YASIMHEHUS NPOAOCIKUTENIBHOCTU XU3HM NPKU UCMONIb30BaHUM NpenapaTta cpaBHeHUs

CTaTUCTUHECKM HE3HAYMMO OTKJIOHAIOTCS OT KOHTpons — p<0,1.

BO  pooenooooooo oo

1 .

YanuHeHne npogonKnTeNIbHOCTH XU3HU, %o

L

{1

BO ---nnnmoononon oo

LD

L

I

W KoHuTtponb M AkHomug [ W Adotua

p<0,0001) HakonneHusa 7-A[J B onyxonesBbIX KJeT-
Kax Mpu BKJIOYEHUM €ro B HAHOYaCTULbl, KOHDBIO-
rmpoBaHHble ¢ ADI1, npy BHYTPUBPIOWMHHOM BBE-
[IEHWM MbillaM C aCLIMTHON KapLuMHOMOWM Jpnuxa.

. MNpenapaT 061agaeT OTYETIMBO MEHbLLEN OCTPOM
TOKCUYHOCTbIO, MPU 3TOM BbIIBNEH (GEeHOMeEH
3HAYUTENIbHOTO CHUXXEHWUS ee y Mblllen ¢ Moje-
JIMPOBAHHOM OMNYyXOJibl0 MO CpaBHEHWIO CO 3[0-
POBbLIMW XMUBOTHbIMUW. ITO, O4EBUAHO, CBA3AHO C
MCMNOJIb30BAHUEM MOJIMMEPHbIX HAHOYaCTUL, C UX
MeANEeHHOW aerpagaumen, a TakKe ¢ ObICTPbIM
BblBEleHWEM Mpenapata U3 KPOBOTOKa M HaKo-
NIeHNWeM ero B OMNyXoJeBOW TKaHW B CBHA3KU C
BbiCOKOM adduHHOCTBIO peuentopoB AP Ha
NOBEPXHOCTM OMNYyXO0JiEBbIX KNETOK. TaKoM mexa-
HU3M MPUBOAMT K pacLUMPEHUIO Ananal3oHa Tepa-

Puc. 7. YanuHeHve npoaoIKUTENBHOCTU KUM3HU NPU BHYTPUBEHHOM BBEAEHWM NPENapaToB CPAaBHEHWS Ha aCLIMTHOM MOAENN
numdonenkosa P388, pe3nCTeHTHOM K AaKTUHOMULMHY (P388/ACT-D), y Mbllwen-camok DBA/2

NeBTMYECKOro OKHa B 6,55 pas anga npenapara
6eNKOBO-BEKTOPHON [JocTaBku (119,2 npoTtus
60,6 y 300p0OBbIX XMBOTHbIX 1 18,2 — y npena-
pata cpaBHeHusd). lNpu npoBefeHUU uccneno-
BaHMA OCTPOM TOKCUYHOCTM ObIIO BbIIBIEHO
3HauuTenbHoe yeenuyenue nokasatens Jlgo
no 1,580 wmr/ kr npotu 0,601 mr/Kr y npena-
pata cpaBHeHudA. Takon deHOMEH KapauHalibHO
pacwmpsaeT BO3MOXHOCTU 4N NPOBELEHUA ANN-
TeJ/ibHbIX KYPCOB NEKapCTBEHHOW Tepanuu anpo-
6upyemMbiM MpenapaTtomM C OTHOCUTENbHO 6oNee
BbICOKMMM Pa30BbIMU K KyPCOBbIMU JO3aMM, 4TO,
NpPeanonOXKUTENbHO, AOMKHO NMPUBECTU K 3HAYMU-
TeNlbHOMY MOBbILWEHMIO €r0 KIIMHUYECKON 3 dEeK-
TUBHOCTM NPU CYLLECTBEHHOM CHUXXEHUM YaCTOTbI
N BbIPaX»EHHOCTU MOBGOYHbIX AENCTBUN.
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3. MexaHu3Mm 6e/IKOBO-BEKTOPHOMW [0CTaBKK onpe-
JensieT W CylUeCTBEHHOE MOBbIWEHNE MPOTHU-
Boonyxonesoro adpdexkrta no Kputepuio TPO: y
YYBCTBUTENIbHON K AAKTMHOMMLIMHY OMyXOneBOW
mogenu — B 1,48 pasa, y pe3UCTEHTHOW Moae-
m — B 2,32 pasa. o KpuTepuio YaJIMHEHUSN
NPOAOMIKUTENBHOCTU XM3HM — B 2,71 n 3,525
COOTBETCTBEHHO MPU CPABHEHWUM CO 3HAYEHWUSAMM
npenapaTa-npotoTuna.

4. TMpenapaT o06/1agaeT CyLW,EeCTBEHHbIMU OTINYUSA-
MW OT MPOTOTMNA B MJaHE paclMpPeHUs CreKTpa
NPOTUBOOMYXOJEBON aKTUBHOCTHU, B TOM 4YUC/e B
OTHOLLEHMM OMYyXOnen, PE3UCTEHTHbIX K nNpenapa-
Ty CpaBHEHUN (acuMTHOM moaenu numdonenKkosa
P388, pe3ncTeHTHOro K gakTMHOMULMHY, P388/
ACT-D).

3AKJ/IIOYEHME

Takum o6pas3om, UCnob30BaHKE nNpenapaTa 6en-
KOBO-BEKTOPHOW AOCTABKM JAKTUHOMULMHA Y MblLIEN
C MOJENMPOBAHHBLIMU OMYXOAAMU NMPUBOAUT K 3HAYM-

T€/IbHOMY MOBbILWEHWIO NMPOTUBOOMNYXONEBOM 3PDEK-
TUBHOCTU M 6€30MacHOCTM MO CPaBHEHUIO C NPOTO-
TMNOM, 4YTO COrfnacyetcss C MPOBEeAEHHbIMU paHee
3KCNepUMEHTaNbHbIMKU UccaegoBaHuamu [1, 2, 15,
18, 20]. 3™n pedynbTaThl NPEACTABAAIOT CEPbE3HOE
OCHOBaHWe Ansl KIMHUYECKOro M3y4yeHusa npenapara
B OHKOMeAMaTpuMm.

KOH®J/IUKT UHTEPECOB

MccnegoBaHue BLIMOMHEHO B pamKax [ocynapcTt-
BeHHOro KoHTpakta N214411.2049999.19.110 ot
10.12.2014 r. «TpaHcdep 3apybexHbix pas3pabo-
TOK WHHOBALMOHHOIO JIEKapCTBEHHOrO0 cpeacTBa
6eNKOBO-BEKTOPHOM [OCTaBKM aKTUMHOMWULIMHOBOIO
psaga Ansa nevYeHus OHKOMOrMyeckux 3aboneBaHui,
M NpoBeAEeHUE ero AOKJAMHUYECKUX U KIMHUYECKUX
nccnegosaHnin»  (MWHUCTEPCTBO MNPOMbIWIEHHOCTH
n Toproenn PP, deaepanbHaa Lenesas nporpamma
«PazButne dapmaueBTUYECKON U MEANLIMHCKON Npo-
MbllWNEeHHOCTHM Poccuickon depepaunn Ha nepuog
0o 2020 roga v AanbHENLWYO NEPCMNEKTUBY»).
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AdDPEeKTUBHOCTDL S1a3€PHOro eyeHusa
KanuanapHbIX aHrMogucnaasumn y geteu

BBegeHune. KanwnnsapHele maabpopmaunu (KanwinisapHele aHrmogucnnasmn, KAL) v aeten npeacraBasioT
cob0oH aKTyasbHyl0 nNpobsieMy COBPEMEHHON neauaTpun BBUAY QYHKUMOHAaJ/IbHbIX, KOCMETUYECKMUX, [CHU-
XOJIOrMYECKUX HapyLIEeHUH U colmnaabHON Ae3agantaunn AaHHOW KaTeropmn 60JbHbIX B OTCYTCTBMW CBOE-
BPEMEHHOIro afleKBaTHOro JiedeHus. B HacTosuee Bpems «3070TbIM CTaHAapToMm» aedyeHus KAL y aneten
sABAISIETCS Tepanusi UMIyAbCHbIM 1a3epoM Ha Kpacutesne. lMaymeHTbl u metognl. B HUW JOI ¢Irby «POHL
nm. H.H. BroxuHa» MuH3apaBa Poccun nedyeHue UMryabCHbIM 1a3€pPOM Ha Kpacutese ¢ AJIMHOU BOJIHbI
595 Hm nonyvann 225 nauneHtos ¢ KA/ B Bo3pacTe ot 2 Hea Ao 12 neT. Pe3ynbratbl. AHain3 pesybTaToB
J1Ia3epHo Teparnuu rnokasasl, 470 cyMmMapHas 4actoTa «OT/IMYHOIro» 1 «Xxopoluero» apoeKkTa ocsetneHns KA/
coctaBnna 80%. YnoBneTBOpUTE/IbHbIE pe3ynbTaTbl Habawganm y 18,7% naunmeHToB, HEYA0BAETBOPUTE Ib-
Hble — y 0,9%. OTcyTCTBUE peaKuun Ha se4yeHue, 06YCI0BIEHHOE [JIYBOKUM COCYAUCTbIM MOParKEeHUEM,
OTMEYEHO y 0AHOro naumeHta ¢ cuHapomom Knunnens—TpeHoHe. OCNOXHEHUIH HEe 3aperncTpupoBaHo.
3aksoyeHne. Cob6CTBEHHbIE PE3Y/bTaThbl MCC/EA0BaHUI OKa3aau BbICOKYID 3(QQPEKTUBHOCTb /1a3€po-
Tepanun KAL y netein. MynbtumogasibHbIA NoAX04 K AMArHOCTUKE U JIEYEHUIO NaLUUEHTOB C COCYyANCTbIMM
MasibpopMaumnaMu Ha 6a3e KPyrHbIX N1eY4EOHbIX yYpeXKaeHUH obecrneynBaeT yYHUKabHbIA CUHTE3 Hay4YHO-
rPaKkTM4YECKOro B3auMOENCTBUS CrieLmnasncToB pa3HbiX NOAPa3AENEHNI M NO3BOISET peain3oBaTtb UHAN-
BUAyasbHbIE€ CXEMbI JIEYEHUS.

KnoyeBble cnioBa: 1a3epHoe e4eHne, UMMY/IbCHbINA 1a3ep Ha KpacuTese, KanuiisipHas majabgpopma-
UMS, KanuaasipHasi aHruogucnaasuns, <BUHHOE MSATHO».

(Ans untupoBanuns: benviwea T.C., Anne M.[. 3ddEKTUBHOCTb Na3epHOro Ie4EHUs KanunaspHbIX aHrnmo-
ancnnasunin y geten. OHKoneguatpus. 2016; 3(3): 200-206. Doi: 10.15690/0nc0.v3i3.1598)

T.S. Belysheva, M.D. Aliev

N.N. Blokhin Russian Cancer Research Center, Moscow, Russian Federation

The Effectiveness of Port wine Stain Laser
Treatment in Children

Introduction. Vascular malformations in children tend to be a serious problem because the absence
of timely and adequate treatment can lead to the functional, cosmetic, psychological disorders
and social disadaptation of the patients. Pulsed dye laser (PDL) is the «gold standard» of port wine
stain therapy in children. Patients and Methods. 225 patients aged from 2 weeks to 12 years
received treatment performed at the Research Institute of Pediatric Oncology and Hematology at
FSBI «N.N. Blokhin Russian Cancer Research Center» of the Ministry of Health of the Russian federa-
tion using pulsed dye laser (wavelength 595 nm). Results. The analysis of the PDL therapy results
detected the overall lightening of 80% after the initial treatment. Satisfactory results were observed
in 18.7% of patients and 0.9% had bad results. No response the treatment due to the deep vascu-
lar lesions was observed in 1 patient with the Klippel-Trenaunay syndrome. No complications were
registered in this cohort. Conclusion. The results of the study demonstrated high effectiveness of
the PDL therapy in children. A multimodal approach to the diagnosis and treatment of patients with
vascular malformations at large medical institutions provides a unique synthesis of academic and
practical cooperation between specialists from different departments and the realization of indi-
vidual treatment regimens.

Key words: laser treatment, Pulsed dye laser, capillary malformations, port wine stain.

(For citation: Belysheva TS, Aliev MD. The Effectiveness of Port wine Stain Laser Treatment in
Children. Onkopediatria. 2016; 3(3): 200-206. Doi: 10.15690/0nc0.v3i3.1598)
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BBEAEHME

Bce cocyanctble ManbdopmMaLunm KOXK SBASIOTCSH
pes3ynbLTatoM HapylleHMs GopMUPOBaHMS 3MOPUOHasb-
HOM cocyauctonm cuctembl ¢ 4—8-n no 19-20-10 Heq
pa3BuTMa nnoaa [1, 2]. OHKM CyLLECTBYIOT C POXKAEHMS,
XOTS MOTYT ANMTENbHO He nposBnatbea [3]. Hanbonee
pacnpocTpaHeHbl  KanuanspHble  MafbdopMauui,
OonucaHHble B NNTepaType KaK «BUHHbIE MATHA», «Mfa-
MEHEWWMA HEBYC», «KanuaisgpHble Manbdopma-
UMn» U «KanunnsipHble aHruoamcnnasuvn» (KAL) [4].
CrteneHb pacnpocTtpaHeHHocTM KA — 3-5 cnyyaes
Ha 1000 HOBOPOXAEHHbIX; OTAMYUTENbHbIE MPU3HA-
KM — 60/1bLLIOE YUCNO aHOMasbHO PACLUMPEHHbIX KPO-
BEHOCHbIX COCyA0B 6€3 NpM3HaKOB nponandepaLmnm
3HOOTENUS B NANUANAPHOM M YAacTUYHO PETUKYISPHOM
CNosIX AepMbl, He MOoABEPrarTCs CaMoMNpPOMU3BOIbHON
MHBOJTIOLIMM M NMPOrPECCHpPYIOT ¢ BO3pacTom. Pasmepsbl
NATEH BapbMPYIOT OT HECKONbKUX MWIJIMMETPOB [0
NMONOBMHbI MOBEPXHOCTWU Tena, niouiadb yBean4uBa-
€TCs NPOMOpPLMOHANbHO POCTy pebeHKa, okono 80%
NnopaeHun NpuUxoauMTcs Ha o06nacTb roOsi0OBbl U LIEU
[5]. KanunngapHble aHrMoamcnaasvnm MOryT BXOAWUTb
B COCTaB LENIOro psga MnaToNorMYecKnx COCTOSIHUNA,
Hanbonee 4yacto BCTpedvaloTcs cuHapombl LUTypre—
Beb6epa n Knunnena—-TpeHoHe [6, 7].

B HacTosilee Bpems «30/10TbIM CTaHA4aPTOM» fieye-
Hua KAl y geten aBngetrca Tepanusa MMMYJbCHbIM
nasepoM Ha Kkpacutene (UJ1K) [8]. CBeToBbIE BOJHbI,
n3nyyaemble nas3epHbIMKM annapaTamu, MNPOHWKaloT
4yepes anNnaepMuUC 1 NOrnoLLaTcs B AepmMe Xxpomodo-
POM-MWLIEHbIO, B JAHHOM C/ly4ae — reMor061MHOM.
lMMKoBOE nornoweHne CBETOBOr0 MMMylbCca remo-
rMO6MHOM 3aBMCWUT OT CTEMEHW €ro HachbILEHHOCTH
KucnopogoM. TaKk, Ans OKCcUremornobmHa MUKoBOE
nornouieHMe coctaBasetr 577 HM, ana Kapbokcure-
Morno6mHa — okono 585 Hwm [8].

METOAbI

B wunccnepoBaHne BKAOYeHO 225 nauneHToB ¢
KA/l B Bo3pacTe oT 2 Hea Ao 12 net. Bece petun npo-
XOAMNN KIWHUYECKOe o6cnegoBaHWe W nofayyvanu
Tepanuio U1K ambynaTopHO B Hay4YHO-KOHCYNbTaTUB-
Hom oTaeneHmn HAW O0OI «POHLU, nm. H.H. BnoxuHa»
MuH3gpaBa Poccuu. o nokasaHuaM B nogpasgene-
Huax POHLL BbinonHANK ynbTpa3ByKOBOE McCleaoBa-
HMEe ¢ UMOPOBbLIM AOMMIEPOBCKUM KapTUPOBaHWEM
npyv KAl KOHe4YHOCTEN ONS ANArHOCTUKKU MOPaXKeHUs
rMy6oOKUX BEH; MarHWMTHO-PE30HAaHCHYD ToMmorpa-
duto (MPT) ronoBHOro Mmosra u/mnun BEPXHUX/HUKHUX
KOHEYHOCTEN C BHYTPMBEHHbLIM KOHTPACTUPOBaHUEM
npv KA/l B npoeKkuuu |-l BeTBen TPOMHUYHOIO HEPBA,
ABYCTOPOHHEM MOPAXKEHWUM KOXM NnLa, NMOparKeHUK

BEPXHUX/HUKHUX KOHEYHOCTEM [N AMAarHOCTUKM
cuHapomoB LUTypre—Bebepa n Knunnensa—TpeHoHe.

[Ona nasepHow Tepanuu wcnonb3oBanu Npuoéop
Vbeam Perfecta (Candela Corporation, CLUA) —
UMNYbCHbIM Na3ep Ha KpacuTene NoclegHero noKo-
JIEHWS C ANIMHOM BONHbI 595 HM. Mbl cO3HaTeNbHO cae-
nanu Bbl6op B Nosb3y AgaHHoM moaenu UK, nocKonbKy
OHa ob6ecneynBaet 6osee rMyboKoe NPOHMKHOBEHME B
AepMy Ta3epHOro U3ny4eHUs C BbICOKOM MIOTHOCTbIO
3Hepruun. lMpun 3ToM ygaeTca nsbexkatb yTpaTbl YacTu
3Heprum 3a cyeT peHoMeHa paccemBaHuda. BTopoe
HECOMHEHHOE MNPEeuMYyLLIeCTBO [aHHOro Tuna nase-
pa — cnoco6HOCTb FreHEPMPOBaTb MMMY/bChI NPOAO-
*¥utenbHocTbio oT 0,45 g0 40 mc. KOpoTKMe MMnynbChbl
(0,45 mMc) ¢ BbICOKOWM MIOTHOCTbIO SHEPrUK «pa3pbiBa-
IOT» CTEHKY TOHKMX MOBEPXHOCTHbIX MAaTONOrMYECKMX
COCya0B, B TO BpeMs KaK A/MHHble (20-40 mc) —
BbI3bIBAIOT NPOAOIKUTENbHbIM Harpes, HEOOBXOAUMbIN
AN KOoarynsuuMu KpynHbIX COCYAOB [AMaMETPOM [0
2 MM, PacnonoXeHHbIX B 6051€ee rnyboKMX CNOSX AEPMbI.
3PPEKTUBHOCTb M 6E€30NACHOCTb NPUMEHEHUS Nasepa
Vbeam Perfecta 06ycnoBneHo HoBeNLEeN TEXHOIOTUEN
MUKPOMMMNYbCOB, MPW KOTOPOW 3MMUCCUS Na3epHo-
ro U3NyyYeHuWs pasgensieTcs Ha «MakeTbl» U3 BOCbMM
KOPOTKMX MMMY/bCOB. ITO yNydLllaeT Koarynsumo cocy-
[0B W YMEHbLLAET CyMMapHbIA HarpeB anuvaepmuca u
AepMbl, TEM CaMbIM CYLLLECTBEHHO CHUMXKas PUCK pa3Bu-
TUS TAKMX OC/TIOXKHEHWI, KaK HapyLLeHUs MUrmeHTaLum
1 o6pa3oBaHue pybLOB. Hpe3mMepHOMY HarpeBy KOXM
npensaTcTBYeT M 3anaTeHToBaHHas MHTErpuMpoBaHHas
B Nla3epHbIi annapaTt «CUcTemMa AMHaMUYECKOro oxna-
¥AeHus», 6narogaps KOTOPOW MOXHO MCNONb30BaTb
60NbLUYIO MIOTHOCTb 3Hepruun [9, 10].

MapameTpbl Npoueayp noabupann UHAMBUAYaSb-
HO C Y4eTOM aHamMHe3a W KJIMHUYECKMX OCOBEHHO-
cten KA (tabn. 1). BeinonHanmn 1 npoxog ¢ 10-15%
NEpPEKPbITUEM KaXKAblM MNOCAeaylWwnmM UMNYJIbCOM
npeabiaywero no Bcer naowaau ManbbopMalnu.
[JnutenbHOCTb ceaHcoB BapbupoBana ot 3 4o 40 MuH
M 3aBucena oT njouwaaM obpadaTtbiBaeMOn MOBEpPX-
HOCTM WM 4YacCTOTbl la3epHbIX MMMYyNbLCOB. UHTepBanbl
Mexay npoueaypamu ycTaHaBAMBanW WHAMBMAYyaNb-
HO, MX MPOAOMIKMUTENBHOCTb Konebanach oT 4 10 6 Hep.
KonunyectBo ceaHCOB Na3epHOro BO3AENCTBUSA Bapbu-
poBano ot 3 4o 10. B 60/1bLIKHCTBE Cy4YaeB NevyeHne
HauynHanm B Bo3pacTte 1-3 mec. YuntbiBass 60N1€3HEH-
HOCTb Nla3epHOro BO3JAENCTBUS, BCEM AETAM CcTaplie
6 Mec NMpPoBOANIM KPAaTKOCPOYHYIO aHenbreauto cega-
TUBHbIM METO[IOM, CHWXKAIOLWY PUCK BO3MOXKHbIX
OCNOXHEHUN. MNauneHTbl ¢ pacnpocTpaHeHHbimu KA,
a TaKXe OeTu cTapluero Bo3pacTa nojay4yanu nasepHoe
fleyeHne, Haxoasch noja obLLen aHeCTE3NEN C UCKYCCT-

Ta6nuuya 1. [NapameTpbl N1a3epHOro NeYeHns KanunnsapHblx aHrnogmucnnasum (KAL)

Ho3sonorusa /Jlokanusayus n:::;"’ewl:m 3;:%32' ngrzggzo M"T:g;a"’
KA/l B npoeKunn | BETBU TPOMHMYHOIO HEPBA 10 6,0-8,0 3-6 4
KA/ B npoekuwnu lI-1ll BeTBEN TPOMHUYHOIO HEPBA 10 8,0-9,0* 6-10 4
KAZL (noparkeHne KOXKK1 TyNoBuLLa U/USIUN KOHEYHOCTEWN) 12 5,5-6,0 6-10 6

lpumeyaHue. * — Kpome 06/1acTH BEK.
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Ta6nuuya 2. LiBeToBas WKana oLeHKU adPEKTUBHOCTH
Nla3epHOro neveHns KanunnapHolx aHrnogucnnasum (KAL)

oﬁpal-:l:)iguuﬁ OCBeT::g’::ieﬂKl‘.l(-Aﬂ, y | Pesynbrar
= 1-24 froeiring
25-49 e
50-74 Xopouwunin
75-100 OTNNYHBIN

BEHHOW BEHTUIALMEN JIETKMX U MOAAEPHKKON AblXaHuWS
unu I-gel HagropTaHHbIM BO34yX0OBOAOM / NapuHreanb-
HOM MacKoOW.

OOHMM M3 OCHOBHbIX NoKa3atenen adpGEeKTUBHO-
CTW nasepHoro nedyexHuns KA saBnsetcs yaqoBneTBoO-
PEHHOCTb POAUTENEN MalMeHTa, KoTopas He Bceraa
coBnajaeT C OLEeHKON Bpaya U/Wan AaHHbIMU 0ObEK-
TUBHbIX 06cnenoBaHuit. Noatomy Hamu 6bina paspa-
60TaHa LBEeTOBasd WKana ¢ COOTBETCTBYIOLMMM NPO-
LLEHTHbIMWU 3HAYEeHUAMU AN CyObEKTUBHOM OLEHKMU
nameHeHus useta KAl nocne nasepHon Tepanuu.
Mocne Kypca nevyeHUs PoAUTENM 3aMOJIHANM aHKETY
M OLEeHMBaNW peaynbTaTbl TAa3epHOro BO3AENCTBUS,
BblGUpas 0gHO U3 4 NpeasoXKeHHbIX 3Ha4YEeHUI, Npea-
CTaBNIEHHbIX B Ta6. 2.

PE3YJIbTATbI

CpeaHni BO3pacT AeTen, BKIIIOYEHHbIX B UCCNeN0-
BaHuWe, cocTtaBun 2,2+2.4 roga (MegnaHa 1,5 ropga).
KonnyecTBo AeBOYEK JOCTOBEPHO NpPeBanMpoBano —
153/225 (68,0%). Y 146/225 (64,9%) nauMeHToB Obl
Il doTtoTMN KOXKM NO Knaccudukaumn dutunaTpuka
(Thomas B. Fitzpatrick), y 51/225 (22,7%) — | Tvn u
TonbKo y 28/225 (12,4%) — .

Y 6onblunHcTBa (84%) cTtpagano nuuo. KA pac-
NPOCTPAHANUCL MPEUMYLLECTBEHHO B MPOEKLMH
Il BETBM TPOMHMYHOIO HEpBa: 30Ha TONbKO Il BETBU
cTpaganay 41,8% nauunenTos, |-l —y 3,1%, lI-1ll —
y 7,1%. Y 10/225 (4,4%) neten Habnoganocb ABYCTO-
pOHHee noparkeHue. B 56,9% cnyyaes nnaowaab KA
npesbiWwana 20 cM?, y 28% nauMeHTOB BapbipoBana
oT 10,1 go 20 cm? u nuwb y 15,1% He npeBbilwana
10 cm? (Ta6n. 3). B 4 (1,8%) cnyyasix AMarHocTMpoBaH
cuHapom Ltypre—Bebepa, B 3 (1,3%) — cuHApOM
Knunnena-TpeHoHe.

JlazepHoe feyeHMe C aHecTe3MONOrMYeCcKUM
obecnevyeHnem nonyumnm 160/225 (71,1%) peten.
Mpn nopaxkeHun nepuopbUTanbHOM obnacTn noa
BEKW BBOAW/IM CreLnanbHble aTpaBMaTUUHbIE LMTKK
ONS 3alnTbl pagyXHon 060104KM rMasa.

AHanu3 peaynbTaToB Na3epHon Tepanum 225 neten
¢ KAl noKasan, 4To cyMMapHas 4acTtoTa «OT/IMYHOro»
n «xopouwero» apdpeKTa oceetnenms KA cocrtaBmna
80%; ynoBneTBOpPUTENbHbIE pe3ynbTaTbl Habawaanm
y 18,7% nauueHTOB, HEYAOBNETBOPUTENIbHbIE — VY

0,9%. B ogHOM cny4yae HUKaKOW peaKkuuu Ha nedyeHne
He OTMeyYeHo (Tabn. 4).

[MponnnocTpupyeM  BbICOKYO  3QPEKTUBHOCTb
Nla3epHon Tepanunun y AeTen KNIMHUYECKMMU MPUMEPaMM.

KnuHuuyeckue cnydam

1. MauneHt B., 29 gHen. N3 aHamHe3a M3BECT-
HO, YTO NMOPaXKEHWE KOXW BbIABAEHO MPU POXKAEHUN,
yBENWYMBANOCbL B AMaAMeETpe MNpOonopLMoOHanbHO
pocTy pebeHKa, B 06beMe M O4EPTaAHUAX HE MEHS-
nocsk (puc. 1A). KnuHnyeckmnin anarHos: «<KanunnapHas
aHrnogmMcnnasusa B npoexkuun |l BeTBM TPOMHUYHOIO
HepBa cneBar. [ony4ynn 6 KypcoB Tepanuu MMMysb-
CHbIM Nla3epoM Ha Kpacutene (10 mm, 6-8 [ /cm?,
nHtepsan 4 Hepn). Pe3ynbtar «OTAW4YHbLIN» (puc. 1B).
[JOCTUTHYTbIN 3PPEKT C PErPECCOM NOPArKEHUS KOXKMU
Ha 75-100% noaTtBep)aaeT NpaBMbHOCTb BbiGOpa
MeToJa SIe4EHNS U ero NapaMeTpoB.

2. Cnegyet OTMETUTb, YTO MpPWM adeKBaTHO Mojo-
6paHHbIX NapamMeTpax Na3epHon Tepanum Mbl Habo-
nanu Hadano perpecca KA/l y»xe nocne nepBom NoHO-
LLeHHOM MpoLeaypbl, a Noce TPETbLErO ceaHca B1aenu
BbIPa*XEHHYIO MONIOXUTENBHYIO AUNHAMUKY (pUC. 2).

3. Cneayolmin KIMHUYECKUI NPUMEP AEMOHCTPH-
pyeT adDEKTUBHOCTb Na3epHON Tepanum y 1EBOYKHK C
cuHapowm LUTtypre—Bebepa.

Ta6nuuya 3. KnvHnyeckasa xapakTepucTuKa KanuansapHbix
aHrnogucnnasum (KAL)

n=225
Moka3sartenn
AGcC. %
Jlokannsauyus
Jlnuo (30Ha TPOMHUYHOIO HEpBaA):
| BETBb 40 17,8
Il BeTBb 94 41,8
Il BETBb * KOXa Weun 32 14,2
|-l BETBM 7 31
I1-11l BETBMU 16 7,1
BepxHue KOHEeYHOCTH £ KoXKa
TynoBulLa 25 111
HWXHWE KOHEYHOCTH 11 4,9

OfHo- / ABYCTOPOHHEE MopakeHne

OOHOCTOPOHHEE 215 95,6

[BycTOpOHHEE 10 4,4
Mnowaab KA, cm?

<10 34 15,1

10,1-20 63 28

> 20 128 56,9

Ta6nuua 4. KnvHnyeckasa adpbeKTUBHOCTb 1a3epHOro
JIe4YeHUs KanunnapHblx aHrmoancnnasunmn (KAL)

3pdeKkT n=225

VTR ocseTnenusa KAQ, % | agc. %
OTANYHBIN 75-100 72 32
Xopounin 50-74 108 48
YnoBneTBo-
PUTESbHbIN 25-49 42 187
HeynoBnetso- _
pPUTENbHbIN 1-24 2 0.9
HeT peakuumn 0 1 0,4
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Puc. 1. MNauneHT b. ¢ KanunngapHoOM aHrMogmMcnnasmen B NpoeKumm
Il BETBU TPOMHUYHOTO HEpPBa cneBa: A — [0 N1a3epHOro ie4eHns
(Bo3pacT 29 aHen), b — nocne 6 KypcoB Na3epHOro nevyeHus
(Bo3pacT 1 roa). OTnnyHbIN adpdekT — perpecc 75-100%

MaymenTKa C., 4 roga. I3 aHamHe3a M3BECTHO, YTO
NnoparkeHNe KOXKM ML BbISIBNIEHO NPU POXAEHWK, yBENU-
4YMBaNOCh B AMaMeTpPe NPOnopLUOHanbLHO POCTY pebeH-
Ka, B 06beMe 1 o4epTaHMsX He MeHsnock. o nosoay
Nopa*KeHUs KOXKM nevyeHns He nonyyana. Habnwogaetcs
y odTanbmMosiora no NoBoAy BPOXAEHHOW rMayKoMbl. B
BO3pacTe 6 Mec 3adpMKCUPOBAH MNEPBbIN CYAOPOXKHbIN
npuctyn. Cunapom LLTypre—Bebepa noaTBEPKAEH AaH-
HbiMK MPT. HaxoguTtcs nog HabntogeHMem anmaenTono-
ra, noslydyaeT aHTUKOHBYNbCaHTbl. AnarHos: «CuHapom
LUtypre—Bebepa: anunencus, rnaykoma, KanunaspHas
aHrmoamcnnasusa B npoekuuu | u ll BeTBen TPOMHUYHOIO
HepBa cneBa» (puc. 3). MHanBuayanbHas NoAroToBKa B
06beMe MPOTUBOKOHBY/IbLCMBHOW Tepanum A0 M nocne
Na3epHon Tepannu, a TakxKe NpoBeaeHne nocneaHen B
ycnoBusix abGEKTUBHOM M 6€30NacHON MOAEeNM aHecTe-
31K (METOAUKA U3MEPEHNSA BUCMNEKTPAsIbHOIO MHAEKCA)
No3BOAUAN AOOUTLCS «OTANYHOro» adbdeKTa ¢ perpec-
COM MOparKeHUs Kox¥n Ha 75-100% 3a 3 npoueaypsbl
UMMYNbCHBIM Ta3epoM Ha Kpacutene (10 Mm, 9 [x/cMm?,
MHTepBan 6 Hepn).

[Ba «Hey10BNeTBOPUTENbHbIX» pe3ynbTaTa U OTCYT-
CTBME KaKOM-TM60 peaKuuMn Ha Na3epHoe BO3aew-
CTBME Yy 0JHOro n3 nauueHtoB ¢ KA nobyamnun Hac
BbINO/IHUTL AnarHoctnyeckme MPT-uccnegoBanus,
KOTOpble BbISBUAX TNYy60OKOE pacrnonoXeHue Malb-
dopmaunm € BOBAEYEHMEM B MNATONOrMYECKUN
NpoLUecc MATKUX TKaHEeW W MoANerallMx KOCTHbIX

Puc. 2. MauuneHTKa B. ¢ KanunnspHon aHrnoaucniasven B
npoeKkuuu -1l BeTBen TPOMHNUYHOrO HepBa cieBa, YacTUYHO

Il BeTBM cnpaBa: A — 40 Na3epHOro evyeHus (Bo3pacT 6 Mec),
B — nocne 3 ceaHcoB Na3epHOro feyeHunsa (10 mm, 8 [x/cm?2,
nHTepBan 4 Hepn) (Bo3pacT 1 roa). OTanyHbin adpbeKT — perpecc
75-100%

MpumeyaHme. Ha ¢oto b — pe6eHOoK B COCTOSIHUMU
MeAWKaMeHTO3HOW cejaLuunu.

Puc. 3. NauneHTKa K. c cuHagpomom LLTypre—Bebepa:
KanunnapHas aHrmogmcnnasus B npoeKkuuu | u ll Betsemn
TPOWHWYHOrO HepBa cneBa: A — [0 N1a3epHOoro fneyYeHuns (so3pact
4 ropa), b — nocne 3 KypcoB neyveHnsa UMNYNbCHbIM Na3epoM Ha
KpacuTene (Bo3pacT 8 neT). IOPEeKT OTANYHbIN

CTPYKTYp. YuuTtbiBas npuHumn aencteua UJIK u ero
paspellatolLyto cnoco6HOCTb, B YaCTHOCTU NeHeTpa-
LMo KoM Ha 1,0—-1,2 MM ¢ Koaryngaumen natonormye-
CKMX COCYOOB [€PMbl, B TaKMUX C/ly4asiX HEBO3MOXKHO
NONY4YUTb KaKOM-NM60 nedebHbin addeKT. Hmxe npu-
BOAWM OMNMUCaHWe OHOro U3 AeTew C pacnpoCTpaHeH-
HOM KanunnapHon mManb®opMalMen KOXKU U MSATKUX
TKaHen B cocTaBe cuHapomMa Knunnena—TpeHoHe.

4. NauneHt T., 3 Mec. N3 aHamMHe3a U3BECTHO, YTO
nopaxKeHne KOXM W MATKMUX TKaHeW nuua, NosoBu-
Hbl MepeaHen rpyaHon CTEHKKU cnpaBa, NpaBOW Bep-
XHEW KOHe4YyHOoCTK (puc. 4, 5) BbISBNEHO MpU poxKae-
HWK, YBENMYMBANOCH B AMAMeETPE NPOnopLUOHaNbHO
pocTy pebeHKa, B 06beEME U O4YEPTaHUAX HE MEHS-
fiocbk. 1o noBoAy NopaxKeHUs KOXKK NevYeHns He nony-
yan. KnuHunyeckmin pguarHos: «PacnpocTpaHeHHas
KanunnspHas aHrMogucnaasuns KOXM U MArKUX TKa-
Hen. CuHapom Knunnena—TpeHoHe?» [TauneHTy noKa-
3aHa nasepHas Tepanusa cocyancTon manbdopmaumm
B o6nactv nuua. B cBS3M CO 3HAYUTENbHbLIM YBENU-
YyeHMeM MNpaBOW BEPXHEM KOHEYHOCTM B AuMamMeTpe
poauTeNM nauueHTa npeaynpexaeHbl 06 orpaHu-
YEeHHbIX BO3MOXHOCTHAX N1la3€pHON Tepanum B 3TOM
06/1aCcTM U HEOBXOAMMOCTU AmMarHoctuyeckoro MPT-
nccnefoBaHUs C KOHTPACTMPOBAHMEM, a TaKXKe npu-
MEHEHMS KOMMNPECCMOHHOro 6enbs No TUNY «pyKaBa»
C 3axBaToOM KMCTWU. PoauTtenn ot ob6cnegoBaHmns OTKa-
3anucb. lpoBoaunacb Tepanus UMMyAbCHbIM Na3e-
poOM Ha Kpacutene B 0651acTv NpaBoOW KOHEYHOCTU
(12 MM, 6 [x/cM2, uHTepBan 6 Hepx).

AddeKT nocne 7 ceaHcoB nalepHoro nevenuna KA
B 0611acTv NpaBoM BEPXHEW KOHEYHOCTM OLEHEH KaK
«HEeya0BNETBOPUTENbHbLIN» C PErPEecCOM MOopPaXKeHus
MeHee 24%. B pamKkax OMarHOCTMYECKOro Nnoucka B
BO3pacTe 2 net 6 mec BbinonHeHo MPT-uccnengoBaHune
C KOHTpacTMpoBaHUEM /19 YTOYHEHUS AnarHosa.

lMpoBeAeHHbIN HamMW aHanu3 BbIABUI 3HAYUMYIO
MONIOKUTENbHYIO KOPPENAaLUMIO MexXay BO3pacTHOWM
rpynnon, K KOTOPOW OTHOCUAUCL MALUMEHTbI, U CTe-
neHbto oceetnenmnsa KA (r=0,48; p<0,05) n nokasan
[IOCTOBEPHO 60s1e€ BbICOKYO 3bDEKTMBHOCTL Nasep-
HOro Nle4eHUs B MIafEHYECKOM W paHHEM OETCKOM
Bo3pacTe (Tabn. 5). Y naymMeHToB Ao 1 roga 4acToTa
perpecca manbpopmaumnm 6onee 4yem Ha 50% cocTa-
Buna 95%, y neten ot 1 roga go 3 netr — 88,5%, B
TO BPeMS KaK y NaumMeHToB AOWKONbLHOro (3—7 neT) 1
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Puc. 4. MaumeHT T., 3 Mec, ¢ pacnpocTpaHeHHOW KanuanapHom
aHrMoaMcnIasnen KoXu U MArkux TKaHem nuua cnesa, NoJoBUHbI
nepeaHen rpyaHoM CTEHKM cnpaBa, NpaBol BEPXHEN KOHEYHOCTH.
CuHapom Knunnens—TpeHoHe (?)

Puc. 5. MaruutHo-pe3oHaHcHas Tomorpadua (MPT) Toro xe
nauueHTa, 2 roga 6 mec

lNpumeyarnne. A — MPT Bcero Tena ¢ AJMHaMUYE€CKUM BHYTPUBEH-
HbIM KOHTpacTupoBaHueM (parmeHT, MIP): BU3yanuaupyiotcs
HOpMasibHble apTepuu Nnieya u npeanneybs, apTepualbHble
ManbdopmaLmu, WyHTbl He onpeaensioTces); b — MPT Bcero Tena
(bparmeHT, TIRM), KOpOHapHbIN Cpes: NpaBas BEPXHAS KOHEYHOCTb
yBeJiviyeHa B 06beMe Mo CpaBHEHUIO C NeBOK, B YTOJILLEHHOW NoA-
KOXHO-XMPOBOW KeTHaTKe onpefensioTcsi MHOXXECTBEHHbIE U3BU-
Tble COCyflbl MEIKOTO U cpefiHero Kanubpa (ctpenku); B — T1-VIBE
C BHYTPMBEHHbIM KOHTpacTUpoBaHMeM (npenapart ragoanHus):
KOHTPaCTUPYIOTCA U3BUTbIE BEHO3HbIE NaTONOrMYECKUE COCyabl U
Kanunnapbl B yTONWEHHbIX MATKUX TKAHAX NPaBON BEPXHEN KOHeY-
HOCTU (YyKadaHo cTpenkamu); I — MPT npeanneybs, T1 ¢ noaas-
NIEHWEM CUTHana oT XMPOBOWM TKaHM MOC/Ee BBEAEHNSA KOHTpacT-
HOro npenaparta: B YTONWEHHON MOAKOXHO-XXMPOBOW KneT4yaTke
onpeaensitoTcs MHOXeCTBEHHbIE U3BUTbIE coCyabl MeNikoro (1, 4) n
cpeaHero (2, 3) kanubpa; B KOCTHOMO3roBOM KaHane KocTew npea-
nneyYybs — MHOMECTBEHHbIE U3BUTbIE cocyabl (5).

LWKONIbHOTO Bo3pacTta — nuwb 34,1 n 33,3% cooTBeT-
CTBEHHO. Y OCTa/lbHbIX A€TEN 3TOr0 BO3pacTa CTeneHb
ocBeTneHna KAl konebanacb ot 25 00 49%.

BbiiBneHa NONOXUTENbHAA KOPpensuus Mexay
GOTOTUNOM KOXM U 3DDEKTOM Nal3epHOro nevyeHus
(r=0,46; p<0,05). Y 96 n 86,3% neten COOTBETCTBEH-
HOo ¢ | u Il doToTMNamMu cTeneHb 0CBETNEHUS 30HbI KALL
npesbiwana 50% (tabn. 6). Y nogaBnstouwero 60/b-
wnHeTtBa (82,1%) naumneHtoB ¢ Il GOTOTMNOM KOMXKM
perpecc maabdopmaumi coctaBun nub 25-49%.

Kpome Toro, BbisiB/ieHa 3Ha4YMMas NofoKnUTeNbHas
Koppensuunsa mexay nokanusaumen KA n cteneHbio
€e OCBET/IEHWS B pes3ynbrate Na3epHOoro Je4vyeHus
(r=0,56; p<0,05). JlazepHoe BO3aeNCTBUE OCOBEH-
HO 3QdEKTUBHO B MPOEKLUUK | BETBU TPOMHUYHOIO
HepBa, Hanpumep nbéa, u |l BeTBK, Hanpumep B 30HE
cKynoBon KocTu. CneayeT noAg4epKHyTb, 4YTO Y BCEX
[eTen, nony4ymBlIKX na3epHoe nevyeHne KAl B o6na-
CTW NMLa, CTeNeHb OCBETIEHUS MafibdopMaLun npe-
Bbicuna 25% (tabn. 7), Heyaay He Obiso.

M3 nob6oyHbiXx IDDEKTOB Jla3epHOro JeYeHus
KA/l He06X0OMMO OTMETUTb MOSBEHNE BPEMEHHbIX
CEepo-CUHMUX NATEH — MypPMypbl MU CUHSAKOB Ha MecTe
la3epHoOro BO3AEWCTBUS M OTEKA Pa3HOM CTEMEHM
BblpaXXeHHOCTK (puc. 6). B gaHHOM uccnegoBaHuMu
Mbl Habnoganm ux y Bcex 225 nauueHToB. lNypnypa
coxpaHsnach B TedyeHne 7-10 gHen.

OBCYXAEHUE

lpoBegeHHOE HamK UcclefoBaHWE MOKas3ano
BbICOKYIO 3PdEKTMBHOCTb nasepHon tepanumn KA y
neten. «OTAn4YHble» pedynbraTthl ¢ perpeccom 75-100%
nopaeHus Habawgann y 32% naymMeHToB, «XxopoLlne»
(perpecc 50-74%) — y 48%. OTMeE4YEeHO TOMIbKO ABa

Puc. 6. MauneHTka O., 5 neT, ¢ KanuNaapHOM aHrnoancniasnem

B npoeKkuuu Il n 1l BeTBen TPOMHUYHOIo HepBa c/ieBa, YaCTUYHO
Il BeTBM cnpaBa: A — [0 04epeHOro ceaHca Tepanuu
MMNYNbCHbIM Na3epoM Ha KpacuTene, b — B nepBble CyTKM nocne
nasepoTtepanuu

Ta6nuua 5. CTeneHb 0CBETIEHUS KanWANSpPHbIX aHrnoancnnasuin (KAL) nocne na3zepHoro ne4eHuns y aeten pasHoro Bo3pacra

AddeKT ocBetnenua KA
Bo3pact >50 (n=180) 25-49 (n=42) 0-24 (n=3)
AGc. % AGc. % AGc. %
MnazeH4ecKuit (n=100) 95 95,0%* 2 2,0t 3 3
PaHHUIt AeTCKuit (N=78) 69 88,5+ 9 11,5%% 0 0
[JowKonbHbIN (Nn=41) 14 34,1 27 65,9 0 0
LLIkoNbHbIA (N=6) 2 33,3 4 66,7 0 0

MpumeyaHue. * — pasnuuns [OCToBEPHbI (p<0,05) N0 CPaBHEHMIO C AOLIKONbHBIM BO3PACTOM; T — pasnnuus LOCTOBEPHbI
(p<0,05) N0 cpaBHEHMIO CO LLIKONbHbIM BO3PacTOM.
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Ta6auuya 6. CTeneHb OCBETNEHNSA KanUANSapHbIX aHrmoancnaasunn (KAL) nocne nasepHOro fie4eHns AeTen ¢ pasHbiMU

doTOTUNaMM KOXM

dddekT ocBetnenua KA
dDoTOTUN KOXKKU >50 (n=180) 25-49 (n=42) 0-24 (n=3)
A6c. % A6c. % A6c. %
| (n=51) 49 96,0" 1 20" 1 2,0
Il (n=146) 126 86,3 18 12,3" 2 1.4
Il (n=28) 5 17,9 23 82,1 0 0

MpumeyaHme. * — pa3nuumns aoctoBepHbl (p<0,05) no cpaBHeruio ¢ Il pototunom; T — pasnnuns goctoBepHsl (p<0,05) no

cpaBHeHwuto co Il poToTUnom.

Ta6auua 7. CTeneHb OCBET/IEHUA KanWANSpHbIX aHrnoancnnasui (KAL) pasnnyHbiX TOKanU3aLui nocne na3epHoro nevyeHus

dddekT ocBetnenua KAl
Nokanusauus >50 (n=180) 25-49 (n=42) 0-24 (n=3)
AGc. % AGc. % AGc. %

Jlvuo (NpoeKuns TPOMHUYHOTO HEPBA):

| BeTBb (N=40) 40 100 0 0 0 0

Il BeTBb (N=94) 89 94,Z+ 5 5’3*+ 0 0

Il BeTBb * KOXa Wwen (n=32) 25 78,1 7 21,9 0 0

I-1l BETBM (N=T7) 6 85'7*+ 1 14"2’+ 0 0

II-1Il BeTBM (N=16) 11 68,8 5 31,3 0 0
BepxH1e KOHeYHOCTH + 9 36 % 16 G4 X 0 0
KOXKa TynoBuwa (n=25)
HiHMe KoHewHoCTH (N=11) 0 o+ 8 72,77 3 27,3

lpumeyaHue. * — paaan#m nocToBepHbl (p<0,05) No cpaBHEHMIO ¢ | BETBbIO; T — pasnunuuns goctoBepHbl (p<0,05) no

CcpaBHeHMUIo co |l BeTBbIO;

— pa3nunyunsg goctosepHsbl (p<0,05) no cpaBHeHuto ¢ |l BETBbLIO; X — pasnunyng LOCTOBEPHbI

(p<0,05) no cpasHeHwIo ¢ |-l BETBbLIO; ° — pasnnunsa goctosepHbl (p<0,05) no cpaBHeHuio co -1l BeTblo; ¥ — pasnnuus
nocToBepHbl (p<0,05) N0 cpaBHEHMIO C BEPXHUMMW KOHEYHOCTAMM (+ KOXKa Ty/I0BULL,A)

(0,9%) «<HeynoBNeTBOPUTENbHbIX» pe3ysibTaTta ¢ perpec-

CcoM MeHee 25% noparkeHus u elle B OJHOM clyvae

OTCYTCTBME KaKOM-TMOGO peakuuu Ha na3epHoe BO3-

pencteme. OgHaKo, KaK MoKasanu AuarHOCTUYEeCKue

MPT-nuccnegoBaHus, NpoBeAEHHbIE 3TUM MaLUEHTam

nocfie OKOHYaHWs Na3epHon Tepanuun, BO BCEX TPEX

cny4dasix 6bl10 ry6oKOoe pacnonoxeHne manbdop-

MalUWK C BOBNEYEHMEM B MATONOrMYECKMK MpoLEecc

MATKUX TKaHeW W MOANEXallMX KOCTHbIX CTPYKTYp,

4YTO UCKJIIOYaN0 BO3MOXHOCTb MOJIHOLEHHOro oTBeTa

Ha fla3epHoe BO3AENCTBME BBMUIOY €ro orpaHMYeHHON

NPOHUKAlOLLEN CNOCOBHOCTH. TakuM 06pa3om, No 06b-

E€KTUBHbIM MPUYMHAM Mbl HE CMOMM MOMOYb TOJIbKO

Tpoum 13 225 geten. O6Wan Yactota HeabDEKTUBHO-

ro nevyenusa KA/l B Hawem mMccneaoBaHMM cocTaBuna

b 1,3%. 3TOT NoKas3aTeNb CYyLECTBEHHO HUXKE, YEM

y J.A. Savas 1 coaBT. n R. Rajaratnam v coaBr. [11, 12].
Onupasicb Ha CBOW MHOrOMIETHUI OMbIT NAa3€pPHOro

nevernuns KA, MoeM BblAENUTb Pl OCOBGEHHOCTEN Y

JeTen.

1. 3dpdeKkTnBHOCTL NazepHon tepanun KA B mna-
JleHYecKoM BO3pacTe Bbille. ITO CBA3aAHO C
HECKONIbKUMK daKTopamu:
® nasepHoe U3nyyeHue 6bICTPEE JOCTUIaET aHo-

MajbHbIX cocyaoB 6Gnarogaps 6onee TOHKOW
KOXe Yy M/TaleHLIEB;
® MeHbllee KONMYeCTBO IepManbHOro KonnareHa
CHWXXaeT paccemMBaHUe NasepHoro U3ny4yeHus;
® cymMmapHoe BpeMs npebbiBaHWS Ha CONHLE
3aBE/IOMO MeHblle, YeM Yy OCTalibHbIX [EeTEWN,
No3TOMYy MEHblIE W KOMMYECTBO MeNaHuHa

(KOHKypupytolero xpomodopa), BbipabaTbiBa-
€MOro B OTBET Ha yNbTpadroneToBoe nany4ye-
HWe ¥ NOrnoLlaoLLEro U3ny4yeHne nasepa;

® MeHbllUe AnamMeTp COCYAO0B, U OHM PacrosioxKe-

Hbl MOBEPXHOCTHO;
® MeHblle 06uas naowaab COCyaAMCTOro nopae-
HUS.

Cnegyetr OTMETUTb, 4YTO TUNEPTPOdOUPOBaAHHbIE
y3nosble KALl, cogepxalime KpynHble, rny6boKo pacno-
NOXEHHbIE COCYAbl M YTONLLEHHbIV epMasibHbl Kofina-
reH, cnabo pearmpyroT Ha la3epHOE BO3AENCTBHE.

2. 9dPEeKTUBHOCTb Sla3epHOM Tepanuu Bbille Mpu
nokanusaunn KA B o6nactv n6a 1 30HbI CKYNO-
BOM KOCTH.

3. Y geten co cmyrbiM LBeTom Koxu (Il dototmn no
Knaccudpukaumn >dutunatpuka) adOEKTUBHOCTb
JTa3epHOro Nle4YeHns HUxe. ArpeccMBHOE BO3eN-
CTBME MOXET BbI3BaTb NEPMaAHEHTHYIO AENUTMEH-
Tauuto, OXKOrm 1 pyoLibl.

4. Y npeten nasepHoe nevyeHne KAl nomoraeTt pelnTb
MHOrMe 3cTeTUYecKue npobsemMbl U TEM CaMbIM
CNoco6CTBYET MOBLIWEHUIO KayecTBa XMU3HU He
TO/IbKO CaMoro pe6eHKa, HO 1 ero CEMbM.

5. OcobeHHOCTbIO nasepHoro neyveHns KA B get-
CKOM BO3pacTe ABAseTcs He06X0AMMOCTb NOAAEP-
¥UBaloLWen Tepanum ¢ NepMoanMYHOCTbI0 6-12 mec
N pexe ANg cCoOXpaHeHUs OCTUTHYTOro adhdeKTa u
NPOodOUNAKTUKN BO3PACTHOM rMnepTpodum TKaHen
nopaxkKeHHon obniacTtu.

6. YuuTbiBas pasBuTUe NO6GOYHbIX IGPEKTOB Nnasep-
Horo nedyeHnsa KAl y Bcex nauneHToB, nepej nep-
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BOW Mnpoueaypon HeobxoaMmo npoBoauTb 6eceay

C poaMTeENnaMKU ANS NMCUXOSIOMMYECKON MOArOTOBKM

JleTei co3HaTeNbHOro BoO3pacta K BPEMEHHbIM MPo-

6nemMam 13-3a Nypnypbl U OTEKA Ha MeCTe Na3epHo-

ro BO3JeNCTBUS.

Takum o06pa3om, MPOBEAEHHOE uWccneaoBaHue
nokasano, 4To poautenu gesoyek ¢ KA/l obpaulatotcs
3a MOMOLLbIO B KPYMHble cneunann3upoBaHHblie Meau-
LIMHCKME LIEHTPbI AOCTOBEPHO Yalle — B 68% cny4a-
eB. BO3MOXHO, 3T0 BO MHOIOM CBSI3@aHO C PeLlEHUEM
3CTETUYECKMX NpobneM, 6onee aKkTyanbHbIX ANS NUL,
YKEHCKOro nona. 370 MNOJIOXKEHWE MOATBEPKAAETCH W
TeM, 4To y 84% NnauMeHTOB, BK/IKOYEHHbIX B UCCNle0Ba-
Hue, cTpagano nuuo. Y 10 (4,4%) neten Habnoganochb
[BYCTOpPOHHEEe nopaxeHue. B 56,9% cnyyaeB nnowaib
KA/ npesbiwana 20 cMm2.

Y 60nblIMHCTBA NALMEHTOB KJMHMYECKAs AMarHo-
cTuka KAl B cneunannu3mpoBaHHOM YYPEKAEHUN HE
npeacrtasasna 3atpyaHeHnin. B 4 (1,8%) cnyyasax guar-
HOCTMpOBaH cuHapom LUTypre—Bebepa, B 3 (1,3%) —
cuHapom Knunnens—TpeHoHe.

Na3zepHas Tepanna UK aensetcs Metogom Bbl60-
pa nevenns KA. CymmapHasa 4actota «OT/IM4HOro»
N «xopoluero» 3dPeKTa OCBETIEHUS 30HbI Mnopa-
EHUs nocne nasepHon Tepanum coctaBuna 80%.
YnoBneTBopuUTENbHbIE pe3ynbTaThl HabntgannMy 18,7%
nauueHToB, HeyaoBneTBoputenbHble — y 0,9%. B
O[IHOM C/ly4ae HUKaKOW peaKLMn Ha nevyeHne He 6bI10.

Taknm 06pa3som, MynbTUMOAaNbHbIM NOAXOA K AMar-
HOCTMKE U NNEYEHMIO NALIMEHTOB C MOPOKaMU Pa3BUTUS
KOXM Ha 6a3e KPyrnHbIX N1e4ebHbIX yuperkaeHun obec-
nevymBaeT YHUKaNbHbIA CUHTE3 HAay4YHO-MPAKTUYECKOro
B3aMMO/IENCTBUSA CMELMANNCTOB PasHbIX KITMHUYECKMX
W IMArHOCTUYECKMX NoApas3aeneHnii U No3BONSET pea-
NIM30BaTh MHAMBUAYAbHbIE CXEMbI NEYEHUS.

BbiBOJbl

1. B cneunanM3vpoBaHHble MEAMLMHCKUE LEHTPbI
ONs anarHocTMkM u nedenus KA/l o6pautatores
NPenMyLLECTBEHHO POANTENN IEBOYEK, YTO BO MHO-
roM CBSI3aHO C PeLIEHNEM 3CTETUHECKMX NPOBIEM.

2. Y 80% peten cteneHb ocBetnenus KA/l nocne
nevenusa UK npesbiwaet 50%.

3. JlazepHas Tepanua UK aBnsietcs MeToaom Bbl6O-
pa nevenns KAl y neten, adPeKTUBHOCTb KOTOPOro
BblLLE B M1aAeH4YeCKOM Bo3pacTe, npu -1l doTtotune
KOXM (N0 KnaccuduKaumm dutunaTpmka) n 1oKanm-
3aLuKn npoLecca B 061actv n16a 1 CKyN0BOM KOCTH.

UCTOYHUK ®DUHAHCUPOBAHMUA.
He yKasaH.

KOH®JIUKT UHTEPECOB

ABTOpblI J@HHOW CTaTbW MOATBEPAWIN OTCYTCTBUE
KOH®IMKTa MHTEPECOB, 0 KOTOPOM HEOBXOAMMO CO06-
UMTb.
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KnuHnyeckue cnyvyau cuHgpoma Jin-OpaymeHu
B 1€TCKOW OHKONIOrM4EeCKOMU NpaKTUKe

B cTtatbe onucaHbl Tpu caydas cuHapoma Jin-dpaymenn y aeter ¢ peaKow ornyxosbk roJ0BHOM0 Mo3ra M
MnepBUYHO-MHOXXECTBEHHbLIMU OMyX0aaMN. [peacTaBieHbl pa3iMyHble METOAbl MOJIEKYSIPHOM ANArHOCTUKU
CUHApPOMa, accoLnnpPOBaHHOIo ¢ repMuHasibHon MyTtaumen reHa TP53. lpoaHann3npoBaH reteporeHHbln
XapakTep KJIMHUYECKOro rposiBJIEHNS CUHAPOMa, ero B3auMoCBsI3b C BUAOM MyTauni B reHe TP53, MoHu-
TOPUHI JTNL-HOCcuTenen mytaHTHoro TP53-reHotuna. C y4eTOM reHEeTUYECKMX OCOBEHHOCTEN CHHAPOMa
JIn-dpaymerHn npuBeaeHbl BO3MOXXHOCTH MPOBEAEHUSI NATOrEHETUYECKU OnpaBAaHHON TapreTHon Teparnumu,
HanpaB/eHHOH Ha MoanduKauuio 6esika p53.

Knw4yeBblie cnoBa: cuHapom JIn-OpaymeHHU, MONEKYNIPHO-TreHeTUYEeCKoe TeCTUpPOBaHHe, FeH
TP53, getn.

(Ana uymtuposanmns: Kosnosa B.M., BanueB T.T., Kasybckaa T.I., Kosanésa 4.B., JlykbsHoBa E.H.,
CtpenbHukoB B.B., MocnexoBa H.U., Muxannosa C.H., 3aeBa [.E., Jllo64yeHKo J1.H. KnnHu4yeckune cnyyau
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Li-Fraumeni Syndrome: Clinical Cases
in Pediatric Oncology Practice

The article describes three cases of Li-Fraumeni syndrome in children with rare brain tumor and
multiple primary tumors. We present various molecular diagnostics methods for the syndrome asso-
ciated with germline mutation in TP53 gene. We have analyzed the heterogeneous nature of clinical
manifestations of the syndrome, relationship of the syndrome to the types of mutations in the TP53
gene, the monitoring of individuals carrying the mutant TP53 genotype. By hereditary features of
Li-Fraumeni syndrome, targeted therapeutic approaches to protein p53 modification are presented.

Key words: Li-Fraumeni syndrome, molecular and genetic testing, TP53 gene, children.
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BBEAEHME

UcTtopuueckas cnpaska. CnHapom Jlu-dpaymeHn —
penKoe HacneacTtBeHHoe 3aboneBaHue. Bnepsble
onucaH B 1969 r. Ppepepukom JIu u Mosedom
dpaymMeHn KaK ceMenHbIM NONMOopraHHbIM PaKkoBbIn
CUHOPOM.

Atnonorua. «KnaccuyeckMmm» KOMIMOHEHTaMM
3TOr0 PEAKOro CMHApPOMa SABASAOTCH MATKOTKAHHbIE
CapKOMbl, OCTEOCAPKOMbI, OMyX0W FOSIOBHOMO MO3-
ra — XOpWOoMAKAPLMHOMBI, 4Yalle rnInobaacTtomsl,
npeaMeHonay3Hblin pakK MOJSIOYHOW Kesne3bl, OCTPble
NIENKO3bl, aAPEHOKOPTUKAbHbIM PaK Yy Y1eHOB pPoao-
cnoBHown 1-m u 2-n cTteneHu poacrtea. OOHMM M3
KpUTEPMEB CUHAPOMa $IBNSETCA pPaHHWMMA BO3pacT
KJMHWYECKON  MaHudecTauuMm  3/10Ka4yeCTBEHHbIX
HOBOOGpPa30BaHWM MO CPaBHEHMUIO ¢ O6LLen nonyns-
umen. Cpean 4neHoB POAOCAOBHOM C AaHHbIM CUH-
APOMOM HepeaKko o6HapyMBakoTCA MEPBUYHO-MHO-
YECTBEHHbIE 3/10KayecTBeHHble onyxonun (MM30),
NOBTOPHbIE OMYXONN C UAEHTUYHOW TMCTOIOrMYECKOM
KapTUHOW M peakue onyxonu [1]. MMpu ganbHenwem
M3YYEHUU ITUONOTMU CEMENHOrO MONMOPraHHOro
paKoBOro CMHAPOMa BbIiB/IEHA BblpaxKeHHas KIAUHU-
yecKas U reHeTMyecKasi reTeporeHHoCcTb, oKono 70%
accouMmMpoBaHO C repMUHanbHOM (Hacnegyemon)
MyTauuen reHa TP53 n o603HavyaeTcsa Kak CUMHAPOM
Nin-®paymenn tvn 1 (OMIM 151623) [2, 3].

OOHaKO CEeMEWHbIM MNOMMOPraHHbIM  pPaKoBbIN
CUHOPOM TaKXXe MOXeT OblTb acCoLMUpOBaH C rep-
MWHaNbHLIMW MyTauusamu Apyrux reHos — CHEK2,
CDKN2A, BRCA2 v gp. CornacHo MHGOPMaLMOHHOM
MeaUUMHCKOM 6a3e JaHHbix «MeHaeneBcKoe Hacne-
noBaHue y yenosekar» (Online Mendelian Inheritance
in Man, OMIM), cny4an ceMenHOro noaMOpPraHHo-
ro pakKoBOro CMHAPOMAa, acCOLMMPOBAHHOIO C rep-
MWHanbHOM MyTauuen reHa CHEK2, npuHato 060-
3Ha4vaTb Kak cuHapom Jin-dpaymenu tun 2 (OMIM
609265). B cnyyae accoumaummn ¢ myTaunsaMmu apyrmx
reHoB — KaK cuHapoMm Jin-dpaymeHum-nogo6HbIn. Mpu
JaHHbIX MyTaLMSX y YI1€HOB POAOCTOBHOM OTMEYEHDI
W Apyrue ructosiornyeckne Gopmbl onyxonemn (3mMopu-
OHaNbHble AETCKUE OMyXxoNnu, MenaHoma; paK XKeny-
[IOYHO-KMLIEYHOro TpaKTa, Nerkux, npocratbl U Ap.),
HO BCE UX 0OBEAMHSAIOT PaHHAS KJIMHWYECKasa MaHU-
decTtaumsa n cnyvamn N30 [4].

Tun HacnegoBaHus. CuHAPOMbI Jl-OpaymeHn U
NIn-dpaymeHn-nogobHbIn  MMEKT ayTOCOMHO-A0MMU-
HaHTHbIM TUM HacnefoBaHuWs, nepegalTcs NOTOMKaM
¢ BeposaTHocTbio 50%. eHeTpaHTHOCTb (BEPOSATHOCTb
BO3HWKHOBEHWUS OMyXO/IM Y HOCUTENEN FrepMUHANbHON
MyTaumun reHa TP53) BbicoKa: K 50 rogam gocturaety
WEeHWMH 93%, y My»4YnH — 68%. Puck NMM30 3Hauu-
TENbHO MpPEBbIWAET 06WenonynsaUnMoHHbIn. Ecnm ony-
X0/b Yy HOCWUTENA MyTalun BO3HWMKAET B BO3pacTe Ao
19 net, To4vactota [MM30 gocturaet 83% [5]. Y N1 MyK-
CKOro nona, cTpajawlumnx cuHapoMmom Jlu-dpaymenn,
yalle [OMarHOCTUPYKOTCS OMyXOSiM FOJIOBHOrO MO3ra,
reMonoaTUYECKOM TKaHU M PaK XenyaKa, Toraa y KeH-
LWMH — aipEHOKOPTMKANbHbIV paK U pak Koxu. C oau-
HaKOBOW 4acToTOWM cpeau npeacraButenen 060ero

nona BCTPEYaloTCH CapKOMbl KOCTEN U MATKUX TKAHEN,
pakK Nerkoro u KoIopeKTanbHbIN pakK [6].

[eH TP53 nokannsoBaH Ha xpomocome 17 B obna-
CTW KOPOTKOro nneva 17p13.1, coctouT n3 11 3K30-
HOB M OTHOCHKTCSl K KJlaCCy OHKOCYMNpeccopoB, TO eCTb
NS NOAaBNEHNS €ro OHKOCYMNPECCOPHOM aKTUBHOCTH
Heob6XxoaMMa roMO3UroTHOCTb MO MyTauusaM (MyTaLuu
B 060uMx annenax reHa). OQHaKo B HEKOTOPbIX Cydasx
TP53 MOXeT TepSATb OHKOCYMPECCOPHYIO aKTUBHOCTb B
reTepo3uroTHOM COCTOSIHWMM (MyTaLMsa OLHOro annens
reHa), T.e. IENCTBOBATb KaK OHKoreH. l'eH TP53 MHO-
rodyHKLMOHANEH: y4acTBYET B KOHTPOE KJETOYHOro
LUMKNa, nHAyunpyeT penapaumio nospexaeHHon AHK,
npu HEBO3MOXHOCTU BOCCTAHOBMEHUS AedeKToB
OHK 3anyckaet anonto3. bnarogaps MHOrodyHKLM-
OHaNbHOCTM reH TP53 Ha3bIBalOT «CTPaXKeM reHoman.
MyTaummn reHa TP53 cHuKaloT addeKT penapaunu
[OHK: nogaBnsgeTcsa MHAYKLMS anonTto3a, He KOHTPO/U-
pyeTcsa KNETOYHbIN LMK, TAKMM 06pa3oM, MPOBOLMPY-
eTCcsl HeCcTabubHOCTb FreHOMa KJIETKM, YTO MPUBOAUT
€e K 3/10Ka4eCTBEHHOW TpaHcdhopMaLmn, onyxone-
BOMY POCTY, @ TaKKe CTUMY/IMPYETCSH HEOAHIrMOreHes
[7-9]. TepmuHanbHble MyTaumn reHa TP53, accouum-
poBaHHbIe ¢ cuHApOMOM JIn-dpaymeHu, BcTpedatoTes
[OBONbHO peaKo, Ho 6onee 50% onyxoneBbix TKAHEN
MMEIOT COMaTHYECKMne MyTalmm 3Toro reHa [10].

[eH TP53 KoaupyeT npoTenmH p53, KOTOpbIN
COCTOUT M3 393 aMUHOKMUCIOTHbIX OCTAaTKOB M MMe-
eT 5 pomeHoB. MyTaumu, 3aTparuBalollMe LEH-
TpanbHbiM canTcneundundecknn OHK-cBasbiBatoumn
OOMEH, HapyllaloT crnocobHOCTb P53 cBA3bIBATb-
ca ¢ AHK u aktuBupoBaTb TPAHCKPUMLMIO TEHOB,
BOBJ/IEYEHHbLIX B penapauunto nospexaeHHon [OHK.
[MponnMHob6oralleHHbIN AOMEH BaeH Ana anonToTu-
4eCKoM aKTMBHOCTHK p53. B xoae TpaHcnaumm npoTenH
p53 cnocobeH 06pa30BbiBaTb KOMIMJIEKCHI (TETpame-
pbl U OonMromepsbl). B aKkTUBHOM COCTOSIHMM MPOTEWH
p53 dopmMupyeT TeTpaMepHyt CTPYKTYpPY, UMEHHO
OHa UMEET pellawllee 3HadyeHne ang 6enok-6enKo-
BblX B3aMMOJENCTBUM, MOCTTPAHCAALMOHHON MOAM-
duKauuu u gerpagauum pb53. MyTtauuun, gectabunu-
3upylolmMe TeTpaMepHylo CTPYKTypy p53, npuBoaaT
K MHaKTMBALMW OHKOCYNPECCOPHOM PYHKUMKN P53 B
reTepo3nroTHOM COCTOSIHWM, T.e. AOCTATOYHO MyTa-
LMK ogHoro annens reHa TP53 gna 3no0KayecTBEHHOM
TpaHchopMaLUK KNETKM.

[MoHMMaHne GyHKUMKM MyTaHTHOro p53 nomoxeTt
B pa3paboTKe HOBbIX TEpanNeBTUYECKMX MOAXOA0B U
CO3aHU1I0 TapreTHbIX NpenapaTtoB. bbio NokasaHo,
YTO MHIMOUTOPLI TMCTOHOBOWM AealleTUNa3bl aKTUBU-
pytoT Mdm2-3aBUCUMbIM NYyTb Aerpajauum MyTaH-
THOro p53, 4yepe3 KOTopbIM peann3yetcs OCHOB-
HOM OHKOreHHbIn noteHuman TP53 [11]. TapreTHas
Tepanus MOXET OCYLLECTBAATbLCA M NyTEM AOCTaB-
KW «AMKOro Tuna» reHa TP53 B onyxoneByl KAETKY
C nomollbio cepoTun 5 aaeHOBUPYCHOro BeKTopa
nog KOHTPONEM LMTOMEralioBMPYCHOro MnpPOMOTO-
pa M 3amMeHbl MO MPUHLUMMNY KOMMIEMEHTAPHOCTH
HYKNEeO0TMAHOW MNocfieoBaTeNbHOCTU FeHa, Koaupy-
IOWEro MyTaHTHbIM P53 M TEM CaMbiM peaKTUBUPY-
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lowero GyHKUMKU «AMKOro Tuna» B MyTaHTHOM TP53.
Takne npenapatbl (Ad-p53, Advexin, Gendicine wn
SCH-58500) B HacTosllllee BpemMs NPOXOAAT cTa-
AVIO AOKIMHWYECKOTO M KIMHUYECKOro UCMbITaHWUS
[12-15]. B nutepatype npeactaBfieHbl OMUCaHUSA
YyCMNEeLWwHoro NnpuMeHeHMsa AQBEKCHHa Mpu 3/10Kade-
CTBEHHbIX OMYX0AX, Pa3BMBLLMUXCS Y 6ONbHbIX C CUH-
apomom Jln-dpaymeHn. Kpome 10ro, aBtopbl yTBEP-
}OaloT, YTO BbipabaTbiBaeMble B NpoLECcCe ieYeHuns
aHTMaQEHOBUPYCHbIE aHTUTENA HE CHUKAT 3P dekK-
TUBHOCTM NpenapaTta nNpu ero nocfeaylinx Beeae-
HUaX [16].

Yawe Bcero y nauMeHToB C CUHAPOMOM
JIn-®paymeHn o06GHapyKMBAKOTCA MUCCEHC-MyTaLuu
(0o 78% cny4daeB), 3aTparnBatmowme 4—8- 3K30HbI
reHa TP53, Koaupyloume LEeHTpanbHblIM canTcneum-
dunyeckmn AHK-cBaA3bIBalOWMM AOMEH MpoTeMHa: B
JaHHOM c/ly4ae WHaKTMBaLMA OHKOCYNpPEeCcCOpPHOM
®OYHKLMM MPOUCXOAUT B FOMO3MIOTHOM COCTOSIHUM
(cornacHo OBYXCTYneH4YaTon TEOPMWU KaHLeporeHesa
A. Knudsen). bonblune (MpOoTAXKEHHbIE) BHYTPUIEHHbIE
Jeneumun (3atparvBatlollmne Uesble 3K30HbI) OTMeye-
Hbl B 7% CNny4yaeB, 4TO HEOOXOAMMO Yy4YUTbIBATb MpHU
MEeANKO-FeHETUYECKOM KOHCY/IbTUPOBAHUKU U BbIGOpE
meTtonoB AHK-anarHoctmnku [17, 18]. YunTbiBas 10, 4TO
yawe cTpajgaeT QYyHKUMS penapauuu noBperKaeH-
Hov AHK KneTku npu MyTauuum reHa, Hepeako nydye-
Bas Tepanus yBeNWYMBAET HaKOMJeHue MyTauuin B
K/IETKax M TeEM CamMblM MOXET MHAYLMPOBATb HOBbIE
OMYXO/N Y NIUL, C AaHHbIM cuHAPOoMOM. OTMeYeHa TakK-
e noTeHuManbHasa yCTOMYMBOCTb OMYXOJIEN K CTaH-
AAPTHbIM CXEMaM XMMWUOTEPANuK y UL, C MyTaHTHbIM
TP53-reHoTUNOM.

Lenb uccnepoBaHus: nokasaTb BO3MOXHOCTH
NPaKTUYECKOro MPMMEHEHUS HOBbIX MOJEKYNAPHbIX
TEXHONOTWUW AN AMArHOCTUKU CMHAPOMOB, acCOLMK-
POBaHHbIX C MEPBUYHO-MHOXECTBEHHbLIMW HEOMNA3MK-
MU M PEAKMMUM ONYXONSMU y AETEN.

MATEPUWAJIbl U METOAbI
MaTepuasoMm [ns  MCCNefOBaHUA  MOC/YXUIK
AaHHble  KJIMHMKO-T€HeaslorM4eckoro u  MOJEeKy-

NAPHO-TEHETMYECKOro o06cneaoBaHus Tpex [aeTen
C peakuMM W NepBUYHO-MHOMKECTBEHHLIMU HEO-
nnasuvsamu, KoTtopble nednmnucb B HUU OO OIrbY
«POHL, um. H.H. BnoxnHa» M3 P® ¢ 2003 no 2015 1.
MoneKkynsipHO-reHeTU4ecKoe WccnefoBaHNe TEeHOB,
BOBJ/IEYEHHbIX B KaHLEpOreHes, nNpoBOAMNOCH C
MCMNONb30BaHUEM pa3HblX METOAOB — CEKBEHMU-
poBaHua no CaHrepy; CeKBeHUpOBaHWe HOBOIO
nokoneHna — NGS (Next-generation sequencing)
M MYNbTUMNEKCHOM Nura3dHon npo6o3aBUCUMON
amnnndukaumnm (Multiplex Ligation-Dependent Probe
Amplification, MLPA). NGS npoBoaunocbk Ha naatdop-
me lon Torrent PGM (Life Technologies, CLLUA). B npo-
TOKON1 MCCNeAoBaHMA BKJOYEHb! 3Tamnbl NOArOTOBKM
6nbnnoTek dparmeHToB reHomHon [AHK, KnoHanbHOM
3MYNIbCMOHHOM NOIMMEPA3HOM LIEMHON peaKLmn, CEK-
BEHMPOBAHWS HA FTEHOMHOM aHanu3atope U GUOUH-
GopmMaLMOHHOro aHan13a pes3ynsratos [19].

Buonornyeckum martepvanom Ans MccleaoBaHus
agnanacb AHK, BbigeneHHass n3 NemMKOUMTOB Nepwu-
pepuryecKon BEHO3HOM KpoBKM nNpobaHaa n ero poacT-
BEHHMKOB 1-1 CTENEHU poaCcTBa.

PE3YJIbTATbl U OBCYKAEHMUE

YuntbiBass peakoCcTb U FeTepPOreHHbIN XapaKkTep
KIMHUYECKOro MposiBEHUA CMHAPOMA, ero AuarHo-
CTMKa 6e3 MONEKYNAPHOro aHann3a ocTaeTcs 3aja-
yen TPyaHOMW, OCOBEHHO NPU MNOSIBNEHUM B CEMbE eau-
HMYHOrO cnyyas 601bHOro ¢ Heonnasuen. lMpuBeagem
onucaHue KIMHUYECKKX CnydaeB.

KnuHuyeckoe HaGnopaeHue 1.

MaumeHT B. 3a6onen B 3 roga 4 mec. lNpn obene-
poBaHun B HUN OOl dIBY «POHU, um. H.H. BnoxunHa»
M3 PO BbiiBleHa napaBepTebpanbHas 3amM6puo-
HanbHaa 3/10Ka4eCTBEHHAs OMyXO/b C/IOKHOMO CTPO-
eHna PNET/RMS ypoBHsa Th10-11. JleyeHue BKtO-
yano nonuxumuotepanuto (MXT), ynaneHne onyxonu
(22.07.2008 r.), nyyeBylo Tepanuio Ha JIoKe onyxosnu
(cymmapHas ovaroBas go3sa 45,6 Ip), ayToNOrnyHyto
TpaHcnaaHTauuio nepudepuyecknx CTBOJSIOBbLIX Kie-
TOK KpoBM (B oKTA6pe 2008 r.), 4TO NO3BOIM/IO MOJY-
4YWUTb MOJIHYIO PEMUCCHIO.

B deBpane 2015r.ynaumeHta b. (B Bo3pacte 10 net
5 mec) npu AMHaMU4YecKom ob6cneaoBaHUmM OGHapPYKeH
XOHAPOOGNACTHbIM BapuMaHT OCTEOCAPKOMbI HUXKHEWN
CTEHKM NpaBom opbuThl. JlledeHne BKatoYano MNXT, yaa-
nexnune onyxonu. OgHako B mapte 2015 . CUHXPOHHO
BbISIBfIeHa NepuBacKynsipHas anMTenmonaHas onyxosb
(PEComa) neyeHu, nocne yganeHns KoTopon nposeae-
Ha MXT. JleyeHne 3aKkoH4eHO B Hosi6pe 2015 r., nony-
YeH NOMHbIM NPOTUBOOMNYX0NEBbIN 3DDEKT.

B pogocnoBHo# (puc. 1): y oTua — NepBUYHO-MHO-
KECTBEHHbIE 3/10KA4YE€CTBEHHbIE OMYXO/M, @ UMEHHO:
paK NpsaMoOV KULWKW (ageHoKkapuuHoma) B 34 roga
(onepatnBHOe nedyexHne B uoHe 2007 r.); B aBrycrte
2007 r. npn obcnengoBaHuM BbiiBieHa Andbdy3Has
B-KpynHokneTto4yHaa numdpoma ([MXT 3aKoOH4YeHa B
OKTa6pe 2008r.); B 2011 . B BO3pacTe 38 neT anarHo-
CTUpOBaH peunane anddy3Hon B-KpynHOKNETOYHOM
nMMdoMbl, MO NOBOAY 4Yero npoBeaeHo 6 KypcoB
npotuopeuunansHon MNXT; B okTa6pe 2015 r. o6Ha-
py¥eHa 0nyxosb roJIOBHOro Mo3ra (aHanaactuyecKas
onurogeHapornnoma Grade lll). Kpome Toro, n3seect-
HO, 4YTO AeA NOo OTLLOBCKOM NIMHWK CTpajan aleHOMOW
npeactaTteibHOM Xenesbl, N0 NoBOoAY KOTOPOMW Obin
onepuvpoBaH B Bo3pacTe 75 ner.

Y4nTbiBas rMCTONIOMMYECKUE BApMaHTbI ONyXOSEN B
pOAOCNOBHOM, NpobGaHay M ero poauTensm nposene-
HO MOJIEKYNSIPHO-FEHETUYECKOE UccneoBaHne MeTo-
noMm NGS pacwupeHHon oHKonaHenu. Martepuanom
nccnefoBaHUs cnyXuna nepudepnyeckas BeHO3Has
KpOBb Npo6aHaa, poauTenen n 6paTa.

B pesynbtate wuccnegoBaHWs BbiiIBNEHA repMu-
HaNbHasa MucceHc-myTaumsa ¢.C742T (p.R248W) B 7-m
3K30He reHa TP53 B retepo3uUroTHOM COCTOSIHUMK Y
nauMeHTa v ero otua. [laHHas MyTauus 3aperncTpu-
poBaHa Kak natoreHHaa (OMIM 191170.0001). Y




KJIMHUWYECKOE HABJTIOAEHUE

| MHeynbt Pak noxnenyno4Hoin
> 70 net xenesbl B 80 net
> 70 net > 75 net
Pak xenygka /1BC
B 80 net CaxapHblii jna6et 2
Il
AneHoma 75 ?
npocrarbl, 75 net
]] Curzpom
Jln-®paymenn
n 1 42 38
MUCCEHC-MyTauus
vV reHa TR53:¢.C742T Cuugpom Jn-®paymenn tun 1,
(p-.R248W) MucceHc-mytaums rena TR53:c.C742T
(p.R248W)
7 net / 11 net

Puc. 1. PogocnoBHasa cembu naumeHTa b.

Mpumedarume. MM30 — NepBUYHO-MHOKECTBEHHbIE 3/10KaYeCTBEHHbIE onyxonu, MBC — uiemmnyeckas 60ne3Hb cepaLa.

MaTepu u 6paTa nauueHta b. myTtauuu B reHe TP53
HE OGHapPYyKEHHbI.

Mpun aTom y pebeHKa npu o6cnefoBaHmUn cayvan-
HOW HaXxOAQKOW cTana BTopas repMuHanbHas MuUC-
CeHc-MyTauma B 3-M 3K30He reHa PPARG — ¢.C254A
(p.P85Q) — B reTepo3mnroTHOM COCTOSAHMKU. MUCCEHC-
MyTauus p.P85Q B reHe PPARG accouumpoBaHa C
oxupeHmem (OMIM 601487.0001), Ha4ynHas ¢ A4ETCKO-
ro Bo3pacTta. AHanorMyHas mytauns 6bina BbisiBleHa
y MaTepu pebeHKa, UMEILLEN KIIMHUYECKUE NPU3HA-
KW OXMpEeHusa 2-i cteneHn. N3BeCTHO, YTO dYHKLUSA
3TOro reHa 3akKiw4aetrca B aAnddepeHuMpoBKe
aauMnoumnToB, MakpodaroB, y4acTuM B [/IIOKO3HOM
M XXMPOBOM rOMeocTase U KaK GaKTop TpaHCKpun-
UMM — B MpoLecce KaHleporeHesa COMaTUYECKMUX
KneTtok [20-22].

C y4eToM BbIIBJIEHHbIX FTEHETUYECKNX U3MEHEHWI
pe6eHKy Obl/IM NOKa3aHbl KOHTPO/Ib YPOBHS MOKO3bI
W MHCYNMHA KPOBW B AMHAMMKE, KOPPEKLMS NULLEBO-
ro pauuoHa. B gaHHon pogocnosHon NMM30 y pebeH-
Ka M ero otua BASOTCHS KOMMOHEHTOM CUHApOMa
Nln-®paymenn tvn 1 ¢ ayTOCOMHO-AOMWHAHTHbIM
HacnegoBaHWMEM MO OTLOBCKOM NMHUWU. Y4UTbiBas
Hanuune cuHapoma Jin-dOpaymeHn, Heob6XxoaAUMO
NOXW3HEHHOE AMHAMWYEeCcKoe HabnoaeHue nauu-
€HTa W ero oTua B Aa/ibHENLWEM Yy OHKoNora ¢ 6onee
4yacToW KpPaTHOCTbO OCMOTPOB, YEM JINL, C aHaNOrMny-
HOW NaTONOrMen, He acCoLMMPOBAHHOM C CUHAPOMOM
Nn-dpaymeHn.

KnuHuyecKoe Ha6GnogeHue 2.

MauneHTka K. 3abonena B Bo3pacTte 2 net 7 mec
(anpenb 2006 r.), Korga O6bIN1O0 AMArHOCTMPOBAHO
o6beEMHOE o6pasoBaHne XnasmanbHo-cennsap-
HOM 0651aCcTM C MHTPa-CynpacennsapHbIM POCTOM U
OKK/IO3MOHHOM  rugpouedanmnen. T[llpu rucrono-
rMYECKOM  MCCNeAoBaHWMM  YCTaHOBMEH AMarHos
«XopuouaKkapumMHoma», HO MpWU MEepecMoTpe TrUCTO-
NOTMYECKMX MpenapaTtoB 3anofo3peHa aTuUnuyHas
TepaTouMaHo-pabaongHaa onyxonb I »enymodka
ronoBHOro Mo3ra. [poBeAeHHOE nevyeHrne BKOYaI0

HepaaMKanbHy pe3ekumto onyxonu (29.06.2009 r.),
4 6noKa lNXT 1 NoKanbHYO Ny4eBYIO TEpPAnMIo.

B poagocnoBHou (puc. 2): ceMenHass OTArouleH-
HOCTb Habstoganacb No JIMHUK OTLA, @ UMEHHO: paK
AMYHMKOB B 45 net y 6abylKKn, pak MOJIOYHOW XKerne-
3bl B 45 net y aBotopoaHon 6abywKku. PogocnoBHas
Nno MaTEPUHCKOMN IMHWKM HEONTa3UAMM HE OTATOLEHa.

YunTbiBasi CEMENHbLIN aHaMHE3 U peaKyto Mopdo-
JIOTUIO OMYXONKM FOSIOBHOrO MO3ra, Obll 3anofo3peH
HacneacTBEHHbIM cuHapoM. NpobaHay 1 ero poaurte-
NSIM NPOBEAEHO MOJIEKYNSAPHO-TEHETUYECKOE UCChe-
poBaHune [HK reHa TP53 meTooOM CEKBEHMPOBAHUS
no CaHrepy.

Matepuanom pana wuccnegoBaHua ctana [AHK,
BblAe/IeHHasa U3 NENKOLMUTOB nepudbepmnyecKkon Kpo-
BW: BbISIBJiIeHa repMuHanbHas [OBOWMHAs MMWCCEHC-
MyTaums ¢.619G>A (p.D207N) n ¢.644G>T (p.S2151) B
6-M 3K30He reHa TP53 B reTepo3nroTHOM COCTOSIHMM
y pe6eHKa. AHaNorn4yHble 4Be MUCCEHC-MYTaLIMK reHa
TP53 BbIiBNEHbI y MaTepH, Taknm o6pa3om o6e myTa-
LMK PacnosioXKeHbl Ha MaTEPUHCKOM anfiene reHa.

Matepu 26 net, Ha MOMEHT 06cnefoBaHMsa NPaKTh-
yecku 3gopoBa. Mytauuu B reHe TP53 y oTua He 06Ha-
py*eHbl. Kaxaas B OoTAeNbHOCTM MyTauus onvcaHa B
6a3e gaHHbIx IARC TP53 ToNbKO B COMaTUYECKUX KNeT-
Kax (Takne repMrHasbHble — Hacneayemble — MyTauuu
elue He onucaHbl). BUOMHPOPMALIMOHHbIE aNrOPUTMBbI
npeacKkasbiBaloT NaTOreHHOCTb AaHHbIX aMUHOKUCOT-
HblX 3aMeH B reHe TP53. [ns NOHUMaHWUS KaMHWU4e-
CKOWM 3HA4YMMOCTM AaHHbIX MyTaLMi O6bl10 MPEASIOKEHO
nccneposanve [AHK 6abywkn 1 geayliky no MaTtepuH-
CKOW IMHUK, HO MONYyYeH oTKa3. Takum o6pa3om, o6Ha-
pYyX€HHble OBOWHbIE MWCCEHC-MyTauuuM B reHe TP53
HOCSIT MATOrEHHbIM XapaKTep, 1 OMyXo/ib MO3ra y pebeH-
Ka pacueHeHa Kak KOMMNOHEHT cuHapoma JIn-dpaymenn
TMN 1 ¢ ayTOCOMHO-AOMMWHAHTHbLIM TUMOM Hac/le40BaHUSA
no MaTepuHCKoM NnHUKU. B oKkTabpe 2009 T. y pebeHKa
Nnpou3oLlen peurManB ONyxoan ¢ MeTacTasvpoBaHWEM
no 060/104KaM CMMHHOrO Mo3ra. [poTnBopeLnanBHoe
Nle4YeHne, BKIOYaBLLEE BbICOKOAO3HYIO MOMMXMMUOTE-
panuio ¢ TpaHCnNaHTauuen nepupepuyecKkmx CTBOJIO-
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Puc. 2. PogocnosHas cembk naumeHTru K.

51

HocuTenb ABOIAHON MyTaLuu reHa
TP53 (p.D207N) n (p.S215I)

26

ATPO-LIHC (3-i1 xenyno4ek ronoBHOro mMosra),
cuHapom Jn-®Opaymenn Tun 1, ABOiHas MyTaums
TP53 (p.D207N) u (p.S215l)

MpumeyaHme. NBC — nwemnyeckasn 6onesHb cepgua, ATPO-LUHC — atunuyHasa Tepatoma-pabaonaHas onyxosb LLeHTpanbHOM HEPBHON

CUCTEMDbI.

BbIX KNETOK KPOBW M KpaHWOCMMHaNbHOE 06/y4yeHue
(10 TIp), obycnoBuno crabunusaumio 3abosieBaHUS.
OaHako B gekabpe 2010 r. B Bo3pacTe 4 net 2 mec y
nauueHTKM Habnoganocb NPOrpeccMpoBaHme Onyxomnu
C AMccemMmHaumnen no o60s04KamM rolOBHOMO U CMMHHO-
ro MO3ra, YTo NPUBENO K NIETaIbHOMY UCXOaY.

Y matepu — HOCUTENs repmMuHaibHOM MyTauuu
reHa TP53 — OoTMEY€EH NOBbILEHHbIM PUCK PAa3BUTUSA
3/10Ka4eCTBEHHOIN0 HOBOOGPA30BaHMA M3 CMeKTpa
cuHapoma Jin-dpaymMmeHu B TEYEHMNE KU3HU, YTO OUK-
TyeT Heob6XxoAMMOCTb HabnwaeHna M obcnenoBaHuUs
y OHKOJ/IOra, MaMmMosiora, rMHeKonora, reHeTuKa ans
60nee paHHEero BbIIBIEHUS BO3MOXHbIX 3/I0Ka4YecT-
BEHHbIX onyxosien. MNporpamma HabnoaeHUsS AOKHA
BK/IO4YATb HE TONIbKO AMHAMWYECKME OCMOTPbI, HO U
KOHTPOJIb NOKa3aTesein OHKOMapKepoB, NpoBeAeHNE
Mammorpaduun, ynbTpa3BYKOBbIE UccefoBaHuda. B
cllyd4ae 6epeMeHHOCTM BO3MOXKHO NpoBeaeHue npe-
HaTa/lbHOM WMHBA3WBHOW [OWMArHOCTUKM — OUOMNCUKU
XOpMOHa Ha 9-10-1 Hen ¢ uenbto aHanusa AHK Ha
BbISIBfIEHHbIE MyTauuu reHa TP53 y nnogaa.

KnuHunyeckoe Ha6nwoageHue 3.

MauuneHT T. BNepsbie HanpasneH B HAW A0I ey
«POHL, um. H.H. BnoxnHa» M3 P® B Bo3pacTe ¢ 4 ner,
Korga 6blfa AMarHocTMpoBaHa 3amMOpuoHanbHasa pab-
JoMMOcapKoMa neBOon opbuTbl. JleyeHne BKAOYaA-
no 11 kypcoB [1XT, ny4yeByto Tepanuio Ha NEPBUYHYIO
onyxonb (COM4 45,5 lp) n Ha nMMOY3Nbl LWEN C ABYX
CTOpOH (cneBa — 45,6 p, cnpaBa — 40 [p), nogHaa-
KOCTHUYHYIO 3K3EHTepaLuto 1eBOM opObUThl B OKTS6pe
2003 r. B npouecce aMHaMU4ecKkoro o6¢cneoBaHns B
Bo3pacte 9 net (bespanb 2008 r.) BbigBAEHA TMMPO-
Ma bepKuTTa ¢ nopaxKeHMem MWneoLeKanbHOro yrna.
JleyeHue no npotokony B-NHL-M-2004 ¢ nonHbIM Npo-
TnBoonyxonesbiM apdexkTom. B 11 net 11 mec (AHBapb
2011 r.) y nauueHTa oOHapyKeHa XoHapobnacTuye-
CKas ocTeocapKoMa JIeBOM K/O4MLbl, Te4eHe CoCTO-
an0 u3 10 kypcos MNXT, aKCTMpnaLunn 1EBOM KNHOUULbI.

B BospacTte 15 net 9 mec (oKTs6pb 2014 1.) BhISIB-
JIeHa ellle 0AHa 3/10Ka4YeCTBEHHAs OMNyXo/b — 3MOpPHU-

OHa/NbHas pabaoMMOCapKoma Llien crnpaBa C MeTa-
CTaTUY4ECKUM MNOpPaXKeHMeM MoanonatoyHon obnactu
cnpasa. B 16 net (Hos16pb 2014 r.) — xoHApob6aacTuye-
CKasl ocTeocapKoMma KpecTua. Ha ¢oHe IMNMXT (3Tonosua,
ndochammg, umcnnaTuH) 3aboneBaHne NpPorpeccmnpo-
Basfio: OTMEYEHbl yBENMYEHWE AECTPYKLUMKU U MSATKO-
TKAHHOIO KOMMOHEHTa B 06/1acTv KpecTua, pasme-
poOB MeTacTasa B nNpaBoK noasonaTto4yHon obnacTu, a
TaKXe [eCTPYyKTUBHblE NBMEHEHUSA B lonaTkax. B mae
2015 r. pa3Buncad MMENOAMUCNNACTUYECKUA CUHAPOM,
nauneHT ymep B Bo3pacTe 16 net 8 mec (nonb 2015 1.)
OT NPOrpPeccuMpoBaHUs 310KA4eCTBEHHOMO NpoLecca.

PogocnoBHas (puc. 3) oTarouweHa OHKo3abone-
BaHUAMM C NO3AHEN KJIMHUYECKOW MaHudecTauuen:
no IMHUKM MaTepun — y Aeaa pak Nerkoro B 72 roga, y
npageaa pak ¥enyaka B 60 neT; N0 MHKMKM oTua — Y
npa6abywKku nemnkos B 60 nert.

MaumeHTy B BO3pacTe 11 neT npoBeaeHo ncecneno-
BaHne JHK reHa TP53 no nenkouuTtam nepudepuye-
CKOWM KpOBW METO0M CEKBEHUPOBaHMsS No CaHrepy —
MyTauMin He OOGHapyKeHOo. YuuTbiBas FEHETUYECKYIO
reTeporeHHocTb B aTnonoruun NMM30, npoBeaeH aHanns
OHK meTogom ceKBeHMPOBaHMA cneayrowero nokone-
HMA (NGS) pacluMpeHHOW OHKOMNaHENn — MyTauWin He
06HapyxeHo. HecMoTps Ha To, YTO TECTMPOBAHMUE reHa
TP53 ¢ ncnonb3oBaHMeM pa3HbiXx METO0B 6bI1I0 Hera-
TUBHbIM, YYNTbIBAs NEPBUYHO-MHOXKECTBEHHbIE OMYXO-
71, MOBTOPEHME ONYyXONen C MAEHTUYHOM FTMCTOJIOrMYe-
CKOW KapTWMHOW, Yy NauueHTa NpoBeAeH AaNlbHEWLIUN
NOUCK MyTaumn B reHe TP53 — uccnegoBaHue KOMU-
yecTBa KOMUW BCEX 9K30HOB reHa TP53 ¢ nomoLlbto
meTtoga MLPA. B pe3ynbrate 3apernctpmpoBaHa ofHa
Konusa aK30Ha 10 reHa TP53, 4TO CBUMAETENBLCTBYET O
ero geneuuu: c.(1195+1_1196-1)_(1302+1_1303-1)
del, p.(lle332ProfsTerl4) B retepo3MroTHOM COCTOS-
HUK. Takum o6pasom, NMM30 y npobaHaa ABNSIOTCS
KOMMOHEHTOM cuHapoma Jln-dpaymenn tvn 1, acco-
LMMPOBAHHOIO C repMUHaNbHOW MyTauuen — aene-
umen ak3oHa 10 reHa TP53. BbiiBNeHHas myTauus
npvBena K geneuum 60MblIENM YacTU TeTpamepu3a-
LMOHHOIO AOMEHa W No4yTn Bcero C-KOHLIEBOro pery-




KJIMHUWYECKOE HABJTIOAEHUE

OcTpblit neiiko3 8 60 net

Pak nerkux B 72 rofa

Pak xenyaka 8 60 net

%)

I O

95

'}

16,5

Puc. 3. PogocnoBHas cembu naumeHnTa T.

41

MM30 cuHgpom JTu-dOpaymeHn.
Mytaums del 10 ex rena TP53

lMpumeyarne. MM30 — NepPBUYHO-MHOXKECTBEHHbIE 3/TOKAYECTBEHHbIE OMYXOJIU.

NISTOPHOrO AJOMEHa NpoTenHa p53, 4To AecTabunmau-
pPOBano TETPAMEPHYIO CTPYKTYpYy 6enKka, TO ecTb reH
TP53 penctBoBan Kak oHKoreH. Oco6eHHOCTblO AaH-
HOro cny4as ABNSIeTCA PEeAKOCTb BbISIBIEHHON MyTa-
umMn reHa TP53 — 6onbluas BHYTPUTEHHaa aeneuus,
o6ycnoBnnBaloLLaa arpeccuBHOE TeYeHWe 3MoKave-
CTBEHHOTrO npoLiecca y nauueHTa, paHHIo KIWHUYe-
CKyl0 MaHudecTauuto onyxonu (¢ 4 neT), WecTuKpat-
HOoe nosiBneHue onyxonen (K 16 rogam), U3 KOTOPbIX
TPU TUCTONOrMYecKne GopMbl MOBTOPSNIMCH ABAX/bl:
aMbpuoHanbHas pabaoMuocapkoma JSIEBOM OpPOUTHI
B 4 roga n obnactm weun B 15 net 9 mec; xoHapobna-
CTMYeCcKas ocTeocapKoma NeBoW Kawuuubl B 11 net
11 mec v KpecTua B 16 N1eT; OHKOremaTtonornyeckme —
nmmooma bepKkutTa B 9 €T 1 MMenoancnIacTUYeCcKnn
cuHapom B 16 net 3 mec.

Poautenu KnuHW4Yecku 300poBbl, OT o6cnegoBa-
HUA OTKasanucb. [poucxoxaeHve MyTalUW HeWs-
BECTHO, OAHAKO, Yy4uTbiBass €€ arpeccuBHOCTb, C
60/blLUEN BEPOATHOCTbIO Y NAaLMEHTA MOXHO Npeano-
NOXuTb aeneunto 10-ro ak3oHa reHa TP53 de novo.

3AKJ/IIOYEHME

Takum o6pas3om, y BCeX NaLUMEHTOB AMarHOCTMKa
cuHapoma Jin-dpaymeHn okalanacb BeCbma ClOX-
HOW. Bo Bcex Tpex cnyyasx 6bin BbiIBNIEHbI Pa3Hble
MyTauum B reHe TP53 ¢ BblparKEHHON KJIMHUYECKOM
reTeporeHHOCTbo, 0O6HAPYKEHME KOTOPLIX NOoTpebo-
Baso MPUMEHEHMS pa3HbiX METOAO0B MOJSIEKYIAPHO-
reHeTU4eCKOW AMArHOCTUKU. PasnnyHbie MyTauuu B
reHe TP53 HEWAEHTUYHbI NO CBOMM QYHKLMOHA/bHbIM
NnocneacTBuMAM M TPeOBYIOT WMHAMBWAYANIbHOW WHTEpP-
npetaunn ¢ NPUMEHEHNEM KIIMHUYECKNX, BUOUHDOP-
MaLMOHHbIX anropUTMOB.

3/10Ka4eCTBEHHbIE OMYX0NM UMEHHO IETCKOr0 BO3pa-
cTa — 60/1ee YacTbiv NpU3HaK cuHapoma Jln-dpaymerHun
N ero BapmaHTta JIn-dpayMeHn-nogobHOro cUHApoOMma.
3HaHWe reHeTUn4yecKom OO6YCNOBAEHHOCTM Heonnasum
NMOMOraeT MNOHATb He TOJIbKO MX 3TUOMIOTMIO, HO 1 paspa-
60TaTb CTpaTErmto NOXXM3HEHHOro HabnaeHns, obene-
[lOBaHMA W LieNieHanpaB/eHHOro fIe4eHust naumeHTa, B
TOM yucne ynydywaeT 3GPEKTUBHOCTb MEANKO-TEHETU-
YEeCKOro KOHCY/LTUPOBaHMS.

[MauneHTbl ¢ cuHapomomMm Jln-dpaymeHu, y KOTo-
pbIX y)Xe O6GHapy)XeHa W u3nevyeHa Oonyxosb, AOK-
Hbl OCTaBaTbCA MO AMHAMWYECKUMM HabntogeHuem
OHKosora He meHee 30 neT OT AMArHOCTUKKM NEPBUY-
HOM OMYX0JIK B CBA3M C BbICOKMM PUCKOM pPasBUTUSA
OPYrnx Onyxonen.

Jlvua-HocuTeNn  repMuHanbHbIX  MyTauum B
reHe TP53, accouumMpoBaHHbIX C CWUHAPOMOM
Nln-dpaymeHn, He UMeELLMNE KIMHUYECKUX NPU3HA-
KOB OMYXOJM, HYXAATCA B PErynsipHOM CKPUHUHIE
y OHKOJIOra W Apyrux crneunannuctoB B Te4eHUe BCeW
KM3HUW MauMeHTa ¢ LeNblo paHHEeN AMarHOCTUKK 3/10-
KayeCTBEHHOr0 HOBOOOGPa30BaHUs. 3HaHWe CcneKkTpa
onyxonen npu AaHHOM CUHAPOME MOMOXET chneum-
annMcTaM KOHKPEeTM3MpoBaTb MNaH AMHaMUYECKOro
o6cnenoBaHna HoCUTENSA MyTalumn B reHe TP53.

[Mpn nnaHMpoBaHMM GEPEMEHHOCTU HA MEOMUKO-
reHEeTUYECKOM KOHCY/NbTUPOBAHUM HOCUTENSIM rep-
MWHaNbHbIX MyTauun B reHe TP53 pekomeHAayeTcs
npeHaTanbHaa AMarHoCTMKa — 6MOMNCUsA XOPUMOHa Ha
9-10-1 Hen 6epeMeHHOCTU ¢ uenbio aHanusa OHK
Ha BbIIB/IEHHbIE MyTaLMK y Nao4a MK NpeaumniaH-
TaLUMOHHasA reHeTMYecKas AMarHocTMKa B nporpamMmme
OKO B ecTecTBEHHOM LMKIE.

CBoeBpeMeHHas AWarHocTMKa cuHapoma
Nn-®paymenn (aHanns JHK reHa TP53) pekomeHao-
BaHa CneayloliMM KaTeropnusam HaceneHus:

1) ceMbsiM, BKAOYaAOWMM ABYX M 60nee 60/bHbIX
pakoMm 1-in cTeneHu poacTBa M3 CNEKTPa CUH-
apoma Jlu-dpaymeHn ¢ maHudecTaumen paka oo
45 ner;

2) peTaMm M noapocTKaMm C peaKkuMMu Mo CPaBHEHUIO
C nonynsuMen onyxonsiMuv M3 CneKkTpa CMHApOMa
Nn-®dpaymeHn, TaKUMK KaK agpeHOKOPTUKabHbIN
paK, XxopuouaKapuuHoMa, rnMob6iacTtoma rosioB-
HOro MO3ra;

3) petam u B3pocabim Ao 45 net ¢ NM30 13 cneKkTpa
cuHapoma Jlu-dpaymenn [5].

KOH®JIUKT UHTEPECOB

ABTOpPbI JaHHOW CTaTbM NOATBEPAWIN OTCYTCTBME
(PMHAHCOBOW MOAAEPHKKM / KOHPIMKTA MHTEPECOB,
KOTopble HeE06Xx0aMMO 06HapoaoBaTh.
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lNaHKkpeaToGnacToMa y AeTeun

B ctatbe coobliaeTcs 0 Tpex c/ydasx naHKpeaTob7acToMbl y AETEH, NPUBEAEHA Kaaccupukaumss ctagun
3/10Ka4eCTBEHHbIX HOBOO6Gpa30BaHUi. [JBOMM naLMeHTaM BbIlOJHEHO XMPYPrMyecKoe BMeLIaTe/IbCTBO Ha
repBoOM 3Tane, a TPETbEMY BBUAY HEONEPABETbHOCTH OMNYX0/IM MPOBEAEHA HEOAAbOBaHTHas! XuMuoTeparnms,
KoTopasi npuBeJia K perpeccum HoBoobpa3oBaHUsl M TEM caMbiM CO3/asia yCa0BUS AJ151 ero yaaaeHus. [poe
JeTen uBbl 63 0CTaTOYHOM OMyX0/1M (CPOK HabaoaeHus — 2 n 4 roga). Ha ocHoBaHWu AaHHbIX HA6Il04EHUI
aBTOPbI J€/1AI0T BbIBOJ, YTO 06bEM XMMMOTEPANUN 3aBUCUT OT XapaKTepa BbilTOJIHEHHON OnepaLmm 1 ypoBHS
a/lbga-peTonpoTenHa B caydYae ero roBbILEHUS 40 Havyasa Je4eHus.

Knro4yeBble coBa: naHKpearo6iacTtomMa, anbga-peTonporemH, HeoagblOBaHTHasi XMMUOTeparnus.
(Ana umtupoBaumnsa: Vcmawun-sage P.C., KouybuHckumn [.B., Xanadosa J1.[., AneckepoBa [.A.,
AxapoBa H.A., OcmaHoB UI.LU. MNMaHKkpeaTo6nactoma y aeten. OHKoneaunatpus. 2016; 3(3): 214-221.

Doi: 10.15690/0nc0.v3i3.1600)

BBEAEHME

Onyxonu noaxenyao4yHou }eneslbl ABAGIOTCS reTe-
POreHHbIMW AO06POKAYECTBEHHLIMKU WKW  3/I0Kaye-
CTBEHHbIMWM HOBOOOGPA30BaAHWUAMM, MCXOAALMMU K3
3K30KPUHHbIX UM IHOOKPUHHbIX KNETOoK [1].

Anupemuonorusa. B HaunoHanbHOM peecTpe aeT-
CKuMx onyxonen Bennkobputanum ¢ 1971 no 2000 r.
Obl/1 3aperucTpmpoBaH TonbKo 41 cnyyan onyxonemn
NOMXEeNyao4HON Kenesbl (25 3/710Ka4YeCTBEHHbIX U
16 no6poKayecTBEHHbIX). OCHOBbIBAsAChb Ha 3TUX AaH-
HbiX, 06Wasa exerogHas 3a601eBaeMoOCTb COCTaB/A-
et0,1 Ha 1 MNH geTen, HO 3TN UMbdPbI, BEPOATHO, MOTYT
OblTb 3aHUXKEHHbIMMW, MOCKONbKY HEKOTOPbIE A06PO-
KayeCTBEHHbIE OMyX0n He BK/OYEHbI B UCCeaoBa-
HUS U He perucTpupoBanuch [2]. Cpean 3n0KavecT-
BEHHbIX ONyxosien npeobnaganu naHkpeatobnacroma
(27%) n KapumHoma (15%), a cpean ycnoBHO ao6po-

KayeCTBEHHbIX — nanunngpHasa Kucto3Has (20%) u
3HOOKPMHHbIE onyxoan (15%). ConoctaBumyto MHPOP-
MaLMIo MOXHO NMONy4YMTb M3 6a3bl AaHHbIX peecTpa
Hag3opa, 3NMAEMUONOTMN U KOHEYHbIX pe3ynbLTaTtoB
HaunoHanbHoro nHcTutyTa paka B CLLUA (Surveillance,
Epidemiology and End results, SEER). Mo atum pgaH-
HbIM, ¢ 1972 no 2006 r. 6bI10 3aperncTpupoBaHoO
BCEro 69 onyxonen NoaXenyao4yHom }enesbl y nauu-
€eHTOB B Bo3pacTe Ao 20 neT, B TOM uucne 12 naH-
KpeaTtob6sactom, 32 KapuMHOMbl M 6 3HAOKPMHHbIX
onyxonen [3]. Npynna n3 MemopuranbHOro OHKOOIU-
yecKoro ueHtpa mm. CnoyHa-KettepuHra (Memorial
Sloan-Kettering Cancer Center, Hblo-Mopk, CLLUA) 3a
35-neTHM nepuoa onucana TonbKo 17 aeTten ¢ ony-
XONAMM NOAXKENYA0HHON Kenesbl [4].
3tnonaroreHes. OnNyxonu Noaxenyao4yHom Kene-
3bl, TAK Xe KaK U HEKOTopble APYrve peiKne 1 B CBSA3K

R. Ismail-zade?, D. Kotchubinsky?, L. Khalafova®, G. Aleskerova?,
N. Akhadova?, Sh. Osmanov?!

1 pediatric clinic of the National Center of Oncology of the Ministry of Health of Azerbaijan Republic,
Baku, Azerbaijan Republic
2 Republican Scientific and Practical Center of Pediatric Oncology, Hematology and Immunology,
Ministry of Health of the Republic of Belarus, Minsk, the Republic of Belarus

Pancreatoblastoma in Children

The paper reviews 3 cases of pancreatoblastoma in children. 2 of them underwent surgical resection as a
first line treatment and in 1 patient neoadjuvant chemotherapy was performed because of unresectable
tumor. Chemotherapy resulted in a good clinical and radiologic response facilitating total tumor extirpation
later. Full recovery was achieved in 2 patients, the follow up lasted for 2—4 years. Chemotherapy regimens
depend on the type of surgical management and level of alpha-fetoprotein at the therapy onset.

Key words: pancreatoblastoma, alpha-fetoprotein, neoadjuvant chemotherapy.
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C 3TUM MasloM3yYeHHble CONNAHbIE OMYXO0SM AETCKOro
BO3pacTa (MenaHoMa, paK enyaka, naeBponynbMo-
HaNnbHas 61acToMa, aApeHOKOPTUKabHAg KapumMHoMa
W ap.), HepeaKo Ha3biBatoT OpdaHHbIMU OMYXOAMMU,
UK onyxonamMu-«cupotamm» (orphan tumors) [1, 5].

TepmnH «naHKpeaTo6nactoMa» Obln BBEAEH B
1977 r. n ¢ Tex NOp MCNOSb3yeTcs Ans onucaHus
OMNyXonen, paHee M3BECTHbIX KaK «MHPaHTWUbHas
KapuMHOMa Noaxenygo4Hom xenesbi» [6]. OHa nme-
€T HEeKOTOpble Cx0ACTBa, B TOM 4yucne mopdosoru-
yeckue, ¢ renato61acToMoOM U BCTPEYaeTcsa B O4HOM
BO3pacTHou rpynne. 06e onyxoam 06bl4HO Habo-
jatotcs B accouuauum ¢ cuHapomom bekButa-—
BuaoemaHa M 4acTo OEMOHCTPUPYIOT MOBbILWEHHbIN
ypoBeHb anbda-petonpotenHa (APM) B nnasme
KpoBu [7-11]. MmeloTca 3Ha4uTeNbHblE CXOACTBA
M Ha MONEKYNSPHO-TEHETUYECKOM YPOBHE, Takue
KaK noteps retepo3urotHoctn 11pl5.5, runepak-
cnpeccus MHCynnHonogo6Horo ¢akTtopa pocTa-2
(Insulin-like growth factor 2, IGF2) n myTauusa reHa
6eTa-KaTeHuWHa [12]. 3TK cxoacTBa MOryT NMPUBECTHU
K OMarHOCTUYECKOW MyTaHWLE B MNPOUCXOXKAEHUM
OMyX0NIM W He BCerga TOYHO ONpenenstTcs MeTo-
[0M KomnbloTepHon Tomorpadum (KT). Cnyyam naH-
KpeaTo61acTOMbl, aCCOLMMPOBAHHbIE C CUHAPOMOM
bekBuTa—BuagemaHa, HabnoaalTCs Y HOBOPOXKAEH-
HbIX, Yalie y manb4nkoB (4o 86% mn3 obuiero ymcna
naumeHToB).

MpKn rMCTONOrMYEeCKOM MUCCNea0oBaHUM MOXKHO pac-
CMOTPETb, YTO OMYX0JIb COCTOUT U3 pa3eNeHHbIX NPo-
cnoikamu GUMOpPO3HON TKaHW JONEK U THE3A TUMUYHO-
ro aLuMHaApHOro NJOCKOro (MHOrga oporoBeBaoLWEro)
3NUTENUS U HEBObLIOrO KOMMYEeCTBa 3HAOKPMHHbIX
Knetok. O6bI3BECTBEHNE OObLIYHO PACMONOKEHO B
rOJIOBKE NOAXKEeNnyao4Hom enesbl. MOXeT BCTpeyaTb-
CSl M TepaTOUHbIN KOMMNOHEHT ¢ AnddepeHumaLnen
Ha XPSALLEBYIO M KOCTHYIO TKaHb.

MpM  MMMYHOIrMCTOXMMWYECKOM  MCCeA0BaHWK
0Onyxofib NO3MTMBHA Ha anbda-1-aHTUTPUINCKUH, Tt0-
K030-6-dbocdaTasy, kucnyto docdartasdy n actepasy.
B nNoTHbIX YacTsax onyxonu, rae npeobnagaet anute-
SIMaNbHbIA KOMMOHEHT, OHa MOXET ObiTb NMO3UTMBHA
TaKxe Ha ADI1. AneKTpoHHAA MUKPOCKOMNUS BbISBNS-
€T MHOXXECTBEHHbIE HEMPOCEKPETOPHbIE 3UMOTEHHbIE
rpaHynbl [13, 14].

KnuHuyeckue nposBneHus. et c HOBoo6pas30-
BaHWAMM NOMXKENYAOYHOW Kefe3bl 06bIYHO XKanyTcs
Ha 60/b B 3MNUracTpuMu, rae MOXKET MnalbnuMpoBaTb-
c onyxonesass macca. MexaHuyeckas 0OGCTPyKLMS
enyaka M OBeHaALaTUNepCTHOW KULIKKM OMyXosblo
FONI0OBKU MOAXKENYAOYHOW Kefe3bl COMPOBOXKAAETCH
PBOTON, XENTYXOW, a TaKXe XKeNyAO4YHO-KULIEYHbIM
KpoBoTeyeHneM. MauneHTbl TepatoT BEC BCeACTBUE
Cepbe3HbIX HapyLWEeHUN NULEBaPEHNS.

AunarHocTukKa. [InarHoctnyeckas naHenb BKJIO-
YaeT onpeaeneHne onyxone.Bbix MapkepoB (API,
PaKOBO-3MOPUOHAIbHBIM  A@HTUIEH, MapKep paka
amyHnkoB — Ca 125 n KapborugpaTHbiM aHTUreH
19-9 — Ca 19-9), ynbTpa3ByKOBOE MCCNea0oBaHue
(Y3W), KOMMbIOTEPHYO W/UAM MarHUTHO-PE30HaH-

CHyto Tomorpaduto (MPT) opraHoB 6ptoLWIHOM MNOJO-
CTW, peHTreHorpaduio unu KT opraHoB rpyaHon Knet-
Ku. MoBbiWweHne B KpoBKU ypoBHA ADIT oTmevaeTcs y
68% neten He3aBMCMMO OT Bo3pacTta. B nutepartype
onucaH cnyyaun npeHatanbHOW AMArHOCTUKMK (MO AaH-
HbIM Y3W) onyxonu noaxenyao4yHon xenesol [1].

YpoBeHb cbiBopoToyHOro A®PI npeacrtaBnser
co60M NoNe3HbIn MapKEP U MOXKET CNYXUTb Npeauk-
TOPOM XMMWOYYBCTBUTENLHOCTHM [15]. OgHAKO B HEKO-
TOPbIX CNyYasx BO3HUKAET MPOTUBOPEUYME MEXAY ero
YPOBHEM B CbIBOPOTKE KPOBW M aKTUBHOCTbIO 3a60-
nesaHus, noatomy APl He AONKEH paccMaTpmBaThbCs
KaK cneumMdu4ecKnin mapKep, a TOJIbKO B COBOKYM-
HOCTM C AaHHbIMW BM3yaNn3UpPYIOLWKUX NCCIef0BaHMM
[16]. B psige HabntogeHnn aBToOpbl 0OTMEYatoT NoBbILLEe-
HME YPOBHS NakTataernaporeHassl [17].

AN UMTONOrMYECKOro nccneaoBaHUs MOXKET OblTb
MCNoNb30BaHa TOHKOMIofibHasa 6uoncus [18].

JleuyeHune n NpPorHo3. [laHHble nMTeEpaTypbl CBUAE-
TENbCTBYIOT O TOM, HYTO pe3ynbTaTbl PE3EKLUN NoAXKe-
NYAOYHOM }enes3bl MOryT 6biTb 60/1€€ yCrnelHbIMU NpU
naHKpeatobnacTtomMe y JeTen, YeM Npu paKe 3TOro e
opraHa y B3poc/bix. O6uias BbIXXMBAEMOCTb AOCTUra-
eT 80% y neTen ¢ NONHOCTbIO pe3eKTabenbHbIMU ONy-
XONAMW Ha MOMEHT NOCTAHOBKKU aAnarHo3a [19]. Mpu
HaNM4YMK OTAANEHHbIX METACcTa30B (06bIYHO B NEYEHHU
WK CKenete) peaynbTatbl HeGnaronpuaTtHbel [11, 15,
20]. Ony6nMKoBaHO MHOro paboT, rae xuMmuoTepanus,
0COBEHHO LMCNIaTUHCOAEPKALLNE CXEMbI, MPUBOAN-
fla K YMEHbLIEHUIO onyxoneBon macchl [11, 21-25].
Y peten ¢ MecTHopacnpoCTPaHEHHbIMW MaHKpeaTo-
6nacTtoMamu B NpegonepauMoHHOM Nepuoae ncnosb-
30Ba/ica umMcnnaTuH M AOKCOPYOMUMH. [MonydYeHHble
JaHHble NMO3BOMWIM aBTOPaM PEKOMeHAOBaTb 3TOT
pexum ansa HeonepabenbHbix onyxonen [25]. Mocne
NpoOBEAEHHON nNpeaonepaumMoHHON XUMUOTEPANuu,
ecNn yaaeTcsl BbIMOMHWTbL PaguKalbHYO onepauuio,
pes3ynbTaTbl TOXE MOXHO CYMTaTb YAOBNETBOPUTESb-
HbIMU [26].

Bbinn 3aperncTpMpoBaHbl NONOXKUTENbHbIE OTBE-
Tbl Ha KOMOMHaALWKW, BKAOYaKOWME BUHKPUCTUH /
ndochammng / aktMHOMMUMH D n atono3ua / ndoc-
damng / anupybuunH [16, 20]. B ogHom Habnwoae-
HMK coobLLLaNoChb 06 UCMONb30BaHMK remunTaburHa B
KayecTBe BTOPOM JIMHUK XMMMOTEpPANUKU Y MauueHTa
C MeTacTaTMyeckon ¢opmMon naHKpeaTo6nacToMbl
[27]. B apyrom uccneaoBaHUM OTMEYEH NOKabHbIN
KOHTPO/Ib NPU pPEeLMAMBHOM MaHKpeaTobnacTtome C
NOMOLLbID TONIBKO NyyeBon Tepanuu [28]. ABTOPLI
oTMeyvyanu, 4to B OOJbLIMHCTBE Cly4YaeB OMNyXo/b
O6blla OKpY»KeHa TBEPAOW Karncynon 1 pacnonoXKeHa B
BEHTPaJIbHOM YaCcTu rOJIOBKM NOAXKENYAOYHON Kene-
3bl, YTO NO3BOMUO BbIMOAHUTL TOTANbHOE yaaneHue
naHKpeato6nactombl 6€3 naHKpeaToayo[eHaslbHON
peseKuunu.

MnaH neyeHUs 3aBUCUT OT PacnpPOCTPAHEHHOCTH
OMyXxoneBoro nopaeHus. Mpu BO3MOXKHOCTWU paau-
Ka/lbHOro yaafieHWss OHO MPOBOAMTCH Ha MNepBOM
sTane. lpun HeonepabenbHbIX OMNyXONsX MPOBOAMT-
ca 6uoncus ¢ nocneayoullen nNonaMxMmuMoTepanuen,
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JanbHENIIEN OUEHKON 3PPEKTUBHOCTU U PELIEHUEM
BOMpoca 0 BO3MOMXHOCTU pagnKanbHOro Xupypruye-
CKOro BMellaTenbCcTBa.

Pe3ynbtaT nevyeHuns 3aBUCWUT MNpexae BCEro oT
paguKanbHOCTM onepaluu, KoTopas MOXeT obecne-
YWUTb BbI3AOPOBAEHUE. [1pM NOpaXKeHUU TeNa u xBocTa
enesbl 06bI4HO MPOBOAAT AWCTANbHYI pPe3eKLuio
NnoaXeNnyao4yHow Kenesbl M MaHKpeaTodyodeHasb-
HYIO PE3EeKLWI0 — TMpPU BOBJIEYEHMWU TONOBKKM [29].
Mpn oTAENeHMM ONyX0an OT BOPOTHOW BEHbI U APYrUX
KPYMHbIX COCYA0B PEKOMEHAYETCS UCMOIb30BaTb Y/b-
Tpa3BYKOBOW AUCCEKTOP. HenonHoe yaaneHue conpo-
BOXJaeTcs BbICOKMM PUCKOM MECTHOro peuunausa,
noaToMy onepauus AofiKHa OblTb NPOBeAEHa paau-
KallbHO — C MOJIHbIM YAaNeHNEM KaK MepBUYHOM Ony-
XOMKW, TaK M 04aroB MEeTacTaTUYECKOro MOpPaXKeHMs.
CeneseHKa, Kak npaBuno, coxpansetcs [30].

Onepauuna He MOXEeT CYMTaTbCHA paauKanibHOW B
TEX cnyyasx, ecaun oHa nNpeanpuHUMaeTcs:

1) npn MHOUNLTPALMM OMNYXOSbIo BOPOT MEYEHMH,

BK/ll04as BOPOTHYIO BEHY M MNEYEHOYHYIO apTepMmio;
2) MHOUNbTPALMK OMNYXONblO TaKMX MarmctpasibHbIX

COCYAOB, KaK aopTa, HWXHAS nonas BeHa Wau

YpEBHbIV CTBOJI;

3) HannMynu oTAaNIEHHbIX METAcTa30B.

MauveHTaM € NePBUYHBIM pauKanbHbIM XUPYP-
rMYECKMM BMellaTeNbCTBOM, COMPOBOXAAWMMCS
HopManu3aumen API, xumno- n/unun nyyesas Tepa-
nus He npoBoauTcA. [puU MUKPOCKOMMYECKON OCTa-
TOYHOM ONYX0NKM peKOMeHayoTCs elle 2 6noka PLADO
(umcnnatmH B go3e 80 Mr/M2 N QOKCOPYOULMH B 03€
60 Mr/mM?) u nyyeBas Tepanusi. CyMMapHas oyaro-
Bas no3a coctasnset or 30 go 40 p. Bbibop pa3me-
pa nofaa u pexumma GpakuMOHMPOBaHMA pellaeTcs
nHamsmayanbHo. Ecnn onyxonb HeonepabenbHa, TO
C YYeTOM CXOoACTBa NaHKpeaTo6nacToMbl C renarto-
6/1aCTOMON PEKOMEHAYETCH XMMUOTEpanusa No npo-
Tokony SIOPEL-4 (c ncnonb3oBaHunem cxembl PLADO).
MaKcumManbHO MOXeT 6biTb AaHo 6 Kypcos PLADO.
Ecnn 6uoncua Obina BbIMOIHEHA TObKO B Havane
XMMUOTEpanuK, MOBTOPHYKD OMNepaLuio paccmaTpu-
BatoT nocsne 4-ro Kypca. locne nonHoro xmpypruye-
CKOro yaaneHus [OOMOJIHUTENbHO PEeKOMEeHAyTCs
ewe 2 Kypca PLADO (Bcero 6 KypcoB). B cnyyasax
MECTHOro peuuanBa Heob6xoanMa MonbiTKa NOBTOP-
HOro TOTa/IbHOTO YAaneHWsa ONyXo/n C Noc/eayoLLewn
nyyeBow Tepanunen. Npn agekBaTHOM GYHKLMK MOYEK
MOEeT OblTb NpeanoXeHa BTopas JIMHUA XMMUOTE-
panuu, rae onTMmManbHOM CXeMoMn Bbibopa aBAsETCH
npochammg + atono3ua. ANbTEPHATUBHOW CXEMOM
MOMET OblTb TAKKE BUHKPUCTUH + aKTUHOMUUMH D n
unknodpochamma.

MEXAYHAPOQHAS KJIACCUDOUKALIUA
CTAAMM 3/IOKAYECTBEHHbIX
HOBOOBPA30BAHUM (TNM)
T (tumor) — pa3mep onyxosnu:
* T,— nepBuYHasa onyxosib He MOXET OblTb OLEHEHa;
* To— HeT foKasaTesIbCTB NepPBUYHON OMyX0o/u;
e T,y — in situ KapunHoMa;

* T, — onyxosib orpaHu4eHa noaxeayao4HOM xene-
301, 2 CM UK MeHee B HanbOoNblLIEM N3MEPEHUU;

* T, — onyxosib orpaHu4eHa noaxeayao4HOM xene-
301, 60/1ee 4eM 2 CM B HaMBOJbLIEM U3MEPEHUN;

° Tz — onyxonb pacnpocTpaHAaeTcs Ha cocefHue
CTPYKTYPbl — ABEHaALATUMNEPCTHYIO KULLKY, en-
YHbIM MPOTOK M NepUNaHKpeaTUYeCcKyo KneT4yaTKy;

° T, — onyxonb pacnpocTpaHAaeTcs Ha cocefHue
CTPYKTYPbl — eNyAoK, TONCTYIO KULLUKY, Cene3eH-
Ky, MpuieratoLine KpyrnHble cocyabl.
N (nodus) — nopa)eHne perMoHapHbIX TMMdaTU-

YECKMX y3/10B:

e NX — pervoHapHble numdaTtvyeckume Yy3/bl He
MOFYT 6GbITb OLEHEHbI;

* Ng — B pervoHapHbIx TMMpaTU4EeCKUX y3nax HeT
MeTacTa30B;

* N; — meTacTasbl B permoHapHbIX IMMpaTU4ecKunx
y3nax;

* pNy, — MeTacTasbl B OAHOM PErMOHaPHOM JIUM-
daTn4yecKom yane;

* pNyp, — MeTacTasbl B HECKOJIbKUX PErMoHapHbIX
nMMmbaTUYeCcKux yanax.
M (metastasis) — Hannume oTaaneHHbIX MeTacTa-

308B:

* M, — He MOryT 6bITb OLi€HEHbI;

* Mg — HeT oTgaNleHHbIX MeTacTas3os;

° M, — uMeloTCH OTAaNIeHHble MeTacTasbl.
Ctagum

e 0— TiSNOMO;

o | — TlNOMO' T2NOM0;

o || — TSNOMO;

o ||| — T1N1MO’ T2N1M0, T3N1Mo;

° IVA—T,no60n N #u Mg;
° VB — nio6on T no6on N 1 M.

K/IMHUYECKMUE HABJIIOAEHUA

[Moa HawMM HabnageHMeM Haxoannucb 3 geTen ¢
MOPGhONOrMyecKkn MNOATBEPXKOEHHOM NaHKpeaTtobna-
CTOMOW.

Cnyvan 1

MauneHT A.M., 6 neT, NoCTynua B OHKONOrMYeCKoe
otaenerHue 06.07.2011 c »xanobamu Ha 60nu B o6na-
CTW 3NUTracTpus U XUAKUW CTyNn B TedeHne 2 mec. B
aHaMHe3e (B Bo3pacTe 2 f1eT) NnepeHec onepaumto rno
noBoAy runocnaguu.

lpn  noctynneHmn. COCTOSIHME  TsXKenoe.
Koxa v BuOUMbIE CAM3UCTbIE YMEPEHHO OeaHble.
Mepudepuryeckme numbaTUyeCKMe y3Nbl HE YBEu-
YyeHbl. Cepaue: TOHbl PUTMUYHBIE, HacTOTa cepaeYHbIX
COKpaulleHnin 84/MuH. B nerkmx gbixaHme Be3unKynap-
Hoe, XpunoB HeT. XMBOT yBenu4yeH B pa3mepax; B
obnacTtv anu- 1 mesoracTpus, 60nblle creBa, onpe-
[lensifiocb MHOroy3noBoe o6pasoBaHMe pa3mepamu
12x13 cM, 6e3601e3HEHHOE NPW Nasbnaunu.

BUOXMMMYECKUI aHaln3 KPOBM: YBENNYEHNE NaK-
TataermaporeHassl o 1071; A®I He nccnegoBancs.

Y3U opraHoB 6prOLWHON MOJ0CTH: Ha YPOBHE 3MNU-
n mezoracTpusi, 6osblue cneBa, onpeaensinmcb MHo-
roysnoBoe 3abplolMHHOEe 06pa3oBaHMe pa3mepamu
122x80x130 mm (V=664 M), CONMAHON CTPYKTYPbI,
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a TaKXe Mnopa)keHwe napaaopTajbHbIX AMMdaTUYe-
CKMX y3n0B. Onyxonb cMelana nevyeHb, TECHO Npu-
fierast K Hew, He NCKJo4Yalocb BOBEYEHNE NEYEHHU B
o6nacTv BOPOT; B CTPYKType OMNyXon MMENNCcb MHO-
KEeCTBEHHbIE KasbLMHaTbl. ONyxonb BOBEKaa Maru-
CTpalibHble BETBM GPIOLWHON aopTbl (HPEBHbIM CTBOJ
npoxoaun Yyepes onyxosb). Onpegensinacb KaBepHO3-
Haa TpaHcdopMaLMUsa BOPOTHOM BEHbI U YBENUYEHUNE
cenes3eHkun Ao +3 cm. Y3-KapTMHa coOoTBETCTBOBana
3ab6pOLWNHHON HernpobaacToMe.

KT opraHoB 6pioLHON N00CTH: B 3a6PIOWNHHOM
NPOCTPaHCTBE CPeAMHHO W Gonblue cneBa onpeje-
nanocb o6bemHoe conngHoe (+25-35 HU) mHoroys-
Nl0BOE€ HOBOOOGpa30BaHWE HENPaBUIbLHOW OKPYIOn
®OpPMbl C HEPOBHbLIMWU BYrPUCTLIMU KOHTYPaMM, HEro-
MOreHHOM CTPYKTYpPbl 3a CYET Ka/bLMHATOB U MeHee
NAOTHbIX y4acTKOB pa3dmepamn 140x120 mm. Bepxy
ONnyxonb caaBnMBana BWCLEpPanbHYl0 MOBEPXHOCTb
npaBoOW OONM MNEYEHU, BOpPOTA [MEYEHU, MKENYHbIN
ny3blpb U MPOMWHMPOBANa OTAENbHbIMW Yy3namu B
nevyeHb, YETKO OT Hee He AP PepeHLMpPYSChb 1 BOBe-
Kasi B NPOLECC COCYAbl MeYeHU, BETBM OGPIOLLIHON aop-
Tbl M cOCyAbl NMo4YeK. [locne KOHTPACTHOro yCUneHus
oTMeYanocb He3HaYMUTENbHOE NOBbIWEHUE NIOTHOCTH
B CONMMAHbLIX ydyacTKax. KapTuHa 6blna xapaKkTepHa
ANns HenpobnacTombl (puc. 1).

JlanapoTtomusi u 6MONCUS ONMYXOJIU NPOU3BEOEHDI
Ha BTOPOW [E€Hb rocnuTanu3aunun. fMcTtonormyecKkoe
ncenegoBaHme 6uoncuriHoro matepuana N2 2376/81
ot 15.07.2011: KapTuHa HU3KoaAMbbdEPEHLMPOBAH-
HOM Henpobnactombl. OTaaneHHble MeTacTa3bl Ony-
XONN (Nerkne, KOCTU, KOCTHbIM MO3T, FOJTOBHOW MO3T U
[1p.) He OGHapPYKEHbI.

JleyeHne. PebeHKy nNpoBeaeHO 5 KypcoOB Mou-
XumMuoTepanuu, cornacHo npotokony NB-2004:
BUMHKPWUCTUH + UMcnnaTUH + Benesuag — 3 Kypca
n pnakap6as3uH + AOKCOopybuuUWMH + udocdammag —

51‘3‘12\_///

400 L; 40 ¢

2 Kypca (c 14.07 no 23.10.2011). Npn KOHTPONLHOMN
KT opraHoB 6ptowHon nonoctn ot 04.11.2011 B
3a6pIOWMHHOM MPOCTPaAHCTBE C pPacnpoCTpaHEeHU-
emM B 0611acTb BOPOT MEYEHU COXPaHAIOCb 06beM-
Hoe conupgHoe (+25-35 HU) MArkoTkaHHoe HOBO-
o6pa3oBaHMe HenpaBWIbHOWM OKPYrnon ¢Gopmbl, C
HEYETKUMU HEPOBHbLIMKU OBYrpUCTbIMKU KOHTYpaMu,
HEroMOreHHoOw CTPYKTYpbl 3a CYET Kal/ibLMHATOB W
HU3KOMJIOTHOCTHbIX Y4aCTKOB. Pasamepbl ocTaTouHOM
onyxonn — 50x35x50 mm. MNoaxenynoyHas xene-
3a 6blna gedopMuMpoBaHa, XBOCT M TENO Kenesbl
He anddepeHunpoBanncb. [lpu KT-aHrnorpadpwmu
OTMeYasiocb BOB/IEYEHME B OMYyXONEBbIA MNpoLecc
BETBEN YPEBHOro cTBOMa (Mpoxoadwme B TONLLE
OMNyX0nK); BEPXHAS OpbiKeeyHas apTepus Npoxoau-
Nna no HMXHEMY KOHTYpPY OMNyXosu (He UCKIIIOYEHO ee
BOBJiIeYeHME), peaykuma onyxonm ~90% (cm. puc. 1).
OT nNpeanoXeHHbIX [OBYX KYpPCOB XMMMUOTEpanuu
poautenn pebeHKa BO34epKalnUCb M 06paTUIUCh B
XMPYPTrUYECKYIO KIMHUKY B AanbHEM 3apybexbe, rae
M GblNI0 BbIMOMHEHO yaaneHWe onyxonu B npegenax
3[10pOBbIX TKaHen. Npu rmcToNnorM4eckom nccneno-
BaHWW yAaJIEHHON OMyXO0/M, a TaKXe Npu nepecmo-
Tpe MUKponpenapaTtoB 6MONCMMUHOIO MaTepuana ao
NPOBEAEHUSA XMMUOTEPANUM yCTaHOB/IEHA MaHKpe-
aro6nactoma. Onyxonb 6bia B COCTOSIHUM Bblipa-
EHHOro rnocTTepaneBTUYECKOro natomopdosa. B
HacTosuee BpeMs (cnycta 4 roga) AaHHbIX 3a Npo-
rpeccupoBaHue OMyXoNu HeT.

Cnyuam 2

MaumeHT M.C., 7 neT, nocTynun B XMPYpPruyecKyto
KNMHUKY C )Kanobamu Ha cnaboCTb U HaNM4YME OMyXo-
N1eBOro o6pasoBaHm1s B XUBOTE.

Mpu noctynneHun. CoCTOSIHME TSKENOe, Koxa
W BUAMMbIE CIN3UCTble 060M04YKM 6regHOBAaThHI.
Mepudepunyeckne numbaTMyecKne y3nbl He yBeNU-

910

Puc. 1. KT opraHoB GpIoLWHOM NOIOCTH C KOHTpacTUpoBaHWem nauneHta A.M., 6 net: A — ao Havyana xummoTepanuun, b — nocne nposeaeHuns

5 6noKoB xumnoTepanuu. Perpeccus onyxonn ~90%
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Puc. 2. KT-uccnegoBaHve opraHoB 6ploWwHOM NonocTu nauneHta M.C., 7 neT, ¢ naHKpeaTto61acTOMOM XBOCTa M Tena NogXenyao4yHowm
enesbl: A — [10 yaaneHus onyxonu (MccnefoBaHne 6e3 KOHTpacTupoBaHus), b — nocne yganeHus onyxonu

yeHbl. CepaeyHble TOHbl PUTMUYHbIE, YacToTa cep-
[Ee4YHbIX coKpalieHnn 118/MuH. B nerknx BbICNyLWK-
BaNnoCb BE3UKYNAPHOE AbiXxaHWe. }KMBOT yBENMYEH B
pa3smepax. B o6bnactu anuractpusa, 60nblle creBa,
onpeaensnocb OTHOCUTENbHO MOABMMKHOE 06pa3o-
BaHue pa3mepom 10x18 cm, 6e360/1e3HEHHOE NpPHU
nanbnaunu.

Brnoxmnmmnyeckuin aHanna Kposu: ygenmieHune APl
00 1000 Hr/mn.

KT opraHoB 6prouwHon noaoctn ot 12.04.2012:
BbIiIBNSiIaCb OMNyX0/b HeMpaBWIbHOW GOPMbI, MCXO-
Adlwas M3 Tena U XBOCTa MOAXKENYAOYHOW Kenesbl,
pa3dmepom 11,0x9,5x9,0 cm, C AOBOJSIbHO YETKUMMU
KOHTYpamMu, MecTaMW HEroMOreHHoOW CTPYKTypbl, C
HEKPO30M U KanbLMHaTamn. CBo6oAHA N1Llb HEGOSb-
Wwas 4acTb ronoBku. Onyxonb caaBavMBana BUCLLE-
panbHYO MNOBEPXHOCTb NPaBOW AONM MEeYEeHU, BOPO-
Ta MeYeHu, NopTasnbHYl0 BEHY M aHTpasibHYyl0 4acTb
*enyaka. CeneseHKa OTTECHEHA KBEPXY U natepalib-
HO. OTMeYanncb nepunaHkpeaTnyeckme nMMMooy3nsbl
0o 1 cm. KapTrMHa cooTBeTcTBOBana onyxonu noaxe-
NYAO4YHOM Kenesbl (puc. 2).

JleyeHne. B [E€TCKOM XUPYPTUYECKOM KIIMHW-
Ke BbINOMHEHa AucTanbHaa cyb6ToTaNbHas pes3ek-
LMa NoaXenyao4yHow »Kenesbl B npefenax 340po-
Bbix TKaHen (16.04.2012). B nocneonepaunoOHHOM
KT-uccnegoBaHum opraHoB GPIOLWHON NOOCTH SBHbIX
[aHHbIX 33 Ha/IM4YMe OCTaTOYHOM OMyXOau HE OBHapy-
EHO (CM. puc. 2).

luctonornyeckoe wuccnegosaHme (N2 5026/12)
NnoKasaso HalWiMe y4aCTKOB TKaHW 3/I0Ka4YeCTBEH-
HOW OMNyXxo/nu, NpeacTtaBNeHHOW GUOBPO3HON CTPOMOM
C BOCNaNMUTENbHBLIMK MHOUABTPATAMM U y4acTKamu
HEKpPO3a, COCTOAWMNMMU U3 303UHOPUNBbHbBIX U KNETOK C
OKPYMbIM KPYMHbIM LEHTPasbHbIM SA4POM C MENKOAM-
CMEPCHBIM XPOMaTUHOM, GOPMUPYIOLLMM PO3ETKMU.

UmmyHoructoxmmmndeckoe uccnegobaxme: Siklin D1
(+++), Katerin (++4), CK19 (+++), Kromogranin
CEA(zx), AFP(x). Ki 67 — 30%. Mopdonoruyeckas u
rMCTOXMMMUYECKAs KapTMHa COOTBETCTBYET MaHKpea-
To6nactome (puc. 3).

[MaumeHT 6bin nepeBeaeH B AETCKYD OHKOJIOMU-
YyecKyto KanMHuMKy 1 ¢ 30.04 no 01.09.2012 nony4ymn
6 KypcoB nonmxumunotepanuun no cxeme PLADO. lMNepeq

Puc. 3. [nuctonornyeckoe nccnegoaHme (MUKpodoTo), BbiNOSHEHHOE Y NauneHTa M.C., 7 net. NaHKpeaTobnacToMa (OKpacka
reMOTOKCUIMHOM M 303nHOM: A — yB. 50, b — yB. 250)
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Puc. 4. KT opraHoB 6ptolwHon nonoctu nayumenta M., 3 mec: A — fo onepauuun, b — cnycta 15 mec nocne yaaneHus onyxonu

HayanoM nNepBoro Kypca ypoBeHb ADI 6611 854 Hr/mn,
4YTO CBMAETENLCTBOBAIO O HEPAAMKANbHOM yAaneHuu
OMNyX0JIM UM HaNIMYMK OKKYNbTHBIX MeTacTas3oB. [locne
BTOPOro Kypca xumuotepanuu no cxeme PLADO ypo-
BeHb ADIT HopmanusoBancs. Bcero nposeaeHo 5 Kyp-
COB XMMMWOTEpanuu, janee — akTMBHOE HaboaeHMeE.

CnycTta 6 mMec nocne 3aBepleHns evyeHuns 60b-
HOM 06paTuics C BbIpaXXEHHOW TFONOBHOW 60MbIO,
TOWHOTOM 1 pBoTON. [Mpn MPT ronoBHOro Mmo3ra o6Ha-
pyeHa 3KcTpauepebpanbHas MeTacTaTuyecKas
0OnyxoJib B 3aTbl/IOYHO-TEMEHHOW 06nacTu. Mpun aanb-
Henwem obcnegoBaHun (octeocumHTurpadpua, KT
OpraHoB 6pPIOLIHOM MONOCTU, UCCNIEA0OBAHME KOCTHOIO
MO3ra v ap.) ApYrMx o4aroB nopaxKeHus He BbiiBAEHO.
NMpon3BeaeHo yganeHue 3kcTauepebpanbHON MeTa-
cTaTnMyeckomn onyxonu (20.09.2013).

uctonornyeckoe mccnegopaHue (N2 15225/13)
nokasano MeTacTa3 naHkpeatobnactombl. [locne
onepaunn MNpOBOAMIUCH KYypCbl XMMMOTEpPaAnuu no
cxeme ICE (mdocdhamug + kKapbonnatmH + aTono3ug
— 2 Kypca) 1 aBa Kypca no cxeme PLADO. HecmoTtps
Ha 3To, 3a6ofeBaHNe NPOrpeccupoBasno, U NauneHT
ymep 4yepes 7 Mec.

Mpumep 3

MaumenT .M., 3 Mec. Macca Tena npu poXXaAeHUn —
4,5 Kr. IMen MHOXeCTBEHHble BPOX/AEHHble MOpo-
Kn pasButus, omdanouene. Cpasy nocnie poxaeHus
nepeBedeH B AETCKOE XMPYPruiecKkoe oTaeneHue, roe
Nnpou3BeneHO UccedeHne omdanouene ¢ nNaacTUKoOn
nepeaHen 6pOLLHON CTEHKN. [locne o6HapyXeHus (no
pesynstatam Y3U) KUCTO3HOro o6pa3oBaHus, pacno-
JIOXKEHHOro Noj Cene3eHKoW, MauueHT HanpaBieH B
[AETCKYI0 OHKOTOrMYECKYIO KJTMHUKY.

KT opraHoB 6proLHON M0JIOCTH: B 061acTu NeBo-
ro GOKOBOro KaHana noj XBOCTOM MOAXKenynou-
HOW Xenesbl M Knepeau OT JIEBOW MOYKKU onpeaens-
JIOCb KWCTO3HO-CONMAHOE 06pa3oBaHME pa3Mepom
4,0x3,0x2,5 cM, C YETKMMM KOHTypamu (puc. 4).
3abpolWnHHbIE TMMbATUYECKUE Y3/bl HE YBEUYEHDI.

JleyeHne. Yepes 1 Hen nocne MnocTynieHUs B
cTaumnoHap (20.11.2013) BbINONHEHA NanapoTOMuUS,
AWCTaNbHas pe3eKuuns XBoCTa U Tena NoAKenyao4HoM
}enesbl BMecTe € onyxosnbto. [locneonepawmoHHbIN
nepuvoa npoTeKan rnagko.

mecronornyeckoe nccnegoparHune (N2 7543-53/13)
NnoKasasio Ha/lMine y4acTKOB TKaHW MOAXeNyao4yHOwm
Kenesbl 1 3/10Ka4eCTBEHHOW ONyX0nu, NpeacTaBeH-
HOM pbixnon GUOPO3HOM CTPOMOM C BOCMNANUTENb-
HbIMWU MHOUAbTPAaTaMW W CONMAHLIMKM MAacTamMu C
KUCTO3HbIMW CTPYKTYpPaMM, COCTOSLLMMU U3 CPEdHMX
OKPYT/bIX 303MHODUIBbHBIX U CBET/bIX KNETOK C OKpY-
rbIM LLEHTPaNbHbIM 94POM U MESTKOANCNEPCHbLIM XPO-
MaTUHOM, GOPMUPYIOLNMU ANPPEPEHLMPOBAHHbBIE
3aNUTENManbHble CTPYKTYPbl — TPYBOUYKM U KUCTbI pas-
HOro pasmepa C MUKCOWAHbLIM COAEPKMMbIM, cpeau
KOTOPbIX ONpeaensiincb rHesaa KJIETOK C NIOCKOKIe-
TOYHOM AnddEPEHLIMPOBKOM.

NMMYHOrMCTOXMMHUYECKOE ncecnegoBaHue:
PanCK (+++), EMA(+++), Vimentin(+), NSE(z),
AFP(-). Ki 67 — 30%. Mopdonormvyeckaa KapTuHa
COOTBETCTBOBaNa naHKpeatobnactome (puc. 5).
MpoBeaeHo 2 Kypca xumnotepanum no cxeme PLADO
(c 29.11.2013 no 03.01.2014). B HacToAWLEE Bpe-
M4 (cnycTs 2 roda) AaHHbIX 3a peumanB 60/1e3HN He
BbISIBJIEHO.

BbiBOAbI

Takum o6pa3om, naHkpeatobnacToMa SABASETCSH
peaKon am6prMOoHaNbHOM OMyXONblO Yy AETEN U Hapsaay
C renatob61acTOMOM M OMYXOJIblO XENTOYHOro MeLll-
Ka MoeT npoayumpoBaTb ADI. Busyanuaupyouimne
meTtoabl o6¢cnegosanuns (Y3U, KT n/vnn MPT) no3Bo-
NS0T YTOYHATb TOYHYIO JIOKanM3auuilo M MeCTHoe
pacrnpocTpaHeHMe OMyxonu, MW30TOMHbIE METOAbI
nccnefoBaHUs MM MO3UTPOHHO-3MUCCUMOHHAsA TOMO-
rpadpus — pacnpocTpaHeHHOCTb npouecca. B otnu-
4yne OT KapLUMHOMbI NOAXKENYAOYHOW XKenesbl NaHKpe-
atobnactoMa nmeetT 6onee 61aronpuUATHbIA NPOrHO3,
0COBGEHHO MpW paguKanbHOM XMPYPruyecKkoMm BMe-




KNTMHUYECKOE HABJIIOAEHUE
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Puc. 5. [uctonornyeckoe nccnegosaHue (MMKpodoTo), BbinonHeHHOe y nauneHTa .M., 3 Mec. NNaHkpeaTo6nacToma (OKpacka

reMOTOKCUIMHOM M 303nHOM: A — yB. 50, b — yB. 250)

lwaTenbCTBE, NO3BONSAIOWEM NPUHECTU BbI3LOPOBIE-
HMe B 80% cny4aeB. OTmMevaeTcs TakXKe LOBOSIbHO
BbICOKas YyBCTBUTE/NIbHOCTb 3TOM OMYXO/M K NleKap-
CTBEHHOW Tepanuu, B 4YaCTHOCTU K LOKCOPYOULMHY U
LMCNNaTuHY, 4TO CO3a€eT XOpoLne NpeanochiiKn Ans
KOMOGUHMPOBAHHOIO NIeYeHuUs.

Ha ocHoBaHMM aHanu3a [aHHbIX nuTepaTtypsbl,
a TaKXe onupascb Ha COOGCTBEHHblE HabnaeHUS,
npennaraemM CBOW AM3aWH Ne4yebHOM TaKTUKKM MpwU
naHKkpeatobnactome (puc. 6).

3AKJ/TIOYEHHME

O6bem xMMUHOTEpPanuK, Kak cneayet U3 PeKOMeH-
JyeMoro ausanHa nevyeHus, 3aBUCUT OT xapaKTepa
BbIMOJIHEHHOW onepauun 1 ypoBHsA A®PIT B cnydvae
NOBbILWEHWS 3TOr0 BaXXHOr0 MapKkepa A0 Havana
ne4vyenusa. OgHaKo Ans onTUMKU3auun 1e4ebHon cTpa-
TerMn y geTten ¢ naHkpearto61acTtomon HeobxoauMo
npoBefeHWe KOOMepupoBaHHbIX WCCNefoBaHUM C
BKJIIOYEHWEM M NOCNeaYIOWUM 0ObEKTUBHbLIM aHasu-
30M JOCTaTOYHOr0 KOMyecTBa NaLneHToB.

Onepauus

e

\

| Buroncus onyxonu |
I

Mukpockonu4ecku
HEMNosHoe yhanexne

Mwukpockonuyecku
NoJHOE yaaneuue

| Xumuotepanus PLADO, 4 kypca |

AFPx AFP-

| ARP

| MoBTOpHas onepauys |

Xummnotepanus PLADO, 2-4 kypca
1/unn ny4esas Tepanus

Ha6ntopeHne

AFP: AFPs

| MonHoe ynanexne
1 AFP+

| | Henonkoe yaanexue |
| AFPs

JlyyeBas Tepanus
Xummnotepanus PLADO,

Xummnotepanus PLADO,

2 Kypca 2 kypca
AFP- AFP+ |
Ha6ntoaeHue | | VIHavBMAYanbHOE NeyeHne

AFP- M

Ha6ntoaeHne HanBMAayanbHoe neyveHne

Puc. 6. PekomeHayembli iu3aiiH ne4e6HOM TaKTUKKU NpU NaHKpeaTobnactome

lMpumeyaHune. AFP — anbda-petonpoTemnH.
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KateTepaccoyuupoBaHHble
UH}EKLUUU KPOBOTOKA B OHKONeAUaTPUK:
npopuUnaKkTUKa U 1e4YeHue

BBepgeHue. [lpopuriaKTuka m n1e4eHne KatetepaccoynmpoBaHHbIX MHPeKUnn KpoBoToka (KAUK) — oaHu
M3 MPUOPUTETHLIX 3aa4 OHKoreanaTpumn, MOCKOJIbKY HanboJsiee pacrpoCTpaHeHHbIM BJISIETCS BHYTPUBEH-
HbI MyTb BBEAEHMS XMMMHornpenapaTos. MaTtepuanbl U MeTogbl. B aHam3 Bowwn gaHHble 0 186 nauu-
€eHTax ¢ OHKOJIOrM4YecKnmMu 3abosieBaHUsIMKU B Bo3pacTte oT 2 mec o 17 net (cpeaHni Bo3pacT 6,4 roja),
KoTopbiM B HUW 1Ol @I'EY «POHL um. H.H. BaoxuHa» MuH3apasa Poccumn B nepmoa ¢ 2010 no 2015 r.
C UeJIblo NMpoBeAeHUsT XuMmuoTteparnum 6bis1o ycTaHOBAEHO 186 UMMIaHTUPYyeMblX BEHO3HbIX MOPT-CUCTEM
(UBFIC). B KayecTBe pacTBOpOB A/151 3arnonHeHus MBIIC B npoMexKyTKax Mexay UX MCrosib30BaHUEM
MPUMEHSINCh GUINOJIOTMYECKHUI PAcTBOP, GU3N0JIOTMYECKNI PACTBOP CO caehamMu rernapuHa uin cneLm-
ann3npoBaHHbIN pacTBop TaurolLock, coaepkalumi TaypoanauH. lNpn TpombupoBaHum Katetepos UBIIC
BbIMOJIHAJIOCh MX MPOMbIBAHUE (PU3NOJIOMTMYECKUM PacTBOPOM WJIN CrieLynaan3npoBaHHbIM npenapaTtom
TauroLock U25000, coagepKalumm YpPOKnHa3y B KoHLeHTpaunn 25 000 ME. Pe3ynbratbl. KAVK pa3Bu-
nueb y 10 (5,4%) nayneHToB, 4TO npuBeso K yaaneHuto MBIIC y 1 (0,54%) n3 Hux; nHduumpoBaHue a0xa
Kamepbl MBIMC — y 5 (2,7%), 4T0 npuBeO K yaaneHuto nopt-cuctemsl y 4 (2,1%); okkno3us UBIIC crycTKa-
MU KpoBu — B 52 cayvasax y 43 (23,1%) nauneHToB. B 9 (90%) us 10 cny4aeB MHHEKLUNOHHbIE OC/IOKHEHMS
Obl/1M BblI€YEHbI C MOMOLLbIO penapaTa TauroLock, BBoAUMOro B Kosinyectse 3 MJ1 ¢ aKernosuumnen 12 4; B
2 (20%) u3 10 cny4aeB B KOMOUHaLUM C TaypOJIMAUHOM NPOBOAUIAChE BHYTPUBEHHAs aHTUbaKTepuaibHas
Tepanus yepes nepupepundeckui katetep, B 1/10 (10%) — TO/IbKO BHYTPUBEHHas aHTMbGaKTepuasabHas
Tepanus dyepes nepupepudeckmin Katetep. Bo Bcex ciayvasx TpombupoBaHus MBIIC ux rnpoxogumMocTb
6bi1a BoccTaHoBeHa: y 5/52 (9,6%) naLMeHTOB € MOMOLL b0 MPOMbIBaHMSI GU3NOJI0MMYECKUM PacTBOPOM,
y 47/52 (90,4%) — ¢ nomolybto rnpenapata TauroLock U25000, BBOAUMOro B KO/M4ecTBEe 3 MJ1 C 3KCIMO-
3uuymen 15 muH, na Huxy 45/47 (95,7%) npoxoaumoctb UBIIC 6bi1a BOCcCTaHOB/IEHaA NOCAE epPBOro BBE-
AeHus npenaparta, y 2/47 (4,3%) — nocsae noBTopHoro. 3akar4deHue. [penapartsl TauroLock v TauroLock
U25000 noKasasin cBOI BbICOKYIO 3QPEKTUBHOCTb MPU IKCIIyaTayunm CUCTEM BEHO3HOIMo A0CTyna, 4To
103BOJISIET PEKOMEH0BAaTh MX K MacCOBOMY MPUMEHEHUIO B K/IMHUKaX, 3aHUMaloLMXCS IeHeHUeM nauym-
€HTOB C OHKOJIOrM4eCKMMM 3a60/1€BaHUSIMM.

Knw4eBble c/10Ba: feTCKassi OHKOJIOrUsli, BEHO3HbIN AOCTYMN, UMIJIAHTUPYEMble BEHO3HbIe MOPT-CUCTe-
Mbl, nogKM04YmnYHble Katetepbl, KAUK, TaypoanaunH.

(Ansa yntnpoBaHns: Poikos M.10., MNonsgkos B.I. KateTepaccounmpoBaHHble MHOEKLMN KPOBOTOKA B OHKOMNE-
anaTtpuun: npodunakTnKa n nedenune. OHkoneaunatpus. 2016; 3(3): 222-227. Doi: 10.15690/0nco.v3i3.1601)

BBEAEHME

OnnTenbHbIM OOCTYN B BEHO3HYKD CUCTEMY Mpw
Jle4eHUN aeTen ¢ OHKONOrMYyeCKnUMM 3abosieBaHUS MU
npeacTaBAseT O4HY U3 aKTyaslbHbIX NPO6GAEM OHKOMe-
OnaTpuKn, NMOCKOJIbKY Haubonee pacrnpoCcTpaHeHHbIN
nyTb BBEAEHUS XMMMUOMNPENapaToB — BHYTPUBEHHbIN
(8/B). CywecTBytoLIME B HAcTosLLLEE BPEMSA MPOTOKONbI
Nle4eHUs aAna OOCTUXKEHUS MaKCMManbHOro adpdeKTa
TpebyloT CTPOroro Cob6M0AEHUS UHTEPBANOB MeEXay
Kypcamu xummnotepanuu (XT), Toraa Kak Katetepacco-
uMnMpoBaHHble nHPeKumn KposoToka (KAMK) cnoco6-
Hbl MPUBECTU K UX CYL,ECTBEHHOMY yBenunyeHuto. o

3TOM NPUYMHE COKpaLLEHME CyYaeB BHYTPUOONbHUY-
HbIX MHOEKLMIA YU MUHUMM3ALMIO PUCKOB pPa3BUTUSA
KAUK cneayet cumMtatb NPUOPUTETHLIMKU HaANpPaB/IEHU-
MU KOMMJIEKCHOW paboThl NO yAy4YlWEHUIO KadyecTBa
MEANLIMHCKON MOMOLLM HaceneHuio.

MATEPHUAJIbI U METOAbI

B npoBeaeHHbI Hamu aHanu3 BOWJAW AaHHbIE
186 nauneHToB C OHKOJIOTMYECKUMMK 3aboneBaHu-
MK B BO3pacTe OT 2 Mec Ao 17 net (CpeaHun BO3-
pact 6,4 roga), kotopbim B HAN A0 ®IbY «POHL,
um. H.H. BnoxnHa» MwuH3agpaBa Poccun B nepuog
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¢ 2010 no 2015 r. ¢ uenbto nposeaeHus XT ObiIO
YCTaHOBMIEHO 186 MMMNNaHTUPYEMbIX BEHO3HbIX MOPT-
cuctem (MBIC) (tabn.).

Bce MBIIC akcnnyaTMpoBanncb C NPUMEHEHMEM
urn lybepa, nepea yCTaHOBKOM KOTOPbIX MPOBOAM-
nacb 06paboTKa KOXW Haj KaMepon nopta pacTBO-
pamu, coaepxawumu xnoprekcuamH. Urnel y6epa
dUKCMPOBaNMCb NNacTbIPSIMKU, 3aMeHa KOTOPbIX Npo-
Boaunach 1 pas B Hef.

B KauyecTtBe pactBopoB ang 3anonHeHunsa MBIC B
NPOMEXKYTKax MeXay WX MCMNOoSib30BaHWEM MNpuUMe-

¥alMM YpPOKMHa3y B KOHUeHTpaumn 25 000 ME.
Mocne 15-MWHYTHOW 3KCMO3WLKMKM MNpoBOAMNACH
noBTOpHas MonbiTKa acnupauum Kposu u3 MBIIC u
npomMbiBaHne GU3MON0rMyeckum pactesopom. B cny-
yae He3IpPEKTUBHOCTU AAHHOIO NpMemMa OnucaHHas
nocnenoBaTeNbHOCTb ENCTBUI MOBTOPSNACD.

Mpun nopo3perHuun Ha passutme KAUK (noBbiweHne
TemnepaTtypbl Tena Ao cy6odebpunbHbiX 3HAYEHUN U
Bbille B nepBble 48 4 OT Ha4Yana UHPY3MOHHOM Tepa-
nun) 3 UBIC 1 nepudepryeckor BeHbl NPOM3BOAM-
NI 3a60pbl KPOBM C MX NOCNeAyoL MM 6aKTeEPHUONOru-

YEeCKUM VICCﬂeLLOBaHVIeMl, B UBIC Ha 12 4y BBOAM/ICS
npenapat TauroLock, MHOY3MOHHasa Tepanus Npm 3Tom

HANUCb GU3MONOrM4yeckmn pactsop (n=55), ¢puauno-
NIOTMYECKUM pacTBOP CO cnegamMu renapuHa (n=67)
WAKM  cneunanm3npoBaHHbIM  pactBop TaurolLock
(TauroPharm, lepmaHus), coaepxKawun TaypoananH
(n=64).

Mpn passutum Tpom6030B MBIC BbINOAHANOCH
MX MNpoMbiBaHMEe GU3MONOTMYECKUM pacTBopoM. B
cnyyae HeaddeKTMBHOCTM aaHHoro npuema WIBC
3anonHaNu cneunannM3npoBaHHbIM pacTBOpPOM
TauroLock U25000 (TauroPharm, lepmanus), coaep-

1 [pumeHsnca MeTof MapHOro KOJMMYECTBEHHOro MnoceBa Kpo-
BW: OJHOBPEMEHHbI 3a60p KPOBW HEMOCPEACTBEHHO M3 BEHbI
1 UBIC. B o6ounx o6pasL,ax KpoBU A0/KEH BGbla BbiTb MNONyYHeH
POCT MAEHTUYHBIX MUKPOOPraHM3MOB C OAMHAKOBOM aHTUMOWO-
TUKOrpamMMoOM, MNPUYEM KONIMYECTBO MWMKPOOPraHM3MOB B
o6pasue kposu 13 UBIC gomkHo B 5 1 6onee pas npeBblllaTh
KO/IMYECTBO MWKPOOPraHM3MoB B ob6pa3sle KPOBW M3 BEHbI,
4YTO ABNAETCH CTAaTUCTUYECKM JOCTOBEPHbLIM OKA3aTebCTBOM
KAUK.

M.Yu. Rykov'’ % 3, V.G. Polyakov' #

L Institute of Pediatric Oncology and Hematology N.N. Blokhin, Moscow, Russian Federation
2 Scientific Center of Children’s Health, Moscow, Russian Federation
3 |.M. Sechenov First Moscow State Medical University, Moscow, Russian Federation
4 Russian Medical Academy of Postgraduate Education, Moscow, Russian Federation

Catheter-Related Bloodstream Infections
in Pediatric Oncology: Prevention and Treatment

Introduction. Prevention and treatment of catheter-related bloodstream infections (CRBI) are one of
the priorities in the treatment of children with oncological diseases because the most common way
of chemotherapy drug administration is intravenous. Materials and methods. The analysis included
186 cancer patients aged from 2 months to 17 years (mean age 6.4 years) who were established
implantable venous port systems (IVPs) with the aim of chemotherapy at the Institute of Pediatric
Oncology and Hematology between 2010 and 2015. As IVPs lock solutions saline, saline solution
with traces of heparin or Taurolock were used. In cases of the IVPs catheter thrombosis, the flush
was performed using saline solution or specialized drug Taurolock U25 000containing 25 000 IU uro-
kinase. Results. CRBI were reported in 10 (5.4%) patients, which required the removal of 1 (0.53%)
IVPs; infections of chamber’s pocket — in 5 (2.7%) patients, which led to the removal of 4 (2.1%)
IVPs; IVPs occlusions due to blood clots — 52 cases in 43 (23.1%) patients. In 9 (90%) out of 10
cases, registered infectious complications were treated with Taurolock. In 2 (20%) cases, taurolidine
administration was combined with the antibiotic therapy through the peripheral catheter. In 1 (10%),
infection was treated only with antibiotic therapy through the peripheral catheter. In all cases of IVPs
thrombosis, the patency was restored. Thus, in 5 (9.6%) out of 52 patients IVPs patency has been
restored using saline flush solution, in 47 (90.4%) out of 52— Taurolock U25000: in 45 (95.7%) out
of 47 patients IVPs patency was restored after the first administration of the drug, in 2 (4.3%) —
after the second. Conclusion. Taurolock and Taurolock U25 000 showed their high effectiveness in
the treatment of CRBI and catheter thrombosis, which allows us to recommend these drugs for wide
administration in clinics dealing with the treatment of cancer patients.

Key words: pediatric oncology, venous access, implantable venous port-systems, subclavian
catheters, catheter-related bloodstream infections, taurolidine.
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Ta6nuuya. O6uLas xapakTepUcTUKa matepunana

Foabi
CpaBHMBaeMble NoKa3aTtenu Bcero
2010 | 2011 | 2012 | 2013 | 2014 @ 2015
KonnyecTtBo ycTaHoBneHHbIX MBIC 3 62 53 7 41 20 186
KonnyectBo cnyvyaeB pa3sutuad KAUKy
nauneHToB ¢ MBIC / U3 HUX NpUBENn K 0 2/1 1/0 3/0 2/0 2/0 10 (5,4%) / 1 (0,53%)
yaaneHuio UBMC
KonuyecTtBo cny4yaeB UHPULMPOBAHUS
noxa Kamepsl MBIMC / U3 HUX NpuBenun K 0 0 1/0 2/2 1/1 1/1 5(2,7%) / 4 (2,1%)
yaanexuto UMNBC
Okknto3unsa UMBC crycTtkamu KpoBHu:
cnyyam / naLmueHTsl 1/1 14/12 | 12/9 | 16/11 9/6 /4 52/43 (23,1%)

lpumedaHue. UBMNC — numnnaHtTMpyemas BeHo3Has nopt-cuctema, KAUK — KateTepaccoummpoBaHHble MHPEKLIMN KPOBOTOKaA.

BbIMONHANACL 4Yepel3 nepudepudecknin kKaretep. B
cnyyasx korga npu3dHaku KAUK coxpaHsanmcb cnycTs
12 4, Ha3Ha4yanacb cUCTEMHas aHTMOaKTepuanbHas
Tepanusa ¢ MCMNOJIb30BAaHWEM MpenapaToB LUMPOKOro
CMeKTpa AencTBUS.

Mpn otcytcTBUM 3ddeKTa ypaneHHyto WBIC
HanpaBnsinM B GaKTEPMONOrMyecKyto nabopaTopuio
ona sepudukaummn Bosbyautenen KAMK mn onpepe-
NEHUA UX YYBCTBUTENIbHOCTU K aHTMOaKTepUanbHbIM
npenapartam.

Mpn Hannumn gedekTa KOXKU B 06/1aCTU KamMepbl
nopta npoussoaunocb yaanedne MBIIC, n Ha3Hava-
nacb cMCTEMHas aHTMGaKTepuranbHas Tepanums.

PE3YJIbTATbI

Mpun akcnnyataumum UBIMC Hamu Gblnv OTMEYEHDI
clnefyouwmne oCNOXKHEHHUS, acCoLMMPOBaHHbIE C KaTe-
TEPHbIMU UHDEKLMAMU U TPOMOBO3aMM:

1) KAUK y 10 (5,4%) nauneHToB, YTO NPMBENO K yaa-
nenuto UBMCy 1 (0,54%);

2) nHduunpoBaHue noxa Kamepol MBMC y 5 (2,7%)
nauneHToB, 4To npueeno K yaanexnuto UBMC y 4
(2,1%);

3) okkno3ua UBIIC crycTkamn KpoBu B 52 cnyyasax y
43 (23,1%) nauneHToB.

Takum 06pa3oM, NEepPevYncneHHble BbILIE OCOXK-
HEHUS 6bIN0 OTMeYeHbl Y 58 (31,2%) naumneHToB, 4TO
npmBeno K yaanenuo MBIMCy 5 (2,7%) N3 HUx.

B 9 (90%) n3 10 cny4aeB MHOEKLMOHHbIE OCNOXK-
HEeHUs ObllM BblIeYEHbl C MOMOLLbI0O MpenapaTa
TauroLock, BBognmoro B MBIC B KonnyectBe 3 M ¢
aKkcno3unumen 12 4. B 2/10 (20%) cnyvyaeB B KOMBUHa-
LMK C TaypoNManHOM NpoBOANNAChH B/B aHTUOBAKTEPU-
anbHasa Tepanusa yepes nepndepuvecKknin Katetep, B
1/10 (10%) — TONbKO B/B aHTUOaKTepunanbHaa Tepa-
nus Yyepes nepndepuyecKknin katetep.

MBIC, ynaneHHble B CBA3W C MOJO3PEHMEM Ha
MHOULUMPOBAHUE, HaMpaBNaIUCb Ha OGaKTepuono-
rMyeckoe wWccnegoBaHMe: BO BCex ciy4dasax nopT-
cUCTEMbl OblIM  KONOHU3UpOBaHbl Staphylococcus
epidermidis. TpUYNHON MHOULMPOBAHUS JIOXK Kamep
nopTa CTano HapylweHWe NpaBua aKCNayaTaLun: Urbl
[y6epa ucnonb3oBanu cBbllle 1 Hea (AONYCTUMBIN
MaKCUMyM).

Bo Bcex cnyyasax tpoméuposaHuns UBIC nx npoxo-
OMMOCTb 6blna BoccTaHoB/eHa: ¥ 5/52 (9,6%) nauu-
€HTOB C MOMOLLbI NPOMbIBaHUA GU3UONOTMHECKUM
pactBopom, y 47/52 (90,4%) — ¢ nomMoulibo npena-
pata TauroLock U25000, BBOAMMOro B KO/JM4YECTBE
3 Mn ¢ akcno3uumnen 15 mMuH. OTmMeTum, uto y 45/47
(95,7%) naumeHtoB npoxoaumocTb MBIIC 6bina BoC-
CTaHOBMIEHA MoOc/ne MNepBOro BBeAEeHWS Mpenapara,
nnwb y 2/47 (4,3%) — nocne noBTOPHOroO.

OBCYXAEHUE

B ctpanax EBponbl u CLWA KAWK coctaBnsior
6onee 10% Bcex BHYTPUOONbHUYHbIX MHOEKLUN U
Haxo4aTCs Ha TPeTbeM MecTe Mocne MHEBMOHUI M
MHOEKUMIM BproWwHon nonoctu [1, 2].

KAWK cneayeTt cuutatb MHPEKLMUIO KPOBOTOKA,
CBSI3aHHYIO C KaTeTepoMm, eCnn 3annu3od MMen Mecto
nocne 48 4 ¢ MOMeHTa rocnurtannMsauum n Havana
MHOY3MOHHOM Tepanuu. [pu aToM HEOBX0AMMO pa3-
NMyaTb KONOHM3aLMIO KaTeTepa U KaTeTepacCoLnu-
poBaHHylO MHOeKuuo. AnddepeHunanbHbii anar-
HO3 MeX/y KONOHM3aluMuen Katetepa n MHbEKLMEN
BO3MOXEH TOJbKO MPW COYETaHWW aHanu3a Kiu-
HWYECKMX AaHHbIX U AOCTOBEPHOW WMHTEpnpeTaunu
pe3ynbTatoB  MWKPOOGWONOTrMYECKOro MccnegoBa-
HMS: NPU noceBe 06pa3uoB KPOBU U/UIN CErMEHTa
YAANEHHOro KaTteTepa OLEHKa KIMHUYECKON 3HaYU-
MOCTKW BblAE€/IEHHbIX MUKPOOPraHM3mMoOB 3aBWUCUT OT
npUMeHsiemMbiX Kputepues [3].

KAUK conpoBoxaatoTcs KIMHUYECKUMW CUMMNTO-
MaMW NIOKaNlbHOM (NOKPaCHEHWE, YMIOTHEHWE WU
rHOMHbIE BblAENEHNS B Npeaenax 2 cM OT MecTa BBe-
[leHVs KaTeTepa B TeN0 NaLMeHTa UK NOKpacHeHue 1
HEKPO3 B MECcTe MMMNNaHTUpoBaHHOM Kamepbl UBI1C)
WY reHepann3oBaHHOM (cencuc) Hpekumm [3].

MO)HO BbIAENUTb IBa OCHOBHbIX UCTOYHNKA MHDEK-
LM KPOBOTOKA, CBSAI3AHHbIX C CMCTEMAaMMW BEHO3HOIO
[0CTyna, — KOJIOHM3aLMI0 KaTeTepa U KOHTaMUHaL IO
KMAKOCTEN, BBOAMMbIX Yepe3 KaTeTep.

CyliecTBytoT cneaylouime Myt MNPOHUKHOBEHUS
MWKPOOPraHM3MOB BHYTPb COCYAMCTOro pycna, cBS-
3aHHble C KaTeTepoMm:

1) aKCTpantOMMUHaAPHBLIN — KOJIOHM3aL M HapyKHOM

NOBEPXHOCTU KaTeTepa M pacnpocTpaHeHue no
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KaTeTepy noj KOoXewn K AucTasbHOMY KOHLY KaTe-

Tepa;

2) MHTPaAlOMUHAPHbLIN — KOMNOHW3auus MecTa coe-
JMHEHUA KaTeTepa ¢ TPYOKON MHPY3MOHHOM cUcTe-
Mbl C MOc/aeaylolWmMM pacnpocTpaHEHWEM MO BHY-
TPEHHEN CTEHKE KaTeTepa;

3) remMaTtoreHHbIi — W3 OTAaNIeHHOro WCTOYHMKA
MHPEKLUMN (Hanpumep, NPYU MHEBMOHUN).

MepBble ABa NyTHn BCTpeyatoTca 6onee 4em B 95%
Bcex KAUK [4]. MuKkpoopraHu3ambl CroOCOOGHbI MpU-
KPennaTbCsa K MOBEPXHOCTM KaTeTepa 3a CYeT crne-
LManbHbIX MeXaHWM3MOB, 4eMy Cnoco6CTBYET OTNO-
)KeHMEe Ha MOBEPXHOCTM KaTeTepa 6enKoB Mna3Mmbl
KpoBU. WccnepoBaHMe WHOGUUMPOBAHHBIX CUCTEM
BEHO3HOro AOCTYyMNa C MOMOLLbIO CKaHMUPYOLLEN 3NeK-
TPOHHOW MWMKPOCKOMMM MOKa3ano, YTO MNOBEPXHOCTb
KaTeTepa MNOKpbiTa OWOMNEHKON (INIMKOKAJIMKC),
CcoCTOsILLEN M3 BGEIKOBOro KOMMOHEHTa X03siMHa W
MWKPOKOMOHUN MHOUUMPYIOWEro MWKPOOPraHuama.
B TeyeHne 48-72 4 nocne ycTaHOBKM KaTeTepa ero
NMOBEPXHOCTb MOKpbiBaeTCs TpomGouMTaMK, TKaHe-
BbIMWU Genkamu (anbObymuH, GUOPUHOTreH-GUOPHUH,
GUOPOHEKTUH, TAMUHWUH, TPOMOOCNOHAWH, KONNareH,
UMMYHOIN06YNUHbI). AbOYMUH UHIMOUPYET afare3uto
MWKPOOPraHM3MoB, Torga Kak GUOPOHEKTUH, GUOPU-
HOreH-GUOBPUH U TAMUHWH, a TaKKe TPOMOOLMTbI CMo-
co6CTBYIOT aare3nn u passutuio KAUK.

BuronneHKka COCTOUT U3 HECKOJIbKUX CII0OEB MUKPO-
OpraHM3moB, MOKPbITbIX OOLLEN FMKONPOTEUMHOBOM
CTPYKTYPOM, KOTOpas 3aluiLaeT MUKPOOPraHn3Mbl OT
BO3/ENCTBUS HEONaronpuaTHbIX GakKTOpPoB, YCIOXK-
HAE€T MPOHUKHOBEHME aHTUMMKPOOGHLIX MpenapaToB
B ee TOJlLy, M cO3[aeT BO3MOXKHOCTb ANS Pa3BUTUSA
ONUTENbHO TEKYLEN MHDEKLNK, a TaKKe ee remaTo-
reHHon anmccemunHaumm. Cnycta 10 gHen nocne ycTa-
HOBKMW KaTeTepa 15% ero BHyTPEHHEN MOBEPXHOCTU
NoKpbITO 6uonneHkon, nocne 30 gHen — 40% [5].

MccnepooBaHUs BbIIBUAM  Pa3fiMYHYlO aAre3uB-
HYlO CNOCOBHOCTb MWKPOOpraHnamoB. B aaresunu
Staphylococcus aureus n Candida spp. OCHOBHYO
ponb urpatT GUOPUHOreH-OGUOPUH U PUOBPOHEK-
TWH, NPW 3TOM AaHHble MUKPOOPraHW3Mbl CMOCOGHbI
BblpabaTtbiBaTb GEPMEHT Koarynasy, 4To Cnoco6CT-
ByeT TpoM60o0o6pa3oBaHuto. pynna Koaryna3oHera-
TUBHbIX CTadUNIOKOKKOB, Hanpumep, S. epidermidis,
Staphylococcus haemolyticus, Staphylococcus homi-
nis, npuKpennsaeTcs K GUOPOHEKTUHY, HO HE K GUbpH-
HOreH-GnépuHy [4].

3HayeHne UMeT U MaTepurabl, N3 KOTOPbIX N3rO-
TOB/IE€HbI CUCTEMbI BEHO3HOIO A0OCTYNa: CUIIMKOH, Ted-
JIOH U nonuypeTaH 6onee yCTOMYMBbI K MUKPOBHOMN
aaresnun (0co6eHHO CTaPUIOKOKKOBOM), YEM MOIUBH-
HUNXIOPUAHbBIE U MONMITUIEHOBbIE.

KoHTamMnHaumMsa WHPY3MOHHbIX pPacTBOPOB Kak
npuninHa KAUK BcTpevaeTcs 4oCcTaToOvHO peakKo [6].

B HacTodllee BpemMs oTMe4vaeTcsl TeHAEeHUMs K
POCTY YCTOMYMBOCTM BO36yaMTENEW WHOEKUMN K
NPOTUBOMMKPOOHLIM  MNpenapatam. MeTUuMNInH-
PE3UCTEHTHbIN 30/10TUCTbIN cTadUNOKOKK (Methicillin-
resistant Staphylococcus aureus, MRSA), rpawm-

oTpuuaTeNbHble  MaNO4KM  CO  MHOMXECTBEHHOM
JIEKAPCTBEHHON YCTOMYMBOCTbIO, APOXIKEBbLIE TIPU-
6bl poga Candida ¢ pPe3WCTEHTHOCTbID K @JYKO-
Ha30/ly, BaHKOMWLMHPE3UCTEHTHbIE 3HTEPOKOKKM
(Vancomycin-resistant Enterococcus, VRE) — pane-
KO HEe MOJMIHbIM nepeyeHb NPO6AEMHbLIX MUKpoOOpra-
HM3MOB. Temnbl yBenudeHus gonu MRSA npu KAUK
BO3pocan ¢ 22% B 1995 . go 57% B 2001. YpoBeHb
PE3UCTEHTHOCTU CMHErHOWMHOM Manoyku K uedrasu-
ammy Bbipoc ¢ 12% B 1995 1. go 29% B 2001, VRE
coctaBnstotT 60% [1, 2].

B cBS131 C BbILEN3NOKEHHBIM 60/bLIOE 3HAa4YEHUE
MMeeT NPUMEHEHUE «3aMKOB» — PacTBOPOB, coaep-
alWmx aHTUCEeNnTUKKM (TayponuauH) MauM aHTMbuo-
TUKW, ONS 3aMOJIHEHUS KaTeTepoB B MPOMEXKYTKax
MEeXay UX UCMONb30BaHMEM, COCOOHbIX CYLLECTBEH-
HO CHM3UTb pucK paseutna KAUK [7, 8]. Mpu 3tom
ansa npodunaktukn KAUMK pekomeHayeTcss Mcnonb-
30BaTb MMEHHO aHTUCENTUKK, @ HE AaHTUOUOTUKH, C
LEeNblo CHUXEHUS PUCKA Pa3BUTUA PE3UCTEHTHOCTH
y BO36yauTenen.

TauroLock — npenapaT Ha OCHOBE aHTMCcenTu4ye-
CKOro areHTa TayponuauHa, aBAastollerocs aepuea-
TOM aMWHOKMUCIOTbI TaypMHaMmuga n popmanbgerunaa.
MexaHn3m aHTUMUKPOBHOM aKTUBHOCTM OBYCNOBNEH
Heo6paTUMbIM CBA3bIBAHUEM OKCUMETUNOBLIX TPyMn
C HapYyXHbIMWU MeMBpPaHHbIMKU CTPYKTYPaMU MUKPOG-
HbIX KJIETOK, 4TO CMNOCOGCTBYET CHUXKEHUIO aare3unBs-
HOM CMOCOBHOCTU MWKPOOPraHM3MOB, a 3aTEM U UX
rméenun. TayponmauH He obnagaet crneyndruyecKumu
MexaHU3MamMu aHTUMWUKPOOHOM aKTUMBHOCTU, MO3-
TOMYy €ro AnuTeNbHoe NPUMEHEHWE B MEeAMLMHCKOWM
NpaKTUKe He MPUBOANT K PA3BUTUIO Y MUKPOOPraHU3-
MOB PE3UCTEHTHOCTW. BaxKHO, YTO AaHHbIM npenapar
ob6nagaeT WNPOKOM aKTUBHOCTbIO B OTHOLIEHUM FpaM-
MONIOKUTENbHbLIX U FpamoTpuLaTeNbHbIX 6aKTEPUR, a
TaKXe rpuboB, NpUYEM, 4TO MMEET 0COBEHHOE 3Ha-
yeHue, B BuonneHkax. MpenapaT NpoTMBOAENCTBYET
KONOHM3alMM MOBEPXHOCTEN KaTeTepa B Te4vyeHue
ANUTENBHOIrO BPEMEHU, YTO NO3BONSET NPOMU3BOAUTL
€ero 3amMeHy B cMcTeMax BeHO3HOro goctyna 1 pas B
3 Mec. Bbicokun npoduab 6€30MacHOCTM Tayposu-
OnHa (MeTabonn3m A0 TaypuHa, YINEeKUCIoro rasa wm
BO/lbl) 06ecneynBaeT BO3SMOXHOCTb €ro NpUMeEHEHUS
BO BCex BO3pacTHbIXx Kateropusax [9, 10]. Ocob6eHHO
Ba)HO, YTO TayponuanH adOEKTUBEH HE TONbLKO AJIS
NPOOUNAKTUKU, HO U ANS NIEYEHUS YIKE Pa3BUBLINXCS
NoKanm3oBaHHbIx popm KAMK [11, 12].

B npoBeaeHHOM HaMW WccnefoBaHWW B rpynne
nauMeHToB (Nn=64), y KOTOPbIX B KA4€CTBE PacTBOPOB
ANS 3aN0NHEHUS MOPT-CUCTEM B MPOMEXKYTKaX Mexay
MCNOSIb30BaHUEM MpuUMeHancs npenapat TaurolLock,
cnyyaeB pas3sutng KAUK oTtmeyeHo He 6bino.

Cnyyan okkno3nn UBIIC crycTKamMu KpoBu Obinu
OTMEYeHbl MPW HapyLWeHWW NpaBWU IKCMayaTauuu:
NopT-CUCTEMbI HE MPOMbIBANUCL PU3NONOTMYECKUM
pacTBOPOM, 3a)XMM KaTteTepa urabl [yb6epa 3aKpbl-
Basica Moc/e 3aBeplleHns BBeAEeHWS pacTBopa, YTO
npUBOAKMIO K 3ab6pocy KPOBM B KaTeTep nopTa, Toraa
KaK Ons UCKIYeHUs 3abpoca KPOBU HEOOBXOAUMO
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BbIMNOJIHATbL 3aKpbITUE 3aXMMa KaTeTepa nrnbl 'y6epa
BO Bpems npomMbiBaHus MBIIC.

MpK 3TOM B UCCNELOBaHUN HE BbISBIEHO pas3fn-
YW NpM UCMONb30BaHUK B KavyecTBe pacTBopa Ansd
3anosHeHUs GU3N0NOrMYECKOro pacTeopa n GU3uno-
JIOTMYECKOro pacTBopa ¢ rernapuvHoMm. [laHHbIM BbIBOA,
NoaTBEPXKAAETCS WM pe3ynbraTaMu 3apyberkHbix cne-
unanuctos [9, 10].

Mo)XemM OTMETUTb, YTO YPOBEHb 3JKCMyaTaLMOH-
HbIX OC/IOXHEHWIN, OTMEeYeHHbIM B HalleM uccienoBa-
HUKW, 3HAYWUTENIbHO MpPEBbIWAET AaHHbIA MOKa3aTenb,
[OCTUMHYTbIM B UCCNEAOBaHUSX APYrMx aBTopoB [13—
15]. 3T0 06bSACHAETCH HapPyLWEHUSAMU MPaBU IKCMY-
atauuum MBIC, a MMEHHO: HepeaKo He cobnoaatoTcs
npaBuia acenTUKM MU aHTUCENTUKM NPU YCTAHOBKE UM
[y6epa, He BO BCEX Cy4yasx BbINOMHAETCS NPOMbIBA-
HME NOPT-CMCTEM MNoc/e 3a60OpPOB BEHO3HOW KPOBU U
nepen BbINMUCKOW NaLMEHTOB M3 CTalMOHapa. Takxe
Obl/IM OTMEYEHbI C/ly4aun NPEBbLILIEHUS CPOKOB 3KCMy-
atauum urn lyéepa. lNMpuunHa 3TOr0 KPOETCH KaK B
HEeAOoCTaTOYHON KBanMdUKaLMU MEAULMHCKUX paboT-
HWKOB, TaK M B HEHaAJ/1EXKALLEM UCMONHEHUW UMK CBO-
MX NpodeccruoHanbHbIX 0693aHHOCTEN.

BmecTe ¢ TEM KOSIMYECTBO yCTaHaBIMBaEMbIX BHELL-
HUX LIleHTpasnbHbIX BEHO3HbIX KaTteTepos (BLUBK) B HUN
Ol ype3MepHO BENMKO Y UMEET TEHAEHLMIO K YBENU-
yeHuto: B 2010 r. — 815, B 2011 — 809, B 2012 —
836, B 2013 — 906, B 2014 — 896, B 2015 — 920,
npu aTom nNpeobnaagaeTt 4OCTYN Yepes NOAKIOYUYHYIO
BeHY (95,2%) [16]. C coxkaneHMeM MOXEM KOHCTaTUPO-
BaTb, YTO UHPEKLMOHHbIE U TPOMOOTUYECKUE OCIIONK-
HEeHWs, conpoBoXKaatwme akennyatauumo BUBK, Hurae
He 3adUKCMPOBaHbI. B cBA3M C 3TUM Mbl HE MOXEM
NPUBECTU TOYHbIX CTATUCTUYECKMX AAHHbIX, OAHAKO
aBTopaM M3BECTHO 0 46 cnyvyaax Tpombo3a NOAKJIo-
ynyHblx KaTteTepos (MK): B 19 (63%) cnydasax nx npoxo-
AMMOCTb 6blfla BOCCTAHOB/IEHA C MOMOLLbIO Npenapa-
Ta TaurolLock, B 17 (37%) — ¢ NOMOLLbIO NPOMbIBaHUS
du3unonornyecknum pacrtsopom, B 10 (21,7%) cnyvasax
Tpom603 npuBen K yaanenuto MK, npn aTom y 7 nayu-
€HTOB 6blna BbiNosiHeHa 3aMeHa [K «no NpoBOAHMKY»,
YTO KaTeropuyecku Hegonyctmmo, y 3 yctaHoBKa K
BbIMOJ/IHEHA C MPOTMUBOMOIOKHOM CTOPOHbI.

BbICOKMIM NMPOLEHT OCNOXKHEHUN, OTMEYEHHbIN NPU
akcnnyataummn MBIIC, 06bsicHAEMbIM B GOJbLIMHCTBE
c/ly4yaeB HapyleHWEM MpaBWl WX WUCMONb30BaHUS,
CBWIETENLCTBYET O HEO6XOANMMOCTU CO34aHNs B COCTa-
BE Hay4HO-MCCNeaoBaTelbCKNX MHCTUTYTOB crneLmanu-

3UPOBaHHbIX Paboynx rpynmn, cneumanmcTbl KOTOPbIX
OyayT NpPOBOAMTb HE TONbKO YCTAHOBKY Pa3fIMYHbIX
cuctem BeHo3Horo goctyna (BLBK, UBIIC, PICC), HO 1
OTCNEeXMBaATb MX 3KCMyaTalMio, BKOYaIOLUYO B TOM
yucne npodUNakTUKy M NeHYEHUe OCNOXKHEeHun [17].
Mogo6Hble paboyne rpynnbl BXOAAT B WITAaTHOE pac-
nucaHne 60/bUMHCTBA OHKOJIOTMYECKUX M HEOHKOMO-
rMYECKUX KNNMHUK B cTpaHax EBponbl 1 CLUA, rae npo-
LLeHT OCNOXHEHWM, CBA3AHHbIX C BEHO3HbLIM AOCTYMNOM,
CYLLLECTBEHHO HUXKeE, 4yeM B Poccunckon depepaumu.
bonee Toro, nogo6Hble Mepbl ByayT cnocob6CTBOBATh
CHUXEHUIO KonuyectBa BLBK, ucnonb3yembix npwu
Jle4YeHUN faeTert C OHKOJIOrMYeCKUMK 3abosieBaHUs-
MU, U 6Bonee LWMPOKOMY PaCMpPOCTPAHEHUIO CUCTEM
nnutenbHoro (MBIC) n cpeaHecpoyHoro (Peripherally
Inserted Central Catheter, PICC) BeHO3HOro goctyna
B COOTBETCTBMM C MPUHATLIMKU MPOTOKOSIAMM NIEHEHUS.

3HaunTenbHbIM onbIT aKcnnyaTauum UBIC u npwu-
MEHEHWS OMUCAaHHbIX Bbllle MpenapatoB HaKOMJeH
n B HWUWU KnnHuyeckon oHkonormn DPrey «POHLL
um. H.H. BnoxumHa» MwuH3gpaBa Poccuun. OaHako,
HaCKOMIbKO M3BECTHO aBTOpaM [aHHOW CTaTbW, 3TOT
onblIT He CcUCTEMATM3UPOBaAH M He 0onyb6/MKOBaH,
COOTBETCTBEHHO, HE MOXET HU C/TYKNTb OCHOBOW ANS
KaKnx-nM6o BbIBOJOB, HM BHECTU BKNaj4 B pa3BuUTHE
34paBOOXPaHEHNs. 3aKOHOMEPHO yTBEpPXAaTb, YTO
cneumanucTbl Hay4yHO-UCCNeaoBaTENbCKUX WMHCTUTY-
TOB B CBOEN NPOPECCUOHASIBHON AEATENBHOCTU AOSHK-
Hbl OCHOBbIBATbCSl HA HAay4YHOM noaxone, YTo TpebyeT
He TOJIbKO CUCTEMATUYECKMX 0630POB IUTEPATYPHbIX
[JaHHbIX, HO U TJly6OKOro aHannM3a CO6CTBEHHOMO KJK-
HU4YeCcKoro maTepuana.

BbiBOJbl

B npoBedeHHOM HaMu MccnegoBaHWMM npenapa-
Tbl TauroLock u TauroLock U25000 nokasanu cBOtO
BbICOKYI0 3QPEKTUBHOCTb NPK IKCMayaTaLum CUCTEM
BEHO3HOro AOCTYyMa, YTO NO3BONSET PEKOMEHA0BATb
MX K MacCoBOMY NMPUMEHEHUIO B KIIMHUKAX, 3aHMMa-
OLMXCS NIeYEHMEM MALMEHTOB C OHKOJOTMYECKUMMU
3a6oeBaHMaAMU. ITO NPUMBEAET K CYLLECTBEHHOMY
cHmKeHnto ypoBHa KAUMK © noBbllWEHUIO KayecTBa
MeANLIMHCKOM MOMOLLU.

KOH®JIUKT UHTEPECOB

ABTOpPbI @aHHOW CTaTbM NOATBEPAWIN OTCYTCTBME
GMHAHCOBOW NOAAEPHKKM / KOHDIMKTA MHTEPECOB, O
KOTOPbIX HEO6X0AMMO COOBLWMUTD.
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KOHTAKTHAA UHOOPMALIUA

PbikoB Makcum KOpbeBu4, KaHONAaT MEAULIMHCKMX
HayK, Hay4Hbl COTPYAHWK OTAENEHMS OMyXOsew rofoBbI
v wen HAWN A0l dreY «POHL, um. H.H. BnoxuHa»
MwuH3apaBa Poccuu, cTaplumni Hay4HblM COTPYAHUK

MpodunakTuka KaTeTep-accoLUMpOBaHHbIX MHPEK-
LKA KPOBOTOKA:

LieHTpanbHble BeHo3Hble KateTeps! (LIBK) npumeHsioTcs ans obecneyeHns KpaTkocpoy-
HOTO MW ANUTENLHOrO COCYAUCTOrO AOCTYNA NPU FEMOANANN3E, B OHKONOTUM, B YCNOBUAX
OPWUT 1 npu Ha3HaYeHUM NONHOTO NAapeHTEPaNbHOro NUTaHusA. C BLICOKOM CTENEHbIO pUCKa
K HapyLeHnio afeKsaTHoro yHKUMoHMposanus LIBK npusoaAaT kaTeTep-accoummpoBan-
Hble uHbekuumn kposoToka (KAUK).

[laHHble MHDEKLMOHHbIE NPOLECChl MOryT GbiTb 06YCI0BNEHbI MUKPOOHON KONOHM3aLMel
KaTeTepa, a TakkKe nonagaHnem MUKpoopraHu3moB 13 kposotoka. KAUK moryt npusectu k
NOABJEHWI0 CUMNTOMOB CENCUCA, KOTOPbIE TPEBYIOT HEMEANEHHOTO YAANEHNSA YCTAHOBEH-
HOro KateTepa. PacTBOpbI Ans 3aKpbITUs KaTeTepa TauroLock™ He copepar aHTMGMOTUKOB
1 pa3paboTaHbl AN npodunakTuyeckux uenei. OHM 3HAYUMO CHUKAIOT YACTOTY KaTe-
Tep-accoLMMPOBaHHbIX UHPeKLit (3heKTUBHOCTL 0kono 90%). KombuHauus uutpara
(4%) ¢ (UMKNO)TaypPOAMAMHOM M renapuHOM/YPOKMHA30/ 061aAaeT OTAUYHBIMU aHTUKOA-
TYNALMOHHBIMU M AHTUMUKPOGOHBIMU CBONCTBAMM, B TOM YUCNIE U B OTHOLIEHUM PE3UCTEHT-
HbIX MUKPOOPraHWU3MOB, Takux kak MRSA (MeTULMANMHPE3UCTEHTHBIN cTadunokokk) u VRE
(BaHKOMMLMHPE3UCTEHTHbIN IHTEPOKOKK). B cBA3M c 3Tum TauroLock™ BkntoyeH B pasnuy-
Hble CTaHAAPTbI, B YaCTHOCTM B HaLMoHanbHble peKoMeHAaLnn NpoBeAeHUA NpoLieaypbl
avanusa B fepmanun (Hygiene Guidelines, German Dialysis Standard), koTopble ocHoBaHbI
Ha Jl0Ka3aTeNbHbIX faHHbIX [epMaHCKOro 06WeCTBa AETCKON OHKONIOTUM U reMaTonoruu
(German Society for Paediatric Oncology and Hematology, GPOH), n Pekomenpauuu no
TUTUEHUYECKUM MeponpuaTUAM YHuBepcuTeta r. boHH (fepmanus).

MpocdunakTuka oKKNO3UKM KaTeTepa (HapyleHue
NpoXoAUMOCTH):

PacTBopbl ANs 3aKpbiTUs KateTepos TauroLock™ o6naaaoT yTpoeHHoit NnpohuaakTuyecKoil
AKTUBHOCTbIO B OTHOWEHMM OKKNIO3MM MPOCBETA KAaTETepa: BCE 3aKpbiBaloLye pacTBOPbI
copepxar 4% LMTpaT B KayecTse aHTMKoArynsHTa. flaHHas KOHUeHTpauus 6e3onacHo u
3(heKTUBHO yAANSET MONEKYNbI KANbLUA, y4acTBYIOLWME B poLecce TPOMG006pazoBaHus.
Bo3MOXHOE NpuMeHeH1e HU3KUX KOHLEHTPALMil renapuHa oGecneynBaer 4ONOAHUTENbHbIN
AHTUKOATYNALMOHHbINA 3 dEKT 3a CYET CBA3bIBAHUSA C aHTUTPOMOUHOM. [potunakTuyeckoe
npumeHenne TauroLock™ — U25.000 (coaepxut 25 000 ME

YPOKMHA3bl) 06ECMEYNBAET HAUYYLLYIO NTPODUNAKTUKY OKKITIO3UN 3a CYET NpeaynpexaeHus
€CTecTBEHHOro npovecca TPoM6006pasoBaHus.

pUHATHE peleHns 0 TOM, KaKOIl U3 3aKpbIBAIOLMX PACTBOPOB ABAAETCA HauGonee
NOAXOAALLMM, 3aBUCUT OT KOHKPETHOTO NaljneHTa. BO3MOXHO anbTepHaTUBHOE NPUMEHEHNE
APYrux 3aKpbiBaloLX pacTBOPOB As 0fHOro kateTepa (Hanpumep, TauroLock™ — HEP500,
TauroLock™ - U25.000).

TauroLock™ npepynpexpaert
KaTeTep-accoLMMpoBaHHbIe UH(EeKLUu:

OHKOJI0TnA ONATTN3

325 1,22%

uroLock™ - HEP500

*TauroLock™ - HEP100

3
=
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OC06EeHHOCTU HEMPOreHHbIX
onyxojieM y naLueHToB C CUHAPOMOM
OMCOK/IOHYC-MUOKJIOHYC

CuHapom oricoKioHyc-muoKaoHyc (OMC) — pegkoe HeBpoOsiormyeckoe 3aboseBaHme, KOTopoe B 60/1bLLINH-
CTBE c/lydaeB ABJISIETCS NapaHeonnacTuyeckum rnpoyeccom. Y geten ¢ OMC 6osiee 4em B r10/10BUHE C/ly4aeB
BbISIB/ISIIOTCA HEMPOreHHbIe 0nyxosun, Jyalle Herpobaactoma (HB). Hb, accounnpoBaHHas ¢ OMC, umeet aHa-
TOMUYECKME M BMOJIOrMYEeCKME OCOBEHHOCTH, KOTOPbLIE OKa3bIBaKOT BJIMSHUE Ha BbI6OP METOA0B ANarHOCTUKHU
A7151 BbISIBJIEHUS OMNYX0JIM U TaKTUKM BEAEHMS 3TOM rpynnbl 60/1bHbIX. B AaHHOM cTaThe npeacTaBieHbl OCHOB-
Hble xapaKkTepuctukm HB npu OMC, KoTopble fier/iv B OCHOBY pa3paboTKU AUarHOCTUYECKOIo airoputMma,
HanpaB/IeHHOIo Ha BbISIBJIEHWE HENPOreHHbIX Oryxoen y nayneHToB, cTpagatolymx OMC.

KnroyeBble cnoBa: feTH, KOMNbIOTEPHass TOMorpagusi, MarHUTHO-pe30HaHCHasi ToMorpagus, HeHpo-
6s1acToMa, CHHAPOM OINMCOKJ/IOHYC-MUOKJIOHYC, CUMHTUIpadHrsi c MeTalo[6€eH3UryaHuagnHOM.
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Sympathetic Nervous System Tumors in Children
with Opsoclonus-Myoclonus Syndrome

Opsoclonus myoclonus syndrome (OMS) represents a rare neurologic disease which is paraneopastic
process in most of the cases. Sympathetic nervous system tumors, most commonly neuroblastoma,
are detected in up to 50% of children with OMS. Neuroblastoma associated with OMS has peculiar
anatomical and biological features which influence the diagnostic algorithm of tumor detection and
therapeutic approaches in patients with OMS. This article summarizes the main characteristics of
neuroblastoma associated with OMS which formed the basis for the development of a diagnostic
algorithm designed to identify tumors in patients with OMS.

Key words: children, computed tomography, magnetic resonance imaging, neuroblastoma,
opsoclonus myoclonus syndrome, scintigraphy with metaiodobenzylguanidine.

(For citation: Kachanov DY, Shamanskaya TV, II'ina ES, Tereschenko GV, Likar YN, Andreev ES,
Malevich OB, Homyakova SP, Shcherbakov AP, Roschin VY, Konovalov DM, Olshanskaya YV, Kazakova AN,
Ostrovskaya MA, Varfolomeeva SR. Sympathetic Nervous System Tumors in Children with Opsoclonus-
Myoclonus Syndrome. Onkopediatria. 2016; 3(3): 228-239. Doi: 10.15690/0nco0.v3i3.1602)



OHKOMEAMWATPUS / 2016 /Tom 3 / N 3

AKTYAJIBHOCTb
OncoKknoHyc-MmnoknoHyc cuHapom (OMC) asng-
eTcqd peaKkuMM HeBPONOrMYECKUM COCTOSTHUEM.

OCHOBHOM CMMNTOMOKOMIJIEKC NPEeACTaB/EH Bblpa-
EHHbIMU UBMEHEHUSMU KOOPAMHALMK, TDEMOPOM,
MWOK/IOHYCOM, CNeUunMOUYECKUMN  ABUKEHUAMMU
rnasHbiX 96/10K (ONCOK/IOHYC), arpecCMBHbLIM NoOBe-
AEHUEM, HapyLIEHNEM CHA U KOTHUTUBHbIX QYHKLIMI
[1-3]. 9nnpemnonorus cuHapoma B CBHA3M C €ro
PEeOoKOCTbI0 M3yYyeHa HeaoCcTaTo4Ho. B 6O0NbLIMH-
ctBe cny4aeB OMC saBnsetca napaHeonnactuye-
CKMM nipoLuieccom, npu Kotopom B 43-80% ynaetcs
BbiiBUTb HenpobGnactomy [4, 5]. Henpobnactoma,
accouumnpoBaHHaa ¢ OMC, umeeT uenbin psag xapakx-
TEPUCTUK, BKJOYas 0OCOBEHHOCTWM JIOKanM3auuu,
pa3Mepbl OMyx0/iIeBOro o6pa3oBaHUs, BblparKeH-
HOCTb MeTabo/IMYEeCKON aKTUMBHOCTU, ornpenensio-
LWKMX TPYAHOCTK BbigBNeHus onyxonu [4, 5]. Cneayet
OTMETUTb, YTO B OTEYECTBEHHOW NUTEpaType oTcyT-
CTBYIOT JaHHble, XapaKTepuaylne HeNPOreHHble
onyxonu y naunentos ¢ OMC.

B HacTosawen paboTe npeacTtaB/ieH COBMECTHbIN
ONbIT ABYX KPYMHbIX peaepanbHbliX MEAULMHCKUX LIEH-
TpoB (PIBY «PoccumncKas getckas KnnHn4yeckas 60/b-
HMUa» MUHUCTEPCTBA 34paBooOXpaHeHns PoccMncKon
depepaumn u Proy «depepanbHbIM HAYYHO-KIMHUYE-
CKWW LLEHTP AETCKOM reMaTo/IorMm, OHKONOTMKN U UMMY-
HOonorMn nmenn Amutpmsa PorayéBa» MunHUCTEpCTBaA
34paBooxpaHeHus Poccuinckon depepaumn) B obna-
cTu BegeHus nauneHtos ¢ OMC 1 HEMPOreHHbIMKU Ony-
XONSMMU.

LUenbio pgaHHOM nybAMKauWKM CTaaM U3Yy4YeHue
OCHOBHbIX XapaKTEPUCTUK HEMPOrEHHbIX OMNyXOJien y
nauneHToB ¢ OMC, a Takxe pa3paboTka AMarHoCTU-
4YeCcKOoro anropmMTMa, HanpaB/eHHOro Ha MOUCK U paH-
Hee BbISIB/IEHWE OMNYX0JIM NPU YCTAHOBNEHHOM HEBPO-
JIOrM4EeCKOM AnarHose.

MATEPUAJIbI U METOi bl

Y4yacTHUKH uccnepoBaHusa

3a nepuog 01.2012 - 07.2015 rr. (43 mec) B
OreY «dHKL ArOW» nonyvyanu nevyeHune 285 navumeH-
TOB C HEMPOrEeHHbIMW ONYXONAMW — HENPOOBIACTOMOMN
(HB), raHrnnoHenpo6bnactomon (FHB), raHrnnoHenpo-
mo#n (FH). AnarHo3 OMC 6bin yctaHoBneH y 19 (6,7%)
nauMeHToB.

B nccnepoBaHve BKAOYEHbBI MALMEHTbI C YCTAHOB-
NeHHbIM anarHo3om OMC n BbISBIEHHOW HEWPOreH-
HOM OonyxoNbto. PETPOCNEKTUBHO OLLEHMBANUCL 00b-
€M NpoBeEHHOr0 AMarHOCTUYECKOro 06C/Iea0BaHums,
HanpaBNEeHHOro Ha NMOWCK OMyX0/u, U MeToj, No3BO-
NUBLUWIM BbISBUTb 3TO 06pa3oBaHume.

OnarHo3d OMC ycTaHaBAMBanACca Ha OCHOBaHWUU
MeXayHapoaHbIX Kputepues [4]. HeBponorunyeckoe
o6cnenoBaHue BK/OYANo OCMOTP, OLEHKY CTEMNEHM
TAXECTU HEBPOJIOTMYECKUX MPOSBAEHUI MO LKanam
Matthay [4] u Pranzatelli [6], MGrHuTHO-pe30HAHCHYO
Tomorpaduto (MPT) ronoBHOro Mo3ra, a Takxe LuTo-
JIorM4yecKoe, BGMOXMMUYECKOE M MMMYHONOrMYecKoe
nccnenoBaHue NMKBoOpPa.

MeToabl uccnegoBaHua

[narHocTnKa onyxonu BKKOYana Bu3yanusauu-
OHHble METOAMKM, TaKME KaK yNbTpa3BYKOBOE Ucclie-
poBaHue (Y3WN) weun, opraHoB OPIOWHOW MONOCTH,
Manoro tasa, KoMmnbloTepHyto Tomorpaduio (KT) u/
unn MPT wewu, rpyaHON KNeTKK, 6PIOLLIHON NOOCTH U
Manoro Tasa, cuuHTUrpaduio ¢ metanogbeHaunnrya-
HUAMHOM (MUBT), meyenHbiM 1231, ¢ nonyyennem nna-
HapHbIX M3006parKEHMM U BbINOJHEHMEM MNPOTOKONA
OJHOPOTOHHON 3MUCCUOHHOW KOMMbIOTEPHOM TOMO-
rpadum, COBMELEHHOW C KOMMbIOTEPHOM TOMOrpa-
duren (OPIKT/KT). Ansa oueHKM o6beMa ONyXoau Mo
JaHHbIM BM3yann3aLMOHHbIX METOAOB UCCef0BaHNS
ncnonb3oBanach cnegyouwas popmyna:

axbxcx0,52,
roe a, b, ¢ — Tpu pa3mepa ONyxosn B CaHTUMETpaX,
0,52 — KoahdULMEHT.

JlabopaTopHble METOAMKWM BKKOYaAM onpenene-
HME YPOBHSI OHKOMapPKEPOB CbIBOPOTKW KPOBW —
HenpoHcneundmryeckon eHonasbl (HCE), deppuTtrHa,
a TaK)ke NoKasaTenNs onyXo/ieBon aKTUBHOCTU — NaK-
TataerngporerHassbl (JIAN). OueHka ypoBHS MeTabonu-
TOB KaTexo/laMMHOB MO4YM (0daMUH, TOMOBAHUJINMHO-
Bas M BaHWIWIMMHAANbHAA KWUCNOTa) NpoBoAnfach
NULWb Y HEGONbLLOKM FPYNMbl NALUEHTOB, B CBA3M C YEM
3TW AaHHble HE BKJ/IIOYEHbI B aHaNn3.

[varHo3 HeWporeHHoOM OMNyxosin y BCEX MNaLueH-
TOB OblN1 MOATBEPKAEH TMCTONIONMYECKUM MCCneno-
BaHMeM. [MCTONOrMYECKNI TUMN ONYXONK ONpeaenssics
cornacHo Kputepuam MexayHapoaHOW rmctosornye-
CKOM Knaccudukaunmn Hempoobnactomsbl (International
Neuroblastoma Pathology Classification, INPC) [7].
[N OLEHKM MONEKYNAPHO-reHETUYECKNX MapKepoB
OnNyxoNn ucnonb3oBanacb GyopecueHTHaa rnépu-
ansauma in situ (Fluorescence in situ hybridization,
FISH). Onpegenanucek cneaylolme MapKepbl: cTaTyc
reHa MYCN, ctatycbl nokycos 1p u 11q. B cnydvae
NOATBEPKAEHNS MapaHeonnacTU4eCcKon MNpPUPOoAbI
OMC npoBoAMANCE AOMNONMHUTENbHbIE UCCNEeA0BaHMS,
HanpaBNEeHHble Ha MOWCK OTAAjIEHHbIX MeTacTas30B,
BK/lOYaOWMe MYHKLUMN KOCTHOrO MO3ra U3 4YeTbipex
TOYEK C LMTONOrMYECKMM McCcnenoBaHUMEM WM OCTeO-
cuMHTUrpaduio (Y NauMeHToB ¢ MHULUManbHo MMBI-
HeraTMBHbIMU OMYXONSMM).

OLeHKa pacnpocTpaHeHHOCTHM OMyX0/1eBOro npoLec-
ca npoBoamMnacb B pamKkax MexayHapOAaHOW CUCTEMBI
oueHkn ctagumn npu HBE (International Neuroblastoma
Staging System, INSS) [8]. CtpaTuduKaumnsg Ha rpynnol
pUCKa 1 neyeHune naumeHToB ¢ Hb nposoaununce B pam-
Kax peKomeHaauun npoToKona HemeuKow rpynnbl no
nevyeHunto Henmpobnactombl NB2004 [9].

CtaTUCTUYECKUN aHaNU3

CTaTucTMYeCKM aHann3 npoBOoAMAM MNPKM MOMO-
wM nporpammbl Statistica 8 (StatSoft Inc., CLUA).
CTaTucTMYecKas OLEeHKa XapaKTEePUCTUK OMyXo/u
nposoaunack B rpynnax nauneHTtos ¢ HB, accoummpo-
BaHHOM M HeaccouumpoBaHHon ¢ OMC. ing onucaHus
KOMIMYECTBEHHbIX AaHHbIX MCMOb30BaNUCh abCoNoT-
Hble 3Ha4YeHWs NPU3HaKa M MNPOLIEHTbI, ANS ONUCAaHUS
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KO/IMYECTBEHHbIX HEMPEpPbIBHbIX AaHHbIX — Meaua-

a (Me). lna aHanu3a HenapamMeTPUYECKUX AaHHbIX
B 3aBWCUMOCTM OT BEMYMHbI BbIGOPKKM MPUMEHSIN
MeTOoAbl X2 WKW TOYHbIN KpuTepuin Guwepa. Ana oueH-
KW BbiXnMBaemoctn — metoa KannanHa—Mawnepa [10].
[na cpaBHEHUS KPUBLIX — HEMapaMeTpUiYecKni nora-
pudmuyecknMin paHroBblii TecT (log-rank Kputepwui).
CTaTUCTMYECKM 3HAYMMbIMW CUYUTANIMCL Pa3IMYMS NpK
p<0,05 (ABYCTOPOHHUM TECT).

O6uias BbixxnBaemocTb (Overall Survival, OB) oueHu-
Bafacb Kak Bpemsl, npollejliee ¢ MOMeHTa NOCTaHOB-
Kn gnarHosa Hb go cmepTty nauueHTta OT NbbiX Npu-
YWH, UKW 4O NocneaHero HabnoaeHMs 3a NaLMeHTOM.

beccobbiTunHaa  BbiMBaemocTb  (Event-Free
Survival, BCB) oueHMBanacb Kak BpeMms, npoluejliee
C MOMEHTa NoCTaHOBKM AnMarHo3a Hb go He6naronpu-
ATHOrO COObITUS, NMOA4 KOTOPbIM MOHWMaNM Nporpec-
cuio, peunans (B cnydae AOCTUKEHMS MOMHOIO OTBE-
Ta), pa3BUTUE BTOPUYHOM 3/TOKAYECTBEHHOM OMYXOIH,
CMepTb OT N06ON MPUYMHLI, UK AaTbl NOCNEAHErO
Habalo4eHMS 3a NaLMEHTOM.

Mo nporpeccunen 3aboneBaHns NOHUMaNM NOsIB-
NeHne nboro HOBOrO OMYXOJEBOro ovara; yBesu-
yeHne Nb6oro 4OCTYNHOrO M3MepPEeHuto odara >25%;
onyxoneBble KNEeTKM B KOCTHOM MO3re B C/lyvae, eciu
paHee KOCTHbIM MO3T He Obl/1 MOParKeH.

Mon peunamBom 3aboneBaHWs NMOHUMaNM MNOSAB-
neHne nobblX HOBbIX OMYXONEBbIX O4aroB Yy MauueH-
TOB, AOCTUILLMX PaHee MOHOro OTBETa N0 KPUTEPUAM
OLIEHKM OTBETa Ha Tepanuio y nauneHToB ¢ Hb [8].

PE3YJIbTATbI

XapaKTepucTuKa nayueHToB

HelporeHHas onyxonb 6blna accouumMpoBaHa C
OMC B 19 (6,7%) cnyyasx. O6uaa n cpaBHUTENbHAs
XapaKTepucTMKa 60/bHbIX NpeactaBneHa B 1abn. 1.
Mpu pacnpeneneHnMn no nNosy oTMeYeHo npeBanmnpo-
BaHMWe NIL, })KEHCKOI0 NoJia, COOTHOLIEHWE Mallb4YUKK/
neBovykn — 0,35 K 1. MeanaHa Bo3pacta Ha MOMEHT
noctaHoBKKM amarHo3a HB n OMC coctaBuna 24,7
(14,9-54) mec.

CpaBHUTENbHbIM aHanM3 rpynn nauneHTos ¢ HB ¢/
6e3 OMC onpenennn oCHOBHblIE 0OCOBEHHOCTH, XapakK-
TepHble ansa naymeHtoB ¢ OMC (tabn. 1, 2).

Haun6onee yacto (17 cnyyaes; 94,4%) onyxonb (HBb
n 'HB npn OMC 6binM TOKann3oBaHbl BHE HaAMo4ey-
HMKOB (3a6pPKOLWNHHO BHEOPraHHO, B MasoM Tasy U
3aJHEM CPEOCTEHUN).

M3 ocob6eHHOCTEN aHAaTOMUYECKOM TOKANM3aLm1m
OMNyxonn cnegyet OTMETUTb napaBepTebpanbHoe
pacnonoxeHuve obpasoBaHua (15 n3 18; 83,3%)
(pnc. 1). U3 Hux B 1/15 cny4yaeB MMENO MECTO
MHTpacnuHaNbHOE pacnpocTpaHeHne onyxonun 6e3
CAaBNEHWUS CMMHHOTO MO3ra WM pa3BUTUA CUMMNTO-
MOB 3anuaypanbHOW Komnpeccun, B 3/15 — pac-
npocTpaHeHWe OMyXxonau B MEKMNO3BOHOYHbIE MPO-
MEKYTKM 6€3 NPOHMKHOBEHUS B CMMHHOMO3rOBOM
KaHan.

XapaKTepHoM 0COBEHHOCTbIO ABANCA HEOONbLLON
pa3mep nepBuYHOro oyvara. MeavaHa o6bema ony-
xonu coctaBuna 6,5 (0,8-80,9) cm®. Haubonblumit

Ta6nuuya 1. O61uan xapaKTepMCcTMKa NaLMeHToB ¢ Helpobnactomon (HB), raHrnmoHenpobnactomon (FHB)
raHrnMoHenpomoi (MH), accounnpoBaHHOM € ONCOKJIOHYC-MUOKAOHYC cuHApOoMoM (OMC)

MapameTp uccnepoBaHus

XapaKTepucTUKa flaHHbIX

CooTHOLLEeHWe no nony, Mm/a

n=19 0,35:1

BospacTt (Me) _

n=19 24,7 (14,9-54) mec
’H—1/19

[McTonormsa

n=19 HB — 7/19

HB, HU3KoandbepeHupoBaHHbIM noaTmn — 11,/19

Tonorpadusa (ana Hb n T'HB)
n=18

HagnoyeyHnk — 1/18
3a6ploWnHHO BHeopraHHo — 10/18
Manbintaz — 1/18
3aaHee cpegocteHne — 6/18

Tonorpadwus (ana M)

3abploWnHHO BHEOpraHHo — 1/1

MoneKynspHO-reHeTU4eCKue MmapKepbl
(ang HB n THB)
n=18

n=1

Cragus (ana HB n THB) Ill:f:{}fs

n=18 IV—1/18
Cratyc reHa MYCN:

TexHWYyecKue TPyAHOCTU onpeaenerHns — 3/18

HeT amnnndumkaumm — 15/18
Aeneyns 1p:

TexHuyeckue TpyaHoCTH onpegenerHna — 4/18

Het peneuyn — 13/18
He oueHnBanacb — 1/18
Aeneuyns 11q:

TexHunyeckue TpyaHoCTH onpegeneHna — 3/18

Het peneuyn — 13/18
He oueHnBanacb — 1/18
HAeneyns 11q — 1/18
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Ta6auua 2. CpaBHUTENbHAA XapaKTEPUCTUKA NaLMEHTOB ¢ Herpobnactomon (HB) u raHrnnoHenpobnactomon (FHB),
accoLMMPOBaAHHOW/HEacCoLMMPOBAHHON C OMCOKIOHYC-MUOKJIOHYC cnHapomom (OMC)

Mpu3Hak oMcC Hetr OMC p
Bce nauueHTbI n=19 n=266
CooTHoLLEeHHWe no nony 5/14 142/124 0,01
Mauunentbl c Hb u THB n=18 n=253
Bospact 24,7 (14,9-54) 11,2 (0,5-205,4) 0,02
Tonorpadus (Hagno4yeyHuk/opyrve) 1/17 110/143 0,0008
nctonorus (n=228)
Hemnpobnactoma/ 11/7 194/16 0,0001
raHrnMoHenpobnacTtoma
leH MYCN (n=255) 15/0 197/43 0,057
Oeneuusa 1p (n=237) 13/0 175/49 0,04
[Jeneums 11q (n=222) 13/1 180/28 0,43
Craawms (I-11, IVS/IV) 17/1 160/93 0,003
[pynna pucka
(MTpynna Habn4eHUsa 1 NPOMEXYTOYHOIO 17/1 160/93 0,003
pucKa / pynna BbICOKOro p1ckKa)
TpexneTHas 6eccobbITUMHAN BbIXXMBAEMOCTb 82,6+0,12 61,6+0,03 0,22
TpexneTHasa o6uas BbIXXMBAEMOCTb 100,0 72,7 0,2

pa3mep o6pa3oBaHUs BbIIBAEH y nauuneHta ¢ IV-i
ctaguen Hb.

Y 18 (95%) 13 19 naumeHToB Oblin BEPUDULIN-
poBaHbl HB n THB, y 1/19 (5%) — 'H. B nogaBnsio-
uem 6onbluMHCTBE cnydyaeB HB 6bina npeactasne-
Ha NoKanbHoW ctaguen (I-n nnum llI-n), n Tonbko B 1
(5,6%) — yctaHoBneHa IV-9 ctagua 3a6oneBaHuns. B
nocneaHeM cnyvyae Mena MecTo 3abpolMHHas NoKa-
nu3aumna Hb ¢ Hann4ynem oTaaneHHbIX METacTa30B B
HaAKMOYMYHBbIX NMMbATUYECKUX y3nax cneBa, noa-
TBEPKAEHHbIX AaHHbIMW FTMCTONOMMYECKOro nccneao-
BaHUs (CM. puc. 1). HebnaronpusaTHbIE LMTOTEHETHUYE-
CKMe MapKepbl y naumMeHToB ¢ Hb BbiiBIEHbI TONbKO
B 1 (5,6%) cnyvyae n npeacrtaBneHsl geneunen 11q (y
naumeHTa ¢ V- ctaguen HB). AMnnnduKaunm reHa
MYCN He BbISIBJIEHO HX B OAHOM Ciy4ae.

MeaonaHa BpemMeHM OT NOSBAEHUS MNEepPBUYHOM
K/NMHUYECKON  HEBPOJIOFMYECKOM  CUMMTOMATUKM

10 NOCTaHOBKM AmarHo3da HB coctaBuna 2,5 (0,7—
28,0) mec. Y 5 (27,8%) n3 18 60nbHbIX ¢ HE onyxonb
6blna o6HapyKeHa 6onee 4em 4epes 5 Mec OT MOMEH-
Ta NOSIBNEHUS MHULIMAIbHON HEBPONOrMYECKOW CUM-
nTomaTtukn. B 1/5 cnyyaeB BbISIBJIEHHbIE MO AaHHbIM
KT KanbuWHaTbl, pacrnofioXeHHble napaBepTedbpasib-
HO, Ha Ha4yalbHOM 3Tane He TPaKTOBa/IUCb KaK ony-
xonb. Ewe B ogHom cny4ae (1/5) 60/1bHOMY NPOBOAK-
nuck Y3U n KT, KoTopble He BbisBMAN Hannyus HB, Tem
He MeHee y NauneHTa Habaaanocb He3Ha4YUTeNbHOE
nosblweHne ypoBHa HCE (4o 2 HOpM) B OMHaMMUKe.
Mpn panbHenwemMm AWMHAMUYECKOM 06CneaoBaHnK
6blla 0OGHapyKeHa onyxosb.

B 60nblWKHCTBE Ccny4aeB OTMeYeHbl MO34HANA
06palaeMocTb K Bpayy AETCKOMY OHKOJIOTY U OTCYT-
cTBME Heobxoagnumoro ob6bema obcenefoBaHMa 60b-
HOro, HanpPaBNIEHHOro Ha BbIABIEHWE HEWPOreHHOM
OMyXO0J/K, 4TO NPMBOANIO K OTCPOYEHHON NOCTAaHOBKE

Puc. 1. JlTokanusaumsa Hempo6aacToMbl NPU CUHAPOME OMCOKJIOHYC-MUOKIOHYC: A) 3a6pIOLLIMHHO BHEOPraHHO cnpasa, meTacTta3s
B HaAK/I04YNYHbIe nuMbaTryecKkue yanbl cnesa (KT); b) npeBepte6bpanbHo (MPT); B) napaBeptebpanbHO C pacnpocTpaHEHUEM B
MEXMN03BOHKOBbIE oTBepcTUS (MPT)
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AvarHosa. Kpome Toro, He Bcerga HeBponornyeckas
cMMMTOMAaTUKa TpakToBanacbk Kak OMC, n 60/bHbIM
He NPOBOAMIUCH AMArHOCTMYECKUE METOAbl, HanpaBs-
NEHHbIE Ha MOWCK OMyXO0JMn.

OCHOBHbIMW  BU3yanu3aLMOHHbIMX  MeToAaMu,
KOTOpble NPUBENN K BbISIBIEHMIO ONYyX0Nnu, 6binn KT n/
nnu MPT. Tonbko y 6 (33,3%) 13 18 nauuneHtoB ¢ Hb
onyxonb, BbigBNeHHas no KT, Bu3yanuanpoBasiach no
faHHbIM Y3W nnu peHTtreHorpadum opraHoB rpyaHom
KNeTKW. B gaHHOM rpynne nauueHToB meanaHa 06b-
ema onyxonu coctaBunia 16,3 oM.y 11/18 (61,1%)
nawuMeHTOB OMyXo/ib BU3yannM3npoBanacb TOMbKO MO
naHHbiMm KT/MPT. Kak npaBuno, 310 6biin HEGONb-
lwme no pasmepy o6pasoBaHma (Me o6bemMa onyxonu
3,6 CM3). Y 1/18 (5,6%) 601bHbIX AaHHbIE O NpoBeae-
HUM MaNlOMHBA3UBHbLIX AMArHOCTUYECKMX npoLeayp
(Y3 un peHTreHorpadpmun) OTCyTCTBOBANM, OMYyXOJb
6blna BbisiBNieHa no KT.

B Ttabn. 3 npuBeneHa xapaKTEPUCTUKA MHCTPY-
MEeHTanbHO-NabopaTopHbIX AaHHbIX 06cnefoBa-
HMS nauuneHToB ¢ HB, accounnposaHHon ¢ OMC. B
nogasnsatowemM GONbLIMHCTBE C/ly4aeB He OTMeye-
HO 3HAYMMOrO MOBbLIWEHUS YPOBHSA OHKOMapKepoB
(HCEwn NAr).

B rpynne nauuMeHTOB, KOTOPbIM MNPOBOAMNACH
cumHTUrpadus ¢ MMBET, Hakonnexue paamodapmnpe-
napata (P®I1) otmeyeHo TonbKo B 9 (53%) cnyyasx u,
KaK npaBuno, npu 6onee 3Ha4YMTENbHbIX pasmMepax
onyxonn — Me 16 (3,6-80) omS. Mpn MeHbLLMX pas-
Mepax 06pazosaHus — Me 0,7 (0,4-7) cm® — P
He HaKanauBancs. [MCToONOrMYeckne BapuaHTbl Ony-
XONW B rpynne nauneHToB ¢ MeTabo/IMYeCcKM Heak-
TUBHbIMW HOBOOGPa30BaHUAMM XapaKTepM30BaInCh
60ee BbiparKeHHON cTeneHblo anddepeHunpoBKn (5
n3 8 cnyvyaeBs — NHB n H), B TO Bpemsa Kak B rpyn-
ne nauueHToB ¢ HakonneHnem POl B TKaHM onyxo-
1 3penble BapuaHTbl Hb BCTpevyanncb TONbKO B 2
n3 9 cnyyaeB (p=0,38). Ang BbISBAEHUS OMNYXOSMU
BbIMOJIHANINCL CNneayloune MNPOTOKOMbI: CLUMHTUIpa-
dUs B pexxmme «Bce Teno» ¢ Nosay4yeHnem naaHapHbix
ns3obpaxeHnn n OPIKT/KT ¢ coBMELEHHBIMW U30-
6paxeHuamu. lMpumeHeHne OPIKT/KT nossonsano

BbIIBUTb HEGOMNbLLWE MO Pa3Mepy ONyxXoan ¢ HU3KOM
MHTEHCUMBHOCTbIO HAKOMMNEHUS W HEBU3yanusupye-
Mbl€ Ha MaHapHbIX CHUMKax (puc. 2).

[MpoBeaeH cpaBHUTENbHbLIM aHaNM3 XapaKTepu-
cTuK HB 1 THB y nauymeHToB ¢/6e3 OMC (cm. Tabn. 2).
Mpun cpaBHEHMU ABYX rpynn nauueHtoB ¢ HB, acco-
uMMpoBaHHON/HeaccouumpoBaHHon ¢ OMC (cwm.
Tabn. 2), NnoKasaHo, 4YTO B NMepBON rpynmne npeobna-
panv nuua xedHckoro nona (p=0,01), nMua 6onee
cTaplero Bo3pacTa, ¢ NPeMMyLEeCTBEHHOW NIOKanun-
3aumen onyxonu BHe Haano4devyHukoB (p=0,0008),
6onee guddepeHumpoBaHHon ructonornen (FHB)
(p=0,0001). Hanuyne HebGnaronpuaTHbIX LUTOre-
HETUYECKMX MapKepoB BCTPEYaNocb 3HAYUTENbHO
pexe, OAHAKO CTaTUCTUYECKWM 3HAYMMOMW pPasHULbI
NoJly4eHO He 6bIN10 BBUAY Manon BblIGOPKU 6ONbHbIX
¢ OMC. CnenyeT OTMETUTb, 4TO NaumeHTbl ¢ HB n OMC
yauie cTpatnduunMpoBanunch B rpynny HabntoaeHus no
CpaBHEHMUIO ¢ naumeHTamm 6e3 OMC.

JleyeHne Bcex NaLMeHTOB C HEMPOreHHOM OMnyxo-
nbto 1 OMC BKAOYANo XMPYpPruyeckum atan — yaa-
JIeHWe NepBUYHON onyxonn. AHaTOMUYECKOE pacno-
NOXKEHWEe N NPEeUMYLLECTBEHHO HEBObLLME pPa3Mepbl
onyxonn npn OMC ob6ycnoBnvBanu BbIOGOP AocCTyna
Nnpu XMPypruieckomM BmellaTenbCcTBe. B Hawewm uccne-
poBaHun 14 (73,7%) 13 19 nauneHToB onepaTnuBHoOE
BMeLaTeIbCTBO OblI0 BbIMOJHEHO C UCMONb30BaAHMU-
€M MaJioMHBa3MBHbIX METOAMK (TOpaKoCKonus, nana-
pOCKOMMS), 4TO MO3BOJIUNO COKPATUTb AJIMTENBbHOCTb
peabunuTauMM B MNOCNeonepaLuMoHHOM Mepuoae u
NPOAO/IKNUTL crneundPUYecKyo Tepanuio HEBPOJOru-
4YeCKOro cMHApPOMa B paHHME CPOKM Moc/ie onepaumu.
ManonHBa3nMBHOe oOnepaTMBHOE BMeELWATENbCTBO
BCerga BbIMOHANOCL pafMKanbHO W He yxyawano
OHKOJ/I0rMYEeCKOro NporHosa.

MHMUManbHO NOAMXMMMOTEPANUS B paMKax PeKo-
MeHaaumn npotokona NB2004 nposoaunacb B nep-
BOM JIMHWW TONbKO nauueHTke ¢ HB V- ctaguun u
BK/lOYasla MHTEHCMBHYIO Tepanuio Ans NauveHToB
rpynmnbl BbICOKOTrO pUCKa C ayTONOMMYHON TPpaHCNaaH-
Tauuen reMornoaTUYEeCKUX CTBOJIOBbLIX KNETOoK. [lBoe
13 18 nauneHToB CO 3/I0Ka4eCTBEHHbIMM BapuaHTa-

Ta6nuua 3. XapakTepuCTUKa MHCTPYMEHTaNbHO-1ab0paTOPHbIX AaHHbIX, NOJlyYEHHbIX NPU NpoBeAeHUM 06CNeL0BaHUSA
y NauneHToB ¢ Helpobnactomon (HB), raHrnmoHenpobnactomon (FHB) 1 raHrnmoHenpomon (MH), accounnpoBaHHOM C

OMNCOKJ/OHYC-MUOKOHYC cuHApOoMom (OMC)

MapameTp uccnepgoBaHus

XapaKTepMCTm(a AAaHHbIX
(n=19)

YpoBeHb HenpoHcneuuduriecKon eHonasbl

MoBbiweHne 1o 2 HopMm — 10/19 (52,6%)
Bonee 2 Hopm — 1/19 (5,3%)
HopmanbHble 3HavyeHns — 8/19 (42,1%)

YpoBeHb NnaKTatgermaporeHasbl

MNoBblweHne o 2 Hopm — 6/19 (31,6%)
HopmanbHble 3HavyeHns — 13/19 (68,4%)

Pasmep onyxonu no fgaHHbiM KT (Me)

6,5 (0,4-80,9) cm>

CumHTUrpadus ¢ MMBI

MccnegoBaHue 0o onepauunmn He nposoaunocb — 2/19 (10,5%)

MpoBogunocb — 17/19 (89,5%), N3 HUX:

Onyxonb He HaKanauMBana MVIEF — 8/17 (47%)
Onyxonb Hakannusana MUBI — 9/17 (53%)

Mpumevarme. MMBI — MeTanoa6eH3nNryaHuamH.



OHKOMEAWUATPUS / 2016 /Tom 3 / N2 3

Puc. 2. CunHTUpadus ¢ MeTaloa6eH3unryanuanHom (MMABN): (A) nnaHapHble 306paxeHus v (b) n3o6paxeHnst 04HODOTOHHOM
3MUCCUOHHOM KOMMbIOTEPHON TOMOrpadun, COBMELLEHHON C KOMMbloTepHOM ToMorpaduen (OPIKT/KT)

lMpumeyaHme. A) BU3yanusunpyeTtcs GU3NoIormiecKkoe pacnpegeneHune 123I—Ml715l'; NaTONOrMYEeCKOro HaKOMEHUS HE BbIIBAEHO
(HakonneHne NMHenHon GoPMbl, HU3KON MHTEHCUBHOCTM 3a NpeAenamMu KOHTYpa Tena cneBa, Ha ypoBHE Tada — KOHTaMUHaLus);
b) onpepensieTca HakonneHue pagnodapmnpenapaTa B MArKOTKaHHOM 06pa30BaHMK, PacrnosioXKEeHHOM NapaBepTebpasnibHO cnpaBa Ha

ypoBHe L2-L4.

MW HEMPOTeHHbIX onyxonen nony4danu MNXT nocne pas-
BMTUS peumanBa/nNporpeccnpoBaHus 3abosieBaHus.
KonnyecTBo KypcoB Tepanuu coctaBuno 1 n 4 coot-
BETCTBEHHO.

MepanaHa pAMTenbHOCTM HabnwaeHna — 23,1
(0,0-59,4) mec. Bce nauneHTbl xuBbl. Y 2 (11,1%)
n3 18 60nbHbIXx ¢ HB oTMe4yeHO pa3BUTUE COOLITUN
B BW/E JIOKANbHOIo peLuamMBa onyxoneBoro npotec-
ca W NOKanbHOro nporpeccupoBaHus. TpexneTHsas
BCB B rpynnax ¢/6e3 OMC coctaBuna 82,6 n 61,6%
(p=0,22), TpexnetHaa OB — 100 u 72,7% cooTBeT-
CTBEHHO (p=0,2). [JaHHble XapaKTEPUCTUKKU MOryT
AOCTWYb CTATUCTMYECKU AOCTOBEPHOM pPa3HMULbl NpH
yBEMYEHUN 0OOWEro 4mcna 60JbHbIX, 4YTO TpebyeT
NPOAOJIKEHMSA NCCIef0BaHMS.

OBCYXAEHUE

Hu3kas yactota BcTpedaemoctn OMC obycnosnu-
BaeT YacTble AMAarHOCTMYECKUE OLIMOKM B TPAKTOBKE
NePBUYHbIX KJIMHUYECKMX CUMNTOMOB BpavyaMu pas-
HbIX CcreunanbHOCTEN, B NEPBYIO o4epeab neanaTpa-
MW U HeBposoramu. OcTpoe Havyano 3aboneBaHus,
pasBUTUE HEBPONOTMYECKMX CUMMTOMOB Ha ¢oHe
WM B nNepuoae peKoHBanecueHUMn MHOEKLIMOHHbIX
3aboneBaHUi, WHOrAa npeglwecTBylOWMe TPaBMbl,
C KOTOpPbIMW pPOAWMTENN CBA3bIBAOT MaHWdecTauuio
3a60neBaH1sa, NPUBOAAT K TOMY, YTO AETU C KJIMHU-
yecKon KaptuHon OMC Ha nepBOM aTane noctynatT
B Henpogwu/bHble CTauMOHapbl — MWHOEKLMOHHbIE,
HEBPOIOrMYECKME, TPAaBMaTONOrNYECKHE.

[loCcTOBEPHO CyaMTb O 4YacToTe BCTPEYaAEMOCTH
OMC poBONBHO CNOXHO. HekoTopble MerayHapoa-
Hble UCCNeaoBaHMa cOO00OLaloT, YTO NOKa3aTenb 3a60-
nesaemoctn OMC cocTtaBnsieT 0,18 cnyyaeB Ha 1 MJH
B 06Len nonynaumun B roa [11]. MHpopmauusa o 3a60-
NeBaeMoCTU Ha TeppuTopumn Poccumckon degepaumu
HEU3BECTHa BBW/Y HE TO/IbKO PEAKOCTU 3TOr0 COCTO-
SIHUS, HO, B MEPBYID o4epenb, OTCYTCTBMUA €AWHOro

perucTpa v cneumManmMaMpoBaHHOro LleHTpa, AeaTeb-
HOCTb KOTOPOro 6bifa 6bl HanpaBJ/ieHa Ha U3y4YeHue
[laHHOM NPOo6/EMbI, KOHLIEHTPALMIO U NeyeHne 60/b-
Hbix ¢ OMC.

OTCcyTCTBME INUAEMMUONOTMYECKUX UCCNENOBAHUM
B 3TOM 06nacTn Ha Tepputopunn PP, HM3Kas OHKONOru-
yecKasi HaCTOPOXKEHHOCTb Bpavyen-HEBPOJSIOrOB MpHU
noctaHoBKe anarHo3a OMC, oTcyTcTBME HYETKO chop-
MYMPOBAHHOIO anropMTMa MOUCKa OMyXoau Mpw
JaHHOM HEBPOJIOrMYECKOM COCTOSIHUU MOATONKHYM
K co3daHuio OAByMs deaepanbHbiIMU MEeAULMHCKUMMU
yYpeKOAEHUAMN KOOMEPUPOBAHHOM rpynnbl, padoTa
KOTOPOM HanpaBJ/fieHa Ha yny4lleHne u onTumMu3saLmio
OKa3aHusa MeaunLmMHcKon nomouwm getam ¢ OMC.

OCHOBHbIE XapaKTePUCTUKH

HEeNpPOoreHHbIX onyxonen

Bonpoc 06 atnonornn OMC B HacTosee Bpems
ocTaetca AMCKyTabenbHbiM. KaK ©Obll0 YNOMSAHYTO
Bbille, Hanbonee vyacto OMC npeactaBnaer cobon
napaHeonnactuyeckmn npouecc [1, 2]. C momeHTa
onucaHusa B 1927 r. ydyeHbiMu H. Cushing n S. Wolbach
HEMPOreHHOM onyxonu y 60/bHOro ¢ atakcuen [12]
paboThl B 3TOM 06/1acTM BeAyTCs HenpepbiBHO. C 3To-
ro BPEMEHM A0CTAaTOYHO MHOM0 MccnefoBaHUn 6bi1o
nocesweHo mnaydyeHumto ceasn OMC u HB. [aHHble
nccnefoBaHWs MNOATBEPAMAM ayTOMMMYHHbIA MeXxa-
HM3M, fiexalwmmn B ocHoBe nopaxeHusa UHC y naumeH-
ToB ¢ OMC 1 HB [13].

B xoae Hawero nccneaoBaHus yganocb 0606WKTb
JaHHble No o6cnefoBaHulo U BegeHuio 19 60nbHbIX
C HEeMporeHHbIMW OMyXONSIMKU, acCOLMMPOBAHHBLIMMU
¢ OMC. CdopmupoBaHHaa B pesynbraTe Koonepwu-
poBaHHOM paboTbl Bpayen [AETCKMX OHKONOroB MU
HeBposoros rpynna nauneHtos ¢ OMC n HBE cTtana
O[IHOM M3 Haubonee KPyMHbIX, ONUCAHHbLIX B JUTe-
paTtype. Tak B MYyNbTULEHTPOBOM WCCNeaoBaHWK B
BennkobputaHuu, obbeaunHsaowem 20 neguvatpuye-




OBMEH OMNbITOM

CKMX HEBPOJIOTMYECKUX LLEHTPOB, 3a Ba roga onuca-
HO 19 cnyvyaeB OMC, U3 HUX TOSIbKO Y 4 60/IbHbIX ObiNa
BbiaBNeHa HB [11]. pyroe KpynHoe uccneaoBaHue
BO ®PpaHumn o0606wmno 10-1eTHUI OnbiT BEeAEHUS
34 naumeHtoB ¢ OMC ¢/6e3 HE (22 u3 34 ¢ Hb) [14].
AHann3 CcOGCTBEHHbIX [AaHHbIX MO3BOJIUA BbIABUTb
OCHOBHbIE XapaKTepucTnkn HB, accoummpoBaHHOM C
OMC, 1 chopmynmpoBaTb anropmMTmM AMarHOCTUYECKO-
ro noucKa Ana nauuMeHToB C JaHHOW HeBposoruye-
CKOW CUMMTOMAaTUKOMN.

Mony4yeHHble HaMW AaHHble CBWOETENbCTBYIOT O
BO3MOXHOCTM pa3Butusgs OMC y nauueHToB C pas-
JIMYHBIMU TUCTONIOFMYECKMMU BapnaHTamMmn HEMPOreH-
HbIX OMyxonen, BKA4Yaa Ao6poKayecTBeHHble ([H).
lMpoBeAeHHbIN CpaBHUTENbHbLIM aHaNu3 XxapaKTepu-
¢tk HB 1 T'HB y nauneHToB ¢/6e3 OMC npoaemoH-
CTpMpoBan UeNbIN pag KAMHUKO-3NMAEMUOSIornye-
CKMX 0COBEHHOCTEN.

* BospacT Ha MOMEHT NOCTaHOBKM AMarHosa

Bo3pacT Ha MOMEHT NoCcTaHOBKM AnarHo3a Hb 6bin
CTaTUCTMYECKM 3HAYNMO BblIlLE B rpymnmne naumMeHToB ¢
OMC (24,7 npotuB 11,2 mec). Cny4yaeB HEMPOreHHbIX
onyxonen y naunmeHtoB ¢ OMC Ha nepBOM rogy *¥13Hu
He Habnaanock. Cnegyet OTMETUTb, YTO BO3pacCT Ha
MOMEHT BbIIBNEHUS HEMPOrEHHON OMNyXO/SiM B Hallen
KOropTe MauMeHTOB Obll HECKONIbKO BbIlle, YeM MO
JaHHbIM MeXAyHapoaHou nuTtepatypbl. Tak, meauna-
Ha BO3pacTa Ha MOMEHT MOCTaHOBKK AnarHosa HbE y
nauymeHToB ¢ OMC B CLUA coctaBnana 21,6 mec [15],
B KoropTte ¢ppaHLy3CcKux naumeHtos — 18,1 mec [14].
OOHUM M3 0O6BSACHEHUM NONYYEHHbIX PA3MYUN MOXKET
OblTb OTHOCUTENBHO NO3AHAN AMAarHOCTUKA HEMPOTreH-
HbIX OMYyX0JIEN B KOrOPTE POCCUMUCKMX NALMEHTOB, YTO
B NepBYylO o4yepeab CBA3aHO C OTCYTCTBMEM YETKOro
anroputma o6cneaoBaHKs, HanpaB/EHHOrO Ha BbISIB-
NleHMe OMnyxoneBoro npouecca: Tak, y 1 nauweHTta
onyxonb 6bina BbisBNeHa 4yepeld 28 mec oT aebiota
HEBPOIOTMYECKON CUMNTOMATUKMK.

e PacnpepneneHve nauneHToOB Mo nonay

Mpun aHanu3e pacnpeaeneHuns nauneHtTos ¢ Hb u
OMC no nony noKka3aHo 3Ha4YMTENbHOE NPpeBanmMpoBa-
HWEe NNL, KEHCKOro nosia B OT/IMYME OT BCEW rpynnbl
nauueHToB ¢ HB. Takoe e npeobnagaHue rnpu CUH-
apome OMC noKasaHo 1 gpyrmmun uccregoBaTensiMmu
[14, 15], yTo oTAMYaeTcs OT pacnpeneneHuns no nony
y nauneHToB ¢ Hb 6e3 HEBPONOrMYecKux HapyLeHun,
B KOropTe KOTOpbIX OTMe4yaeTca npeobnagaHue nui
MY}CKOro nona.

e (Oco6eHHOCTM NOKanM3aLmu

HenporeHHbie onyxonu y naumeHToB ¢ OMC xapak-
TEpU3yTCa O0COOEHHOCTAMKU JNloKanu3auuu. Hauwwm
JaHHble CBUAETENbCTBYIOT, HTO B NO4aB/AIOLLIEM YMUCNE
clly4aeB OMyXofiM UCXOAMNM U3 NapasepTebpanbHbIX
raHr1MeB CMMNATUYECKOro HEPBHOMO CTBOMA M TOSIbKO
B 1 cnyvyae — M3 Haagno4vyevyHuka. Hanpotus, B rpynne
naumeHToB ¢ Hb 63 OMC nopaxKeHune Haano4YyeyHmKa
BbiaBNANochb B 41,3% cny4yaeB. Kpome TOro, onyxosnu
y naumeHtoB ¢ OMC xapaKTep130BaanCb HEGObLIK-
MUK pa3mepamu. MonyyeHHble JaHHble cornacyloTes ¢
nntepatypHbimu [14—-16] U UMEIOT YPE3BbLIYANHO BaXK-

HOe MpaKTUYeCKoe MPUMEHEHME, B 4YacCTHOCTU AN
BpayYyen-peHTreHoN0roB, KOTopble NMPOBOAAT aHa u3
BM3ya/IM3aLMOHHbIX UCCNEeA0BaHUM C LIENbIo BbisiBe-
HUS HEMPOTEHHbIX OMyX0nen y naumMeHToB C AaHHbIM
HEBPOJIOTMYECKUM CUHAPOMOM. [eTanbHbliM aHanu3
napaBepTebpanbHbiX OTAENOB Ha BCEM MPOTAXKe-
HWUM — OT Len A0 Manoro tTa3a — npeacra.nseTcs
CTporo o6a3arenbHbiM Y naumeHToB ¢ OMC.
e PacnpegeneHue no ctagusam v rpynnam pucKa

B psge ny6nukauumn [14-16] 6bi10 NOKa3aHo, 4To
onyxonuny nauneHtos ¢ Hb, accounnpoBaHHomn ¢ OMC,
oTAnMyanncb 6onee 6naronpuUATHbIMU XapaKTEPUCTU-
Kamu, 4TO cornacyeTcs C HaluMW AaHHbIMW. TaK, B
Koropte naumeHtoB ¢ Hb 1 OMC 3HauynTenbHO vaule
o6Hapy¥uBanucb AnddepeHUMpoBaHHbIe BapuaHThbl
HEWPOreHHbIX onyxonewn, Takme Kak N'Hb, a Takxe ony-
XONN ¢ 61aronpusaTHbIM MONEKYIAPHO-TEHETUYECKUM
npodunem. B aHanManpyemou rpynne naumeHToB HU
B OAHOM Cjly4Yae He BbIIBJIEHO aMNInbUKaLUKU reHa
MYCN v peneuuu 1p, ¥ nuib B 0O4HOM — MOATBEP-
¥aeHa geneuma 11q. MNpu pacnpegeneHnun no ctagu-
SIM TaKXe OTMEYEHO, 4TO pacnpocTpaHeHHble GOopMbI
3a60/1eBaHUA He XxapaKTepHbl Ang nauneHtos ¢ OMC.
Nlvwb B 1 cnyvyae auarHocTupoBaHa IV-a ctagus HB.
[aHHble ppaHLUYy3CKMX aBTOPOB NOATBEPKAAIOT NOsy-
YeHHble Hamu pe3ynbratbl. N3 22 nauneHtos ¢ OMC
M HENPOTrEHHbIMU OMYXONSMM HU Y OOQHOrO MauneHTa
He 6bl10 OTMEeYeHOo amnnandurkaummn reHa MYCN, nuiib
B 2 cnyyasx yctaHoBreHa lll-a ctagnsa 3a6oneBaHus;
y 20 naumMeHToB CTaauMKn OLEHMBanNMUCb Kak |-a u ll-a
[14]. Tem He MEHEE LIMTOrEHETUYECKOE UCCeaoBaHne
HEO06Xx0ANMMO NPOBOAMTbL BCEM MaLMeHTam ¢ BepUdu-
LIMPOBAHHOM HEMWPOreHHOM OMyXxoJiblo, COYEeTaloLLEeN-
ca ¢ OMC, nockonbKy Hannuyne OMC He ucKa4vaeT
BO3MOHOCTH BbISIBIEHNS HEGNArONPUATHBIX LiUTOre-
HETMYECKMX MapKepoB [15], Mewmx BaxKHOE 3Ha-
YeHue 4Na onpeaeneHns TaKTUKKM NPOTUBOOMyXone-
BOW Tepanunu 1 NporHo3a 3abonesaHud [17].

Heo6xoaMMO OTMETUTb, YTO MPUYUHbBI, OO BACHSAIO-
wme 6naronpusatHoe TedeHune Hb y naumenToB ¢ OMC,
0O KOHLA He fAcHbl. OQHUM M3 OOBLACHEHWUN MOXKET
ABNATbCA coYeTaHWe GnaronpusaATHbIX MPOrHOCTUYe-
CKMX XapaKTepUCTUK OMyxo/nu, BKJOYaa 6Gnaronpw-
ATHbIE TUCTONOINMYECKME BapuaHTbl WM OTCYyTCTBUE
amnnudukaummn reHa MYCN. OgHaKo BbiCKa3bliBaeTCH
rmnotesa, cornacHo KoTtopon passutve OMC BO3-
MOXHO TO/IbKO Y NaLMEHTOB C ONpeaeNeHHbIMY BUAa-
MW HEWPOreHHbIX onyxonen, obnagatolimx BbICOKOM
MMMYHOT€HHOCTbIO, MPOTUB KOTOPbIX pPa3BUBaEeTCH
BblpaXKEHHbI NPOTMBOOMYXONEBbLIN OTBET CO CTOPO-
Hbl UMMYHHOW CUCTEMbI, OOHUM U3 NPOSABAEHNI KOTO-
poro fABNSIETCA Pa3BUTHE ayTOMMMYHHbIX HapyLEHWUN],
nexauwmux B ocHoBe OMC. [laHHasa runotre3a MOXKeT
06BACHUTb CPABHUTENIbHO HEGObLIME pa3Mepbl Ony-
xonuny naumeHToB ¢ OMC 1 peakocTb MeTacTa3npoBa-
HUS MPU HaMYUKU HEBPONOTMYECKOM CMMMTOMAaTUKHK
[5, 13].

BaXHOCTb CBOEBPEMEHHbIX 3TanoB BbISBEHUS
OMyXONM W ee yaaNneHuss NOAYEpPKMBAETCA pPsaoMm
nccnegosaTtenen, YoM paboTbl CBUAETENBLCTBYIOT O
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NONOXUTENBHOW HEBPONOrMYECKON AMHAMUKE nocne
XUPYpPru4yeckoro BMeluaTtenbctBa [18], a Takxe o
BO3MOXHO J/y4WWX OTAaNIEHHbIX HEBPONOrMYECKUX
pesynbratax ne4eHms OMC [19].

MeToabl BbiiB/ieHUa onyxonu npu OMC

M TEXHOJIOrUs BbIMOJIHEHUA UCCNiefOBaHUN

OCHOBHble MeTOAbl A/ BbIABAEHUS OMYX0an Mpwu
OMC penatcsa Ha aHaToMuyeckne — Y3WU, peHTreHo-
rpadpusa, KT nu MPT, ocCHOBaHHble Ha OCOGEHHOCTHAX
fIOKanusaumm onyxonu, n GyHKLMOHaNbHble — onpe-
feneHve ypoBHs oHKomapkepoB (HCE, depputuHa,
MeTaboNIMTOB KaTeXo/laMMHOB MOYM), MoKa3aTtenen
onyxoneson aktuBHocTM (JIAIN), a TakKe CUMHTH-
rpadusi ¢ MBI, ocHOBaHHble Ha MeTaGoUYEeCKOI
aKTMBHOCTM HB.

Han6onee npocTbiMW, AOCTYMHbIMWU U He Tpe-
OyIOWMMM aHECTE3MONOMMYECKOro nocobusa aarke
Yy MafeHbKWX [eTerh aHaTOMUYECKMMMU MeTodamu
BM3yanmnsaumn asnsatotcs Y3U u peHTreHorpadums.
OnHaKo Kak nutepaTtypHblie [20], TaK 1 pe3ynbrathl
COOCTBEHHbIX MCCeA0BaHWN OEMOHCTPUPYIOT, 4TO
B 12 (63,2%) u3 19 cnyyaeB npu BbISBNEHUM ONy-
xonu no paHHbiMm KT/MPT 3T0 HOBOOGpa3oBaHue
He [OEeTEeKTUPOBaNOCb HU Ha PEHTFEHONOrMYECKMUX
CHUMKaX, HM NMo gaHHbiM Y3W. C nomollblo nocnea-
HUX ABYX METOAMK BM3yaNn3MpOBasoOCb OMYXOJH,
KaK npaBuno, 60nbluMe No pa3mepam, TobKoy 6/19
(31,6%) 60nbHbIX. BONBWMHCTBO TaKUX 06pa30BaHKUM
(4 nauymeHTa; 66,7%) 6bIN1O NOKaNM30BaHO 3abplo-
WUMHHO BHEOPraHHO M B MasjioM Tasy, YTO HaKnaAabl-
BaeT oTnevyaToK Ha pa3paboTKy anropMtma avarHo-
cTMyeckoro noucka npu OMC.

BaXKHbIM acrneKToM [AWMArHOCTUMKU HEeWpOreHHbIX
onyxonen npu OMC aBnseTcs MUHMUMMU3aLUSA paaua-
LMOHHOM Harpy3ku. Ecnn Y3W He HeceT TaKoBOM, TO
peHTreHorpadusa n KT oTHocATCS K MeToaam nyde-
BOW AMarHocTuKuW. Mpun onpegeneHnn npeanoyvTeHnn
Mexay peHtreHorpaduen n KT, no Hawemy MHEHMIO,
cneayet ocTaHaBnMBaTb CBOM BbIGOP Ha BTOPOM
meTofe. KaK y»e oTMedanoch Bbllle, Manble pa3me-
pbl 06pa30BaHMa U CNOXKHAas IOKann3aLuuns onyxonen
y nauneHtoB ¢ OMC He No3BONAOT paccMaTpuMBaTb
peHTreHorpadumio B Ka4ecTBe MeToaa Bbibopa: HEUH-
GopMaTUBHbIE AaHHbIE WMHWULIMAIBHOW PEHTreHorpa-
dun notpebytoT nocneayouen KT Kak y naumneHToB ¢
HEBbIIBNEHHOM OMNYX0/btO, TaK U 'y 60/bHbLIX C O6HapY-
EHHbIM HOBOOOpPa30BaHWEM, HO AMArHOCTUYECKUH
NPOTOKON y NnauMeHToB ¢ Hb 6yaeTt TpeboBaTtb A40MN0N-
HUTENbHOrO NpoBeaeHus 6oee TOYHbIX BU3yanu3a-
LMOHHbIX MCCNefoBaHWUM [ANA YTOYHEHUS MNPUPOAbI
naTtonorMm M aHaTOMMYECKOW JIOKanM3auun onyxo-
nn. B cnyyae ecnu npoBeneHne KT Ha nepBoMm 3Ta-
ne HEBO3MOXHO MO KaKMM-TM60 NpU4MHaMm, TO PEH-
TreHorpaduio opraHoB rpyaHON KETKU HeOBX0AMMO
BbIMOJIHATL B IBYX MPOEKLMUAX — NPAMON 1 GOKOBOW.
Takum o6pasom, Y3U n peHtreHorpadumsa MoryT 6biTb
MCNoNb30BaHbl Ha 3Tane nepBUYHOW AMArHOCTU-
KW WM B TEX CUTyauusX, Korga HET BO3MOXHOCTU B
KOPOTKME CPOKM BbiNONHUTL KT/MPT.

BaxkHbIM npeactaBnaeTca u cobnogeHne Tpebo-
BaHWM K NPOBEAEHUI0 aHAaTOMMUYECKOM BU3yann3aLnm
HEMPOreHHbIX onyxofen. [puM WHUMUMaNbLHOW Auar-
HOCTMKe uenecoobpasHo nposoanTb KT ¢ 3axBaTtom
o6nacTu Weun, OpraHoB rpyaHOM KNEeTKW, GPIOLIHOM
MoJIOCTHU, 3aBPIOWMHHOIO NPOCTPAHCTBA M MOOCTH
Manoro Ta3a C WMCNoib30BaHWEM OGOMOCHOrO0 KOH-
TPacTHOro ycuneHus. OnTUManbHbIM KONMYECTBOM
KOHTpacTHOro npenapata asnsetca 2,0-3,0 mMa/Kr
Maccbl Tena (B 3aBMCUMMOCTM OT KOJIMYECTBEHHOrO
cofeprKaHuns noga B KOHKPETHOM KOHTPacTHOM npe-
napate). et ¢ Hb B Bo3pacTe ot O oo 3 net obec-
neyMBaloTCqd  aHEeCTEe3MONIOTMYECKMM  MOCOBMEM,
NMOCKOJMIbKY Mpouecc BBEAEHUS KOHTPACTHOro npena-
paTa BbI3bIBAET Y HUX HEKOTOPbIN AUMCKOMPOPT (4acTo
YyBCTBO XXeHus, 6oneBble peakumnm). CKaHnpoBaHue
ocylecTBASeTCs TPaAULMOHHO BO BCe dasbl ncchne-
JOBaHWS — HaTMBHY!O (4O BBEAEHUS KOHTPACTHO-
ro npenapara), apTepuvanbHylo (BO Bpems BBefe-
HU1S), BEHO3HYIO (4epe3 1 MUH OT Havyana BBEAEHMUS),
NapeHXMMaTo3Hylo (4epe3 2 MWH) U OTCPOYEHHYIO
BbIAENUTENBHYIO (Yepe3 5—-7 MUH). [Ina ageKkBaTHOM
JNAarHoCTUKM HeOBX0aMMbl Hanbonee YeTkne n3obpa-
EHWA C MaKCMMaslbHO BO3MOXHbIM TOHKMM LIArom
CKaHupoBaHusa. B dIrey «pHKL ATON um. OMutpus
Porayésa» ocCylLeCTBNAOTCS UCCNeA0BaHUS Ha anna-
paTe cepun BrightSpeed (General Electric, CLLUA) ¢
16-10 cpe3amu, Wwarom ckaHumpoBaHusa 5,0 mm, cpea-
HUMMK MOKa3aTensaMu BpaleHUs TPYOKU U OBUKEHUS
cTona Npyv MakCMManbHOM OxBaTe paboTbl AETEKTO-
poB. YKa3aHHble XapaKTEPUCTUKM MO3BONSAIOT MakK-
CUManbHO YCKOPWUTb BbIMOMHEHWE Mpoueaypbl, YTO B
CBOI0 0o4yepeab o6ecnevyMBaeT MUHUMM3ALMIO Ny4e-
BOW Harpysku. [NpumeHsemas BO BpeMS CKaHMpOBa-
HUSI CUCTEMA CHUMXKEHUS MOJIYYEHHOM Iy4EBON HArpy3-
Kun ASIR (Adaptive Statistical Iterative Reconstruction)
nossonsieTr Ha 40% CHU3UTb 06/yHEHME NaLMEHTa, WU,
6narogapsi COBPEMEHHbBIM KOMMbIOTEPHbLIM aNropuT-
MaM, MNpPOU3BOANUT «AOCTPaMBaHUE» U306parKeHus,
OCHOBbIBasfiCb Ha AEHCUTOMETPUYECKON MAOTHOCTH
PacrnofioOXEHHbIX PSAOM OpraHoB W 06pa30BaHMM.
lNocne 3aBepUWEHUS CKaAHWMPOBAHUSA MNPOM3BOAMUTCSH
PEKOHCTPYKLMSA MOSYYEHHbIX AaHHbIX C MOAYyYEHUEM
cpesa 0,625 MM, 4TO NO3BOJSET TOYHO U YETKO MNpPO-
BOAWUTb AMArHOCTMKY. CpeaHsa nyyeBas Harpy3Ka Ha
nauuneHTa coctaBngeTr 5-7 mM3B.

Bo Bpemsa uccnegoBaHua B 061aCTU MOParKEHUS
MOXET BU3yann3nMpoBaTbCs MSATKOTKAHHbIA KOMMO-
HeHT nnoTHocTbio 30-40 HU, yacto HEOAHOPOAHOM
CTPYKTYPbl 3@ CYET HanM4uMa MENKUX KallbLMHAaTOB,
HepeaKo C rMnNoAeHCHBHbLIMW KOMMOHEHTaMK (BEpPOAT-
Hee BCero, — y4yacTKM pacnafa), pasinyHbIX pasme-
poB. lMpn aHann3e n3o6paKeHu HeobXxoaMMO Y4UTbI-
BaTb €ro pacnosioKeHne (cnpasa, C/IEBa, LIEHTPasbHO),
a TaK)Xe B3anMOCBSA3b C NpUerawwumm cocyaamu, ¢
Lenbio 4ero M nNpoBOAMTCA GOMOCHOE KOHTPAcTHOE
ycuneHue. ocne KOHTpacTMPOBaHWS onpeaensercs
aKTUBHOE HEOAHOPOAHOE HaKOM/JEHWE KOHTPACTHOro
npenapara, 4OCTUratoLlee CBOEro nuKa npeMmMyLLecT-
BEHHO K BEHO3HOM (pa3e CKaHUMpPOBaHMS.
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MPT Tak»Xe MOXeT MCNO/Ib30BaTbCA B AMArHOCTU-
YeCKUX Liensix. BaxKHO yunTbIBaTb, YTO €€ BbINOSIHEHUE
TpebyeT ANUTENbHOW ceaalunn NnaumMeHTa, OCOBEHHO C
y4eTOM HEOB6XOAMMOCTH 3axBaTa 60JIbLLIMX 30H CKaHU-
poBaHus. Haue scero MPT noka3aHa npu napaBepTe-
6pasibHOM PacnoIOXEHUN ONYX0NK, AN ONpeaeneHus
CBS3M CO CMMHHOMO3rOBbIM KaHa/loM U UCKIOYEHHUS
anuaypanbHOM Komnpeccun. OnTUManbHble cepumn
ans aHanmsa Ha MP-tomorpade — T1, T2, STIR (Short
Tau Inversion Recovery) u T1 ¢ KOHTPACTHbIM ycune-
HWMEM B aKCHManbHbIX, CaruTTalbHbIX MU KOPOHAaPHbIX
npoekuusax. Npu aHannse nosiy4eHHbIX U306 parKeHnn
OnpenensitoTcsa NOBbIWEHHbIM curHan Ha T2 u STIR,
M30MHTEHCUBHbIN — Ha T1 U aKTMBHOE HaKoMJeHue
napamMarHeTuKa.

CumHTUrpadmsa c 123 MMBI ssnsieTcs BbICOKO4YB-
CTBUTENbHbLIM U CMELUDUYHBIM METOAOM AUArHOCTUKM
HEMPOreHHbIX onyxonen [21], 0AHAKO A0 HACTOALWEro
BPEMEHW HET AOCTOBEPHOM MHOOPMALMUKM O KpuUTe-
pUsiX BEPOATHOCTM MeTola B BbiiBNeHun HB y nauu-
eHToB ¢ OMC. B Havyane 90-x rr. XX Beka M. Parisi n
COaBT. [22] noKa3anu, 4To B 4 cny4asax M3 4 onyxosb
y nauueHtoB ¢ OMC 6bina MUBI-NO3UTUBHOM, npw
3TOM cuuMHTUrpadus ¢ MUBI B 2/4 cnyyaeB 6bina
MEeTOA0M, KOTOPbIM MOMOT BbIIBUTb 06pa3oBaHue. Ha
TOT MOMEHT aBTOpPbI BbiICKa3av NPeanonoxeHune, 41o
cumHTUrpadus ¢ MBI MoxeT 6bITb UCNONb30BaHa B
KayecTBe CKPUHUHTIa A/19 AMAarHOCTUKM Masibix No pas-
mepy HB y nauneHTtoB ¢ OMC [22], XO0TS B AaNbHENLLEM
3Ta rmnoTte3a Obifla NocTaB/iEHa Noj COMHeHue [11,
20]. Tak, B uccnegosanum K. Pang u coasT. [11] BCce
4 naumenTa ¢ HB umenn MMBI-HeraTMBHbIe ONyXonu.
B apyrom mnccnepoBaHum 6b110 NPOAEMOHCTPUPOBA-
HO, YTO YacToTa BbISIBJIEHUS OMYXONU MPU CLUMHTUIPa-
dum ¢ MUBT 3aBucena oT NOKanu3aLmMu NopaeHus,
cocTtaBnsig 83% npu oKanmnsaunm onyxonu B rpyqHom
KneTke u cHuxasacb o 70% npu nokanusauum HB B
3abpolWnHHOM nNpocTpaHcTee [20].

B HalleM uccnefoBaHUM cUMHTMrpadus ¢ MUBI
Nno3BoJinNa NOATBEPAUTL HEMPOTrEHHYI0 NMPUPOAY Ony-
xonu TonbKo y 9 (52,3%) ns 17 naumneHtos ¢ OMC. Mo
Mepe HaKOMIEeHUa 3HaHUM o0 6uonornn HB y naumneH-
ToB ¢ OMC 6bI710 NOKa3aHo, 4to HB, accounmpoBaHHas
¢ OMC, — Kak npaBuio, MeTaboIMYECKN HU3KOaK-
TMBHAas ONyXoJib M 4HacTO UMEET HEBObLLME pa3Mepbl,
4TO, BEPOSITHEN BCETO, 1 BAUSIET HA AUArHOCTUYECKYIO
3HAYMMOCTb CLUMHTUrpadumn ¢ MUBT. B Hawwem uccne-
[JOBaHWK MPU aHaNM3e NoyYEHHbIX NIaHAPHbIX CLMUH-
TUrpamMMm TONbKO y 6/17 nauMeHToB 6bl10 BbISBIEHO
HakonneHne POl B onyxonsax, BU3yaJn3NpPyeEMbIX Ha
KT nan MPT. JononHUTENbHOE BbIMOSIHEHWE MPOTO-
Kona OAHO(MOTOHHOW 3MWCCUMOHHOM KOMIMbIOTEPHOM
TomMorpadum, COBMELLEHHOW C KOMMbIOTEPHON TOMO-
rpadpuen (OPIKT/KT), yny4ywaeT NnpocTpaHCTBEHHOE
paspelleHne 1 N03BONSET HECKOJIbKO YBEIUYUTb YyB-
CTBUTENbHOCTb MeToAa. TaK, B HalleMm UccneaoBaHum
OPIKT/KT B AONOMAHEHUE K MNAHAPHOW CUMHTUIpa-
dun ¢ MMBI nossonuna BbISBUTL HaKkonneHue PN
B ONyXO/M AONOMHUTENBHO ¥ 3 NaLMUEHTOB (Npu 6o5ee
MeNnKux pasamepax Hb npenapat He HakannMBascs).

Opyrum GaKTopoMm, BAMSIOWMM Ha YYBCTBUTEb-
HOCTb cUMHTUrpadun ¢ MBI, ABnseTcs rucTonoru-
YEeCKUIM BapuaHT onyxonn. U3BecTHO, 4To 60nee HKN3-
KOe HaKomnieHne UK oTcyTcTBUE HakonneHus MUBI
yalle HabngaeTcs B 06pa3oBaHUSaX C TAaKUMU TMCTO-
NIOTMYECKNUMU BapuaHTamu, kak 'HB n M'H [23-25]. B
YacTHOCTK, B HalWleM uccnefoBaHWK Yy 8 nauMeHToB,
y KOTOPbIX He 6bl10 OTMeYyeHO Hakonnenus MMUBT,
rMCTONIOTMYECKNIM BapuaHT OblN npeacTaBneH 6onee
3penbiMu noatmnamum — F’HB 1 MH.

Y petenn ¢ OMC ¢ LUenbio BbiIIBNEHUSA HEOONbLLOM
no pasamepy onyxonu (HB) gomxHbl 6bITb UCNONB30-
BaHbl Hanbonee onTMmalbHble U MHOOPMATHUBHbIE
MeToabl anarHoctnku. KT wn MPT, nosBonstowme
nosy4yaTb NPEBOCXOAHYO aHaTOMUYECKYIO AeTanunsa-
unio M obnagatolinme BbICOKOW YYBCTBUTENbLHOCTbIO
(BKNOYaAsa BbIABNEHUE OMYyX0Nen MalbliX pa3MepoB),
6e3ycnoBHO, ABASAOTCS MeTogamMKu BbliGopa, HO He
o6nagaloT AOCTATOYHOM CMNEeun@PUYHOCTbID U  He
no3BoNsAT AMddepeHUMpPOBaTb ONYX0/b, PACTYLLYIO
M3 CMMNATUYECKMX FaHrneB, 0T HOBOOGPa30BaHUSA
apyron npupogbl. Mcnonb3oBaHWe CUMHTUIPpaAdUK C
MWBT, Bknoyas OPIKT/KT, no3BonseT 4OCTOBEPHO
onpeaennTb HalM4ynue onyxoam HEMPOreHHOM Npupo-
obl. K coxaneHuto, manbie pasmepbl 06pa3oBaHUs
M 4acTo BCTpevawumnca 6onee 3penbii rMcToNoru-
YEeCKMIN BapuaHT onyxonu y naumeHtoB ¢ OMC cHu-
YKaeT YyBCTBUTENbHOCTb JJ@HHOro MeToja, 4To BeaeT
K OafbHEWWeMy MOUCKY HOBbIX AMArHOCTUYECKMUX
METOA0B AAEPHON MeANLIMHbI C 60/1e€ BbICOKOW YyB-
CTBUTENbHOCTbIO.

BbicoKasi akcnpeccua comaToCTaTUHOBBIX peLen-
TOpoB B TKaHu HB ¥ Opyrux HEMPOIHAOKPUHHbLIX
onyxonax cnocob6cTBOBaNia Pa3BUTUIO CLMHTUIPaA-
dun ¢ ncnonbloBaHnem pagnodapmMmnpenapaToB Ha
OCHOBE COMAaTOCTaTMHOBbLIX aHasoroB [26]. OgHaKo
co3faHHble paHee P®ll-aHanorm comaToCcTaTUHO-
BbIX PELIENTOPOB, MEYEHHbIE 111In, o61agatoT MeHb-
wen cneyndUyHOCTbIO NPU CPaBHEHUN C 123 MMBr
y nauuneHTtoB ¢ HB npu npoBeaeHun cumHTUrpadmu
[27]. CuHTE3 1 ucnonb3oBaHue PPOIl1-aHanoros coma-
TOCTATUHOBLIX PELENTOPOB, MEYEHHbIX 68Ga, ans
NO3UTPOHHO-3MUCCUOHHON TOMOrpadum, COBMELLEH-
HOW C KoMnbloTepHOM Tomorpaduen (MI3T/KT), npu-
BE/10 K 3HAYUTENIbHOMY YNYHLLIEHWIO ANArHOCTUYECKNX
KpUTEpPMEB BEPOSATHOCTU NPU BU3yanusauum Henpo-
reHHbIX onyxonewn. A. Kroiss n coaBT. MoKa3anu, 4To
cunHTurpadms ¢ T231-MMBT u N3T/KT ¢ ®8Ga-DOTA-
Tyr3-octreotide nmenu paBHyt0 4yBCTBUTENbHOCTb B
anarHoctuke HbB, Ho 6onee BbiICOKMIW NOKa3aTenb 6bi
[OCTUIHYT B IMAarHOCTMUKE OTAE/bHbIX 04aroB nopaxe-
HUS Npu ucnonb3oBarHuu MIT/KT ¢ 68Ga-DOTA-Tyr3-
-octreotide [28]. B 2013 r. J. Prathamesh u L. Vikram
onvcanu ABa ycnelHbIX KIMHUYECKUX ClyYas AuarHo-
cTMkn HB y naumenToB ¢ OMC npu nomowm MIT/KT ¢
68Ga-DOTA-Tyr3 -octreotide [29].

Nyywee paspewenune npu MNIT/KT-uccnegosaHmm
Nno CpPaBHEHWIO C UCMONb30BaHWMEM raMma-Kamepbl,
cpaBHMMas 4YyBCTBWUTENbHOCTb K MWBI, oTcyTcTBUE
Heo6X0AMMOCTH creLmnanbHOM NOAroTOBKM NaLneHTa,
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Hann4yMe BO3MOXHOCTM KONMYECTBEHHOW OLEHKM, a
TaKe exeaHeBHoro nonyyvyeHus POl ¢ meTKon %8Ga
ansa N3T/KT neMoHCTpMpYyoT NpenMmyllectesa 1 nep-
cnekTmnsbl ncnonb3oBaHua MNI3T/KT ¢ PPl-aHanoramm
COMaTOCTaTMHOBbLIX PELENTOPOB Nepen CLUMHTUrpa-
dvein ¢ 123123 MMBT. NposeaeHvre aanbHelwmx
nccnefoBaHWi M UX OLLEHKa NO3BONAT OMpenenuTb
60onee TOYHble MOKa3aHWMa W MNOC/efoBaTelbHOCTb
MCNONb30BaHUA KaxAoro AMarHocTM4ecKoro metoaa
B BbISIBJIEHUN HEMPOTrEHHbIX OMYX0Siel y NaLMEHTOB C
OMC; 1 HET HUKAKUX COMHEHUM, YTO METOAbI SAEPHOM
MeauLUMHbl 6yayT Urpatb CyLWECTBEHHYIO POSib B 3TOM
AWArHOCTUYECKOM MOUCKE W, BO3MOMHO, KaK 6bl0
nokasaHo aBTopamu B Hadane 90-x, 6yayT AEMOH-
cTpupoBaTb 100% pesynbrart.

Opyrum aoKasaTenbCTBOM HU3KOW MeTabonunye-
CKOM aKTMBHOCTM onyxonun npu OMC nocnyxun ToT
$aKT, 4TO B Hallen KoropTe 60/bHbIX TObKO B 52%
cnlydyaeB OoTMedasnocb nosbiweHne ypoeHs HCE. 310
NoBbllWEHNE BbIN0 HE3HAYNUTENbHOE M HE MPEBbLILWAano
2 HopM. TakuM 06pa3oM, 3HA4YEHUS OHKOMapPKepos,
COOTBETCTBYIOLIME BO3PACTHOM HOPME, HE AOJKHbI
C/TY)XWTb OCHOBAHWEM K OTKa3y OT NpOBeAEeHUs aHa-
TOMWYECKOM BU3yanusaLuu C LENbIo NOMCKa HENPO-
FEHHOW OMYyXOJK.

ANropMTM AUArHOCTUHECKOro NoucKa

onyxoau npu OMC

O6o6uwatolmne nutepaTypHble OaHHble TOBOPAT
o0 ToMm, 4yTo HB, accoumnpoBaHHyto ¢ OMC, BbISBUTb
NpoBeAeHNEM CKPUHMHIA TOIbKO C MOMOLLbIO onpe-
JeneHvs MetabonnToB KaTexoNlaMmHOB Mo4n n Y3U
[I0CTaTO4YHO Npob6emMaTUYHO, N TpebytoTca 6osiee Tou-
Hble BU3yanu3aLmoHHble metoabl [11, 20].

Takum 06pa3om, nutepaTypHble AaHHbIE U Pe3yIib-
TaTbl CO6CTBEHHbIX HABMIOAEHUN IEMOHCTPUPYIOT, H4TO
KT n/vwnn MPT gaBnqatoTcs Hanbosiee onTuMalibHbIMU
metogamu ansa BeiseneHns Hb npu OMC. Mpu 3tom
KparvHe Ba)KeH pedepeHC MNOoNYyYEHHbIX CHUMKOB B
MEAMLUMHCKUX LIeHTpax, crneunannuaupyowmxca Ha
JIeYEHUN OHKONOrMYECKMX 3ab01eBaHUN U UMEIOLLUX
B LITaTe CMeLnasnMcToB 3KCNEPTHOro YpoBHS. B cny-
Yyae BbISIBIEHUS OMYyX0/J€BOro npouecca metacTaTu-
YecKoe pacnpocTpaHeHMEe AOMKHO ObiTb UCKJIOYEHO
Npy NpoBefeHnn cuuHTUrpadum ¢ MMUBI u ocTeo-
cumHTUrpadum (y naumeHto ¢ MMBI-HeraTMBHbIMM
OMyXonsiMK), @ TaKKe Npu BbINOJHEHUN KOCTHOMO3TO-
BbIX MYHKLWNA.

Opyrum BOMNpocoM, BCTalOWMM MNpu pas3paboT-
Ke anroputma noucka onyxonun npm OMC, aBngetcs
ONUTENbHOCTb HabnwaeHusa. M3BeCTHO, YTO HEBPO-
flormyecKkas cMMNToMaThKa MOXET MpelecTBoBaTb
BbISIBJIEHWIO HEMPOreHHOM OMyXo/u, B CBA3U C YEM
nauMeHTam, y KOTOPbIX WMHULMaNbHoe ob6cnenoBa-
HWe He BbISIBWIO MPU3HAKOB OMyX0NeBOro npotecca,
peKoOMeHAyeTCcs MPOBOAWTb MOBTOPHbLIE CKPUHMWHIO-
Bble MccnegoBaHua ¢ nHtepsanom 6 mec [30]. Kak
npaBuIO, BPEMEHHbIE PAMKW MEXIy HeBposoruye-
CKOM CUMMNTOMATUKON W BbISBNEHWUEM HEWPOreHHOM
onyxonun BapuabenbHbl, HO 06bIYHO HEe MpeBbIlaoT

nByx net [30]. B nutepatype onucaHbl ciy4au u 6onee
no3aHero o6Hapy»eHusa onyxonu [31]. Haw onbIT
nokasan, 4To B 2 13 19 cnyyaeB onyxosb Oblna guar-
HOCTMpOBaHa 6ofiee 4em 4epes 2 roga OT MOMEHTa
NosiBIEHNS HEBPOIOTMYECKON CUMNTOMATUKKN. TaKnuMm
obpasoMm, nepuon HabnwoaeHus B psage cryvyaes
MOXET COCTaBNATb A0 5 f1eT, 0CO6EHHO Npu ANUTENb-
HOM COXPaHEHWW HEBPOSIOTMYECKON CMMNTOMATUKM,
peunanBupytoem tedeHnmn OMC, a TaKXKe y naumeH-
TOB C AJUTENbHbIM HEBPOSOrMYECKUM aHaMHE30M,
KoTopbiM paHee agekBaTHble (KT/MPT) CKPUHWUHIO-
Bble MEPOMNPUATHUA HE MPOBOANIIUCD.

lNpeanaraem anroput™M [AMArHOCTUYECKOrO MOW-
cKa onyxonu npu OMC, padpaboTKa KOTOPOro OCHO-
BaHa Ha [JaHHbIX TUTepaTypbl U COGCTBEHHOM OMbITE
(puc. 3).

NEPBUYHAS [IMATHOCTUKA
MPY NOCTAHOBKE INATHO3A
«CUHAPOM OMNCOKJI0HYC-MWUOKJIIOHYC>

LWar 1

Y3 wewu, opraHoB GPIOLLHOI NOOCTI, Manoro Tasa™:

® pEHTreHorpaus OpraHoB rpyaHOM KNeTKU (nps-
Mas 1 npasas 60KoBas npoekLms)*

® OnpefeneHne B CbIBOPOTKE KPOBM YPOBHA OH-
KOMapKepoB (HerpoHCneLndmn4eckon eHonassl,
theppuTUHA), NaKTaTAErMAPOreHasbl

® onpefeneHne MeTaboNuTOB KaTexonamMmMHOB MOYM
(rOMOBaHWUNMHOBOW W BAHWIMNMUHAANBHON KU-
CNoThI)
Mpu HaNU4UW/OTCYTCTBUM TMOMOXKUTENbHBLIX pe-

3y/bTaTOB UCCIIEL0BaAHNSA

War 2

e KT/MPT** ¢ BHYTPUBEHHbIM KOHTPACTMPOBAHUEM
LLen, OpraHoB rPyAHON, GPIOLLHON MONOCTA 1 Ma-
noro Tasa

War 3

lepecmMoTp pe3ynbTaToB BU3YaNU3ALMOHHbBIX MC-
CNe0BaHNA B LIGHTPAX, CMEeLManu3upyoLLNXCcs Ha
neyeHun nauneHtoB ¢ OMGC, w/unm OHKOMOTUYECKNX
LieHTpax

LWar 4
lpu BbISBNEHUN 06pA30BaHNA, NOLO3PUTENBHOMO
Ha Hb — npoBeaexue cumHturpadoum ¢ MUBT

Mpu oTcyTCTBMM M3MEHEHHI no faHHbIM KT/MPT —
KOHTPONIbHOE 06cnefi0BaHue Ha NPOTSKEHUN 2 NeT
(kaxpgble 6 mec)

Puc. 3. JuarHoCTU4ECKWUI anropuTm Npu CUHAPOME OMCOKJIOHYC-
MUoKnoHyc (OMC), HanpaBfieHHbIN Ha BbISIBJIEHWE HENPOTreHHOM
Onyxo/n

lMpumeyaHue. * — Npu HEBO3MOMKHOCTHU BbINONHEHNUS
KomnbtoTepHow (KT) u/unn marHuTHo-pe3oHaHcHon (MPT)
ToMorpaduun Ha nepsom atane, ** — MPT no3BOHOYHOro cTON6a
npu napasepte6panbHOM PaCcnoNOKEHUN OMYXONH,

MWBI — meTanog6eH3uNryaHuanH.
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3AK/TIOYEHHUE
PegKocTb [aHHOro HEBPOSIOrMYECKOro CUMHAPOMA,

aHaTtoMo-6uonorndyeckne ocobeHHoctn HB npu OMC
NoA4YepPKMBAIOT BaXKHOCTb CO34aHNsA KOONEPUPOBaHHbIX
paboymnx rpynn ans U3y4YeHUs 1 eYeHUs STUX BONbHbIX.
BHeapeHve cTaHgapTM30BaHHOIO AMArHOCTUYECKOro
anroputT™Ma, HanpaB/IEHHOrO Ha BbISIBIEHWE HENPOreH-

10.

11.

12.

13.

14.

HbIX onyxonen y nauueHtoB ¢ OMC, a TaKXe 4eTkas
MapLUPyTM3aLMa NaLMEHTOB, Kak MMEKLMX HEBPOSIO-
FMYECKYI0 CMMMTOMATUKY, TaK M B Cly4yae BbISIBJEHMUS
ONyX0/nK, MNO3BOJUT 3HAYUTENILHO COKPATUTb BPEMEH-
HOM MHTEpBaNn A0 MOMeEHTa KoHcTaTtauum OMC napa-
HEeonaacTM4eCKON MpUPOAbl M, BO3MOMXHO, YAYYWMWT
OTAaNeHHble HEBPONOrMYEeCKNE UCX0abl 3ab0/1IeBaHMS.
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IX Cbe3 OHKONIOroB U paAuosoros
ctpaH CHI u EBpa3umu

15-17 noHa 2016 r. B MuHcke (Pecnyénnka benapyce, PB), coctosiica IX Cbe3 OHKO/I0roB U pajnosioros
ctpaH CHI n EBpa3uu — oanH n3 Hanbosiee MacluTabHbIX Hay4YHbIX GOPYMOB, MOCBSILEHHbIX BOMPOCam opra-
HMU3aUnn MEANLIMHCKOM MOMOLLM NaLneHTaM ¢ OHKOJIOTMYECKMMM 3ab601E€BaHMSIMU, a@ TaKKe MeTogam agvar-
HOCTUKM, TeYEHUS U NMPOPUIaKTUKKN 3TON rpynrbl 3a6osieBaHui. O macluTabax npoBeAeHHOro MepornpUsiTUs
cBuAeTesIbCTBYET KOJIMYECTBO AesieratoB — boJsiee 2 ThiC.

Ha LepeMOHUM OTKpbITuS Cbe3aa, opraHM30BaH-
HoW BO /[Bopue Pecny6nuMKu, BLICTYNWIN 3ame-
ctutenb [pembep-muHnctpa PBE H.U. KouaHoBa,
MwuHucTtp 3apaBooxpaHeHns Pb B.U. Xapko, aunpek-
Top MexXayHapo4HOro areHTCTBa MO M3YyYeHUIO paKa
(International Agency for Research on Cancer, IARC)
Kpuctodep Yaunbp (Christopher Wild), aupek-
Top Pecny6nnkaHcKoro Hay4YHO-MpaKTU4EeCKOoro
UEeHTpa OHKONIOTMM U  MEeAMUMHCKOW  paanosioruu
uMm. H.H. AnekcaHgpoBa MwuHsgpaBa PB npodeccop
0.I. CyKkoHKo, anpektop ®IrbY «POHL, um. H.H. BnoxuHa»
MwuH3gpaBa Poccun akagemuk PAH M.U. QaBbifoB,

[Bopeu Pecnybnunku (MuHCK, Pecnybnuka benapycb): generatbl
IX Cbesna oHKonoros v paguonoros ctpaH CHIM u EBpasuu Ha
LlepPEMOHMMU OTKPbITUSA

ONpeKTop LleHTpa [eTCKOW OHKOMOruMu, remartosio-
MU U UMMyHonormn MuHsgpasa PB yneH-kopp. HAHB
0.B. AneiHuKoBa.

3amectutenb [pembep-muHuctpa PB Hatanbs
MBaHoBHa Ko4yaHoBa 3ayuTana obpalleHne K genera-
Tam Cbesga Npesungerta PE A.T. JlykaleHKo, a co cBoen
CTOPOHbI OTMETMIa 3aKOHOMEPHOCTb Bbl6OpPa MMEHHO
cTonnubl benopyccuun ans npoBeaeHUs CTo/ib 3HA4YMMO-
ro Hay4yHoro ¢opyma, NOCKO/bKY 3[10pPOBbE Hapoaa U
pa3BUTME CUCTEMbI 3PaBOOXPaHEHNA — 3TO OfHMU U3
NPUOPUTETHbLIX HanNpaBieHU coumanbHOn NOAUTUKK PB.

MuHucTp 3apaBooxpaHeHus Pb Bacunuin MBaHoBMY
YKapKko noarBepaunn cosgaHue U peannsaunio B cTpaHe
YCTOMYUBOW MOAENU 34paBOOXpPaHeHUd C OIoLXKEeTHOM
cuctemorn GUHaHCMpPOBaHMS, KOTopas rapaHTupyeTt 6ec-
niaTHoe MeauLMHCKOe 06CayKMBaHUE 4N BCEX COLM-
aflbHbIX CNNOEB HaceneHus.

O.[. CykoHko, M.WN. OaBbigoB u O.B. AneiHuKoBa
B CBOMX [OKJagax npouvHbdopmMupoBann aeneratos
Cbesfa 0 NpUHLUMNax opraHn3aumnm MeauLUmnMHCKOM NOMO-
M NaLMeHTamM C OHKONOrM4YeCKMMKU 3ab0SieBaHUSaIMU B
Poccun n Pb, npoBenu aHanuMa anuaeMmonorm4yecKmx

MuHucTp 3apaBooxpaHerusa Pb B.U. }apko

[JaHHbIX, ONUcann COBPEMEHHbIE OCTUKEHNSA B OHKOO-
TMU U HAMETUIM BEKTOPbI AAa/IbHENLLETO PA3BUTHUS.

KynbMWHaUWEN LEePEMOHUN OTKPbLITUSA CTan KOHUEPT
[ocyoapcTBeHHOro KaMepHoro opkecTtpa Pb nop ynpas-
neHvem Mwuxauna PuHbepra: ana ageneratos Chesaa
Obl/I0 UICMONHEHO MHOIO NECEH M MY3blKallbHbIX KOMMO-
3ULUNA.

B HayyHoM nporpamme Cbesdfa 605blioe MeCTO
OTBOAMNIOCH Mpo6GnemMaM AEeTCKOW OHKOJIorMu: 3acena-
HUS CEKLWW, MOCBAWEHHOW AMArHOCTUKE W NeYeHuto
[eTen c OHKONOrMYyeCcKnmMmm 3abosieBaHnaMMU, COCTOSSIUCH
16 vtoHA B oTene «MappuoTT 1 17 uioHa B LleHTpe gert-

[

LleHTp AeTCKOM OHKONOMUK, remMaTonorum U UMMYHONOTUH.
Y4YacTHUKM pabOoTbl CEKL MU NO AETCKOM OHKOMOMMK

CKOW OHKOJIOTMU, reMaToNorMm u uMmmMyHosnoruun. B pam-

Kax paboTbl ceKLnKn, cobpasluein 6onee 70 y4acTHUKOB,

6blK 3acnylwaHbl AOKaAbl cneynanuctoB 3 Poccun m
Pecny6nunku benapycs.

UcnonHutenbHbi aupektop POLAO

KaHA. mea. HayK M.IO. PbikoB

ABTOop doTorpadum — A.B. lepwHeBa, MHPopMaLMOHHO-
aHanuTuYecKui noptan Colo3HOro rocyaapcraa.
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4-u BceMUpPHbIA KOHIpecc
no cocyaucTomy goctyny

22-24 nioHsa B JlnccaboHe (loptyranmns) coctosisics 4-n BceMUpHbIN KOHrpecc no cocygucTtomy AoCTyny
(4th World Congress of Vascular Access, WoCoVA), cobpaBLumnit 6osee 900 crieynaancToB no U3y4eHuro
npob61emM ycTaHOBKMU M 3KCIlyaTalium CUCTEM COCYANCTOro 4ocTyna npu 1€4eHny naLunmeHToB C pa3/INyHbl-

MW HO30JI0T'MAMM.

a nepBoM KoHrpecce WoCoVA (AmcTepaam
HuagepnaHngbl, 2010 r.) 6bi10 MNPUHATO pelle-

HWEe O MPOBEAEHWU NMOCAeaylLWmnXx BCTPeY Kaxible
[1Ba roga: BTOPOM KOHrpecc 6bi1 cobpaH B 2012 .
(AmcTepaam), Tpetnn — B 2014 (bepnuH, lepmanus).

Bneyatnsier nonoxutenbHas AuMHaMWMKa 4ucna
y4aCTHMKOB OT cbe3ga K cbesgy: 2010 r. —
557 peneratoB M3 36 cTpaH, 2012 — 627 y4acT-
HMKOB M3 36 cTpaH, 2014 — 830 npeacraBuTenen
n3 48 ctpaH, 2016 — 6onee 900 peneratoB K3
58 cTpaH. Takum 06pas3om, NPOAEMOHCTPUPOBAHO,
KaKoe 3Ha4yuTebHOe BHUMaHWE MUPOBOE MeaULMH-
CKoe coo6WecTBO yaensetr npobnemMam BEHO3HOro
aocTyna. bonee Toro, npakTU4eCKM BO BCEX KPYMHbIX
KNMHUKax cTpaH CeBepHon AMepuKku n EBponbl GyH-
KLMOHMPYIOT cneurann3npoBaHHble OTAENEHNUS UK
rpynnol.

Ha OTKpbITUM KOHrpecca ¢ AOKNajamu BbICTYMNK-
nn Mpe3ngeHTt n ocHoBaTenb WoCoVA T. bokcTten
(Ton van Boxtel, HuoepnaHabl), a TakXe pyKoOBOAM-
TeNb XMPYpPru4yecKoro genaptameHTta EBponenckoro
MHCTUTYTa oOHKonormm (European Institute of
Oncology, MunaH, WUtanusa) npodeccop P. budou
(Roberto Biffi).

3a Tpu OHa paboTbl KOHrpecca 6bi10 NPOYMTaHO
114 yCTHbIX AOKIAA0B U NEKLMN, NMOCBALLEHHbIX KaK
npo6siemamM yCTaHOBKM CUCTEM COCYAMCTOro AocTyna
NpKW Ne4YEHUN pas3IMyHbIX KaTeropmnn NauneHToB, TaK
N NPodbUNaKTUKE U NNEYEHUIO OCTTOXHEHWUI, CONPOBO-
XKOALWMX UX IKCNyaTaumio.

C nneHapHbIM AOKNagom Ha Temy «CocyaucTbin
aoctyn B Poccuu» Hawy cTpaHy npeactaBui BKIO-
YEHHbIX N0 UTOram paboTbl B 4YneHbl MobanbHOro
Komuteta WOCOVA UCNONHWUTENbHbIN OUPEKTOP
O6uepoccMncKon 06WECTBEHHON OpraHM3auunu
«Poccunckoe o6u,ecTBo AeTckmux oHKonoros» (POA0)
KaHAd. mea. Hayk M.IO. PbiKoB.

3HauuTenbHasa 4acTb paboTbl KoHrpecca O6bina
nocesleHa npo6nemaM YCTaHOBKM W 3KcnayaTa-
LMW CUCTEM BEHO3HOIO AOCTYyMNa Npu Ie4eHUn aeTem
C pas3/n4yHbiMM 3aboneBaHuamu. C psagom aOoKna-
[A0B, MNOCBSALWEHHbIX AaHHOW KaTeropuv nauueH-
TOB, BbicTynun npodeccop M. Murtupytua (Mauro
Pittiruti), Bo3rnasnawWMWW rpynny M3 rocnutans
Katonunyeckoro yHmBepcuteta (Catholic University
Hospital, Pum, UTanuq), KOTOpbIM TaKke aBnseTcs
OCHOBAaTENIEM WTANIbIHCKOM WM €BPOMENCKOM CeTu
crneunannucToB No BeHO3HOMY gocTtyny (ltalian Group
for Long Term Venous Access; European Vascular
Access Network). OauMH U3 ero 4OKN1aaoB 6bia NOCBSA-

WeH MNO3MLUMOHMPOBAHMUIO [OWCTaNbHbIX KOHLOB
KaTeTepoB pPas3/iMyHbiIX TUNOB C MOMOLLbIO CMeLu-
anbHOro o60pyaoBaHus, pa3paboTaHHOro A4S peru-
cTpauuun 3HAOKapAMalbHbIX 3NEKTPOKapAMOorpamm.
HecmoTps Ha TO, 4TO ONTUMalbHOM TAKTUKOW ABNSA-
eTcs NPUMEHEHWEe WHTPaonepaLMoOHHON PEHTrEeHO-
CKOMWK, MpennoXeHHble YCTPONCTBA AOMKHbI CTaTb
anbTepHaTMBOW [ON8 K/AMHUK, He 060pyaoOBaHHbIX
C-gyramu.

Bonbwoe 4ucno poknagoB O6blI0O MOCBSALWEHO
YCTAHOBKE M 3KCM/lyaTaluu LeHTPanbHbIX BEHO3HbIX
KatetepoB (Peripherally Inserted Central Venous
Catheter, PICC), nprvyem O AOCTUTHYTbIX pe3ynbTa-
Tax coobLlianun He TONbKO Bpayu, HO U MeAULIMHCKKE
CecTpbl, TPAAWLMOHHO MpUBEKAEMble B 3apybe-
HbIX KJMHWMKaxX ANS YCTaHOBKM CUCTEM BEHO3HOIO
JocTyna nogo6Horo tvna. HakKomneHHbin pasnuy-
HbIMW KJIMHUKaMW ONbIT NO3BONSET yTBEPKAATb, YTO
PICC — 6e3onacHas anbTepHaTtMBa NOAKIIOYMUYHbBIX
KaTeTepoB MNpu Ie4eHUU MNaALMEHTOB, B TOM 4uUCle
[AETCKOro Bo3pacTa, C OHKOJIOrMYecKknmu 3aboneBa-
HUSAMWU. PadymeeTcs, B 60MbLINMHCTBE Cly4aeB ONTU-
MasibHbIM IBISETCS MMMNNaHTaL s BEHO3HbIX MOPTOB,
O0AHaKO LeHTpaNlbHble KaTeTepbl, yCTaHaBIMBaeEMble
yepes nepudeprnyecKyto BeHY, 3HAYUTENbHO NpoLLe
B YCTAHOBKE M JOKHbI LWIMPOKO NMPUMEHATLCS B KNN-
HWUKaX, rAe OTCYTCTBYIOT HEOBGXoANMbIE AN UMMNaH-
Tauuu NopT-cCUCTEM CneunanncTbl 1 060pygoBaHMe.
B cuny atux npuunH npumeHeHune PICC nmeet nep-
CMeKTMBbI U B KAMHUKax Poccuiickon depepaunu.
B03MOXHO, Ba*KHOCTb aHHOrO BOMPOCa 3acC/yMu-
BaeT BBeAEHWS cnelmanbHbliX KYpcoB Ha daKynbTe-
Tax BbICLIEro CECTPMHCKOro 06pa3oBaHus B BbICLLMX
y4eObHbIX 3aBeAEHUSAX HAlleN CTPaHHbI.

He meHee Ba)KHbIMUK OblM AOKIaAbl, MOCBALWEH-
Hble OMbITYy 3KCMNyaTalMn CUCTEM BEHO3HOIO AOCTY-
na: npaBu/ibHOM 06pPabOTKE KOMXW B 06NaCTU MyH-
KUMWK; NTPUMEHEHWUIO CNeLnannu3npoBaHHbIX HaKNeexK,
NPOMWTaHHbIX XJIOPrEKCUAMHOM; UCMNONb30BaHUIO
AN9 3an0/HEHUS CUCTEM BEHO3HOM0O AOCTyNna cneuu-
anM3MpPOBaHHbIX PAcTBOPOB, COAEPKALLIUX HE aHTU-
6aKTepuanbHble NpenapaTbl, @ aHTUCENTUKK. ONbITY
NPUMEHEHWS NOCNeAHMX NOCBSsLLIEHA OHA U3 cTaTew
HaCTOSALLEr0 HOMEpa XypHana.

3HauYuTEeNbHbIN MHTEpPEeC npeacTaBnsnM paspa-
6OTKM COBPEMEHHbIX YNbTPAa3BYKOBbIX annapaTos,
npeaHa3HayYeHHbIX NS NYHKUWKM M KaTeTepusauuu
COCYA0B, MCMONIb30BaHME KOTOPbIX HE TOJIbKO COKpa-
WaeT BpeMs, 3aTpayuBaemMoe Ha AaHHbIA 3Tan, HO
M CHUXKaeT NPOLEHT OC/MOXHEHUNW. KoMNaKTHble U
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atria”
\Society of Pediatric Oncolagists

[Ooknaa M.1O. PeikoBa

Nlerkne — nx 6e3 Tpyaa MOXKHO NepeHoCcHTb B Nto6oe
OoTAENIEHUE KIMHWKKM (OnepaLuoHHble, MepeBa30Y-
Hble KAOGUHETHI).

[TocKonbKy B negMaTtpu4yecKomn npakTUKe TPYAHO-
CTW COMPOBOXAAIOT HE TONbKO KaTeTepmnsaumio LEeH-
TpanbHbIX, HO U NepnudepPUYECKMX BEH, HA BbICTABKE
O6blNK NpeacTaBNeHbl NPMBOPLI, KOTOPbIE 061eryatoT
3TU Hawnbonee pacnpocCTPaHEHHble MaHUNyNaLuHK,
noacBeYnBas U KOHTPACTUPYSA BEHO3HYIO CETb HEUH-
Ba3MBHbLIM CNOCOBGOM C MOMOLLbIO KpacHOro ceeta.
HeKoTopble UX 3TUX MOAENEN HaeBaTCS, KaK O4YKMH,
Ha ronoBy onepaTopa, YTO OCTaBASET €ro Pyku cBO-
604HbIMU M HE TpebyeT NOMOLLM aCCUCTEHTA.

MoHO yTBep)AaTb, 4YTO B HacTosllee Bpems
obecnevyeHne BEHO3HOro AocTyna — OTAENbHOE U
Yypes3BblHaHO BaHOe HamnpaB/ieHWe B MeauLuHe,
a npuMeHsemoe ana atoro o6opyaoBaHue — pas-
HOOGpPAa3HO, OTBEYAET 3anpocam Bpavyen pasinyHbIxX
cneunanbHOCTEN WM MNpeAHa3HayYeHO [ANs NevyeHus
nauMeHToOB B 3aBUCUMOCTHU OT UX NOTPEBHOCTEN.

B xopme neperosopoB [lpe3snaeHT WoCoVA
T. BokcTten 1 M.1KO. PbIKOB NpUHANKM peweHne o npo-
BeaeHnn WoCoVA «Special Event» B Poccun, npea-
nonoxutenbHo B 2017 r. O TOYHOW gaTe M MecTe
NpeacTosWEero cneunanbHOro mMeponpuatua 6yaeT
co06LEeHO AOMOMHUTENBHO.

MaTepunanbl COCTOSIBLIEroCH KOHrpecca Obin
onybnmkoBaHbl B The Journal of Vascular Access
(v3paetca ¢ 1999 r. u BxoaMT B BeayuiMe 6a3bl
UMTMPOBaAHUSA, B TOM 4ducne Scopus n PubMed) u
[OCTYMHbI Ha canTe XypHana: vascular-access.info.
[Mpe3eHTaunm 1 nporpamMmma KOHrpecca — Ha camnte
wocova.com, a TaKXe B MOOGWIbHOM MPUIOKEHUU
ana cmaptdoHoB Ha 6a3e i0S 1 Android.

OuepeaHon, nNATbIA, BcemMuWpHbIM  KOHrpecc
no cocyaumcTomy paoctyny coctoutca B 2018 1. B
KoneHrareHe (JaHus).

UcnonHntenbHbin anpexktop POAO,
KaHAa. mea. Hayk M.KO. PbikoB
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Bu3ut B Pecny6nuky YyBsawus

5 6monﬂ 2016 r. cocTosilack paboyvas noesa-
- Ka [pesngeHta O6wWepoccuincKkon obluie-
CTBEHHOW opraHmn3sauunmn «PoccnncKkoe obLLECTBO aeT-
CKMX oHKonoros» (POAO), 3amecTuTena AUpeKTopa
HW OOT dIrbY «POHL, um. H.H. BnoxuHa» MuH3gpaBa
Poccun, rmaBHOro BHeWTaTHOrO [AETCKOro cneuua-
nMcta oHKonora MwuH3apaBa Poccun, akagemMuka
PAH B.I. MonakoBa 1 MUCMNONHUTENIBHOIO AMPEKTOPa
POJO, kaHa. med. Hayk M.IO. PbikoBa B Pecny6aunKky
Yysawwuga (PY).

B xome Bu3uTa npeactaButenu POJO npoenu
paboyyto BCTpevyy ¢ MUHUCTPOM 3[paBOOXpaHEHUs
PY nokT. Mea. Hayk A.B. CamoinoBoOM, a TakxKe noce-
TUNAN neyvyebHble YYpeXKAeHUs, OKa3blBaloWMe Meau-
LIMHCKYID MOMOLULb MauneHTamMm C OHKOJIOTMYECKUMMU
3aboneBaHuamu: bY «PecnybnuMkaHcKas [petckas
KNMHU4yecKas 6onbHMua» Muusgpasa PY (PAKB) n BY
«PecnybiMKaHCKUI  KIIMHUYECKUIA  OHKOIOTMYEeCKUI
ancnaHcep» Munuaagpasa PY (PKO/).

B.l. MNonsikoB n rnaBHbl Bpady POKB KaHa. meq.
HayK A.A. MaBnoB NpoBenn COBMECTHbIM 06Xx04 OTae-
JNIeHN 06LLEN XMUPYPTUX LETCKOM OHKONOIMKU U rema-
TOJIOTMK, OCMOTPENN U MPOKOHCYNLTUPOBANU NauneH-
TOB ¢ Hanbonee cnoxHolMun cnydyasmu; M.KO. PbikoB
COBMECTHO C 3aBefylLNM OTAENIEHUEM OHKOJIOTUKN U
rematonorun A.B. HUKonaeBbIM npoaHann3npoBa-
M UCTOPUKN BONIE3HEN NALMEHTOB.

Bo Bpemsa npebbiBaHua B PY npeacraButenen
POOO Take conpoBOXAaiu rMaBHble BHELWITATHbIE
cneunanucTbl MuHsapaBa PecnybnmKn — KaHa. Meq.

HayK C.A. AradpOHKMH (OHKOJSIOI) M KaHA. Mefd. HayK
JI.T. HorteBa (neaunatp), a TakXe 3aMecTuTe b raBs-
Horo Bpaya PKO/l A.A. Kasakos.

Ha coBewaHnn ¢ MuWHUCTPOM 3apaBooOXpaHe-
HMa PY A.B. CamonnoBOi v HavyanbHWMKOM oOTaAena
opraHuMsaumn MeguLMHCKOW MOMOLWM MaTepsim U
netam Munsgpasa PH H.H. EMenbsiHOBOM 06CYyXaa-
NINCb OpraHM3aums MeauUMHCKOM MOMOLLM AeTsSM C
OHKO/IOIrMYEeCKMMHK 3a60/1€BaHUAMU U ONTUMUIALNSA
MapuwpyTusaunm nauueHToB. [pUHATO pelueHne o
Lenecoobpa3HOCTM BHeApPEeHUs TeneMeaumLMHCKUX
KOHCYNbTaLWM B PErMOHE, 4YTO, MO MHEHUIO yYaCTHU-
KOB COBeLlaHns, NO3BOJINT COKPaTUTb KOJMYECTBO
rocnutanuMaauui naLuneHToB U3 Pecnybnnku.

Be3ycnoBHO, B pervoHe TpebdyeTCcs YBENUYUTb
KOJIMYECTBO Bpayvyen, UMellnx cepTuduKkaTbl AeT-
CKMX OHKOJNIOroB. B HacTosee Bpema B o61acTm nep-
BMYHYIO cneuuannsaumio no JaHHOW cneuyumanbHOCTH
UMEET JINLLb OINH Bpa4y — 3aBeaylolWmin OTAeNEHNEM
OHKoNorun n rematonornu PAKBE. MoxXemM oTMETUTD,
4yTO, HECMOTPS Ha AedUUMNT KaapoB, YPOBEHb OKa-
3aHUA MEOMLMHCKOM MOMOLLM AETAM C OHKOJNIOTM-
YeCKMMKU 3ab0/IeBaHUAMU B PETMOHE HaXOOUTCH Ha
[10CTaTO4YHO BbICOKOM YPOBHE: NaLMeHTaM nNpoBoasT-
CS HEKOTOpPble KypCbl MONIMXMMMWOTEPANWUKU, a TaKKe
oTAeNbHble BUAbl ONEPaTUBHbIX 3TAMOB JIEYEHUS.

POOO BblpaxaeTt UCKPEHHIOLO 6naropap-
HOCTb M npusHaTenbHocTb AO «HOCAP+» n AM4YHO
M.H. Kanropogosow u JI1.A. Ky3HeL,0BOW 3a NOMOLLb B
opraHuM3aumu JaHHOro BU3nTa.

Puc. MuHucTepcTBO 34paBooxpaHeHuns Pecnybnuku Yyealus. Cnea Hanpaso: A.A. Maenog, C.A. AradoHKuH, J1.I. HorTesa,
H.H. EmenbaHoBa, B.I. Nongkos, A.B. CamoinoBa, M.1O. PbikoB
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Busut IA. 3roraHosa B HUA AOrI

12 ceHTs6ps1 2016 r. HUW getcKor oHKoaorum u rematonorum ®rey «POHL um. H.H. baroxnHa» MuH3apaBa
Poccumn ¢ opuumanbHbim Bu3ntom nocetua lNpeacepatens LUK KIMNP®, pykoBoanTenb ppaKkumm Komnaptum B

locynapctBeHHou yme ©C PO A. 3roraHos.

on,u,e Bu3nTa [eHHaguh AHOpeeBMY COBMECT-
HO ¢ aupektopom HUWN AOI akagpemukom PAH
M.[. AnneBbiM U FaBHbIM BHELLUTATHbIM AETCKMM cne-
umManMcTtom OHKonorom MwuH3gpaBa Poccun, 3ame-
ctutenem aumpexktopa HUW AOI akapemukom PAH
B.l. NonsakoBbIM OCMOTPEN HOBOE 3aHUE UHCTUTYTA,
BBOJ B 3KCMNayaTaLlmio KOTOPOro HameyeH Ha 2017 .
[A. 3ioraHoB coBeplnn 06xoa otaena ob6LULEN OHKO-
noruu, npoBen 6eceflbl C COTPYAHUKAMU UHCTUTYTA,
nauneHTaMmn u nux poanuTensimu. TpyaoBOM KONNEKTUB
npouHdoOpMMpPoOBan pykoBoaAUTENS dpaKkuuKM O aes-
TENbHOCTU YUYPEK/AEHUSA, COBPEMEHHbIX JOCTUKEHUAX
W CYLLECTBYIOLMX NPOBIEMAX.

Ha coBellaHnn ¢ agMUHUCTpaALMEN NedYebHOo-
ro ydpexaeHua [eHHagun AHApeeBMY Bbipasui
YAOBNETBOPEHHOCTbL MacwTaboM CTPOUTENLCT-
Ba, YPOBHEM oOpraHu3auum MeauLMUHCKON MOMO-
WM AeTAM C OHKONOrMYeCcKUMM 3aboneBaHUsAMMU,
a TaKXXe 3aBepwui, 4To obpatutca K [pe3unaeHTy
P® ¢ npocb6or 0 BblAENEHNM HEOOXOAMMbLIX AN
3aBepLlIeHNs CTPOUTENLCTBA U OCHALLEHUS MHCTH-
TyTa COBPEMEHHbIM 060pyaOBaHNUEM GUHAHCOBBIX
pecypcoB.

UcnonHutenbHbin anpexktop PO/O,
KaHa. meq. HayK M.KO. PbikoB
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AxHomug II°

OJAKTUHOMMIIMH | 5 ammyi 1o 1 m

PacTBop ans BHyTpuBeHHOro BBeaeHusa u nepoysumn 0,5Mr/mn

MOKA3AHUA:

* Hedpobnactoma (Onyxonsb Bunbmcal

e Pabgomumocapkoma

e Capkoma HOuHra

* HeceMWHOMHbIE 3/10KaYECTBEHHbIE
OMyXoaun SnYKa

e TpodobnacTnyeckme onyxonu

CpaBHUTENbHbIE AOKNNMHUYECKNE U KIUHUYECKNE

nccnefoBaHUs BbISBUIU MPU MOEHTUYHOM 3P dek-
TUBHOCTM LOCTOBEPHO Honee HMU3KYH TOKCUYHOCTb
AkHomuaa [1® no cpaBHEHMIO C KOHKYPEHTHbIMM
AHaNoramMu, NPUCYTCTBYIOLLMMM HA PbIHKE.

www.adikom.msk.ru
Ten.: + 7 (495) 969 21 84
Per. ya. JIN 002036-010413





