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5 anpens — [leHb HeoHaTonora

B ampene tpagunuonHO oTtMmedaeTcs JeHb HeoHaTonOra. DTOT AeHB CTal IIPa3mHUKOM JAleKO He
TOJIBKO IJIsSI CIICHUAUCTOB II0 IePpUHATAIBHONM MENWLIMHE, HO M IS JETCKUX OHKOJIOTOB-T€MaTOJIOTOB
1 UMMYHOJIOTOB — BCEX T€X, KTO IIPMHUMAET B CBOM PYKH TOJIBKO POKACHHBIX AETEH C XKMU3HEYTPOXKAIOIINMU
3a0oieBaHUSIMU. biaromapst mporpaMMam paHHEH AMarHOCTUKY U HEOHATAJIbHOIO CKPUHMHTA BCe OOJIbIIE
MaJICHbKMX MallMeHTOB MOJy4YaloT JeYeHre BOBpeMs. A TTOHSITHE «HEOHATaIbHasi OHKOJIOTHST» YK€ MPOYHO
BOIILIO B HAIIly €XXeIHEBHYIO pa0OTYy.

brmaromapss HEyTOMMMOCTM PYKOBOJACTBA BEAYIIMX METUIMHCKUX HeHTpoB Poccun, mexmy PI'bY
«HMMII akyuiepcTBa, TMHEKOJIOIMU W IMepuHATONOruu uMeHu akagemuka B.M. KymnakoBa» MuH3zapasa
Poccun u ®I'bY «<HMMUILI onkonornn umenu H.H. broxuHa» Mun3apaBa Poccun Havanm mpoBOIUTHCS
COBMECTHBIE HeOHaTaJbHble KOHCWIMyMbl. B HUM neTckoit OHKOJIOrMK 1 TeMaToJIOTMY UMEHU aKaJaeMU-
ka PAH JI.A. Qypuoa ®I'BY «<HMMUII orkonorun nmenn H.H. broxuna» Munsnpasa Poccrmt B ceHTSI-
ope 2022 1. OBLIO OTKPHITO OTAEIICHNE HEOHATAJbHON OHKOJOTMHM, KOTOPOE 3a 3TO BpeMs IIPUHSIO Oosee
300 mereii, MHOTME M3 HUX norann B LIeHTp B Bo3pacTe HeCKOJIbKMX AHEH. Bce ManeHbKME NallMeHTHI IOy -
YalT He0OXOOMMOe JIeUeHE, BKIII0Uask XMMHUO- M UIMMYHOTEPAIINIO, UM IIPOBOISITCS XUPYPIUIECKIEC BME-
IIaTeJIbCTBA Y TPAHCILIAHTALIMS TEMOIIO3TUISCKIX CTBOJIOBBIX KJIETOK.

Mepsblit MeXoTpacnesoii hopym «HHaycTpus 3apaBooxpaHeHus:
MOAenu onepexarowero passutusa hapmaneBTM4ecKoi
U MEAULUHCKON NPOMbILLAIGHHOCTH>

4 anpesist B MockBe cocTosiics [1epBblit MexXoTpacieBoii (hopyM, TTOCBSIICHHbBIM Pa3BUTHIO 3IPaBOOX-
paneHus. OIHOI M3 KIIIOUEBBIX TEM CTaJI0 OOCYXIeHUE peaKuX 3abojieBaHUii y nereii. B ceccum mo maH-
HOMY HaIlpaBJCHMIO TIPUHSIN YIaCTUE JUACPHI IETCKOI OHKOJIOrMu-reMaroioruu Poccun akagemuk PAH
A.T. PymsiaueB u npesuaeHt POJOI npodeccop C.P. BapdonomeeBa. B pamkax ceccun ObLIM 3aTPOHYTHI
Ba)XHbIC BOIIPOCHI COBEPIICHCTBOBAHUS MOMOIIM JACTSIM C peAKUMU HOBOOOpa3zoBaHUsSMU. B yacTHOoCTH
peyb 1j1a O TeHETUYECKOM TeCTUpoBaHUM. OIHON U3 TOPSYMX TEM CTajo OOCyxXIeHue neduLmTa mperna-
paToB, B yacTHocTH IpernapaTta MecHa. Ha ceccuu npodeccop C.P. BapdonaomeeBa ocTpo mocraBuia gaH-
HBII1 BOIPOC Tiepe/l TPUCYTCTBYIOIIMMHU PETYIUPYIOIIMMI OpTaHAMU U MPEACTaBUTEISAMU (hapMUHIYCTPUU.
ITo pesynbraTaMm obCcyXIeHUs ObL10 cpopMUpoBaHO MH(pOpMaLIMOHHOe TTMchbMO 11 yaeHoB POJIOI ¢ yka-
3aHMEM TeKYIIeH CUTYallMU U JaTbHEUIIINX I11aroB 10 ee IPEOI0JICHUIO.
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BropuuHbie onyxonu nocne XuMnuony4eBoi Tepanuun
numdombl XoaKKMHA ¥ AeTeil u noapocTkos Pecnyonuku benapycb

A.®. Mapkosen', M.B. Bopucesna', T.B. Casuu’', O.B. Kpacsko?, O.A. Mumkosa'

TY «PecnyOaukanckuil Hay4HO-RPAKMUYecKutl UeHmp 0emcKot OHKOA0UU, 2eMAMOA0UY U UMMYHOAOUW> Munucmepcmea
3dpasooxpanenus Pecnyoauxu beaapyce; Pecnyoauxa beaapyce, 223053, Munckas obaacme, Munckuii paiion, bopoeasuckuii c/c,
0. Bopoeasnsl, ya. Dpynzenckas, 43;

°I'VH «Obsedunennblii uncmunym npooaem ungopmamuru Hayuonanvroii akademuu nayk Benapycuy»; Pecnybauxa Beaapyce,
220012, Munck, ya. Cypeanosa, 6

KonrakTnbie nannbie: Azecs Dédoposna Mapkosey markovetc@mail.ru

Beeoenue. B cmamve npedcmasnen ananu3 4acmomoi pazeumusi 6MOopUHHbIX ONYXoaell nocie nposedeHus mepanuu Aumgomvt XooxucKuna
(J/I1X) y 508 nauuenmos 6 6o3pacme 0— 18 nem 6 Pecnybauke beaapyce.

Mamepuaavt u memooot. [layuernmor noayuaru npoepammuyio mepanuio 6 pamxax npomoxosa DAL-HD-90(m). Cpoku nabawodenus
cocmasuau om 10 mec do 25 nem. 3a eecv nepuod nabardenus y 26 (4,1 %) nauuenmog 0vi10 duacHocmupogano 27 6MOPUUHBIX
3n0kauecmeennbix onyxoaeil (BO): pak wiumosuonoi xceneszor — 11 (40,7 %), pak aceayoka — 2 (7,4 %), pak eepxrnedonesozo bpouxa —
1 (3,7 %), kapuurnoma okonoyuiroi caonnoil acenesvl — 2 (7,4 %), pax monounoii xcenesor — 1 (3,7 %), eenamouenntonaphotii pax
neuenu — 1 (3,7 %), capxoma msaekux mraneii — 2 (7,4 %), noueuno-xaemounsiii pax — 1 (3,7 %), onyxons auunuxa — 1 (3,7 %),
bazanvroknemounviii pax koxcu — 2 (7,4 %), ocmpwuii muenoudnsiii aeiikos — 2 (7,4 %), muenoducnasacmuyeckuii cunopom — 1 (3,7 %).
Bce cayuau BO cucmembt Kposu Obinu ¢ 1eMAabHbIM UCXO00M.

Pesyabmamot. Yemarnoseaeno, umo coaudnvie BO pazeéusanuce 6 npedenax obaacmu ay4esoeo 6030eicmeus Ha opeanvl u mxauu. Puck
pazeumus BO y nayuenmos c JIX ycunusancs ¢ yeeauuenuem epemenu Habawo0eHus nocie okonuanus aevenus. Cogokynnas vacmoma BO
cocmasuna 3,4+ 0,8 % uepes 101em, 4,6 = 1,0 % uepes 151em u 7,0 £ 1,6 % uepes 20 1em nocnae nocmanosku duazrosa JIX. Jlamenmmuoiil
nepuod passumus BO nocae JIX — 8,4 2o0a (om 5 mec do 23 nem).

Buieodwt. [lonyuennvie danuvie noomeepicoarom HeoOX00UMOCMb ONMUMUZAUUU 006€MO08 NeueHUsl, YMEeHbleHUs 003 U COKPAUeHUs.
nokaszanuil k ayveeoii mepanuu (JIT) ¢ yuemom npoenocmuueckux gpaxmopos, enedperus Hoebix memoouk JIT u ucnoav3osanus Ho8bix
cXem AeHeHus NayueHmos 0emcko2o eospacma c JIX.

KimoueBbie cioBa: numMdoma XOomKKUHA, IETU, TTOIPOCTKY, XUMUOJYIYeBoe JieueHue, nmpoTokoia DAL-HD-90(m), otnaieHHbIe
MOCJICACTBYSI, BTOPMYHBIE OIYXOJIN

Jns murupoBanusi: Mapkogeir A.D., bopucesnuy M.B., Casuu T.B., Kpacbko O.B., Muiikosa O.A. BropudHbie OMyX0JH MOcCiie
XUMUOJTy4eBO Tepanuu JuMdbOMbl XOMKKIUHA Y neTeil u moxpocTtkoB Pecrybnmku bemapych. Poccuiickuii KypHanm neTckoit
reMarojioruu u oHkojoruu. 2024;11(1):11-8.
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Secondary tumors after chemoradiotherapy of Hodgkin’s lymphoma in children and adolescents
of the Republic of Belarus

A.F. Markavets', M. V. Borisevich', T.V. Savich’, O.V. Krasko?, O.A. Mishkova’

'Republican Scientific and Practical Center for Pediatric Oncology, Hematology and Immunology, Ministry of Health of the Republic
of Belarus; 43 Frunzenskaya St., Borovlyany village, Minsk district, Minsk region, 223053, Republic of Belarus;

2United Institute of Informatics Problems of the National Academy of Sciences of Belarus; 6 Surganova St., Minsk, 220012, Republic
of Belarus

Introduction. The article analyzes the incidence of secondary malignant tumors (SMT) after therapy of Hodgkin’s lymphoma (HL) in
508 patients aged 0— 18 years in the Republic of Belarus.

Materials and methods. Patients received program therapy under the DAL-HD-90(m) protocol. The observation period is from 10 months
to 25 years. During the entire follow-up period, 27 secondary malignant tumors were diagnosed in 26 (4.1 %) patients: thyroid cancer —
11(40.7 %), acute myeloid leukemia — 2 (7.4 %), stomach cancer — 2 (7.4 %), upper lobe bronchus cancer — 1 (3.7 %), parotid salivary
gland carcinoma — 2 (7.4 %), breast cancer — 1 (3.7 %), hepatocellular liver cancer — 1 (3.7 %), soft tissue sarcoma — 2 (7.4 %), renal cell
carcinoma — 1 (3.7 %), ovarian tumor — 1 (3.7 %), myelodysplastic syndrome — 1 (3.7 %), basal cell skin cancer — 2 (7.4 %). All cases of
secondary hematological tumors were fatal.

Results. It was found that solid SMT developed within the area of radiation exposure to organs and tissues. The risk of developing SMT in
patients with HL increases with increasing follow-up time after treatment. The cumulative incidence of SMT was 3.4 * 0.8 % after 10 years,
4.6 = 1.0 % after 15 years, and 7.0 + 1.6 % 20 years after the diagnosis of HL. The latent period of SMT development after HL was 8.4 years
(from 5 months to 23 years).

Conclusion. The data confirmed the need to optimize the therapy volume, reduce doses and indications for radiation therapy (RT), consider
prognostic factors, introduce new RT methods, and use new treatment regimens for children with HL.

Key words: Hodgkin’s lymphoma, children, adolescents, chemoradiotherapy, DAL-HD-90(m) protocol, long-term complications,
secondary malignant tumors

For citation: Markavets A.F.,, Borisevich M.V., Savich T.V., Krasko O.V., Mishkova O.A. Secondary tumors after chemoradiotherapy of
Hodgkin’s lymphoma in children and adolescents of the Republic of Belarus. Russian Journal of Pediatric Hematology and Oncology.
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Bgenenue

JInmpoma Xomxkkuua (JIX) oTHOcHTCS K 370Kaue-
CTBEHHBIM HOBOOOpa30BaHMSAM JUMQPOUITHOW TKaHU,
pe3yNBTaThl JICYCHUST KOTOPBHIX TTIO3BOJISIIOT ITOCTUTATh
croiikoii pemuccuu 6osee yeM y 90 % 3abosenuiux [1]
U MHOroJjieTHei o0iieit BepkuBaemoct (OB) mo 97,7 %
[2]. B Pecriyonmke bemapycn 20-netHsss OB maumeHTOB
¢ JIX cocraBisier 92,5 £ 1,2 %, 6eccoObITUIIHASL BHIXKM-
BaeMocTb (BCB) — 85 + 2 % [3]. locTikeHUEe BBICOKUX
PE3YJIBTATOB CTAJIO BO3MOXHBIM OJ1arogapst IpUMEHEHUTO
KOMOWHMPOBAHHOM XMMMOJTy4YeBOM Teparmmu, ONTUMAaITb-
HBIX cxeM xuMuoTepanuu (XT) ¢ BbICOKOI 3(DheKTUBHO-
CTbIO U HU3KOUM TOKCUYHOCTHIO [1].

IIpobneMa OTHAIGHHBIX IIOCJIEACTBUII M KadecTBa
KW3HU 00NBHBIX JIX, M3/IeueHHBIX B IETCKOM BO3pacTe,
MpUBJIEKaeT MHOTUX HMccienoBareseiil. Yaie Bcero aHa-
JIN3UPYIOTCST Pa3BUTHE BTOPUYHBIX 3JI0OKAYECTBEHHBIX
omyxoneir (BO), HapymieHus GYHKIUM IIMUTOBUIHON
JKeJIe3bl, CePAeYHO-COCYINCTON CUCTEMBI W (hepTUIIBHO-
ctu [4, 5].

Bonee BwIcokast wactoTta pazsutust BO y manmeHTOB
¢ JIX mocne XMMMOYy4eBON Tepanmuu IO CpPpaBHEHUIO
¢ obuieit momynsanueir u3BectHa nasHo. Bece BO nmenar-
csg Ha 2 OOJbIIME TPYMHITBI — OMYXOJHM CHUCTEMBI KPOBU
W COJMUAHBIE omyxouu [6]. YcraHOBIEHO, YTO OOLIMIA
puck pasputust BO y 6onbHBIX JIX B 18,5 pa3a Buile, yeM
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B IIpOYCi TOIMyJSLUMHU, a KyMYyJSITUBHAsI 4acToTa pa3BU-
i BO yepes 20 u 30 net nmocne neyenus JIX cocrtaBuia
10,6 % u 26,3 % cooTBeTCTBEHHO [7].

Hapsiny ¢ morckoM HOBBIX BO3MOXHOCTEH /I dajIb-
HEMIIero yny4iieHus pe3yasTaToB tedyeHust JIX Bce 6oee
aKTyaJbHBIM HAIlpaBJICHUEM CUYUTAETCsI CHIDKEHHE TOK-
CUYHOCTHM Teparuu TIpU COXpaHEHHOU 3(p(GEeKTUBHOCTUA
B LIEJISIX YMEHBIIIEHHUSI PUCKOB OTHAJICHHBIX OCJIOKHEHUIM
U YAYYIICHUST KaueCcTBa KU3HU M3JICYCHHBIX MMAlleHTOB.
W3-3a GiaronpusTHOro OTAAJIEHHOIO MPOrHo3a y 0O0Jb-
mUHCTBAa O00JbHBIX JIX cTama mMopenbio s M3y4eHUS
otnaneHHbIX 3ddekroB XT u aydyeBoir Tepanum (JIT).
Kanuep-peructpsl MO3BOJSIOT BBIIIOJIHUTH KauyeCTBEH-
HBIII aHAJIW3 TIPOBEICHHOTO XUMMOJIYYEBOIO JICUCHMUS,
OLICHUTb TOYHOCTH COOJIIONCHMS 103 U CPOKOB BBEICHUS
LIMTOCTAaTUYECKUX JIEKAPCTBEHHBIX IIperaparoB, MOJIei
n no3 JIT, u3ydyuth oTHaJleHHBbIE pe3yJabTaThl IPOTU-
BOOITYXOJIEBOTO JiedeHUsI. HaKOIIeHHBIN OIBIT ITOKa3bl-
BaeT, YTO IaIlMEHThI, CTABIIIME B3POCIBIMU, CTPANAIOT OT
OTIAJCHHBIX MOCIEACTBUI IPOTHUBOOIIYXOJIEBOMU Tepa-
MUY, KOTOPBIE YXYAIIAIOT KauyeCTBO KM3HU, IPUBOMASIT
K OTPaHUYCHUIO XU3HEACSATEIbHOCTU, MHBATUIU3AIIUN.
Hzneyennbie ot JIX mammeHTH MOIBEP>KEHBI PUCKY pa3-
BUTHUSI BTOPUYHBIX 3JI0KAYECTBEHHBIX HOBOOOPAa30BaHUIA,
BKJIIOYAs JIEMKEMUIO, CAPKOMBI, paK MOJOYHOM KeJIEe3bl
(PMZK), pak muroBunHoi xene3nl (PLL2K), pak xemy-
JIOYHO-KUIIIEYHOTO TpaKTa 1 jerkux [8—10].

Ilexp wWccnenoBaHMss — TIPOBECTU MOMYISIIMOHHBIN
aHaimu3 vacTtoTel BO Tmocie XWUMUOTy4eBOTO JICUCHUS
y neteil u moapoctkoB ¢ JIX B Pecniyonuke benapych 3a
20-netHuit nepuon (1998—2017 rr.).

MatepuaJjsl 1 METOIbI

C 1998 mo 2017 r. B PecniybtmkaHCKOM HayYHO-TIpaK-
TUYECKOM IIEHTPE HETCKOW OHKOJIOTMHU, IeMaTOJOTUU
n nummyHosorun (PHITL JOI'M) monyunnu JedeHue
508 mamumeHTOB nerckoro Bo3pacta (0—18 mer) ¢ JIX.
Pooutensmu wiam 3aKOHHBIMU TIPEACTaBUTEISIMU OBLIO
MOANKMCcCaHO UH(OPMUPOBAHHOE COIJIacue Ha IIpOoBeAeHUE
Tepaluy U corjacue Ha oOpabOTKy IepCOHATbHBIX daH-
HbIX. JlaHHBIE 0 cinydasax pa3BuTus BO Obu1M nmosmydyeHbl 13
Jerckoro KaHliiep-peructpa (WieHCTBO B MexmayHapom-
Hoii acconnanum kaHuep-peructpoB (IACR)) u kiimHuue-
CKOTO perucTpa MaiueHToB IeTCKOro BO3pacTa ¢ IUarHo-
3oM JIX. AHanuM3upoBaIMCh AJAHHBIE IO TOJY, BO3PACTY,
nepBuYHOMU peructpamuu JIX (1ata nmarHosa, Bo3pacT Ha
JIaTy YCTAaHOBJICHUSI IMAarHo3a, CTaaKsl, TUCTOJIOTMYEeCKUIA
BapUaHT OIIyXOJIM), BUI JICUEHUSI, PEe3y/IbTaThl JICUCHMUSI.
B cayuae nposenenus JIT peructpupoBaanch 30HBI, TTO/-
BEPrHyThble OOJYYEHUIO, U CyMMapHasl o0JIydalonias 103a
(COH). V Bcex 0onbHBIX nuarHo3 BO ObLT MmoaTBepK-
JieH MopoJiornyecKuM uccienoBanueM. Janusie o BO
BKJIIOYAJIM ATy MOCTAaHOBKU JIMarHo3a, JMarHo3 corjiac-
Ho MexayHapogHoil Kiaccudukanum Oose3Heir 10-ro
nepecmorpa (MKB-10) u MexayHaponHoii Kjiaccugpu-
Kalmy oHKojornueckux 3adoneBanuii (MKb-0-3). Pa3-
nuyHble BO, BBISIBIEHHBIE Y OTHOTO U TOTO K€ OOJIbHOTO,
PETMCTPUPOBAIMCH OTAEIbHO. KpuTepusiMu BKIIIOUEHMS
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B UCCJIEIOBAaHUE SIBJISUTMCH CPOK 5 JIeT U 0ojee OT JaThl
yctaHoBIeHMsT auarHo3a JIX, pemuccus o JIX, eqnHbIin
MIPOTOKOJI JICUSHUSI.

Jleuenue mnpoBomuiock Mo mportokony DAL-HD-
90(m), B OCHOBY KOTOPOT'O OBLT ITOJIOXKEH pa3pabOTaHHBIN
HeMEUKUMM ydeHbIMM TmpoTokon DAL-HD-90. Brum
MpUMEHEHbl MOAMMUKAIIMYA OPUTMHAIBHOTO ITPOTOKOJA,
MoApa3yMeBaIOIIMe HCIIOIb30BAaHME CUCTEMHOM TOJIH-
xumuotepanuu (ITXT) mo cxeme OPPA ¢ ucnonb3oBa-
HHUEM IIpoKapOa3rHa BHE 3aBUCMMOCTH OT I10JIa, a TaKXkKe
cHmkeHue no3oBoit Harpysku JIT mug JIX I-III cramgmii
pacIpocTpaHeHHUsI OITyXOJIeBOro Iporecca. IlammeHTam
¢ JIX ocylecTBIsSIIOCh CTaAMpOBAaHUE COTJIACHO CUCTEMeE
AHH-ApOOD. JIOTOMHUTETBHO TAallMeHThI CTPaTU(PUIINPO-
BaJvch Ha 3 repaneBTryeckue rpynisl (TT) B 3aBucumMocT
OT CTaAuU U CUCTEMHBIX CUMIITOMOB TpyIIbl B (He cBs-
3aHHOE C IPYTUMU MPUYNHAMU MOBBILLIEHNE TEMIIEPaTyPhl
Boiie 38 °C, motepst 10 % 1 GoJjiee OT MacChl TeJia B TeUeHUE
MPEeIbIIYIIX 6 MEC WIKM CUJIbHASI HOYHAS! [IOTIMBOCTD).

B kauectBe Tepanuu |- TMHUY MaUUEHTHI C pAHHUMU
craguamu, TT'1 (kmuanyeckue cragum 1A, IB, 11A) mony-
yanu jedeHue B oobeme 2 nukioB [IXT mo cxeme OPPA
(BUHKPUCTUH, MpoKapOa3uH, TPEIHU3O0JOH, aapuaMU-
LIMH) BHE 3aBUCHMMOCTH OT Tojia. [TalMeHThl ¢ IpoMeKy-
TOYHbIMU cTagusMu, TI2 (knmuHuueckune cragum IAE,
IBE, IIAE, 1IB, 1IIA) nonoaHUTeIbHO TTOTy4Yaau 2 0J0Ka
COPP (uukinodochamua, BUHKPUCTUH, MPETHU3OJIOH,
npokap6aszuH). [Ipu cragusax 1IBE, IIIAE, 11IB, IIIBE,
IVA u 1IVB (TT3, npoaBuHyTbhle cTaauu) OOJbHBIC TOJTY-
yanu 2 6;10ka OPPA u 4 61oka COPP. ITocne okoHuaHust
TIXT Bce maumenTsl onydanu JIT Ha 061acTh MHULIATb-
Horo mnopaxeHus. CrangaptHasg COJI cocraBnsma 20 Ip
(bpakuum 1o 2 Ip), IOMOJIHUTEIBHO 00Iyyanach 00J1acTh
C OCTAaTOYHOM Maccoii oryxoiau > 50 mia B gose 6—10 Ip.
Jlerkue u 1ouku He BKItouaau B nporpammy JIT B ciyyae
TOJIHOM perpeccuu omyxosieBbix oyaroB B mpoiecce ITXT.
JIT npoBoauiach ¢ UCIOIb30BaHUEM raMMa-TeparneBTuye-
CKHX YCTAHOBOK C UCTOUHUKOM *’CO U TUHEHHBIX YCKOPH-
TEJICH.

IToce okoHYaHMS IeYeHUSI BCE TMALMEHTHI TTPOI0JIKA-
Jm Haomonatbest B PHITLL JIOT'U ¢ npoBeneHueM oodciie-
JMOBaHMS B IEKPETUPOBAHHBIE CPOKM B 00BbEME KOHTPOJIS
KayecTBa PEMUCCHUM M OLIEHKM OTHAJCHHBIX OCIOXHEHUI
JeyeHus. JIomoTHUTEIbHO aHATM3UPOBAIMCH BBHITTUCKU U3
MEIUIIMHCKUX KapT, IMOJTy4YeHHBIE T10 3aIIPOCy YUPEKICHUS
U3 PETMOHOB MPOXUBAHMS MAIllIEHTOB.

AHaJM3 TAHHBIX

AHaJIN3 pe3y/IBTaTOB JICUCHUsI BBIIIOJHEH I10 COCTOSI-
Huto Ha | centsiopsa 2023 r. Cpoxu HaOJIOAEeHUS 3a TIaly-
€HTaMM cocTaBWIU OT 3,3 10 25 neT (MenuaHa — 15,7 rona).

KonupoBaHue BTOPUYHBIX OITyXOJIEi OCYIIECTBIISUIOCH
cornacHo MKB-10. OuenuBacst KyMylIsITUBHBIN TTOKa3a-
Tesb pa3suTust BO B o011ieii rpymie nauneHToB. BpemeHem
HACTYIUICHUS COOBITHSI CUMTAIOCH BPEMSI OT JaThl YCTAHOB-
JieHus quardo3a JIX no gatel coobitust (BO).

Anamm3z OB n BCB mpoBomuiics myTemM IOCTPOSHMUS
KpuBbIX 110 MeTony Karmana—Maiiepa. BCB, OB, kymy-
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ngtuBHasg vactora peruauBa (KYP) u xymynaruBHas
yactota BO MCUMCIISUIMCH OT AaThl IOCTAHOBKM MHULIM-
aJbHOrO nMarHo3a. Takxke B MCCIEIOBAaHUM ITPOBEICHA
OLIEHKA KYMYJSITUBHOM WMHIMACHTHOCTH psima HebJja-
TOINPUSITHBIX COOBITUI, BBICTYIAIOIIMX B KAYECTBE KOH-
KypUpYIOIIUX B TeyeHUe Tepuonaa HaomogaeHus. K Hum
OTHECEHBI PELUAUBbI, BTOPUYHBIC OMYXOJU U CMEPTh I10
MHBIM IPUYKMHAM, HE CBSI3aHHBIM C OCHOBHBIM IHAarHO-
30M.

KymynaruBHbBII noka3aTenb pa3Butus BO paccyuThi-
BajJiCsl HAa OCHOBE KYMYJIITUBHOW (DYHKIUM MHIIMIEHT-
HOCTY U IIPEICTaBJCH B TEKCTE B BUIE % U CTAaHAAPTHOIO
oTKJIOHeHUsT Ha cpok 20 yer. CpaBHeHMe ITOKazaTeleit
MHIIMIEHTHOCTA OCYILECTB/ISUIOCH C ITOMOILBIO KPUTEPUSI
Ipes. Pe3ynbraTel aHamM3a CUMTAIMCH CTATUCTUYECKH 3HA-
quMbIMH ITpH p < 0,05. CTaTUCTUYECKUI aHATA3 TTPOBOIMII-
¢ ¢ MPMMEHEHMEM IakeTa CTaTUCTUYECKUX IporpaMm R,
Bepcus 4.1.

PesynsraTsl n 00cyKneHue

OCHOBHBIE XapaKTepUCTUKH MALMEHTOB IIPEICTaBICHbI
B TaoOI. 1.

AHanu3 mokasaTesieil BbDKMBAEGMOCTH IOKa3al BbICO-
KU YpOBeHb M3JIEYEHUST y JeTeil M MoApocTKoB ¢ JIX
B Pecniyoninke benapych. OB naumnenTtos yepes 10, 15 u 20
neT coctaBuia 94,3 + 1 %, 92,5+ 1,2 % u90,9 +1,5%
coorBerctBeHHO. BCB — 84,9 + 1,6 %, 82,7 £ 1,8 %
n 78,9 £ 2,2 % cOOTBETCTBEHHO. Y IINTEIBHO KMUBYILIMX
OOJIbHBIX MBI HAOTIONAJIN TTO3THKUE OCIOKHEHUS JICUCHUS],
B YACTHOCTM HMEIOILIYEe MHBAIMAU3UPYIOIIMA U Jdaxe
daranpHbIi XapakTep. Hanbosee TsokeabIMU ObUIM CITydan
passutusa BO. 3a 20-ymetHuii nepuon Haba0AeHUS ObLIO
nuarHoctupoBaHo 27 BO 'y 26 (4,1 %) naimenToB. Cpoku
HX BBISIBJICHUST COCTaBUJIM OT 5 Mec g0 23 net (MeauaHa —
8 j1eT 5 Mec) mocie yctaHOBIeHUs auarHosa JIX.

IMokazatenb KymynasiTuBHOMN 4yacTtoThl BO y maiueH-
TOB, U3nedeHHbIX oT JIX B neTckoM Bo3pacte, yepe3 10, 15
n20mer6613,4+0,8%,4,6+1,0%u7,0=+1,6% coor-
BeTCTBeHHO. OTMeYaeTcss pOCT KyMYJSITUBHOM 4acTOThI
BO ¢ TeyeHuem BpeMeHHU, YTO HAIJISIAHO TIPEACTABICHO
Ha puc. 1.

a o0

Puc. 1. Kymyasmuenas wacmoma peyudusos u BO y nauuenmos c JIX:
a — peuuduent; 6 — BO

Fig. 1. Cumulative incidence of relapses and SMT in patients with HL:
a — relapses; 6 — SMT
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Ta6mma 1. Xapaxmepucmuka nayuenmos ¢ JIX
Table 1. Characteristics of patients with HL

IToka3aTenb %
Index °
100

Yuciio 60JbHBIX 508
Number of patients

Bospacr:

Age:
<10 ner 85
< [0years old
10—15 ner 257
10— 15 years old
> 15 net 166
> 15 years old

16,7

50,6

[Moin:

Gender:
MaJIbYMKK1 253
boys
JIEBOYKH 255 50,2
girls

Craaus no cucreme AHH-ApOOp:

Stage according Ann Arbor:
1 29 5,7
11 279
111 133
v 67

CucTteMHBbIE CUMITTOMBI:

Systemic symptoms:
A 267
B 241

Mopdosornyeckuii BApuaHT:
Morphological variant:
knaccuyeckas JIX, 6oratast mumdonuramu (9651/3) 18 3,5
classic HL rich in lymphocytes (9651/3)
kinaccuueckasi JIX ¢ HomyISipHbIM CKJIEPO30M 383
(9663/3)
classical HL with nodular sclerosis (9663/3)
knaccuueckas JIX, cmermanHo-kietouHast (9652/3) 96 19
classic mixed-cell HL (9652/3)
kinaccuueckast JIX ¢ tumM@OIUTapHbIM UCTOIIEHM - 5 1
em (9653/3)
classical HL with lymphocyte depletion (9653/3)
HoayssipHas JIX ¢ auMbOuaHbBIM NpeodiagaHueM 6 1,1
(9659/3)
nodular HL with lymphoid predominance (9659/3)
T
Therapeutic group:
1 147
2 136
3 225

Cymmapnas nosa JIT (COM):

Total irradiation dose of radiation therapy

(RT) (TID):
6e3 JIT 16 3,1
without RT
20 Ip 265
20 Gy
>20Ip 227 47
>20 Gy

|

28,9
26,8
443

52,9

Yacrora BeigBIeHus: BO He 3aBucesia oT Bo3pacTa
pebeHKa Ha MOMEHT IT0JIyYeHUS JISYCHUSI, CTaIUU 3a00J1e-
BaHus u TT. OTmeueHa Oosiee BBICOKAsSI YaCTOTA Pa3BUTUS
BO y nu1i xkeHckoro 1moja. He 66110 BBISIBIIEHO HA OTHOTO
cirydast BO y mauueHTOB, B IporpaMmy Teparuy KOTOPhIX
He O0bu1a BKmoyeHa JIT. Yacrora passutus BO y nanyeH-
ToB, noayuusinux JIT, He 3aBucena or CO/. B cTtpykrype
BO npeBanupoBaiu conumtbie ormyxosu (88,9 %): PILIK —
11 (40,7 %), pak xenyaka — 2 (7,4 %), pak BepxHeIO-
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neBoro 6ponxa — 1 (3,7 %), kapuMHOMa OKOJIOYIIHOM
croHHOM Xene3wl — 2 (7,4 %), PMX — 1 (3,7 %), renaro-
LIEJUTIONSPHBIA pak rmeueHu — 1 (3,7 %), capkoMa MITKHIX
TKaHei — 2 (7,4 %), noyeyHo-Kj1eTouHbIi pak — 1 (3,7 %),
onyxosb sudHuka — 1 (3,7 %), 6a3aIbHOKJIETOUYHbII paK
koxu — 2 (7,4 %). Y 22 u3 24 GOJbHBIX C BTOPUYHBIMU
COJIMIHBIMU HEOIUIa3UsSIMU OITyXOJIM Pa3BUJIMChH B IIPEIe-
Jax paHee obaydyeHHoro nous (91,6 %). Beicokuii npo-
ueHt PIIIXK (40,7 %) B ctpykType BO MOXHO OOBSICHUTD
peodJIaJalolIM BOBJIEYEHUEM IIeHHO-HAIKIIOUNIHOMK
30HbI B 00/1aCTh O0JIy4eHMUSI.

Onyxonu cucteMbl KpoBU B cTpyKType BO cocraBunm
11,1 %: ocTpblit MuestouaHbI seiiko3 (OMJI) — 2 (7,4 %),
muenonucruiactuyeckuii cunapom (MAC) — 1 (3,7 %).

HMHTepecHbIM IIPEACTABISICTCS U3YYCHUE BIIUSHUS
pa3IMYHBIX (PAKTOPOB Ha KyMYJIATUBHYIO yacToTy BO.
Hamu ObutM mpoaHanu3upoBaHbl TakKhe (haKTOpbl, KakK
I10J1, BO3PACT, CTaaus 3a0oeBaHus (puc. 2).

OtMmeyeHa Oosiee BBICOKasl KyMYJISITHMBHAs 4yacToTa
passutust BO y nmanmeHToB xxeHckoro nmoja (11,3 2,8 %)
B OTJIMYME OT Myxckoro (2,7 = 1,2 %) npu OTCyTCTBUU
BJIMSIHUSI BO3pacTa OOJIbHBIX Ha MOMEHT YCTAHOBJICHMS
nuarHosa. [IpeBajiupoBaHue MALMEHTOB KEHCKOTO IoJjia
cpenu pa3BuBIINX BO mmocie mpoTUBOOIYX0JIEBOTO Jeye-
Hus o nosoxy JIX coryacyercs ¢ JTaHHBIMU 3apyOesKHBIX
uccaengonareneit [11].

IMaumentor ¢ mponBuHyTbiMu (II1-1V) crammsmu
3a0o0ieBaHUsI B TpPYIMIle MCCIEOOBaHUSI MMEIOT Ooliee
BBICOKUI1 pucK pa3Butust BO B oTnajieHHOM nepuoje, 4To
CBSI3aHO C MHTeHCcUGUKalmeii neueHus JIX.

Xapaxktepuctuka namueHToB ¢ BO nmocne neuenus JIX
B JETCKOM WJIM IOIPOCTKOBOM BO3pacTe IpeacTaBicHa
B TaOII. 2.

PaznuuHble ructonornueckue BapuaHThl BO pa3Bu-
BalOTCsS B pa3jM4HbIe CPOKM OT MOMEHTa ITOCTAaHOBKU
nuarHosa JIX. BO cucteMbl KpoBU ObIIM OOHApY>KEHbI
B IOCTaTOYHO KOPOTKUII CpOK mocJe jgedeHus JIX, a BTo-
PUYHBIE COJIMAHBIC OIYXOJIM BBISIBISIUCH To3aHee [11].
B Hamiem uccienoBaHMM MUHUMAJIbHBIA CPOK BbIsIBIIC-
Hus BO y manmeHTOB, BKJIIOYEHHBIX B HMCCIIEIOBaHUE,
COCTaBMII 5 Mec.

Puc. 2. Bausinue pazauunsix pakmopoe Ha KymyasmueHyro yacmomy BO:
a — noa; 6 — eospacm; 6 — cmaousi 3a601€6aHUs

Fig. 2. The influence of various factors on the cumulative frequency of SMT:
a — gender, 6 — age; 6 — disease stage
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Joka3zaHo, YTO BTOPUYHBIC COJUIHbBIC 3JT0KAUECTBEH-
HBIE OITyXOJIY Yallle BCero pa3BUBAIOTCS B IIpeneiax paHee
obydyeHHoro 1oJjis. Tak, B ucciaegoBanum Travis cooOra-
etcst 0 2742 naunenTax ¢ JIX, u3 koropsix 94 % nonydann
JIT, cpenu Hux pa3Buioch 149 cayqaeB BO, nx 30-neTHss
KyMynsaTuBHas yactota coctasuia 10,9 % (95 % nosepu-
TeabHbIM MHTepBan (JAN) 8,3—13,4) miasa aui My*CKOro
nojia u 26,1 % (95 % AU 22,4—29,8) njst ULl XKEHCKOIO
noJja. Yarie Bcero BBISIBISUIUCH CJICAYIONINE HO30JOTHUM:
omyxoiu Kocteir, PILIPK, PM2XK [12]. ¥V 22 (91,6 %) u3
24 mauMeHTOB B HAIleM UCCIENOBAaHUM BTOPUYHbBIC
COJIMIHBIC 37J0KaUeCTBEHHBIC OIYXOJIM TaKXKe Pa3BUJINCh
B nipenenax mosst JIT.

IHIuToBUAHAs >Keje3a SBIsIeTCs Hamboyiee UyBCTBM-
TEJIbHOM K BO3IECMCTBUIO NPOTUBOOIIYXOJIEBOM XMMMO-
JIyueBOIi Tepanuu B IlaHe KaHueporeHe3a. OCHOBHOI
Bkiaan B paszsutve PILZK BHocut JIT Ha obnacTb 1ieu.
bbi10 00HapykeHo, 4To y namnueHToB ¢ JIX puck pa3Bu-
st PII2K moBbiieH B 27,7 pa3a 1o cpaBHEHMIO ¢ 001t
nonynsueid. [Ipy 2ToM oH ObUT BBIIIE Y KEHIIWH U Y TEX,
KTo Jeunics B Bo3pacte 10 10 et [11]. B Hamem uccieno-
Banuu PIIK (rucronornyeckuii BapuaHT ManuIIsIpHOTO
paka) BeIsiBIIeH y 11 mammenTtoB (10 — XeHCKoOro moia,
1 — myxckoro). Bce onu moasepriuch JIT Ha obracTh
1LIeH.

Pa3BuTtue paka CIIOHHOI XeJe3bl, IO JaHHBIM JIUTE-
paTyphl, Takxke MoxeT ObITh mHaylmpoBaHo JIT. Kpome
toro, IIXT ¢ ucronbp3oBaHUEM AJIKWIMPYIOIINX areHTOB
(MHBIX TIPOTUBOOITYXOJIEBBIX IIPEIapaToB, HAPYIIAOIIUX
ctpykrypy AHK) Takke MoxeT MHAyLIMpOBaTh KaH-
LieporeHe3 B CIIOHHBIX Xeje3axX. Yalle Bcero omyxoib
JIOKAJIU3YeTCsl B OKOJIOYIIHOM CIIOHHOM XeJjie3e, Haubo-
Jiee pacOpOCTPAHEHHBIM TMCTOJIOTMYECKMM BapuaHT —
MyKoanuaepMouaHass KapuuHoma [13]. JIBa mauueHTa
B MCCIEAyeMOil HaMU TPYIINeE, Y KOTOPBIX ObLT yCTAHOBJICH
JMarHO3 paKka OKOJIOYIITHOM CIIOHHOM Kee3bl (MyKO3IH-
nepMouraHas KapimHoma), moxyawin JIT 8 COJI 20 Ip Ha
ob6acTh 1Ieu, BKIoudas TuM¢onIHoe Koablo Banbaeii-
epa—ITuporoBa u I1XT no npotokoiny neyenus JIX. Obda
MalyeHTa XXUBHI.

IlauueHThl, TMOIYYMBIIME JIEYCHHUE 10
nosony JIX B OeTcKOM BoO3pacTe, MMEIOT
MTOBBIIICHHBIN PUCK Pa3BUTHUS 37T0KAUE€CTBEH-
HOI1 OITyXOJI CUCTEMBI KPOBU C OTHOCUTEIb-
HO KOPOTKHUM TIEPUOIOM €€ BO3ZHUKHOBEHMUS
[11]. OcHoBHO# wuHAYIUpPYIOUIUI (aKTop
B Pa3BUTUHU BTOPUYHOTIO JieliKo3a — UCITOJIb-
30BaHUE AJIKWIMPYIOIIUX areHTOB (MEXJIOpa-
TaMUH M TpoKapOa3uMH) WIM ITPOM3BOIHBIX
nopodmuIoToKCuHa (atomo3un) [14]. IMamu-
eHTBl HaIlleil I'pYMIibl, pa3BUBIINE BTOPUY-
He1ii OMJI, monydanu npokap06a3uH B cxeme
tepanuu JIX. Bropuunsiiit OMJI 6bu1 nua-
THOCTMPOBaH y 2 MalyeHToB yepe3 |1 u 2 roga
MOCJe yCTaHOBIEeHUsT AuarHo3a JIX.

B0 o6HapykeHo, uyTo mamueHThl ¢ JIX
MMEIOT TIOBBIIICHHBIN PUCK Pa3BUTHUS BTO-

OpuruHanbHble uccneposanus // Original studies




OpurunanbHble uccnepoBanus // Original studies

) POCCUICKIIA KYPHAT 172024
POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 11

Tabmuna 2. Xapaxmepucmuka nayuenmos ¢ JIX u BO nocae aeuenus JIX 6 demckom uau noopocmxoeom eo3pacme
Table 2. SMT in patients after HL treatment in childhood or adolescence

:10)
| PIIX

Bospact Ha Mo- CpOKH BbISIBJICHHS
MEHT yYCTaAHOBJIE- BO nociie geve- Pexum ITXT Knunn-
HHSA AUArHO32 nud JIX, roast (4mcI0 KYpCoB) JIT (CO/L, Tp) YeCcKuit

JIX, roapi Time of detection PCT regimen : cTaTyc
SMT after (number of RT (1D, Gy) Clinical
diagnosis of HL, treatment of HL, courses) status
years years

Kus

Thyroid cancer (TC) OPPA/COPP (6) 30 Alive

2 S 3 MIBE 3 4 OPPA/COPP (6) 20 o
g P[THCX 15 B 3 15 OPPA/COPP (6) 30 ;‘2’1‘;
4 HES 16 mA 3 6 OPPA/COPP (6) 20 s
5 RS 14 na 1 8 OPPA/COPP (2) 20 s
6 PL}ICX 15 na 2 9 OPPA/COPP (3) 30 iﬁg‘;
7 b 15 AE 2 7 OPPA/COPP (4) 30 i
8 P LTLICX 16 VA 3 | OPPA/COPP (6) 20 flﬁ‘;
9 HE 14 B 2 5 OPPA/COPP (4) 25 i
10 kS 16 VA 3 16 OPPA/COPP (6) 30 i
1 P%X 17 IIBE 3 7 OPPA/COPP (6) 26 jjg‘z
12 Breostcancer 13 VB3 17 OPPA/COPP (6) %5 BT IDIAIN e
13 ez 17 nA 1 8 OPPA/COPP (2) 24 >
14 o Xema 15 IIBE 3 16 OPPA/COPP (6) 36 Tuep
Pak okoJI0y11IHO CITIFOHHOM SKuts

15 fa— 10 IBE 3 6 OPPA/COPP (6) 20 %fﬁ%ﬁkﬁgﬁ‘s’ﬁgpa) A

Parotid cancer
Pak 0Ko0JIOYIITHOM CIIOHHOM .
16 [ — 16 A 2 19 oppa/copp (3) 200 fﬁ%gfjf}ﬁffipa) s
Parotid cancer 4 S
Pak BepxHe10/1eBOro OpoHxa Kus
= Upper lobe bronchus cancer = Lpg 3 3 OPPA/COPP (6) 20 Alive
TenarouetonsipHbIid pak KB
18 TevYeHu 3 I1A 2 23 OPPA/COPP (4) 26 Alive
Hepatocellular liver cancer
BepereHokiieTouHast Heaud-
(epeHIIMpoBaHHas capKkoMa SKuts
19 MSATKUX TKaHen 17 IVB 3 19 OPPA/COPP (6) 30 Alive
Spindle cell undifferentiated
soft tissue sarcoma
HepmarodurbdpocapkoMa
MSTKUX TKaHen Kus
20 Dermatofibrosarcoma 8 LU 3 9 OPPA/COPP (6) 20 Alive
of soft tissues
Pak mouku Kus
21 i G 8 111B 3 19 OPPA/COPP (6) 20 Alive
IlucrageHoMa SIMIHUKA Kus
22 G e p— 16 1T1AE 2 1 OPPA/COPP (4) 20 Alive
Ba3aibHOKIETOUHBIN paKk SKun
23 KOXKH 14 1T1A 2 14 OPPA/COPP (4) 20 Alive
Basal cell skin cancer
BazanbHOKIETOUHBIHM pak SKuts
24 KOXH 13 IT1A 2 23 OPPA/COPP (4) 26 Alive
Basal cell skin cancer
OMJI Ymep
25 Acute myeloid leukemia (AML) 14 HAE 2 1 OPPA/COPP (4) 26 Dead
OMJT Ymep
26 AML 17 IIIBE 3 2 OEPA/COPP (6) 20 Dead
MJIC VYmep
= Myelodysplastic syndrome 16 Lz 2 9 DELECOEE () 36 Dead
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puuHoro PM2K. PM2K, mo naHHBIM pa3JIUYHBIX aBTOPOB,
HaOJro1asICcs B cpeHeM yepe3 22 rona (muamna3oH — 14,3—
32,1 roga) nocie jedenus: JIX. dakropamu pucka BTO-
puuHoro PM2K cuurarorcsa neuenue JIX B Bo3pacte ot 10
1o 19 ner n JIT Ha opransl rpyaHoii kietku [8, 11]. Hamn
ObL1 BbISBIIEH 1 caywaii BropuuHoro PMZK, kortopblit
pasBuicsa depe3 17 ner mocne neyeHus JIX. IlamumeHt-
ka nony4vana JIT Ha obnacts cpenocrenust B COJI 20 Ip
n JIT Ha obnactb nerkux B COJl 12 Ip. YuursiBasg cpoku
HaOJI0AeHUS 32 OOJIBHBIMU, MOJYYMBIIUMU TEPAIIUIO T10
nosoxay JIX (MakcumanbHO 25 J1eT), BEpOSITHOCTH BBISIB-
sneHust BropuyHoro PM2K B Oyayiiiem octaeTcst 1OBOJIbHO
BBICOKOM.

B Hamem mccinegoBaHum 3auKcUpoBaH | TalUeHT,
Y KOTOPOTO OBLIU BBISIBICHBI 2 BTOPUYHBIC 3T0KAYeCTBEH-
HBIE COJIMIHBIC OMYXOJIM: IepMaTohrOpocapKomMa MITKHIX
TKaHeil ¥ MOYEeUYHO-KJIETOUHBINA pakK (CBETIOKJIETOUHAs
afeHoKaplrHoMa) — 4epe3 9 u 19 1eT COOTBETCTBEHHO
nocne nedyeHust JIX. O0e omyxoau OBLIM JIOKAJU30Ba-
ubl B nipenenax nosst JIT. Tlanuent nonyuun JIT 8 COJ
20 Ip Ha oOjacTU CpemoCTEeHUsI, OPIOITHONW TOJIOCTU
U TTOAB3IOIIHBIC TUMGbATUUECKHE Y3TIbI.

PasBuTue 2 onyxoJieil y OqfHOTO MalyeHTa MOXeET ObITh
CIyJailHBIM COBMAAE€HUEM JIM0O0 OBITh CBSI3aHO C Fe€HETH-
YECKOI MpeapacIiooXeHHOCTbI0, HapylleHueM (yHK-
LIMM MMMYHHOI CHCTEMBbI, BJIMSIHUEM KaHIICPOTEHHBIX
¢akTOpOB OKpYyXKarolei cpenpl [15].

3akioyeHue

CoBpeMeHHbIE TepaneBTUYECKHE IIOAXOObI K Tepa-
muu JIX y neteil yUMTHIBAIOT CTpaTU(UKALIAIO IO TPYI-
maM pucKa, KOTopasi OIpeAeisieT MPOIOLKUTEIbHOCTh
U MHTeHCUBHOCTh X1, 103y O0OJyYeHMSI, UCTIONB3YS IS
OLICHKM OTBETa MO3UTPOHHO-IMUCCHOHHYIO TOMOIpa-
¢UI0, COBMEIIEHHYIO ¢ PEHTTEHOBCKOI KOMIIBIOTEPHOIM
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tomorpacdueii (ITDT/KT) [16]. B Pecnybauke benapych
I[I9T/KT cranga akTUBHO MPUMEHSITHCS ISl OLIEHKU CTa-
Tyca PeMUCCUHM 1 OTBETa Ha Tepaluio y MalMeHTOB IET-
ckoro Bo3pacrta ¢ JIX ¢ 2017 . 1 Oblj1a BKJIIOUEHA B IUIaH
00s13aTe/IbHbIX 00C/IENOBAaHUI Ha ATamax IMpPOMEXYTOoY-
Horo koHTpoJisg. JJo 2017 . mpakTuyecku Bce OOIbHBIE
nonydanu JIT B paMmkax mpoTokonbHoro nedyeHust JIX. Ha
CETONHSIIHUMN OE€Hb IIPU IIPOBEACHUU MCCIEIOBAHUN 1O
M3YYEHMIO OTJAJICHHBIX MOCIEACTBUI Y MalnueHToB ¢ JIX
BaXKHO YYMUTHIBATh 3TOT MOMEHT U IOAXOAUTH K aHATU3Y
nuddepeHIIMpoBaHHO. AKTyaJbHOU SIBJISICTCSI 3a1ava
cHmkeHus: nHTeHcuBHOCTU [IXT um otkas or JIT mia
MalMeHTOB C OJIATONPUSITHBIM KIMHUYECKUM HCXOMIOM,
MCIIOJIb30BAHME BO3MOXHOCTEM COBPEMEHHONM paauoTe-
parneBTUYECKOI anmapaTyphbl IJIs1 TPOBEACHUS O0IydeHUS
C MMHMMAaJIbHBIM MTOBPEXIECHUEM KPUTUUYECKUX OPTaHOB.
[lepcrieKTUBHOI SIBJISIETCS pa3pabOTKa HOBBIX CXEM JIeue-
Hus JIX ¢ BKIIOYEHHEM TapreTHBIX MPOTUBOOITYXOJIEBbIX
npenapaToB. [eHeTMYECKMIT CKPUHMHT UISI BBISIBICHUS
MOoTeHIIMaIbHOrO pucka pa3putuss BO Takxke MoxeT
CIIOCOOCTBOBATh IPOIrPeccy B HAIpaBICHUM TMEPCOHA-
Jm3upoBaHHoro jedeHus JIX y mereit. Tak, Hampumep,
nauureHTaMm ¢ cuHapoMmamu JIn—dPpaymenn u Huiimerena
cleayeT oTka3atbesl oT nmpoBeaeHus JIT B ¢BsI3M ¢ BbICO-
KUM prcKoMm pa3Butus BO.

Bpaun  momkHBI  MHGOPMMpPOBATh  MALIMEHTOB
O BO3MOXHOCTHM TO3JIHUX OCJIOXXHEHUU XUMUOTYyYEBOU
TeparMu U HEOOXOAMMOCTU PETyISIpHOTO MEIULIMH-
ckoro HaOmoneHusi. MHbopmaumsga o0 oOTHaJeHHBIX
MOCJIEACTBUSIX JeUeHUs TpeOyeT MOCTOSTHHOIO OOHOBJIE-
HUS 1 BaxKHa B KIMHUYECKO MPaKTUKe. AHAIN3 TTO3THUX
OCJIOKHEHMH MO3BOJUT ONTUMHU3MPOBATH METOMIBI JIeue-
HUS ¥ 00ECIIeYUTh KaueCTBO KU3HU 332 CYET MUHMMU3a-
LIMMA OTHAJIEHHBIX MOCIECACTBUI U YAYYIICHUS KadyecTBa
JKM3HU U3JICYEHHBIX TTAlIMEHTOB.

OpuruHanbHble uccneposanus // Original studies
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JthheKTUBHOCTb NIOKANbHOIO JIEYEHUS HA Pa3HbIX CTaAUAX
peTuHo6nacToMmbl

A.A. Sposoii, JI.I1. Boaomun, B.A. SIpoasa, A.M. Youaena

DIAY «Hayuonanohoiii meduyunckuii uccaedogamenvckuii yenmp «Medcompaciesoii HayuHO-mexHu4eckKull KOMIACKC
«Muxkpoxupypeus enaza» umenu axademura C. H. Dedoposa» Munzopasa Poccuu; Poccus, 127486, Mockesa, Beckyonukosckuii 6ya., 59

Konrakrabie nannbie: Jenuc [laenrosuyu Boroodun volodin.den2016@yandex.ru

Axmyaavnocmo. Ha ceco0nswnuil 0eHb 10KanbHble Memodbl 3aHUMAIOM 8AJCHOe Mecmo 8 aeuernuu pemunooracmomel (PB). Hecmomps
Ha umerowjuecs 6 aumepamype nyOAUKAuuU no A0KAAbHOMY AeHeHUI0, HA CeOOHAUWHUN 0eHb Hem HAYYHbIX padom no CPA6HUMEAbHOMY
aHanusy e2o pe3yabmamos  3a8UCUMOCMU Om CMaduu ONYxonee0eo npoyecca.

Ileab uccaedosanus — oyeHums SPpHexmueHoCnb A0KANbHBIX OQYMANMOL0UHECKUX Mem0006 AeueHus: PB Ha pasHbix cmadusx onyxonee02o
npoyecca.

Mamepuaast u memoodwt. B uccaedosanue ouinu 274 nayuenma (357 enas) ¢ PB, nponevennvix ¢ 2007 no 2022 e. Cpeduuii éo3pacm
00bHBIX Ha MOMeHm aeyenust cocmasun 15 mec (om 0 do 74 mec), 58 % nauuenmos (n = 158) oviau manvuuku, 42 % (n = 116) —
Oesouru. Bunokyaapuas Pb umena mecmo 'y 193 (70 %) nayuenmos, monokyaspuas — y 81 (30 %). Y 59 (22 %) aokanvroe aeuenue
npoeodunoce Ha eduncmeenHom enasy. Pacnpedenenue no cmadusm u epynnam coeracuo kaaccugpuxayuu TNM u ABC-xaaccugurauyuu
Pb 6via0 caedyrouwum: cmaodus Tla (epynna A) — 74 (21 %) enasza, Tlb (epynna B) — 122 (34 %), T2a (epynna C) — 56 (15 %),
T2b (epynna D) — 104 (29 %), T3 (epynna E) — 3 (1 %) enaza. B kauecmee 10KaabHblx 0hmanromonoueckux memooog npumMeHsIAUCh
AazepHas mepmomepanusi, kpuodecmpykuyus u opaxumepanus. Cpok Habaro0eHus cocmagun om 6 do 158 mec (meduana — 49 mec).

Pesyavmamot. Pezynvmamol 10KaAbHOO AeHeHUS OUEHUBAAUCH NO CACOVIOUWUM KPUMepusm: AOKANbHbIL KOHMPOAb HAO ONYXOAbH),
0CNO0JICHEHUS, COXPAHHOCMb 24a3, KOMNOHEHMHOCMb AeyeHus (KoAu4ecmeo Memodos 04s 00CMUICEHUs peepeccuu Onyxoau), cpeoHue
cpoku peepeccuu u eviicusaemocms (ooujasn (OB) u 6e3peyudusnas (bPB)). Pezyrvmamol oyenusarucy Kax 6 yeaom, mak u 6 acnekme
CPABHUMENbHO20 AHANU3A NeYEHUS. HA PA3HBIX CMAOUSX ONYX04e6020 NPOUECcd.

Jlokanvroeo KoHmpoas Hao onyxoasko ydasocs docmuus 6 93 % cayuaes (n = 328), 6 7 % (n = 26) 6vin ommeuer npodoniceHHslil pocm,/
peuudug onyxoau. OcaodicHenus A0KAAbHO20 Aevenus Habaodarucy 6 23 % cayuaes (n = 82). Ydanocs coxpanums 329 (93 %) enas,
25 (7 %) enas bviau snykaeuposansl. Bee 3 nokazamens 6viau docmoseprol Huice  erazax hayuenmog ¢ Pb epynnot D (p < 0,01).

Ilpu cpasnumenvHom ananuse s¢ppexmusHocmu nevenus Ha pasHvlx IMaANax cmaousi ONYXoau 00CMo8epHO OKA3bleaNa 6AUSHUE HA YPOGEHb
A0KanvHo2o koumpoas (p = 0,0012), npouenm ocnaoxcrenuii (p = 0,001) u yposenwv coxpannocmu earas (p < 0,0001) u ne oka3viéanra
8AUAHUS Ha cpoku peepeccuu onyxoau (p = 0,3), komnonenmuocms sewenus (p = 0,3) u noxkazamenau OB (p = 0,74) u bPB (p = 0,3).

3akarouenue. Jlokanvivie Memoovl NOKA3aiu eviCOKYI0 3pgexmusHocms 6 aeweruu Pb. Hcxoonas cmaous 3aboneéanus umeem b6oavuioe
3HAYeHUe 6 NPoHO3UPOsanul 3¢hpexmusnocmu aeuerus. Jleuenue nayuenmos ¢ Pb epynnot D no-npexcnemy ocmaemces mpyoroii 3adaueii,
KaK 6 acnekme 0oCmMuMICeHUsI N0KANbHO20 KOHMPOs, MAK U COXPAHEeHUS 21a3d.

KimoueBbie ciioBa: pCTI/IHOGJ'[aCTOMa, JIOKAJIbHOE JICYCHUC, S(I)(I)CKTI/IBHOCTL, craguu, CpaBHHTeJ’IbHHﬁ aHalIn3

Jlna murupoBanus: fAposoit A.A., Boigonun .11, Sposast B.A., YouaeBa A.M. D(phHeKTUBHOCTD JIOKAIbHOTO JIeUeHHsI Ha pa3HbIX
CTaausIX peTMHOO acTOMBl. Poccuiickuii xypHall 1eTCKoi reMaTojoruu u oHkojoruu 2024;11(1):19-26.
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Local treatment efficacy in different stages of retinoblastoma

A.A. Yarovoy, D.P. Volodin, V.A. Yarovaya, A.M. Chochaeva
National Medical Research Center Academician S.N. Fyodorov Intersectoral Scientific and Technical Complex “Eye microsurgery”,
Ministry of Health of Russia; 59a Beskudnikovsky Blvd., Moscow, 127486, Russia

Background. Nowadays local modalities play an important role in retinoblastoma (Rb) treatment. Despite a great number of publications in
scientific literature about local treatment there are no scientific works about comparative analysis of treatment results depending on tumor
stage.

Purpose of the study — to evaluate the efficacy of local ophtalmological modalities of Rb treatment in different tumor stages.

Materials and methods. The study includes 274 patients (357 eyes) with Rb treated from 2007 to 2022. The mean patients’ age at the time
of treatment was 15 months (from 0 to 74 months), 58 % patients were male, 42 % — female. 193 (70 %) patients presented with binocular
Rb, 81 (30 %) — with monocular. In 59 (22 %) patients local treatment was performed on the single eye. Tumors’ distribution by stages was
as followed: Tla stage (group A) — 74 (21 %) eyes, T1b (group B) — 122 (34 %) eyes, T2a (group C) — 56 (15 %) eyes, T2b (group D) —
104 (29 %) eyes, T3 (group E) — 3 (1 %) eyes. As local methods thermotherapy, cryotherapy and brachytherapy were applied. The follow-up
varied from 6 to 158 months (median — 49 months).

Results. Local treatment modalitites were analyzed by following criteria: local tumor control, complications, eye salvage, number of applied
treatment modalities, mean regression period and survival (overall and disease-free). Results were analyzed overall and by comparative
analysis on different tumor stages.

Local tumor control was achieved in 93 % of cases (n = 328), in 7 % (n = 26) tumor relapse was observed. Local treatment complications
were observed in 23 % of cases (n = 82). 329 eyes (93 %) were salvaged, 25 eyes (7 %) were enucleated. All of these criteria were significantly
lower in eyes of patients with Rb of group D (p < 0.01).

Comparative analysis in different stages showed that tumor stage significantly affected local tumor control (p = 0.0012), complications’
frequency (p = 0.001), eye salvage percentage (p < 0.0001) and doesn’t affect regression period (p = 0.3), number of treatment modalities
(p =0.3), overall (p = 0.74) and disease-free survival (p = 0.3).

Conclusion. Local methods showed high efficacy in Rb treatment. Initial tumor stage is relevant in the prognosis of the treatment efficacy.
Treatment of patients with Rb of group D still remains to be challenging in aspects of local tumor control and eye salvage.

Key words: retinoblastoma, local treatment, efficacy, tumor stages, comparative analysis
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AKTyaJIbHOCTh

Ha ceromHsHuiA JeHb JieueHUue PeTUHOOIaCTOMBI
(PB) Bxuttouaer B ceOsl ABYX3TAITHBIN MOIXOM C IIPUME-
HEeHMEM Ha 1-M 3Tare CUCTEMHOM, a TakxXe JIOKaJbHOM
xumuorepamuu (XT) B LEIsIX XeMOPEIyKIIMU OITYyXOJIH
C TOCIEAYIOINM pa3pylIeHUeM OCTaTOYHOW OITyXOJIN
C HCTOJIb30BaHMEM JIOKAIBHBIX O(MTaTIbMOJIOTMUECKIX
MeTOmoB, Takux Kak Opaxutepanus (bT), kpuomecTpyk-
s (K) u TpaHcmynIsipHast Ja3epHasi TepMOTeparus
(TT) [1-3].

HecmoTtpst Ha TO, UTO B UMEIOIIEHCS OT€YECTBEHHOM
U 3apy0eKHOM JIUTEPAType €CTh IOCTATOUYHOE KOJTUIECTBO
MyOJMKAIIi, MOCBAIICHHBIX OIleHKe 3(PdeKTUBHOCTH
JIOKAJIBHBIX METOMOB JICYCHMSI KaK WM30JMPOBAHHO, TaK
¥ B KOMOMHAIIMY, B HACTOSIIEe BpeMsI HET HU OTHOTO
WCCIIeIOBaHMUsI, Kacalolerocsl CPaBHUTEIBHON OIICHKH
3(OEKTUBHOCTU  JIOKAJIBHOTO  O(PTaTbMOJIOTMYECKOTO
JICYCHMST B 3aBUCUMOCTH OT CTaIMH OITyXOJIEBOTO IIPOILIeC-
ca, 9T0, 0e3yCI0BHO, MOXET UMETh BIMSIHIE Ha pe3yiIbra-
THI Teuenust Pb [4—13].
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IHea» wuccaenoBaHuss — OLEHUTH 3(PEOEKTUBHOCTH
JIOKQJILHBIX O(TAIBLMOJOTMYECKUX METOIOB JiedeHust Pb
Ha pa3HbIX CTaAMIX OITyX0JIEBOIo Ipoliecca.

MatepuaJjsl 1 METOIbI

Bcero B nmepuon ¢ 2007 mo 2022 r. Ha 6a3e oTaena
0(dTaJIbBMOOHKOJIOTMM U PAIMOJIOTMKA TOJOBHOI oOpra-
nuzaunn OTAY «<HMUIL «MHTK «Mukpoxupyprus
riaza» uM. akaa. C.H. ®@emnopoBa» Mun3zapaBa Poccuu
(. MockBa) ¢ mpUMeHEHUEM JIOKAJIbHBIX O(TaJIbMOIO-
ruvyeckux MeronoB JeueHus: (BT, K u TT) nponedyeHbr
317 nmaumeHToB ¢ PB, u3 Hux y 43 nokajibHOE JeUyeHUe
MPOAOJIKAETCS B HACTOSIIMA MOMEHT JMOO He OBLIO
3aKOHYEHO BBUJLY TOIO, YTO OOJIbHbIEC HE SIBUIUCH HAa KOH-
TPOJIBHBII OCMOTp, JaHHBIE TTAILIMEHTHI OBLIN UCKITIOYCHBI
U3 UCCIIeI0OBaHUSI.

B uccnaenosanue Bouutm 274 maumeHTta (357 rnas),
CpeIHUI BO3PAacT KOTOPHIX HA MOMEHT JICUEHUST COCTABUII
15 mec (ot 0 mo 74 mec), 58 % GoabHbIX (n = 158) ObLIU
Majibuuku, 42 % (n = 116) — 1eBOYKU.

Bunoxkynsapuas Pb nmena mecro y 193 (70 %) naun-
€HTOB, y 6 U3 KOTOPBbIX ObLIO BBISIBICHO METaXpOHHOE
nopaxenue, MoHokyasipHass Pb — y 81 (30 %). ¥V 59
(22 %) OOJBHBIX JOKAJIbHOE JIeYeHUE IMPOBOAMIOCH Ha
€IMHCTBEHHOM IJ1a3y.

Pacnpenenenue 1o cragusiM M TpyIIIaM COIJIACHO
knaccupukauuu TNM [14] n ABC-knaccudukaummn
Pb [15] obuto crnemyrommm: Tla cramust (rpymma A) —
74 (21 %) rnaza, Tlb (rpymma B) — 122 (34 %), T2a
(rpynmna C) — 56 (15 %), T2b (rpynna D) — 104 (29 %),
T3 (rpymna E) — 3 (1 %) rnaza. [1js1 ocieayiomero Kop-
PEKTHOIO CTAaTUCTUYECKOIO aHajiu3a Ijla3a MallieHTOB
¢ Pb rpynmnbel E Oblin MCKITIOYEHBI, YYUTHIBAsI UX Majioe
KOIM4ecTBo (17 = 3).

B momaBasronieM OoablIMHCTBE ciaydyaeB (n = 252,
92 %) n0KajJabHbIE METOMAbI UCIIOIb30BAIUCH IIOCIIE IIPO-
BeneHust XT (rmocne ee 3aBepiieHUs 100 B MEXKYpPCO-
BOM mepuoze), pu 3toMm y 40 % nanueHtoB (n = 108)
JIOKaJbHBIM METOIAM TIpenliecTBoBasia cucteMHas XT
(ot 1 mo 10 xypcoB 1o cxemam VEC, VC, CEC, CVC),
vy 9 % (n = 25) — nokanbHast XT. UCIIONIB30BAIMCH KaK
cenektuBHas nHTpaaprepuanbHast XT (CUAXT), ot 1 no
11 kypcoB (B cpeagHeM — 3 Kypca; B KauecTBe IpernapaToB
MPUMEHSIUCh MedanaH, TOIMOTeKaH M KapOoruiaThH),
tak 1 uHTpaBurpeadbHas XT (MBXT), ot 1 no 12 kypcoB
(B cpemHeM — 3 Kypca; B KauecTBe IpernapaToB UCIOIb30-
BaJIMCh MeJichasiaH ¥ TorotekaH). Y 43 % nauueHTos (n = 119)
MPUMEHSJIOCh COYeTaHNe CUCTEMHOM U JJoKaJibHOM XT.

Y 22 (8 %) manuentoB ¢ Pb rpymmbl A JI0KallbHbIE
0(TaIBbMOJIOTMYECKIE METObI MCIIOJb30BAIMCh B Kaye-
ctBe nepBuyHoro JieueHus: Pb 6e3 npenmectsyromeit XT.

B kxauecTBe JIOKaIbHBIX O(DTATBMOJIOTUYECKUX METO-
noB npuMmensauch TT, K/ u BT.

Jlazepnag TT mpoBomwiach ¢ HCIIOJb30BaHUEM
TPAHCIIYIWUISIPHOIO ¥ TPaHCCKJIEPaIbHOIO CIIOCOOOB
JIOCTaBKM JIa3epHOro u3inydeHus. [lapameTphl 1a3epHOro
U3TYyYCHUST ObUIM CIIeayIoIue: JIMHA BOJHB — 810 HM,
muameTp nsitHa — 1000—1200 MKM, MOIIHOCTH JIazep-
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Horo uznayyeHust — ot 180 mo 850 MBT (Meauana (Me) —
400 + 156 MBT), mIOTHOCTH MOLIHOCTU — OT 15 10
75 Br/cm? (Me — 33 £+ 12,5 Br/cm?). Mcnonib3oBaivch Kak
ATMUIMKALIMOHHBIN, TaK U CKAHUPYIOIIUI PEXUMBI J1a3ep-
HOTO BO3IEUCTBUS.

K] BbIMOJHSUTACH 110  CTAHAAPTHOM TEXHOJOTMU
C MCIOJIb30BaHMEM KPHUOHAKOHEYHMKA JIUAMETPOM
3—5 MM, ABYX- WM TpeXKpaTHOM skcno3uiueit 60 ¢ mo
«KJIACCUYECKOM» TEXHOJIOTUHN («3aMOpaXkKMBaHUEe—OTTau -
BaHue»). B KauecTBa xj1agareHTa BO BCeX CJIyJasiX UCTIOb-
30BaJIcs yriuekuciblii ra3 (—78 °C).

Hns nmpoBenenus bT npuMmeHsanu ograabMoanIinKa-
TOpHI, coaepxkaiiue n3otonsl Ru-106 + Rh-106 1 Sr-90 +
Y-90. IIpu ucnoiap30oBaHUU PYTCHUEBBIX OTaIbMOAII-
TUTMKATOPOB aNnuKalibHasg 103a BapbupoBajiach ot 70 go
115 Ip (cpennsis — 89 Ip), ckiuepanbHast go3a oT 132 mo
1000 Ip (cpemnusiss — 330 Ip). [Ipu mpuMeHEeHUU CTPOHIIHU -
eBbIX 0()TaIbMOANIUIMKATOPOB allMKaJlbHasl 103a COCTaB-
Js1a ot 126 mo 180 Ip (cpennsis — 162 Ip), ckiiepanbHas
no3a ot 288 10 1123 Ip (cpenussa — 680 Ip).

JeTanbHasi XapaKTepUCTUKA IOIXOA0B JIOKAJIbHOTIO
JieueHus 0oJjiee TOAPOOHO MpeAcTaBieHa B paHee IMpoBe-
JIEHHBIX uccaenoBanusx [8—10, 16, 17].

Cpoku HaOMIONEHUsT B HAIleM UCCIeIOBaAaHUU
cocTaBuin oT 6 10 158 mec (Me — 49 mec, B cpeaHeM —
53 £+ 33 mec).

Cratuctuueckasi o0OpaboOTKa AaHHBIX ITPOBOAMIIACH
C UCIIOJIb30BaHUEM KOMIIbIOTepHBIX TTporpamm MedCalc
19.5.3 u Microsoft Office Excel 2019 u Bxitouana B cebst
METOIbl OIMCATEJIbHON CTATUCTUKU, AHAJIU3 BbDKMBA-
eMocTH C Tomoibio Meroma Karmmana—Maiiepa; mis
IPOBEPKU JTOCTOBEPHOCTU Pa3IMYMil MEXIY CPeIHUMU
paHraM ABYX BBIOOPOK HCIIOJIB30BAJICS HemapaMeTpu-
yeckuii U-kputepuit ManHa—YutHu. Jnsg cpaBHeHUS
Ka4eCTBEHHBIX NPU3HAKOB MEXIY IPYIIIaMM MCIIOJIb30-
BaJIM KpUTEPUH 2.

Pe3syabraTsl

PesysbraThl JOKaJIbHOIO JIeYeHUs OLIEHMBAJIUChH I10
CIEOYIOLIMM KpPUTEPUSIM: JIOKAJIbHBII KOHTPOJb Hal
OIYXOJIbIO, OCJIOXHEHMS, COXPAHHOCThb IJIa3, KOMIIO-
HEHTHOCTb Jie4eHUsI (KOJMYEeCTBO METOIOB ISl JTOCTH-
JKEHMST PErpeccuu OIyXOJin), CPeHUE CPOKU PEerpeccuu
¥ BbkuBaeMocTh (061ast (OB) u 6e3pertuauBHas (BPB)).
PesysbraThl OLIEHMBAIUCH KaK B 1IEJIOM, TaK U B acIIeKTe
CPaBHUTEIbLHOIO aHaJIM3a JIEYEHMS] Ha Pa3HbIX CTaIMsIX
OITYXOJIEBOI'O IIpoliecca.

JloxaavHblii KOHMPOAbL HAO ONYX0.1bF0

JlokaJlbHOTO KOHTPOJIS Hal OIyXOJIbIO B De3yJibTaTe
OPraHOCOXPAaHSIIOIIETO JeYeHUs YIaI0Ch J0CTUYb B 93 %
ciyuaeB (n=328), mpuatoM B 78 % (n=275) Obl1a AOCTUT -
HyTa KJIMHUYECKHU MOJIHAsl Perpeccusl OIyXOJu I0 1-my
(opmupoBaHue KanbLMHaTa) Uau 4-My ((bopMUpoOBaHUE
TUTOCKOIO XOPHMOPETHHAIBHOro pyoua) turam, B 15 %
ciydaeB (n = 53) Habmomanach YaCTUYHAS PErpeccusl OITy-
XOJIU 10 2-My TUMy (YaCTMYHAsl perpeccus OIMyXoau 0e3
(popmMUpoBaHUS KaabLIMHATA) WIM T10 3-My TUIY (4acTHUY-
Hasl perpeccusi OIyxou ¢ hopMUPOBaHUEM KaJlbIIMHATA).
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B 5 % cny4aeB (n = 19) ObUI OTMEYEH IPOIOJIKEH-
HbIIl POCT OIyXOJIM Ha (hOHE MPOBOAUMOIO JIOKAJIbHOIO
nedeHus1. B 1 HaOm0aeHUM, YIUTHIBAsI pacripocTpaHeHUe
OITyXOJIM Ha IHUCK 3PUTEIbLHOIO HepBa, Oblia IIPOBeAcHA
IOIBITKA COXPAHEHMSI IJ1a3a ¢ UCIIOJIb30BAaHUEM CUCTEM-
Ho#t XT, oIHAKO ¢ y4eTOM OTCYTCTBUS a(pdeKkTa riia3 obu1
yaaueH. B ocTajabHBIX clly4asix SHyKJIealysl ObLla BBIIOJI-
HeHa cpa3sy. B 7 (2 %) rina3zax ObuT BbISIBJICH OTIAJI€HHBII
peuuauB (B Cpoku Ooyiee 12 mec mocie 3aBeplleHUs
JIOKAJIBHOTO JIeYeHUs1 ), 6 IJ1a3 ObUIM YCIIEIIHO IIPOJICYSHbI
C UCIIOJIb30BaHUEM JIOKAJIbHBIX METOIOB, 1 IJ1a3 ObLI SHY-
KJIEMPOBaH B CBSI3U C HaJnuueM Iuddy3HbBIX OITyXOJIEBbIX
OTCEBOB B IEPEAHEN KaMmepe.

D} PeKTUBHOCTL JIOKAJBLHOTO JIeYeHUs Ha pas-
HBIX cTanusix PB uMena craTucTuyecku DOCTOBEpHBIC
pasauyusl: ypOBEHb JIOKAJIBHOIO KOHTPOJISI IpM Jiede-
Huu Pb rpynnsr A cocraBun 100 %, rpynnbsl B — 95 %,
rpymbl C — 92 %, rpynmst D — 85 % (p = 10,0012, paccun-
TaH 10 KPUTEPUIO 12).

OcaoicHenus A0KaAbHO20 AeHeHUs

OcCnoXHEeHUsT JOKAJIbHOIO JICUeHUs] HaOII0daINCh
B 23 % cnyyaeB (n = 82) u HauboJiee YacTO ObLIU MPEI-
CTaBJIeHbI MOCTIYYEBOIl HeiipopeTuHomaTtuein (n = 35,
10 %) 1 reMmopparMuyeCKMMM OCIOXHEHUSIMU Pa3INnIHON
CTEeNEHU BBIPAXKEHHOCTH (CyOpeTMHANbHBIMU, IIpepe-
TUHAJIbHBIMU M BUTPEAJIbHBIMM  KPOBOU3IMSHUSIMM )
(n=133,9 %). bojiee penKo BBISIBISUIMCH TAKUE OCIOKHE-
HUsI, KaK KaTapakTa (3amHeKarncyasipHas Win MOoJHas) —
B 11 (3 %) cayuasix, aKcCylaTUBHAsl OTCJIOMKA CETYaTKU
(n=29, 2 %), cybarpodust rnaza (n = 5, 1,5 %). Kpaii-
He peako (MeHee yeM B 1 % HaboaeHuil) UMeJId MECTO
pa3pbIB ceTYaTKu (n = 1), BUTpEOPETUHAJIbHBIC TPAKIIUU
(n=13), arpocdus pamyxku (n =4), yBeur (n = 1), Bropud-
Has raykoma (n = 2), keparomnatus (n = 1).

YacTora pa3sBUTHUS OCJIOXHEHUM JIOKAJbHOIO JIedye-
HMSI JOCTOBEPHO pasjiuyajiach Ha IJla3aX C pas3inyHOM
cTaguei omyxoJieBoro mpouecca. Tak, npu jedeHuun Pb
rpynisl A ocioxHeHus: Habmogaauchk B 10 % ciyyaes,
rpymnrsl B —B20 %, rpynnsl C — B 25 %, rpynmsl D — 35 %
(»p = 0,001, paccuuran o Kputeputo x2). Kpome Toro,
¢ momolpio Mmertona Karmrana—Maiiepa Obl10 TTpOAEeMOH-
CTPUPOBAHO, YTO OCJOKHEHUS TOCTOBEPHO Yallle BCTpe-
yaloTcs B riazax, moaBepruyToix BT (p < 0,0001) (puc. 1),
a TakXKe 4acToTa OCJIOXKHEHMI JOCTOBEPHO MOBBIIIACTCS
IPY YBEJMYCHUM KOJIMYECTBA MCIIOIb3YeMbIX JIOKAJIbHbBIX
MetonoB (p = 0,0009) (puc. 2).

Coxpannocmo 2aa3

B pesynbrate aeueHus ynaaoch coxpaHutb 329 (93 %)
a3, 25 (7 %) ria3 ObUIM 9HYKJIEUPOBAHbI 110 IIPUYMHE
MPOJOJKEHHOTO pocTa onmyxoiau — 20 1ubo u3-3a HEBO3-
MOXHOCTH BM3yaJbHOIO KOHTPOJISI 32 COCTOSIHUEM IJ1a3-
HOTO JHA 1 OTyXOJIu — 5.

YpoBeHb COXPAaHHOCTM TIJja3 TakxXe JJOCTOBEPHO
OTJIMYAJICS B 3aBUCUMOCTH OT CTaJIMHU OIyXOJIEBOIO IIPO-
necca. [1pu nokanbHOM JteyeHnu Pb rpynnel A ynanoch
coxpanHutb 100 % ria3, BBICOKUIA IIPOLEHT COXPaHEH-
HBIX I'J1a3 TaKKe oTMevascsa v pu JedeHuu Pb rpynner B
(96 %) u rpynnbl C (98 %), B To BpeMsl KaK IIpU Jiede-
Huu Pb rpynmner D oH OBLT TOCTOBEpHO HUXKE U COCTa-
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Puc. 1. Bzaumocesze uacmomsi 0cA0iCHeHUl 10KANbHOR0 NeHeHUs ¢ npoge-
denuem BT (p < 0,0001)

Fig. 1. Relationship between the frequency of local treatment complications
and brachytherapy (BT) (p < 0.0001)

Puc. 2. Bzaumoceszb yacmomol 0CAONCHEHULI NOKANbHO20 AeHEHUs! ¢ KOAUuYe-
Ccmeom npumensemuix memodog (p = 0,0009)

Fig. 2. Relationship between the frequency of local treatment complications
and number of treatment modalities (p = 0.0009)

Bua 82 % (p < 0,0001, paccunutaH Mo KpUTEPUIO ¥2).
Taxxxe ¢ momomibio MeToga Kamnana—Maiiepa ObLIO

MPOJEMOHCTPUPOBAHO, YTO COXPAaHHOCTb TIJIa3 BO
BpEMEHHU TaKXe MMesla CTaTUCTUYECKU ITOCTOBEPHBIE
pasnuuus B 3aBucuMocTu OT ctamuu (p = 0,0012)
(puc. 3).

Komnonenmnocmo aeuenus

KOMITOHEHTHOCTD JIeUeHMsI OLIEHMBaJIach 110 KOJUYe-
CTBY JIOKQJIbHBIX METOIOB, HEOOXOAMMBIX JIJIS1 TOCTHKEHMS
perpeccuu onyxoju. Beero mist 10CTHKEHUS IOKAJIBHOIO
KOHTPOJISL HAJl OITyXOJIbI0 OMMH METO[ JIOKAJIbHOTIO Jieue-
Hust TpeboBaiics B 49 % ciydaes (n = 174). Kak npaBuio,
B KayecTBe MOHOTEpaliMy MCMHoJjb30oBajach jda3epHas TT
(n =131, 37 %), pexe npumenstiuch bT (n = 37, 10 %)
uKJI (n=7,2 %). ABa MeToa JiedeHMs ObUIM HEOOXOMM -
MBI JIJIST TOCTVKEHUST JIOKAJIBHOTO KOHTpoJisd B 34 % ciy-
yaeB (n=120): BT+ TT (n=71,20 %), KO+ TT (n =39,
11 %), BT + KII (n = 10, 3 %). Bce 3 nokanbHBIX MeTONA
(BT + K + TT) tpe6osanuce B 17 % cinyuaes (n = 60)
(puc. 4a).
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Puc. 3. Coxpannocms enas 6 3agucumocmu om cmaduu onyxoau (p < 0,0001)

Fig. 3. Eye salvage depending on the tumor stage (p < 0.0001)

a

Puc. 4. Koauuecmeo npumensiemvix memoooé neueHus: a — 6 UeaoM;
0 — 6 3agucumocmu om cmaouy Onyxoau

Fig. 4. Nubmer of treatment modalities: a — overall; 6 — depending on the
tumor stage

KOMIIOHEHTHOCTB JIOKAJIBHOTO JICUCHUSI Pa3Inyaiach
B 3aBUCUMOCTM OT CTaauu: npu jedeHun Pb rpynmner A
1 meton ucnonb3oBaics B 57 % ciydaes, 2 — B 30 %,
3 — B 13 %; npu neuyenuu Pb rpynnet B: 1 meton — B 48 %
Habmonenuit, 2 — B 38 %, 3 — B 14 %; nupu jgedyeHuun
Pb rpynner C: 1 meton — B 53 % cay4aes, 2 — B 27 %,
3 — B 20 %; npu neyernu Pb rpymmnet D: 1 meton — 843 %,
2—835%,3—B22 % (puc. 46). HecMOTps1 Ha UMEIOLLIU-
eCsT pasIMumst, OHU He OBIIN CTATUCTUYECKN 3HAYNMBIMUI
(»p = 0,3, paccunTaH MO KPUTEPHIO 2).
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Cpoku pezpeccuu onyxoau

CpeaHuii CpOK PErpeccuu IOcie JOKaIbHOIO Jieye-
Hus B 1eaoM coctaBui 13,5 £ 14 mec (ot 2 1o 118 mec).
UYTto Xe KacaeTcsi CPOKOB PErpecCuy OIyXOJIU MU Jieue-
HUM Ha pasHbix ctagusx PB, To B rmazax ¢ Pb rpymnmbt
A oH coctaBui 12 *+ 12,8 mec (ot 2 g0 56 mec), ¢ Pb
rpynnsl B — 12,7 + 15,5 mec (ot 2 mo 118 mec), ¢ Pb
rpynnsel C — 12,8 £11,2 mec (ot 2 mo 50 mec), ¢ Pb
rpyrmbl D — 15 + 14 mec (ot 2 mo 118 mec). I1pu atom
HEOO0XOIMMO OTMETUTb, YTO CPEIHUE CPOKU PEerpeccuu
[IpY CPAaBHUTEILHOM aHAJIM3e KaK MeX Ay paHHUMU (A 1 B)
u no3agauMu (C u D) ctanusamu (p = 0,33, paccuuTtaH 1o
HermapaMeTpu4eckKoMy KpuTepuio MaHHa—YUTHU), Tak
M IIPY CPaBHEHMU MEXKIy COO0I He UMEJIU CTaTUCTUYECKHU
JMOCTOBEPHBIX paznuuuii (p = 0,3, paccyuTaH Mo KpUTe-
puro Kpackena—Yosiuca).

Boiocusaemocmo nauuenmos

W3 274 nauimeHTOB, KOTOPHIE BOIIUIM B JAaHHOE UCCJIe-
noBanue, 270 (99 %) xuBbl, 4 ymepau (3 OOJbHBIX —
¢ TpunatepanbHoii Pb ¢ mporpeccueil mo neHTpaabHONK
HEpBHOI cucteMe, |1 MalueHT — ¢ BTOPUYHON paamo-
UHAYLUUMPOBAHHOM OMYyXOJbIO IIOCJA€ NUCTAHLIIMOHHOM
ayyeBoii Tepanuu (IAJIT) — scre3moHeiipobaacToMoin).
Tpex- n 5-netusis OB, paccunranHbie MeTonmoMm Kara-
Ha—Maiiepa, coctaBmiu 98 % (puc. 5), 3- u S5-IeTHss
BPB — 95,5 % (puc. 6). BaxkHO OTMETUTb, YTO IIPU OLIEHKE
OB metogoMm Kamnmana—Maiiepa 10CTOBEPHBIX pa3TnuMii
B BBDKMBAEMOCTH IIpU JICYCHUM IALMEHTOB C pa3jidy-
HBIMU CTaaMSIMU BBISIBJIEHO He ObuTo: 3- u 5-nmetHsias OB
coctaBmwi 98 % y manuenToB ¢ Pb rpynmer A, 97 % —
¢ Pb rpynmet B, 100 % — ¢ Pb rpynmer C, 96,5 % — ¢ Pb
rpynmsl D (p = 0,74).

AHaJIOTMYHBIM 00pa3oM OBUIO MOKAa3aHO, YTO JTOCTO-
BepHBIX pa3nuuuii B ypoBHe BPB Ha pasHbIX cragumsx
He oTtMmeuanioch. 3- u 5-netHsas BPB y maunmenTtoB ¢ Pb
rpymnbl A cocraBuwi 98 %, ¢ Pb rpynnet B — 96 %
u 95 % coorBerctBeHHO, ¢ Pb rpymmel C — 98 %, ¢ Pb
rpymbsl D — 93,5 % (p = 0,3, paccuuran Mmetogom Karuia-
Ha—Maiiepa).

Oo0cyxneHne

Jleuenue Pb Ha ceromHsIIHMI IeHH UMEET OPraHOCO-
XpaHSIOIIYI0 HAIPaBJICHHOCTh M BKIIIOYAeT B Ce0s MpU-
MmeHeHue XT, JToKaJbHBIX 0(TATbMOJOTMUYECKUX METONO0B
W B psifie caydaeB, JiydeBoil Tepanuu. CoBpeMeHHBI ypo-
BeHb pa3BUTUs X T MO3BOJIMII JOOMTHCS BHICOKMX ITOKAa3a-
teneir OB B pa3BUTBIX cTpaHaxX, KOTOPHIE COCTaBIISIOT OT
95 10 99 % [18]. Bmecte ¢ TeM BOIIPOC COXpaHEHUS Ijia-
32, B OCOOEHHOCTH IIPU Pa3BUTHIX CTAAMIX OIYXOJIEBOIO
mpoliecca, SIBISIETCS BeCbMa CJIOXHBIM M aKTyaJIbHBIM
M 3a4acTyio TpeOyeT MpPUMEHEHMS JIOKAJbHBIX O(pTab-
MOJIOTUYECKMX METOIOB JeueHMs. TaK, MO JaHHBIM
J.H. Francis et al., moTpeOHOCTh B JOKaJIbHBIX MeToAax
cocranisieT 54 % [19], uTo moATBepKAaET UX HE3aMEHUMYIO
pOJIb B CTPYKTYpE OpraHocoxpaHsioliero jJeyeHus: Pb.

BaxxHOo mMomuepKHYTb, YTO KOJMYECTBO ITyOJMKAIIWIA
B OTEYECTBEHHON M 3apyOeXXHOIl JIuTepaType, ITOCBSI-
IIEHHBIX BOIIPOCY JIOKalbHOTO JieueHuss Pb, HeBenuko,
IpY 3TOM OOJIbIIIast YacTh MyOJIMKaLIMii MMOCBsIIeHa 100
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Puc. 5. Kpusas OB nayuenmosg
Fig. 5. Patient OS curve

Puc. 6. Kpusas bPB nayuenmos
Fig. 6. Patient RFS curve

oleHKe A(P(MEKTUBHOCTU KaXAOTO JOKATBbHOrO MeToda
B OTIEJBHOCTH, JIUOO OLIEHKE JIOKAJIBHOIO JIeYeHUs Ha
¢one wim nocne nmpoBoguMoii XT [4—13]. Kpome Toro,
CPaBHUTENbHBIN aHAIN3 3(M(MEKTUBHOCTU JIOKATBHOTO
JIEYEHUS B 3aBUCUMOCTH OT CTAJINU OITyXOJIEBOTO Mpoliecca
paHee He npoBoauicsa. OmMyOJIMKOBaHHBIE B 3apyOexkKHOMN
JTepaType padoThl MTOCBSIIEHBI TUOO OLIEHKE BbDKMBAE-
MOCTHU B 3aBUCHUMOCTU OT THCTOJIOTUYECKOU CTaauu OITy-
XOJIW MOCJIe SHYKJIEAlUU, TMOO0 aHAIM3Y COXPAHHOCTH TJ1a3
U BBDKMBAEMOCTH TIOCJIE OPTraHOCOXPAHSIONIETO JICUeHUS,
npuyeM OoJblIast YacTh JaHHBIX MyOIMKaLMiA Oy IMKO-
BaHa B 3py cucteMHoit XT n/mmu IJIT [5, 20—23].

Llenbio Hallero uccnenoBaHus ObUIO TPOBECTU OLIEHKY
5(h(HEKTUBHOCTU Tepanuu, a TakKxkKe JIOKAIbHOU U CUCTEM-
HOI 0€30MacHOCTU JIOKAJTBHBIX O(MTAIbMOJOTUYECKUX
METONOB JieueHUs1 Pb Ha pa3HbBIX CTaAusIX OIyXOJEeBOTO
MpOLEcca COrTaCHO MEXIyHApOAHON KiaccuduKauu mo
rpynmam (ABC) u kinaccugukamuu TNM [14, 15]. UtoObt
BCECTOPOHHE OLICHUTbH PE3YJIBTaThl JIOKAIBHOTO JIEYCHUS
HaMu ObUTA TPOAHATU3UPOBAHBI JIOKATBHBI KOHTPOJIb
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HaJl OITyXOJIbIO, IIPOLEHT OCJIOXHEHMI1, COXpPAHHOCTb IJ1a3,
KOMIIOHEHTHOCTb JIEYEHUSI, CPOKU PErpecCUM OILyXO-
1, OB u BPB, koTopble olleHMBaIUCh KaK B LIEJIOM, TaK
U B aCIleKTe CPaBHUTEIbHOIO aHAIM3a Ha PAa3HBIX CTAIUSIX
OIIyXOJIEBOI'O Ipoliecca.

B pesysbrate npoBeaeHUs JIOKaJIbHOTO JICYEHUST HaMU
ObUIM OTMEUYEHBI BBICOKHUE ITOKA3aTe/Id JIOKAJIbHOIO KOH-
tposst (93 %), onHAKO CTaAusI OIYXOJIM JOCTOBEPHO OKa3bl-
Basia BIMsSHUE Ha 3(h(GEKTUBHOCTD JIOKATLHOIO JICUYSHUS.
IIpu 3TOM MPOLIEHT JIOKAJIbHOIO KOHTPOJIS ITOCTOBEPHO
CHIKAJICS 10 Mepe 0oJiee pa3BUTOM CTaAUK C HAMMEHbIIEM
YPOBHEM JIOKAJILHOTO KOHTPOJISI Ha r1a3ax ¢ Pb rpynmer D,
coctaBuBLIUM 85 %. IIpOLIEHT OCIIOXXKHEHWII JIOKAJIbHO-
ro JICYCHUsI TaKXe ITOCTOBEPHO pa3IMyajICs Ha Ia3ax
C PA3JIMYHOM CTaguel OIyXOJEBOIO MpOoLEcca C yBEINYE-
HUEM 4acCTOThl OCJIOXXHEHMI Ha I1a3ax ¢ 0oJiee pa3BUTOMU
ctanueil. HanGombinii mMpoueHT OCIOXHEHUI Ha Iia3zax
¢ Pb rpynmer D, cBa3b ocnoxHenuii ¢ BT 1 koanyectBoM
MPUMEHSIEMbIX METOJIOB SIBJISTIOTCSI OXKMIAEMbIM 1 3aKOHO-
MEPHBIM SIBJICHHAEM.

B pesynbrate mpoBeieHMs JIOKAJIbHOIO JIEYEHUS] HaM
TaKKe YIaloCh JOOMTHCS BBICOKOIO ITOKA3aTesisl COXpaH-
HoctH a3 (93 %) ¢ 3- U S5-JIETHUM YpOBHEM, PaBHbIM
92 % u 91,5 % COOTBETCTBEHHO, YTO IPEBOCXOIUT JaH-
Hble 3apyOeXKHOI JTUTEePaTyphl, OMHAKO BaKHO OTMETMTD,
YTO JaHHOE UCCIIeJAOBAaHUE IIOCBSIIEHO pe3y/ibraTaM
MMEHHO JIOKAJIbHOIO O(TaIbMOJIOIMYECKOIO JICYCHUS
M HE YYUTBIBAET JaHHbIC IMALMEHTOB, Y KOTOPBIX IIPU-
MeHsutack Tonbko XT [5, 23]. UTo ke KacaeTcsl coxpaH-
HOCTH IJIa3 Ha Pa3HbIX CTamusX, Mpu jJedyeHuu ri1a3 ¢ Pb
rpynnn A, B u C ormeuasncss BecbMa BBICOKWIA TPOLIEHT
coxpaHeHHbIX T1a3 (96—100 %), B To Bpemsi Kak mipu Pb
rpynmnbl D OH OBLT CYIIECTBEHHO U JOCTOBEPHO HIKE
(82 %), 4TO CBUAETEIBLCTBYET O TOM, YTO, HECMOTpPS Ha
BCe ycIiexu B pa3Butuu jedeHus: Pb, Tepanus mamumeHTOB
¢ Pb rpynner D mo-nipexxHeMy sIBisieTcsl TpyIHOM 3ana-
yeil, corpsikeHa C OOJIbLIMM IIPOLIEHTOM OCJIOKHEHUA
1 Oosiee HU3KUM IIOKa3aTeJeM JIOKAJIbHOIO KOHTPOJIS,
YTO MOATBEPKIAET paHee OIyOJIMKOBaHHbIC TaHHbBIE [24].
ITonoOHwIi aHanu3 paHee npoBoawics C.L. Shields et al.,
[0 pe3yjbTaraM KOTOPOIO aBTOPbI CBUACTEIbCTBYIOT
0 0oJiee BLICOKOM YPOBHE COXPAaHHOCTH TJ1a3 Ha cTaausix [—
IV no xnaccudukanuu Reese—Ellsworth (85 %) o cpas-
HeHwuio ¢ Pb cranuu V, npu neyeHnn KOTOPOit 3TOT TTOKa-
3aresb coctaBuwi 47 % [5]. B HallleM ucciienoBaHUM MbI He
BKovanu nauveHToB ¢ Pb rpynmbr E B cpaBHUTETBHbBIN
aHaJIM3, YYUThIBAs MX MaJioe YMCJI0, a TaKXKe HeOOXOmM-
MOCTh MHIMBUAYaJbHOTO ITOAXOJA B KaXXJIOM KOHKPET-
HOM CJiydae IpY pelIeHUU BOIIPOCa O COXPaHEHUU IJla3a,
OJTHAKO OOJIBIINIA TIPOIICHT SHYKJIeallnii y marueHToB ¢ Pb
rpymmbl D cBUIETEIbCTBYET O TOM, YTO MCXOAHASI CTaausI
OMYXOJIM MO-TIPEKHEMY OCTAaeTCsl 3HAYMMBIM (PaKTOPOM,
BJIMSIIOIIMM Ha yCIIeX JIeYCHUSI.

B HaieM wucciemoBaHMM Mbl HE ITOJIYYWIA TOCTO-
BEPHBIX pa3IMuMii B 3aBUCUMOCTU OT CTaJMM OITyXOJIU
IpY OLIEHKE TaKMX ITOKa3aTeseil, KaK CPOKM PEerpeccuu,
KoMnoHeHTHocTh JiedeHusi, OB u BPB. Ux orcyrcTBre
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B BBIKMBA€MOCTH IMAIITUEHTOB OOBSICHSIETCSI COBPEMEHHBIM
ypoBHeM pa3Butug X1, a TakKe yclexamMyd B pa3BUTUU
JIOKQJIbHBIX MeTOMOB JjieueHusl. [loaydeHHBIe pe3y/IbraThl
CpaBHEHMSI KOJIMYECTBA METOMIOB JICUCHMS, HEOOXOIUMBIX
TS TOCTUXKEHUS PETPECCUU OMYXOJIU TIPU TOU WU MHOM
CTamuM, MOXHO OOBSICHUTh BO3MOXKHOCTBIO DPa3BUTHUS
MYJIBTU(OKATBLHOTO IMOPaXKEHMSI, B TOM YMCJIe 1 Ha Mepu-
depun rIa3HOrO IHA, NP JIIOOOM CTaIuM OITYyXOJIEBOTO
Mpoliecca, YTo 3a4acTylo TpeOyeT MHOTOKPAaTHOTO IpUMe-
HEHUS HECKOJIBKUX JIOKAJIBHBIX METOJOB, UTO U OOBSCHSIET
OTCYTCTBME 3HAUMMBIX Pa3IUIMil KaK B CPOKAX Perpeccun,
TaK Y1 B KOMIIOHEHTHOCTH JICYCHHUS Ha Pa3HBIX CTaIMSIX
3a0oseBaHus. [Ipy 3TOM B HallleM MCCIeI0BaHUU BIIEPBbIC
MPOBeNieHa OlIEHKA CPOKOB PErpeccCUi OMyXOJu Kak Ui
JIOKQJIBHOT'O JIEYSHUS B 11eJIOM, TaK U B 3aBUCUMOCTH OT CTa-
nuu. Panee B 3apy0exkHOI1 TUTepaType IMPOBOIMIIACH TOTb-
KO OIICHKA JICYeHHUSI B 3aBUCUMOCTU OT TUIIOB PErpeccuu
OITyXOJI1, HO He B 3aBUCMMOCTH OT CPOKOB perpeccuu [25].

TakuMm oOpa3oM, Hallle UCCIeIOBAaHUE IT0Ka3ajio
pe3yJbTaThl, CBUICTEILCTBYIOIINE O TOM, YTO CTamus
OITyXOJIEBOTO IIpoliecca JOCTOBEPHO OKa3bIBaeT BIMSIHUE

1’2024

TOMAVOL. 11

Ha ypOBEeHb JIOKaJIbHOTro KOHTpojs (p = 0,0012), mpo-
neHT ocnoxHeHuit (p = 0,001) u ypoBeHb COXPaHHOCTH
ma3 (p < 0,0001) 1 He oka3pIBaeT BIMUSHMSI Ha CPOKU
perpeccun omyxoau (p = 0,3), KOMIIOHEHTHOCTb JICYCHUST
(» = 0,3) u nokasarenu OB (p = 0,74) u BPB (p = 0,3),
YTO HEOOXOAMMO YUUTHIBATH B O(PTaIbMOOHKOJIOIMUECKOM
MpakTUKe Mpu JiedeHuu neteii ¢ Pb.

3aKmouenne

JlokanbHble O(TAIBMOJIOTMYECKHE METOIBI IT0Ka3a-
JIN BBICOKYIO 3(h(PpeKTUBHOCTE B Tepanuu Pb, Tem cambim
JI0Ka3aB, 4YTO WX IIPMMEHEHUE SIBJSIETCS HEOOXOTMMOI
1 3¢ PEKTUBHOI COCTABISIONIEH B CUCTEME OpraHOCOXpa-
HSIIOIIIETO JISYSHUSI 3a00JIeBaHMS M HEPEIKO — €NMHCTBEH-
HOIT BO3MOKHOCTBIO COXpaHUTh 1a3. McxonHas cragus Pb
MMeeT OOJIbIIIoe 3HaYCHNE B TIPOTHO3UPOBAHMHU HE TOJIBKO
3(PEKTUBHOCTH, HO TaKKe M JIOKAJIbHOU 0€30MacHOCTU
MPUMEHEHMST JIOKAJBHOTO O(TaIbMOJIOTMYECKOro Jieue-
Hus. Tepanus nmanueHToB ¢ PB rpynmel D mo-nipexxHemy
OCTaeTCd TPYAHOM 3amadyeil Kak B aCIeKTe JOCTUXECHUS
JIOKaJIbHOTO KOHTPOJISI, TAK U COXpaHEHUS I1a3a.

OpuruHanbHble uccneposanus // Original studies
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MyHKUMOHHAA YPeCKOXHAA IHAOCKONUYECKasa racTpocTomus

KaK ManovHsa3uBHbli U Hanbonee aheKTUBHbINA CNOCO6 ANUTENbHOMN
HYTPUTUBHOI NOAAEPKKM Y AETei ¢ OHKONorn4yeckumu 3aboneBaHnamm
(omHoueHTpOBOE UccneaoBaHue)
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‘DI'bOY JII10 «Poccuiickas MeOUyUHCKAas aKkademusi HenpepbieHo20 NPogheccuoransHoeo o6pasoseanus» Munzopasa Poccuu;
Poccus, 125993, Mockea, ya. bappukaounas, 2/1, cmp. 1

Konrakrhble gannble: Basepus Bumanvesna Jlozoeas lera.lozovaya@bk.ru

Beeoenue. Hympumuenas noddepycka (HII) y demeii ¢ nedocmamounoii maccoii meaa, cmpadarujux OHK0A02UMECKUMU 3a001e6aHUSIMU,
SABAAEMC  BANCHBIM ACNEKMOM NO00epicanus pocma U pazeumusi pebeHka. OnmumanvHolm MemoooM HenpoOoANCUMEeNbHOO
HYMPUMUBHO20 NUMAHUS  CAYHCUM  IHOOCKONUYECKU-ACCUCMUPOBAHHAS. YCMAHO8KA HA30UHMECMUHAAbH020 30HOA. [Iposedenue
upeckoicHoll IHOockonuueckoli eacmpocmomuu (491 seasemes Memooom MANOUHBAZUBHOLO XUPYPSUHECK020 Meluamenscmea y demell,
Hyacoarouguxcs 6 onumensroil HII. B omauuue om ycmaHo6Kku HA30UHMECMUHAABHO20 30HOA U AANAPOCKONUMECK020 Memoda YCMAaHOBKU
eacmpocmom 49T xapakmepusyemcss MEHbUIUM YUCAOM OCAOINCHEHUIL, N1e2KOCMbI0 U ObICMPOMOLl YCMAHOBKU U YOaNeHUs 2ACMPOCMOM,
a makce Ayuuleil coyuansHol adanmayueli nayueHmos 66Udy npocmonsl yxood.

Ileav uccaedosanus — npedcmasume onvim nposedenus YII u ycmanosku Ha30uHMeCMUHANbHO20 30HOA 041 nposedenus HIT
u cnexmp ocaoxcnernuti Y9I u 301006 y demeii ¢ onkonoeuveckumu 3abonesanusmu na ocosanuu onoima PIbY «HMHUII onkonoeuu
um. H H. baoxuna» Munzdpasa Poccuu.

Mamepuaaot u memoodvt. B pempocnekmusrom uccaedosanuu, npogsedenom Ha 6aze OIBY «HMHUI] onxonoeuu um. H.H. Broxuna»
Mun3zdpasa Poccuu 6 nepuod c aneaps no dekabpv 2022 e., Obiau NPOAHANUIUPOBAHB PE3YAbMAMbI IHOOCKONUUECKOU OUACHOCMUKU
u nevenus 38 (100 %) demeii ¢ onkonoeuveckumu 3abonesanusmu, mpeoyrowux HII. B 1-10 epynny 6viau exaouenst nayuenmol (n = 16;
40,1 %), nyscdarowuecs ¢ drumenvroti HII (> 6 ned), 6o 2-10 (n = 22; 59,9 %) — 6 nenpodosxcumensroii HII (< 6 ned). Ha 1-m smane
6cem 001bHbIM OblAa BbINOAHEHA 330¢hA202acmPO0y00eHOCKONUS 8 Ueasx onpedeneHuss 803MOICHOCmU U cnocoba ocyujecmeénenus Y9I
6 I-i1 epynne nayuenmos u 041 ycmano8KU Ha302acmpaibHO20 UAU HA30erOHAAbH020 30H0a demsam 60 2-ii epynne. Ha 2-m smane nayuenmam
u3 1-ii epynnot npogodunace Y91 memodamu PULL u PUSH (8 modughukayuu Russell).

Pesyavmamot. [lepsyio epynny uccaedos8anus COCMasulu RAYUEHMbl ¢ OHKoA02UMecKuMU 3aboaesanusmu (n = 13; 34,2 %) 6 6o3pacme om
4 mecsues do 17 nem (meduana eospacma — 8,5 200a), komopwim 6vina evinoanena Y9I PUSH- (6 modugurxayuu Russell) (n = 8; 61,5 %)
u PULL- (n = 5; 38,5 %) memodamu. Y 3 6oavnbix nposederue YD 6bia0 conpsaicero ¢ 6bICOKUM PUCKOM OCAOICHEHUT — 00mypayus
8bIX00H020 omadena JceayoKka UHmpazacmpanbHol 4acmvio 2acmpoCcmombl, nep@opayus neveHu U moacmol KUWKU, 8 C853U C HeM Um 0biaa
8bINOAHEHA YHOOCKONUYECKU-ACCUCMUPOBAHHASL YCMAHOBKA HA30CIOHANbHBIX 30HO08.

Ocrosnbimu nokasanusmu 0as 991 aeasauce Heobxodumocmo 6 daumenvroii (> 6 ned) HII (n = 13; 34,2 %) u nesozmoxncHocmo
camocmosmenvioco numanus (n = 13; 34,2 %). Koppensyuu memncdy aokaruzayueti nepguuHo2o onyxoneeo2o ovaza u memooom 49T
(p > 0,05) ommeueno ne 6oi10 (n = 13; 34,2 %). B 5,3 % nabarodenuii (n = 2) ycmauogke 2acmpocmombvl npeouecmeosano ONUmenHoe
(> 42 OHeil) pyHKUUOHUPOBAHUE HA30UHMECMUHAAbHO20 30HOA. Pazeumus ummpa- u nocaeonepauuoHHBIX 0CA0NCHeHUN (Meduana
Habdenus — 60 Ouell) 6 epynne nayuenmos, neperecuiux Y9I (n = 13; 34,2 %), ommeuero He 0bi10. Bmopyio epynny ucciedosarust
cocmasunu nayuenmolt (n = 25; 65,8 %), komopusim ¢ 100 % Habnodenuil 6bin ycmaHo8AeH HA30UHMECMUHANbHbLI 30HO 0451 hpogederus HIT
6 meuenue 7—30 Oneil (cpedusnsn npodosxcumensHocms cocmasuna 18,5 ons), uz komopoix 6 45,4 % nabadenui Oviau ommevervl makue
0CA0JICHEHUS, KaK Muepayus 3010a @ npoceem dxceayoka (n = 4; 18,2 %), 3po3usHo-s36eHHbie UsMEHeHUs: ¢ (POPMUPOBAHUEM NPOAedICHEl
cauzucmotl 0bosouxu nuuesoda (n = 3; 13,6 %), acenyoxa (n = 2; 9,1 %) u 12-nepcmuoii kuwku (n = 1; 4,5 %).

3akarouenue. DnmepasvHoe 30H0080e NumMaHue s6a1emcs 0e30NaAcHbIM U IPheKmusHbviM cnocobom Henpodoaxncumenvrot HIT
OHKO002UMeCKUX NAUUEHMO08 0emcK020 803pAcma, 0OHAKO OHO MOJicem Obimb CONPSIICEHO ¢ HAAUYUEM ICmemuueckoeo duckomgpopma,
CaMOnpoOU3B80NbHbIM U38AeYeHUeM 30HO0A U psAoom ocaoxcHeHull. DI cayicum memodom évibopa npu Heobxodumocmu oaumenvroi HIT
nayuenmos 6 eospacme 0o 18 aem, xapakmepuzyemcs: MUHUMAALHOU UHBA3UBHOCMBIO U O€30NACHOCHbIO 6MEUlamenscmed, a makoice
AN€2KOCHbIO YX00d, 3aMeHbl U YOaieHus 2acmpocmomMu4eckKux mpyoox.

KiioueBble cjioBa: HyTpUTHBHAS MOAIEPKKA, YPECKOKHASI SHAOCKOMUYECKasi TaCTPOCTOMMUSI, Ha30racTpaabHbIi 30H 1, SHIOCKOIIHSI,
JeTH
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Percutaneous endoscopic gastrostomy as a minimally invasive and most effective method of long-term nutritional
support in children with cancer (single-center study)

V.V. Lozovaya', O.A. Gusarova®, N.V. Matinyan’, A.O. Tumanyan’, E.I. Belousova', O.A. Malikhova® *

'N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
2Moscow Clinical Scientific Center named after A.S. Loginov, Department of Health in Moscow; 86 Shosse Entuziastov, Moscow,
111123, Russia; *Clinic “Hadassah Medical Moscow”; Bldg. 1, 46 Bolshoi Blvd., Skolkovo Innovation Center, Moscow, 121205,
Russia; *Russian Medical Academy of Continuous Professional Education, Ministry of Health of Russia; Bldg. 1, 2/1 Barrikadnaya St.,
Moscow, 125993, Russia

Background. Nutritional support (NS) in children suffering from cancer and underweight is an important aspect of maintaining the growth and
development of the child. The optimal method of short-term NS is endoscopically-assisted installation of a nasointestinal tube. Percutaneous
endoscopic gastrostomy (PEG) is a minimally invasive surgical procedure for children who require long-term NS. Unlike the installation of
a nasointestinal tube and the laparoscopic method of gastrostomy installation, PEG is characterized by a lower number of complications, ease
and speed of installation and removal of gastrostomies, as well as better social adaptation of patients due to ease of care.

Purpose of the study — to present the experience of performing PEG and installing a nasointestinal tube for NS and the range of complications
of PEG and tubes in children with cancer based on the experience of the N.N. Blokhin National Medical Research Center of Oncology,
Ministry of Health of Russia.

Materials and methods. In a retrospective study conducted at the N.N. Blokhin National Medical Research Center of Oncology, Ministry of
Health of Russia in the period from January to December 2022, the results of endoscopic diagnosis and treatment of 38 (100 %) children with
cancer requiring long-term NS were analyzed. The first group included patients (n = 16, 40.1 %) requiring long-term NS (> 6 weeks), the
second (n = 22; 59.9 %) — short-term NS (< 6 weeks). At the first stage, all patients underwent esophagogastroduodenoscopy to determine
the possibility and method of performing PEG in the first group of patients and to install a nasogastric or nasojejunal tube in patients in the
second group. At the second stage, patients from the first group underwent PEG using methods PULL and PUSH (in Russell modification).

Results. The first group of the study consisted of patients with cancer (n = 13; 34.2 %), aged from 4 months to 17 years (median age —
8.5 years), who underwent PEG PUSH (in Russell modification) (n = 8; 61.5 %) and PULL methods (n = 5; 38.5 %). In three patients, PEG
was associated with a high risk of complications — obstruction of the gastric outlet with the intragastric part of the gastrostomy, perforation of
the liver and colon, and therefore the patients underwent endoscopically-assisted installation of nasojejunal tubes.

The main indications for PEG were: the need for long-term (> 6 weeks) NS (n = 13; 34.2 %) and the inability to feed independently
(n = 13; 34.2 %). There was no correlation between the localization of the primary tumor focus and the PEG method (p > 0.05) (n = 13;
34.2%). In 5.3 % of cases (n = 2), the installation of a gastrostomy tube was preceded by long-term (> 42 days) functioning of a nasointestinal
tube. There were no developments of intra- and postoperative complications (median follow-up — 60 days) in the group of patients who
underwent PEG (n = 13; 34.2 %). The second group of the study consisted of patients (n = 25; 65.8 %), in whom in 100 % of cases
a nasointestinal tube was installed for NS for 7—30 days (average duration was 18.5 days), of which in 45. In 4 % of cases, complications
such as migration of the probe into the lumen of the stomach (n = 4, 18.2 %), erosive and ulcerative changes with the formation of bedsores
of the mucous membrane of the esophagus (n = 3; 13.6 %), stomach (n = 2; 9.1 %) and duodenum (n = 1; 4.5 %).

Conclusion. Enteral tube feeding is a safe and effective method of short-term NS for pediatric cancer patients, however, it may be associated
with aesthetic discomfort, spontaneous removal of the tube, and a number of complications. PEG is the method of choice when long-term NS
is required for patients under 18 years of age, characterized by minimal invasiveness and safety of the intervention, as well as ease of care,
replacement and removal of gastrostomy tubes.

Key words: nutritional support, percutaneous endoscopic gastrostomy, nasogastric tube, endoscopy, children
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Beenenne

HytputuBHas nonpaepxkka (HIT) sBisiercss BaxkKHBIM
acreKTOM B JICYCHMHU IAllMEHTOB, B TOM 4YHCJIE AeTeil
C OHKOJIOTUYeCKMMU 3aboneBaHusiMu [1-3]. letu ¢ anu-
MEHTApHOW HENOCTATOYHOCTHIO MMEIOT MOBBILICHHBIN
PUCK UH(DEKIMOHHBIX 3a001eBaHU, 3aAePKKU Pa3BUTHS
U CMEPTHU U TPeOYIOT paHHETO BBISIBICHUS 10 MOSIBJICHUS
OCJIOXKHEHUI U ObICTpOro JeueHus [4, 5].

OCHOBHBIMU TOKa3aHUSIMU JJISI KOPPEKIIMU HYTPU-
TUBHOTO cTaTyca ITallMeHTOB IOCPEICTBOM 30HIOBOIO
MUTAHUST WIK TAaCTPOCTOMMU SIBJISIIOTCST AEUILIUT MaCChI
TeJia, HEBO3MOXKHOCTb CAaMOCTOSITEJILHOTO TIEPOPATIbHOTO
MUTaHUSI B JOCTaTOYHOM OOBEME, NMCKUHE3UST BEPXHUX
OTAENOB XenynouHo-KuiieuHoro tpakta (XKKT), nucda-
rusi, o0ycJa0BJIeHHas 3JI0KaYeCTBEHHBIMM HOBOOOpa30Ba-
HUSIMU U JeTeHEePaTUBHBIMU 3a00JIeBAHUSIMU LIEHTPaJIb-
HOW HEPBHOM CHUCTEMBI, OIIYXOJISIMU TOJIOBHOI'O MO3ra,
TPaxeoIUIIIEBOAHbIC CBUIIM, Mepdopalius U BbIpaxKeH-
HbI€ BOCTIAJTUTEIbHbIE U3MEHEHUS CIU3UCTON 000JOUKU
MUIIEBOAA BCICACTBHE XMMUOIYYeBOI Tepanuu [6, 7].

MeTtoa KOppeKUHUM HYTPUTUBHOIO CTaTyca OIlpeie-
JISIeTCSl B 3aBUCUMOCTH OT TpeAriojaraeMbix cpokoB HIT
MalMEeHTOB: MPU HENpPOAOLKUTeIbHOM mnepuoae (mo 30
JHelt) peKOMEHI0BaHa yCTaHOBKA Ha30racTpaJbHBIX WU
Ha30€0HAJbHBIX 30HI0B, MpU OoJiee aauteabHoMm (> 30
NIHEeH) — npoBeaeHue ractpoctomuu [8—10].

B Hacrosiiee BpeMss Haubosee TPEANnOUYTUTETb-
HBIM METOJOM TacTPOCTOMHUMU SIBJISIETCS SHIOCKOIIM-
YEeCKM-aCCUCTUPOBAHHBIM, KOTOPBIM XapaKTepu3yeTCs
MaJIOMHBa3UBHOCTbHIO, OBICTPOTOI M JIETKOCTHIO BMeIlIa-
TEJbCTBAa, MEHBIINM YUCIOM OCJIOXHEHUN U OBICTPHIM
BOCCTaHOBUTEJIbHBIM ITOCICONEPALIMOHHBIM TIEPHUOAOM
[8—10]. CyiiecTBYIOT 2 METOAUKM MIPOBENCHUST YPECKOXK-
Hoil sHmockomnuuyeckoir ractpoctomuu (YBI) — PULL

n PUSH (B momucdukaumum Russell), mosposstionine
yCTaHABJIMBATh IaCTPOCTOMUYECKUE TPYOKU 2 TUIIOB —
CTaHAapTHBIC, (UKCUPYIOIIMECS K CTEHKE KeJyaka
C TIOMOIIIBIO Oamriepa, U HU3KOMPODUIbHBIE — ¢ Oan-
JIOHOM, PACIOJIOXEHHBIM Ha WMHTparacTpajibHOM 4acTu
ractpocTtomsl [11, 12].

Ilens uccienoBaHus — IIPEACTABUTh OIBIT IIPOBEIC-
Hust UYDBT 1 ycTaHOBKM HAa30MHTECTUHAIBHOTO 30H1a JIJIst
nposBeaeHus HIT u criektp ocnoxxHenuii YBIN 1 30HI0B
y IeTeil ¢ OHKOJIOTUYECKUMU 3a00JIeBaHUSIMU Ha OCHOBA-
Hun onbiTa PI'BY «HM UL onkonoruu um. H.H. Bioxu-
Ha» MuH3apasa Poccun.

MarepuaJjisl 1 METOIbI

B peTrpocnekTMBHOM UCClENOBaHWUU, MPOBEICHHOM
Ha 0aze OI'BY «<HMMULI oukonoruu um. H.H. broxuna»
Mun3znapasa Poccuu B iepuon ¢ sHBaps 1o nekaopb 2022 T,
ObLIY ITPOAHAIM3UPOBAHBI PE3YJIBTaThl 9HIOCKOINYECKOM
JIUArHOCTUKM M JiedeHMsT 38 eTeil ¢ OHKOJIOTMYECKUMU
3a00JIeBAaHUSIMU, HYXIAIOIIMXCS B HEIIPOAOKUTEIbHOM
v pautenbHoit HIT.

B 3aBUCMMOCTH OT ITyTH HYTPUTUBHOIO IUTAaHMS BCE
OoJIbHbIE OBUIM pa3AesieHbl Ha 2 TPYMIIbL: 1-10 COCTaBUIIN
MalreHThbl, KOTOPBIM Oblia BeIToJHeHa YOI, 2-10 — netn
MOoCje 9HAOCKONMMYECKM-aCCUCTUPOBAHHOM YCTaHOBKU
Ha30racTpajJbHOIO WIM Ha30€I0HAJIbHOIO 30H/I0B.

Ha 1-M sTame Bcem maiMeHTaM ObUla BBIMIOJTHEHA
530()aroracTpoayoCHOCKONUS B LEISX OIpeneaeHUSs
BO3MOXHOCTH TIpuMeHeHust Metoga UDI B 1-it rpymnme
MalMEeHTOB W JUIA YCTAaHOBKM Ha30TracTPajJbHOIO WU
Ha30€0HAJIbHOTO 30HI0B (puc. 1) OOJbHBIM U3 2-i1 TpyTI-
nel. Ha 2-m sTane mauueHTaM M3 1-ii Tpymiibl MPOBOAM-
nace UYBT metomamu PULL (puc. 2) 1 PUSH (B mongudu-
kauuu Russell) (puc. 3).
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Puc. 1. Dndockonuuecku-accucmpupoeannas ycmaHo8Ka Ha30eHHANbHO20
30HOA: @ — 3aX8am OUCMANbHORO KOHUA 30HOA 8 NPOCEeme JHceayoKa ¢ HOMO-
U4bH0 FIHOOCKONUHECKUX WUNY08; O — HU36e0eHlUe OUCMANbHO20 KOHYA 30HOA
3a dyodeHo-moujexuuteuHolii uzeud (ces3ky Tpeiimya)

Fig. 1. Endoscopically assisted placement of a nasojejunal tube: a — grasping
the distal end of the probe in the lumen of the stomach using endoscopic
forceps; 6 — lowering the distal end of the probe beyond the duodenojejunal
[flexure (ligament of Treitz)

a 0 é

Puc. 2. Texuuxka 43I memodom PULL: a — obpabomka onepauuonHozo
noas pacmeopom bemaduna, duaganockonus u nasvhauus nepeoHeil
OprOWHOI cmeHKU, onpedeneHue NAOWAOKU 045 YCMAHOBKU 2ACmMpOoCmo-
Mbl; 6 — 4pecKoJCHAS NYHKYUS nepeoHell CmeHKU JicenyoKka,; 8 — 66edeHue
NnpOBOOHUKA Uepe3 NYHKUUOHHYIO U2ly 8 npoceem dceayoKa; e — 3axeam
NPOBOOHUKA SHOOCKORUHECKUMU WUNUAMU, NPOBEOCHHbIMU Yepe3 UHCMpY-
MEHMANbHblll KaHaa 3HO0CKONA, 6vigedeHue NPOBOOHUKA ¢ IHOOCKONOM
6 POMOBYH NOAOCMb, 3aKpenieHue Nemau NPOBOOHUKA K huKcupyueil
nem.e 2acmpocmomu4eckol mpyoxku; 0 — Hu36e0eHue 2acmpoCmoMUHecKoll
mpyoKu 6 npoceem dcenyoka; e — uKCayus eacmpocmomu4ecKol mpyoxu
Ha nepeoHeil GPHOWHOL CMeHKe ¢ NOMOUbI BHeUIHe20 UK CUpYoueeo OUCKa
U HaA0JCeHUe CIePUNbHOL NOBA3KU HA KOXCY nepedHell OPIouHOU CMeHKU

Fig. 2. PEG technique using the PULL method: a — treatment of the
surgical field with Betadine solution, diaphanoscopy and palpation of the
anterior abdominal wall, determining a site for installing a gastrostomy tube;
6 — percutaneous puncture of the anterior wall of the stomach; ¢ — insertion
of a conductor through a puncture needle into the lumen of the stomach;
e — capture of the conductor with endoscopic forceps passed through the
instrumental channel of the endoscope, removal of the conductor with the
endoscope into the oral cavity, securing the loop of the conductor to the fixing
loop of the gastrostomy tube; 0 — lowering the gastrostomy tube into the lumen
of the stomach; e — fixation of the gastrostomy tube on the anterior abdominal
wall using an external fixation disk and application of a sterile dressing to the
skin of the anterior abdominal wall

Bcem mammeHTaM 3HIOCKONMYECKHWE WCCICIOBAHUS
OBUTH BBITIOJTHEHBI Ha BUICOIHIOCKOITMYECKNX CUCTEMax
PENTAX EPK-i7010 OPTIVISTA ¢ moMoIIpio BHIEO-
ractpockomna ¢upMbl Pentax EG16-K10 (Tokuo, Smno-
HUS) IO BHYTpUBeHHOI cemaumeit [1pomodon-JInmypo
(Ppezennyc Kabwu). [Ipu BBIMOIHEHWM TacTPOCTOMUU
metonoM PULL wMcronb3oBaiuch racCTpOCTOMMYECKHE
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Habopsl PEG-XX-PULL-S ¢upmer COOK Medical
(Yuncron-Ceiinem, CeBepHas KaponuHa) ¢ pasmepa-
MU ractpoctromudeckoit Tpyoku 20—24 Fr (puc. 4). [1pu
BBITIOJIHEHUU Tactpoctomun MerogoM PUSH (B monu-
¢uxammu Russell) — HU3KOMPODWIbHBIE TaCTPOCTOMBI
MIC-KEY 0120-X-X dupmbr AVANOS Medical (CILIA)
pasmepamu ot 12 1o 20 Fr u nnuHoit oT 8§ MM 10 2 cM.
(puc. 5). BHe 3aBucuMocT# oT MeToAa BhIToJHeHUsS YOI
BCEM MalleHTaM B JCHb OMNEPAaTUBHOTO BMEIIaTe/IbCTBA
OCYIIECTBJISJIOCh BHYTPUMBIIIIEYHOE BBEICHUE aHTUOMO-
THKA IIKPOKOTO CIIEKTPa IeHCTBUS.

a o0

Puc. 4. a — eacmpocmomuuecks mpyoka, ucnoavzyroujasics o 491 memo-
dom PULL: 1 — enympernnuii ghuxcupyrouuii ouck; 2 — eacmpocmomuye-
ckas mpyoka; 3 — Hapyscuwlil urcupyrowuii ouck, 6 — Habop o151 npose-
denust Y9I PEG-24-PULL-1-S ¢pupmet COOK Medical (Yurncmon-Ceiinem,
CesepHas Kapoauna)

Fig. 4. a — gastrostomy tube using for PEG using the PULL method:
1 — internal fixation disc; 2 — gastrostomy tube; 3 — external fixing disk;
6 — PEG set PEG-24-PULL-I-S from COOK Medical (Winston-Salem,
North Carolin)

a 0

Puc. 5. a — Huskonpoguavhas eacmpocmomuyeckas mpyoka, ucnonb-
syrowascs ons Y9I memodom PUSH (6 modugpuxayuu Russell), MIC-
KEY 0120-X-X ¢upmor AVANOS Medical (CIIA): 1 — sk3aeacmpanvras
4acme ¢ AHMUPePAIOKCHLIM KAANAHOM,; 2 — eacmpocmomuyeckas mpyoKa;
3 — UHMPA2acmpanvHas 4acmo ¢ GHYMPEHHUM CUAUKOHOBHIM OANNOHOM;
0 — natop AVANOS Introducing kit das Y9I memodom PUSH (6 moougpu-
rkayuu Russell) MIC-KEY 0120-X-X, AVANOS Medical (CIIIA): 1 — nabop
Hceny00UHO-KUUEYHbIX DUKCAmMOpPo8 ¢ HemblipbMsi NPe08apumenvto 3aepy-
acennvimu T-o6pasnvimu onokupamopamu Saf-T-Pexy; 2 — npoeonouHslil
Hanpasumens ¢ J-00pazHbiM KOHUUKOM; 3 — cepuiiHbLil dusamamop ¢ omoe-
asemoil 0b6oaouKoll; 4 — 6e30nacHas ueaa NPoeOOHUKA; 5 — 0e30nAaAcHbLil
ckanvnens; 6 — wnpuy 12 ma; 7— 3axcum; § — uzmepumenvroe yCmpoicmeo
CIMOMbL NO NPOBOOHUKY

Fig. 5. a — low-profile gastrostomy tube used for PEG using the PUSH method
(in Russell modification) MIC-KEY 0120-X-X from AVANOS Medical
(USA): 1 — exagastric part with anti-reflux valve; 2 — gastrostomy tube;
3 — intragastric part with an internal silicone balloon; 6 — AVANOS
Introducing kit for PEG using the PUSH method (in Russell modification)
MIC-KEY 0120-X-X, AVANOS Medical (USA): 1 — set of gastrointestinal
clamps with 4 pre-loaded Saf-T-Pexy T-blockers; 2 — wire guide with
J-shaped tip; 3 — serial dilator with detachable sheath; 4 — safe conductor
needle; 5 — safe scalpel; 6 — syringe 12 ml; 7— clamp; § — stoma measuring
device along the guide
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Puc. 3. Texnuxa 43I memodom PUSH (6 moougpukayuu Russell): a — obpabomka onepayuonHo2o noas pacmeopom bemaduna, ouagarnockonus u nans-
nauus nepeoueil OpIOWHOI cmeHKU, onpedeterue AoWaoKu 04 YCMAHO8KU 2acmpocmomsl; 6 — eacmponnexcus mpems T-obpasusimu guxcamopamu
¢ ghopmuposaruem pagHobeOPeHHO20 MPeEY2ONbHUKA; 8 — YPECKONCHAS NYHKUUs NepeOHell CMeHKU JceyOKd; 2 — 3a8edeHue 4epe3 NYHKUUOHHYIO U2y npogo-
OHUKA 6 npocaem diceayoka; 0 — paspes Kodicu NPOMANCEHHOCMbIO S— 7 MM 6 yeHmpe pasHo0e0peHH020 MPeYeoabHUKA; € — NOCIMYNamenbHoe OYICUposaHue
2aCMpPoOCMOMUHECK020 0mMEepcmust 00 HYHCHO20 OUaMempa; Jc — UsMepeHue MoAuUHb nepeoHeil OPIWHOLU CIMEHKU ¢ NOMOWbI USMEPUMeNbHO20 OANI0HA;
3 — YCMAHOBKA 2ACMPOCMOMUYECKOil MPYOKU HYICHO20 PA3MeEPa ¢ 00HOBPEMEHHbIM Bbl6eOeHUeM OUAAMAamopa u3 npoceema Jceayoka, u — egederue 3—8 mi
OUCIMUANUPOBAHHOIU 800bL Hepe3 KAHAA OANN0HA NUMAMeNbHOil mpyoKu 00 NOAHO20 PACNPABAeHUs OANIOHA 8 UesX (UKCAUUU UHMPA2ACMPANbHOL 4acmu
2aCMpocmMoMbl K CMEHKe HcenyoKa, HaA0JiceHUe CMepUunbHOl CaiemKku Ha Kotcy 8 00Aacmu npo8e0eHH020 6Meulamenscmea

Fig. 3. PEG technique using the PUSH (in Russell modification) method: a — treatment of the surgical field with Betadine solution, diaphanoscopy and
palpation of the anterior abdominal wall, determining a site for installing a gastrostomy tube; 6 — gastroplexy with 3 T-shaped clamps with the formation of an
isosceles triangle; 6 — percutaneous puncture of the anterior wall of the stomach; e — insertion of a conductor through a puncture needle into the lumen of the
stomach; 0 — skin incision 5—7 mm long in the center of an isosceles triangle; e — progressive bougienage of the gastrostomy opening to the desired diameter;
Jc — measurement of the thickness of the anterior abdominal wall using a measuring balloon; 3 — installation of a gastrostomy tube of the required size with
simultaneous removal of the dilator from the lumen of the stomach; u — introduction of 3—8 ml of distilled water through the channel of the feeding tube balloon
until the balloon is fully expanded in order to fix the intragastric part of the gastrostomy tube to the stomach wall, applying a sterile napkin to the skin in the
area of the intervention

OpuruHanbHble uccneposanus // Original studies
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[ManyeHTaM U3 TPYIIIBI CPAaBHEHUSI OCYILECTBIISLIACh
YCTAaHOBKA OIHOIIPOCBETHBIX HAa30€HOHAJIbHBIX 30HIOB
Freka® Endolumina (bax-Xom0ypr, Iepmanus) (puc. 6).

Puc. 6. Odnonpoceemmuoiii Hazo0eroHaNbHbLIL 30HO 045 SHMEPAALHO2O NUMA-
Hus Freka Endolumina (bao-Xomb6ype, lepmanus): 1 — amnyasi ¢ #cuposoil
amyavcuei MCT ons cmasku 30n0a; 2 — 3-KOMNOHEHMHbLI NAACMbIPb 05
Gukcayuu 30H0a; 3 — «eonayboit» kamemep (FR15, 35 cm) das nposedenus
30H0A Hepe3 HOCOBYH) NONOCHYL, 4 — wnpuy, 045 KOPMACHUS; 5 — HA30CHOHANb-
HbLil 30HO 6 coope ¢ adanmepom

Fig. 6. Single-lumen nasojejunal tube for enteral nutrition Freka Endolumina
(Bad Homburg, Germany): 1 — ampoules with MCT fat emulsion for
lubricating the probe; 2 — three-component patch for fixing the probe;
3 — “blue” catheter (FR15, 35 c¢cm) for probe through the nasal cavity;
4 — syringe for feeding; 5 — nasojejunal probe complete with adapter

Bce manmenTsl nocie npoeneHust YD1 1 ycTaHOBKU
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CPOKOB T'OCIIUTAIU3ALIMHY AeTei, HYKIAIOIIUXCS B TIPOIOJI-
JKEHUM MEIMKaMEHTO3HOM M/WIM Jy4eBOM Tepamuu I10
TIOBOAY OCHOBHOTO 3a00JIeBaHUSI B YCIOBUSIX CTallMOHApAa.

CraTucTUYECKUil aHaau3 Marepuaja IPOBOIUIU
C HUCIoJb30oBaHMeM ItakeTa mporpamm IBM SPSS v23.
Paznuumst Mexmay rpymnmamMuy Mo KaTeropuajabHbIM Iapa-
MeTpaM OLIEHUBAJIM C MCIIOJIb30BaHMEM TaOJIUIl COMpSI-
JKEHHOCTH 2 X 2, KCIIOJIb30BaJIX TOYHBIN TecT Puiiiepa 1ist
MaJIbIX BEIOOPOK, BCETIa MCIOJIb30BaIN IBYCTOPOHHUIMA p.

Pe3syabraTsl

XapakTepucThKa OOJbHBIX, BKIIOYEHHBIX B HCCIE-
JoBaHMWe, TpencraBieHa B Tabnauue. [lepByio rpymmy
MCCJICIOBAHUSI COCTABUJIM IALIMEHTbl C OHKOJIOIMYE-
ckuMu 3abojeBanusMu (n = 13; 34,2 %), HyxXzaawomue-
ca B mmtenbsHoir HIT (> 6 Hem), B Bo3pacte ot 0,3 10
17 net (MeauaHa Bo3pacta — 8,5 roma). MenuaHa MHAEKCa
maccel Tena (MMT) cocraBuna 15,01 (12,98; 17,0525),
u3 Hux y 5 (38,4 %) Habmonanach 3HaUMTEIbHAsT TIOTEPST
Beca. B 1enax obecrieueHUsT SHTEPAIbHOTO KOPMJICHUS
uM 6b11a BeinonHeHa YDIT metomamu PUSH (B Mogudu-
kauuu Russell) (n = 8; 61,5 %) u PULL (n = 5; 38,5 %).
B 7,9 % wnabmonenuii (n = 3) nposeaeHue YDI ObuIO
COIIPSIKEHO C BBICOKMM PUCKOM OCJIOXHEHUA — 00Ty-
palysl BBIXOJAHOTO OTHENA XeJIyJKa MHTparacTpaibHOMI
YacThiO TaCTPOCTOMBI, mepdopalusl MeYeHU W TOJICTOM

Ha30MHTECTUHAJIBHBIX 30HIOB HaXOAWIMCh MOJ HaOMI0- KHUIIKMA, B CBSI3M C 4YeM MalleHTaM ObUIa BBITOJIHE-
JIEHWEM Jieyallux Bpadeil B ctaupoHape. Ero mpomosku- Ha  9HIOCKONMMYECKM-aCCUCTMPOBAaHHAsl — yCTaHOBKA
TeJILHOCTh cocTaBisuia oT 3 1o 30 gHeil B 3aBUCMMOCTU OT  Ha30C€IOHAJIbHBIX 30HI0B.

Xapalcmepucmulca nayuenmoe, 6KAH4Y€eHHbIX 6 uccredosanue

Characteristics of patients included in the study

ITyru HIT
Ways of NS
3,

Inodockonuuecku-
ITokasaress accucmupoeannas yCmanoeKka
Index PUSH-memod (6 mooughuxayuu HA30€I0HA.16H020 30H0A
P(iLL.—Awm%g Russell) (n = 8: 61.5 %) (n =25; 65,8 %)
(n=>5;385%) PUSH-method (in Russell Endoscopically assisted installation
PULL-method modification) of a nasojejunal tube
Tox:
Gender:
MaJbuuKn/male 3(7,9 %) 3(7,9 %) 14 (36,8 %)
Q NIeBOYKHU/female 2(5,3 %) 5(7,6 %) 11 (28,9 %)
§ UMT:
3 BMI:
g <18,5 4 (10,5 %) 8 (21 %) 18 (47,4 %)
g 18,5-24.9 1(2,6 %) 0(0 %) 7 (18,4 %)
— 3/10KaYeCcTBEHHbIC HOBOOOPA30BaHMSI:
: Malignant neoplasms:
= roJIOBHOTO Mo3ra/brain 0(0 %) 4 (10,5 %) 2(5,3%)
3 mmbonponudeparusubie/lymphoproliferative 2(5,3%) 12,6 %) 13 (34,2 %)
% OINOPHO-/IBUTATEIbHOTO anmnapata/musculoskeletal system 2(5,3%) 0(0 %) 0(0%)
5 3a[JHETO CpeloCTeHUsl/posterior mediastinum 12,7 %) 12,6 %) 0(0%)
2 3a0pIOLIMHHOIO POCTPAHCTBa,/ retroperitoneal space 0(0 %) 12,6 %) 5(13,2 %)
o nouek/kidney 0(0 %) 12,6 %) 2(5,3%)
f nieuenu/liver 0(0 %) 0(0 %) 2(5,3%)
] BEPXHUX IbIXaTeJbHBIX IyTeil/upper respiratory tract 0(0 %) 0(0 %) 1(2,6 %)
g ITponomxurenbHocTs HIT:
= Duration of NS:
e <1 mec/month 0(0 %) 0(0 %) 13 (34,2 %)
1-2 mecsiua/months 0(0 %) 0(0 %) 6 (15,8 %)
2—4 mecsina/months 2(5,3%) 0(0 %) 3(7,9 %)
> 4 mecsiues/months 3(7,9 %) 8 (21 %) 3(7,9 %)
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Bo 2-10 rpynmy 6bLin BKIOYeHbI 25 (65,8 %) nauu-
€HTOB, IMOKAa3aHUSIMU I YCTAHOBKM HA30€IOHAJbHbBIX
30HI0B Y KOTOPbIX SIBJISUIMCH HEOOXOAMMOCTh HEIIPOIOJI-
xutenpHoit HIT B Teuenue 7—30 mHeit (cpemHsist mpo-
JIOJKUTEIBHOCTh cocTaBwia 18,5 nus) (n = 22; 88 %).
Menunana UMT cocraBuna 15,27 (15,195; 16,285), y Hux
otMmeuainacs Il creneHs geduiTa Macchl Teja, a OTHOIIIE-
HUe [IaHCOB 3HAYMTEIbHOM oTepu Beca 0b110 5,9 (95 %
IOBEepUTENbHBI nHTepBand 2,0—16,7). Y mnauueHTOB
(n = 3; 22 %), xortopbiM UDI' He BBHINOJIHSIACH B CBI3U
C BBICOKMM PHCKOM OCJIOXKHEHMIA, y>Ke Hab1romaaach 3Ha-
yuTesbHas roteps Beca. Y 22 (57,8 %) neTeil cocTogHue
NUTaHUsT HopMaiu3oBanoch. CpenHsisi mpubaBKa B Bece
npu BeinucKe coctaBuia 0,57 KL

OcHOBHBIMY NoKazaHuIMHU 1ji1 YOI aBnsnuch HeoO-
XOAMMOCTb B JutuTebHou (> 6 Hen) HIT (n = 13; 34,2 %),
HEBO3MOXHOCTb CaMOCTOSITeIbHOIO MuTaHusl (n = 13;
34,2 %), HeilpoMOTOpHasi OUCMYHKLUS, KIMHUYECKU
MPOSIBJISIIONIASICS B BUIE HEIPEKPAILaloIIeiicsl pBOThI Ha
done nposenenus [IXT (n = 5; 13,2 %), peurauBUPYIO-
weit acnupauuu (n = 1; 2,6 %), nucdaruv U CHUKEHMS
CO3HAHHUS B KAa4eCTBE MaJJIMATUBHOIO JICYCHUST B LIEJISAX
HIT (n = 4; 10,5 %) (puc. 7). st s9HIOCKOIMYECKU-aC~
CHUCTUPOBAHHOM YCTAHOBKM HA30€IOHAJIBHBIX 30HIOB —
HEOoOXOAUMOCTh B HEMpPOMOJLKUTENbHON (< 42 mHeil)
HIT (n = 22; 57,9 %), HeBO3MOXHOCTb IpoBeaeHust Y0I
B IpyIINe MalueHToB, HyxXIamolnxces B aautenbHoil HIT
(> 42 nueit) (n = 3; 7,9 %), HEBO3MOXHOCTb CAMOCTO-
gaTeibHOro rmutanus (n = 25; 65,8 %), obycioBieHHas
nposeaeHueM I1XT u, xak cieacTBue, pa3BUTHEM JUC-
METNICUYECKUX HAPYILIEHUI U TUCKUHE3UU BEPXHUX OTIE-
noB XKKT (cMm. puc. 7).

4

3 3
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o o

t b ; ™o Henp pHas auchyHKuma, Peunaueupyiowan [lucdarum u cHkeHua
B AnuTenbHon HIM camoc 0 KIMHUYECKN A acnupauusa CO3HaHWA B KauecTse
(> 42 e B BUfle HenpeKpalljaloL|erca Recurrent nanavaTUBHOro
Need forlong-term NS Inability to feed  pBoTbI Ha doHe nposeaeHua NXT aspiration neuerns B yensx HM
(>42days) yourself Neuromotor dysfunction, Dysphagia and
clinically manifested decreased consciousness
as incessant vomiting as palliative treatment for NS
during chemotherapy

B y3r,n=13 IHAOCKONNYECKI-acCuC
PEG i

assisted ir

yCTaHOBKa 030HAa, N =25
ofa jejt

tube

Puc. 7. Pacnpedenenue nayuenmos 6 3agucumocmu om noKasanHuil K Kop-
PpeKuuu Hympumuerno2o cmamyca memoodamu Y9I u s3ndockonuvecku-accu-
CMUPOBAHHOI YCMAHOBKU HA30UHMECMUHANbHO20 30H0A

Fig. 7. Distribution of patients depending on indications for correction
of nutritional status using PEG and endoscopically-assisted installation
of a nasointestinal tube

OCHOBHBIMU IPOTUBONOKA3aHUSIMU IIJIS1 IIPOBEACHUS
YBI' apnsich aHATOMUYECKHE OCOOEHHOCTU TMallMEeH-
TOB: KMJIEBUIHAs TpyaHas kKieTka (n = 1; 2,6 %) (puc. 8),
renarociieHomeraaus (n = 1; 2,6 %) u 61u3Koe Ipujie-
JKaHME TeTeNb TOJCTON KUIIKM K Tely Xeaynka (n = 1;
2,6 %). JJaHHbIM OOJIbHBIM ObLiIa BBIIIOJHEHA YCTaHOBKA
Ha30€0HAIbHOTO 30H/14a.
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Puc. 8. Komnvromepnas momoepagpus opearnoe epyoHoii kaemku: 6enoil
cmpenkoli ykaszauma degopmayusi epyoHoll KaemKu HO MUNny <«A0004HO2O
Kuas»

Fig. 8. Computed tomography of the chest: the white arrow indicates a “boat
keel” deformation of the chest

Pa3BuTtig MHTpa- U MOCIEOTEPAIIMOHHBIX OCJIOXKHE-
HUil (MeauaHa HaOmoaeHus — 60 IHei) B rpyIie mamu-
eHToB, nepeHecux UYDI (n = 13; 34,2 %), oTMeueHO He
ObU10. JIByM OOJIbHBIM B CBSI3U C BOCCTAHOBJIEHHWEM BO3-
MOXHOCTH CaMOCTOSTEILHOTO TIEpOPaTbHOTO TTUTaHUS
O/ BHUJIEOIHIOCKONMMUYECKUM KOHTPOJIEM TracTpoCTOMa
Obl1a ynaneHa uyepes 2 u 3 mec. OmHOMY MaIIMEeHTy TTOCIe
YCTaHOBKH TaCTPOCTOMBI TaKxKe OBLI YCTAaHOBJICH Ha30e-
FOHAJIBHBIN 30H] BBUAY HEYCBOCHUS ITUTAHUS TIPA KOPM-
JIEHWU 4epe3 ractpoctomy (puc. 9).

Puc. 9. Komneromepnas momoepaghus opeanoé OpHWHOU nosocmu:
6 npoceeme Jceayoka u no xody nemenv 12-nepcmuoil u mouwjel Kuuku
8 npoceeme onpedensiemcs HA30UHMeCMUHANbHBLI 30H0 (0003Ha4YeH Oenoil
cmpenkoli); Ha nepeoHell CmeHKe HUMCHel mpemu mena dceayoka onpeode-
A5emes UHMpazacmpanbHas 4acms 2acmpocmomst (6arnor) u 3 ukcupyro-
wux T-o6pasubix ankepa (0003Ha4eHbl CUHell cmpeaxkoll)

Fig. 9. Computed tomography of the abdominal organs: a nasointestinal probe
is identified in the lumen of the stomach and along the loops of the duodenum
and jejunum (indicated by a white arrow); on the anterior wall of the lower
third of the body of the stomach, the intragastric part of the gastrostomy tube
is identified (a balloon) and 3 fixing T-shaped anchors (indicated by a blue
arrow)

OpuruHanbHble uccneposanus // Original studies
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B rpymmne naiueHTOB, MEPEeHECIINX DHIOCKOIMYE-
CKM-aCCUCTUPOBAHHYIO YCTAHOBKY Ha30€l0HAJIbHBIX
30HJ0B, ObUIM OTMEYEHBI TaKHW€ OCJIOXHEHUs, Kak
MUTpaLKs 30Haa B mpocBeT xenyaka (n = 4; 10,5 %) Ha
4—8-e CcyTKM MoOCJe BMeIIaTeJbCTBa, IOTpeOOBaBIIas
peIo3ULIMU 30HOA B IPOCBET 12-MEPCTHON KMIIKU;
5PO3UBHO-S3BEHHbIE M3MEHEHUsI C (opMUpoOBaHUEM
MPOJIEKHEN CIM3UCTON 000J0uKM muileBona (n = 3;
7,9 %) (puc. 10), xxenyaka (n = 2; 5,3 %) u 12-niepCcTHOIA
kuwku (n = 1; 2,6 %), Bo3Hukiue Ha 21—30-¢ cyTku
IoCJie BMEIIATeIbCTBA.

Puc. 10. Bpo3zusHo-s36enHoe nopaxcerue OucmanbHol mpemu nueeo0a

Fig. 10. Erosive-ulcerative lesion of the distal third of the esophagus

CpenHee Bpems mpoBeneHust YD u sHgockonuye-
CKM-aCCUCTUPOBAHHOM YCTAHOBKM HA30MHTECTUHAILHOIO
30H1a coctaBuiio 30 MuH. KopmieHue nereit HAaUMHAJIOCh
yepe3 6 4 MOCjIe ONepaTMBHOIO BMEILIATEILCTBA B TPYII-
e malnueHToB, mnepeHecnx UYDI, M HemocpeacTBEeH-
HO IIOC/I€ YCTAaHOBKM HA30MHTECTMHAJIBHOTO 30HAA BO
2-1i rpynne mareHToB. JloctoBepHo varte (p <0,05) UBT
metonoMm PUSH (B mogudukanuu Russell) mpumeHsiach
Y HAaLUMEHTOB C HEAOCTATOYHOM MJIM HOPMAaJIbHOM MacCOi
tena (MUMT < 18,5). Koppensuuu Mexny JoKaau3amuei
MMepPBUYHOIO OMyX0JeBoro oyara u Mmerona Y9I (p > 0,05)
oTMeueHo He Obu10 (1 = 13; 34,2 %). B 5,3 % HabGmone-
HUIl (n = 2) yCTaHOBKE racTPOCTOMBI IMPEIIIeCTBOBAIO
nnuteabHoe (> 50 mHel) (GyHKIIMOHUPOBAHUE HAa30MH-
TecTUHaJIbHOro 30Haa. Bee mamuentsl (n = 13; 100 %)
nocne npoBeaeHust YD HaxoaAUIUCh MO AMHAMUYECKUM
Hab1oneHueM B TeueHue 60 nHeii. [TocieonepalimoOHHbIX
OCJIOKHeHMIT oTMeueHO He Obuto. lllectumecsaTumHes-
Hasl BbDKMBaeMmocTh Tmociae YOI cocraBmma 92,3 %
(n=12), cmeptHOCTb — 7,7 % (n = 1). JleTanbHblii KCXOL
ObLT OOYCJIOBJIEH TMOJMOPraHHON HEAOCTaTOYHOCTHIO,
pa3BuUBLIeiCSa Ha (DOHE IPOrpecCUpOBaHUsST OCHOBHOIO
3a00J1eBaHUSI.

Oo0cyxaeHue

HII neTeii ¢ oHKOJIOTMYECKMMU 3a00JIeBaHUSIMU MME-
eT peliaiollee 3HadyeHUWe B 00ecreYeHUM HOPMaJbHOTO
pocTa M pa3BUTHUsI peOCHKA B YCIOBUSIX HEBO3MOXKXHOCTHU
JIOCTATOYHOT'O CAMOCTOSITEJIbHOTO IMTUTaHUs. B HacTos1ee
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BpeMsI OCHOBHBIMM METOAaMU KOPPEKIIMU HYTPUTUBHO-
ro craTyca SIBJISIIOTCSI 30HIOBOE SHTEpaJIbHOE ITUTaHHUE
M MMUTaHUe ToCcpecTBOM ractpoctoMmsl [13]. Mccnenona-
HUS TIOKa3ajM, YTO IMPOMOJIKUTEILHOE HMCIIOJb30BaHUE
(> 6 Henm) HA30racTPaAJIbHOIO WJIM Ha30MHTECTUHAIbLHOIO
30HI0B TMPUBOISIT K Pa3BUTUIO TAKUX OCJIOXHEHU, Kak
nedopmalmsa Kpbula Hoca, (popMUpOBaHUE TIPOJIEKHEN
B MecCTaX CONPUKOCHOBEHHUS 30HIA CO CIM3UCTON 000-
noukoii BepxHux otaesioB KKT, nHdekmm okonoHoco-
BBIX ITa3yX, 3a0pOC COAEP>KUMOTO KeIyaKa B IMUIIEBOI,
POTOBYIO MOJIOCTbD, JIETKKE, aCTIMpPaIlMOHHAsI ITHEBMOHMUS,
a Takke TpaBMaTH3alMsI CIU3UCTON OOOJIOUKU KEIyI-
Ka ¥ 12-mepCcTHOM KUILIKM AUCTATbHOM YacThlO 30HIA.
B cBs3u ¢ 3TUM mpu HEOOXOAMMOCTH IOJTOCPOYHOM
KOPPEKLMY HYTPUTUBHOM HENOCTATOYHOCTU Yy AETEM, HE
CITOCOOHBIX K CAMOCTOSITEJIbHOMY IUTaHUIO, PEKOMEHI0-
BaHO BeInoaHeHue UDI [14]. Texnuka BoiroaHeHus Y9I
ocymiectBisieTcss 2 merogamu — PULL, gBigiommmcs
HauboJsiee MPearoYTUTEIbHBIM U peKoMeHayeMbiM EBpo-
neifickum obimiecTBoM ractpoaHereposioroB (ESGE),
u PUSH (B momudukamuu Russell), yacTora mpumeHe-
HUS KOTOPOTO HEYKJIIOHHO PacTeT, YTO OOYCJIOBJIEHO BO3-
MOKHOCTBIO TaCTPOIUICKCUM CTEHKM XKeJTylKa K MepenHeit
OPIOIITHOI CTEHKE, YTO, B CBOIO OUepe/b, MPUBOIUT K CHU-
JKEHUIO pUcKa repdopaly permoHapHbIX opraHoB [11].

Yacrora pa3Butus ociaoxHeHuit mpu YT, 1o taHHBIM
pa3HbIX aBTOPOB, cocTtasisieT ot 4,9 no 23,8 %. K Hanbo-
Jiee pacIpoCTPaHEHHBIM OCJIOKHEHUSM OTHOCST Tepu-
TOHUT, abcliecc MepeaHeil OpIOLIHOM CTeHKU, KPOBO-
TEYCHME, Pa3BUTUE «OaMIlep-CUHIPOMAa», TMOBPEXKICHUE
BHYTPEHHUX OPTraHOB, MOITEKAHUE XKEIYIOYHOTO COMIep-
JKMMOT0, 00pa3oBaHUE TpaHyJSIil, MECTHbIC paHEBbIE
MH(PEKINH.

AOCOJIIOTHBIM TIPOTMBOMNOKA3aHUEM /IS BHITTOJIHEHUS
UBI' y nereil sBnsieTcsl HEBO3MOXHOCTb BHYTPHIIPO-
CBETHOIM UYpEeCKOXHOM AuadaHOCKONUU WU OTCYTCTBHE
BUIMMOI TMyJIbCcalluy CTCHKU XKEIylKa TPy Iajblalliu
nepeaHeil OPIOIIHOM CTEHKU, YTO MOXKET OBbITh 00YCJIOB-
JICHO aHAaTOMMYECKHMMM OCOOCHHOCTSIMU BHYTPEHHUX
OpraHoOB, a TaKXXe PACIOJOXEHHEM JIEBOUM TOJIU TEeYEHU
WJIM TIETEJIb TOJCTON KUILKKU MEXIY MepeaHeil OprolIHOMI
CTEHKOM M CTeHKO# Xenyaka. K OTHOCHTENIbHBIM IPO-
TUBOIIOKA3aHUSAM OTHOCAT Maccy Tejia pedeHka < 2 Kr
U TIOATBEPXIECHHbIE aHOMAIWUM Pa3BUTUSI BHYTPEHHMX
OpPTraHoOB, CPeIr KOTOPHIX BaKHO BBIICINUTH HE3aBEPIICH-
HBII TTOBOPOT KMIIIKHU, TUCTOHUIO U OOpaTHOE pacroJio-
JKeHHEe BHYTPEHHUX opraHoB. K 1pyruM oTHOCUTEIbHBIM
OrpaHUYCHUSIM MOKHO OTHECTH aCIIUT, TeMaTOCIUIEHOMEe-
TaJInio, BapUKO3HOE pacIIMpeHre BEH XKeaydKa, CKOJH-
03, TIPEAIIeCTBYIONIME OIepallii Ha OpraHax OpIOITHON
MOJIOCTH, MPUCYTCTBUE KaTeTepa ISl TePUTOHEaTbHOTO
nnanusa [15-22].

3akioyeHne

Koppekiiyst HyTpUTUBHOTO CTaTyca C IIOMOIIbIO 9HTE-
pPaJIbBHOTO 30HAOBOIO MUTAHUS SIBJsIETCS 3(PHEKTUBHBIM
METOJIOM JICUEHMSI JeTei C OHKOJOTMYECKIUMU 3a00Jj1eBa-
HUSIMU, JTJIUTEJIBHOE IIPUMEHEHNE KOTOPOIO COIPSIKEHO
C BBICOKMM DPMCKOM OCJIOXHEHMI U IICUXOJOTUYECCKUM
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ITUCKOMMOPTOM IMMAIlMeHTOB M3-3a 3CTETUUYECKMX OCO-
oeHHocTteit. UDI, xapakTepu3sytomasacss HU3KUM PUCKOM
Pa3BUTUSL OCJOXHEHMI, JIETKOCTbIO B YXOJ€E, 3aMEHe
U YOAJEHUU TaCTPOCTOM, SIBJISIETCSI METOIOM BbIOOpA [JIs1
NPOBEICHUS UIMTEAbHOTIO IUTAHUS NETE C HEUMPOIeH-
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HOM aucdarueii 1 HEBO3MOXHOCTBIO CAMOCTOSITEILHOTO
npuema nmuiu. Yetkoe cobI0eHIEe METOIUKN YCTAHOB-
KU ¥ TIOCJIEOTIePAIlIMOHHOTIO BeIeHUsI OOJIbHBIX 00eCTIeUN -
BAaeT OTCYTCTBUME MHTPAONIEPALIMOHHBIX U ITOCIE0NepaLu-
OHHBIX OCJIOXHEHUM.
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CpasHeHune cuunturpactum ¢ '23l-merainog6eH3uNryaHnaNHOM
n *"Tc-TeKTPOTUAOM Y NALMNEHTOB C ONYXONSAMU HEIPOreHHOoi npupoabl

E.A. Hukonaesa'!, A.C. Kpoutos!, C.M. Kacmmmuk!, M.O. Tonuapos!, C.H. IIpoxopos!, A./l. PbikkoB' 2,
A.N. Ilponun!, A.I1. Kazaunues!, C.P. Bapdoiomeepa'

'OIBY «HMHUI] onxonocuu umenu H.H. Broxuna» Munzopasa Poccuu; Poccus, 115522, Mockea, Kawupckoe wocce, 23;
2OrBEOY JTI0 PMAHIIO Munsdpasa Poccuu; Poccus, 125993, Mockea, ya. Bappuxkaounas, 2/1, cmp. 1

Konrakrabie nannbie: Azexcandp Cepeeesuu Kpuvinos krilovas@rambler.ru

Beeoenue. Heiipooracmoma (HbB) — nauboree wacmas s3KxcmpakpanudibHas coaudHas onyxonv y demeil, OHa 3aHUMaem 3-e mecmo
6 cmpyKkmype 0emcKoll OHKONAmoA02Ul, a 8 CmpyKkmype MaadeH4eckoeo paka 3anumaem I-e mecmo. Y demeii cmapuie 1 eoda 6onee uem
6 50 % cayuaes svisigasiomes 3-s uau 4-s1 cmaduu 3a6oneeanus. B 60 % nabarodenuii y nayuenmos ¢ 4-ii cmadueil duacnocmupyemcs
nopax)cenue KOCMHO20 Mo032a U/uau kocmel. JlaHHas epynna NAYUeHmMO8 OmAUMAemcs OOHUM U3 CAMbIX HUSKUX HoKasameneil
svlicusaemocmu 6 onKoneduampuu. Jlns ocyuecmenenus nepeutHoe0 cmaduposanus, OUeHKU 3P@eKmugHocmu npoeooUMol mepanuu,
MOHUMOPUH2A U ¢ MEPAHOCIUHMECKOT] UebIO Hauje 6ce20 UCNOAb3YIOM cyuHmuepaguio ¢ ' I-memaiiod6ensuneyanudurom (MHBI). Taxoce
cyuecmeyom uccaedo8anus, 0eMoHCmpupyowue OUuazHOCMU4ecKyo dQdeKkmusHocms paouoHyKAuoHsIX uccredosanuii Hb ¢ ananroeamu
comamocmamuna, k Komopuim omuocumces " Te-mexmpomud. B nacmosuee epems 6 Poccuiickoti Dedepayuu 3apecucmpuposéamsl
2 duaenocmuueckux paduopapmayeemueckux sekapcmeennvix npenapama (POJII) — naubonee wacmo ucnonv3yemuiii 045 QUaeHOCMUKU
HB «manounviiv> '2I-MHBT u nomenyuansio npuzodusiii, Ho He npumensemviii *" Te-mexmpomuo.

Ileav uccaedosanuss — onpedenenue 603MONCHOCMU npumeHeHus *"Tc-mexmpomuda 6 kauecmee oOuacHocmuyeckozo PDJIIT npu
Hellpo2eHHbIX ONYX0NX y 0emell U CpasHeHue OUAHOCMUYeCKUX 603moxcHocmell cuunmuepaguu ¢ 'ZI-MUBT u " Te-mexmpomuodom.

Mamepuaast u memoost. B ucciedosanue Oviau gKat0ueHbl nayuenmol ¢ Mopghonoeutecku 8epuPUUUPOBAHHbIM OUASHO30M 00 HA4ala
AeveHuss — 7 nayuenmog ¢ duaenozom HB u 1 — ¢ duaenosom napaeaneauoma. Bcem 60avhbim nocredogamenvro Gviau @binoaHeHb!
2 cuyunmuepaguyeckux uccredosarus ¢ 'ZI-MHBT u *" Te-mekmpomudom ¢ MUHUMANLHO BOZMONCHBIM NPOMEICYMKOM 8PEMEHI MeHCOY
Humu (2—6 oneil), nocredosamenvHocms He umena 3naverus. I[lposodunracs Koauvecmeennas oueHKa yposHeli Hakonaenus oooux POJITT
¢ NOMOUBbIO 0OHOPOMOHHOU IMUCCUOHHOU KOMNBIOMEPHOU MOMO2PAPUU C PEHMREHOBCKOU CRUPANbHOL KOMNLIOMEPHOU MomMozpaguell.

Pesyavmamot. Ilo cpasuenuro ¢ '"PI-MUBT cyunmuepagpus ¢ " Te-mekmpomudom no3goaura Gu3yaru3uposams NepeutHyl) Onyxoib
¥ 7u3 8 nayuenmog, 8 mo epems Kax ece memacmasvl auuivy I uz 3 601bHbIX.

3akarouenue. B nawem uccredosanuu enepsvie cpagnusanucy mexcdy coboii '>I-MHBT u *" Te-mexmpomud 6 duaznocmuke 0emckux
HelipoeeHHbIX onyxoneli 0o Hauana aeuenus. Cyunmuepagus ¢ " Te-mekmpomuodom 0Kazaniacs NPUMEHUMA 0451 OUACHOCIMUKU HElPOeHHbIX
onyxosneii, 00HaKO Manas vlOOPKA NAYUEHMO8 He N036045em onpedeaums OUACHOCMUHECKYI dpgdekmusHocms memoda u mpebyem
danvHeiluieeo uy4eHus.

KioueBble cioBa: HeiipoGiacToma, ciiiHTUTpadust, O1HOMOTOHHAS SMUCCUOHHAsE KOMIThIOTEPHAsT TOMOTpadusi C peHTIeHOBCKOM
CIUPaAIbHON KOMITBIOTEPHOU TOMOTpadueit, MeTalionoeH3WITyaHUINH, TeKTPOTHI, aHAJIOTH COMaTOCTaTHHA

Jlna murapoBanusa: Hukomnaesa E.A., KpsutoBA.C., Kacoimk C.M., Tonuapos M.O., ITpoxopos C.H., PeokkoBA.l., [Tponna A. W.,
Kazanues A.Il., BapdomomeeBa C.P. CpaBHenue cumHTturpaduu c '>I-meraiionOeH3mIryaHuaiuHoM u °"IC-TeKTPOTUIOM
y IALMEHTOB C OITyXOJISIMU HEMPOTEHHOM MPUPOabl. POCCUIICKMIA KypHaJl JETCKOI reMaToI0ruu 1 oHKomorun. 2024;11(1):36—43.
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Comparison of scintigraphy with '2*I-MIBG and *"Tc-tectrotyde in patients with tumors of a neurogenic nature

E.A. Nikolaeva', A.S. Krylov', S.M. Kasprshyk’, M.O. Goncharov', S.N. Prokhorov', A.D. Ryzhkov"?, A.I. Pronin’,
A.P. Kazantsev', S.R. Varfolomeeva'

!N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
2Russian Medical Academy of Continuous Professional Education, Ministry of Health of Russia; Bldg. 1, 2/1 Barrikadnaya St., Moscow,
125993, Russia

Introduction. Neuroblastoma (NB) is the most common extracranial solid tumor in children; it ranks third in the structure of childhood
oncopathology, and in the structure of infant cancer up to 1 year of age, it ranks first. In children over I year of age, stages 3—4 are detected
in more than 50 % of cases. In 60 % of cases, patients with stage 4 are diagnosed with bone marrow and/or bone involvement. This group of
patients has one of the lowest survival rates in oncopediatrics. To carry out primary staging, assess the effectiveness of therapy, monitoring and
for theranostic purposes, scintigraphy with '?1-MIBG is most often used. There are also studies demonstrating the diagnostic effectiveness of
radionuclide studies of NB with somatostatin analogues, which include *" Te-tectrotyde. Currently, two diagnostic radiopharmaceutical are
registered in the Russian Federation: the “reference” '>I-MIBG, the most commonly used for diagnosing NB, and the potentially useful, but
not used *" Te-tectrotyde.

Purpose of the study — to determine the possibility of using *"Tc-tectrotyde as a diagnostic radiopharmaceutical for neurogenic tumors in
children and compare the diagnostic capabilities of scintigraphy with '>I-MIBG and *" Te-tectrotyde.

Materials and methods. The study included patients with a morphologically verified diagnosis before treatment: 7 patients diagnosed
with NB and 1 with a diagnosis of paraganglioma. All patients underwent two consecutive scintigraphic studies: with '?I-MIBG and with
9mTe-tectrotyde with the minimum possible time interval between them (2—6 days), the sequence did not matter. A quantitative assessment of
the accumulation levels of both radiopharmaceuticals was carried out using the SPECT/CT method.

Results. Compared with '>I-MIBG, *" Te-tectrotyde scintigraphy allowed visualization of the primary tumor in 7 out of 8 patients, while all
metastases were visible in only 1 out of 3 patients.

Conclusion. Our study was the first to compare '>I-MIBG and **"Tc-tectrotyde in the diagnosis of childhood neurogenic tumors before
treatment. Scintigraphy with *" Te-tectrotyde turned out to be applicable for the diagnosis of neurogenic tumors, however, a small sample of
patients does not allow us to determine the diagnostic effectiveness and requires further study.

Key words: neuroblastoma, scintigraphy, single photon emission computed tomography, metaiodobenzylguanidine, tectrotyde,
somatostatin analogues
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Beenenne

HeiiporeHHble OIMyXOaM TIPEACTABISIOT COOOI pas-
JIMYHBIE TI0 CTPYKTYPEe HOBOOOPA30BaHMsl, BOZHUKAIOIIIE
U3 3JEMEHTOB HEpBHOI TKaHU. [leTcKkue HeiiporeHHbIe
OITyXOJIU BKJIIOYAIOT Heiipoomactomel (HB), ranrauo-
Hepo0JIaCTOMBI, TAHIJIMOHEBPOMBI, KaXK1asi U3 KOTOPbIX
nMeeT pas3nuuHbIii mporHos [1]. Hb — camas yacras net-
CKasl 9KCTpaKpaHuajbHasl COJIMAHAS OIlyXOJb, KOTOpas
3aHMMaeT 3-¢ MeCTO B CTPYKTYpe HETCKOIl OHKOIIATOJIO-
MU CPEIHUI BO3pacT HAa MOMEHT IIOCTAHOBKM IMarHo3a
cocTaBisgeT 2—3 roja, a B CTPYKTYpe MIaJieHYeCKOTO paKa
HbB szanumaer 1-e mecto (28 %), omepexasi JIEMKO3bI
(17 %) [2]. ¥V nmereit crapuie 1 roma 6osee ueM B 50 %
cllydyaeB JUarHOCTUPYIOTCS 3—4-s ctaguu 3a00JeBaHMUS.
B 60 % HaGnromeHuUi y MaLIMEHTOB ¢ 4-ii cTamueil ompe-
JeJIsIeTCs MopakeHe KOCTHOTO MO3ra M/ Win Koctel [3].

CoBpeMeHHas] OUArHOCTMKA HEWPOreHHBIX OIyXO-
Jieii 0azupyeTcs Ha MHCTPYMEHTAJbHBIX MeTojaax (yJib-
Tpa3BykoBoe wuccienoBanue (Y3U), xommbioTepHas
toMorpadus (KT), MarHuTHO-pe3oHaHCHAsI TOMOrpadust
(MPT), sanepHass MeauilMHa), JaOOPAaTOPHBIX aHAIM3aX
(NSE — HeitpoHcrienudpuyeckas eHojasa), Mopdosoru-
YecKolt BepuUKAIMU U TEHETUYECKUX HCCAeIOBAHUSIX
(ompeneneHue 3KCIIpecCur OHKoreHa N-myc, TeHOB ceMeii-
ctBa TRK, neneuun 1-ii xpomocomsbl, mouaHoct JHK
B KJIETKaX OITyXOJIu U T. 11.) [4]. Cpeau MHCTpYyMEHTaTbHbIX
METOIIOB JMArHOCTUMKY BaxkHasl POJIb OTBOAMTCS SIICPHOM
MEIMIIMHE, TP 3TOM ¢ MOMEHTA OTKPBITUSI U 10 HACTO-
sIiee BpeMsl KCIIOJNb3YeTCsl CLUUHTUIpadust C MeTaiof-
GenswiryanuauioM (MUBI) [5]. DTo uccienoBaHue He
MOTEPSIO CBOCH aKTyaJbHOCTH, ITO3BOJISISL OCYILIECTBIISTD
MEepBUYHOE CTAaAuMpoOBaHUE, OLEHKY 3(PGEKTUBHOCTA
MPOBOAMMOI Teparuu, MPUMEHSIETCS UIsi MOHUTOPUHIA
U B TEPAHOCTUYECKUX LIEJISIX IIPU TUIAHUPOBAHUY PaIUOHY-
xmaHou teparmu (PHT) ¢ B'1I-MUBLL

MMUBI uMeeT CXOIHYIO CTPYKTYPY ¢ HOpaIpeHaM-
HoM. Ilpemapar He oka3bIiBaeT (HapMaKOJOrMYeCcKOro
NEUCTBUS HAa AaKTUBHOCTb CHUMIIATUYECKOW HEPBHOM
CHUCTEMBI U HE BbI3bIBAET TreMOIMHAMUYeCcKoro 3¢ deKra.
[Tocne BHYTpUBEHHOTO BBeJeHUS uepe3 24 4 ero MakcH-
MaJibHasi KOHLIEHTpallysl HaOII01aeTCs B IIeYeHU, CEPILIE,
CJIIOHHBIX XeJie3ax, JerKuX. BoIBOAUTCS MoYKaMuy IIpeu-
MYIIECTBEHHO B HEM3MEHEHHOM Bue [6, 7].

Buonornyeckue cBoiicTBa 3TOI MOJEKYJIbI OOYCIOBIM-
BalOT BBICOKYIO TMarHOCTUYECKYIO 3(P(HEKTUBHOCTD B BBISIB-
JIEHUU MePBUYHOIO 0Yara 1 OIyXOJIeBbIX METaCTa30B.

MMWBI MeTST paIMOHYKJIMIAMM HOna, Yallle BCEro
123], a cKaHMpOBaHME MPOBOIAT C MTOMOIIBIO FraMMa-Ka-
Mep. Meuenue monexyiast MUBI BozmoxHo u B!, yto
paHee IIMPOKO HCIOJb30BAIOCh ISl JTUATHOCTUKMU,
a ceityac 3TOT paguodapMalleBTUUYECKUIl JIeKapCTBEH-
Hblii npenapar (P®JIII) npuMeHSIOT UIst CUCTEMHOM
PHT. B nacrosiee BpeMsi cooOIIaeTcsl 0 HOBBIX TTO3U-
TpoH-uznyvarommx POJIIT ans  nuarHoctuku HB,
Takux Kak '#I-MUBT, BF-meradTopOeH3MITYaHUINH,
BF-dTopnponmidbeH3MAryaHUAMH, KOTOpble o0Jana-
10T npeumyniectBamMu nepen 'ZI-MWBI, Ho sBistioTCs
B OOJIbILICH CTEIIEHU 9KCIIEPUMEHTAIbHBIMU IIperapaTa-
mu [8—10].
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B 10 % HaGmioaeHUiI BCTpevyaroTcsl TaK Ha3bhlBaeMbIe
MWBTI-HeratuBubie HB, He Hakarutusamoiue PDJIII.
B atux caywaax misg Busyanusauvu HB pexomenmgoBaHo
MpOBEACHUE ITO3UTPOHHO-IMUCCUOHHOM TOoMOrpaduu
U PEHTTEHOBCKOUN CIIMPAJIbHOM KOMITBIOTEPHOM TOMOTpa-
duu ¢ BF-dropaesokcuriokosoit (IIDT/KT ¢ BF-O/T).
Taxxe Mmoxer BbimonHSTbes [IDT/KT ¢ BF-DOPA,
%Ga-DOTA-TATE [11, 12]. Kiterku HBb B GonblinHCTBE
CJIydaeB 9KCIIPECCUPYIOT Ha CBOEH ITOBEPXHOCTH PELIEITO-
pbI comaroctatrHa (SSTR) 2-ro moaTumna, 4To OTKphIBaeT
HOBbIE BOBMOXKHOCTH JIJISI TMarHOCTUKU U Tepanuu. Meue-
HME aHAJIOrOB COMATOCTAaTMHA BO3MOXHO pa3IMYHBIMU
panpumonykimmaamu (M, P Tc, %Ga).

boino ycranoBneHo, uro antureH GD2 skcnpeccu-
pyeTcs Ha KJIETOUHOM ITOBEPXHOCTH OITyXOJIEBBIX KJIETOK
Hb, n Ha ocHOBaHMM 3TOro OblIa BBeJeHa B IPAKTU-
Ky MMMYHOTEpAmusi MOHOKJIOHAJIbHBIMU aHTHUTEJIaMU
(MAT) npotuB GD2 [13, 14]. ITpoBoasTcs 3KCIEpUMEH-
b1 ¢ POJIIT Ha ocHoBe MAT, HaueneHHsix Ha GD2-pe-
nenTopel, MedeHHbIX “"Tc, ®Ga ¢ AMarHOCTUYECKOM
uesbio 1 'Re, 2°Ac, Lu — ¢ TepareBTUYECKOIA.

Takum o6pazom, Bce PDJIIT mjist iuarHoCcTUKK HEpo-
TeHHBIX OIYX0JIeil MOXHO YCIOBHO pa3ae/UTh Ha 2 TPYII-
bl — MeTaboinyeckue U pelientopHsie. PazHooOpasue
POJIIT ¢ pasnuyHbBIMM MeXaHU3MaMKU MX HAaKOITJICHUS
OITYXOJIbIO JaeT OCHOBY JJISI MHOTOYMCJICHHBIX UCCIEeI0-
BaHUIi, CpaBHUBAIOIIMX UX IUAaTHOCTUYECKYIO 3(P(PEeKTUB-
HOCTb MEXIY CO00ii 1 B IIEPBYIO 04YePEb C «3TAIOHHBIM»
B[-MWBT [8—13, 15].

B 2005 1. B EBpomneiickom Coto3e ObUT 3aperucTpu-
poBan npemnapar " Tc-EDDA/HYNIC-Tyr3-Octreotide
(Textpotun, Polatom), KOTOpHINA MMOKa3ald XOpollue
pe3yJIbTaThl B AMArHOCTUKE HEWPOIHIOKPUHHBIX OIYXO-
seit [16]. OH ucnonb3yeTcst I TUarHOCTUKHU OIyXOJei
C TUIIEPIKCIIPECCUEl COMATOCTATMHOBBLIX PELEITOPOB
MPEeUMYILIECTBEHHO 2-TO M B MEHbIIEH CTeneHu 3-To
M 5-TO TIOATUIOB. PelienTopbl comMaToCcTaTUHA 3KCIIpeC-
cupytorcst B 77—89 % ciydaeB kierkamu HbB, kak moka-
3bIBAlOT UMMYHOTHCTOXUMMYecKue ncciaenoBanust (MI'X)
[17]. TexTpoTum, pa3pabOTaHHBIN B KAYECTBE TOCTYITHOTO
aJIbTEPHATUBHOIO METOAA MOJIEKYJISIPHOM BU3yaau3alluu
PELENTOPOB COMATOCTaTMHA, ObUI 3aperMcTpUpOBaH
B Haleit crpane Tojabko B 2019 . B HacTosmii MOMEHT
B Poccum mpuCyTCTBYIOT 2 KOMMEPYECKM JOCTYITHBIX
nuarHoctuyeckux PDJIIT: Haubosiee 4acTO MCIOJIb3Ye-
MBlii «3TaTOHHBII» 'Z[-MUBI 1 NOTeHLIMAIBHO TIPUTOJ-
HbIi 1151 nnarHoctuk Hb — #"Te-tekTporua.

B peiicTByomnx eBpOINEHCKUX KIMHUYECKUX PEKO-
MEHIALMIX 10 SIACPHOM MeauLHe ajis1 nuarHoctuku Hb
pexoMeH0BaHO ckaHuposanue ¢ MBI -conepxammmu
PDJIIT [11]. Tpu MUBT -Heratuubix HB, a taxke mwist
komiuiekcHoit oueHku — I[IOT/KT ¢ ®AI u aHazoramu
COMAaTOCTaTUHA. B poCCUICKUX KIIMHUYECKMX PEKOMEH-
JAlMsIX B YACTHU SACPHOI MEIULMHBI MPEANUCAHO MPO-
BeneHue ckauuposaHus ¢ 'BI-MUBT u ToabKo B ciyyae
MMUBTI-ueratunoit Hb — TI9T/KT ¢ SF-®AT [18].
HccnenoBanust ¢ npyrumu auarHoctuyeckumu POJIIT,
B TOM YHCJIe C aHajoramMu comaTtoctatuHa, nmpu HbB He
paccMaTpHUBaIOTCSL.
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HecMotpst Ha 1O, 4TO BO3MOXHOCTH obomux PDJITT
OBLIM U3y4YEHBI 110 OTAEIBHOCTU, B 3apyOeXXHOI TUTepa-
Type MaJio ”H(MOpMaLIMK 00 UX CPaBHEHUU B TMAarHOCTUKE
nerckoit Hb. B oreuecTBeHHOII ITpaKTUKe UCCAESAOBAHUS
¢ PmTc-tekTpoTuaoM uist auarHoctukn HB He mposo-
JIAJIMCh, TAKXKE OTCYTCTBYET MHGOpPMALIUS O CPaBHEHUU
IMarHOCTUYECKUX BO3MOXHOCTEM 3TuX 1ByX PDJITT.

Ilens ucciaenoBaHuss — oOImpenesieHUMEe BO3MOXHOCTHU
npuMeHeHns: P™Tc-TeKTpoTuaa B KayecTBE AMAarHOCTH-
yeckoro PDJITT mpyu HeMpOreHHBIX OMYXOJSIX Y JeTeit
U CpaBHEHME TMArHOCTUYECKUX BO3MOXKHOCTEM CLIMHTH-
rpaduu ¢ BI-MUBT 1 ®"Tc-TeKTPOTHAOM.

MatepuaJjsl 1 METOIbI

B uccnenoBaHue BKIIIOUEHBI MALIMEHTHI ¢ MOP(OJIOTH -
YeCK1 BepUDUIIMPOBAHHBIM JUArHO30M 10 Havaja jeue-
Hus. B uccnenyemyio Tpyminy BOLILIM 8 JeTeil, KOTOPBIM
MOCJIeI0BAaTEIbHO ObUIN BBIMOJHEHBI 2 CUMHTUTpadude-
ckux ucenenoBanus ¢ '2I-MUBT u ¢ “mTc-TeKTpoTHIOM
C MMHHMMAaJIbHO BO3MOXHBIM MHTEPBAJIOM MEXIYy HUMU
(2—6 nHeit), mOCaeI0BAaTEIbHOCTD He MMeJIa 3HayeHust. M3
00111eT0 YK CJia MAallMeHTOB | ObLI BKIIOUEH B UCCIeIOBAaHUE
JI0 MOJIydeHUST MOp(oIornuecKoit BepuduKaluun, Tak Kak
KJIMHUKO-PEHTTEHOJIOTUYeCcKasi KapTuHa 3a00JIeBaHUs
nmutupoBana HB. Yxe rmocie odcnenoBaHus ObUTH MOTY-
YeHBl Pe3YJbTaThl THCTOJOTUYECKOIO MCCIIeIOBaHUS —
3JI0KAYECTBEHHAsl IlaparaHrivoma. TakuM oOpa3oM,
B MCCIeIOBAaHME ObLIM BKITIOUEHBI 7 MAIlEHTOB C IUarHO-
30M Hb u 1 — ¢ nuarno3om nmaparanrivoma. [1nan uccne-
JTIOBaHUSI OBLI IMTOJTHOCTBIO pa3bsICHEH 3aKOHHBIM TIpeACTa-
BUTEJISIM OOJIBHBIX, OT BCEX OBLIO MOJIy4eHO MUChbMEHHOE
MHGOPMUPOBaHHOE coracue. bbut 3amomHeH oNmpoCHBI
JINCT, BKJIIOYAKOIINIA AeMorpaduyeckre XapaKTepuCTUKU
MmalyeHTa, COCTOSIHME 3[I0POBbsI, TeUeHME 3a00JIeBaHUS,
rmojyJyaeMble JIEKapCTBEHHBIC IIpernaparhl, pe3yJbTaThbl
BU3YAIM3UPYIOIIUX MCCACAOBAaHUN U OMOXMMUUYECKUE
IMOKa3aTeIn KPOBH.

UccnenoBannst ¢ oboumu PDJIIT npoBomminck
B 2 9Tala: IUIaHapHOEe B PEXMME «BCE TEJIO» U C [IOMOIIbIO
OMHO(MOTOHHON B3MUCCHMOHHON KOMIIBIOTEPHOI TOMO-
rpapumu ¢ PEeHTreHOBCKOM CIUPAIbHOM KOMIIBIOTEPHOM
tomorpacdueit (ODPDKT/KT) or MakylIKu OO0 MPOKCHU-
MaJIbHBIX OTIEJIOB Oefep ¢ MCIIOJIb30BaHKEM ToMmorpada
GE Discovery 670 DR. IIpuMeHsiicss HU3KOI03HBII MTpoO-
Tokos KT 6e3 KOHTpacTHOro yCuJIeHUs ISl KOPPEeKIUU
aTTeHyaluu ¥ aHaTOMUYECKOro KapTupoBaHus. Dddek-
THBHas J103a pacCYuThiBajach corjacHo MY 2.6.1.3151-
13 u cocrapisia 1,6—2,0 (Me = 1,7) M3B.

Cuunmuzpagus ¢ *" Te-mexmpomudom

P®JITT roTtoBMAN ¥ BBOAWIM COIJIACHO MHCTPYKIIMU.
ToroBeiii PDJIIT BBOAWIM BHYTPMBEHHO W3 pacyera
5 MBk/kr. CiennaibHOI IMOATOTOBKY Mepe NCCIea0Ba-
HueM He TpeboBasiock. Yepes 2 4 rtocie BBeaeHust POJITT
OBLIM TOJTYYESHBI MIEPBBIC TJIAaHAPHBIC N300pakeHUs BCETO
Tella B TepeaHell M 3amHel mpoeKuusX. JIomoaTHuTe Ib-
HYIO BU3yaju3aluio BbTONHsIM MetomoM ODIKT/KT
cpasy 1ocJe IaHapHoro ucciaenoBanus (3°, 10 ¢/xamnp,
128 x 128). DddexruHas mgo3a ot PDJIII cocrapisiia
0,7—1,4 (Me = 1,2) M3B.
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Cuyunmuepagpus ¢ '*I-MHBT

P®OJITT roroBuiM W BBOIWIM COIJIACHO MHCTPYK-
uu. Torosbiit POJIIT BI-MUBIT BBoamiM U3 pacuera
5 Mbk/kr. IloaroroBka 3a CyTKH A0 HCCIEIOBAaHUS
(HeoOxomuMa JUIs1 OJIOKMPOBAHMS IIIMTOBUIHOM XKeJie3bl):
1 xaruisg 1 % pacrBopa Jlioroyiss Ha 1 Kr mMacchl Tejia 3a
3 mpueMa (He 6oJbie 40 kam/cyT). Yepes 24 4 mmocjie BBe-
nexust POJIIT Gbuiy mojiy4eHsl IIaHapHble N300paXkeHUs
BCEro TeJia B IiepeIHei 1 3aaHei npoekimsax 1 OODKT/KT
(3°, 20 ¢/kanp, 128 x 128). DddexrupHast n1o3a ot POJIIT
coctaBnsna 2,7—5,8 (Me = 5,1) m3B.

O6pabomka uzobpasicenui

ITocTtpoeHue n306paXkeHM I BHITTOIHSIOCH HA paboyeit
craniuuu Xeleris 4.1 (GE). IlnanapHble m300pakeHUs
OLIEHMBAJIMCh KA4eCTBEHHO: XapakKTep paclpeie/ieHMs
P®OJIT, HanuyMe M KOJMYECTBO MATOJIOTMYECKUX OYa-
roB rurnepakkymysunn POJITT. CoBMelneHHbIE Cpe3bl
O®HBKT/KT ucnonb3oBaluch il OLIEHKU CTaHIAPTH-
3upoBaHHOro ypoBHsS HaxkoruieHus (SUVbw) pernoHoBn
uHTepeca. OILIGHMBAIMCh MaKCUMaJlbHbIe 3HAYEHMS
JAHHOTO TapaMeTpa B IaTojormyeckom odvare. Ooma-
CTM MHTepeca BBIOMpAIUCh B TKAaHM HOBOOOpa30BaHUS
M B IMapeHXUME IIeUYEeHU, KOTOpas SIBJSIETCS KPYIHBIM
opraHoMm (PU3MOJIOTUUECKON TUIEPaKKyMYJISILIUNU O000UX
P®JIII, yTo MCnonb30BaIOCh IUIsT CPAaBHUTEIBHOM OLIEH-
KU KOJIMYEeCTBEHHBIX Moka3areseii POJIII.

Bo3MOXHOCTM CTaTUCTUYECKOM 0OpabOTKM ObLIN
OrpaHMYEHbl MajIbIM YMCIIOM MCCJIEIOBAHHBIX IMALIMEeH-
ToB. M3Mmepennbie nokasarean SUV gt pasaeix POJITT
HE MOIJIM CPaBHUBATBCS MEXIY COOOM M3-3a pa3HULIbI X
(hu3MIeCKUX XapaKTePUCTUK.

Pe3syabraTsi

O0611ee YyrcI0 OONBHBIX — 8: 6 MAJIbYMKOB U 2 IeBOY-
K1, Bo3pacT ot 10 mecsitieB 10 9 et (MeauaHa Bo3pacTa —
5 JIeT) ¢ TUCTOJIOTMYECKM TIOATBEPXKACHHBIM IHMa-
rHo3oM. XapakTepuCTHKa ITallMeHTOB IIpeACTaBeHa
B Tabmd. 1.

AHau3 IOJYyYEeHHBIX PEe3yJbTaTOB MCCJIeIOBaHUS
MIPOBOAMJICSI HE3aBUCHUMO JBYMsI OIIBITHBIMM Bpa-
yaMHU-pagMoJioraMu M BpayoM-peHTreHojioroM. Ha
1-M 3Tarme aHaIM3UPOBAJUCh IUIAHApPHBIE M300paxe-
Hust ¢ 'BI-MUBT u ®Tc-tekTpoTnnoM. O4aru morjio-
LIEHUS 3a MCKJIIOYEHUEM 04aroB (U3MOJIOTMYECKOIO
HAKOIUICHUsS] MHTEPIPETUPOBAIKUCh KaK I1aTOJOrrYe-
ckue. ITociie maHapHBIX CUMHTUIPAMM OLIEHMBAJIUCh
pesyiabratel OPDKT/KT, 4To 1MO3BOJISLIO YETKO OMpe-
JIEJUTh aHATOMMYECKNE OPUEHTUPHI OIMYXOJIEBBIX OYa-
TOB 1 KOJIMYECTBEHHO OIIEHUBATh YPOBEHb HAKOIICHUS
P®OJIIT B Hux. ITocKOJBKY HaNpsIMyIO CpaBHUBATh
nokaszaresu SUV mis pasusix POJITT He npencrasis-
eTCS BO3MOXHBIM I10 TEXHUYECKUM IIpUYMHAM (I
pPa3HBIX PAAMOHYKJIMIOB YYBCTBUTEJIBHOCTb TaMMa-Ka-
Mepbl otimyaetcs), SUVmax B HoBooOpaszoBaHUU
KoymuecTBeHHO cpaBHUBaJcsa ¢ SUVmax B mapeHxnuMe
MeYeHU KakK B opraHe hp131M0JI0TUYECKOM TIepakKyMy -
JISILUKY 000X TpernapaToB (Tabia. 2). B ciayyae ee meTta-
CTaTUYECKOIo IOpaxkeHusl 30Ha MHTepeca BbIOMpaiach
B MHTaKTHOM 00J1aCcTH.
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Tadmnua 1. Xapakmepucmuia nayuenmos

Table 1. Patient characteristics

No ITon Bospacr, roapi Tucronoruyeckmii IMaruo3 Hannumne meTacrazos
= Gender Age, years Histological diagnosis MTS
1 4

JleBouka CMelaHHast TaHIJIMOHEHPOOIacTOMA 3a{HETO CPEIOCTEHUSI ClieBa Her
Female Mixed ganglioneuroblastoma of the posterior mediastinum on the left No
) JleBouka 5 Huskonuddepenunporantas Hb neBoro HaamoyeuHnka Her
Female Poorly differentiated NB of the left adrenal gland No
3 Masbunk 1 HenuddepenunpoBantnas Hb 3a0prommHHOro npocTpaHcTBa clieBa Her
Male Undifferentiated NB of the retroperitoneum on the left No
4 Mapunk 9 3y10KayecTBEHHAs MaparaHrInoMa B koctsix
Male Malignant paraganglioma To bones
M B kocTsx, nedeHu, mumMdaTnIecKnx
5 ATbYNK 3 HB neBoro HaanoyeyHnka -
Male NB of the left adrenal gland T i, (s (el
6 Mapunk 0.9 HBbB neBoro HaamodyeuHuka Her
Male ’ NB of the left adrenal gland No
7 Manbunk 2 HuddepeHumposantas HB 3a0pronmHHOro npocTpaHcTsa ciieBa Her
Male Differentiated NB of the retroperitoneal space on the left No
] Manbunk 3 Henuddepenunposannas Hb manoro taza B kocTsix
Male Undifferentiated NB of the pelvis To bones

Tabmna 2. Koauuecmeennas oyenka yposus akiymyaayuu POJII 6 nepeuunoii onyxoau u nevenu

Table 2. Quantitative assessment of the level of radiopharmaceutical accumulation in the primary tumor and liver

Pasmep q:gnTC-TeKTpOTl/[,I[ ”;‘I-MI7IBI‘
nepBUYHOI 'mTc-tectrotyde 231 MIBG
ONYXOJIM, MM | fepBuYHAs OMYXOJIb NePBUYHAS OMYXO0JIb
mPrtma{'y (SUVmax) nevens (SUVnax) "T;'(;’J:’;‘;zgfe‘;‘;y (SUVmax) neuens (SUVinax) °Tf(;’;';j:1‘g§ e(:.r:,y-
mor size, vimary = : T 5 - 2 X0J
mm pr ;gvl%mt:;r)wr liver (SUVinax) tumor/liver ratio P r;’glaj%;fzgjm liver (SUVmax) tumor/liver ratio
1 50 x 41 x 54 7,5 7,7 1,0 5,5 6,4 0,9
2 75 x 98 x 98 27,5 3,3 8,3 14,7 4,6 3,2
3 61 x 48 x 66 19,9 5,7 3,5 9,9 4,6 2,2
4 45 x 30 % 86 14,1 12,4 1,1 19,1 1,5 12,7
5 72 x 41 x 57 - 4,4 - 12,7 2,8 4,5
6 40 x 30 x 34 34,9 2,6 13,4 8,9 5,0 1,8
7 67%36%x29 4,0 4 1,0 17,2 32 5.4
8 53 x 34 x49 6,8 4,4 1,5 5,1 2,5 2,0
I[lpy cpaBHEHUM OTHOIIEHUS  OIYXOJIb/TIEYeHb IMpu cpaBHeHun 'ZI-MWBT u ®"Tc-TeKTpoTHI Tpo-

I3-MWBT B 6 u3 8§ ciIyuaeB IpeBbIIIAT YPOBEHb HAKO-
IJICHUS B IeYeHu Gosiee yeM B 2 pasa, a *™Ic-TeKTpoTH
TOBKO B 3 13 8 (puc. 1).

Puc. 1. Omnowenue yposns nakonnenus PDJIII onyxoav/neuens 0as
8 nayuenmos

Fig. 1. Tumor/liver radiopharmaceutical accumulation level ratio for
& patients

JEMOHCTPUPOBAIM CXOXHE Pe3YJbTaThl B BBISIBICHUN
TIEPBUYHOM OITYXOJIN, TIPY 3TOM 7 TTApHBIX UCCIICIOBaHMIA
ObUTA UIEHTUYHBI ApyT Apyry. B 1 ciaydae Obuia BeISIBIEHA
comaroctaTtiH-HeraTuBHasi, MWBI-no3uTuBHas ony-
XOJTb.

W3 8 mauueHTOB y 5 OblIa JJOKAJIU30BaHHAS OIYyXOJb
0e3 MeTracta3oB, y 3 — MeTactaTuyeckasi 00Jie3Hb: y 2 —
MeTacTa3bl TOJIBKO B KOCTSX, V 1 — B KocTsx, JIY u reueHn
(MHOXXECTBEHHOE, OYaroBoe ITOpakeHWe). Y TallMeHTa
C COMAaTOCTaTMH-HETaTUBHOM TICPBUYHON  OITyXOJIBIO
MeTacTa3bl B IIEYCHH, OOJIBIIAst 9aCTh METACTa30B B KOCTSIX
u JIY takke He HakaruBaau *™Tc-tekrporun. Eiue
y 1 mammenrta *™Tc-TeKTpOTHI HE MO3BOJWI BBHISIBUTh
MeTacTa3bl B KOCTSIX, HO HAaKaIUIMBAJICS B TICPBUYHON
onyxoJu. JlaHHbIe MpencTaBaeHbl B Ta0. 3.

O HAITAOHOCTH  Jajiee  MPOAEMOHCTPHUPOBAHEI
penpe3eHTaTUBHBIC Pe3yJbTaThl MAPHBIX WCCICHOBAHMI
¢ BI-MUBT u ®"Tc-TeKTpoTHIOM (pHC. 2—5).

O0cyxneHne

CornacHo 0606meHHOMy ombITy, '2I-MUBI o6na-
JaeT BBICOKOM YYBCTBUTEIBHOCTBIO U CHEIU(MDUIHOCTHIO
U SIBJISIETCSI HE3aMEHUMBIM TUATHOCTUUYECKMM WHCTPY-
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Ta6mnua 3. Koauvecmeennas oyenka yposus akkymyaauuu POJIIT onyxonesvimu memacmaszamu u neueHvio

Table 3. Quantitative assessment of the level of accumulation of radiopharmaceuticals in tumor metastases and liver

“mTc-TeKTpoTH
mTe-tectrotyde

1B-MIABI
2-MIBG

N KOJIMYECTBO KOJIMYECTBO
© BbISIBJIEHHBIX OTHOIIEHUE BBISIBJIEHHBIX OTHOIIEHUE
ME’I]‘&WCI"I‘;M)l 04yaroB OINyXO.Ib/TIeYeHb Mer;;;;m" 04aroB OINyXO.Ib/TIeYeHb
number of tumor/liver ratio number of tumor/liver ratio
identified lesions identified lesions
1y 1y
Lymph nodes 1/3 L7 Ot Lymph nodes 3/3 13 4,6
1 Koctu, MHOXeCTBeHHbIE  EnMHUYHbBIE 92 21 Koctu, MHOXeCTBEHHbIE Bce 38 3]
Bones, multiple In single ’ ? Bones, multiple All ’ ’
Ileuens [leueny Bce
Liver - - - Liver All 14 3,0
Koctu Koctu Bce
2 Bones N N N Bones All ) =
Koctnn Bcee Koctnn Bce
3 Bones All 7.8 1.8 Bones All 5,8 1,3

Puc. 2. [layuenmxa b., 4 eoda. /luaeHo3: cmeulaHHas 2aHeauoHelpo-
baracmoma 3a0He2o cpedocmenus caesa. 30ece U danee HaA 8CeX PUCYHKAX
npedcmasnenvi: a — uccaedosanus ¢ PI-MHBI: 6 — uccaedosarus
¢ "Te-mexkmpomudom (KpacHvle CMperku YKa3vlaiom HA ONYXOAb).
Ilranapusie cyunmuepammeol 6 nepedueii (1, 3) u 3aoneit (1, 4) npoexyusx;
ODIKT/KT-cpe3vr 6 cacummanvhuix (5, 7) u akcuarvhuix (6, 8) naocko-
cmsax. B 3adnem cpedocmenuu creea onpedensemcsi onyxonesoe oopazo-
6aHUE COAUOHOU CMPYKMYPbI C PEHMSEHOKOHMPACMHbIMU BKAOYEHUSMU,
npomsicenHocmoio 00 57 mm. Onpedeasiemes cxodxcas cyunmuepaguyeckas
KapmuHa: pacnpedenerue oooux ouacnHocmuueckux PDJIII ¢ nepeuuHoi
onyxonu nogviuentoe u nepasromephoe (SUVmax onn 'PI-MHBI — 5,5;
oas " Te-mexkmpomuda — 7,5)

Fig. 2. Patient B., girl, 4 years old. Diagnosis: mixed ganglioneuroblastoma of
the left posterior mediastinum. Here and below the figures show: a — studies
with 'ZI-MIBG; 6 — studies with *"Tc-tectrotyde (red arrows indicate
a tumor). Planar scintigrams in anterior (1, 3) and posterior (1, 4) projections;
SPECT/CT sections in sagittal (5, 7) and axial (6, 8) planes. In the posterior
mediastinum on the left, a tumor formation of a solid structure with radiopaque
inclusions, up to 57 mm in length, was detected. A similar scintigraphic picture
is determined: the distribution of both diagnostic radiopharmaceuticals in
the primary tumor is increased and uneven (SUVmax for '?I-MIBG — 5.5;
Sfor " Te-tectrotyde — 7.5)

MeHTOM i Busyanusamuu HB [11]. CrrenuduyHoCTh
cumHturpadun ¢ 'ZI-MUBI' B amarHocTuke 3a6oseBa-
Hust npubakaercs K 90—95 % [19, 20].

CyllIecTByOIIME  UCCIAEOOBAHUS  JIEMOHCTPUPYIOT
BBICOKYIO OMArHOCTUYECKYI0 LEHHOCTb CLMHTUIpaduu
C aHaJoraMu COMAaTOCTaTUHA IIPU BbISIBJICHUM HEIPOreH-

Puc. 3. layuenmka I., 5 nem. Jluaenos: Huskoduggepenyuposannas
HPE nesoeo naonoueunuxa. B 3a6prowiunHomM npocmpancmee caeea onpe-
densemcs maccugHoe onyxonegoe obpasosanue pasmepamu 0o 92 x 86 mm
¢ nosvluennbim Hakonienuem oboux POJIII no ecemy obvemy (SUVmax oas
23] MUBT — 14,6; das *" Te-mexmpomuda — 27,5)

Fig. 3. Patient G., girl, 5years old. Diagnosis: low-grade NB of the left adrenal
gland. In the retroperitoneal space on the left, a massive tumor formation
measuring up to 92 x 86 mm is detected with increased accumulation of
both radiopharmaceuticals throughout the entire volume (SUVmax for
123[-MIBG — 14.6; for *" Te-tectrotyde — 27.5)

HBIX onyxoJeii. Tak, mpu ¢peoxpomormrome, Hb u nmapa-
raHMIMOME YYBCTBUTEJIBHOCTH TpeBbIlIaeT 85 % [21].
CuuHTUrpadus ¢ aHaJoraMu cCOMaTOCTaTMHA, MEUEHHBI-
mu #"Tc, obnamaer ornpenesieHHbIMU TTPEUMYILECTBAMU
nepen cumHturpaduein ¢ 'ZI-MUBI BBUmY MMpPOKOI
JOCTYITHOCTH, MEHBIIEH J03bl OOJydeHMs] MalMeHTa,
MEHBIIIET0 BpeMEHM, HEOOXOIUMOTO JIJIsi BU3yalu3aliiu,
OTCYTCTBMSI CIICLIMAIbHOM MTOATOTOBKY Iepe/1 NCCIeI0Ba-
HHeM, a TaKxXe 0oJiee BEICOKOIO KauecTBa CUMHTUTpapu-
YEeCKOM KapTUHKMU.

B uccnenosanuu A. Emami-Ardekani et al. [22] uyB-
CTBUTENBHOCTD cLmHTHrpaduu ¢ 3'I-MUBI 6bL1a BbILLE,
yeM cunHTUrpadus ¢ " Tc-HYNIC-TOC B nnarHocTuke
HbB, uTo KOCBEHHO TOATBEpKAAET HAIIM PE3YIbTaThl.

OpuruHanbHble uceneposanua // Original studies
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Puc. 4. [Tayueum b., 3 cooa. luaenos: Hb aesoeo naonoueunuxa, 4-s cma-
dusi no INSS (memacmamuueckoe nopaxcerue 3a6prouunhsix J1Y, Haokarwo-
yuunbix J1Y caesa, neuenu, npasoil opoumsl, KOCMHO20 M032d, Kocmeli).
B n1e60i1 HaOkAHUUHOI 00AaCMU CAe6a Onpedensiemcst KOHeA0Mepam yeenu-
uenHbIx J1Y 00 23 X 11 MM, 6 3a0pHOUUHHOM RPOCIMPAHCMEE CAe8A HA YPOBHE
Th11-L1 umeemcs o6pazosanue do 72 % 41 x 57 mm; na ypoene Thi12-L4 —
00 54 x 26 X 74 MM, 6 neueHu MHOJCECMBEeHHbLe 2UNOOCHCHbIE 04all 80 8CeX
omaoenax (KoHmMpoavHblil 8 S6 00 43 X 39 Mm); MHONCECMBeHHble Oaacmute-
ckue ouazu & kocmsax. Ilosviuentoe Hakonnenue 'I-MHBT ommeuaemes
60 6CEX NAMOAOUMECKUX 04a2aX (HeKOMmopble OKOHMYPEHbl KPACHbIM),
6 mo epems Kax " Tc-mekmpomuo HaKanaugaemcst AUUb 8 KOH2A0Mepame
nopaxcennvix J1Y 6 nadkarouuunoil ooracmu caeéa (SUVmax — 1,7 npomué
SUVmax — 13,0 das PI-MHBT) u edunuunsix ouaeax 8 KOCmAX 4epend
(SUVmax 9,2 u 8,8 coomeemcmeerHo)

Fig. 4. Patient B., boy, 3 years old. Diagnosis: NB of the left adrenal gland,
stage 4 according to INSS (metastatic lesions of the retroperitoneal lymph
nodes, supraclavicular lymph nodes on the left, liver, right orbit, bone
marrow, bones). In the left supraclavicular region on the left, a conglomerate
of enlarged lymph nodes up to 23 x 11 mm is determined; in the retroperitoneal
space on the left at the Th11-L1 level, a formation up to 72 x 41 x 57 mm;
at the Th12-1L4 level up to 54 x 26 x 74 mm; in the liver there are multiple
hypodense foci in all sections (control in S6 up to 43 x 39 mm); multiple
blastic foci in the bones. Increased accumulation of '>I-MIBG is observed
in all pathological lesions, while *"Tc-tectrotyde accumulates only in
a conglomerate of affected lymph nodes in the supraclavicular region on the
left (SUVmax — 1.7 versus SUVmax — 13.0 for '*I-MIBG) and single foci in
the bones of the skull on the right (SUVmax 9.2 and 8.8 respectively)

B HamieMm wuccienoBaHuM cumHtUrpadus ¢ 'ZI-MUBT
IO3BOJIMJIA BBISIBUTh MEPBUYHYIO OMYXOJIb U METacTaTH-
yeckoe ropaxkenue B 100 % ciydyaeB, mpu 3TOM IpoJe-
MOHCTpHUpPOBaJia 00Jjice BLICOKME OTHOCUTEIbHBIC YPOBHU
HaKOILICHUsI OITyXOJib/TIe4YeHb M KOHTPACTHOCTHU IIOJIY-
YEeHHBIX U300pakeHUI.

Busyanu3zanus Omyxoyy ¢ IIOMOILbIO aHAJIOIOB COMa-
TOCTaTUHA 3aBUCUT OT BEJMYMHBI 3KCIIPECCUU PELIENTO-
POB K COMATOCTaTUHY, a TAKXE UX ITOATUIIOB, YTO MOXET
OBITh MOATBEPXKIEHO TONIBKO ¢ momolbio MT'X-uccneno-
BaHUsl. M3BeCTHO, YTO TEKTPOTHUI 00JaJaeT CPOACTBOM
KO 2 MOATUITY PELENTOPOB, KOTOPHIE 3KCIIPECCUPYIOTCS
kietkamu HB B 77—89 %, 4TO M 1O3BOJISIET IMOTEHLIM-
aJIbHO WUCII0JIb30BaTh €r0 B KauyeCTBE AMArHOCTUYECKOIO
POJIIT [23, 24].

JlarHocTyKa ¢ MCIOJIb30BaHUEM aHAJIOrOB COMATO-
CTaTMHA MOXET IMPUMEHSThCS ISl BBISIBJICHUS OITyXOJIe-
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Puc. 5. llayuenm I11., 2 200a. Jluaenos: neougppepenyuposannas Hb mano-
20 maza. Cmaous 4 no INSS (Oeaeyus 11g23, deaeyus Ip36, memacma-
muyeckoe cybmomanvHoe nopaxdcenue Kocmeii ckenema). B marom masy
NpecaKpanvio U NpeumMylecmeeHto caeea onpedeasiemcsi 00semHoe oopa-
308anue He0OHOPOOHOU COAUOHOL CMPYKMYPbl 00 53 % 34 X 49 mm ¢ nogwi-
wennoii axiymyaayueii oboux PDJIT (SUVmax oan '?I-MHBI — 5,1;
ons " Te-mexkmpomuda — 6,8). Taxuce nabaodaemes Oupgysroe nogoi-
wenHoe Hakonaernue oboux PDJIIT 6o ecex kocmsax ckesema (SUVmax onsn
BI_MHBT — 5,8; 0ns " Te-mexmpomuda — 7,8)

Fig. 5. Patient Sh., boy, 2 years old. Diagnosis: undifferentiated pelvic NB.
INSS stage 4 (11q23 deletion, Ip36 deletion, metastatic subtotal lesion of
skeletal bones). In the small pelvis, presacral and predominantly on the left, a
volumetric formation of a heterogeneous solid structure up to 53 x 34 x 49 mm
is detected with increased accumulation of both radiopharmaceuticals
(SUVmax for '“I-MIBG — 5.1; for “mTc-tectrotyde — 6.8). Diffuse
increased accumulation of both radiopharmaceuticals in all skeletal bones is
also determined (SUVmax for 'I-MIBG — 5.8; for *" Te-tectrotyde — 7.8)

BBIX TIOPaKEeHMIA, ecm uccienosanus ¢ '3I-MUBT 6butn
OTpHLATEIbHBIMU, UTO BcTpevaercs B 10 % ciydaes [25].
Takke TEKTPOTHI MOXET MCITOJIb30BaThCS JIJIST OTpe/ie-
JIEHWSI COMATOCTaTMHOBOTO CTaTyca OIMyXOJIM B Ka4eCTBE
MOTEHIIMAIIBHOTO TIPEIUKTOpa IS MOJEKYJISIpHO-Ha-
npasneHHoil PHT. B HacTosiiiee BpeMsi MpOBOAUTCS K-
HUYECKOE HCCIIeNOBAaHUE IO MPUMEHEHUIO TeNTH/I-Pe-
uentopHoii ueneBoil tepanuu “Cu-SARTATE y nmereit
¢ peuunuBupywonieir u pedpakrepHoit Hb Bbicokoro
pucka [26]. Cuunturpadus ¢ *"Tc-TeKTPOTUIOM TaKKe
IMOTEHIIMAIIBHO MOXET IMTOMOYb B BBISIBJICHUM T€TEPOTEeH-
HOCTH OITYyXOJIM U BBITIOJTHSATh HABUTAIIMOHHYIO POJIb TTPU
orpenieIeHU MecTa OMOTICUH.

3akiouenue

B HamieMm wucciienoBaHuM BrepBble B Poccuiickoii
denepanu GbUTM CpaBHEHBI Mexay co6oit 'ZI-MUBI
u "Tc-TeKTpOTHA, B AMArHOCTUKE HETCKUX HEMpo-
TFEHHBIX OIlyXojieil g0 Havaja JedeHus. CLMHTUIpA-
dusg ¢ P"Tc-TeKTpOTUIOM OKa3ajach IpUMEHUMA IS
JUArHOCTUKKM HEMPOTeHHBIX OIyXOJeil, OZHAKO Majias
BBIOOpKA MALMEHTOB HE ITO3BOJISIET OLIEHUTh KPUTEPUU
MHOOPMATUBHOCTU U TPeOYET AaIbHENIIIEr0 U3yYeHUSI.



) POCCUIACKII YKYPHATT

POAOr JETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

172024

NUTEPATYPA / REFERENCES

1

10.

11.

12.

13.

14.

Wilson L.M., Draper G.J. Neuroblastoma, its natural history and
prognosis: a study of 487 cases. Br Med J. 1974;3:301-7.
doi: 10.1136/bmj.3.5926.301.

Punia R.S., Mundi I., Kundu R., Jindal G., Dalal U., Mohan H.
Spectrum of nonhematological pediatric tumors: a clinicopathologic
study of 385 cases. Indian J Med Paediatr Oncol. 2014;35(2):170-4.
doi: 10.4103/0971-5851.138995.

Brodeur G.M., Castleberry R.P. Neuroblastoma. In: Principles and
practices of pediatric oncology. Pizzo P.A., Poplack D.G., eds. 5" ed.
Philadelphia: Lippincott Williams & Wilkins, 2006. Pp. 933-70.

Ren J., Fu Z., Zhao Y. Clinical value of ¥F-FDG PET/CT to predict
MYCN gene, chromosome 1p36 and 11q status in pediatric
neuroblastoma and ganglioneuroblastoma. Front Oncol.
2023;13:1099290. doi: 10.3389/fonc.2023.1099290.

Sharp S.E., Shulkin B.L., Gelfand M.J., Salisbury S., Furman W.L.
123]-MIBG scintigraphy and *®F-FDG PET in neuroblastoma. J Nucl
Med. 2009;50(8):1237-43. doi: 10.2967/jnumed.108.060467.

Nakajo M., Shapiro B., Copp J., Kalff V., Gross M.D., Sisson J.C.,
Beierwaltes W.H. The normal and abnormal distribution of the
adrenomedullary imaging agent m-[I-131]iodobenzylguanidine
(1-131 MIBG) in man: evaluation by scintigraphy. J Nucl Med.
1983;24(8):672-82. PMID: 6135764.

Wang Y., Xu Y., Kan Y., Wang W., Yang J. Diagnostic Value of Seven
Different Imaging Modalities for Patients with Neuroblastic Tumors:
A Network Meta-Analysis. Contrast Media Mol Imaging.
2021;2021:5333366. doi: 10.1155/2021/5333366.

Zhang H., Huang R., Cheung N.K., Guo H., Zanzonico P.B.,
Thaler H.T., Lewis J.S., Blasberg R.G. Imaging the norepinephrine
transporter in neuroblastoma: a comparison of [**F]-MFBG and
123-MIBG. Clin Cancer Res. 2014;20(8):2182-91.

doi: 10.1158/1078-0432.CCR-13-1153.

Dhull V.S., Sharma P., Patel C., Kundu P., Agarwala S., Bakhshi S.,
Bhatnagar V., Bal C., Kumar R. Diagnostic value of ¥F-FDG PET/CT
in paediatric neuroblastoma: comparison with *!1-MIBG scintigraphy.
Nucl Med Commun. 2015;36(10):1007-13.

doi: 10.1097/MNM.0000000000000347.

Beijst C., de Keizer B., Lam M.G.E.H., Janssens G.O., Tytgat G.A.M.,
de Jong HW.A.M. A phantom study: Should *?*I-mIBG PET/CT
replace *#1-mIBG SPECT/CT? Med Phys. 2017;44(5):1624-31.

doi: 10.1002/mp.12202.

Bar-Sever Z., Biassoni L., Shulkin B., Kong G., Hofman M.S.,

Lopci E., Manea I., Koziorowski J., Castellani R., Boubaker A.,
Lambert B., Pfluger T., Nadel H., Sharp S., Giammarile F. Guidelines
on nuclear medicine imaging in neuroblastoma. Eur J Nucl Med Mol
Imaging. 2018;45(11):2009-24. doi: 10.1007/s00259-018-4070-8.

Ambrosini V., Morigi J.J., Nanni C., Castellucci P., Fanti S. Current
status of PET imaging of neuroendocrine tumours ([*F]FDOPA, [®Ga]
tracers, [“C]/[**F]-HTP). Q J Nucl Med Mol Imaging.
2015;59(1):58-69. PMID: 25677589.

Sait S., Modak S. Anti-GD2 immunotherapy for neuroblastoma.
Expert Rev Anticancer Ther. 2017;17(10):889-904.
doi: 10.1080/14737140.2017.1364995.

Chan G.C., Chan C.M. Anti-GD2 Directed Immunotherapy for High-
Risk and Metastatic Neuroblastoma. Biomolecules. 2022;12(3):358.
doi: 10.3390/biom12030358.

15.

16.

17.

18.

19.

20.

21

22.

23.

24.

25.

26.

Cratbst moctymuiaa B penakiuio: 25.10.2023. IMpunsita B neyatsh: 06.02.2024.
Article was received by the editorial staff: 25.10.2023. Accepted for publication: 06.02.2024.

Kroiss A., Putzer D., Uprimny C., Decristoforo C., Gabriel M.,
Santner W., Kranewitter C., Warwitz B., Waitz D., Kendler D.,
Virgolini I.J. Functional imaging in phaeochromocytoma and
neuroblastoma with %Ga-DOTA-Tyr 3-octreotide positron emission
tomography and *#I-metaiodobenzylguanidine. Eur J Nucl Med Mol
Imaging. 2011;38(5):865-73. doi: 10.1007/s00259-010-1720-x.

Del Olmo-Garcia M.1., Prado-Wohlwend S., Andres A., Soriano J.M.,
Bello P., Merino-Torres J.F. Somatostatin and Somatostatin Receptors:
From Signaling to Clinical Applications in Neuroendocrine
Neoplasms. Biomedicines. 2021;9(12):1810.

doi: 10.3390/biomedicines9121810.

Badan M.1., Piciu D. Immunohistochemical markers and SPECT/CT
somatostatin-receptor (**"Tc-tektrotyd) uptake in well and moderately
differentiated neuroendocrine tumors. Acta Endocrinol (Buchar).
2022;18(4):523-30. doi: 10.4183/aeb.2022.523.

Knunnueckne pekomenanuu. Heitpo6inacroma. Hanmonanenoe 06-
IIECTBO JETCKHUX remarosoros u oukonoros, 2020. [Clinical
recommendations. Neuroblastoma. National Society of Pediatric
Hematology and Oncology, 2020. (In Russ.)].

Ben-Sellem D., Ben-Rejeb N. Does the Incremental Value of
123]-Metaiodobenzylguanidine SPECT/CT over Planar Imaging Justify
the Increase in Radiation Exposure? Nucl Med Mol Imaging.
2021;55(4):173-80. doi: 10.1007/s13139-021-00707-5.

Bleeker G., Tytgat G.A., Adam J.A., Caron H.N., Kremer L.C.,

Hooft L., Dalen E.C. 2I-MIBG scintigraphy and ¥F-FDG-PET
imaging for diagnosing neuroblastoma. Cochrane Database Syst Rev.
2015;(9):CD009263. doi: 10.1002/14651858.CD009263.pub2.

Kroiss A.S. Current status of functional imaging in neuroblastoma,
pheochromocytoma, and paraganglioma disease. Wien Med
Wochenschr. 2019;169:25-32. doi: 10.1007/s10354-018-0658-7.

Emami-Ardekani A., Mirzabeigi A., Fard-Esfahani A., Fallahi B.,
Beiki D., Hassanzadeh-Rad A., Geramifar P., Eftekhari M. Comparing
diagnostic performance of *!I-metaiodobenzylguanidine (**!I-MIBG)
and *mTc-hydrazinonicotinyl-Tyr3-Octreotide (**"Tc-HYNIC-TOC) in
diagnosis and localization of pheochromocytoma and neuroblastoma.
Iran J Nucl Med. 2018;26(2):68-75.

Alexander N., Marrano P., Thorner P., Naranjo A., Van Ryn C.,
Martinez D., Batra V., Zhang L., Irwin M.S., Baruchel S. Prevalence
and Clinical Correlations of Somatostatin Receptor-2 (SSTR2)
Expression in Neuroblastoma. J Pediatr Hematol Oncol.
2019;41(3):222-7. doi: 10.1097/MPH.0000000000001326.

Zhou Z., Wang G., Qian L., Liu J., Yang X., Zhang S., Zhang M.,

Kan Y., Wang W., Yang J. Evaluation of iodine-123-labeled
metaiodobenzylguanidine single-photon emission computed
tomography/computed tomography based on the International Society
of Pediatric Oncology Europe Neuroblastoma score in children with
neuroblastoma. Quant Imaging Med Surg. 2023;13(6):3841-51.

doi: 10.21037/qims-22-1120.

Limouris G.S., Giannakopoulos V., Stavraka A., Toubanakis N.,
Vlahos L. Comparison of In-111 pentetreotide, Tc-99m (V)DMSA and
1-123 mIBG scintimaging in neural crest tumors. Anticancer Res.
1997;17(3B):1589-92. PMID: 9179199.
https://classic.clinicaltrials.gov/ct2/show/NCT04023331 [DaekTpoH-
HBIT pecypc]. lara obpamenns: 22.10.2023.

OpuruHanbHble uccneposanus // Original studies




0630pb! nuTepatypbl // Literature reviews

) POCCUCKII YKYPHAN 1 12024

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 11
https://doi.org/10.21682/2311-1267-2024-11-1-44-51 (0
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[Iposeden pempocneKmusHblll  AHAAU3  2UCMON0CUMECKUX UCCAe008aHUll 60 3SHYKACUPOBAHHbIX 2Aa3 ¢ KAUHUMECKUM OUAeHO30M
pemunodracmomol (Pb). B cmamve npedcmagnenvi c600Hble JaHHble U3MeHeHUll 000104eK 2nasa, NOPAadCeHHbIX ONYXO0Abo, NPUSHAKU
aepeccuu Pb, nymu sxcmpabyavbapHoeo pacnpocmpanenus. B pabome ucnonv3oean cmandapmusupoeanHblii RPOMOK oA MOPGHOA02UHECK 020
uccaedogsanus enaz npu Pb. Yoeneno enumanue eucmonoeuveckum npusHakam nevebHoeo namomopgosa Pb, emopuunoil eraykomor
u cybampoghuu enasznoeo s610ka. Jlansi pekomeHOAuUU o MaKpo- U MUKPOCKORUHECKOMY UCCAe008AHUI0 2AA3H020 A010KA C BHYMPULAAZHOI
onyxonvto — Pb.
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Morphological features of retinoblastoma — primary and secondary eye changes. Practical issues
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A retrospective analysis of histological studies of 60 enucleated eyes with a clinical diagnosis of the retinoblastoma (Rb) was carried out. The
article presents a summary data on changes in the retina, choroid, iris, sclera, optic nerve and other structures of the eye affected by the tumor,
signs of the Rb aggression, and ways of extrabulbar spread. A standardized protocol for morphological examination of the eyes with Rb was
used in the study. Attention was paid to the histological signs of therapeutic pathomorphosis of the Rb, secondary glaucoma and subatrophy of
the eyeball. The article also contains recommendations about macro- and microscopic examination of the eyeball with intraocular tumor — Rb.
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BaaroxapuocTn

ABTOp BbIpaxaeT 0JaroflapHOCTh 32 MOMOIIb U BCECTOPOHHIOK TOMIEPXKKY MPU MOATOTOBKE MTAHHOI CTaThl CBOMM KOJUIETAM — COTPYIHHKaM
otnena odraabmooHkonorun u pamuonorun ®TAY «HMUL «MHTK «Mukpoxupyprus riasa» uM. akaa. C.H. ®emopoBa» MuH3npasa
Poccuu u IM4HO ero pyKOBOAMUTENIO A.M.H. AHIper AjekcaHapoBudy SIpoBoMy, a TakxkKe MPU3HATEIBHOCTh 32 MHOTOJIETHEE COTPYIHUYECTBO
U LEHHEHIINA OOMEH OIMBITOM B IaHHOM HAMpaBJICHUU BEAYIIEMY HAyYHOMY COTPYIHHMKY XUPYPrudeckoro otaesieHusi Ne 1 (omyxoseii rojoBbl
u weun) HUU netckoii oHkonoruu u remaronoruut uM. akag. PAMH JI.A. lypuoBa ®I'BY «<HMUL onkonorun um. H.H. broxuna» Munsnpasa
Poccun, npodeccopy kadeapsl aerckoit oHkosoruu uMm. akaia. JILA. lypHopa ®I'BOY JAI1O PMAHIIO MunsnpaBa Poccuu, n.m.H. TaTbsiHe
JleonnnoBHe Yi1akoBoii.

CraTbsl TOATOTOBJIEHA 10 MaTepraiaM mporpaMmmHoro nokiana Ha I [1Ikose mo nuarHocTuke v JieueHuUIO feTel ¢ petTuHobmacTomoii (Mocksa, 2023).
ABTOp Gy1arofapuT Bpaueii-opauHaTopoB 2-ro roaa ooyueHuss HUW nerckoit onkonoruu u remaronoruu um. akan. PAMH JILA. [lypHoBa Mpuny
OpbeBny TpyuikoBy u Taucuto CepreeBHy E310KOBY 32 KOHBEPTAlMIO BUACOMPE3CHTALIMK B TEKCTOBYIO CTEHOTpAMMYy MOKJIaaa U TeXHUYECKYIO
MOIEPKKY MPpU 0DOPMIICHUH CTAThH.
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AKTyaJbHOCTD

Petuno6nacroma (PB) sBastercst Hambosee pacmpo-
CTPaHEHHOW 3JI0KaYeCTBEHHOW BHYTPUIJIA3HOW OITyXO-
JIBIO Y NIeTeii, cocTaBisionieit ot 2,5 no 4 % Bcex 310Kaye-
CTBEHHBIX HEOIJIa3M JAETCKOro Bo3pacTa [1].

C pa3BUTHEM OPTaHOCOXPAHSIIOIIETO JICUSHUS U MYJTb-
TUIVMCUMIUIMHAPHBIM TIOAXOAOM CITaceHMe Tja3a cTa-
HOBUTCSI BO3MOXHBIM TIPM BHYTPMIJIA3HBIX OITyXOJISIX
rpynit oT A 1o D [2]. OgHako nipu OmyxoJisgx rpymnmnsl E
u rpynnsl D (0OMHOCTOpPOHHUE Cilydyau) B OOJIBIIIMHCTBE
CJTy4aeB METOJIOM JICUEHUST OCTACTCS SHYKJICALIUS C BBICO-
KOW YacTOTOW TMCTOIATOJIOTMYECKUX (PaKTOpPOB pHCKa
B 9HYKJICMPOBAHHBIX TJ1a3aX B Pa3BUBAIOIIMXCSI CTpaHax
B OTJIMUME OT Pa3BUTHIX CTpaH [3].

CornacHo Ilpukazdy MwuHucTepcTBa 3apaBOOXpa-
Henust Poccuiickoit @enepanuu ot 24 maprta 2016 ©.
No 179H TIpOTOKOJBI TIPUMKU3HEHHOTO TaTOAaHATOMM-
YECKOTO WCCJIeIOBaHMS, 3allOHseMble TIPU WM3YyYCHUU
MOpP(OJIOrMYecKoro MaTepuaia, Coaepxar JUIIb O0UIniA
MYHKT MUKpOCKOMUYecKoro onucanus [4]. OgHako npu
OIMUCAHUU TJIA3HBIX S0JIOK ¢ BHYTPUIJIA3HOI OITyXOJIbIO
HEOOXOIUM CTPYKTYPUPOBAHHBIN TIOIXOM B M3JIOXKEHUU
STUX AAHHBIX IS TIepefayu KIMHULIMCTaM M OTIpeiesie-
HUSI TIPaBUJILHOM TAKTUKU JaJbHERIIETO JeueHus 5, 6].

[t mpoBefeHUsT TUCTOJIOTMYECKOTO MCCIIEeI0OBAHUS
1aza TpedyeTcsl KauyecTBeHHas ¢ukcalus maTepuaia,
MpeocTaBlIeHNe aHAMHECTMUECKUX JaHHBIX O Pe3yiib-
TaTax MpenornepalMoHHOr0 00CIeI0BaHUS U MPOBEIACH-
HOTO JIEYeHUsI, KOTOpble HEOOXOMMMBI Il TTpaBUILHOMN
BBIPE3KM B COOTBETCTBUM C OCHOBHBIM OYaroMm TopaxKe-
HUS. B cBsI3M ¢ 3TMM Ha Bcex aTamax MopdoIoruaeckoi
JMIMarTHOCTUKU OT JHYKJICAIMU JIO TOJYYEHUS TOTOBBIX
MpenapaToB cleAyeT MOAIEPKUBATh TECHYIO CBSI3b MEXIY
Xupyprom u mopdosorom [7, 8].

[MonyyeHrue CBOEBPEMEHHOTO TMOJIHOIO MOPMOJOTU-
Yyeckoro omnucaHus riasa npu Pb cmocoOcTByeT paHHel
peabunurTaluy MaiueHToB. Mopdosornyeckue MpoTo-
KOJIBI 3a49aCTyI0 CoiepKaT HEOOXOMMMbI MUHUMYM JIaH-
HBIX JUISI OTIpeNeIeHUsT JajbHEUIeld TaKTUKU BEICHUS
0OOJIbHBIX, HO UHOTIAa MOP(OJIOTY ciieayeT MpeacTaBIsITh
paclIMpeHHble JaHHble 00 W3MEHEHWU 000JoYeK IJia-
3a nipu Pb, maromopdo3 camoii ornyxonu, BTOPUUYHbIE

CTPYKTYPHBIE U3MEHEHUS TJ1a3a, KOTOPbIE MOTYT OOOCHO-
BbIBaTh Ha3HAYCHUE abIOBAHTHOI Tepanuu, ONpeacisiTh
CPOKM TPOTE3UPOBAHUS, CIYXUTh MPEIMETOM HayYHBIX
WU3bICKAHUIi, B TOM YHCJIE C KOMILUIEKCHBIM MOIXOA0M
B COCTaBJIEHUH MTPOrHO3a MeTacTasupoBanus [7—10].

Iea» wuccnenoBanus — TIPEIOCTaBUTh HEKOTOPbIE
TMepBUYHbIE WM BTOPUYHBIE M3MEHEHUs riaza rnpu PD,
YUUTBIBAsSE MHOT0OOpa3ue MOp(oJIOrn4ecKoro CTpOCHUS
OITyXOJIM, a TAaKXe €€ U3MEHUYMBOCTb IOJ BO3IEHCTBUEM
paHee TIPOBEIEHHOTIO JICYEHNSI.

MarepuaJjisl 1 METOIbI

[IpoBemeH pPETPOCIEKTUBHBIN aHAJIN3 pPEe3YyIbTaTOB
MPYDKU3HEHHBIX  TaTOJIOTOAHATOMUYECKNX HWCCIIeI0Ba-
HUi 60 SHYKJIEMPOBAHHBIX ITIA3HBIX SI0JIOK, ITPOBEIECHHBIX
B nepuon ¢ 2018 mo 2023 r. B maTo0roaHaTOMUYECKOM
nmaboparopunn PITAY «<HMUIL «MHTK «Mwukpoxupyp-
rug rima3a» uM. akag. C.H. ®@emopoBa» Mun3apasa Poc-
cun (38 KIMHUYECKUX CJyyaeB — MallMeHThI OTAeJIeHUS
odrameMooHKoNOoTMM M panuosiornn @TAY «HMMUIL
«MHTK «Mukpoxupyprust rnaza» um. akaa. C.H. ®eno-
poBa» MuHn3znpaBa Poccum u 22 — KOHCYJIBTaTUBHBIN
MaTepHaJl TOTOBBIX THCTOJIOTMUECKHX MPerapaToB IPYTHX
YUpEXKIACHUI).

MakpoCKOITMYeCKOe OITICaHNEe 1 BBIpe3Ka TUCTOJIOTH -
YeCKOTo MaTepualia pPOU3BOISATCS C YUETOM Tororpahun
OCHOBHOT'O OYara OITyXOJIM, OTPEAeJIIeMOro IO JaHHbBIM
JIOOTIePalIMOHHOTO MCCIeNOBAaHMS VJIA C UCTIOJb30BaHM -
€M METOOWKM TPaHCUJUTIOMHHAIWU (I1rachaHOCKOIINHN )
WM30JIMPOBAHHOTO TJla3a, €CIM TI03BOJISIET MPO3PAaYHOCTh
POTOBUIIBI U TITyOXeeXamnx cpea. BcKpbITre ocyiecT-
BIISICTCST MEpUANAHAIBHO, ¢ (POPMUPOBAHUEM IICHTPAITb-
Hoii kojoaku (1K), coaep:kaliieit ocHOBaHME OITyX0JIEBO-
ro o4ara, — KOJIbIIO CIIepeay OrpaHMYEHHOE POTOBMIIEH,
c3anM BKIIouUarouiee 3puteibHbiii HepB (3H) (puc. la).
OcraBiimecs O6okoBble Kojonku (BK), pasneneHHbie
BIIOJIb, 3AJIMBAIOTCS B OTAC/IBHEIC OJIOKU B THaMETPaIBHO
npoTtuBonojoxHoMm LK Mepuamane, 4ToObl TOJYYUTH
MaKCUMAaJIBHBI OTBET IT0 TTOPaXKCHMIO BCEil IIIOIIAmM
xopuouaeu (puc. 16). Ilpu cydToTaabHOM 3aMoJHEHUU
BUTPEAJIBHOM TIOJIOCTA ONYXOJEBBIMA MaccaMd WIIN
HEBO3MOXHOCTU OIIpeNieIeHUsI Tororpaduu OCHOBHOTO
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ouara Beipe3ka LK ocyiecTisieTcss B TOpU30HTaIbHOM
MepUuIraHe, OPUEHTUPOM MOTYT CIIY>KUTh KaHAJIbI 3aTHUX
IJIAHHBIX TAJIAAPHBIX apTepuii U JUIMHHBIX LIUJIMAPHBIX
HEpBOB B cKJiepe 1o 6okaM oT 3H, a Takxke CyXOoxKMIus
9KCTpaOyab0apHbIX MbII. ductaabHbiii oTpe3ok 3H
TpeOyeT 0co00oro BHMMaHUS. 3ayacTylo XUPYprd caMu
MMPUCHUIAIOT €T0 OTHCAbHBIN (DparMeHT IS HCCIeNo-
BaHUsI, eciM HeT U jiuHa 3H sHyKjIeupoBaHHOTO Iia3za
IMO3BOJISIET, MBI CAMM €TI0 OTCeKaeM U ITyCKaeM B IIPOBO/I-
Ky B IIOIIEPEYHOM Cpe3e TaK Ha3bIBaeMBbIE IISITAYKU, YTOOBI
OLICHUTH MPU TPOPACTAHMU TUIOIIAAhL IMOPaKEHUs JTUHUMU
OTCEUYEHMSI VI K€ OBITh YBEPEHHBIMM, UTO HET OITyXOJIEBBIX
OTCEBOB HM B MEXK000JI0YEYHOM ITPOCTPAHCTBE, HU B CTBOJIC
3H (puc. 16). BnaxxHoro apxuBa mpakTUUECKN HE OCTAETCS,
HUCKJTIOYEHNE COCTaBISIOT Te yJacTku BK, B KoTopbix He
0oOHapy:keHa OITyXOJIb U1 OIYyXOJIEBbIC OTCEBHI.

HexkoTtoprle r1aza, KOTopble TOCTYIIal0T Ha KOHCYJIb-
Taluio, comepxkar xpycraauk. HacTosiTe1bHO peKOMeH-
JIyeM OTKa3aTbCSd OT OCTAaBJICHUS XpyCTaJluKa BHYTPU
LK, moToMy 4TO 3TO M30IMpOBaHHAs CTPYKTypa Tja3a,
He uMeroIasi KpOBOCHAOXeHUsT M MHHepBaluu. M3me-
HEHMSIM TIOABEpKEHa JIMIIb Karcyaa, 1a U TO TOJbKO
IMOBEPXHOCTHO, YTO HE MMEET AMarHOCTUYECKON 1IeHHO-
ctu. [lpucyrcTBue XpycTraauka 3HAYUTEJIbHO CHUXKAET
Ka4eCTBO TMCTOJOTMYECKMX IIperapaToB MpU METOIMKE
napaguHoBoit 3anuBku. [1pu rucTonornuyeckoit mpoBoI-
Ke B pe3yJbTaTe 00e3KMpPUBaHUS U 00e3BOXKUBAHUS XPY-
CTaJMK TpeBpallaeTcsl MpakKTUIECKU B MHOPOIHOE TEJIO
CTEeKJISIHHOU TIJIOTHOCTH, YTO TPaBMMPYET OKpYXKalolllne
000JIOYKH 1 OITyXOJIEBYIO TKaHb ITPU MUKPOTOMMUM.

Heob6xogumo otMeTuTh, uto ¢ 6oka LK n3roraBnm-
BaeTcsd He MeHee 10 ypoBHel cpe3oB, KaXIblil HyMepy-
eTCsI TIOCTIeNOBATEIbHO NI BOBMOXHOCTH OIpeaeICHUs
ypoBHs1 nopaxkeHusi, BK — He meHee 5 yposHeii. Ilpu
BBIPAXKEHHBIX BTOPUYHBIX U3MEHEHUSIX, 8 UMEHHO OCCH-
dukamu, TpeaBapuTeIbHO MaTepuaa ITOABEpraeTcs
JeKaJblIMHAIIMKM, WHOTAA KPOME CTaHOApPTHOM OKpacKu
reMaTOKCUJIMHOM U 303MHOM MBI MCIOJIb3yeM OKPACKY
MUKpohyKCMHOM 110 MeTonuke Ban [30Ha.

Jnsa yno0cTBa CTPYKTYpUPOBAHMS IeTajeil UCCaeno-
BaHUS B OTHOIIICHUM HYKJIEMPOBAHHBIX IJ1a3 ¢ IOI03pe-
HueM Ha PB MBI B cBoeit paboTe MCITOJIb30BaIM MPOTOKOJ,
yrBepxkaeHHbli B 2003 . B8 HUM nerckoii oHKomoruu
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u rematojornu uM. akag. PAMH JI.A. lypHosa ®I'bBY
«HMMUWLI onxkonorun M. H.H. brnoxuna» MwuH3apaBa
Poccuu. IpoTokon cogepXuT od1Iue CBeIeH!s O Maln-
€HTe, KIMHUYECKMI IMarHo3, pe3y/IbTaThl UCCIIeI0BAHUIA
M IIPEILISCTBYIOIIME A0 SHYKJIeallMd METOAbl JICUCHUS
(ecau TakoBbIe ObUIM), MAKPO- U MUKPOOITMCAHUE TJa3-
HOTO s10J10Ka, a TaKKe JOIOJHEHUs OT MopdoJiora (eciun
TaKOBBIE OBIIIN).

Pe3syabraTsi

Hdng Bepudukanumu auarHoza PB ocymiecTsisics
TMIOMCK HEHPOOJIaCTOMHOTO CTPOCHMSI OITYXOJIM, @ UMEHHO
posetok Xomepa—Paiita 1 ®PnexkcHepa—BuHTepiuTepHa
(puc. 2). OCHOBBIBasICh Ha COOCTBEHHOM KJIMHUYECKOM
OITBITE 1 KOJIJIETMaIbHOM OOCYKIEHUM ITPEIapaToB ¢ Ipo-
deccopom Munoit IleTpoBHO#T XopolnuaoBoii-Macio-
BOI1 (MOMM HaCTaBHUKOM M YYUTEJIeM B Ipodeccuut), cTo-
WUT OTMETUTH, YTO PO3ETOYHOE CTpoeHUe XoMepa—Paiita,
LIEHTPOM KOTOPOTO SIBJISIETCS COCY/, OOJIbIIIC HOCUT TIEPH-
LUTApHBI XapakKTep, YeM MCTUHHO HelpoOyiacTOMHOE
MPOUCXOXKIECHUE, TTOITOMY MOXKET SBJISIThCS TTPU3HAKOM
HU3Ko# auddepeHInpoBku omnyxoau. Posetku diekc-
Hepa—BuHTepiTeiina 6ojee crieiuUYHbI U B HUX TIPO-
CJIEXKMBAETCSl CTPYKTypa UCTUHHOM HelpoOIacTOMbI Kak
nepBUYHOro KoMrnoHeHTa. O0OpaiiaeT Ha ce0s1 BHUMaHue,
4YTO po3eTKN XoMmepa—PaiiTa pacrosaraiorcs BOCHOBHOM
B aHAIUIACTUYECKOW 30HE, IIe OIyXOJib MpPEICTaBlicHa
MEJIKOKJIETOYHBIM CTPOSHUEM U HET BO3MOXHOCTHU Iuch-
(epeHIMPOBATH MOP(HOTHUII.

B cBoeit mpakTrKe Mbl HU pa3y He HaOJIoIalu B SHY-
KJIEMPOBAaHHBIX IIa3ax MPU3HAKOB PETMHOLIMTOMBI U HE
BCTpeYaIu TaK1e CTPYKTYPhI, KaK (hJIOPETTHI.

ITo moBoay MHBa3MM CceTYaTKU CIEAyeT cKa3aTb, YTO
MaKpOCKOIIMYEeCKOe OINMHMCaHue MaJouH(pOpMaTUBHO
B OTHOIIEHUHU XapaKTepa pPocTa OIyXOJu, 3HIOMUTHBIN
WIN 3K30(DUTHBIA POCT OIpPEAeSITCS JIMIIb IMPU TUCTO-
JIOTUYECKOM MCCJICIOBaHUM C YCTAaHOBJIICHHWEM BEKTOpa
pacmpocTpaHEeHUsI OIMyX0JIeBO MHBA3UU.

KpaitHumu ¢popMamMu MHBa3MM CETYATKU MOXKHO CUM-
TaTh TUMDOY3HYI0O MAaCCUBHYIO MHGMIBTpaluo (puc. 3a)
¥ 049aroBoe MOopaXKeHMe CeTYaTKU C YaCTUYHBIM COXpaHe-
HUeM CTpaTU(dUKAILUU CJIOEB U €€ BO3MOXHOro Mopdo-
(byHKIIMOHAIBHOTO CTpoeHus (puc. 30).

>

<

Puc. 1. O630proe pomo evipeszxu mamepuana suykaeuposannoeo earaza ¢ Pb: a — I[K u BK npu mepuouananvhom eckpuimuu enasnoeo s610ka; 6 — demanu
BK u yoanennwiii uz enaza xpycmanux; ¢ — ducmanshwiii hpaemenm 3H. Cmpeakamu yKazana opuenmuposka mamepuana 8 napagpunosom oaoke

Fig. 1. An overview photo of the material clipping from the enucleated eye with Rb: a — central and lateral callots during meridian opening of the eyeball;
0 — details of the lateral callot and the removed lens; ¢ — distal fragment of the optic nerve. Arrows indicate the orientation of the material in the paraffin block
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a 0

Puc. 2. lucmonoeuueckoe cmpoenue PB: a, 6 — pozemiu Pnexcrnepa—Bun-
mepwmepHa; 8, e — posemku Xomepa— Paiima. Okpacka eemamokcuaunom
u 203unom: a — x 200; 6, e — x 400; 6 — x 100

Fig. 2. Histological structure Rb: a, 6 — Flexner—Wintersterner rosettes; e,
e — Homer—Wright rosettes. Stained with hematoxylin and eosin: a — x 200;
0, e — % 400; 6 — % 100

a 0

Puc. 3. lucmonoeuueckoe cmpoenue Pb. HUneaszus cemuamiu: maccusnas
uHpuabmpauyus (a) u ouazoeoe nopaxcerue (6), cmpenkoil yKazana HympeH-
HA5 noepanuuHas memoparna. OKpacka 2emamokCcusuHom u 303unom, < 100

Fig. 3. Histological structure Rb. Retina invasion: massive infiltration (a) and
focal lesion (6), arrow indicates the internal limiting membrane. Stained with
hematoxylin and eosin, < 100

B HekoTopbIX chaydasx caepKuBamoInM (HakKToOpoM
JMIMCCEMUHAIINU OITyXOJIM TI0 CTPYKTYpaM Tjiasa SIBIISIeTCS
HAMPSKEHHOCTh BHYTPEHHEU MOTPaHUYHONW MeMOpaHBbI,
JTOJITOE BpeMsI YIEPKUBAIOIIEH 3TOT O4ar B CTPYKTYpe (CM.
puc. 36). C HUM CBsI3aH OPYTOM acIIeKT — ITOPasKCHME CTe-
KJIOBUITHOTO Tesa. Borpoc nuckytabenbHbIN B OTHOIIIE-
HUU SHYKJIEMPOBAHHBIX TJIa3, TOTOMY 4YTO BO BCEX MCCTIE-
JIOBAaHHBIX TJIa3axX 0e3 MPEAIIeCTBYIOIIETO JICUCHUST KaK
MPU MACCUBHOM, TaK U TPU HEMACCHUBHOM IOPAXKEHUU
CETYATKU MBI OOHAPYXMBAIM OITYXOJIEBbIE KIETKU B CTE-
KioBUIHOM Tesie. OHO MOTJIO CONEPXKaTh «PacChITaH-
HbIE» KJIETKU (pucC. 40), CTPYKTypUPOBAHHbBIE KJIETOUHBIE
KOMIUIEKCHI — MEJIKHME TUPJISTHABI OIYXOJIEBBIX OTCEBOB
B (hpOpO3HOM3MEHEHHOI CTPYKTYpe CTEKJIOBUIHOTO TeJia
(puc. 4a) wv MOTHOE 3aMOJTHEHUE BUTPEATBHOM TIOJIOCTH
OTTyXO0JIEBOM TKaHBIO (puc. 46).

IMpu wHBa3uM cocyaucToil OOOTOYKM 3acCTyKMBAET
BHUMAaHWUS KaXIbliA U3 OTHEJIOB.

Xopuouzest (COOCTBEHHO cocyaucTas o00JI04Ka) — ee
MacCHUBHasi MHBA3Us MPU KOHTAKTE CO CKJIEPOI HUKOTIA
HE BBI3BIBAET COMHEHUSI, OCOOEHHO B COYETAHUU C Mac-
CHBHOI WMHBa3uWel cetyaTku (puc. Sa). OmHaKO 0co060TO
BHUMaHUSI TPEOYIOT Ciiydal HECOOTBETCTBUSI CTETIEHU
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Puc. 4. Tucmonocuueckoe cmpoernue Pb. Hneazus cmekaosudnozo meaa.
OKpacka eemamoKcuasuHoM u 303utom: a, 6 — x 100; 6 — x 50

Fig. 4. Histological structure Rb. Vitreous invasion. Stained with hematoxylin
and eosin: a, 6 — % 100; ¢ — x 50

MOpaXkeHUsI ceTYaTKU U xopronaeu. Hanpumep, Hainuue
CyOpeTHHAJIBHOTO 3KCCyaTa Mpyu OYaroBOM IMOPaXXeHUU
CETYaTKU U SIKOOBI OTCYTCTBUE €€ KOHTAKTa C COCYIUCTOM
000J104KOI1, 0OTHAKO 0OHAPYKUBAIOTCS NeheKThl MeMOpa-
Hbl Bpyxa ¢ NpOHMKHOBEHHEM OIYXOJU B COCYIUCThIC
cinou. Mnm mojiHOe 3aroJIHeHHWE BUTPEaJbHOM ITOJIOCTH
C pa3pylIeHUEM CeTYaTKU IIPU MHTAKTHOM HETIOBPEKIEH-
Hoii MeMOpaHe bpyxa, Kak 3To nmpeacTaBieHO Ha puUc. 50.
IToaTOMyY 11 HEOOXOAMMO CEPUITHOE U3TOTOBJIEHE CPE30B
He TosibKo LIK, Ho 1 BK.

a 0

AN

Puc. 5. lucmonoeuueckoe cmpoenue Pb. Hneasus xopuoudeu (a) u 6e3 unea-
3uu xopuoudeu (6), Ho ¢ usmeHeHusMU MemOpanbl bpyxa, komopule ykazamvt
cmpenxamu. OKpacka 2emamoKcuAuHoM u 303uHom, % 400

Fig. 5. Histological structure Rb. Choroidal invasion (a) and choroid without
invasion (6), but with Bruch’s membrane changes which are indicated by
arrows. Stained with hematoxylin and eosin, % 400

XapakTep TIOpaXeHUsl ILUJIMapHOro Teja 3aBUCUT
OT BEKTOpa IMOPAXEHMS: 3aJHUN XOPUOMIAIbHBIN WU
NepeaHUA UPUIOLIMIMAPHBIN, W30JIUPOBAHHOTO IIOpa-
JKeHUSI LIMJIMapHOTo Tejia B Hallleil MpakKTUKe He BCTpeda-
JIOCh.

XapakTtep MOpakeHUs pagy>KK1 UMeJl CBOM OCOOEH-
HOCTU, KOTOPBI MOXKHO OTHECTH JIM0O0 K MHMUIBTPAIIUH,
60 K aucceMuHauuu. Ilpu mepBoM BapuaHTe BHEIIHE
TOJIIIMHA Pamy>XKU MOXKET HE MEHSThCSI, KaK MOKa3aHO
Ha puc. 6a, HO IIPY 3TOM UIET MaCCUBHAsI UHMOWIBTPALIMS
€€ OMYyXOJEBbIMU KJIETKAMU, B TOM YMCJI€ C BOBJICUEHUEM
uuauapHoro Teaa. lllnemmoB kaHan He nuddepeHUnpy-
€TCS M BOISHUCTbIE BEHbI MOJHOCTBIO 3alOJHEHbI MeJ-
KOKJIETOYHBIMU DJIEMEHTaAaMU, CUMYJIUPYIOIIUMU JIMM-
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(o1uThI, OAHAKO HA CAMOM JIeJIe 3TO OIyX0Jjb. B mpyrom
ciaydae KJIMHUYECKM OOHApyXEeHHbIC KPYITHbIE O4aru Ha
MepeaHe TOBePXHOCTHU PaILyKKH ITPY OMOMUKPOCKOIIUH,
MpY TUCTOJOTMYECKOM MCCJAEIOBAaHUM OKa3bIBAIOTCS
MOATBEPXICHHBIMU odaramMu PbB, HO wHBasuu pamyx-
KU HET, UMeeTCs MNpMKJICUBaHUE/alIuIMKALUs JaHHbIX
KOMILIEKCOB Ha IOBEPXHOCTb. CIIOXHO CYIUTh B 3THUX
cydassX — 3TO IPOTHOCTUYECKM OJarompUsITHBIA WU
HeOMaronpusITHBIN TpU3HAK?

a 0

j ~

Puc. 6. lucmonoeuuecioe cmpoenue PB. Hneazus padyicku u dpenaicroi
cucmemvl (a) u 6e3 uneazuu padyxcku (6), Ho ¢ annaukayueli OUCCeMUHUPO-
BAHHBIX 04206 NO ee nepedHeil U 3a0Hell NOBEPXHOCMU, YKA3AHb CIMPeAKami.
Okpacka eemMamoKkcuauHoM u 303unom, x 100

Fig. 6. Histological structure Rb. Iris and drainage system invasion (a) and iris
without invasion (6), but with application of disseminated foci on its anterior
and posterior surface, indicated by arrows. Stained with hematoxylin and
eosin, X 100

HacropoxeHHocTh B oTHoueHuu 3H o0bIYHO 000-
CHOBaHa, HCCIeAoBaHUE TpeOyeT Cephe3HOTO IOAXOMa.
[IpenamuHapHOe MopakeHne MPaKTUIECKU BCEeTaa OTHO-
tunHo (puc. 7a). bonee riydokast ”HBa3usI ¢ pacIpocTpa-
HEHMEM 3a YPOBEHb PEIIeTIATON IJTACTUHKN MOXKET ObITh
npencTaBieHa B 2 BapuaHTax. [1epBrblii BapuaHT (puc. 70) —
pETpOJIaMUHAPHBIMA OYar OIYXOJM KOMIIAKTHbINM, OBaJlb-
HBIM, CIaXKeHHBIN CO BCEX CTOPOH, HAOMI0JAETCS YeTKas
rpaHUIla MEXAY HEpBHOW TKaHbBIO U OITyXOJIEBBIM Y3JIOM,
IIPpY 3TOM BapHaHTE €CJIU y3eJ He TMOBPEXICH — JUHUSI
OTCEUYECHHUSI HepBa CBOOOMHA OT OIYXOJEBBIX 3JIEMEHTOB.
Bropoii BapuaHT (puc. 76) — XaoTW4yHass MHOUIBTpa-
g 3H KiIeTOYHBIMM KOMIUIEKCaMM, YTO 4Yallle BCEero
COIPOBOXKIAETCS crelnbuiyecKkuMu u3MeHeHussmu 3H,
COOTBETCTBYIOIIIMMU TJayKOMe, TaKMMH KaK SKCKaBa-
s nucka 3H, mepunanwiisspHOe «IJIayKOMHOE Tajio»,
pacimmpeHre Mexko00J04YeyHoro IpocTtpaHcTBa. Ckiia-
NIBIBA€TCS OIIYIIICHUE, YTO MOBBIIIICHHOE BHYTPUIJIa3HOE
JIaBJIEHNE CIIOCOOCTBYET BHEAPEHUIO OITyXOJI1 B BEILIECTBO
3H. UMeHHO B 3TUX Cllyyasix BLICOKA BEpPOSITHOCTDb HaJIU -
YUsI KJIETOK OITyXOJU B Kpae Pe3eKIIMM BHE 3aBUCUMOCTU
OT JUIMHBI €T0 OTCEUYECHUSI ¥ IIO3TOMY TaK BaXKHO IOmepey-
HOE HCClIe0BaHKUE €T0 AMCTaTIbHOIO KOHIIA.

OTae bHBIM ITYHKTOM B IIPOTOKOJIE 3HAYNUTCS] MHBA3US
CKJIEpBI M B3KCTpacKiepalibHOE pPACIPOCTPaHEHHUE OITy-
xoymm. Ckiiepa — moTHast pubpo3Hast 00oji0uKa, Opaau-
TpodHa (HeT COOCTBEHHO COCYIUCTOM CUCTEMBI) — cama
SIBJIICTCSL CAEPKUBAIOIIMM (DAKTOPOM H3OJISILIMU  OITy-
xoau. OgHaKo 1 OHa ys3BMMa. MHOXECTBO 3MUCCApUEB
B CKJIepe — KaHaJIbl COCYJIOB M HEPBOB (IMIEpUHEBPAIbHO
3aIHAE KOPOTKME IUIMApHbIC apTepUU U 3aTHUE I~
apHbIe HEPBBI; 9KBAaTOPUAIbHO — BOPTUKO3HBIE BEHHI,
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Puc. 7. Bapuanmor uneazuu 3H npu Pb (¢paemenm L[K + ducmanvhblil
dpaemenm 3H): a — npeaamunapHoe; 6 — pemporamMuHapHoe KOMRAKMHOe
(6apuanm 1); 6 — pemposamuHapHoe UHPUALIMPAMUEHOE C 2AAYKOMHOU
9KcKasayuell (6apuanm 2) u Haauuuem onyxoneewix KAemok  Kpae pe3eKyuu
6 ducmanvrom ppaemenme 3H. Okpacka eemamokcuauHoM u 303uHom, X 50

Fig. 7. Variants of optic nerve invasion in Rb (the central callot and the
distal fragment of the optic nerve): a — prelamina invasion; 6 —retro-
lamina compact invasion (variant 1); ¢ —retro-lamina infiltrative invasion
with glaucomatous excavation (variant 2) and the presence of tumor cells
in the resection line in the distal fragment of the optic nerve. Stained with
hematoxylin and eosin, < 50

30Ha JIMMOA — TMepeTHue uIuapHbie aprepuu, InemMmMoB
KaHaJl ¥ BOISIHUCTHIC BEHbI IpeHaXXHOU cucTeMbl). CTOUT
00paTUTh BHMMaHWE Ha 30HY IPUKPEIUICHMS IPSIMBIX
MBIIIIL, UMEHHO 3[IeCh CKJIepa HanboJjiee ToHKas (puc. 8).

Hecmotpst Ha TO, 4TO BBILIEAININME Yepe3 IepeaHue
AMHCCAPUM KJIETOUHBIE KOMILIEKCHl IMPUKPBHITHI KOHbB-
FOHKTMBO#1, BCTaeT BOMPOC JIMIIIL O IMOIMaJaHuM B KPOBb
OITyXOJICBBIX 3JIEMEHTOB M PHUCKE MeTacTa3upOBaHMS,
a B CJIydasix MUKPOIKCTPaACKIIepaJbHOIO BbIXoJa B 00J1a-
CTH BKBATOpPa U B peTpoOyIb0apHOE IMTPOCTPAHCTBO 100aB-
JIIeT TakKe Mpo0JieM B OTHOIICHWE IEPBUYHOTO HIIO-
MPOTEe3UPOBAHUSI.

BropuuHble M3MeHEHUsI IJIa3HOTO s10JI0Ka B TEPBYIO
ouepesib CBA3aHbI C JJeueOHbIM nmaTroMopdo3oM. Hekpo3s,
IUCTPOGUISCKMI KaJdblIMHO3 WJIM OOBI3BECTBJICHUE —
BCE 3TO, K COXAJCHUIO, MPUBOAUT K OIHOMY MCXOIy —
cybaTpoduu rmaza u ocCu(UKaLMM BHYTPEHHUX 000J10-
yek (puc. 9). [l1az cTaHOBUTCSI KAMEHHBIM W JIUIIb U -
TeJIbHas AeKaJbLIMHALMS TTO3BOJISIET IIPOBECTU THCTOJIO-
ruJeckoe mccienoBanure. He Bcerma ymaercst ycTaHOBUTD
IuddepeHIUPOBKY U riucTojlornueckuii Tun Pb, Ho koM-
IUIEKChI KJIETOK-TeHeH, Tororpadust KalbLM(pHUKATOB,
MOP(hOJIOTUST XOPUOPETUHAIBHBIX PYOILIOBBIX MPOLIECCOB
MO3BOJISIET TTOATBEPANUTD TaHHBIM AMArHO3.
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a 0

e

Puc. 8. Bapuanmoi mukposxcmpackaepanbiozo pacnpocmpanerus onyxonu
no amuccapuam npu PB: a — nepednue smuccapuu u OpeHadcHas cucmema,
0 — 3a0Hue smuccapuu; 6 — 80046 60pMUK03HOU 6eHbl. OKpacka eema-
MOKCUAUHOM U 303uHoM, X 100

Fig. 8. Variants of microextrascleral spread of tumor along emissaries in
Rb: a — anterior emissaries and drainage system; 6 — posterior emissaries;
6 — along the vortex vein. Stained with hematoxylin and eosin, x 100

a 7

Puc. 9. Bmopuunvie usmenenus Pb: nexpos (a), oucmpoguueckuii kanrv-
yuro3 (6) u occuguxayus (8). Okpacka 2eMamoKCUAUHOM U IO03UHOM:
a,6— % 100; 6 — x 50

Fig. 9. Secondary changes Rb: necrosis (a), dystrophic calcification (6) and
ossification (8). Stained with hematoxylin and eosin: a, ¢ — % 100; 6 — x 50

Kaxwue eie ObIBalOT U3MEHEHUSI U C YeM OHU MOTYT
OBITh CBSI3aHbI?

C neyeOHBIM MaTOMOP(O30M MOXET OBbITh CBSI3aH
¢ubpo3 B 3aBUCMMOCTH OT JUIMTEJLHOCTH JICYEHUSI — 3TO
60 (pUOPOrIMo3 ¢ BNUPETUHANTLHBIMM MeMOpaHaMu
U TPaKIMOHHBIM KOMITOHEHTOM WJIM (PUOpO3HOE IIBap-
TOOOpa3oBaHUE C IPYObIMU M3MEHEHUSIMU apXUTEKTOHU-
K1 000JI04eK, CMEILEHUEM XpYyCTallKa, CUHEXUaJIbHBIM
MPOLIECCOM B TepeaHeli KaMepe U U3MEHEHUEM CTPYKTYP
ee yIla, CHOCOOCTBYIOLIMM pPa3BUTHUIO BHYTPUIJIA3HOM
TUIIEPTeH3UM M JaXke BTOPUYHOMN TIjayKoMbl. Hepenko
COCYIMCTasi CTeHKAa TMaTMHU3UPYETCS, CITIOCOOCTBYS UILIe-
MMU BHYTPUIJIA3HBIX CTPYKTYP, MOTEHLIMPYIOLIei (hrbdpos.
Cpenu 3TUX U3MEHEHMI BaXKHO HE YIYCTUTb COXPaHUB-
LIMeCsT oyaru ornyXxojau. OObIYHO UX MOXKHO OOHApPYXUTh
nepuBackyJisipHo (puc. 10a).
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Puc. 10. Bmopuunvie uzmenenus enaz npu Pb: neosackyaspusayus (a),
weapmoobpazosanue (6) ¢ 6a0Kadoii yera nepedweil kKamepwl, xosecmed-
moma (8), eemopmanvm ¢ A61eHUAMU PUOPoAUO3A (2), 2UANUHO3 CIEHOK
cocydos (0), u skccyoayus (e). Okpacka eeMamoKCUAUHOM U I03UHOM:
a, 8,0—x100;6,e, e — x50

Fig. 10. Secondary changes of the eye with Rb: neovascularization (a),
fibroplasia (6) with anterior chamber angle closure, cholesteatoma (s),
hemophthalm with fibrogliosis (2), hyalinosis of vascular walls (0) and
exudation (e). Stained with hematoxylin and eosin: a, ¢, 0 — x 100;
0,e,e— x50

BocnanutenbHble SBICHUS — HEOThbeMJIeMasl 4acThb
mpoliecca pe3opbiuu  omyxoau. Ilepexom B XpoHU-
yecKylo a3y XapakKTepu3yeTcsl IOsIBIeHHeM JuM@o-
LIUTAPHO-TUIA3MOIIMTAPHOM ~ MHGMWIBTpAllUM, WHOTIA
CUMYJIMPYIONIEH MEJIKOKJIETOYHBIN pocT ormyxoiau. Opra-
HOCOXpaHsIolee JeYeHNEe MOKET UMETh OCJIOXKHEHUSI, He
CBSI3aHHBIE C OIYXOJIEBOM MPOTrpeccueii, Harpumep, Impo-
BelleHHasl OpaxuTepanusl ¢ MONIIMBaHUEM allliuKaTopa
K CKJIepe MOXET BbI3BaTh €€ OTCPOUYEHHYIO AECTPYKIIHUIO,
Jectaduau3annio U auctpoduio. BroTs no ckiepoma-
JISILIMU, 9TO obJierdaeT MH(PUIBTPALIMIO CKJIEPHI OTTyX0JIe-
BBIMU KJIETKAMU, BCJICICTBUE YETO MOSIBIISIETCS YIpo3a X
BBIXOJIA 3a TIPEIeIbl I71a3a.

BuyTpurinasHas runepreH3usi — 3TOMY CIIOCOOCTBYET,
KaK TOBOPUJIOCH paHee, 3aKPhITHE yIja IepeaHeil KaMephl
U TIOSIBJISIETCS PUCK BO3HMKHOBEHUSI BTOPUYHOM TJIayKo-
MbI (cM. puc. 8a, puc. 100). 3aKkpbITHE YIjia IPOUCXOIUT
MEIJICHHO, HO OHO MEPBUYHO M TPEAIIeCTBYeT M3MEHE-
HusMm 3H (cMm. puc. 7a), mpu 3TOM 3aKPBITHIN YIOJl — 3TO
Bcerga 00Jib. YUMTHIBAsI, YTO BHYTPUIJIA3HAS TUIIEPTCH-
31sI MOXKET CIIOCOOCTBOBATh MHTPAHEBPAIbHON MHMUIb-
TpaLMU OIYXOJIH, TJ1a3 CTAHOBUTCS OECIepCIIeKTUBHBIM.

HeoBackynsapuzaiiysi — MOBepXHOCTHAsI M1 MHTPAOKY-
nsgpHast. [ToBepXxHOCTHAsE MOXET OBITh CBsI3aHA C 3aCTOM-
HBIMU SIBJICHUSIMU B COCYIUCTOI CHUCTeMe KOHBIOHKTUBBI
U CTPYKTYPHBIMU HM3MEHEHMSIMU OO0JacTU JIMMOa, 4YTO
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IpYU BpPacTaHUM B POrOBMILY MOXET IPUBECTH K ITOTEepe
ee npospayHocTu. HeoBacKynsipusalusi BHYTPUIIA3HbBIX
CTPYKTYP HACTOpaXkKMBaeT HECKOJIbKO OOJIbIle, IOTOMY
YTO MIIEMU3UPOBAHHbBIC YYACTKU OITyXOJIU TPEOYIOT KpPO-
BOCHAOXeHUsI, ¥ POCT COCYIOB BHYTPH IJIa3a MOXET ObITh
OIHUM U3 (haKTOPOB, CIIOCOOCTBYIOIIUX COXPAHEHUIO ¢
CTPYKTYPBI, @ TAKXKE pacCMaTpUBaETCs KakK (hakTop arpec-
cuu (cMm. puc. 10a).

DKccymanys ¥ KpoBom3nmusHus (cMm. puc. 10s, e).
OpraHu3aiust KpOBOM3IMSIHUM B TKaHSIX U TIPUMECH KPO-
BM B 3KCCylaTe ¢ TEUYEHMEM BPEMEHM MOXET IIPUBECTHU
K OTJIOXKEHUIO COJIeW BBICIIMX XKHUPHBIX KUCJIOT U (Hop-
MMPOBAaHMIO XOJIECTEaTOM B CTPYKType OIyxoyv. Molil-
Hasl 9KCCyaalys U XOJeCcTeaTOMbI TPeOyIOT TIIATEIbHOMN
nudbepeHIIMaaIbHON AUArHOCTUKU C MaCKUPYIOIIMMU
mpoleccaMu, B IIepByIo oyepeab ¢ petuHuToM Koatca.

Tenepb TOroBOpMM O KJIETOYHOM IOJUMOpPPU3IME
(puc. 11), KOTOPBIIA MBI MOXXEM BCTPETUTh KaK B CTPYK-
Type OMyXOJIM, TaK U B oboyioukax. Hanmpumep, KcaHTOM-
HBbI€ KJIETKU — IMPU3HAKU TUCTPOMPUIECKUX TTPOIIECCOB,
3epHUCTbIC, TIEHUCThIC, OHU MOI'YT COAepKaThCs B 00J1a-
CTU BKCCYIATOB, MEJKUX KpoBouwsnusHuii (puc. 1la).
Wiy ruraHTcKue MojuMHyKJIeapbl B Ka4eCTBE 2JIEMEHTOB
MakpodarajibHOil CHUCTEMbI, KOTOpbIE OOpIOTCS JIMOO
C MMEIOLIMMMUCS KaJdblLM(pUKaTaMU, JIMOO C OTIOXEHU-
€M HMMYHHBIX KoMIuiekcoB (puc. 116). JIumdounTsr
U 203MHO(MDUIBI — BOCHAJIMTEIbHBIC ITPOLIECCHI, TUIIEPE-
PrudYecKue peakiiiu, ajuIepruuyecKuii OTBET Ha JieYeHue
(puc. 11e). IlurmMeHTHBIE M3MEHEHUSI — TEMOCHUIEPO3,
MejlaHo3. Henb3s MCKIIIOYUTH, YTO MEIaHO3 OITyXOJIu
MOXET OBITh OOYCJIOBJIEH peakiueil MMIMEHTHOIO 3IH-
Teaust cetyatku. OH o0j1agaeT yAMBUTEIbHBIMU CBOI-
CTBAMM — MUIPHUPYET 4Yepe3 BCe CJIOM CeTYaTKHd Ha ee
BHYTPEHHIOIO IIOBEPXHOCTh U IOIABEPracTcs IMPOLECCY
TpaHcaudepeHIUPOBKU B KJIETKU (UOPOOIaCTUIECKO-
ro psifa ¢ rmorepeit murMeHTa (puc. 11e).

3aKimouenue

Bce BbllleckazaHHOE AEMOHCTPUPYET JIMIIb 4YacThb
MEPBUYHBIX M BTOPUYHBIX M3MeHeHMii asa npu Pb.
[Ipu MccnenoBaHMK BCTPEYalOTCsl MHIUBUIYAIbHbBIE OCO-

1’2024

TOMAVOL. 11

Puc. 11. Bmopuunvie uzmenenus enasa npu Pb. Knemounwlii noaumopguszm:
KcanmomHuble Kaemku (a), eueanmckue noauHykaeapol (6), cmpomanvHulil
MeAano3 (8) u Kaemxu AUMPOUUMapHo-nAa3MOYUMAPHO20 36eHA 8 COCMAase
cybpemunanvHo2o skccyoama (2). Okpacka eemMamoxKcuisuHoOM U 303UHOM:
a, 6,e— % 400; 6 — x 200

Fig. 11. Secondary changes of the eye with Rb. Cellular polymorphism:
xanthomatous cells (a), giant polynuclears (6), stromal melanosis (8)
and lymphocyte-plasmocyte cells in subretinal exudate (0). Stained with
hematoxylin and eosin: a, 6, 2 — % 400; ¢ — x 200

OEHHOCTH OITyXOJIEBOTO POCTa, IMMapamoKCalbHbBIE MTPOSB-
JieHUsI JiedeOHOro maromMopdo3a, BO3PACTHBIE ACIIEKThI
M COIYTCTBYIOLINE [MATOJIOTMYECKUE IIPOLIECCH — BCE ITO
TpeOyeT TIIATEIbHOTO T'MCTOJOTMYECKOro MCCIIeIOBAHMUS
SHYKJIEMPOBAHHBIX I71a3. YHU(PULMPOBAHHBIE POTOKOJIbI
MOP(MOIOTUYECKOTO UCCIENOBAHNS BHYTPUIJIA3HBIX OIIYy-
XOJIeii, cofepXKallye JaHHbIe KIMHUYEeCKUX UCCIIEI0BaHUIA
(IPEKM3HEHHOM BU3yaIM3allin), MAKPO- ¥ MUKPOOITKCA-
HUE, ITO3BOJISIOT MOJIYYUTh PACLIIMPEHHOE MPEICTaBICHUE
0 HOBOOOPA30BAHNY M COXPAHUTE STH JAHHBIE B APXUBHBIX
JOKYMEHTAX, CIIOCOOCTBYIOT TIPOBEICHUIO HAYIHBIX M3bI-
CKAaHUI, BKJIIOYast CTATUCTUYECKUIA aHAIN3 MOPdOIorude-
CK1X 0cobeHHocTel PB, oCcylecTBISIIOT IpeeMCTBEHHOCTD
MEXIy VIPEXICHUSIMI B CXeMaxX MapIIpyTH3aly Taly-
€HTOB MPU BBIPAOOTKE TAKTUKU JICYEHUSI U CKOPEMIIIei UxX
peabwmrammu [9, 11—14].
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Xupypruyeckuii 3tran ne4yeHus renato6nacrTomol y nauyueHToB
C BEHTPUKYNONEepUTOHEaNbHbIM LWYHTOM:
pe3ynbTathl 2 KNMHUYECKNUX HAOGNIOACHMIA
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Konrakrhbie gannbie: Apuwakx Auomosuu Babasw transplmen @gmail.com

ITenamoobnacmoma (I'b) aearsemca camoil wacmoil 310Ka4ecmeeHHOl ONYX0oabl0 neveHu y demeil ¢ YCMoUUUBol meHOeHyuel K pocmy
3abonesaemocmu. K docmosepHvim ghakmopam pucka ee pasgumus OMHOCAM HeOOHOUEHHOCMb ¢ IKCIMPEMAAbHO HU3KOU Maccoll meaa
npu poxcoenuu. Hedonowennocms conposodcoaemcss 60AbUWUM HUCAOM KOMOPOUOHBIX COCMOSHULL, 0COOEHHO ecau peyb udem o eny060Ko
HedoHowenHovlx demsx (IV cmenensv). Takue demu noodseepiiceHvl 8bICOKOMY PUCKY PA3BUMUS GHYMPUICENYOOUKOBIX KPOGOUSAUSHUI
(BXXKK) u xponuueckux 3abonresanuii seekux, exarouasn oponxoneeounyro ducnaasuro (bJL). Hx wacmoma y enyboko nedoHouwenHbix demeii
docmueaem 20—40 % onss BXKK u 35—80 % oas BJII. B cayuasx o6napyscenus I'B 'y Hedonouwientbix demell ¢ ONUCAHHbIMU KOMOPOUOHbIMU
COCMOSIHUAMU, BbINOAHEHUE XUPYPeUHeCK020 dMANnd 6 pPAMKAX KOMHAEKCHO20 NPOMOKOAA AedeHUsl, Npednoaazanueeo npogedeHue
00- U NOCACONEPAYUOHHOU XUMUOMEPANULU, CONPSNCEHO C PA3AUMHBIMU DUCKAMU. B aumepamype umeemcs oepanueHHoe KoAu4ecmeao
O0anHbIX 00 0COOEHHOCMAX BbINOAHEHUS XUPYPLUHECKUX 8MEUIamenbCme Ha 0peanax OpWHON NoA0CMU Y MAKUX NAYUeHmos, a NpUmMepos
«bonvulux» peseKyull neueHu paree npedcmaeneHo He 0vlio. B dannoil cmamve mvl npugoouM 2 KAUHUYECKUX CAyHas npoeedeHus
Xupypeuueckoeo amana aeverus npu I'b y ucxodno nedoHoweHHbiX demeil.
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Surgical stage of treatment of hepatoblastoma in patients with ventriculoperitoneal shunt:
results of two clinical case

A.A. Babayan', A.V. Filin’, A.V. Metelin’, N.A. Koroteeva', O.V. Kazakova', A. Yu. Zaitsev', R. B. Mayachkin’,
D.I. Novikov', V.B. Silkov?

!Russian Scientific Centre of Surgery named after Academician B.V. Petrovskiy, Ministry of Health of Russia; 2 Abrikosovskiy Per., GSP-1,
Moscow, 119991, Russia;
2Saint- Petersburg State Pediatric Medical University, Ministry of Health of Russia; 2 Litovskaya St., S.- Petersburg, 194100, Russia

Hepatoblastoma is considered the most common malignant tumor with a stable tendency towards increased incidence in children. Prematurity
is recognized as one of the significant risk factors associated with its development. Prematurity often coexists with a wide range of comorbid
conditions, particularly in cases of deep prematurity stage 1V. Such children are predisposed to a significant risk of intraventricular bleeding
and chronic lung conditions, including bronchoalveolar dysplasia. The incidence of intraventricular bleeding is estimated to be between
20—40 %, while bronchoalveolar dysplasia ranges from 35—80 %. In cases of hepatoblastoma in premature children with these comorbid
conditions, the surgical management stage (which typically includes chemotherapy) carries additional risks. There is limited data available
regarding abdominal surgery in such patients, and notably, there have been no documented examples of extensive liver resections in this
population. In this article, we will discuss two clinical cases detailing the surgical management of children with prematurity.

Key words: hepatoblastoma, liver resection, extremely preterm, extremely low birthweight, ventriculoperitoneal shunt,
bronchopulmonary dysplasia

For citation: Babayan A.A., Filin A.V., Metelin A.V., Koroteeva N.A., Kazakova O.V., Zaitsev A.Yu., Mayachkin R.B., Novikov D.I.,
Silkov V.B. Surgical stage of treatment of hepatoblastoma in patients with ventriculoperitoneal shunt: results of two clinical case. Russian
Journal of Pediatric Hematology and Oncology. 2024;11(1):52—7.
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Baenenue

Tenarobsmacroma (I'B) gBastercss camoii 4actoii 3710-
KaYeCTBEHHOU ONYyXOJIbIO TEYEHU y ACTEN C YCTOMYUBOW
TeHAeHLMEeN K pocTy 3abosieBaemoctu |1, 2]. K nocToBep-
HBIM (haKTOpaM pUCKa €€ Pa3BUTUSI OTHOCST HEJJOHOIIEH-
HOCTb C 9KCTPEMAIIbHO HU3KOW MACCOM TeJia IIPU pOXKIe-
Huu (DHMT) [3—5]. HenoHOIIEHHOCTh COMTPOBOXIAETCS
OOJIBIIMM YUCJIOM KOMOPOUIHBIX COCTOSIHUI, OCOOEHHO
€CJIM peyb UAET O TJyOOKO HegoHoIIeHHbIX aeTsax (IV cre-
neHb). Takue neT MOABEPXKEHBI BBICOKOMY PUCKY pa3-
BUTUS BHYTPUXETYyIOYKOBbIX KpoBousnusHuili (B2KK)

W XPOHUYECKUX 3a00JIeBaHUI JIETKMX, BKJIIOYash OpOH-
xosierounyto aucruiazuto (bJIMI). Mx yacTtora y riy6oko
HeIoHOIIeHHbIX aeTeil gocturaer 20—40 % nmas BXKK
u 35—80 % st BJIJ1 [6—11]. B cyvasix o6Hapykenus ['b
Yy HEJIOHOIIEHHBIX JIETel C ONMMCAaHHBIMU KOMOPOWUTHBI-
MM COCTOSTHUSIMU, BBITIOJTHEHWE XMPYPTMUECKOTO 3Taria
B paMKaX KOMITJIEKCHOTO TIPOTOKOJIA JIeYeHUsI, TIpe.-
MOJIaralolero MpoBeIeHre N0- U MOCAeONepallMOHHON
xumuotepanuu (XT), cOnpsiKeHO ¢ pa3IMYHbIMU PUCKa-
Mu. B n1uTepartype mMeercss orpaHUYEHHOE KOJUYECTBO
JAHHBIX 00 OCOOEHHOCTSIX BBITIOJIHEHUSI XUPYPTUIECKIX
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BMEIIATeIbCTB Ha opraHax OproirHoi 1ojoctu (OBIT)
y TaKUX MAllMEHTOB, a MPUMEPOB «OOJBIIUX» PE3eKIMI
IeYeHU paHee MpeacTaBieHO He ObLIo. B maHHOI cra-
Th€ MBI MPUBOAUM 2 KIMHUYECKUX CIyJas MPOBEACHUS
XUpypruyeckoro atarna aeyeHus npu I'b y ncxogHo Hemo-
HOILLIEHHBIX JIETECH.

Kinanyeckue Ha0/oneHus

3a 15-metHuit mepuon B OTIAEACHUM Tepecagku
neyeHn PI'BHY «Poccuiicknii HaydHBIA LIEHTP XUPYP-
run uM. akan. b.B. IlerpoBckoro» ObUIM omnepuUpOBaHBI
146 nereii ¢ I'b. B 78 % nabmroneHuii (n = 113) BbIoNHe-
HbI pe3eKuuu U B 22 % (n = 33) — poACTBEHHbIE TPAHC-
IUTAaHTAlUM MnedyeHu. B 2 ciayyasx pe3ekiuu mpoBeaeHbBI
JIEeTIM ¢ (YHKLIMOHUPYIOIIUM BEHTPUKYJIOIIEPUTOHEATb-
HeiM 1ryHToM (BITII) (puc. 1). KnuHuyeckue maHHBIE
MaLMeHTOB IIPEACTaBICHbI B TabJ1. 1, OCHOBHBIE XapaKTe-
puctuxku I'b — B Ta6n. 2.

Juarno3 I'b y 060oux malmeHToOB yCTaHABIMBAJICS TI0
pe3ynbrataMm Busyanuzaunu KT, MarHuTHoO-pe30HaHCHOI
toMorpacduu (MPT), yasTpa3ByKOBOro MCCIEIOBaHUS
(Y3W) (puc. 2) u yposHio ADII (tab:1. 3), OMOIICKUS HOBO-
obpa3oBaHUl He MPOBOAUIACH.

[MaumeHTaM ObUTa BBIMOJIHEHA HeoambloBaHTHast XT
o nipotokony SIOPEL-3 ¢ monoxuTteabHO AMHAMUKOM
B BUJIC YMEHbIIIEHHUsI pa3MepPOB OITyXOJI, a TAKXKEe CHIKE-
Hus ypoBHsT ADII.

IMamuenty m3 KiIMHWYeckoro HaOmomeHust No 1
OblIa BBIIIOJIHEHA ITPABOCTOPOHHSISI TPUCEKTOPIKTOMMS

Tadmuua 2. Ocrosnbie xapakmepucmuxu I'b
Table 2. Main characteristics of HB

IToka3atenn
Indicator

Bo3spacT mmarHOCTUKM, MECSIIIbI
Age of diagnosis, months
Cramusi, PRETEXT
Stage, PRETEXT
Tpynna pucka, SIOPEL
SIOPEL risk stratification
VYposensb anbda-deronporenHa (ADPIT) Ha MOMEHT
nuarHoctuku, ME/mi
Alpha-fetoprotein (AFP) level at the time of diagnosis, 1U/ml
HeoanproBantHasa XT
Neoadjuvant chemotherapy
WHdexumu B poliecce HEOAAbIOBAHTHOM MOJIUXUMUOTE-
panuu (ITXT)
Infection due to neoadjuvant chemotherapy
Onepauyst
Surgery

AHTHOaKTEpUANIbHAS TePANUs
Antibacterial therapy

Vancomycin 40 mg/kg/day (7 days)

[MocneornepaiioHHBIE 0COOEHHOCTH, CBSI3aHHBIE C KO-
MOPOUIHBIMU COCTOSTHUSIMU
Postoperative features associated with comorbid conditions

CpoOKH rOCIUTATILHOTO Meproa (IMocje oreparnm)
Duration of the hospital period (after surgery)
AnbroBaHTHas XT

Adjuvant chemotherapy

Cpoku HaOTIoIeHUS
Observation period

Haomoxenne Ne 1

T1paBOCTOPOHHSIST TPUCEKTOPIKTOMHUSI
Right trisectionectomy

AMOKCHITWJUTMH + KJTaByJTaHOBast
kuciaora 120 mr/kr/cyT
Bankomuiun 40 mr/xr/cyT (7 mHeit)
Amoxicillin + clavulanic acid
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Taomuua 1. Kiunuueckue danmnvie nayuenmos
Table 1. Clinical data of patients
IToka3arenn Hab6monenne Ne 1 | Ha6monenue Ne 2
Indicator

Case No. 1 Case No. 2
Bec nipu poxkneHun OHMT OHMT
Birthweight ELBW ELBW
TecTallMOHHBINM BO3pacT,
HeIeIn 27 26
Gestational age, weeks
Macca Tena u pocT rpu
poxaeHuu (T/cm)
Body mass and height at 830752 710733
birth (g/cm)
KoMop6uaHbie cocTosTHUS
Comorbid conditions
LleHTpanbHast HEpBHas BXK, JILIIT, BXK, WYX, BITII,
cuctema BITLI TBC
CNS IVH, CP, VPS  IVH, TFV, VPS, PBP
Bo3spact nmocraHoBK1
BITII, nepenu 3 24
Age of VPS implantation
(weeks)
Cynoporu + +
Seizures
Jlerkue — BJII
Lungs BPD
Cepnue _ OAIl
Heart PDA
TTpoune — rc
Other G-tube

IIpumevanue. J1[IT — demckuii yepebpanvhoiii napasuy; H4K — uzoauposannoiii 4-i
acenyoouex; ITBC — nceedobyavbaphoiii cundpom; OAIl — omkpsimolii apmepuanvHolit
npomok; I'C — eacmpocmoma.

Note. ELBW — extremely low birth weight; IVH — intraventricular hemorrhage;
CP — cerebral palsy; TFV — trapped fourth ventricle; PBP — pseudobulbar palsy;
BPD — bronchopulmonary dysplasia; PDA — patent ductus arteriosus; G-tube —
gastrostomy tube.

Ha6moaenne Ne 2

Case No. 1 Case No. 2
28 8
111 11
CranpapTHas CraHpapTHast
Standard Standard
59 000 102 000
SIOPEL-3 SIOPEL-3

Karetep-accormmupoBaHHast HHGEKIINS
— kpoBoTtoka (KANK)
Catheter-related bloodstream infection

[1paBOCTOPOHHSIST TPUCEKTOPIKTOMUSI
Right trisectionectomy

AMITMIIWIIAH/CYTbOaKTaM
200 mr/xT/cyT
BankomuniuH 40 mMr/kr/cyt (10 nHeii)
Ampicillin/sulbactam 200 mg/kg/day
120 mg/ke/day Vancomycin 40 mg/kg/day (10 days)

KI/ICJIOpO,I[03aBI/ICI/IMOCTI)

Oxygen dependence
10 mHeit 10 mueit
10 days 10 days
+ +
2 roma 6 mMec 1 rox 1 mec
2year 6 months 1 year 1 month
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Puc. 1. BIIII na komnvromeproii momoepachuu (KT). [lepumorneansvhoiii
omaen BIIIIl naxodumcs 6 OprowHOl noaocmu: a — KAUHU4ECKoe HaAba-
denue Ne I; 6 — kaunuueckoe Habaodenue No 2. Cmpenkamu ykasan BITIIT

Fig. 1. Ventriculoperitoneal shunt (VPS) on CT. Peritoneal part of VPS in the
abdominal cavity: a — clinical observation No. 1; 6 — clinical observation
No. 2. Arrows indicate VPS

a 0

Puc. 2. Jloonepayuonnas KT OBII, 1 — cpedunnas eéena nevenu, 2 — epanu-
Ya onyxoau: a — Kaunuveckoe Habawoderue No I; 6 — Kaunuveckoe Hab0-
derue No 2

Fig. 2. Preoperative CT abdominal organs, 1 — middle hepatic vein,
2— tumor margin: a — clinical observation No. 1; 6 — clinical observation No. 2

Ta6muna 3. JJunamuxa ypoens ADIT
Table 3. Dynamics of AFP level

Iokazarenn Haomonenne Ne 1 | Ha6monenue Ne 2
Indicator Case No. 1 Case No. 2

Ho ITXT, ME/mn (Hopma)
Fifons PG M (rret) 59000 (< 10) 102 000 (< 10)
Mocne IXT, ME/Mn (Hopma) 19,8 (< 10) 657,80 (< 10)
After PCT, 1U/ml (normal)

Yepes 10 gHeit mocie

oneparu, ME/mn (HopMma)

10 days after surgery,

1U/ml (normal)
|

3,7 (< 10) 122,00 (< 10)

B Bo3pacte 36 MecsleB, M3 KIMHUYECKOrO HaOIIOICHMS
Noe 2 — mpaBOCTOPOHHSISI TEMMTIENATIKTOMMUS, BO3pacT Ha
MOMEHT orepauuu coctaBui 11 mecsiues. Ha uHtpaorne-
palMoOHHBIX (hoTOrpadusiX JEMOHCTPUPYIOTCS STAIlbl OIle-
PaTMBHOTO BMEILATEIbCTBA Y MAlMEHTa U3 KIIMHUYECKOTO
HabmomeHnst Ne 2: ornepallMOHHbIN JOCTYIT o Puo—bpan-
Ko (puc. 3a), MOOWIM30BaHHAsI TpaBasi BETBb BOPOTHOM
BEHBI U 3KEJIYIOK C YCTAHOBJIEHHOW racTPOCTOMUYECKOM
TpyOKoii1 (puc. 30), MIOCKOCTb Pe3eKLUMU Mo JUHUKU Pek-
ca—Kantim (puc. 3B), MaKpOCKOIMMYECKUI BUI OIMYyXOJU
yIaJeHHO MpaBoil JOJM MeueHu Ha paspese (puc. 3r).
YuuTtbiBasi OTCYTCTBME BCKDBITHS IIPOCBETA KHUIIIEYHUKA
U XKeJynKa, KOHTaMUHALWK OPIOIIHOM TMOJOCTU HE ObLIO,
COOTBETCTBEHHO Moka3zaHusi K KoHsepcuu BIIII otcyt-
cTBOBaIM. IIpOTOKOJIBI TIPOBOAMMOI TIOCIEONEepallOH-
HOIl aHTMOAKTepUaJbHOM Teparnuy ObLIM IPEICTABICHbBI
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B Ta0a. 2. Heckoiabko TPOJIOHTMPOBAaHHbBIE CPOKU aHTH-
OGakTepuaJibHOIl Tepaluy B KIMHUYECKOM HAOII0ACHUN
No 2 o0OycnoBieHbl TTOBBIIIEHHBIMU PUCKAMU Pa3BUTUS
MRSA-uHbeku (3a00yieBaHMi, BbI3BAHHBIX METHILIII-
JIMHPE3UCTEHTHBIM 30JI0TUCTHIM CTa(pMIOKOKKOM) Ha (hOHE
panee niepeHeceHHoit KAUK u comyrcrBytomeii BJI.

a 0

Puc. 3. Humpaonepayuonnsie pomoepapuu nayuenma u3 KAUHUHECKOO
Habarwdenus N 2: a — obwuil eud nayuenma, 1 — eacmpocmomu4eckas
mpybka, 2 — pazmemka 0ocmyna 6 OprouHyr noaocms; 6 — 6opoma neue-
Hu, 1 — xceaydok ¢ eacmpocmomuueckoil mpyoKoil, 2 — 60pomHas 6eHa;
6 — PeMHAHM NeYeHu nocae pe3eKyuu, CMpeaKoll YKa3anHa panesdas nogepx-
HOCMb neveHu; 2 — npaesas 00As neYeHu, CMpeaKoll yKasana onyxoib

Fig. 3. Intraoperative photographs of the patient from clinical case No. 2:
a — general view of the patient, 1 — gastrostomy tube, 2 — abdominal incision
line; 6 — hepatoduodenal ligament, 1— stomach, gastrostomy tube, 2 — portal
vein;, 6 — remnant of the liver after resection, arrow indicates the wound
surface of the liver; e — right lobe of the liver, arrow indicates tumor

B mocieconepanimoHHOM Iepuoie B KIMHUYECKOM
HabmogeHun Ne 1 oTMeudanach MpUMeCh XeJTuM I0 CTpa-
XOBOYHOMY JIPEHAaXy OT PEe3eKLIMOHHOI ITOBEPXHOCTHU
MeYeHU C MaKCHMAaJIbHbIM 3HaueHHeM OWIMpyOMHa 10
194 MKMOJB/JI, UYTO HE COIPOBOXKIAIOCH KIMHUYECCKU-
MM IPOSIBJCHUSIMU M CaMOCTOSITEIbHO KYIIMPOBAIa0Ch
K 4-M cytkaMm Tiociie omepanuu. [locieonepalimoOHHbBIN
Mepuo B KIMHUYECKOM HabmoneHuu Ne 2 rmpoTtekan 6e3
ociioxkHeHuii. Ha 10-e cyTku nmocie onepanyy naimueHThI
BBIIIKMCAHbI U3 XUPYPTUYECKOIO CTallMOHapa ISl IIPOA0JI-
JKeHUs axbloBaHTHOM XT.

OocyxaeHue

I'b gBnsieTcss caMmoit yacToit (popMoii 310Ka4eCTBEH-
HBIX HOBOOOpA30BaHMUI MEYEHU B JIETCKON BO3PACTHOI
rpymnie. OgHuM 13 haKTOpPOB PUCKa €€ pa3BUTHS SIBISICTCS
HEIOHOIIIEHHOCTb, MaJjblii Bec nipu poxaeHuu (< 1500 r)
MOBBIIIAET OTHOCUTEIbHBIN PUCK B IpuMepHo B 20 pa3
0 CPaBHEHMIO C HOBOPOXIECHHBIMHU C HOPMaJbHBIM
BecoM [12].

Knuunyeckue Habnwopenus // Clinical cases
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OCOOEHHOCTBIO HAIIMX KIMHUYECKUX HaOIIOACHUI
SIBJIIETCSI TO, YTO Pe3eKUMsI TeYeHM IIPOBOAMIACH Ha
¢oHe paHee ycraHoBieHHoro BITI u npencraBieHHBIX
KOMOPOMIHBIX COCTOSIHMI. OCHOBHBIE PUCKU BBITIOJ-
HeHus orepauuii y mauueHToB ¢ BITII compsikeHbI
C BO3MOXHOCTBIO MH(pULMpoBaHus [13—16]. Panee mpo-
BEICHHBIC HCCJCIOBAHUSI TOKA3bIBAIOT, YTO <«UHCTHIC»
U YCJIOBHO-KOHTAMUHMPOBAHHBIE OIEPALIMU IIPU YCIOBUU
AHTUOMOTUKONPOGUIAKTUKI JOCTOBEPHO HE IOBBIIIAIOT
puck nHbumpoBanus u nuchynkimu BITII [14, 15].

OrnucaHbl HECKOJIbKO TAKTUYECKUX IIPUEMOB KacaeMo
BIILI y manueHTOB, HYyXIAOUIUXCS B aOJOMUHATbHBIX
onepaumsx [17]:

* ocrtaBieHue guctanbHoro otaena BITIL B 6prorHoii
I10JIOCTH;

« xonBepcust BIIII B BeHTpUMKYIO-TIEBpaIbHBIN
LIYHT WIX BEHTPUKYJIO-TIPEACEPAHBIIA IIIYHT;

» BeiBegeHue BITLI B HapyXHBIM BEHTPUKYISIPHBIA
JIpeHax.

CornacHo uccienoBanuio PJ. Speicher et al., B 77 %
cJlydaeB pe3eKlMsl IeUeHU SIBJISIETCSI YCIIOBHO-KOHTAMM-
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HUPOBAHHOI ornepanueii [ 18], B cBSI3M ¢ YeM HaMu U ObLTa
BbIOpaHa TakThKa 06e3 konsepcuu BITILI.

B nutepatype onmcaHbl 3 KIIMHAYECKUX CJTydast TpaHC-
TUTAaHTAllUM TIEYeHU Y 2 B3POCIIbIX U 1 pedeHKa B Bo3pacTe
1 roma 10 mecsueB, rae Ha ¢oHe KOHTAMUHALIMM Orlepa-
LIMOHHO# paHbl Obl1a npoBeAeHa kKouBepcus BITII. Bo
BCEX OIMCAHHBIX HAOJIOACHUSIX IOCIEONePALMOHHbIIA
nepuoj MpoTekan 6e3 JIUCHYHKUMU WIM MHPUIIUpOBa-
Hus BITII [17, 19].

3akiroyenne

Y HemoHOIIeHHBIX AeTeil OTMeYaeTcs COYeTaHHOE
pa3BUTUE OOJIBLIOTO KOJMYECTBA MOTEHIIMAJIBHO OIlac-
HbIX KJIMHUYECKMX COCTOSIHMI CO CTOPOHBI Pa3IMYHBIX
CHUCTEM OpraHoB. MyJIBTUIUCIUILIMHAPHOE B3aUMOJECii-
CTBUE MPOMWIbHBIX CHELUAIUCTOB U SKCIIEPTHBIA ypo-
BEHb BBIIIOJIHEHUSI PE3EKIUU TICUEHU CBOASIT K MUHUMY-
MY PUCKU XUPYPTUYECKOrO BMEILIATEIbCTBA U MTO3BOJISIIOT
MOJIYYUTh XOPOLIM pe3yJbTaT KOMIUIEKCHOIO JICUECHMS
I'b naxe y nereit ¢ UMEIOIIIUMMCS TSXKEJIBIMU KOMOPOU/I-
HBIMM COCTOSIHUSIMU.
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Lymphatic malformation of the bladder in a 3-year-old child

LM. Kagantsov’ ?, A.R. Alimuradov’, D.V. Pushkarev’, A.E. Sukhomlinova’, E.M. Prodanovich’, Z.Z. Alugishvili’,
D.A. Chebotareva*

'Almazov National Medical Research Centre, Ministry of Health of Russia; 2 Akkuratova St., S.-Petersburg, 197341, Russia;
2North-Western State Medical University named after I.1. Mechnikov, Ministry of Health of Russia; 41 Kirochnaya St., S.-Petersburg,
191015, Russia; Children’s Municipal Multi-specialty Clinical Center of High Medical Technology named after K.A. Rauhfus;
& Ligovsky Prosp., S.-Petersburg, 191036, Russia; *Saint- Petersburg State Pediatric Medical University, Ministry of Health of Russia;
2 Litovskaya St., S.-Petersburg, 194100, Russia

Lymphatic malformation of the bladder is a rare mesenchymal malformation that occurs in connection with dysembriogenesis of lymphatic
vessels localized in the bladder. Depending on the histological picture, capillary, cavernous and cystic forms of lymphatic malformation are
distinguished. This pathology occurs in any areas where there are lymphatic vessels. In clinical practice, lymphatic malformations in the
neck and armpits are often encountered. The localization of this cystic formation in the bladder area is a rare find. Such patients seek help
with characteristic clinical symptoms — dysuria, pain in the lower abdomen, macrohematuria, leukocyturia, which indicates hemorrhage in
the formation or attachment of infection. Currently, pelvic ultrasound, cystography, CT of the abdominal cavity with contrast enhancement,
cystoscopy, and laparoscopy are used for diagnosis. Given the benign nature of the formation, it is currently possible to remove it using
minimally invasive video-assisted surgical techniques. This location of education has been described in the world literature § times since
1983. The publications are presented by 5 adult patients, 3 cases in children. In two patients, the formation was removed using robotic
technologies and in one child — using laparoscopy. We have described a clinical case of this rare pathology in a 3-year-old child who sought
hospital help with abdominal pain and was successfully treated using video-assisted surgical techniques.

Key words: children, surgery, lymphatic malformation, bladder, laparoscopy
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BBenenne

JIumpatnyeckaa Manbopmalus — penkoe Ao0po-
KayeCTBEHHOE COCYAMCTOE IOpaxkeHue, COCTOsIIee U3
CKOIUICHMST PACIIMPEHHBIX JUM@ATUYECKUX COCYIOB,
KOTOpble KiaacCU(PUIUPOBAHBI HAa 3 TUCTOJIOTMYECKUE
IPYINbl B 3aBUCMMOCTH OT pa3Mepa JUMGbaTUISCKUX
MMPOCTPAHCTB: KaNMWJIISIPHbIEC, KaBepPHO3HBIC M KHCTO3-
Hble [1]. JaHHas maTonorus oObBIYHO MOpaxkaeT AeTei,
peaKOo BCTpeYyaeTcs Y B3POCIBbIX M 00bIYHO (10 95 % Bcex
HaboneHni) (opMuUpyeTcs B 00JaCTU LIeW U TTOIMBI-

meyHbIX BmaauH [2—4]. Jlumdartndeckas wmanbbhop-
MallMsl OYEeHb PEIKO BCTpeUaeTCs] B MOUEBOM ITy3BIpeE,
U B JOCTYIIHOM HaM JIMTEpAType Ha aHIJIUMCKOM SI3bIKE
OITMCaHO 6 TAaKMX CJIy4aeB, MbI HAIIUIH €lle 2 OMyOJIMKO-
BaHHBIX CJIydast Ha pyCCKOM si3bIke [5—12].

Kaunuyeckuii coryyait

boavnoii II., 3 200a, Obin eocnumaiu3upoear 6 Hauty
KAUHUKY ¢ OUGCHO30M: HOBO0OPA308AaHUE MAN020 MA3A NOCAE
0OnepamueHo20 AeYeHuss no mecmy xcumeavcmea. Pebenka
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¢ 2022 e. becnokounu nepuoduyeckue o6oau 8 xcugome, no
noeo0dy ye2o 06¢1008aH amMOYAAMOPHO: NPU YAbMPA3EYK0BOM
uccaedosanuu (Y3H) opeanos manoeo masa é sueape 2023 e.
cresa Om Mo4e8020 NY3bips SU3YAAUUPYEMCs 008eMHOe
obpazoearue pasmepamu 60 % 53 X 45 mm, 603M0UCHO, UCXO-
dsuyee u3z opuiiceliku (sumepoxucma?). [layuenm é geepane
2023 2. eocnumanu3uposat ¢ dcanrobamu Ha 604s 8 Jcusome
6 MedyupedicoeHue no Mecmy JCUmenbcmed, 2oe Obiau 8bino-
HeHbl AanapocKonus U OpeHupoganue KUcmosHo2o oopazo-
6anus 6 obnacmu mMo4eoeo nysvips. B nocaeonepayuonrom
nepuode omdensiemozo no dpeHaxicy He 0bi10, U OH yOaseH Ha
6-e cymku nocae onepayuu. Ilpu konmpoasnom Y3HU uepes
3 mec suzyarusupyemcs o0pazoeanue Ha nNpejcHem mecme.
B urone 2023 e. pebenox eocnumanusuposan 6 lemckui
20POOCK O MHO2ONPOPUAbHYLIL KAUHUMECKUT YEHIND 8bICOKUX
meduyunckux mexuonoeuil um. K.A. Payxgyca das o6caedo-
BAHUSA U peuieHUsl 60NpPOCa 00 ONEPaAMUBHOM AeHeHUU.

Ilpu ocmompe xcusom He 830ym, NpasuabHOU Gdopmol,
yuacmeyem 6 akme ObiXAHUS, MseKUU, 0e3001e3HeHHbLI 80
ecex omoenax. B neeoii nodezdownoii obaacmu nasvhupy-
emcs okpyenoe 0e3004e3HeHHOe 00pA308aHUe pasmepamu
3% 2x 2 cm. Tlpu pekmansHom uccaedosanuu — Ha gvicome
nanvlee02o uccaedoeanus Knepeou u creea om Kuuwku onpe-
deasiemcs obsemHoe obpazosarue duamempom 0o 3,0 cm,
NAOMHO-31ACMUMHOL KOHCUCMeHUUU, 0e3001e3HeHHOoe.

Ha xomnvromeproit momoepaguu (KT) — kapmuna
KUCmMo3Ho20 00pazoeanus 6 nosocmu manroeo masa. KT
¢ @6edeHUeM KOHMpPACMA 6 MO4egoll Ny3vipb — Ceulyell
U OegheKmoe CmeHKU MO4eg020 Ny3vips He onpedensemcs

(puc. 1).

Puc. 1. KT oprownoii nonocmu c éedenuem KOHMpacma 8 Mo4esoii ny3ipb

Fig. 1. CT of the abdominal cavity with contrast injection into the bladder

Yuumuieas omnocumenvro Hebonvulue pasmepuvl u 10Ka-
AU3AYUIO 00pA308AHUSL, NPUHSAIMO DeuleHUe O BbINOAHeHUU
AAnapoCcKonul ¢ npedeapumenbroll YUCmocKonueil.

Boinoaneno onepamuenoe aeuenue. Llucmockonus.
Jlanapockonuueckoe ydaseHue obpazoeanus. Mumpaone-
DAUUOHHO NPU YUCMOCKONUU MO0 00UUM HAPKO30M: YCMbs
6 MUNUYHOM Mecme, NOAYAYHHble, cMbikaiomes. Ha nesoil
8EPXHEO0K060I CMEHKe MOYe8020 ny3bipsi OKpyenoe o0pazo-
BaHUe, BbLINAUUBANOUCECS 8 MOUEBOL NY3bIPb; CAUBUCMAS He
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usmenena (puc. 2a). Ycmaroenenvl udeonopm 6 obnacmu
nynka, mpoakapel 6 1e6ol U npagoi nooe300ulHoll 0061a-
cmu 5 mm. Ocmompena oprowHas noaocmes. B marom ma3sy
3a0PIOUIUHHO CAe8a 0N MO4e8020 NY3bips O0Npedensemcs
oKpyenoe obpazosanue ouamempom okoao 5 cm (puc. 20).
Bcekpoima oprowuna. Ocmpo u myno, a makaice ¢ npumMeHeHU -
em annapama Harmonic évideneno kucmosnoe obpazosanue,
HAOMHO npusezaroujee Kk MO4e8OMYy ny3uipio, ¢ 8061eHeHUEM
U npopacmanuem nogepxHOCMHuIX croe dempysopa. B npo-
yecce @vldeneHuss KUCMA 8CKPbLAACH, ONOPOICHUAOCH 0KON0
5 ma ceposHo-eemoppazuyeckozo omaoensiemoeo. Obpazosa-
HUe yoaneHo momanbHo, 36aKyupo8aHo uepe3 paspes 6 1eoil
no0e30ouwHoll obnacmu Oaunoil okoso 3 cm. B mouegoil
ny3olps yepe3 kamemep 66edeHo okoao 150 ma ghypayuruna.
Tlospesicdenuii cmenku mouesoeo ny3wipsi He OmMeuaemcs
(puc. 28). Konmpoav eemocmasa. lecygpaauus. llevr Ha
DaHbL.

Puc. 2. O6pazosanue na 6epxnedoKo6oii cmenKke Mouego2o ny3vipsi: a — U3y~
aauzayus 06pazos8anus npu YUCMOCKonUuU; 6 — eusyanusayus oopasoeamus
npu aanapockonuu; 8 — 10xce yoanennoeo oopazosanus (1), hanoanenHwii
Mouegoll ny3wipb (2)

Fig. 2. Neoplasm on the superolateral wall of the bladder: a — visualization
of neoplasm during cystoscopy; 6 — visualization of neoplasm during
laparoscopy; 6 — bed of remote neoplasm (1), filled bladder (2)

3akarouenue 2UCMoN02U1ecKo20 UCCAed08aHUs: KUCMO-
3HAs aAuMgbamuuecKas Manb@opmayus Mo4e8o20 Nny3bvipsl
(puc. 3).

Ha 7-e cymku nocae onepayuu pebeHok  yooeremseopu-
MeAbHOM COCMOSHUU 8binucaH domoil. Konmpoasvroe Y3U
uepe3 6 mec: NOUKU U MOYeB0ll NY3bipb 0e3 Namoa02U4ecKux
UBMEHeHUI.

Oo0cyxneHne

B HacTos1iee Bpems TepMUH «IMM(MaHTHOMa» CUUTA-
eTCs YCTapeBIIMM, TaK Kak JuM@aTudeckas MaabdopMa-
LIMST paccMaTpUBaeTCsl Kak aHoMaius MopdoreHesa, a He
HoBooOpa3zoBaHue [2]. JIumdbaTuueckass manbhopmaims
MOXET OBbITh BbISIBJI€HA IIPAKTMYECKU B JIIO0OI 4YacTu
TeJla, TAe eCTh IuMdaTrueckasi CUCTeMa, HO BCE XKe Hau-
OoJiee YacCTO OHA JIOKAJIU3YeTCsl B 00JIACTU TOJIOBBI, IIEU
M MOAMBIIIEYHBIX BIAJAWH U JIUIIb CIIOPAINYECKU BO3HU -
KaeT BO BHYTPEHHUX OpraHax Wi B OPIOIIHOM ITOJIOCTH,
[Jie MOXKET BbI3bIBaTh CIieLIM(UUECKUE IJIsl 3TUX 00IacTei
MpU3HAKWA U CUMIOTOMBI [2, 3].
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Puc. 3. [ucmonoeus: a — KUCMo3Has NOAOCMb AUMPAMUHECKOL MAnbhop-
mayuu, X 4; 6 — yuacmok KposousnusHus 6 CMeHKY 00pa308aHus ¢ NPUHA-
Kamu eemocudeposa, x 40; 6 — 3HOOMeAUANbHAS BbICMUAKA 00PA306aHUS

Fig. 3. Histology: a — cystic cavity of lymphatic malformation, x 4, 6 — site
of hemorrhage into the wall of the neoplasm with signs of hemosiderosis, x 40;
6 — endothelial lining of the neoplasm

MeszeHxuMalibHble O0pa30BaHUSI MOYEBOTO ITy3bIPS
BCTpeyaloTcs peako, a Jumdbarniyeckas Maab(opMarms
cpenu HUX BCTpEYaeTcs elle pexe. Y paHee 3aperucTpu-
POBaHHBIX § MAIIMEHTOB C TAHHOU MATOJIOTUEN MOYEBOTO
my3bIps (Tabauia) — S B3pOCbIX U 3 neTeil — OOJIbIINH-
CTBO MPU3HAKOB MPOSBISIUCH 0€300J€3HEHHOI MaKpo-
remMarypueii, CUMIITOMOM, CBSI3aHHBIM C KPOBOU3JIM-
guueM, unu uHdbekuueit [7]. [lepBblil ciyyail onucaH
Bolkier et al. B 1983 . — oOpa3zoBaHue y pebeHKa pa3mepa-
MU 10 X 5 X 2 cM HAUUHATOCH OT CTEHKU MOYEBOTO Iy3bl-
ps ¥ IpOpacTago B OPIOLIHYIO MOJOCTh YePe3 €ro CTEHKY
[5]. Bropoii ciryuaii, onmcanabiit Wyle et al., — 49-neTHmit
My>XYMHA C CUMITOMaMU Pa3ipaxkeHus TP MOYEUCTIY-
CKaHUW; IIUCTOCKOMMUS TMOKa3ajla HeNaWUISPHYIO OITy-
XOJIb MEXY NBYMSI OTBEPCTUSIMU BHYTPU TPEYTOJbHUKA
[6]. Tpetuii ciryyait onvcan Niu et al. — 8-JeTHsI AeBOY-
Ka, Yy KOTOPOW MPU LIUCTOCKOITUU OITYyXOJIb BBITJISIAEA KaK
Onectdaias KpacHasg Macca, a MpU BU3YAIU3UPYIOLIMX
WCCIIEIOBAHUSIX OBUIO OOHAPYXEHO BBHITISTYMBAHUE MOYE-
BOTO ITy3bIPsI Ha TIpaBOil O0KOBOI cTeHkKe |7]. B 4-Mm ciy-
yae, onuMcaHHoM Seyam et al., y 27-JeTHeil XKeHIIUHBI
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KT nokazana HEOOZHOPOOHO YyBeIWYMBaIOIIeecss obOpa-
30BaHNUe, BO3HUKAIOIIEE U3 MepeaHeil CTEHKM MOYEeBOTO
ny3bIpsi, pasmepamu 3,8 X 3,6 cM, a IUCTOCKOIUS — TBEP-
noe o0pa3oBaHME B KyITOJIE MOUEBOTO My3bIPsI, ITOKPBITOE
HOpPMAaJIbHOM clu3ucToi obosioukoii [8]. TlaTeiii cuy-
yaii, onucaHHbli Moradi et al., ObLT 3aperucTpupoBaH
y 40-5eTHe#l XEeHIIMHBI ¢ TJIOCKUM 4-MWLUIMMETPOBBIM
KJIyOHUUYHBIM 00pa3oBaHMEM Ha IIpaBoii OOKOBOI CTEHKE
MOYEBOIO ITy3bIpsi, OOHAPYKEHHBIM MPU YPETPOIUCTO-
ckoruu [9]. Hakonew, 6-ii ciaydaili M3 aHIJIOS3bIYHOM
JuTepatypbl npuHamiexuT He et al. u onmuckiBaeT Kpac-
HYIO HETTaIMJUISIPHYIO OITyXOJIb C IIaAKOI TOBEPXHOCTHIO,
BBIOYXAIOIIYIO B ITOJIOCTh MOYEBOTO My3bIps, Y 40-1eTHei
KeHIIUHBI [10].

Eme 2 cinyuyas noxanuzauuy auM@aTUYEeCKO Majb-
(opManum B 00JIACTM MOYEBOIO MY3bIPS MBI HalIA
B oreuecTBeHHOIl yutepatype. C.M. baraeB u coaBT.
OIMCcaii MALMEHTKY 3 JIET C COJUAHBIM 00pa3oBaHUEM
HemnpaBWIbHOI opmbl pazmepamu 5,0 x 4,0 x 3,0 cm
[11]. A.T. Kpurep u coaBT. COOOIIMIN O KUCTO3HOM JIUM-
(aHrMoMe MOYEBOro My3bIpsl y KEHIIMHBI 64 et [12].
Takum obOpa3oM, y 3 U3 8 omMcaHHBIX paHee IMalleHTOB
HE OTMEUYECHO BOBJICUCHUSI CAM3UCTONM MOYEBOTO My3bIpS,
COITPOBOXKIAIOIIETOCS TeMaTypUeii.

Ham mamueHT ¢ nuMdarudyeckoil Malbhopmalmeit
MOYEBOTO ITy3bIPS SIBISIETCS] YETBEPTHIM PEOCHKOM, OIH-
CaHHBIM B JOCTYITHOI1 uTeparype. M3 8 paHee omy0au-
KOBaHHBIX HaOJIIOAEHU Y 2 B3pOCIIbIX 00pa3oBaHME ObLIO
yIajJieHO poOOTUUYECKUM JOCTYNOM 1 Yy 1 pebeHKa — jana-
POCKOITMYECKUM.

3akioyenne

JIumbatnueckass ManbpopMmalus KpaiiHe peako
BBIABIISIETCSI B 001aCTU MOYeBOTO MMy3bIps. JItodboe coo6-
LIEHUE O BOBMOXHBIX HETUIIMYHbBIX BapHaHTaX pPacojio-
XKeHus TuM@paTUIecKoil MajabhopMaluy TIpeacTaBIIsi-
€TCsI Ba>KHbIM JIJIsI HAKOIUICHUsI OIbITa M MPUMEHEHUS
YAYYIICHHO! CTpaTeruy JIeYeHUsl BpayaMu — JCTCKU-
MU OHKOJIOTaMU U xupypramu. J1oOpokauyecTBeHHBII
XapakTep JuMm@aTrnyeckoil MaabGopMaluu IMO3BOJISIET
HCIIOJAb30BaTh IJIsd yAaJeHUs] 00pa3oBaHUS MaJIOMHBA-
3UBHBIC BUI€0ACCUCTUPOBAHHBIE XUPYPTUYECKHUE METO-
UK.
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Clinical data of reported cases of bladder lymphangioma

Ne u
JmTepa-
TYPHbIH

HCTOYHHK
No. and
references

L, 5]

2, (6]

3,17

4, 8]

5,191

6,[10]

7,[11]

8, [12]

9, OnuUChI-
BaeMbIi
Hamu
cltydan

9, described
case

Bo3spacr,
roJIbI
Age, years

IToa
Gender

PeGe-
HOK 0e3
ykazaHus  Hert
Bo3pacta  JaH-
Child HbBIX
without  No data
age
specified
Myx-
46 CKOIt
Male
Ken-
8 CKUIA
Female
Ken-
27 CKUIA
Female
Ken-
40 CKUA
Female
Ken-
40 CKUIA
Female
Myx-
3 cKoit
Male
XKen-
64 CKUI
Female
Myx-
3 cKoit
Male

Knunnyeckue nposis-
JIeHUs
Clinical
manifestations

BesbonesHeHHas
MaKpOCKOTTMYECKast
reMaTypust
Painless macroscopic
hematuria

HmMriepaTBHbIE
paccTpolicTBa Move-
HCITyCKAHUS
Urinary urgency
disorders

TepMmuHanbHast re-
MaTypusi, CBsI3aHHasI
¢ TIepeMexaloIeiics

JIUXOPAJIKON
B T€UYEHME
1 Hen
Terminal hematuria
associated with
intermittent fever for
1 week

Besbonesnennas
MaKporeMaTypust
B TeueHue 6 mec
C MEPUOANIECKUMU
00JISIMU HaJl IOHOM
Painless gross
hematuria for
6 months with periodic
pain above the pubis

Mukpockonuyeckas
reMaTypusi
B TeueHue 3 mec
Microscopic
hematuria for
3 months

be3bone3HeHHas
MaKpOreMaTypust
B TeueHne 6 Mec
Painless gross
hematuria for
6 months

Bonu B HUXKHMX

OTJIe/Iax XKUBOTa

Pain in the lower
abdomen

He ykazana
No data

Bonu B HUXKHMX

OTJIe/Iax XKUBOTA

Pain in the lower
abdomen

OcoGennoctn
IUCTOCKONNH
Features of cystoscopy

Het naHHBIX
No data

HenanuuisipHast
OIyXOJIb C IJIaAKOM
TTOBEPXHOCTHIO
Non-papillary tumor with
a smooth surface

Heo6oubiast KpacHast
OITYXOJ1b, BBIMMPAIOILAST
B TIOJIOCTh MOY€BOTO
y3bIpst
Small red tumor
protruding into the
bladder cavity

[MonBrkHas 1 TBEp-
Iast Macca, MoKphbITast
HOPMaJIbHOM CIIM3UCTON
000JI0YKOM
A mobile and hard mass
covered with normal
mucous membrane

[Tnockoe BoizEISIIONIECE-
cst 0Opa3oBaHue, Haro-
MMHAIOUIEe KIYOHUKY
A flat, prominent lesion
resembling a strawberry

KpacHas Henmanmuuisip-
Hasl OMyXO0JIb C TJaAKOl
TMOBEPXHOCTHIO, BHIOYXa-
fol1asl B OJIOCTh
A red non-papillary tumor
with a smooth surface,
protruding into the cavity

He npoBoaunach
Not carried out

Her onucanus
No data

Oxpyriioe obpa3oBaHue,
BbIOyXaroliee B MPOCBET,
C HOPMAJTbHOU CIT3U -
CTOI 000I0YKOM
Round formation
protruding into the lumen
with normal mucous
membrane

Paszmep

o0pa3oBa-

HHS, MM

Size of the

neoplasm,
mm

100

Her naH-
HBIX
No data

38

38

50

He yka-
3aH
No data

30

Jlokanu3zanus
Localization

Bokosast
CTEHKa, CTO-
poHa
HEM3BECTHA
Side wall, side
unknown

Mexny ycTbsi-
MU BHYTPU
TpeyroJibHUKa
Between the
mouths inside
the triangle

IMpaBas
6oKOBast
CTeHKa
Right side wall

Kymon
Apex of the
bladder

[IpaBas
OoKOBast
CTeHKa
Right side wall

Kynon
Apex of the
bladder

JleBast
0OoKoBast
CTEHKa
Left side wall

Boxkosast
CTEHKa, CTO-
poHa
HEM3BECTHA
Side wall, side
unknown

JleBas
0OoKoBast
CTEHKa
Left side wall

2024

1 J
TOMAVOL. 11

Mertoa xupypruye-
CKOT0 JIeYeHust
Surgical treatment
method

Pesex1iust MOYEBOTO
ITy3bIpst
Bladder resection

TpaHcyperpaibHas
pe3ekuus
Transurethral
resection

Pe3ekims MoueBOTO
Ty3bIpst
Bladder resection

PoGotuueckast
pe3eKI1Irsi MOYEeBOTO
y3bIpst
Robotic bladder
resection

TonbmueBas
J1a3epHasi abJIsIust
Holmium laser
ablation

Pesexiust MoueBOTrO
Ty3bIpst
Bladder resection

Jlanapockomnu-
YeCKOe yIaIeHue
o0pa3oBaHus
MOYEBOTO ITy3bIPsi
Laparoscopic removal
of bladder mass

PoGoTtuueckas
pe3eK1rsi MOYEeBOTrO
y3bIpst
Robotic bladder
resection

Jlarapockonu-
YeCKOoe yaaieHue
obpa3oBaHUs
MOYEBOTO IMy3bIPsI
Laparoscopic removal
of bladder mass

Bpems Ha-
OoaeHus,
Mec
Observation
time,
months

Her
TMAHHBIX
No data

36

24

Hert
TMAHHBIX
No data
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JnacTuyeckas nces0KCAHTOMA: CNOXKHOCTH
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Pseudoxanthoma elasticum: challenges of differential diagnosis. Case report of a young patient with an isolated
skin lesion

T.S. Belysheva', V.V. Semenova”?, 1.V. Nasedkina?, E.I. Pilgui’, 1.S. Kletskaya’, Yu.A. Kuyn', T.T. Valiev" >,
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3National Medical Research Centre for Children’s Health Ministry of Health of Russia; 2/62 Lomonosovsky Prosp., Moscow, 119296, Russia;
“Russian Children’s Clinical Hospital — Branch of the N.I. Pirogov Russian National Research Medical University, Ministry of Health
of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia; °Russian Medical Academy of Continuous Professional Education, Ministry
of Health of Russia; Bldg. 1, 2/1 Barrikadnaya St., Moscow, 125993, Russia; °N.I. Pirogov Russian National Research Medical
University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow, 117997, Russia

Pseudoxanthoma elasticum (PXE) is a rare autosomal recessive disease, characterized by skin, retina and cardiovascular manifestations as
a result of ectopic mineralization of elastic fibers of connective tissue. This is a case report of a 17-year-old patient with an isolated skin lesion
and clinical and histological findings that are more typical of PXE. Due to the wide variability of phenotypic manifestations and the high risk
of developing severe cardiac and ophthalmological complications, patients with suspected PXE diagnosis require careful follow-up even if
genetic testing is negative and other diagnostic criteria are not fully met.
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Beenenne

DnacTuyeckas MCeBIOKCaHTOMA (TTKD,
OMIM#264800) — 3TO peaKOe ayTOCOMHO-PELIECCUBHOE
3ab0o0ieBaHUE M3 TPYINbl IUCIUIa3Ui COEAMHUTEILHOM
TKaHU, XapaKTepU3yoIleecs: MPeUMYIIeCTBEHHBIM MTOpa-
KEeHHUeM KOXHU, CeTUYaTKHU IJIa3a U CepAeUYHO-COCYIMCTOM
cuctemnl (CCC). B ocHoBe maroreHe3a JTaHHOTO 3a00-
JIEBaHMSI JIEKUT HapylleHHe IIpoliecca MUHepaIn3a-
LIMY, YTO MPUBOAUT K SKTOMMYECKONW KalbI(bUKAIIUN
U TIOCHeAyIolel AUCTPOMUU 3IACTUYSCKUX BOJOKOH
COeNMHUTENIbHOM TKaHU. PacrpocTpaHeHHOCTh 3aboJie-
BaHus cocrtapisgeT 1/25 000 — 1/50 000 B 3aBUCUMOCTH
OT momyJsauu. Yactora reTepo3uroTHOro HOCUTEIbCTBA
MaTOreHHBIX BapuaHTOB B reHe ABCC6, accolLlMMpoBaH-
Horo ¢ [1K3, naxonutcst B mpenenax ot 1/111 no 1/80.
KeHIMHBI 00JICIOT Yallle MY>KYMH, COOTHOIIIEHUE MEXITY
MaleHTaMU KEHCKOTO M MYXCKOTO II0JIa COCTaBIISIET
2:1. Manudecraumusa ITKD yaiie Bcero mpoucxomuT BO
2-i1 nnm 3-1 nexane xku3Hu. CpeaHuii BO3pacT MOCTaHOB-
KM guarHosa coctasiset 10—15 net [1, 2].

I'eHeTHYecKHe XapaKTepUCTHKH

B 90 % cnyuaeB pazputue [1KD cBsizaHo ¢ Hajau4rem
TOMO3UTOTHBIX WJIM KOMITAyHI-T€TePO3UTOTHBIX Bapu-
aHtoB B reHe ABCC6. B 10 % naGmoneHuit 3aboseBa-
HHUE HacJemyeTcs I10 TCEeBIOIOMMHAHTHOMY TuIry. Kak
MPaBUJIO, Y TeTEPO3UTOTHBIX HOCUTEEH HEe pa3BMBaeTCs
MOJIHBINM cuMnToMokoMItieke TTKD, oHu nMeroT ToJIbKo
OTAENbHbBIE TPOSIBIEHUS 3a001eBaHus [3].

Ien ABCC6 xomupyeT O€JIOK, KOTOPBIM OTHOCHUTCS
K cemeiicTBy ATM®-CcBA3bIBAIOIINX KACCETHBIX TPAHCIIOP-
tepoB (ATP-binding cassette protein, ABC). JlaHHbIi1
0esToK obecreurBaeT 9KCKPEIMI0 U3 KIETKM BO BHEKIIC-
TOYHOE IIPOCTPAHCTBO aneHo3uHTpudocdara (ATD),
KOTOpPBII Ha IMOBEPXHOCTU KJIETKU IIpeBpalacTCs B ale-
HOo3MHMOHOMOChaAT M HeopraHudeckuii nupodocdar
(PPi) mpu momomu MembOpanHoro oenka ENPPI1. PPi
SIBJIICTCSI KJIIOUEBBIM MHTUOUTOPOM MMHEpaIu3aluu
Msrkux TkaHeil. bemok ABCC6 oGecrieurBaeT CHHTE3
npubmsureabHo 60 % PPi B opranusme. HawubGoiee
BBICOKUI YPOBEHB €T0 3KCIIPECCUU OTMEUaeTCs B IIEYSHM.
Heduuur 6enka ABCC6 jieXXUT B OCHOBE HapylleHUs
KaJnbLMpUKALIMY coeTMHUTEbHOM TKanu pu [TKD [4, 5].

B Hacrosiee Bpems onucano 6osnee 300 maToreHHbIX
myTtauuii B reHe ABCC6, oqHako 0oJiee IMOJIOBUHBI Ciiyva-
eB I[1KD cBs3aHO ¢ HOCUTEILCTBOM 2 HaubOoJee JacThIX
BapuaHTOB. Y 25 % MmallMeHTOB Pa3JIMYHbIX 3THUYECKUX
rpynn pa3BuUTHE 3a00JeBaHUSI OOYCIOBJIIEHO BapuaHTOM
¢.3421C>T, p.Argll41Ter B 24-m sk3oHe reHa ABCCO,
KOTOpBIIi TMPUBOAMT K OOpPa3OoBaHMIO IIPEXKICBPEMEH-
HOTO CTOIT-KOJOHA M OOpBLIBY CHHTE3a OCJIKOBOI IICITH.
Jpyroii yactoit myTamuen siBasieTcst Aeaeuus ¢ 23-Tro 1o
29-i1 3k30H (del23-29) rena ABCCO6, ¢ KOTOpPOI CBSI3aHO
28 % I1KD B aMepUKaHCKOI ¥ eBPOIIEMCKOM MOIYJISILII
[2]. B 10 % ciy4yaeB MOJEKYJISIPHBINI TMarHO3 HE YAaeTCsI
MMOATBEPAUTH JaXe y MallMeHTOB C XapaKTepHOM KIWHU-
YEeCKOIM KapTUHOM M3-3a OrPaHUYCHUUN TMAarHOCTUYECKUX
MeTonuK [6].
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Kimangeckne XapakTepucTHKH

Haunbonee xapakTepHbIMU KIMHUYECKMMU IIPOSIBIIC-
Husmu [TKD gaBnsioTcst mopaxkeHus KOXHBIX ITOKPOBOB,
cetyatku ria3a 1 CCC. TsxkecTh (PEHOTUITMYECKUX TTPO-
SIBIGHUI W BO3pacT MaHUGEeCTallud MOTYT BapbUpPOBaTh
B IIIMPOKUX TpeIesiax KaK BHYTPY OMHOW CEMbH, TaK U Cpe-
JIU TTAIIMEHTOB, HE CBSI3aHHBIX KPOBHBIM POACTBOM [1].

Koorcnovie nposieaenus

ITopaxeHue Koxu BeISIBIIsIETCS Y 97—98 % malneHToB
¢ [1K3 u sBisieTcss HanboJee TMarHOCTUIECKU 3HAYMMBIM
MpU3HAKOM 3abojeBaHus. Yaiie BCero rnepBble M3MEHE-
HUs Ha KOXE€ BO3HMKAIOT B JETCKOM BO3pacTe M 3aTeM
MEIJICHHO IIPOTPECCUPYIOT B TeueHMe ku3Hu. Ha Hauab-
HOI cTamuy 3a00JieBaHUS OHM BBHITIAOSIT KaK MEJIKHE
(I—5 mMM) OecCUMITOMHBIE KEATOBAThIe MU TEIECHOTO
1IBeTa MAaITyJIbl, KOTOPhIE 3aTeM CIIMBAIOTCS B OoJiee KPyIl-
Hble Onsiku. ITopaxkeHHast Koxa CTaHOBUTCS JpsiOJIoit
1 MopiuHKUCTON. [lepBbie ouaru, Kak IpaBUIO, BO3HU-
KaloT Ha 3aJHeil 1 OOKOBOIM MOBEPXHOCTU IIeH. 3aTeM
B TIaTOJIOTUYECKUI TTPOIIECC MOTYT BOBJIEKATHCSI KOXHBIE
TMOKPOBBI MMOAMBIIIIEYHBIX U MAXOBBIX CKIAMI0K, JTOKTEBbIX
¥ TIOAKOJICHHBIX SIMOK, OKOJIOMYIIOYHOU ob0sactu. Bos-
MOXHBI TIOPaKEHUsI CIM3UCTON IOJIOCTH PTa, OCOOEHHO
B 00JIACTW HMXHEMN TyObl, a Takxke reHuTanuii. KoxHbie
nedexTel mpu [TKD 0ObIYHO OCTarOTCsI OECCUMITTOMHBI-
MM Ha IPOTSIKEHUU BCEi KM3HM TTAlIMEHTA U TIPEACTaBIIS -
IOT cO00I1 MPEUMYILIECTBEHHO 3CTETUUYECKYIO MPOOJIEMY;,
OJIHAKO OHU MOTYT CBUIETEILCTBOBATh O HAIMUMU BBICO-
KOTO pHCKa TSDKEIbIX O(PTAIbMOJIOTMYECKUX M Cepiaey-
HO-COCYIMCTBIX OCJIOXKHEHUI [1, 2].

Mopdonornueckn mnopaxeHus Koxu npu I[1KD
XapaKTepU3ylTCsl  JAeTeHepaTUBHBIMU  HM3MEHEHUSIMU
3JIaCTUYECKMX BOJIOKOH B CpenHeit TpeTu aepMbl. Cocou-
KOBBI CJION AepMbI He TTopaxkeH. [1py rucTosornyeckom
HCCJIeIOBAaHMY OTMEYUAIOTCS YTOJIIIIEHUE U (hparMeHTaIUsI
3JIaCTUYECKMX BOJIOKOH B CPEIHMX OTAEaX AePMbI (0OHAa-
PYXMBAIOTCS TIPU TTOMOIIY TUCTOXUMUUYECKOTO MCCIEI0-
BaHMS UTS BBISIBJICHUS 37IaCTUYSCKUX BOJIOKOH — OKpacKa
no Beiirepty). OT™MeuaeTcs1 ouaroBoe OTJIOXKEHME COJieit
Kajaplusl (0OHApYXKMBAIOTCS MPU MOMOIIM OKpackKu IO
don Kocca), nHorna BBISIBISIETCS MX TPAHCIMUIEPMaTbHAS
snuMuHaims. KommareHoBbIe BOJIOKHA HE U3BMEHEHHI [7].

Ogpmaavmonoeuueckue nposieaenus

HavanbpHbIM H3MeHEeHUEeM B I1a3ax nauueHToB ¢ [1KD
SIBJIICTCST MYJIbTU(OKAIbHAS TOYeUHasT KaablU(UKAIIAS
MmeMOpanbl Bpyxa Ha 3agHem Tojtoce riasa. HambGonee
pacnpocTpaHEeHHBIMU INIa3HbIMU cumnTomMamu [1KD
CIyXaT CUMIITOM aIleJIbCMHOBOM KOPKM JIMOO MaKyJsIp-
Hasl IUCTpodus ceTYaTKU M aHTHUOMIHBIe TToochl (AIT)
Ha ceTyaTke, KOTOpble IIPUCYTCTBYIOT B 89—96 % HabJ110-
neHuii. Jlpyre d4acTble MPOSBICHMSI — IMIMEHTHAs
JlereHepanusi CeT4aTKu, Apy3bl 3puteabHoro Hepsa (3H),
aHruorpacduyeckass KapTMHa B BHMIIE «XBOCTOB KOMETHI»
[8]. AIT MmoryT mpuBOAUTH K Pa3BUTHUIO CYyOpEeTUHAIBHOMI
XOPUOUIAIBHON HEOBACKYJISIpU3allMU, KPOBOU3IUSIHUNA
U TIOCEOyIoIIel IMoTepe LIeHTPaJbHOTO 3peHus. Puck
pPa3BUTHSI HEOBACKYJISIpM3allMU TIOBBIIIAETCS C BO3pac-
toM. Kak npaBuno, y mauneHToB ¢ [TKD 3peHue ocraercs
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COXpaHHBIM Ha IMPOTSKEHUM IIEPBBIX YETHIPEX NeCSITH-
JICTU# KU3HU, 3aTeM OHO MOXET Pe3KO CHIKaTbes [9].
IToutn y Bcex OoJbHBIX HaOomaercst codyetanue All
1 nopaxkeHuit Koxu [2]. IlepBble mpu3HAKK MOPaKEHUS
IJ1a3 OOBIYHO TOSIBIISIIOTCS 32 HECKOJIBKO JIET 10 KOXKHOM
MaHudecTaluu 3a001eBaHUs U, KaK IMPaBUIIO, HOCST JIBY-
CTOpOHHUI xapakTep [8].

Ilopascenue cepoeuno-cocyducmoii cucmemol

CepIeyHO-COCYANCThIE CUMITOMBI BKJIIOUAIOT TOTE-
plo  TepudepruyecKOoro IyJibca, IePeMEeXXaroIylocs
XpOMOTY, PEHOBACKY/ISIDHYIO TUIEPTEH3UIO BCJCICTBUE
YAaCTUYHOUW WJIM IOJHOMU OKKJIIO3UMM IMOYEUYHBIX apTepUid,
CTEHOKApAWI0 U pexe — MHGApKT MUOoKapaa. Takxke

Juaenocmuueckue kpumepuu I[1KD (no D.P. Germain) [6]
Diagnostic criteria for PXE (according to D.P. Germain) [6]
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MOXET BO3HUKHYTb UIIEMUYECKOE TTOPAKEHNE FOJJOBHOTO
MO3ra U XeJIyIOYHO-KHUIIEYHOrO TpaKTa. DTU IPOsIBIIe-
HUSI SIBJISTFOTCS CJIEACTBMEM YCKOPEHHOTO aTepoCKiiepo3a
C MUHEpaAIU3aLUEN BHYTPEHHEN 371aCTUYECKOM TIAaCTUH-
ku aprepuii. CCC mopaxkaeTcs pexe, 4eM Koxka U IJa3a.
ITepemexaromasicas xpomora HaOmomaercs v 7—30 %
nauueHToB. CUMIITOMBI o cTopoHbl CCC 00BIYHO MOSIB-
JISIIOTCST HA TPEThEeM NEeCATUICTUM XKU3HMU [2].

JInarHocTHyecKne KpuTepun

Junarno3 ITKD craBuTCca Ha OCHOBAaHMU XapaKTEPHBIX
KJIMHWYECKUX Mpu3HaKoB. B 2017 I. mpeaytoxkeHbl AMardoc-
TUYECKME KPUTEPUU, IIPEACTaBICHHbIE B Tabuiie [6].

Boubline AMarHocTHYECKHE KPUTEPUH
Major diagnostic criteria

1. Koxka

a. ’Kenrosatele nanyJibl U/Ujin OJAIIKY Ha OOKOBOI CTOPOHE 1eH U/MJIN CrUOaTeIbHbIX TOBEPXHOCTAX; MIIN
6. Hannuue cxoriennit pparmMeHTHPOBaHHOTO MOP(HOIOrMYECKH MOBPEXAEHHOTO IAaCTUHA U KaJIbLIM(bUKALIUY JIaCTUYECKUX BOJIOKOH MPU

TUCTOJIOTMYECKOM MCCIIeJOBAHMM OMONTaTa TOPaXXeHHO! KOXN
1. Skin

a. Yellowish papules and/or plaques on the side of the neck and/or flexor surfaces; or
0. Fragmented morphologically damaged elastin and calcification of elastic fibers in a biopsy of the affected skin

2. Iaza
a. CUMIITOM <«areJIbCMHOBOM KOPKI» ; WJIN

0. > 1 AIl, cooTBeTCTBYIOLIMX AMaMeTpy Aucka 3H uiau npeBblaolmx ero (MoATBEpKAaeTCs MPU MOMOIIM (hyiyopeclieHTHOI aHTuorpaduu nin

aHruorpaduu ¢ HIOLMAHMHOM 3€JICHbIM)
2. Eyes
. Peau d’orange of the retina; or

a
6. > 1 angioid streak (AS) each at least as long as optic disc diameter (confirmed by fluorescein angiography or indocyanine green angiography)

53]

. [eneruka
. BuannenpHas maroreHHast myrauus B reHie ABCC6; v

w o

. Genetics
. Biallelic pathogenic mutation in the ABCC6 gene; or

. PoacrBeHHUK 1-it IMHUM (pOAMTEINb, CUOJIMHI, PEOCHOK) C IMOATBEPXKACHHBIM ArarHozom [TKD

a
0. First-degree relative (parent, sibling, child) with a confirmed diagnosis of PXE

MauJble IMarHOCTUYECKHE KPUTEPUI
Minor diagnostic criteria

. aza
. Onna ATl kopoye 1ruaMeTpa 3puTeJIbHOTO IUCKA; WU
. > | «<koMeT» Ha ceTyaTKe; UJIu

. Eyes

. One AS shorter than the optic disc diameter; or
. > [ “comet” in the retina; or

. > [ “wing signs” in the retina

(AR~ OV —

N R

. [enetuka

a. MoHoaJsuteibHas maroreHHasi Myrauus B rene ABCC6
2. Genetics

a. Monoallelic pathogenic mutation in the ABCC6 gene

.> | o4aroB KpbUTOBUIHOI TUTIEpIIUTMEHTAINY 110 Xony All Ha ceTuaTke

ITocTaHoBKa TMarHo3a
Requirements for the diagnosis

a. OKoHYaTeIbHBIN AUATHO3

> 2 GOJIBIINX KPUTEPUEB U3 Pa3HBIX KATETOPUi (KoXka, I1a3a, TeHeTUKA)

a. Definitive diagnosis
> 2 major criteria from different categories (skin, eyes, genetics)

0. [1peamnonoXuTeIbHbIN IMarHO3

Hanuyue aByx 60J1bIIMX KPUTEPUEB U3 OJHOM KaTeropuu (Koxa Jinbo riasa); win
Hasnmune oHOTO GOIBIIOTO KPUTEPHSI M OHOTO WK 00Jiee MaIbiX KDUTEPUEB, HE BXOISIINX B TY € KATETOPHUIO, YTO U OOJIBIION KPUTEPUit

0. Probable diagnosis
Two large criteria from the same category (skin or eyes); or

One major criteria and one or more minor criteria not in the same category as the major criteria

B. BO3MOXXHBIIT TUarHo3

Hayiimuume ogHOro 601b1IOT0 KPUTEPUST; UITU
Hanuyue onHoro wim 6osiee MalibIX KpUTEpUEB
6. Possible diagnosis

One major criteria; or

One or more minor criteria

Knuunyeckue Habnwopenus // Clinical cases
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Jucppepenyuarvnasn ouacnocmura

Koxxnbie uameHenus, xapakrepsoie 1is1 [1KD, HeoO-
xoaumo nuddepeHIMpoBaTh ¢ APYrUMU COCTOSIHUSIMU,
XapaKTepU3YIOIIMMUCS HapyIIeHUeM MMHepaIu3alliu.
C mytaumsamu B reHe EFNPPI cBsizaHa reHepaiu30BaH-
Hasl apTrepuajbHasg KaJlbLUMHALMUI Yy OETEU TIPYIHOTrO
Bo3pacta (Arterial calcification, generalized, of infancy,
1, OMIM#208000) — ayrocoMHO-pelLieCCUBHOE 3a00Je-
BaHUE C paHHell MaHMdecTalyeil B mpeHaTaIbHOM JIMOO
paHHEM MOCTHATAJIbHOM MEPUOJAE U IJIOXUM TTPOTHO30M
¢ rubesbio MaiyeHTa B Bo3pacTe 10 rojga. Cxoxuii ¢peHo-
TUII MOXET pa3BUBaTbCA M Yy MALIMEHTOB C OHasUIeb-
HbIMU MyTalussMu B reHe ABCC6 (Arterial calcification,
generalized, of infancy, 2, OMIM#614473), moatomy
HEKOTOphIe aBTOpbI cuuTaroT ENPPI-accolimnupoBaHHOE
cocTostHUe reHeTrndeckoit popmoii I[TKD [6, 10]. YV manu-
eHTOB ¢ MyTauusamu reHa GGCX pasuBaetcs [TKD-mo-
JIOOHOE COCTOSTHME C TIPEUMYIIECTBEHHBIM MOPaKEHUEM
koxu (Pseudoxanthoma elasticum-like disorder with
multiple coagulation factor deficiency, OMIM#610842).
KoxxHbIe TIOKpOBBI MpU 3TOM 3a00JIeBAHUU CTAaHOBSITCS
IPSOABIMUA 1M M30BITOYHBIMU B Pe3yJibTaTe MUHEpaIn3a-
LIMY CPETHMX CJI0EB AePMbI. XapaKTepHOIl 0COOEHHOCTHIO
SBIsgeTCsl BUTaMUH K-3aBUCUMBIN nedeKT Koarysiuu.
Tun HacaenoBaHMUs HEU3BECTEH [6].

Jpyrumu 3a00JeBaHUSIMU, JUISI KOTOPBIX XapaKTepHO
HapylleHMe MUHepalu3alluu, SBISIOTCI HOpModoc-
dareMUuecKnii CeMeMHBIN TyMOpaJbHBIN KalbLIMHO3,
BO3HMKAIOIIMI B pe3yasraTe MyTanuii reHa SAMD9
(Normophosphatemic familial tumoral calcinosis, NFTC,
OMIM#610455), u nepuuur CD73 n3-3a myTaiuii B reHe
NTS5E, npuBoagnii K KaablLIMHALIMKA CYCTABOB U apTepUit
(Calcification of joints and arteries, OMIM#211800) [10].

Cxoxasl TUCTOJIOTMYEeCKass KapTUHA KOXHBIX M3Me-
HEHMI TUIIMYHA JUIS CpeIHeIepPMaJIbHOIO 3J1acToM3a —
pPENKOro HeHAacJIeACTBEHHOIO 3a00JeBaHuUs, KOTOpPOe
XapaKTepu3yeTcsl TOSIBICHUEM Y4YacTKOB MCTOHYEHHOM
MOPIIMHUCTOM KOXM B pe3yiabTaTe OeCTPYKLMHU 3Jia-
CTUYECKMX BOJIOKOH CPEIHHUX CJIOeB AepMmbl. [laTomo-
TMYECKUEe OvYaru 4vaille BCero pacriojlaraloTcs Ha Iiee,
TYJOBUIIE M BEPXHUX KOHEUHOCTSX. 3aboeBaHHUE, KaK
MPaBUJIO, IIPOTEKAeT O6CCUMITOMHO U HE COITPOBOXKIACT-
cs mopaXkeHueM BHyTpeHHux opraHos [11]. Kpome Toro,
[MKD-nonobHbIe M3MEeHEHUST OMMCAHbI MPU KaJbLU(pU-
JIAKCMM U Yy TIAlIMEHTOB, IOJIyYaBIIUX JEUYeHUE TMEHU-
HuIaMuHoM. Takke (pparMeHTalusl U 1e30praHu3alus
9JIACTUYECKMX BOJIOKOH HAOJIOJAIMCh TIPU Pa3IMYHBIX
BOCHIAJIMTENILHBIX 3a00JIeBaHMSIX, BKJIIOUasl JUMOAEpMa-
TOCKJIEPO3, KOJBIEBUIHYIO TPaHyJIEMY, ITyOOKYIO (hopMy
Mopdea, y3JI0BaTyI0 3pUTEMY, CeNTaIbHbIN TAHHUKYJINT,
He(poreHHbI CUCTEMHBIN (GUOPo3 [7].

WUsmenenus cetuyarku, Habmomaembie pu [1KD, He
SIBJISIIOTCSI TTATOTHOMOHUYHBIMM M MOTYT BCTpeYaThCs
NpU JAPYIUX COCTOSTHUSX — CEPIIOBUAHO-KIJIETOYHOU
aHemuu, Tajlaccemuu, Oone3Hu Ilemxkera, cuHApPOME
Mapdana, cungpome Diepca—JlaHaoca U OTpaBIeHUU
CBUHLIOM [6].
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Knunanyeckwnii ciyqait

Tlayuenm IlI., ospacm 17 nem 1 mecay. Obpamuncs
€ JHCanobamu Ha UsMeHeHUs KoJcu nepeoHeii no8epxXHoCmu
weu. CeMeliHblil GHAMHE3 NO KOJCHbIM U HACAEOCMBEHHbIM
30001€6aHUSIM He OMS20UleH.

Anamues 3ab0n1e6anus: enepsvie 6 so3pacme 13— 14 rem
OMMEHanoch noseaeHue 04aeo8 OpsdA0CmuU, PACMANCEHUS
Kooicu nepedueii nosepxHocmu uleu. YkazauHole uzmeHe-
HUsi coxpaustomes no Hacmosuwee epems. CyOseKxmusHvix
acanob e npedessasem. Co c106 nanvl, y Malsb4uxa omme-
yaromes Hagsa34ugbvle delicmeus 6 sude NOMUPAHUS KOXCU
ueu.

B 6o3pacme 15 nem KoHCcyabmuposaH 0epmMamooHKO-
noeom DPI'BY «HMUI] ouxonoeuu um. H.H. Broxuna»
Mun3zdpasa Poccuu, na ochosanuu KauHuueckux OAHHbIX
3anodo3pena IIKD. Jlrs ymounenus duaenoza nposedera
ouoncus ouaea nopaxcenus. B xode onepayuu évinoaneno
00HOMOMEHMHOE UCCeHeHlUe U YUUBAHUE USMEHEeHHbIX MKA-
Hell K0JCHO20 NOKP08A NOPAdNCeHHOU odaacmu.

Coenacno  pesysvmamam  2UCMOAOSUMECKO20 UCCAe-
dosanus npu okpacke no Beiieepmy (Weigert) 6 cpedueii
u 2nyooKoi yacmu 0epmvl OMMeHarOMcss 0e30p2aHU3AYUs,
ymoaujeHue U QpacMeHmayus 31acmu4ecKux 6040KOH
(puc. 1-3). Boiasnrennvle mopgonocuveckue usMeHe-
Hus moeym umems mecmo npu IIKD, cpednedepmanvrHom
anacmonuse u Opyeux 3a004e8aHUSX, CONPOBONCOAUUXCA
paspyuienuem u gppaemenmayueti 31acmu4eckKux 6010K0H.

Puc. 1. Buonmam roxcu. Boipaxcennas nceedosnumenuomamosnas sunep-
naazus snudepmuca. OKpacka 2eMamoKcusuHoOM U 203uHom, % 80

Fig. 1. Skin biopsy. Severe pseudoepitheliomatous hyperplasia of the
epidermis. Staining with hematoxylin and eosin, x 80

IlIpogedeno monekyaapuo-eeHemuueckoe uUccaed08d-
HUe — CeKBeHUPOBAHUe KAUHUYECK020 IK30MA MemoooM
ceKeenuposanus Hoeoeo nokoaeHus (Next-Generation
Sequencing, NGS), coenacno Komopomy KAUHUYECKU
3Hauumblx eapuanmog e eene ABCC6, accoyuuposarHHom
¢ pazeumuem I1KD, ne evissreno. Kiunuuecku 3Hauumbix
8APUAHMO8 6 2eHaX Opyeux HaAcAedCMEeHHbIX 3a001e6aHU,
CBA3AHHBIX C HAPYUIEHUEM MUHepalu3ayuu, makice He
ob6Hapyxucero. Obcaedosanue Ha npedmem HOCUMENbCMBA
yacmoii deseyuu 23—29-20 3x301n06 eena ABCC6 ne npo-
800UN0CH.



) POCCUIACKII YKYPHATT

POAOr JETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Puc. 2. Buonmam koxcu. Inybokue yuacmku cemuamoeo caosi oepmol.
Dkma3zus cocydos, NepusackyaapHAs AUMPOUUMAapHas UH@UAbMPayus,
VMOAUWeHUE KOANAEHOBbIX BON0KOH U 0e30P2AHU3AUUS IAACIMUHECKUX 8010~
KkoH. OKpacka eeMamokCcuauHom u 303uHom, X 200

Fig. 2. Skin biopsy. Deep areas of the reticular layer of the dermis. Vascular
ectasia, perivascular lymphocytic infiltration, thickening of collagen fibers and
disorganization of elastic fibers. Staining with hematoxylin and eosin, x 200

Puc. 3. buonmam xoxcu. Jlezopeanuzayus, ymoauienue u paemenmayus
21aCMUMECcKUX 8010KO0H 6 cpednell uacmu depmot. Okpacka no Betieepmy, < 300

Fig. 3. Skin biopsy. Disorganization, thickening and fragmentation of elastic
fibers in the middle part of the dermis. Weigert staining, x 300

Status localis: namonoeuueckuili npouecc 10KANU308AH
Ha Kodce nepedHeil nogepxHocmell uwieu, npeocmasieH
obuupHvIM ouaeom opsoaocmu koxcu. Ilopajxcennas Koxca
YMEPEeHHO NUSMEeHMUPOBAHA, UMeem MOPUUHUCbLIL 8UD,
3HauumMenbHo nposucaem (puc. 4).

B coomeemcmeuu ¢ @vicmagaeHHbIM  OUACHO30M
ManvMuKy npogedeno HeobXooumoe AaOOPAMOPHO-UH-
cmpymenmansHoe 00caedosanue 045 UCKAHOUEHUS MYAb-
MUCUCMEMHOCMU NPOueccad, C813aHH020 ¢ abbepaHmHol
MuHepaaruzayuel u oucmpoguel 31acmuveckKux G0A0KOH
€ocy008 u mKawet.

Ob6caedosanue: KAuHUYeCKUe AHAAU3LL KPOBU, MOHU,
ouoxumMu4ecKuil aHaiu3 Kposu OMKAOHEHUU He BblseUNl,
8 MoMm uucae He 0OHAPYICEHO OMKAOHEHUI 8 YPOBHAX KANb-
yus u gocgopa.

st uckaroueHuss nopasceHuss 0peaHa 3peHusi, Ceoli-
cmeennoeo I1KD, nayuenmy npoeeden ogpmanvmonoeu-
yeckuii ocmomp. Coenacno pe3yrsmamam Uccae008aHus
usmenenuil cemuamxu — All, karvyunamos xopuoudeu He
obuapyxcerno (puc. 5, 6). 3penue coxpanno: OU = 1,0 6e3
KoppeKuuu.
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Puc. 4. Ilamonoeuueckuii ouae Ha Kojice nepedrell NOGepXHOCMU uieu

Fig. 4. Pathological focus on the skin of the anterior surface of the neck

Puc. 5. Pesyavmamer uccaedosanus eaasnoeo ona. OU — duck 3H 6aed-
HO-P0306020 Uema, PaHuybl HECKOAbKO CMA3aHbl HO X0y COCYOUCMO20
nyuka, skckasayuu Hem. Kaauobp cocydos ne usmernen. MZ — ece pegaexcol
COXPAHeHbl, 8 3e1eHOM c8eme Xopouiee Jceamoe OKPauueaHue, 6 NOASPU30-
eannom ceeme «ujemxu laiiouneepa» euonvl. AIl nem

Fig. 5. Fundus examination results. OU — the optic disc is pale pink, the
boundaries are blurred along the vascular bundle, without excavation. The
caliber of the vessels has not been changed. MZ — all reflexes are preserved,
in green light there is a good yellow color, in polarized light “Haidinger
brushes” are visible. There are no AS

Puc. 6. Pezyavbmamor uccaedosanus enasnoeo oHa. B pexcume aymogayo-
pecuenyuu OU namonoeuveckux usmeHeHuil Ha ypoeHe NUeMeHmMHO20 INu-
menusi He 8blsi61eH0. Yuacmkoe euno- u eunepghryopecyenyuu Hem

Fig. 6. Fundus examination results. In the autofluorescence mode, OU no

pathological changes were detected at the level of the pigment epithelium.
There are no areas of hypo- and hyperfluorescence
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Yavmpaszeykoeoe uccaedosanue wumosuoHol Jiceneswl,
neuenu, nooxceayO0O4HOI Jcenesnl, Cene3eHKl, NOUeK He Bbls-
8UN0 NAMONOSUYECKUX USMEHEHUT.

B yensx uckarouenus pazeumust 0CA0ICHeHUI 6ciedcmeaie
KanbyuHAyul 31acmu4eckux 6010KOH KPOBEHOCHbIX COCYO08
u npoaugepauuu ux uHmumsl nposedero oocaedosanue CCC
(anekmpokapouoepamma ¢ Haepy3Koi u 3xoKapouozpaghus
¢ donaepocpaghueii), maxiice He 8blagUEUICe OMKAOHEHUI.

Ha ocroeanuu dannbix npogedeHHo20 KAUHUKO-1a060pa-
MOPHO-UHCIMPYMEHMANbHO20 00CAe008AHUS MOICHO COeAAmMb
3aKAOUeHUe, 4MO OGHHbI KAUHUYEeCKUL CcAy4ail Modicem
ceudemenvcmeosams o dedrome IIKD 6 eude nopaxcenus
UCKAKHUMEAbHO KOXUCHO20 NOKPOBA. YuUumuvleas 603MONCHbLI
npocpeccupyroujull XxapaKxmep npoyeccd, cés3aHH020 ¢ nAmo-
A02UHECKOll KanbyuHayuel 21acmuyecKkux miauell eaas,
cocydoe napeuxumamo3uoix opeanos, CCC, marvuuxy noka-
3aHO pe2yaspHoe OUCnaHcepHoe Habarderue u 06credosaHue
8 YeasIX C80eBPEMEHHO20 GbIABACHUS OCAONCHEHUI.

O0cyxKaeHne

[MIKD — crmoxHoe MyJIbBTHCHUCTEMHOE 3a0oJieBaHUE,
IMArHOCTHKA KOTOPOIO YacTO BBHI3BIBACT 3aTPyIHEHHE
BBUIY TMOJIUMOPGHOCTA KIMHUYECKUX TIPOSIBICHUIA.
B nacTtosimuii MOMeHT He cyuiecTByeT 3(h(GeKTUBHOIM
sTHoTponHoM Tepanuu [TKD, omHaKo manreHTaM ¢ 3TUM
3a00JIeBaHEM HEOOXOIMMO TIIATeIbHOE IUCIIaHCEPHOE
HaOJIOACHUE M3-3a BBICOKOIO PUCKa Pa3BUTUS OCJIOX-
HeHuit co croporsl CCC u rias.

Jnst cHUXXKeHUs pUCKa HeoOpaTUMO TMOTepU 3pe-
Hus y namueHToB ¢ IIKD BO3MOXHO NpuMeHeHUE
antu-VEGF-npennaparoB. HaunHaTh Tepanuio HeoOXo-
JIMMO B OTHOCUTEJIBHO MOJIOZIOM BO3PACTe HA HAYAJIbHBIX
9Tamnax nmopaxkeHus cetyaTku. MHTpaBUTpealbHOE BBe-
JIeHue paHuOusymaba, KOTOPBIM IoKa3aH sl JIeYeHUs
XOPUOUOAIBLHOM HEOBACKYISIPU3ALUU PA3IMYHON 3THO-
JIOTUU, MPUBOAUT K CTAOMIM3ALIUU 3pEHUS Y MMAllUEHTOB
¢ [TKD [12]. MauuenTtam ¢ [TKD HeobxoauMo n3berarhb
TYIBIX TPaBM IJla3a TP 3aHSITUSIX CIIOPTOM M APYTUX
BUOAX NESITEIbHOCTH, TaK KaK 3TO MOXET MPUBOIUTH
K IIPOrPECCHUU TTaTOJOrMYecKoro npoiecca [6, 13].
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IMaumnenrtam ¢ [KD ciaegyeT HaxoaAUThCSA MOA IMHA-
MUYECKUM HaOII0leHeM KapaKoJiora BBUAY BbICOKOIO
pUcKa pa3BUTUS TUIIEPTOHUHU, MIIEMUYECKON OOJIe3HU
cepaua ¥ MH(papKTa MUOKapaa B MOJOIOM BO3pacTe.
Kpowme Toro, Takue 601bHbBIE TPEOBIBAIOT B IPYIITIE BHICO-
KOI'O pYCKa M0 Pa3BUTHUIO FeMOPPArndecKOro CUHAPOMa
M UIIeMu4YeckKoro mHcynbra [14]. Hiasg MUHUMM3ALUUA
auckoMdopTa IO MOBOAY IMOPaXKeHMIl KOXHU I0Ka3aHO
MpUMEHEHNE XMPYPruyeCcKnX BMeIIaTeabeTB [15, 16].

Bce manumenTtsl ¢ momo3peHueM Ha ITKD gomkHBI
MPOXOIUTh MEIUKO-TeHETUUYECKOEe KOHCYJIBTUPOBAHME.
Ipn wamuuum I[1KD B ceMbe BO3MOXKHaA JOPOAOBAs
auarHoctuka. HecMoTpst Ha HajiM4yye M3BECTHBIX YaCThIX
BapuaHTOB MyTaluii B reHe ABCC6, MmeTo10M BEIOOpaA TSI
MOKMCKa TOYKOBBIX MYTallMil SIBIISICTCSI CEKBEHUPOBaHUE
9K30MOB JIM0O0 IaHeleil ¢ 00s13aTe/IbHBIM BKJIIOUEHUEM
TeHOB JPYTUX 3a00JIeBaHUM, CBSI3AHHBIX C HAPYLIEHU-
eM MuHepaau3auuu. s moucka KpPYIHBIX IeIeLnit
KCIIOJIb3YETCSI METOJ MHOXECTBEHHOM JIMra3Ho-3a-
BucuMoii amrudukamuu (Multiple Ligation Probe
Amplification, MLPA). BBuagy orpaHmueHuii MeTOIUK
OTpMILATEIbHBINA PE3yJIbTaT F€HETUYECKOIOo TeCTUPOBA-
Hus He uckiovaet [TKD B ciiyyae cOOTBETCTBUS KIUHM -
YECKOW KapTUHBI IPYTUM JUATHOCTUYECKUM KPUTEPUSIM.

3akioueHne

B Hacrogieil craTbe TpeacTaBlieH KIMHUYECKUIA
cyJyail M30JIMPOBAHHOIO MOPaXKeHMUs KOXH Y MalleHTa
17 net ¢ KIMHUYECKUMU U TUCTOJIOTMYSCKUMU TTpU3Ha-
KaMM, B OOJIbIIEH cTereHu xapaktepusytomumu [TKD.
BBuny mupokoii BapuabeIbHOCTH (PEHOTUIIMYECKUX
MPOSIBICHUIT M BBICOKOTO DPHUCKA PA3BUTHUS TIKEIBIX
KapaUOJOTUYECKNX U ODTaATbMOJOTMYCCKUX OCJIOXK-
HeHuit 6onbHBIe ¢ momo3peHueM Ha [1KD HyxmaloTcs
B TIHIATEJIbHOM AWHAMWYECKOM HaOJIONEeHUM Aaxe IMpU
OTPUILIATEILHOM pe3yJbTaTe TeHETUUYEeCKOTO TEeCTUPO-
BaHUS U OTCYTCTBHUM TIOJHOIO COOTBETCTBUSI IPYTUM
IUArHOCTUYECKUM KPUTEPUSIM 3a00JIeBaHUSI.
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Pe3ynbTarbl CaT€NNIMTHOr0 CUMNO3MYMa «YTO HaM CTOMT 10M NOCTPOUTL?
UmmyHoTepanus ocTporo numcpobnacTHoro neikosa
B 1eTCKO/ NpaKTuKe», cocroaswerocsa 23 Hoaopa 2023 r.
B pamkax IV o6vepaunennoro Kourpecca POLOI
«AKTyanbHble NPo6nemMbl U NepcneKTUBbl Pa3BUTUSA AETCKOIA OHKONOruu
u remaronorum B Poccuiickoin ®epepauun — 2023>

K.N. Kupruzos, O.B. ITauna, I'.O. Bponnn

Jlns uurupoBanus: Kupeusoe K., Ilauna O.B., Bponun I.O. Pesyaomamor camesnumuoeo cumnosuyma «4mo nam cmoum oom
nocmpoums? UmmyHomepanus. ocmpozo aum@ooaacmuo2o Aetiko3a 6 0emckol npakmuke», cocmossuieeocs 23 Hosopa 2023 e.
6 pamkax IV obsedunennoeo Kouepecca POJIOI «Axmyanvhble npobnemvl U Nepcnekmusbl paseumusi OemcKolu OHKO0AOUU
u eemamonoeuu 6 Poccutickoti Pedepayuu — 2023». Poccutickuti scypran demckotl eemamonocuu u onkonoeuu. 2024, 11(1):72—4.

Results of the satellite symposium “What does it cost us to build a house? Immunotherapy of acute
lymphoblastic leukemia in pediatric practice”, held on November 23, 2023 within the framework of the IV Joint
Congress of RSPOH “Actual problems and prospects for the development of pediatric oncology and hematology

in the Russian Federation — 2023”

K.I. Kirgizov, O.V. Paina, G.O. Bronin

For citation: Kirgizov K.I., Paina O.V., Bronin G.O. Results of the satellite symposium “What does it cost us to build a house?
Immunotherapy of acute lymphoblastic leukemia in pediatric practice”, held on November 23, 2023 within the framework of the
1V Joint Congress of RSPOH “Actual problems and prospects for the development of pediatric oncology and hematology in the Russian

Federation — 2023”. Russian Journal of Pediatric Hematology and Oncology. 2024;11(1):72—A4.

B pamkax cuMmosmymMa COCTOSUITMCH CIIEOYIOIIne
nmokmansl: «MmmyHoteparuss (MT) octporo mmmbo6-
nmactHoro Jetiko3a (OJIJI) y mereit. JocTrKeHUS U Tiep-
criektuBbl» (ILO. BporuH, . Mocksa), «Db(GEKTUBHOCTL
1 0e30MacHOCTh OPMIK-Tepalliii B KOHTEKCTE TpaHC-
IUTAHTALMM TeMOTIO3TUYECKIX CTBOJIOBBIX KJIETOK Y JIeTEi
¢ OJIJI» (K.!. Kuprusos, . Mocksa), «Bo3aMoxHocTH 61-
cnennduyeckoro akTuBatopa T-KiIeToK OJmHaTymMomaba
B IIOCTTPaHCIIaHTAIIMOHHOM TIeproe y aeTeii ¢ B-nmmHeit-
aeM OJUJT (B-OJLT)» (O.B. [TanHa, . Caukt-IleTepOypr).

OJIJI sBnsieTcst caMbIM YacTO BCTPEYAIOIIMMCS 3J10-
KayeCTBEHHBIM HOBOOOpa3oBaHMEeM y aereil. Exxeromno
B Poccuiickoit @enepamuu (P®) peructpupyrorcsa 1000—
1100 cayuaeB 3aboieBaHus, 89 % u3 KOTOPLIX (11O JaH-
HbIM rpynn «MockBa—bepiaun» u «Poccuiickas rpyimmna
B®M>») — B-knerounsie. B cBsi3u ¢ Tem, uTo 0ko10 5—10 %
MMAIlIeHTOB MOTYT OBITh pepakTepHBIMU K CTAHIAPTHOMN
uHayKurnoHHo#i xumuotepanuu (XT), ay 10—15 % 60J1b-
HBIX, JOCTUTIINX | MOJTHOM KIMHMKO-TeMaTOJIOTMIeCKOM
PEMICCUH, Pa3BUBAIOTCS PELMINBHI JEHKO30B, HEOOXO-
MO TIPETyCMOTPETh 3(PHEKTUBHYIO TEPATTHIO TSI JOCTH -
xeHust MODB-HeraTUBHOTO cTaTyca U ITOCJICIYIOIICH
TPaHCIJIAHTAIIMA TeMOTIO3TUICCKUX CTBOJIOBBIX KIIETOK
(TTCK). Ceromust Ha3zpeia HEOOXOIMMOCTb BHEIPCHMS
HOBOII COBPEMEHHOU TepaIlleBTMIECKOM CTpaTerwu I
MepBUYHO-pedpakTepHoro u peuunuBupyooiiero OJIJI

y neteit. Iyt Taknx malMeHToB Hanbosee 3¢ (GeKTUBHBIM
¥ XOPOIIO M3YYCHHBIM IIPEIIapaToM SIBJISIETCS] OMCITCII-
¢uunoe aHTH-CD19/CD3-aAaTuTe0 — OIMHATYMOMAO.
[TpenmytecTBo 61MHaTYMOMaba COCTOUT B TOM, YTO 3TOT
3 GhEeKT He 3aBUCUT HU OT CITeU(PUIHOCTH T-KIIETOTHBIX
peuenropoB (TCR), Hu oT Hammuus moiekyn I ximacca
OCHOBHOTO KoMmInIeKca rucrocoMectumoct (MHC) Ha
TMOBEPXHOCTA aHTUTCHIIPE3CHTUPYIOINX KJeToK. Ilpm
T-KJIeTOYHOM aKTWBAIIMU TIOBBIIIACTCS CEKPEIs IIUTO-
KWHOB, 0C00eHHO TakuXx, Kak [L-2, IFN-y, TNF-a, [L-4,
1L-6 1 IL-10. Kpome Toro, ripu aktuBaunu T-nmuMmorm-
TOB BBICBOOOXIAIOTCSI TpaH3WMM U MepdOpUH, KOTOPHIE
MPOHUKAIOT B KJIETKY OITyXOJW W aKTUBUPYIOT aIlOINTO3
[1].

binnarymomab 3apekoMeHmoBan cebsl Kak IIpera-
paT, KOTOpHIi B MOHOTEpAINlMU II03BOJISIET TOOMTHCS
KJIMHUKO-TEMAaTOJIOTUIECKON PEMHUCCUM Y ITallieHTOB
C peHUAWBUPYIOIINM U pedpakTepHBIM B-KIeTOUHBIM
OJIJI. OH oGmamaeT yCTAaHOBJIEHHBIM M YIIPaBISIEMbBIM
npoduneM TokcnaHocTu. [IpuMeHeHne 6inHaTyMoMaba
nepen TTCK B ¢popmarte Tak Ha3bIBaeMoOil OpUIK-Tepa-
MUY SBJISIETCS alipOOMPOBAHHBIM CTAaHIAPTOM B ACTCKOM
OHKOJIOTUM-TeMaTojIoru, Kak B P®, tak u B mupe [2, 3]
(puc. 1).

bnaromapst coBepmeHcTBoBaHMI0O Metomguk TI'CK,
VIIy4IIEHUIO COIIPOBOIMTENIBHON TepalmMyi M HaKOILIe-
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Puc. 1. Onyuu npu peyuousax ocmpoix 1eiik0306

HUIO OMbITa TPAHCIUIAHTALMOHHBIMU LIEHTPaMU, PE3YJIb-
tatel TT'CK co BpemeHeM yayuiraiores. Tak, 1o JaHHBIM
nccienoBatenbckoit rpymmsl BFM  (Berlin—Frankfurt—
Munster), nccienoBaTenbcKoit Tpyrmbsl IBFM u paboueii
rpynnel EBMT no neauaTpuyeckuMm 3a00JI€BaHUSIM,
4-neTHsIsT obmasg BepkuBaemocTh (OB) B rpyrme mereit
¢ OJIT mocine amnorennoi TT'CK (ayumo-TI'CK) ot coBme-
CTUMOI'O POJICTBEHHOTrO A0HOpa cocTaBmia 79 %, Gecco-
obiTuiiHas BepkuBaeMoctb (BCB) — 71 % [4]. B nactos-
1Iee BpeMsI 3afadeil i ucciaeaoBaTelieil IT0 BceMy MUpPY
SIBJIIETCS pa3pab0TKa CTpaTernH JICUCHUS PEIIUINBUPYIO-
mero 1 pedppakrepHoro OJIJI, ocHoBaHHO Ha OOJIBIIEH
3¢ dEeKTUBHOCTH M MEHBIIEeH TOKCMIHOCTH. HecMoTpst Ha
pasButre reHHoil Teparmuu U UT, amno-TI'CK no cux mop
TIPENICTABIISIET COOOM «30JI0TOM CTaHOAPT» KOHCOJIMIALINHN
IUIS TIALMEHTOB C PEIUINBUPYIOIINM U pedpakTepHBIM
OJIJ1 [2, 4], a npuMmeHeHMe HOBBIX ITperapaToB nepen TTCK
ITO3BOJISIET YBEJIMYUTD YMCIIO TPAHCIUIAHTAIINI (pHC. 2).

Puc. 2. Hosvie npenapamui npusodsm ik yeeauuenuio yucia TICK

[MpomorxaroTcss MOMCKMA Hambojee ONTUMAaTbHBIX
pexXnMoB KoHauumoHupoBanus nepen amio-TT'CK ot
pa3HBIX THIIOB ITOHOPOB. CXeMBI KOHIMIIMOHUPOBAHUSI
npu OJIJI y meteit 0OBIYHO BKITIOUAIOT TOTAJbHOE OOJIY-
YyeHHe Tella, IIPU HEBO3MOXKHOCTH IPOBEIACHUS JTyIeBOI
TepaIruy MPUMEHSIOTCS OycynbdaH 1 MUKIodochaMu,
a Takke STOMO3MI IS YCWICHHUS IPOTHBOJICHIKeMMUe-
ckoro a¢gdexra [5].
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B cBoem nmoknane IO. BpoHuH paccka3zan o6 ycreni-
HOM JICUCHUM PELUAUBOB U pedpakTepHbIX hopM B-OJIJT
y JeTeil Ha coBpeMeHHOM aTamne. Mcroib3oBaHue Oiu-
HatymoMaba ¢ mociaeaytouieii amto-TI'CK mo3Bosser
YBEJIMYUTH BBDKMBAEMOCTb IAIIMEHTOB I10 CPaBHEHUIO
¢ npoBeneHueM amio-TI'CK mocne Beicokomo3Hoit XT.
IIpencraBieH MO3UTUBHBINA OIBIT IOCIEI0BATEILHOTO
HCITOJIb30BaHUs pa3nuuyHbiXx MeTonoB UT B-OJIJI: uno-
Ty3ymaba o3oraMuuMHa, oaunHarymomata u amio-TI'CK.
DTa TEeXHOJOTUS 00MamaeT HU3KUM MPOPUIeM TOKCUY-
HOCTM M TO3BOJISIET MOCTUYb JJIUTEIbHON pPEeMMCCUM
naxe y pedpakTepHBIX IMallMeHToB. Takke IMpeacTaBiIcH
MHOTro00eIanii onbT 3(@GEKTUBHOIO MCIOJIb30Ba-
Hust onmHatymMomaba u CAR-T-kieTok mist yCIelrHoro
neuenust peuuauoB B-OJIJT nocae anno-TI'CK.

B noxnage O.B. [TanHoii mpo3By4Yano, 4To peluauBbl
B-OJIJ1 y nereii mocne amto-TI'CK sgBnsiIoTCS OCHOBHOIM
npo0JieMOoii, TOBOPSIIEH O pPEe3UCTEHTHOM XapaKTepe
3a00JIeBaHUsI, IPUBOISIIEH K Heyaayam JeueHus1. Cylie-
ctByo1re oniuu UT mo3BossIOT yaYUYIIUTh PE3yJIbTaThl
neuenus aeteii ¢ B-OJIJI. KomOuHupoBaHHAss UMMYHO-
afoNTUBHAsI Tepamnusi OJMHATyMOMaOOM U UHQY3UEH
JOHOPCKUX JTUMGOLMTOB MOXET WHAYLUPOBAThH JIH-
TeJIbHBIE KOCTHOMO3TOBBIE PEMMCCHUM TIPU PEelUINBAX
CDI19" B-OJIJI y mereit mocne amno-TI'CK. baunHaty-
MoMa0 B KOMOMHALMM ¢ UHQY3UEH JOHOPCKUX JTUM@O-
LIUTOB UMEET HM3KUIl MPOMPUIb TOKCUIYHOCTU, HU3KYIO
YaCcTOTY BO3HMKHOBEHUS PEaKIIMU «TPaHCIUIAHTAT IIpO-
tuB xo3suHa» (PTIIX) m xopolo ImepeHoCuTcs Iocie
rarutonaeHTnyHoi TI'CK. MeTtoabl KOMOMHUPOBAHHOI
MMMYHOAIONTUBHOI TepallMi CTOUT paccMaTpuBaTh Kak
MPEATIOYTUTENIbHBIC TT0 CPABHEHMIO C XUMUOTEparieBTUYC-
ckumu, ocobeHHo mocie amto-TI'CK. TlamueHTsl, omy-
yusire UT Ha moboMm aTamne, TpeOyroT 0osiee JIUTEIbHO-
r0 HaOJIIOAEHMS M OLIEHKU OTIAJICHHBIX PE3yJIbTaTOB.

B cBoto ouepenn, K. M. Kupruzos pacckasa o BO3MOXK-
HOCTU M 0e30MacHOCTU NpPUMEHEHMs OJuHaTymMmomaba
B koHTeKcTe TI'CK, ocHoBaHHOM Ha COOCTBEHHOM OITbITE
HWUUN JOul’ um. akan. JI.A. Jdypunosa ®I'BY «HMMUILI
onkoyiorun uMm. H.H. bnoxuna» Munsnpasa Poccunu, rue
ObU1 BeIMOTHEH aHanu3 12 6oabHbIX ¢ B-OJIJI, KoTophiM
nepen TTCK npoBoauiach Teparus ¢ MCIOJb30BaHUEM
onmHaTymMoMmaba. bblio 1mokazaHo, 4TO PUCK pPa3BUTHUS
TOKCUYECKUX U UMMYHHBIX OCJIOXKHEHUI Yy TaHHOM TpyII-
MBI TALIMEHTOB HE OTJIMYAJICS 110 CPAaBHEHUIO C TPYIIIION,
koropas nepen TI'CK ne monyyana UT. Takum obpasom,
Oblla TOKa3aHa BO3MOXHOCThH IPUMEHEHUs IIperapara
U ero 0e30IMacHOCTb U IIEPEHOCUMOCTb.

Exxeromno 125 aeTeil ¢ peluaMBUPYIOIIUM U pedpak-
tepHbIM B-OJIJI Hy>kgatoTcs B Tepanuu OJJMHATYyMOMaOOM.
JleyeHue KpaTHO TOBBIIIACT IIAHCHI HAa YCIICITHBINA UCXOIT
nocnenytomeit TTCK u BBIMMCKY TMamyeHTa ¢ IOJHOM
peMmuccueit u noctmkenueM MOB-HeraTuBHOTO crartyca.

Mo matepuanam Konrpecca POLOT // Based on materials from the Congress of RSPOH
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UmmyHoTepanus Heiipo6nacTtombl. 0630p caTeNnnMTHOro CMMNO3nMyma
B pamkax IV o6nveauHeHnoro Kourpecca POAOI

Jlnsa nurapoBanus: Humynomepanus netipoonacmomst. Q030p camearumuoeo cumnosuyma 6 pamkax 1V obsedunennoeco Kouepecca
POJIOI. Poccutickuii scypran demckoil eemamonoeuu u oukonoeuu. 2024;11(1):75—81.

Immunotherapy for neuroblastoma. Review of the satellite symposium within the framework of the IV Joint
Congress of RSPOH

For citation: Immunotherapy for neuroblastoma. Review of the satellite symposium within the framework of the IV Joint Congress
of RSPOH. Russian Journal of Pediatric Hematology and Oncology. 2024;11(1):75—81.

1V o6sedunennviii Konepecc POJOI" «Axmyaavhble npobaemovl u nepcneKkmussl pa3eumusi 0emckoli oHKo.102Ul
u eemamoanozuu 6 Poccuiickoii Dedepauyuu — 2023», npowedwuii 6 Mockee 23—25 nosopsa 2023 200a, ¢ 4-ii pas
006e0UHUA CREYUAAUCINO8 — OeMCKUX OHK0.10208 U 2eMaNi0.10208 He moavko u3 Poccuu, no u u3 opyeux cmpan.
Tax, npu nodoepucxe xomnanuu 000 «Dapmamondo» 23 Hoa0ps 6 popmame omMKpPoIMOIL QUCKYCCUU COCHOAACA
HayuHo-npaxmudeckuli cumnozuym «90 munym o 2a1a6HoOM 6 UMMYHOMeEPAnuu HelpooAacmomol».

VYacTHHKH CHMIIO3MyMa:

Jlone Xoabrep, npogheccop, 3asedyroujuii kaghedpoii odweii neduampuu u 0emcKoll eemamonoeuu U oHKoaoeuu, oupekmop Llenmpa
neouampuu u no0poCMK080l MeOUUUHbl MeOUYUHCK020 arkysbmema YHueepcumema Ipaiigpceanvoa (lepmanus);

Jnnukuna IOmmsa BanepbeBHa, k.M.H., 8pau-0emcKull OHKO0A02, 3a6e0Vi0uias HAY4HO-UCCAe008AMeNbCKOU Aabopamopueil 0emcKoi
HelpoumMMyHooHKor0euu Llenmpa nepconaru3upoganHol meouyuHsl U 3a6e0yiouias omoeseHuem XUMUOMepanuu OHKO02eMAamono-
2u1ecKux 3a001e8aHuUll U MPAHCHAGHMAYUU KOCMHO20 Mo32a 0asa demell DIBY «HMMUI] um. B.A. Armazoea» Munzdpasa Poccuu
(Carnxm-Ilemepoype);

KazanueB Anarosmii [leTpoBuy, 0.:m.#., 3a6edyroujuil xupypeuueckum omoenenuem ¢ nposedeHuem Xumuomepanuu (Oemeii paHHe2o
6o3pacma) HUU demckoii onkonroeuu u cemamonoeuu um. akad. PAMH JI.A. Jlypnosa OI'BY «HMHUII onkonoeuu umenu H.H. broxu-
Ha» Munzdpasea Poccuu (Mockea);

Ka3annes Wnbs BukropoBuy, x.m.H., 8pau-0emckuil 0HK0402, 3a6e0y0uuil omoeseHuem mpancnAGHmMayuu KOCmHo20 Mo3ea 04s de-
meit Ne 2 HUH demckoti onkonoeuu, eemamonoeuu u mpauncnianmonoeuu um. P.M. Topbaueeoii, accucmenm kagedps: cemamonozuu,
mpancgy3uonroeuu u mparcniawmonoeuu um. npogh. b.B. Agpanacvesa @I'BOY BO IICII6TMY um. axao. U.I1. [laérosa Munzopasa
Poccuu (Canxkm-Ilemepbype);

Kauanos Jlenuc FOpoeBuy, 0.m.1., 3amecmumens dupexkmopa Uncmumyma onxonoeuu, paouonsoeuu u s0epHoi Meuyunsl, 3a6edyio-
wuti omoenenuem kaunueckoii onkonoeuu PIbY «HMUIL] ITOU um. [Imumpus Poeavesa» Munsopasa Poccuu (Mockea);

Kupruzos Kupunan Uropeswny, k..H., douenm, 3amecmumens dupekmopa no Hayunoi pabome HUU J[Oul um. akao. PAMH JI.A. Jlyp-
HO8a, 3a6edylouuil omoeneHuem 0emcKoi mpaHCnAGHMAYUY KOCMH020 M032a U 2eMON0IMU4eckKux cmeonosoix kaemoxk OIbY « HMHUI]

onkonoeuu um. H.H. Baoxuna» Mun3zopasa Poccuu, uchoanumenwvHuiii dupexkmop Poccuiickoeo obuiecmea 0emcKux oHK010208 U 2eMa-
monoeosé (PO/OI) (Mockea);

KyneBa CBermiana AjleKCaHIPOBHA, 0.M.H., npogheccop, 3a8edyrouas 0emcKum OHKOA0UHEeCKUM OmoeneHuem, 6e0yuyull Hay4Holil co-
MPYOHUK HAY4HO2O 0MOeaa UHHOBAUUOHHbIX Memo0d08 mepanesmu4eckoll OHK0A02UU U peabusumayuu, npogeccop y4e6Ho-memoou-
uecko2o omoena PIBY «HMHUII onxonoeuu um. H.H. Ilemposa» Munzdpasa Poccuu, 3aeedyrowjas kagedpoii onkonroeuu, 0emckoi
onkonoeuu u ayvesoii mepanuu @rbOY BO CIIGTTIMY Munszdpasa Poccuu, enaghulii 6newimammuiii 0emcKuti Cneyuaiicm oHK0A02
Komumema no 3dpasooxpanenuio e. Cankm-Ilemep6ypea (Canxkm-Ilemep6ype);

Pybanckass Mapuna BnagummpoBHa, k.M.H., épau-OemcKuil oHKO0102, 3a6edyiouas O0emcKum OHKoaoeudeckum omoenenuem Ne [
(xumuomepanuu onyxoneii mopaxoaboomunanrvHol sokasuzayuu) HHUU demckoii onkonroeuu u eemamonoeuu um. axad. PAMH
JLA. Jlypnosa PI'BY « HMHI] onkonoeuu umenu H.H. Broxuna» Munzdpasa Poccuu (Mockesa);

[ITamanckas Tarbsina BUKTOPOBHA, K.M.H., 8pau-0emcKuil OHK0102, PYK0OBOOUMENb OMOeAd U3YYeHUs IMOPUOHANbHBIX ONYXo.ell
Hnemumyma onxonoeuu, paduonoeuu u soeproti meduvyunvt DI'BY «HMUI] ITOHU um. Amumpus Poeaweea» Mumnzopasa Poccuu.
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DKcnepThl BEAYIIMX POCCUICKUX IETCKUX OHKOJIO-
rudeckux LIeHTpoB, a TakXKe W3BECTHBII B MMPOBOM
OHKOJIOTMYECKOM COOOILECTBE CIIELMANINCT, OOUH U3
MepBBIX BHEAPUBIINM nMMyHoTepanuio (UT) B mpakTuky
sneyeHus Heiipoomactomel (HB), — mpodeccop Xombrep
Jloge (IepmaHust) — oOCynIMIM akKTyaJbHbIE TMpaKTU4Ye-
ckue Borpochl ucrnoyb3oBanus WUT y pa3nuyHbIX TpyIinn
MaL1MEHTOB.

[Tpodeccop Jlone momeanacs HOBBIMU JaHHBIMU, pa3-
paboTKaMu U yKe XOpOIO 3apeKOMEHAOBABIIUMU CeOsI
nonxogamu B obnactu UT HB, 3aTpoHyB B cBOel Ipe3eH-
tauumn «Jleuenue HB Bricokoro pucka u ponb GD2-Ha-
npasiaeHHo# U T» 3 oCHOBHBIX pa3aena:

- ponb Tepanuu aHTU-GD2-aHTUTEeNaMu y BHOBb
BBISIBJICHHBIX [TALIMEHTOB (IIOCTKOHCOJMAAIINS);

- CTPYKTYpHOE M (PYHKILMOHAJbHOE CpaBHEHUE pa3-
J4HbIX aHTU-GD2-anTuren;

- npumeHeHne T y malimeHTOB ¢ pelUANBUPYIOLINM
" pedpakTepHbIM BapuanToM HbB.

Janee nuckyccus ObLa MpogokeHa B (opmare
«BOIIPOC—OTBET».

B niepBoii yactu npe3eHTauunu npodeccop Jloae moxae-
JIMJICS. MHTPUTYIOLIMMU pe3yJbraTaMy HUCCea0BaTe b-
CKMX TTOUCKOB yBeJn4eHUs1 3 deKTuBHOCTU Tepanuu Hb
BBICOKOTO pucka ¢ KoH1a 1990-x romos no 3ps1 UT.

Kak wm3BecTHO, 1-if 3Tam JieueHUs] BCEX IALIMEHTOB
¢ HbB BbICOKOro prucka — 3TO MHAYKLMS. CTaHIAPTHO
10 6 nukioB xumuotepanuu (XT), omoku N6 i NS,
Jajee 1mocje 3aBepiieHus ¢a3bl MHIYKIUY IpeuiaraeTcs
Tepamus MeTaiion6eH3mwiryanuausaom (MBI, Bbicoko-
no3Hasa nomuxumuotepanus (BIAIIXT) u ayromormyHas
TpaHCIUIAHTALUS TeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK
(ayto-TI'CK). Takxke paHee Bce MalLMEHTHI IOJydalu
M30TPETUHOMHBL. JI0 TOro, Kak IIOSIBUWIMCH aHTUTEIa
antu-GD2, 310 OblIa cTaHHapTHas Tepanust U B [epma-
Huu, u B mupe. 1 B 2004 . BO3BHUK BOIIPOC, KOTOPHIA
ObUT ampecoBaH posau gomogHuTeabHo XT Ha sTame
uHaykuuu. MccaenoBarenu 3agajnch BOIIPOCOM: a OyIyT
JIM KaKue-TO IPEeUMYIIeCTBa U MAlUEHTOB, €CJU MbI
nposeneM eiiie napy uukion XT? Hanpumep, Bcem npo-
BoauTh N8 (TomoTeKaH, IUKI0MochaMua U STOMO3N).
Bo3nukia Hagexaa yJaydlIMTh MCXOJbI, IaB OOJIbIIMIA
oobeM XT. Ho pesyabraThl moKa3anu, 4YTO HapalliBaHUe
XMMUOTEPAIIEBTUYECKOM KOMIIOHEHTbI HE IPUBOAUT
K ayymnm ucxonaMm. Kpusble Karmana—Maiiepa abco-
JIOTHO HaKJIaAbIBaJIMCh APYr Ha Apyra, u obmasa (OB)
u 6eccooniTuitHas (bCB) BeKMBaeMOCTH, K COXAJICHUIO,
He IOKa3ajlyd HMKAaKUX OTIn4uii. To ecTh HYXKHO OBLIO
4yTO-TO elnle — He XT, a pacliMpeHHass MHAYKIMS He aana
HUYEro, KpoMe roJIOBHOI 0011 M TOKCUYHOCTH (puc. 1).

Janee mnpodeccop MNOmENUICS HOBBIMM HTaHHBIMU
o posmu BJIIIXT um TpaHcmiaaHTallMd KOCTHOTO MO3ra
(KM). C ogHO# CTOPOHBI, MBI UMEEM MeKAYHapOIHbIE
paHAOMM3UPOBAHHBIC MCCJIEIOBAHUSI, OJHO3HAYHO IO~
tBepxkaatomue nonb3y BAITXT m mocnenyroieit ayro-
JiornyHoi TpaHcruiaHtaiuu KM. DTo ycTaHOBIIEHHBIM
cranaapt. C npyroit CTOPOHbBI, MPOAOKAIOIIMECS TTOU-
CKH, KaK UIMEHHO IIPOBOAUTH TPAHCIUIAHTALIMIO.
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Puc. 1. Caaiio Ne 1

B nHacrosmee BpeMst EBpomeiickast rpyIima 1o jede-
HUIO HelipoOsacTtoMbl MeXnyHapogHOro ooOIlecTBa
nmetckoit onkojornu (International Society of Paediatric
Oncology European Neuroblastoma Research Network,
SIOPEN) wuccaemyer HoByio crpatermio (HR-NBL2
v3.0), 110 KOTOPOIi elle HeT pe3yabraToB, HO MHTEPECHO,
KaKue BOIIPOCHI OHA CTaBUT: IIPOBEACHNE KOHCOIMIAIINN
Toapko BuMel (Oycynbdan, mendanan) wimu BuMel+
(c mobaBieHNEM BBICOKHX 103 THOTETIBI, C TTOCIICAYIOICH
JydyeBoi Tepammeii). I1lo cytw, 3TO paclieHMBaeTCSI KaK
TaHIEM W B OJIKaiiInee BpeMsI yKe OXMIAIOTCS TIepBHIC
pe3yIBTaThI (puc. 2).

Puc. 2. Caaiio Ne 2

IIpodeccop Jloge Takke He MOT OOOWTHU CTOPOHOIM
«HOBBIII KUPIHNYKMK» B MeTomojoruu yedeHus HB —
TaHIEMHYI0 TpaHCIUIAHTAIIMIO, TI0Ka3aB pe3yJIbTaThl
aMepHnKaHCKNX Kojutel. CpaBHEeHNE OTHO3TAITHOM TpaHC-
TUTAHTAIlMM C WCITOJIb30BaHUEM pexkMMa KapOoIulaTuH +
arorno3un + MmendanaH W TaHASMHON TpaHCIUIAHTAIIUN
(kapOormiatuH + srono3un + Mmendanad + Hukiodoc-
damun + THoTema). Pe3ymbraThl mpencTaBIIsSIIOTCS OYeHb
WHTEPECHBIMU: TaHIACMHAsI TPaHCIUIAHTALIUS IEUCTBU-
TEJbHO TTOKa3bIBacT HaM JOCTOBepHYI0 pasHuily B bCB
(61,6 % vs 48,4 %), 1o pazuuubl B OB mokasaHo He ObLIO.
I1pu sTOM npoduIb TOKCUMYHOCTU OBbLT corocTtaBuM. Ha
MAaHHBI MOMEHT B [epMaHMM ¢ 0CTOPOKHOCTHIO OTHOCST-
cs K TaHIEMY, He OpPOCaioTCsS B OMYT C TOJIOBOI, MCITOJIb-
3ysl pyTUHHbIE ayTOTPAHCIUIAHTALIAU, OXKUAAsI PE3YIbTaThl
COOCTBEHHOTO €BPOIICCKOTO NCCIICIOBAHNA.

Haiee mpodeccop mepemien K aHTu-GD2-anturenam
¥ UX BKJIaOy B pe3yabTaTsl teueHus HB. Ormmnemuonoru-
YeCcKHe MeTaaHaIM3bl TOKA3hIBAIOT B KPUBHIX HACKOJIBKO
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pe3ko yBennuuiaach BepkuBaeMocTh (BCB 1 OB) B 2010—
2014 r. — romax BHempeHuss GD2-anturen. CerogHs
B MUpE B MIpaKTHUKe TpeacTaBieHbl 3 aHTu-GD2-aHTture-
na. OgHO U3 HUX — AUHYTYKCMMab OeTa, BTOpOe — JUHY-
TyKCUMab U TpeTbe — HakcuTamMad. B mepByio ouepenn
pa3IMyYaroTCsl PeXUMBl BBEICHUS JAaHHBIX IperapaToB.
Jng puHyTyKcumaba Oera TipeajiaraeTcs AOJTOCpOYHast
nHbY3Ms, 1 AUHYTyKCMMaba — KopoTkast uHpy3us. U,
KaK MpaBUO, TUHYTYKCUMAO KOMOMHUPYETCS C LIMTO-
KAHAMM U1 TPaHyJOLUTapHO-MaKpodaraJlbHbIM KOJO-
HuectumyupyoiuMm ¢dakropom (I'M-KC®). Cnocob
BBEICHUSI HakKcuTamMaba OTJIMYaeTCsl — 3TO KOPOTKME
WHGY3UU B OOTIOCHOM pexXnMe, M OH TaKKe KOMOUMHUPY-
ercsi c TM-KCO.

Croutr 00OpaTUTh BHMMAHUE, 4YTO Jydllas IepeHo-
CUMOCTb TepalMMi OTMEYaeTcs Ha AMHYTyKcuMabe OeTa
MpY IOJATOCPOYHOl MH(DY3UM, MPOMEXYyTOUHasT — Ha
IUHYTYKCMMa0e, U 3aMEeTHO YXYAIIaeTCsl IePeHOCUMOCTh
Ha HakcuTamabe. [IpruunHbBI KPOIOTCS B MIEPBYIO Ouepeab
B CTPYKTYPHBIX pa3IUYHUsIX 3TUX aHTUTE. [uHyTyKCMMao
U JUHYTYKCUMab OeTa MMEIOT OJHY M Ty Xe OeJIKOBYIO
Mocen0BaTeIbHOCTh U Koaupyiorcs kak Chl14.18. Hak-
cutaMab MMeeT Apyrylo rocienoBarenbHocTh — Hu3FS.
U eme ogHo otmmuune: Hu3F8 — 510 ryMaHM3upoBaHHbBI
BapuaHT. To ecThb y HakcuTamaba 3 % MbILIIMHBIX MOJIEKYJI,
ay Chl4.18 nopsinka 30 % MBILIMHOM KOMIIOHEHTHL. Eciu
IIOCMOTPETh Ha MPOM3BOJACTBO AUHYTYKCHMada U ITUHY-
TykcumMaba 0eTa, BaxkKHO CJIeyIollee: OHU MPOAYLIUPYIOT-
Cs Ha pa3HbIX KJIECTOYHBIX TUHUIX. JIMHYTYyKCMMa0 OeTa —
Ha oBapHMaJIbHBIX KJIETKax KuTaiickoro xomstuka (“Cho”).
JAuHyTyKCMMab TIOayJYaeTcsl U3 TUOPUIOMHBIX KJIETOK
(SP2/0). Bce 3To mpUBOAUT K MOJYYEHUIO B pe3yJIbTaTe
pa3HOro TMKO3WIMpOBaHUsA. To ecTh IpernapaThl-Oeli-
KU KakK Obl «00BeIlIaHbl pa3HBIMU KyCKaMH caxapa». JTO
Ha3bIBaeTCSl TIMKO3WJIMPOBAHMEM, €TI0 CTEIeHb Kapiau-
HaJIbHO OTJIMYAeTCs y IMHYTYKCcUMaba 1 TUHYTyKcHuMada
oera. To ecTb OMHYTYKCMMab — 3TO He AMHYTYKCMMaO
OeTa. AOCOIOTHO pa3Hbie CTENEHU TJIMKO3WIMPOBAHMUSI.
Hakcutamab B 3TOM CMBbICIIe OTJIMYAeTCsl OT 2 mpernapa-
TOB, TIOTOMY YTO Y HETO Ipyras 0e1KoBas Mocae10BaTe ] b-
HOCTb U APYTO¥ O€JI0K B OCHOBE.

Hanee mpodeccop Jloge momenuncsa AaHHBIMUA COO-
CTBEHHOTO aHaJIN3a CTPYKTYPHOTO CBSI3bIBAHUS C MUILIC-
Hblo GD2 nuHyTyKcmMaba O0eta u HakcuTaMaoa.

Hcnonb3oBancss cTaHOapTHBI METOI IUISI OIpeaesie-
Hus appurHOoCcTM aHTU-GD2-aHTUTEN K TAHTJIMO3UIAM.
Tect mokasan, uyro ahGUHHOCTL IUHYTYKCMMaba OeTa
mpuMepHo B 10 pa3 HUKe IO CpaBHEHMIO ¢ HaKCUTaMa-
o6oM. To ecth y HaKcuTamaba OoJibIlIas CTENeHb AaKTUBHO-
CTU 1 CITOCOOHOCTH CBSI3bIBAaThCS ¢ MoBepxHOCThIO HB, HO
Kak 370 BausgeT Ha a¢gdektuBHOCTL? K coxaneHuio, 3To
He TpaHcaupyeTcs B aydinnii a¢gpdext. MccnenoBanue in
vitro ucriojib3oBaiio cepsl Hb, Tak HazkiBaeMble MUKPOO-
myxoJu, Kotopbie coctosT u3 200—250 kinerok HB. [lanee
JIeajliCh METKU OEJKOM C IIOMOIIbIO PETPOBUPYCHOI
TpaHcheKIUuu B OJIMKHEM HMH(MpPaKpacHOM auarna3oHe,
U METKM OKPAaIlIMBAJINCh CUHUM UISI TOTO, YTOOBI ITTOCMO-
TPeTh, KaK OITyXO0JIb OyIeT BECTU ceOsl B TEUCHUE HEICIH.
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3aTreM CpaBHHMBaJach >KM3HECIIOCOOHOCTh 3TUX KIIETOK.
Ha nannHom atane 0buIM 3a()MKCUPOBAHBI MUKpOCHhEphI
W JIEWKOLIUTHI, 3aTeM CPaBHMBAJIACh aKTUBHOCTb Pa3HBIX
KOHLIEHTpallMii ITUHYTYyKcMMaba OeTra M HakcuTamaba
TakXe Ha MPOTSKCHUM Heaeaud. AHaau3 IoKasaja, uTo
KpacHasl HIKHSS JuHus — 310 0,1 pg/ml — npu npume-
HEHMU TUHYTYKCHMaba OeTa yXOOUT BHU3, MPAKTUUECKU
B 0 % X13HEeCIOCOOHOCTU MIPUMEPHO Yepe3 HeAe/I0. DTO
TFOBOPUT O TOM, YTO KoHIeHTpauus aaxe 0,1 ug/ml 100 %
addekTrBHa B apagukauuu chpep Hb. A mpomexxyrouHast
KOHIIEHTpALIUSI OCTaBJIsIET HEMHOTO >KM3HECIIOCOOHBIX
xierok HB. K coxkaneHuro, KkpacHast TMHUS HaKcUTaMaba
He yxoauia B HOJb. To ecTh 3paauKalivs Ha HaKCUTaMma-
0¢ ObL1a HermoJHOM — cephl ¢ Kietkamu HbB BhzKuBamn
(puc. 3).

Puc. 3. Caaiio Ne 3

Taxkke aHanmu3 moKaszaj, 4YTO IMHYTYyKcMMab Oera
yMeHblIaeT pocT kierok HbB, a Hakcutama® ropasmo
MeHee 2(p¢eKTuBeH B CHIKeHMU pocTta kiaetok HB Ha
cdepax. DTo cTajlo HENMPHUITHBIM yAUBIEHUEM Ha (oHe
uHpopMalmu o Ooiblieil apdUHHOCTH HakcuTamada
K GD2, oka3anock, 4TO 3TO HUKAK He TPaHCIMPOBAIOCH
B 3 (HEKTUBHOCTD U AUHYTYKCUMAa0 OeTa cpadboTal ropas-
1o Jydine. bplto mokasaHo TakKe, YTO HY>KHBI MEHbIITHE
KOHLIEHTpALlMM IUHYTYKcMMaba ©Oera, 4TOOBI 3ppanu-
1MpoBaTh TOT e odbeM HDB, yTto m misg HakcuTamaba
B OOJbIlell KOHIIEHTpAIIMM, pa3HHUIIa COCTaBUJIa OKOJIO
5 pa3 (puc. 4).

Puc. 4. Caaiio Ne 4

KacarenbHO moka3zaTenbHOW 0a3bl  KIMHUYECKOM
acddexkTuBHocT UT npodeccop npuBen JjaHHbIE paHIO0-
MU3UPOBaHHBIX uccaenoBanuii 111 a3l ¢ qUHYTYKCHUMa-
0OM M TUHYTYKCMMOOM OeTa, OTMETUB CXOIHbBIC JaHHbBIC
no bCB B 00oux MccienoBaHusIX, OTHAKO Y JUHYTYKCU-
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Maba OeTa pe3ynbTraThl ObIJIA JOCTUTHYTHI B MOHOPEXUME
6e3 uuToknHOB U 'M-KC®. ¥ Hakcuramaba HET paH-
noMu3upoBaHHbIX ucchaenoBaHuii 111 da3el u maHHbIE,
KOTOPBIMM BO3MOXKHO pacIiojiaratb, — 3TO HEKOHTPOJIN-
pyeMbie uccnenoBanus 11 ¢asbl.

Janee moknanm mpodeccopa U TaHeIbHas JUCKYCCUS
3aTPOHYJIM PSII aKTyaJbHBIX BOIPOCOB IO TPAKTHKE
neueHust Hb, xpatkue Te3uChl 110 KOTOPBIM TTPUBOASITCS
HIXKeE.

Humepaeiikun-2 u ummynomepanus

Komb6unauusa UT aguHyTyKcMmMaboM OeTa M MHTEp-
JICMKMHOM-2 He JaeT MPEeMMYILIECTB B BBIKMBAEMOCTH, HO
3HAYMMO YXYAIIaeT MPOoMuIb TOKCUIHOCTU (MMMPEKCUsI,
CUHAPOM YTEUKH, aJIJIECPTUYECKUE PeaKIUM U T. 1.), TT03-
TOMY B IIPaKTUKE TaHHAsI KOMOMHAIIMS HE UCITOIb3YeTCs.

Tanoemnas mpancnianmanus

BaxxHbl IpUHIMITHMAIBHBIE BOTIPOCHI JISI OTIpeaesie-
HUS MEepCcleKTuB MeTona. JleiicTBUTENILHO JIU BO BCEM
MUpE AealoT TaHAEMHYIO TpaHCIUlaHTauuoo? JenaioT
2 unu Het? He yOouBaeTcs a1y mpu 3TOM MMMYHOJIOTH-
yeckuii 3¢pdekT go npumeHeHuss aHTu-GD2? SBnga-
eTCs JIU 1ieJiecOOOpa3HbIM MCIOJb30BaHUE 2 MMMYH-
HBIX BMEIIATEJbCTB B BUIE TPaHCIUIAaHTAlMiA, a 3aTeM
HaszHauyeHue UT? MoxeT ObITb, U UMMYHHOI CHUCTEMBI
mocJje 2 TpaHCIUIAaHTALM Y MallMeHTa He 0CTal0oCh KakK
TaKOBO?

B uccnenoBanun ANBL0532 Hanpsimylo cpaBHUBa-
JIMCh 2 KoropTsl nanueHToB — ¢ MUT u 6e3 Hee. BeiBon
npocToit: nobasnenue aHtTu-GD2-aHTUTENa TMOCie TaH-

JIEMHOI TpaHCILIAHTALUK YJIy4IllaeT UCXOAbl — YBEJIUYU -
Batorcsi 1 BCB, u OB (puc. 5).

Puc. 5. Caaiio Ne 5

3amenum au mandemMHAss MPAHCHAGHMAUUS AYMOAO-
SUMHYI0 MPAHCHAGHMAUUIO 2eMONOIMUYECKUX CMBOA0BbIX
KAeMmoK U 8bICOK0003HYI0 noauxumuomepanuro?

IToka ciuikoM paHo 00 3TOM FOBOPUTh, A0COTIOTHBI
crangapt 111t Hb BbIcokoro pucka — 3TO NMpuMeHeHUe
BAITXT u nposeaenue ayto-TI'CK. B ckopoM BpemeHu
OXUAAIOTCS Pe3yabTaThl PaHAOMU3MPOBAHHBIX HCCIIe-
JIOBAaHUII MO CpaBHUTEIbHON 3(P(PEeKTUBHOCTU TaHIeMa
U CTaHAapTa Tepanuu, HeOOXOAMMO UX AOXKIATHCS, YTOOBI
cIenaTh OMHO3HAYHbIE BHIBOJIBI.
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Heobxo0umo au ucnoavzosanue zpanyiouumapHo-maxpo-
dazaavrHozo Koaonuecmumyaupyiowe2o gpaxmopa ¢ awmu-
GD2?

He nmeet cmpicna HasHayaTs [M-KC®, Tak Kak npu-
MEHEHHUEe BTOI TIpyNIbl IIperapaToB, OCHOBHAs 3ajaya
KOTOPBIX OTPETYJIMPOBaTh MMEIOUIHO-CYIIPECCOPHbIE
KJIETKU, HECET MHOTI'O Pa3JIMYHbIX ITPOGJIEM, KPOME IO -
HUTEIbHBIX HeXenaTeabHbIX siBneHuit (HS), mockomabky
MMEJIOUIHBIE CYIIPECCOPHbIE KJIETKM, HA0OOPOT, CHIKA-
IOT UMMYHHBI 0TBeT. [To3TOMY He Ha/o 3710yIoTpeOIaTh
IPaHyJOUUTAPHBIMU KOJOHUECTUMYIUPYIOIIUMU  (haK-
topamu. 'M-KC® — xopoiro, HO He B KoHuernunu UT
antTu-GD?2.

Hmmynomepanus npu pehpaxmephoix ghopmax u peuuousax

CTOUT NMPU3HATH, UYTO MbI BCE €111€ MPOI0IKAEM YUUTh-
cs1 IS IOHMMAaHUsI, YTO TaKOe PEeLUAUBLI U pedpakTep-
Hble (OPMBI M KaK C BTOI IpyIoii OOJbHBIX padOTaTh.
Mpu1 pa3obpanuch ¢ OCHOBHOI CTPYKTYpOIi, KakK Ha3Ha-
YyaTh TEPAMUIO IpU pePpakKTepPHOM U PeLUAUBUPYIOLIEM
BapuaHTax. [IpuMepHO Takoii e IuiaH AeHCTBUIL, Kak
M JUUISI IEPBUYHBIX OOJIbHBIX — MHIYKIINS, KOHCOJIUAALUN
nopaepxkuBaomas daza. M 3mech Ha KaxkaoM dTare yxe
MpUMEHsIeTCsl TUHYTYKcMMab Oeta. M mo Kaxmomy u3
3TUX KOMIIOHEHTOB Mbl YBUIEIM IIpeuMyILecTBO. HauHem
¢ uMHOyKiuu. Mrtak, BO-TIepBBIX, HAIlM aMEepUKaHCKUE
KOJIJISTU Havalld MCIIOJIb30BaTh IUHYTYKCUMaO B KOM-
ounauuu ¢ I'M-KC® u paHnoMu3upoBaiu IalUEeHTOB
100 Ha IUHYTYKcnMab B KomOouHaumu ¢ [M-KC®, m1n6o
B KOMOMHALIMM C MPUHOTEKAHOM U TEMO30JOMUIOM.
HMMMyHOXMMUOTepaIus IoKasajia Hauiydilre pe3yibTa-
THI — BBIIIE YACTUYHBINA 00beKTUBHBIN oTBeT, BCB, OB.

B sTOoM wucciaenoBaHMM MHTEPECHO OTMETUThb, 4YTO
MalyueHThl, KOTOphle TIONy4YmaIu paHee aHTU-GD2
B 1-i1 IMHUM, TIPEIIIECTBYIOLICH TUHUM, IIOJYIMIIA AaHTHU -
GD?2 ewe pa3 npu Tepanuu pedpakrepHocTu. M yacrora
oTBeTa IpU pedpaKTepHOM TeyeHHH cocTaBuia 64 %.
DT0 o4YeHb OoJiblas Ludpa, roBopsiias B MOJb3y Lieje-
€c000pa3HOCTHU MTOBTOPHOTO Ha3zHaueHust aHTu-GD2.

Bropoe paHmoMu3uMpoBaHHOE HUCCIeIOBaHUE, IPEI-
craBieHHoe Ha koHrpecce ASCO B 2022 r, u3ydano
koMOuHaumu auHyTtykcumada 6eta u XT (BEACON)
M II0KAa3aj0 OJHO3HAYHOE MPEUMYIIECTBO I100aBICHUS
IUHYTYKCMMaba ©OeTa K TOMOTEKAaHYy U TEeMO30JOMU-
oy (34,8 % 1o cpaBHEHMIO C TPYIIIOM KOHTPOJISI Vs 0Oe3
no0aBiaeHNsT IMHYTYKcuMaba 6eta — 18,2 %), 4To JOCTUT-
JIO BBICOKO# CTaTUCTUYECKM 3HAYMMOI pa3HMubl. Kpo-
M€ TOr0, MCXOIbl TPAHCIMPYIOTCS U Ha JIy4IlIMe OaHHbIE
BbDXKMBaeMocTu 0e3 nporpeccupoBanus (BBIT). [Touemy
B JaHHOM MCCJIEIOBAaHMM HE ObUIO ITOKA3aHO IIPEUMY-
mectBa mo OB? JIuzaitH uccieqoBaHUs IIpeAIionarail
Crossover: Te IMalMeHThbl, KOTOPble MMEJIN XOTsI Obl OIHO
cobbITHEe B rpymnIe ToJbKo XT, mepekimovyaanuch U MoJIy-
yajau JUHYTyKcumab 6eta. M moatomy Bce, KTO MMeENH
cobbITHITHOCTD B rpynne BBII, Morinu moayyutsh XuMmno-
MMMYHOTepamnuio. M, COOTBETCTBEHHO, UMEIU BCE TE XKe
npeumyiectsa. MmenHo moatomy ux OB yiyunianace.

Baxxno ormetuts, yto UT noaxatouanu K XT ¢ camoro
HayvaJia IpOTUBOPELIMINBHOM /pebpakTepHOI Teparru.
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Jlannole peaavHoil KAUHUYECKOU NPAKMUKU XUMUOUMMY-
Homepanuu

Yrto 3HAYUT peajibHasg KIMHMUYECKas mpakTuka? Bhe
ncciaenoBaHuii. JleueHrne B OOBIYHBIX OTAENEHMSIX, O€3
KaKoro-jnoo otoopa, KpUTepUeB BKIIIOUCHUS, UCKITIOUe-
HUS U T. 1. BlIn npeacTaBiaeHbl MyOIMKaIMsS TYPELKIX
KOJUIET, KOTOpble WCIOJb30Bad JUHYTYKCUMab OeTa
C UPUHOTEKAaHOM M TEMOJAJOM B CPaBHEHUM C TPYII-
IOl MCTOPUYECKOTO KOHTPOJIS, U MyOJMKAIIS TPYIIIIhI
SIOPEN, cdakTuuecku omnucaBllasi CXOXWe Pe3yJIbTaThl:
MpeKpacHasl yacToTa OTBeTa ¢ MPUHOTEKAaHOM U TEMO-
3ooMunoM (64 % vs 32 %). Crpateruss XMMUOMMMY-
HOTepalmuy paccMaTpUBaeTCsl B HACTOsSINEe BpeMsl Kak
9 GbEeKTUBHBIN BapuaHT IS Tepaluy PeluaMBUPYIOIICH
u pedppakrepHoit Hb.

Koauuecmeo Kypcoé xumuoummynomepanuu 041 mepa-
nuu peyuousupyrowietil u pegpaxmepHoii Heipobaacmomol
u pexcum 6eedeHus OuHymykcumaoa bema

Jonyctum, y nauuenTa peuuaus Hb, Mbl HazHaumam
XUMUOMMMYHOTEPAINIO, TAllMeHT Ha Hee OTBeTUJI. Ypa?
VYpa! A CKOJBKO LIMKJIOB HYKHO MPOBOAUTHL? DTO OYEHb
MHTepeCcHBIN Borpoc. Hair moaxos — npoctoii. Mbl teun-
JIM 10 TeX TOp, MOKa IMalMeHT oTBeval. M ecau Mbl ory-
yayy nocje 4—6 LUKIOB OTBET, TO TOIAa Mbl YXOAWIM Ha
KOHCOJMIALIMIO U B MIOCTKOHCOJUIAIIMY Ha3HAvYaIu eIle
5—6 nuknoB UT. KacareabHo gHEH BBeIECHUST IUHYTYK-
cuMaba 6eta, pekomeHnoBaHHbII SIOPEN pexum BBese-
HUS — goarocpodHbie 10-gHeBHbIE H(PY3UU.

Koncoauoauus npu pegpaxmeprnom/peuudusupyrouem
meueHuu Helipodaacmomol

Ceituac B Mupe (PoKyc Ha MHHOBALlMOHHYIO TaIljio-
WUICHTUYHYIO TpaHcIulaHTalu. [lpoBoasitcss KOHAM-
LIMOHMPOBaHUE, JIeliKodepe3 OT POAUTEIST U TOTOBSITCS
MPOAYKThI Jeiikodepe3a. M yto Mbl monydanu? Orpom-
Hoe KonndecTBO NK-KJIeTOK B 3TOM MPOAYKTe, KIECTOK —
MPUPOAHBIX KuaepoB. M Bce 3T0 KOMOMHMpPYeETCS
C IMHYTYKCMMaOoOM OeTa u 3aTeM, COOCTBEHHO, BBOASTCS
NK-xnerku mporuB Hb B kauecTBe mocTTpaHCILJIaH-
taunoHHoi WT, mamee mauMeHTHI MOJYyYalOT AUHYTYK-
cumab 6eta. B MoMeHT Havana ucciaemgoBaHus (2009 r.)
9T0 ObUTa KpaTKOCpO4Has MH(QY3us, ceiiyac Mbl YIILUIU
Ha JIoJrocpouHyio uHy3uwo. Ho Torma mcciaegoBaHue
MMPOBOJIMIOCH C KOPOTKUM BpeMeHEeM WHGY3UM, BCEro
yuib 8 4. Bee 910 Takke onyoamkoBaHo. Ecau Bl moro-
BOPUTE C POJUTENSIMU, Y KOTOPHIX y3ke Oblta ayTo-TTCK,
a 3aTeM TraruIoTpaHCIUIAaHTAlUs, U CIIPOCUTE, Kakas U3
HUX ObLIa XyXe 1o repeHocuMocTu? OHM CKaXyT BaM —
ayTOJIOTMYHAasI, TIOTOMY YTO TaM OoJiblliee OpeMsT TOKCUY-
HocTu. MITak, KaKOBBI XK€ MCXOIbI 3TOTO0 MCCIeI0BaHUS?
Hy, Bo-1niepBbIX, YacTOTa OOBEKTUBHOTO OTBETA COCTABH-
na 35 %. A obuiast yacToTa OTBETa, BKJIIOYAsk U 4acTUY-
Hble OTBETbI, — 53 %, 4TO TOBOPUT O TOM, YTO HAHHAs
ctparerust sBnsiercsl 3(P@PEKTUBHOM, OHA MPUBOIUT
K panpHeimemy coxpaHeHuio orBeta. BCB B rpymme,
KOTOpasi MOJIydyusa TaIIOTpaHCIUIAHTalluI0 B KOMOU-
HallUM C AUHYTYKCMMaOoM OeTa, cocTaBWjIa IPHUMEPHO
50 %. W1 3T0 cTaTUCTUYECKH FOpa3/I0 Jy4llie, YeM B IpyIIIe
ncropmyeckoro KoHnrpous. Ceiiuac B paboTe HOBas1 paH-
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JIOMU3alMsl ¢ U30JIsILMel rario-3¢ggeKra B OTACIbHBIN
pykaB HabmoaeHus. Pazymeercs, Mbl 00OSITMCh peaKkLIuU
«TpaHCIUIaHTaT MpoTuB Xxo3siuHa» (PTIIX), moTomy 4TO
nenaem TAITJIO! Ho ymuBuTenbHoe HaOIOACHHE — €€
Het! ¥V 70 mauueHTOB, KOTOpPbIE TOJYYMIM TarJIoOTpaHC-
TUTAHTAlAIO, Tpeit o4eHb HU3KOM ToKcuyHocTh — I—II
creneHu. Tonbko 1 maumeHT nosyuwn rpeiin [II-IV npu
ractpouHTectuHanbHoit PTIIX, koTopas KynupoBajiach
UMMYHOCYIIPECCUBHOM Te€panmMell KOPOTKUM KypCcoM
(puc. 6).

Puc. 6. Caaiio Ne 6

Takxe oOcykmancst anbTepHATUBHBINA KIMHUYECKUI
noaxon (XT, ayro-TI'CK, UT):

*  BoIOOp pexxuma XT gBisieTcss UHAUBUIYaIbHBIM
M 3aBUCUT OT TOIO, YTO OBbLIO Ha3HAYEHO KOHKPETHO-
My IALMEHTy paHee, eCU PEeLMIUB CIy4yusIcs Ha (hoHe
MPUHOTEKAHA ¥ TEMO30JIOMUIA MU Pa3BUIICS MO3IHUIA
peuuaus (dyepes 4—5 JIeT), TO B Ka4eCTBE MHAYKIIMU MOTYT
OBbITh Ha3HaYeHBI pexkUMbI NS5 nin N6;

*  MOXeT OBbITh pacCMOTpPEeHa IIOBTOpHAs ayTo-
TI'CK, ogHako 6oJjiee nepcreKTMBHBIM METOIOM IS IaH -
HOI TPYIIIIBI MALIMEHTOB Ha HACTOSIIIUIA MOMEHT CUMTACT-
cs1 rarioTpaHcIUiaHTalyst. BoabHOM J0/KEeH TOCTUYb KaK
MMHHUMYM YaCTMYHOIO OTBETA Mepe]l e IPOBEACHUEM;

*  IIpU IO3AHEM pELMIMBE Y MAlMEHTOB IIpOMe-
JKYTOUHOTO pucKa, paHee He moiydyaBmux ayto-TI'CK,
MOXHO paccMmaTpuBaTh UMeHHO ayTo-TI'CK;

*  MpU pa3BUTUU pPePPaKTEPHOCTH K 4-My ITUKITY
MHOYKIMU SKCIEPThl BbICKA3aJM MHEHME, YTO IIpO-
nojzkaTh 01oku N5/N6 MoXeT ObITh HelleJeco00pa3Ho
U NepCreKTUBHEE NepeiT Ha Apyryto JuHuio XT u npu
Bo3MoxkHocTH n00aButh UT. [lamee mpu coxpaHeHUMH
cTabMIM3alMK 1ocie 2 KypCOB XMMMOMMMYHOTEPAIIUu
BO3MOXHO PACCMOTPETH IEPEXOJL Ha IPYIYI0 XUMHUOTEPa-
nesTuyecKyio 6asy u MUBT -tepanuio. [Tpy 1ocTXKeHUH
OTBETa CJICHYIOIIMM 3TallOM PacCMOTPETh MPOBEACHUE
ayto-TI'CK.

Junymykcuma6 6ema 6 MHoHOpedcume npu pehpaxmep-
Holi/peuudusupyroueil Heipobaacmome

JomycTtuM, y Bac ecTh MalMEHT, y KOTOPOTO PELIUIUB.
Bol HasHauaeTe emy XT 2-i1 TMHUU, 3aTeM CMOTPUTE Ha
OTBeT. BBl X0THTE MOAAEPKATh STOT OTBET, YACPKATh €T0,
He noTepsaTh. M 31ech onsaTh 6obIast posib MPUHALJICXKUT
IUHYTYKCcUMaOy Oera. OOpaTuTe BHMMAaHUE Ha HCCIe-
moBaHue Ne 304. JuHyTykcuMmab ©0eTa B MOHOpEXUME,
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0e3 koMOMHauMii, 6e3 mapTtHepa. Hu LIMTOKMHOB, HU
n3oTpeTuHoMHa U HUKakoil XT. DTo malueHThl ¢ pelu-
nuBupyoomieit u pedpaxrepHoit Hb Bwicokoro pucka,
Koropbie oTBeTuAM Ha XT U jmanee monaydyuaud 5 IUKIIOB
IUHYTYKcMMaba 0eTa B JOJITOCPOYHOI MH(PY3UU B MOHO-
pexnme. KoOHEeYHbBIMU TOYKAMHU B 3TOM MCCJICIOBAHUU
ObUIM BBDKMBAaEMOCTh M JUIMTEIBHOCTh OTBeTa. YacroTa
oTBeTa coctaBmia 53 %. UHTepeCHO OTMETUTD, OOJIbHBIE,
KoTophle MMenu MeTtactasbl B KM B 2T0i1 Koropre, TakxKe
oTBevain Ha Jjedenue. Yacrora orBera mo KM — 93 %!
JnmTenbHOCTD OTBeTa cocTaBuia 34 Hen (puc. 7).

Puc. 7. Caaiio Ne 7

B perucrpaniioHHOM MCCIEAOBAHUM ¢ HAKCUTaMaOOM
B KoMOuHaimu ¢ 'M-KC® o6111ast yacToTa OTBeTa COCTa-
Buia 58 %. OtBer 110 KM — 75 %. MeauaHa qJIMTeIbHO-
ctu otBeTa — 24,9 Hen. Eciu MBI cpaBHMM 3TU LUMPHI,
0OJIbIION pa3HULIbI, HABEPHOE, Mbl HE YBUAMM, HO €CJIU
IIOCMOTPETh Ha MPOQWIb TOKCUYHOCTH, TO pa3HUILIA
orpomHa. HA 111 u IV cTenenn, oTMedeHHBIE HA KOMOM-
Haunu Hakcutamab + 'M-KC®, koropble ObUIM OITy-
OJIMKOBaHbI, — 3TO TUIIOTEH3UU U OpoHxocnasm (22 %).
B uccnenoBanun Ne 304 mpu gOJTOCpOYHOI MHGpY3UU
IUHyTYKcuMaba Oeta Mbl He BuguMm HS IV crenenn,
toabko III crenmenu. M 3mech TOAbKO OXUOaeMblii Ooie-
Boii cuHapoMm — 18 %. dpyrux HSl He 3adukcupoBaHo.
W nnst MeHs Kak Juisd Bpada 5TO COBEPILIEHHO OYEBUIHOE
OIIHO3HAYHOE PELICHUE, YTO HA3HAYUTh CBOEMY IAIlUCHTY.

Iloemoproe naznavenue ummynomepanuu OUHYMYKCU-
Mmabom 6ema npu peyuousax

[ToBTOpHOE MpUMEHEHUE TUHYTYKCUMaba OeTa sIBJis-
eTcs omnpaBIaHHON crTpaTterueil. Ecim paHee nmauumeHT
B INOCTKOHcoaumauuu otBeTwi1 Ha WT/coxpaHun oTBer,
TO, CKOpEe BCEro, OTBETUT M IIOBTOPHO, U IIOCJIE IIEPBOTO,
U TIOCJIE TIOCJIEAYIONIUX PELIUINBOB.

Junymyxcumad 6ema 6 pexcume UHOYKUUU Y NEPBUHHBIX
nayuenmoe

OnbIT MOKa HEOOJIBIIONM U pe3yIbTaThl TPeABAPUTETb-
HbI€, HO 3TO CYMTAETCS KpaiiHe IepCeKTUBHBIM HalpaB-
JICHHMEM: Tepaliysi XOpOILO IIEPEHOCUTCS, ITOCTUIAIOTCS
XOPOILKE OTBETHI.

Tepanus ALK-uneubmopamu u ummyHomepanus

B peanbHOII KITMHUYECKOM MpaKTUKE IJIS TTallueHTOB
¢ ALK-mytainueti/aMmnndukaneil B HacTosIee BpeMms
HCIIONIb3yeTCsl ogHOBpeMeHHass koMOuHauust ALK-uH-
ruoutopoB u UT/xuMrmonMMyHoTepanuu Kak ONTUMalb-
HbIIi BADUAHT «aTaKy Ha OITyXOJIb C Pa3HBIX CTOPOH».
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Hcnoavzoeanue ummynomepanuu y oemeii do 2oda
u nayuenmoe cmapuie 18 sem

OnbiT Tipopeccopa Jlome BKIIOYAECT HEOOJBIIYIO
TpyIy MauMeHTOB cTapiie 18 yier (camblii BO3pacTHOM
GosbHOI — 67 netr, nuamna3zoH — 20—40 ser). B rpyn-
Me 3aperuCTPUPOBAHBl XOPOIIKME OTBETHl Ha Teparuio
U MEepeHOCUMOCTb. OIBIT HEOOJBIINON, HO TEXHOJIOTHUS
BBIMIOJIHUMA M paboraeT. KinmHuYeckue wucciemoBaHUs
BKJIIOUAJIM MALIMEHTOB B Bo3pacTe A0 ronaa. JlozupoBaHue
npenapaTa ISl 3TOI IPYMIIbl ObLIO PACCUMTAHO, MUCXOMIS
13 MaccChl TeJia.

Kombunauus ummynomepanuu u ougpgpepenyuposounoi
mepanuu 13-yuc-Pemunoeeoli kuciomoil Ha 3mane nocm-
KoHcoaudauuu

B Texymieili KIMHWYECKOM IpakTHKe Bce OoJbliiee
Konu4ecTBO LIEHTPOB OTKa3bIBAIOTCS OT M30TPETUHOM-
HOB, B yactHocTu B Iepmanuu. IlocinegHuii MeTaHanu3
npodeccopa poH beprxonbma mokaszanm MUHHUMAaJIbHOE
MPEeUMYIIEeCTBO MCIIOIb30BAaHMUSI M30TPETUHOMHOB IIPU
cepbe3HOol ToKCuHOI Harpy3ke (2020 r.).

Hmmynomepanus npu u30aupoeaHuvIx peuuoueax 6 ueH-
MPAAbHYI0 HEPEHYI0 CUCeMY

AKTyaJIbHBIN TTOAXO BKJIIOYAET JOKAJIbHYIO TePaIuio
¥ UCIIOJIb30BaHUE XUMUOUMMYHOTepanuu. Takxke B Mupe
€CTb OMBIT UHTPATeKaJbHOTO BBeAcHUS 3Tono3una u UT.

Cyunmuepagpua ¢ memaiio06eH3UA2YAHUOUHOM — UAU
NO3UMPOHHO-IMUCCUOHHASL MOMO2paus, CO6MeUleHHAS
C PeHM2eH0BCKOIl KoMNnblomepHoli momozpagueit?

Heduuur paguodapmIiipeniapata s IIPOBeICHUS
MMBT -cumnTurpadmn HaGIIONAETCS BO MHOTHX CTpa-
Hax, BKJItouas [epmMaHuio, Mo3TOMY IIpU HEBO3MOXKHOCTHU
npoBecTH uccienosanue ¢ MUBT Bo BceM MUpe MCIIONb-
3yeTcsl TIO3UTPOHHO-OMUCCUOHHASI TOMOTrpadusi, COBMe-
IIeHHAas C PEHTTeHOBCKOI KOMIBIOTEPHOI TOMOrpadueit
(ITOT-KT).

II9T-KT Bo3MOXHO TPOBOAUTH KaK ¢ (PTOPIE30KCU-
DTI0K030i1, Tak 1 ¢ SF-DOPA, s1o Kacaercsi 1 MBI -He-
TaTUBHBIX OITyXOJIEH.

Munumanvnas ocmamounasn 604e3Hb U KOHMAMUHAUUS
ONYX04€8bIX KACMOK 8 KOCIHOM Mo32e neped agepezom

ITpodeccop Jlome Takxke MOASHAWICS CBOUM OITBITOM
¥ TaHHBIMU UCCJICTOBAHUI: KOHTAMUHAIIUS OITYyXOJIEeBbIX
KJIETOK MPU HEBO3MOXHOCTHU HOCTUYH ITOJTHOTO OYUIIE-
Husi KM u Hanuuuu pe3uayaibHbIX KJIETOK HE BIIUSET
Ha pe3yJIbTaThl TpaHCIUIAHTAIlUM, apepe3 B 3TOM ciydyae
JIy4llle TIPOBECTH, YeM OXHIATh OTBETA €Ille HECKOJIbKO
LIMKJIOB, KOTJa IaHC 3a0paTh KJIETKUM MOXKET CBECTHUCH
K HYJIIO.

CBoe BbIcTyIIeHUEe TIpodeccop Jlome pestomupoBan
CIeAYIOIIMMY BBIBOJAMMU: ISl peLUAUBUPYIOIIei U ped-
paktepHoii HB Beicokoro pucka crpaTerust B HacTosIIIee
BpEMSI COCTOUT M3 MHAYKIIMU, KOHCOJMIAIIMU U TTOAIep-
JKMBAIOIIIEH Tepaluu, MOJHOCTBIO TyONupys 1LieJu Tepa-
MUY TIepBUYHBIX MauueHToB ¢ Hb Bhicokoro pucka. Ha
KaxXJIOM 3Tale y IMHYTyKcuMaba 0eTa eCcTb CBOSI POJb.
Ha ¢oHe mHAyKIIMKM MBI BUAMM, YTO BCE Yallle U 4Yallle
HUCIIONBb3yeTCd  MMMYHOXMMMOTepanus. larmoTpaHc-
TUTAHTALUST TakKe SIBJISICTCSI TIEPCIIEKTUBHBIM METOIOM
koHconunauuu. IlogmepxkuBaromias aza — 3TO UCIIOJb-
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30BaHUE OUHYTYKCHMMaba 0eTa, KOTOPbIii OJHO3HAYHO
MPOJEMOHCTPUPOBAJl CBOU Pe3yabTaThl 3((GEKTUBHOCTUA
n Oe3omacHocTU. B OmmkaiiieM OyayiieM Mbl MOJTYYUM
emie OoJibllle MHGOpPMALMU O TOM, KaK HCITOJb30BaTh
JUHYTYKCMMa0b OeTa B pa3HbIX BapuMaHTaxX, B YACTHOCTH
B MHAYKUMU - JIMHUM Tepanuu. DTO HOBBIA ITyTh,
HOBbIE BO3MOXHOCTM M HOBOE IIpeKpacHoe Oymyliee
JUISL 9TOM MOJIeKyJibl. M 51 oueHb HaIEloCh, YTO MbI YBU-
MM C BaMU ellle 0oJibllle mpenmyiecTs ajs aereii ¢ Hb
BBICOKOT'O pMCKa, KOTOpbIe MOTYT Ternepb nonxydats UT Ha
pa3IMYHBIX 3Tarax jJeuyeHus (puc. §, 9).

Puc. 8. Boicmynaenue npogheccopa X. Jlooe

Puc. 9. Yuacmnuku camearumnoeo cumnozuyma
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POCCUICKOE OBLLECTBO
AETCKNX OHKONOr0B 1 TEMATONOI0B

Oomepoccuiickas odmecTBeHHas opranuszaius «POJ10OIN
Tenedon: +7 (968) 3969096

DIeKTpOHHBIN anpec: info@rodog.ru

MuHHCTEPCTBO 31PaBOOXPaHEHHS
Poccuiickoii Penepanum

Pe3onouus IV o6nvepaunennoro Kourpecca POLOI
«AKTyanbHble Npo6nemMbl U NepcneKTUBbl Pa3BUTUSA AETCKOA OHKONOrUu
u remaronorum B Poccuiickoit ®epepaunn — 2023»

23—25 Hos16ps 2023 . B MockBe coctosuicst IV 00b-
enuHeHHbI Konrpecc PO OT «AkTyanbHble MPOOIeMbI
U TIEPCIIEKTUBBI PA3BUTHSI IETCKOM OHKOJIOTUM U TeéMaTo-
soruu B Poccuiickoit @eneparuu — 2023» (nanee — KoH-
rpecc), KOTOpblii ObLT OpraHM30BaH MOJA PYKOBOACTBOM
MunucrtepcTBa 3npaBooxpaHeHust Poccuiickoit Deje-
paunu. B opraHM3allMOHHBIN KOMMTET BOLUIM BEAYyILINE
CIIeIIMAINCTBl B 00J1aCTU JETCKON OHKOJOTUM-TeMaTo-
JIOTUM, TJIaBHbIE BHEIITATHBIE NETCKUE CIEIUATUCTBI 110
npoduIio, MPEeACTaBUTENN TTPO(PECCUOHATBLHOTO CO00-
mecTBa 13 heaepaibHbIX LIEHTPOB U CyOBheKTOB PD.

Konrpecc mnpoBomuiics B rubpuaHoMm ¢opMmarte
u cobpan 6osee 1700 neneraToB, OYHO MPUCYTCTBOBAIU
6osee 600 yesoBek M3 62 perMOHOB CTpaHbl. B paGore
MEpOTIPUSATHUS B KQUECTBE JIEKTOPOB IMIPUHUMAJIH YJacTue
NpejacTaBUTe M BceMupHOIl opraHM3alldM 30paBOOXpa-
HeHust (EBponeiickuii opuc, . KonenrareH, JlaHus),
MexnyHapoJHOTro o0lIecTBa AETCKOM OHKOJOTUM U3
Kutasg u CHIA. OuHoe yyacTue TpUHSI Tpodeccop
X. Jlone (Iepmanwust).

Temamu KoHrpecca cranmu oOCyXIeHHE MaToreHe-
TUYECKOTO JICUEHMSI IeTel C OHKOJIOTMYECKUMM W reMa-
TOJIOTMYECKUMM  3a00JIeBAHUSIMKM, COTIPOBOAUTEIbHOM
Tepanuu, THHOBAIIMOHHBIX METOIOB XUPYPTUM U aHEeCTe-
3uosioruu-peanumaniuu. Ocoboe BHUMaHUE ObLIO yaeie-
HO MHAVBUAYyAJIM3alMK TePaIuu ¢ IPUMEHEHUEM MHHO-
BallMOHHBIX IPEIapaToB.

OmHUM U3 KITIOYEBBIX BOIIPOCOB CTajla OpraHu3alyst
MEIUIIMHCKOM TITOMOIIM JeTSIM C OHKOJOTUYECKMMU

M reMaToJIOTUIeCKMMU 3a00JIeBaHUSIMU B cyObeKkTax PD.
Ocoboe BHMMaHUE OBIIO YIEJIEHO BOIPOCY Pa3BUTUS
TeJeMEeIUIIMHCKIX TEXHOJIOTUIA, YeMy Oblia MOCBSIIeHa
crieliMajbHasl Ceccusi o MpeAceaaTeIbCTBOM TJIaBHOTO
BHEIITAaTHOTO JIETCKOTO CIEIMaIMCTa OHKOJIOra-reMaro-
Jiora MunszapaBa Poccun npodeccopa I'A. HoBuukoBoii.

B paMkax rmjieHapHbIX CECCUI1 COCTOSIOCH 00CYXKIIeHUE
JEeSITEIbHOCTH TTPO()eCCUOHATBHOTO COOOIIECTBA, O YeM
ObL1 mpeacTaBiieH aokian npesuaeHta POJOIN npodec-
copa C.P. Bapdonomeesoii. U3 nokiana ciaenyet, 4To, Kak
obu10 3asBiieHo B 2022 1., monHomouus HOJAT'O u POIO
odpuumanbHo nepeaanbl PO OI, ocHOBHas AeITEIbHOCTD
obuta nepexitoyeHa Ha POJOI ¢ Havana 2023 . Opra-
HU3aLMsI CTajla MOJTHOIPaBHBIM WwieHoM HalmoHanbHOMI
MenunuHckoit Ilamatel (nanee — HMII), B3aumoneii-
ctByeT ¢ MuH3zapaBom Poccuu. K oCHOBHBIM MepoIpu-
aTusiM oTHocwinch Konrpece, IIIKOIBI, KPYTJIble CTOMBI
u cemuHapbl. [Ipomoikaercss paborta Mo opraHu3auu
BBIE3IHBIX CeMMHApOB «/lanbHue permoHbl». Bropoii ron
npojaoJikaeTcsl ycrelHasi pabora EBpa3uiickoit 1IKOJIbI
JIETCKOTr0 OHKojora u remarosora (masee — EIIOT),
YUCIO0 JOKJIAMO0B M3 CTPaH-yYaCTHUKOB pAaCIIMPUIOCH
u cocrasuio 31 %.

Ocob6oe BHumanue C.P. BapdoaomeeBa ynenuna
HEOOXOIMMOCTH PellIeHUsT BOIpoca 00 N30paHUU Mpe3u-
nenta POJIOI co cpokoMm nojiHoMouuit ¢ utoHs 2024 1. o
uioHb 2027 .

Ha ocHoBanuu obcyxaeHusi yuactTHuku KoHrpecca
€IMHOTIJIACHO MPUHSIIN CJICAYIOIINE ITOJTOKEHMS:
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1.  OpraHu3allMOHHOMY KOMMTETY 3arUIaHUpPOBaTh
nposeaeHue odyepenHoro Konrpecca POJOIN Ha 21-23
Hos10pst 2024 1. BT. MockBe.

2. UYnenam POJOTI no 15 anpens 2024 . nmpenocTa-
BUTH NpeajoxeHus no remaMm Konrpecca 2024 r.

3.  Tlopyumts npesuauymy POJOIT copeiicTBOBaTh
3aBEPILICHUIO PabOThI MO MPOMEeCCUOHANIBHBIM CTaHIAP-
TaM 110 CIELMAJBHOCTAM <«IETCKasl OHKOJIOIMS-TeMa-
TOJIOTUSI» U «IeTCKasl OHKOJIOTUS (XUPYPIHs)» B YacTU
cornacoBaHus mexny HMIT u Muntpynom Poccun.

4. TlommepxaThb mnpoxpoikeHue padorel EIIJOI
B2024 .

5.  Cuurarp 3agmaveit POJOI paciiipeHue MMeH-
Horo cocraBa OpraHu3aluy 3a CYET CMEXKHBIX CIICLIM-
aJrCTOB, OOECIeYeHMSI MUCIUIUIMHBL B OIpeAcJIeHUN
YJIEHCTBA, VIUIAThI WIEHCKUX B3HOCOB, pAaCLIUPEHMS
Yyycja PEerdOHaJIbHBIX OpraHu3aluii, B TOM 4YHCJIE Ha
HOBBIX TEPPUTOPUSIX, YTBEPXKIACHUE PAaO0YNX KOMUTETOB
[0 aKTyaJbHbIM HampaBJIEHUSIM PabOThl OpPraHU3alLMu,
pekoMeHaoBaHHBIM HMII.

6. Cosmars Komurersr POJIOT:

A. ITo moAroToBKe KJIMHUYECKUX PEKOMEHAAIINIA;

b. Ilo moaroroBke Kaapos;

B. Io He3aBUCUMOIT MEAUIIMHCKOI 9KCIEPTU3E;

I Tlo MeXpermoHaJlbHOMY U MeXAYHapOIHOMY
COTPYIHUYECTBY;

J1. OpraHu3aiOHHBIIA.

7.  OpranusoBaTb MoJIOAekKHYIO cekuuio POIOT
B COCTaBe 00YYaIOIIMXCSI MOJIOABIX CIICLIUAIMCTOB U MO~
JIepKaTh MX MHULMATABHYIO NESITEJIbHOCTb, OIPEIACIUB
KpyT HacTaBHUKOB 13 yncia yieHoB POJIOT.

8. XopgaraiicTBOBaTh Iiepeid IJIaBHBIM BHEIITAT-
HbIM JIE€TCKUM CII€LIMAJIMCTOM OHKOJIOTOM-TeMaTOoI0TOM

IIpesunent POJOI, npodeccop
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MunsapaBa Poccun o coxpaHeHUM TporpaMMbl pede-
peHca M TeIeMEOUIIMHCKUX KOHCYJIbTallMiA Ha TepUOI
¢ 2025 1. ¢ yuyeToM ee MaKCUMaJIbHOI BOCTPEOOBAaHHOCTU
M YCTICIIHOCTU B pEeTrMOHaX.

9. CoszngaTh MHUIIMATUBHYIO TPYIIIY 71 BHECEHUS
u3MeHenuii B YcraB POJIOI" ¢ mpuBneyeHUEM pervo-
HaJbHBIX OOIIECTB, a TaKXe IOPUCTOB, UMEIOIIUX OIIBIT
B HAIlMCAaHUM MOAOOHBIX YCTABOB OOIIECTBEHHBIX Opra-
Huzauuii. BHectu nonoxenus o Komwurerax, ELLIJOT
U Ipyrue MpuHsIThe u3MeHeHus B Ycras PO OT.

10. TIlpemtoxuTh K pacUIUPEHUIO TEepedYeHb Ipe-
napaToB, o0ecredyMBaeMbIX (POHIOM IOAACPXKKHU IeTeit
C TSKEJBIMM KU3HEYTPOXAIOIIMMU U XPOHUYECKUMU
3a00JICBaHUSIMU, B TOM YMCJIe peAKUMU (ophaHHBIMHU)
3aboneBaHusaMU, «Kpyr 1oOpa», B YaCTHOCTHU TIpernapaThl
I UMMYHOTEparu, UMMYHOIJIOOYIMHBI, WTHHOBAIIM-
OHHBIE TIpenapaThl IJIs JIeYeHUsI OCIOXHEHUN Teparnuu.

11. Ynmenam POJIOI' mpopabGotath M B CpPOK [0
15.04.2024 npencraBUTh MPEMJIOKEHUS TIO KOPPEKILIUU
BUIOB BBICOKOTEXHOJOTMYHON MEIUIIMHCKOI TTOMOIIIH.

12. OOHOBUTH [JEICTBYIOIIME U HE YTBEPKICHHBIE
(cmaHHBIE paHee) KIMHUYECKUEe peKOMEHIAllUuU MO0 pas-
neaaM «IeTcKash OHKOJIOTHSI-TeMaTOJIOTHsl» U «IeTcKas
OHKOJIOTHSI», TpeOytonue yrepxkaeHus B 2024 1.

13. POJOI' opranuszoBath oHJaitH-1Koay <«lOpu-
IUYECKUE STIOIbI».

14. PoOAOI' MOATOTOBUTH nH@OopMaLIIO
0 BO3MOXHOCTHU CTpaxOBaHMs OTBETCTBEHHOCTH Bpa-
yell 1 MeApabOTHUKOB U 00ECIIeYNTh CTpaxoBaHUE Ha
JITOTHBIX ycaoBusX 11t wieHoB POJIOT (ortaTuBmmx
B3HOCHI).

Pesosmionust mpuHsTa €IMHOTIACHO.

C.P. BapdonomeeBa
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Pe3onouus no uroram 3acepnanus npe-Kourpecca POAOI
22 Hos6pa 2023, r. MockBa

«Ynukasvnasn Meauulmcmm MEXHOA02UA, 6KAIOHAIOWAA KOMNACKCHOE 2CHOMHOE npod)lmupoeanue,
KAaK 603MOCHOCMb peaiusauuu nepCoHatu3upoeannoco nooxoda ¢ 0emcKoii coAUOHOIL OHKOAOUU»

Comcok YYaCTHHUKOB:

1. BapdonomeeBa Csernana PadasneBna
2. Kupruzos Kupuin UropeBuu

3. CyneiitmanoBa AMrHa MaromenoBHa
4. Kenynkosa Onbra [puropbeBHa

5. OmenbsiHoBcKMi Butanuit Bragumuposuy
6. 3yeB Anekcanip BiaguMupoBua

7. Kymupona Dmia BsueciaBoBHa

8. CtporaHoBa AHHa MuxaitioBHa

9. KoBanenko Cepreii [eHHagbeBUY

10. KapnieHko AHzapeii AeKcaHaApoBUY
11. Cauko Taresina HukomaeBHa

12. bauypuna DnuHa [anTpanmToBHa

13. Muxaiinernko JAmutpuii CepreeBud

14. ®enopoB Anekceit AJleKCaHIPOBUY

Iea» — cornacoBaTh BOMPOC BO3MEIIEHUS] YHUKATb-
Hoit MeauuMHCKON TexHosioruu (YMT), BKiIovarouei
KOMILUIeKCHOe reHoMHoe npodunupoBanue (KI'TI), kak
BO3MOXHOCTb peaJIN3allMy MePCOHATU3UPOBAHHOTO MO/~
X0J1a B AETCKOW COJIUTHOM OHKOJIOTUU.

3anauu 3acenanus:

* onpeaeauTh Npodwib MaleHTa, KOTOpoMy mokasa-
Ho npoBenenue YMT (KT'TI);

* onpeneauth norpedHocts B YMT (KITI) B neaua-
TPUUYECKON OHKOJIOTUYECKON MTPAKTUKE;

* ONpeAenTh Ha KakoMm 3Tare (WM Koraa) Lene-
coobpasznee npopoauth YMT (KI'TI);

* OMpPEIEIUTh TEKYIIME U BO3MOXHBIE K BHEIPEHUIO
UCTOYHUKU hrHaHcupoBaHusg ¥ MT, Bkmovatoieit KI'TI;

* OMpeaeIuTh HEOOXONMMOCTh TapMOHU3AllUU POC-
CUICKUX W MEXIYHApOAHBIX PEKOMEHIALIMA B YacTU
OIpeaesieHUs MOJIEKYISIPHBIX MULLIEHE;

* 00CYyIUTh BO3MOXHOCTb MPU3HAHUSI PE3YJIBTATOB
MOJIEKYISIPHO-TE€HETUYECKUX UCCAEAOBAHUI, TTPOBEACH-
HBIX 32 pyOexKoMm;

* OMpeeIUuTh MOTPEOHOCTh B CO3AaHUM Mpodeccuo-
HaJIbHOTO COOOIIECTBA C BKJIIIOUEHMEM Bpadeil pa3IMuyHbIX
CMeUATbHOCTEN B LIEJSIX OMEePATUBHOIO PEIIeHUS aKTy-
aJIbHBIX BOMPOCOB B paMKaX KOHKPETHBIX OHKOJIOTMYe-
CKHWX HO30JIOTHM;

* OMpPENeIUTh BO3MOXHOCTb MPOBEIECHUS MEXIUC-
LIUIUIMHAPHOTO KOHcuiauyma 1o pesyasratam  KITI
IUIST BBIOOpA AasibHEMINed TaKTUKU BeleHUs MallMeHTa
B CJIOXKHBIX KIIMHAYECKUX CTyYasix.

AKTYaJIbHOCTb TIPOOJIEMBI

3a nocyieqHUEe HECKOJBKO JIET JOCTUTHYTHI 3HAYUTEb-
HbIE yCTIeXu B JIEYEHUM 3J10Ka4eCTBEHHBIX HOBOOOpa30-
BaHuit (3HO) y nereit. OgHako I NaUUEHTOB C peLu-
IUBHBIMU/pedpakTepHbiMU  (hopMamMu  3a00JIeBaHUIA
pe3yJbTaThl JICUEHUS], K COXAJIEHUIO0, OCTAIOTCS HEYIOB-
JIeTBOpUTEIbHBIMU. Kpome Toro, mo-mpexHemMy MMEIOT
MECTO OrpaHUYEHHbIE BOBMOXHOCTU Te€parnuu JJIsl malu-
eHTOB ¢ peankuMu opmamu 3HO.

B HacTosiiiee BpeMsi 00JibllI0€ BHUMaHUE YIEaSeTCSs
BOIpocaM IepcoHUdUKALUU Teparnuyd Ha OCHOBAHUM
MOJIEKYJISIPHO-TEHETUUECKUX XapaKTepPUCTUK OIyXO-
M W OIIpeleJicHUs MapKepoB IJig TapreTHOM W/WiIu
MUMMYHHOU Tepanuu. B AeTCKOI IpaKTHKE MCITOJIb3Y-
I0TCS IEPEOBbIE METOAbI MOJIEKYJISIPHO-T€HETUUECKOTO
TECTUPOBAHUSI — CEKBEHUPOBAHUSI HOBOTO TMOKOJIEHUS
(NGS).

KITI Foundation Medicine, mHHOBaLIMOHHAs TeX-
Hosiorusi Ha ocHoBe NGS, KoTOpasi 1aeT BO3MOXHOCTb
B paMKax HCCJIeJOBaHUs OJHOro OuomaTepuana oOIpe-
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JIeJITh TeHOMHBIN MTPOMWIL OMYXOJIH, T. €. OOHAPYKUTh
BCE BO3MOXKHBIC BapMaHThl T€HETMUYECKMX W3MEHEHUIA
B OOJIBIIIOM KOJIMYECTBE KIMHUYECKU 3HAYMMBIX T€HOB
(6omee 300). Kpome TOro, B paMKax JaHHOTO HCCIIEIO-
BaHUS MPEIOCTABISIETCS MOAPOOHBIN OTYET O BO3MOXK-
HOCTM TIPOBEICHUs TapreTHON Tepamuu, TOCTYITHBIX
KJIMHUYECKUX HUCCACIOBAaHMUSIX Ha OCHOBE DPE3yJbTaTOB
MMPOBEICHHOIO TEeCTUpOBaHUA. JlaHHOE uCCeIOBaHUE
KpaliHe HEOOXOAMMO [JIs1 BBISIBICHUS MOJICKYISIPHBIX
MMUIIIEHEeH 1T TApTeTHOM Tepanuy MaleHTaM ¢ peAKUMU
OITyXOJIIMU WU B CIydae, KOrma CTaHOApTHbBIE METOIbI
nedyeHust okasanuch HeapdektnBHbIMU. KI'TI saBnsiercsa
HeoTheMJieMolt yacTeio Y MT, BKiIIouarolein Takxke KOH-
CyJABTUPOBaHME B BEIOOPE JabHEIIeH TAKTUKY JICUCHUS
10 pe3yJbTaTaM OTJeTa.

CucreMaTnyeckoe HaKoIJIeHe MHMOpPMaIIUK O MOJIe-
KynsipHoM nipoguiie 3HO B 1eTCK0i1 OHKOJIOTUY ITO3BOJIUT
co3IaTh B MEPCIEKTUBE eNMHYI0 0a3y JaHHBIX U OIpe/e-
JINTh HEOOXOMUMBIN 00BEM MOJIEKYJIIPHO-TEHETUUECKOTO
TECTUPOBAHUS /I HarOoJIee CIOXKHBIX TPYIII MAallMeHTOB,
YTO 1aCT BO3MOXXHOCTb BpauyaM-KJIMHULIMCTaM MCITOIb30-
BaTh MOJIydeHHBIE JaHHBIC TIPY IIAHWPOBAHUU Teparuu,
OIpeAeIsSITh MPUUMHBI HeAd(POEKTUBHOCTU MPOBOAMMOM
Teparuy, a ailMUHUCTPATOpaM MO3BOJUT PallMOHAIN3M-
pPOBaTh PacXoI0BaHUE OOMKETHBIX CPEICTB.

Hecmotpst Ha TO, 4TO MeXIyHApOIHbIE KIMHUYECKUE
peKOMEHIAallMK IIMPOKO OIpPEACIIoT 00beM Heo0Xo-
IUMOTO MOJIEKYJISIPHO-TEHEeTUYECKOTO MCCJIeIOBaHUS,
B Tapud OMC ycayra KITI He BkIIOYeHa, ITOCKOJBKY
OTCYTCTBYeT B HoMeHKIaType MEeIUIIMHCKUX YCIYT, YTO
B CBOIO ouepedb SBIsSEeTCS 0apbepoM IPU MHTErpaliviu
MeTofa B KIMHUYECKHE PEKOMEHIALIMKM U CTaHIapThl
OKazaHWsI MeIMIIMHCKOM nomoinu B Poccuiickoit Dene-
pauuu (P®). Ha maHHBIiI MOMEHT BO3MEILEHUE CTOM-
Moctu KITI mpoucxoauT 3a cuer cpeacTtB 0JaroTBOpH-
TeJbHBIX (DOHIOB MM COOCTBEHHBIX CPEACTB MallMCHTA.
Ha ocHoBe BbIIIEN3TOXEHHOTO MEPCIIEKTUBHBIM UCTOY-
HUKoM (puHaHcupoBanust YMT, Bkmouaromeit KI'TI, 3a
CYET roCyIapCTBEHHOro OromxkeTa sBisercs donn «Kpyr
no0pa», KOTOPBIM AMHAMUYHO pacCIIUpseT IepedeHb
3a00sieBaHMIi U TIpenapaToB [J1s1 geueHus aereit co 3HO.
Bxiouenune YMT B nepeyeHb MEAWIIMHCKOM TMOMOIIIN,
OKa3bIBaeMOI B paMKax JesTeibHOocT PoHaa, Mo3BO-
JINT HE TOJIKO CBOEBPEMEHHO 0Ka3aTbh MEIUIIMHCKYIO
MOMOIIb COOTBETCTBYIOLIEeMY Tpodumio nereit co 3HO,
HO 1 OLIEHUTH 3((HEKTUBHOCTh UCITOJIH30BAHUSI OIOIKET-
HBIX CPEACTB pernoHoB U PoHa.

Ha ocHoBanum o0cyxknennsi B pamkax npe-Konrpecca
YYACTHUKH MPHUIILTH K CJIeIYIOIIUM BbIBOIAM:

1. YMT, Bxkmouatomas KI'TI, aengercsa uenecoodpas-
HOW 4acCTbl0O MEIUILIMHCKOM TTOMOIIM JAETIM C COJIMIHBI-
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mu 3HO mis ompeneneHUsT T€HETHMYECKOTO TMPOGhUIIS
OITyXOJIM Y CTpaTeTuM JaJbHEMIIero BeAeHUs MallueHTa,
BKJIIOUas Kak Mmoaoop Hambosee 3(hheKTUBHOM Teparnuu,
TaK M BBISIBJICHUE BO3MOXKHBIX IIPUYMH pedpakTepHOCTH
K IIPOBOJIMMOM Teparuu.

2. YMT HeoOXoauMo MPOBOAUTH MPU COJUIHOM 3710-
KA4eCTBEHHOI OMYXOJIM Y JeTeii ¢ OBICTPO IPOTPeccUpy-
IOIIUM WIM PEUAMBUPYIOIINM IIPOLIECCOM, TIPU pe3u-
CTEHTHOCTH/pepakKTepHOCTU K Tepamuu, a TakkKe Ipu
OrpaHMYCHHOM KOJIMYECTBE OMomMaTepuaa.

3. ®ong «Kpyr mobpa» MOXET OBITb PacCMOTPEH
OTHUM U3 UCTOYHUKOB TrOCyIapCTBEHHOTro (hMHAHCUPO-
BaHus1 YMT, sxinovaromeii KI'TI.

4. Bxmouenne YMT (KI'TI) B peruoHajibHbIe OHKO-
JIOTMYECKHUE IPOrpaMMbl B KauyeCTBE IOMOJHUTEIHHOIO
KaHaJia ToCyIapCTBEHHOI0 (DPMHAHCUPOBAHMUSI.

5. IlpenBapurenbHast moTpedHocTh B YMT (KI'TI)
B NEAUATPUIECKOM OHKOJIOTMYECKON MPAaKTUKE Ha Tep-
puropun P® omnpenenena uyucioM 350 manueHTOB Ha
1 KaneHgapHbBIi TO.

6. INoguepkHyTa HEOOXOOUMOCTb B TIapMOHM3aLIMKU
POCCUICKUX M MEXIYHAPOIHBIX KIMHUUECKUX PEKOMEH-
AU B 4aCTU OIPENEIEHUSI MOJIEKYJISIPHBIX MULIECHEH
JIJ11 BbIOOpA MOCIeNyIOlIei TapreTHOM Tepanuu.

7. OmpeneneHa HeEOOXOAUMOCTb IPOBEACHUS MeEXK-
IUCIUTUIMHAPHOTO KOHCcuanyma 1o pesyiabratam KITI
IUI1 BbIOOpa JajibHEMIIEW TaKTMKKW BEACHMS MallMeHTa
B CJIOXKHBIX KIIMHUYECKUX CyJasix.

CoracHo BbIllleyKa3aHHBIM BbIBOJIAM PEKOMEHIYeTCS:

1. HampaButh B MunsapaBs Poccun u pykoBOACTBY
donma «Kpyr mobpa» obpaleHrUe 0 paCCMOTPEHUU BO3-
moxHocTtH BKmoueHuss YMT (KI'TI) B mepeueHs memau-
LAHCKOW TMOMOIUU Uil AAJbHEHUIIEro BO3MEIIEHUS 3a
CYET TOCYyIapCTBEHHBIX MCTOYHUKOB (hPMHAHCUPOBAHUS:
donn «Kpyr nodpa», peaepanbHass OHKOJOrMYECKast IIpo-
rpaMMa Ha permoHaJbHOM YPOBHE.

2. Pazpabortath kputepun 3¢dexktuBHoctTh YMT
(KTTT).

3. Paccmotpers oOpamieHue B MwuH3npaB Poccuu
0 HeoOXOOMMOCTM BKIOueHUs1 B HomeHkmaTypy Menn-
LIMHCKUX YCIYT IIMPOKOITaHEIbHOIO CEKBEHUPOBAHUS
(KTTI) ¢ mocaenyronum BkiatoueHueM KI'TI B kimHuve-
CKH€ PEKOMEHIALIMU COOTBETCTBYIOIIMX ITPOUIICH.

4. Tlpu OOHOBJIEHUM KIMHUYECKUX pEeKOMEHIaluit
YYUTHIBAaTh HEOOXOIMMOCTh BKIIIOUEHUS IITMPOKOIaHE I b-
Horo cekBeHupoBaHusi (KI'TI) B cooTBeTcTBYyIOIIIME pa3-
JieJbl B COOTBETCTBUM C MOAXOAAMU B MEXIYHAPOIHBIX
pEeKOMEHIAITUsIX.

5. OmpenenuTtb IUIOLIAAKY U KpYT CIEIUAIKUCTOB,
HEOOXOAMMBIX IJISI TPOBEACHUST MEXIUCIUTUIMHAPHOTO
KOHCUJIMYMa.

Pe3ontouun // Resolutions




Hawa nectopus // Our history

@ POCCUIACKNIA XXYPHAN

POAOr JETCKOM FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

1’2024

TOMAVOL. 11

NMamatu Anekcangpa Uocudosuya Cantanosa

5 (deBpanst — OeHb MaMSATH JIETCHOB POCCUICKON
aHecrte3unosioruu-peanumarosorun u  HUWUUMU  pgetckoit
OHKoJioruu U remaronoruu um. akaa. PAMH JL.A. [dyp-
HoBa ®I'BY «<HMMUII onxonmorun mm. H.H. BioxuHa»
Munsnpasa Poccum (HWUU 10ul’) — Anekcannpa Mocu-
¢doBuua CanaTaHoBa.

Kaxk u3zBecTHO, mocie nepeesaa AeTCKOrO OHKOJIOTU-
YeCKOTro OTae/IeH!s 13 MOp030BCKOI TeTCKOM OOTbHUIIBI
B HOBBIE KopIryca PoccuiicKoro OHKOJIOTMYECKOTO Hayd-
Horo LeHTpa B 1976 . JleB AbpamoBud JlypHOB IpUIIaCHI
Anexkcanapa MocudoBrya BO3IIIaBUTH CIyXK0y aHECTE3H-
onorun-peaHnMann. UMeHHO eMy IIprHAUIeKNT 3aCITy-
ra B CO3IaHUM OTACJICHUS aHeCTE3MOJIOTUN, peaHUMAaIIUN
W WHTEHCHMBHOM TepallMy — IIEPBOTO B HAICH CTpaHe,
CTICIIMATN3UPYIOIIETOCS Ha IIOMOIIM OHKOJIOTUYECKUAM
0O0JIbHBIM JIETCKOTO BO3pacTa.

3a Bpems paborel B HUM JOul’ Anexcanap Mocu-
¢oBUY Bcerga IMPOSIBIISLT He3aypsTHBIE OpraHU3aTOPCKUE
CITOCOOHOCTH T10 KOOPAMHUPOBAHUIO 1 Pa3BUTHIO CITYKOBI
aHEeCTE3MOJIOTUH, peaHNMALIMM M MHTCHCUBHOI TepaITiiu.
Braromapst ero ycmimmsiM cTasio BO3MOXKHBIM TTOJTHOIICHHOE
aHEeCTe3MOJIOTMYECKOe 00eCTICUeHIE Pa3IMIHBIX JUArHOC-
TUYECKUX UCCIICAOBAHUN Y TTAIIMEHTOB COOTBETCTBYIOIIETO
BO3pacTa, OblJIa ONITMMU3MPOBaHA paboTa aHEeCTE3NOJIOTH-
YeCKUX OpUTaj BHE OIePalliOHHOTO OJIOKa.

Anexkcannp MocudoBrd pyKOBOAMI IPUOPUTETHBIMU
HaIlpaBJICHUSIMU B HayKe, BHEC BECOMBII BKJIaI B IIPO-
0J1eMy ageKBaTHOro 00e300MBaHUSs, JeYeHUsT OOJIbHBIX
B KPUTHUYECKMX COCTOSTHUSX U OOCCIICUYCHHE 3allluThI
opraHm3Ma 00JIbHOTO peOeHKa Ha BCeX dTalax JCUeHUs.
IlpakTuueckoil peanusalyell HaydyHBIX MCCJIEIOBAHUIA
SIBJIICTCSI BHEIPEHNE HOBBIX METOAMK OOINEil M peruo-
HapHOI aHecTe3nu, MHPY3MOHHON Tepanni U KIMHIYIC-
CKOTO MHMTAHUS B TIPAKTUKY OHKOJIOTUM. VM omy0ImKo-
BaHO cBbIe 400 HaydHBIX paboOT, U3 HUX 9 MoHOTpaduii
U pyKOBOACTB, 18 mmaB B MoHorpadusx. Ilox ero pyko-
BOACTBOM OBLTO 3ammiieHo 30 muccepramuii, n3 HAX —
8 moxropckux. OH SIBJISUICS TJIaBHBIM pegakTopoM Harmm-
OHAJILHOTO pyKoBOACTBA «MHTEHCHBHAs Tepamnus»,
IJIAaBHBIM PeTakTOpOM XKypHajia «BeCTHMK MHTEHCUBHOM
Teparun», WICHOM PeIKOJIICTHH XypHainoB «O01mast pea-
HUMAaToJI0Tus», «KIMHMYecKass OHKOJIOTHSI M peaHruMa-
TOJOTUSI», «JleTcKasg OHKoJorus», «COIpoBOAUTEIbHAS
Tepamust». 3acayru A.W. CanraHoBa OTMEUeHBI ITOYETHOM
rpamoToii Beicureil aTtectauMoHHON Komuccuu Poc-
cuiickoit Mepepanmu, B 2002 I. OH OBUT YIOCTOEH 3BaHUS
«3aciyXXeHHBII JedTeslb HayKW», HarpaxaeH 3HaKoM
«OTIMYHUK 3OpaBOOXpaHEHUs», MemalssmMu «BerepaH
Tpynaa», «K 850-1eTriro MOCKBEI».

OH Bcerma OTHOCHUJICS K JIeJTy C OTPOMHOM OTBETCTBEH-
HOCTBIO, BEICOKM MPOoGheCCHOHATN3MOM U TpeOoBaTeb-
HOCTBIO K ce0Oe. be3yrpeuHslii BHEITHUI BU, TIpaBUIIbHAS
u OoraTast peub, MHTEPECHEHUIIME JTSKIINHU UIST YIaIInuXcs
1 He MEHee 3axBaThIBAIOIINE OecelIbl ¢ KOJUIeTaMM, KOp-
PEKTHOCTh — BCE 3TO M MHOTOE IPYroe CBSI3aHO C €ro

obpasom. He ObLIO yemoBeKa, KOTOPOTO ObI OH HE ITOKO-
PUJI CBOCH SpyIMPOBAHHOCTHIO M OT3BIBYMBOCTHIO, CBOCH
TOHKOCTBIO, TYIIIEBHOCTBIO I IyBCTBOM IOMOpA.

Anexcanap WMocudoBud He TOJBKO OpraHM30Baj
paboTy OTHeNIeHUsI, HO M CO3[al KOMaHAY BEICOKOKBAJIM -
(pULMpOoBaHHBIX CIICHIMAIMCTOB, KOTOPBIC IT0 HACTOSIIIEE
BpeMsI aKTMBHO pa3BHUBAIOT OMHO M3 CaMBIX CJIOXHBIX
HaIlpaBIecHUA —  aHECTe3MOJIOTHS-PEeaHNMATOIOTHS
y AeTeit co 3I0Ka4eCTBEHHBIMI HOBOOOPA30BaHUSIMU.

Anekcanap Mocudosuy CaaTaHOB CKOPOITOCTHKHO
yIes u3 Xu3Hu 5 pespans 2016 1.

Heno xu3nu Anekcanapa Mocudosruua mpogomkuia
ero y4YeHMIIa, BeAYIIUii HayIHBII COTPYIHUK, I.M.H. HyHe
Banynuena MatunsiH. [1ox ee pykoBonctBom 15 peBpa-
g 2021 1. oTaeneHne repeexaao B HOBBIe Koprnyca HUN
HAOul, rae paciimpuiioch 10 LEIOTO OTIeTa aHECTe3UO-
JIOTUM-PeaHNMAalli, BKJIIOYAIONIETO YK€ 2 OTICICHUS:
AHECTe3UOJIOTUU-peaHUMAallMM 1 UHTEHCUBHOU Teparnuu
¥ peaHnMannu 1 nHreHcuBHoU Teparmu (OPUT). B ron
OTIeJI TPOBOIUT 0KoJIo 10 THIC. aHecTe3uid, U3 HUX | ThIC.
BBITIOJTHSIETCS TIPY BEICOKOTEXHOJIOTUIHBIX OTIePaTUBHBIX
BMEIIATETBCTBAX.

VYuennkamm Ajekcanapa MocugoBuya IOJIydeHB
2 mateHTa: «Crmocod coueTaHHOI aHeCTe3UH C peruoHap-
HBIM KOMIIOHEHTOM B SHIOCKOITMYIECKO OHKOXUPYPTUMN
HOCOTJIOTKH y JeTeli» B «CIIocod aHeCcTe3M0IOTnIeCKOTO
o0ecTieyeHNST TP CEJICKTUBHOM JOCTaBKEe XMMMOIIPeIia-
paTa K ceTyaTKe Ijla3a IPU JICYCHUH WHTPAOKYISIPHOMU
peTUHOOIACTOMEI y AeTeit». biaromapss orpaboTaHHOMY
AJTOPUTMY IIPEIYIPEXICHUS U JICICHNS XKU3HEYTpOXKaio-
IIMX OCIIOXXHEHUI, B Poccuu TONBKO B HaIllell KIIMHUKE
TIPOBOIUTCSI CeJIEKTUBHASI MHTpaapTepralbHast XUMUOTE-
parnms B TIa3HYI0 apTepUIO Y IeTeii ¢ peTUHOOIACTOMOM.

AKTUBHO BHEIPSIIOTCSI METOIBI 3KCTPAKOPIIOPATBbHOMN
TMOMIEePKKU KU3HEACSATSIbHOCTH opraHu3ma. Ocyiect-
BJICH YCTICIITHBIA OITBIT IIPUMEHEHUSI BEHOApTEePUATbHOMN
9KCTPAKOPIIOPATbHOI MeMOpaHHON OKCHTCHAIIMW IIPHU
OCTPOI HEZOCTAaTOYHOCTH KPOBOOOpAIICHUS y pebeHKa
C OCTEOCAapKOMOM C IIOCIEOyIollell TpaHCIUIAaHTalMUen
cepra, CTaBIIMU B JETCKOM OHKOJIOTUU TIEPBBHIM B MHPE
(He TIpeACTaBICHO HM OTHOIO ITOAOOHOTO CiIydas Ha
TOCTYITHBIX MHTEPHET-pecypcax).
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OtpaboTaH MPOTOKOJ BEACHMS MALIMEHTOB C CUHIPO-
MOM OCTpOro Ju3uca onyxoyuu. [Ipy MacCUBHBIX OITyXO-
JIEBbIX TTOpPaXXKE€HUSX, MPU TUMEPIEUKOLUTO3aX B LEJSIX
JleyeHUs1 MeTabOoINYeCKUX HapylLIeHW, HECOBMECTHMBbIX
C KM3HEIESTeJbHOCTbIO OpraHu3Ma, XUMMOTEparus
nauueHTaM MPOBOAUTCS MOJ TIUATEJbHBIM KOHTPOJEM
Bpaua aHecTe3uoJjiora-peaHumarojora. B otraeneHun
peaHUMaly UHULIMUPYETCSI CTapT UMMYHOTEpaIuu Ipe-
napaToM IUHYTYKCUMaO OeTa BO M30exXaHue KU3HEeyrpo-
XKalolMX OCJOXHEHUI y MalMeHTOB ¢ HelpobaacToMol
rpymnmbl Beicokoro pucka. B OPUT mpoBoautcst mmpo-
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KO€ MCITOJIb30BaHUE SKCTPAKOPIOPAIbHOM I'eéMOKOp-
peKIMM COpOLMU JUMOIOoNKNCcCaxapuaa 1 remonepdy3nmu
C HUCIMOJIb30BAaHMEM BBICOKOCEICKTUBHBIX ITUTOKMHOBBIX
COpPOEHTOB IS JICUCHUS] UMMYHOKOMITPOMETUPOBAHHBIX
MalMeHTOB C CETICUCOM U B CEMTUYECKUM IIIOKOM.

Co0mogaloTcst TpaguLIMOHHbIE TTPOrpaMMBbl YCKOPEH-
HOTO BOCCTaHOBJICHHUSI MAallMEHTOB IIOCJTE BBICOKOTPAB-
MaTUYHBIX XUpypruyeckux BwmemiatenbcTB (Enchanced
Recovery After Surgery, ERAS) ¢ ucrnoas3oBaHnemM Bcex
M3BECTHBIX B COBPEMEHHOI aHECTe3MOJOTMHU pEeruoHap-
HBIX 0JI0KAaJ C yJIBTPa3ByKOBOII HaBUTaLIUE.

st co3gaHus ONTUMAaIbHBIX YCJIOBUIA pabOTHI B TOpa-
KaJbHOM XUPYPTUM aHECTE3MOJIOTHYECKOe OOeCIieueHre
BBITIOJIHSIETCS] C IIPUMEHEHMEM COBPEMEHHBIX YCTPOMCTB
M30JISILIUU 1 KOJIJTAOMPOBAaHMS JIETKOTO Ha CTOPOHE OIle-
pPaTMBHOIO BMeIIATEIbCTBA, 0€3 NMPUMEHEHUS] BBICOKO-
TEXHOJIOTMYHBIX TUBaiiCOB IMPOBEICHUE OIepallvii B 1€T-
CKOM TOpaKaJIbHOM XUPYPIUU IPAKTUYECKU HEBO3MOXKHO.

B otnene aHecTe3nonorun-peaHuMalii 1 MHTEHCUB-
Hoii tepanun HUMWM JJOul’ Oblta BHeapeHa 1mudppoBas
cucTeMa ympaBieHMs] HMHdOpMaldeil B aHECTe3UOJIO-
TMM U peaHMMaluu ¢ uHrterpauueit IT-rexHomoruii mis
uH(pOpMaLIMKU, cOOMpaeMoii MOHUTOpaMU U pPaboYuM
MECTOM Bpaya-aHeCcTe3uojiora O TalMeHTEe B PeXu-
Me peajbHOTO BpeMeHHU, C ITIoc/Ieayiolleil 00padboTKoit
¥ BKJIIOYCHHEM CUCTEM TOMISPKKHU MPUHITUS KIMHAYE-
CKUX PEIICHUM.

IIpoBomuTCS CTAHOBJIEHHWE TEXHOJIOTMU Teparuu
CAR-T-xnerkamu y aeteil 115 JedeHUsT pepakTepHbIX
reMaTOJIOTUYECKUX 3JT0KAaYeCTBEHHBIX 3a00JIeBaHUA.

B crenax noBoro 3manus HUW JOul ycunusmu
COTPYIHUKOB co3aaH My3seit umeHnu Anekcannpa Mocu-
¢oBuya CanraHoBa. B Hem coxpaHeHBI 0OOCTaHOBKa
KabuHeTa, OMOIMOTEKa, OaHK auccepraluii, dororpa-
¢dun u nmuuneie Bemm Illeda. [Moceturs My3eit moxeT
Kaxnplil xenaoiuii. COTpyIHUKYU OTIEIeHUs] OEpPeKHO
XpaHAT ero NaMsATh. «Mbl — CYACTIMBBIE YYEHUKU AJIeK-
canapa MocugoBuya, yaeHUKH BEJTMKOTO YUYUTEJIS, KOTO-
pBIii B HAC BJIOXUJI MHOTOE, B IEPBYIO OuYepenb HayIus
OTHOCHUTBHCS C JIIOOOBBIO M OTBETCTBEHHOCTBHIO K CBOEMY
TNy ...».
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Ounaiin-wkona «Hpnanyeckue aTioAbl»

C 7 ¢deBpansg 2024 1. 1 pa3 B Mecs1 Ha Tuiatopme
POJOI' B ¢popmare onmaitH mpoxoaut mkoja «kKOpu-
IUYECKHEe BTIOAbl», KOTOpas IMpealaraeT y3HaTh U3 yCT
MPaKTUKYIOLIUX IOPUCTOB, KaK JeiICTBOBATh B CIOXHOM

CUTyauuu. Ha MEPOIIPpUATHUHN OOCTYIIHBI KIMHUKO-IIpAa-
BOBLIC pa360pr, IIaHCJIbHbIC JMCKYCCHUU N aHAJIN3 KOH-
KPETHBIX KEMCcoB — IIpEAMETHO U 0e3 «BOJIIbI».

BuptyanbHbiii OHKOKOHCcUnuyMm «MoneKkynspHbiii Tymop-6opa>

B pamkax BcTtpeu EBpasuiicKoil IIKOJBI JETCKOTO
OHKoJiora 1 remaroJjiora 14 ¢peBpains 2024 1. Hauan padboTty
BUPTYaJIbHBI OHKOKOHCUJINYM «MONEeKYISIpHBINA TyMOp-
o6opa» (Molecular Tumor Board, MTB). MTB nnanupyer-
cs1 IpoBOAUTH | pa3 B 2 Mecsitia. MoJieKyJIsipHO-TeHeThYe-
CcKoe TTpodUIMpoBaHNEe aKTUBHO BXOAMUT B KIIMHUYECKYIO
npakTukKy. Ho He Bce reHeTuYecKre HaXOIKU SIBJISIIOTCS
OJHO3HAYHBIMU, OCOOEHHO IMPU TECTUPOBAHUN Ha OOJIb-
IIMX MYJBTUTEHHBIX MaHeasXx. [loatoMy u pelieHuss o6

MX KJIMHUYECKON 3HAYMMOCTU M BBIOOpE NalibHEMIIero
JICYEHUSI MOTYT IIOTPeOOBaTh TECHOIO COTPYIHUYECTBA
TCHETUKOB, MOJIEKYJISIDHBIX OHOJIOTOB U OHKOJIOTOB.
OOcynuTh MallMEHTOB C KOJIJIETaMU TErepb MOXET KaxX-
JIBIA Bpau-JIeTCKUIT OHKOJIOT OGjarogapsi mporpaMmme BUp-
TyanbHOTO OHKOKOHcuiamyma MTB. Ilomath knmHuue-
CKUI Cllydyaid Ha paCCMOTPEHME MOXKHO I10 3JIEKTPOHHOM
noure: info@rodog.ru.

V [lypHoBCKUE uTeHus

15 peBpans 2024 r. coctosiauck V JlypHOBCKME YTEHUS
«IToapocTKu 1 MOJIOIbIE B3pOC/bIe: COJIUAHASL OHKOJIO-
sl U oHKoremaroJjorus. Onmyxojau TopakoadaoMUHaIb-
HO#l obyactn». MepornpusTtue npoirio Ha 6asze OI'BY
«HMMUII ouxkonorun um. H.H. Bnoxuna» MuH3apasa

lkona «TICK y pereii:

Poccuu B rubpuaHom ¢opmare. Ero ciaymartensimu cra-
mm 347 Bpaueit u3 Poccum, Kazaxcrana, Y30ekucraHa,
Apmenun u TamkukucraHa. OYHO MPUCYTCTBOBAIU
93 cnietpanucta. Jlokiaaasl ObUTU MpeacTaBAeHbI BEAYIIIH -
MU crienuanuctaMu Poccum.

convuaHan OHKonorus.

Oco6ennoctu coopa I'CK, TpaHcnnanTauum u UHOW KNETOYHOI Tepanun»

1 mapta 2024 1. cocrosinach mkona «I'TCK y pereii:
conunpHas oHkojorus. OcobeHHocTu coopa I'CK, TpaHc-
TUIAaHTaLUU Y UHOM KJIETOYHOI Tepanuu». Meponpusitue
npouuto Ha 6aze HUUM perckoit oHKOJOrMU, reMaToso-
ruu 1 TpaHcrutantosoru uMm. P.M. Topbauesoit ®I'BOY

BO TICII6I'MY um. akan. W.I1. IMaBnoBa MwuH3apaBa
Poccuu B rubpunHom popmare. Ero cayiiarensimu ctaau
6ojee 100 Bpaueit. O4HO PUCYTCTBOBAIM 69 crielanim-
cToB. JlokJ1aabl ObLIM MPEACTaBICHbI BEAYIIIUMHU CIIelra-
quctamu Poccuu.

HayuHo-o6pa3oBaTenbHblii ceMUHap «[janbHue pernoHbl»

19—20 mapta 2024 1. cocTOslJICSI HayuHO-0Opa3oBa-
TeJbHBIA CEeMUHAp B OOJAaCTM TeMaTOJIOTUM, OHKOJIO-
TMA 1 UMMYHOJIOTMU Y JIET€ ¥ MOJIOABIX B3POCJBIX IT0
nporpamme «JladbHKME PErMOHBI» JUISI CHELMATUCTOB,
paboraonux B YeueHckoii Pecrybnuke. Mepomnpusi-
THE TIPOIILJIO B Pa3IMYHBIX (hopMaTax — OUHO M OHJIAlH.
B ero pamkax Benmymue crneuuaiuctel uz HUW net-
CKOl OHKOJIOTMM W reMarojorud um. akaa. PAMH
JILLA. JyproBa ®I'BY «<HMMUWII onkonoruuum. H.H. biio-

xuHa» Mun3sapaBa Poccumn, ®I'BY «HMUIL ATOU
uM. Hmutpus PoraueBa» MwunH3zapaBa Poccun, HUU
JETCKOI OHKOJIOTUH, TEMATOJIOTUH U TPAHCILJIAHTOJIOTUM
uM. P.M. Top6auesoit @I'bOY BO IICII6I'MY um. akan.
W.I1. ITaBnoBa MuH3apaBa Poccuu 1 U3 Ipyrux yupex-
JEHWIT BBICTYITUJIN C HAyYHBIMU ToKJTanamMu. CoCTosIIoCh
00CyXIeHrEe BO3MOXHOCTE pa3BUTHS CIYKObI NETCKOM
OHKOJIOTUM M TeMaToJIoTuu B cyObekTax Poccuiickoit
®Denepanuu 1 co3naHus OKPYKHbIX LIeHTpOB.



Henpopunbpomaros 1 Tuna
OQHO 13 CaMbIX YaCTbIX Cpean peaknx 3aboneBanunin'

Kputepun gna noctTaHOBKW AMarHosa
Henpodpunbpomartos 1 tTuna?

H®O1 gruarHoctupytot H®D1 gruarHoctupytot

y oeten poputenen 6es HO1 y feten poautenen c HO1
npv Hanuun 2 n 6onee NPU3HaKoOB npv Hanuunn 1 n 6onee NprisHakoB
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2 vnu 6onee Henmpodmnbpom nbdoro TMNa
WY ofiHa nyiekcnpopmHas Helpodrbpoma

6 1 60/1ee NATEH LBeTa «Kode ¢ MOIOKOM»
pasmepamu:

® B fonybepTaTHOM nepuoge —
5 Mm 1 bonee

@ B MocTnybepTaTHOM Nepuoae —

MHOeCTBEHHbIE, MOXOXIE Ha BECHYLUKH,
15 Mm 1 6onee

MUrMeHTHbIE MATHA B MOAMbILLIEYHOW
1Y NaxoBoW obnacTax

Muoma sputenbHoro nyTn
XapaKkTepHble U3MeHeHUsA KOoCcTen

MNatoreHHaa myTtauua B reHe NF1,
BbIABSIAEMAnA B TKaHAX 6e3 BUAMMBIX
KJIVIHNYECKNX MPU3HAKOB (IeKOLNTDI
neprdepnyeckon KPoBY, KITETKN
OyKKanbHOrO aNUTeNns)

2 n 6onee ysenkos Jlnwa Ha pagy>KHow
obosoyke rnasa nnm 2 1 bonee aHomanum
cocyancTon o6os10uKM rnasa (xopouganbHble
ramapToMbl)

H®1 - Helipodmbpomatos 1 Tuna; NF1 - HepodrbpomiH
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5 <+ JNIET ONbITA PABOTbI OTKPBIBAA [IOCT YT

K MHHOBALUWNOHHBLIM

B POCCUUN N CTPAHAX CHI' NPEMAPATAM

O6nagas BbICOKOM SKCMEPTM30M B BOMPOCAaX 3TUKKU, HOPMaTUBHOM QOKYMeHTaL MK, paboTas
B COTPYAHMYECTBE C MEOAMLMHCKMUM COOBLLIECTBOM, Mbl 06ecredmBaeM OOCTYrM K MepeaoBbiM
MHHOBALIMOHHbBIM MeAULIMHCKMM TEXHOMOMMAM M MpenapaTtaM rno BCeMy MUPY.

HALWW NMNAPTHEPbI

g MPO®ECCUOHAJIbHbIE COOBLLECTBA

B mapTHepcTBe C HaLMOHaNbHbIMU

M MeXXAyHapoAHbIMU NPOPECCUMOHATbHbIMK
MeOULMHCKUMUM COOBLLLECTBAMU Mbl CTPEMUMCS
coenaTtb NepefoBble MHHOBALMOHHbIE METOAbI
neyeHnsa obLLenoCTYNHbIMY ANA Bpaden.

@ MEONUMNHCKUE YHPEXXOEHUA N ANTEKA

Mbl paboTaeM C COTPYAHMKaMU 300aBOOXPaHEH NS
Mo BCeMy MUPY, UTOObI 3bdEeKTUBHbIE Pa3pPaboTKM
CTaHOBWIMCH OOCTYMHbBIMU B KaykO0OW CTpaHe

M B KaXK[OM permoHe.

&9 DOAPMALIEBTUYECKUE
N BUOTEXHOJIOTMYECKME KOMIMAHUU
Mbl paboTaeM ¢ MHHOBaTOpaMM B o61acTax
OHKOJIOrMU, FEMaTOIOrMn, HEBPOMOINN,
SHOOKPWUHOMOM MU, UMMYHOMOMMW, KapaMonormm
M MHOFUX OpYrnX.

gg NAUMNEHTCKUE OPTAHU3ALIMA

COBMECTHO C NALLMEHTCKUMM OpraHM3aLmMamMm
Mbl CTPEMUMCH K TOMY, YTOObI KayKablv MaLUeHT
nosay4yan Heobxogumoe eMy, COBpeMeHHoe
neyeHune.
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