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BU®OKAABHAA TEPMUHOMA:
BCETAA AW OAMH IIAIOC OAMH PABHO ABA?

I®I'BY HarmoHanbHBIN MEAUIIMHCKUN UCCAEAOBATEABCKUN LIEHTP AETCKOM réMaTOAOTUN, OHKOAOTHH U MMMYHOAOTHH
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Budoxansuaa repmumuoma (BI') aBiaserca pegxkmM BapHaHTOM repMuHOreHHbIX omyxouaein ITHC.
Hecmotps Ha Ka3aj0Cch ObI XapaKTEePHYI0 PEHTTE€HOJOTHYECKYI0 KAPTHHY, OIIpeJeIaeMyI0 CHHXPOH-
HBIM BBISIBJIEHHEM JBYX OIIyX0JEeBBIX 04aroB B crnenuduuecknx odnacrax ITHC, nuarnos BI' moxker
BHISBIBATH 3aTPYNHEHUS U JUATHOCTHYECKUE OIIMOKU NP PACIPOCTPAHEHHOM 3a00J€BAHUM, OTCYT-
CTBUM THIMYHBIX JHAOKPUHHBIX CHMIITOMOB M HEOJHO3HAYHON KapTHHE NOPAKeHUT IO TAHHBIM
Busyaausauuu. Kpome toro, npupona 6udokraasHoro mopaxkeHus (CHHXPOHHBIN eJHHBII IIPOLECC UIN
IepBUYHAA OIYXO0Jb M METACTa3) SBJSIETCS JAJeK0 He «UHCTO aKaJeMHIeCKHM BOIIPOCOM», a (haKTo-
PoM, oIpefesITIONIUM IIOAXO0IbI K JaJIbHelIIeii Tepanuy 3Toi rpynnsl 60JsHBIX. B craThe npeacrasiexn
0630p autepatyps! mo Teme BI' u cayuan u3 mpaxktuku. Ilpenio:xken aaroputm BegeHus: 00JIBHBIX C
6udoKaTHHBIMY OILyXOJISIMHU, YINTHIBAIOIUII, KDOME TUIINYHOI KapPTUHBI IPU BU3YaJIU3ALNU H YPOB-
Hf OHKOMapKepPOB, HAJINMYNe MeTACTa30B U DHAOKPUHHbIE HAPYIIEHN .
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BIFOCAL GERMINOMAS:
DOES ONE PLUS ONE ALWAYS EQUAL TWO?
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Bifocal germinoma (BG) is a rare variant of CNS germ cell tumors. Despite the seemingly
characteristic X-ray picture determined by simultaneous detection of two tumor foci in CNS
specific areas, BG diagnosis can cause difficulties and diagnostic errors in a common disease, the
absence of typical endocrine symptoms and an ambiguous lesion picture according to visualization
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data. Besides, the nature of a bifocal lesion (synchronous single process or primary tumor and
metastasis) is far from a «purely academic issue», but a factor determining approaches to the
further treatment of this group of patients. The article presents literature review on the topic
of BG and cases from practice. An algorithm for management of patients with bifocal tumors,
which considers not only typical pattern in visualization and the level of tumor markers, but also
metastases and endocrine disorders, is proposed.

Keywords: children, bifocal germinomas, germ cell tumors, CNS tumors.

Quote: 1.G. Storozhenko, S.S. Ozerov, A.V. Nechesnjuk, E.A. Salnikova, M.I. Livshitz, S.V. Gorbatyh,
M.S. Kubirov, A.A. Merishavjan, O.B. Polushkina, T.V. Postnikova, T.M. Ivanova, N.V. Zhukov, A.G.
Rumjantsev, E.V. Kumirova. Bifocal germinomas: does one plus one always equal two? Pediatria.

2019; 98 (4): 189-195.

Onyxoau ITHC — camble yacTbie COJIMAHBIE HOBO-
obpasoBaHusa y geteii B Bospacte ot 0 mo 14 jger, umu
IIPeCTaBJIEHO OKOJIO 1/, BCeX COJMIHBIX OIyXO0Jei
[1, 2]. T'epmunorenno-kaeTounbie onyxoau (I'KO)
ITHC — 4-a oo yacToTe BCTPEYAEMOCTHU T'PYIIIIa OMY-
xoxeit ITHC, ¢ 6osabiiinm pacupocTpanenueM B A3un
(2,6% cnyuaes), uem B CIITA (0,6% ), mukom 3a60-
JeBaemMocTHu B Bodpacte 10—12 jer u mpeobaaganm-
eM 3a0ojieBaHUS Cpeau MaJbuUKOB B 2,5—3 pasa
[1, 3]. Cornacuo kaaccupuranuu omyxoaeir ITHC
2016 r., TKO ITHC noxpaspendaioTcss HA repMu-
HOMBI M HErepMUHOMBI, KOTOPbIE OTJIUYAIOTCS II0
TEeUEeHUIO, IIPOTHO3Y U TPeOYIOT TepaIrnio pasanyHOn
arpeccuBHOCTH [4].

Cawmpble uactoie Joranusanuu 'KO ITHC — nuwe-
ajbHAsA U CyIpacesispHas 00JIacTH, YTO IIpeaoIpe-
IeJIeHO MYTAMU MUTPAIUU Te€PMUHOTeHHBIX KJIETOK
U3 JKEeJITOUHOTO MeIllKa B 00JIacTh TrOHAJ B IIEePHO[T
smbpuroreHesa. B pegfKux caydasxX BO3MOYKHO Opa-
JKeHre M APYTUX CTPYKTYpP TOJIOBHOrO Mo3sra [3,
5]. B 12,8-19,7% cayuaeB BcTpeuaeTcd (heHOMEH
o6udorasbHOTO MopaskeHusa (OmdoxasbHAT TepMU-
"Homa — BI'), Korma mMerTcsa CUHXPOHHBIE 00pas3o-
BaHUA IIHMHEAJNbLHON M CyIIpaceslIApHO obJacreit
roJsioBHOTO Mo3ara (puc. 1) [6, 7]. IlogobHaa ocoben-
HOCTb CTaBUT Iiepel] KINHUIIUCTAMH U HCCJIeoBa-
TeJSIMU HEMPOCTYIO 3a7auy, TaK KaK CTaJupOBaHUe
T'KO, saBasmoiieecss KJIIOUEBLIM MOMEHTOM, OIIpene-
JIAIOIINM arpecCHBHOCTD IIOCJEAYIOIIEero JedeHus,
He OTJIMYAeTCs OT CTAANPOBAHUA APYTUX OMyXoJeit
ITHC u onipegensieTcsa HATUIUEM /OTCYTCTBIEM METa-
CTaTUYEeCKUX OUaros, T.e. 0UaroB, IIOJHOCTHIO Pasie-
JIEHHBIX MEXKJy co00il HOpMAaJbHBIMU TKaHAMHU [8].
B macrosmuii momenT BI' sBiasfeTcsa umcKIOUYEHUEM
U3 9TOT0 IPaBUJIa, TaK KaK HECMOTPS HAa TO, UTO II0
OIlpelleJIeHUI0 OIIYXOJIb IpeICcTaBJeHa IBYMS IUC-
KPeTHBIMU OYaraMu, IIOpasKeHue CUUTAEeTCsS HeMe-
TacTaTUYecKMM U ob6a ouara MPU3HAIOTCS «EIUHOMN
00J1€3HBIO» , BOBHUKIIIEH OgHOBpeMeHHO [9].

OpHOII M3 OCHOBHBIX ITPO0JIeM, CBA3AHHBIX C
BT, aBiseTcs omrpeneieHre JOCTATOUHOCTHY JaHHBIX
BUBYAJIUBAINY AJIsI IOCTAHOBKY JUATH03a U IIPU-
HATUS PeIIeHuss 0 HeoOXOAWMMOCTHU BBIMOJHEHUS
Mop@osioruueckoro mucciaemnoBanusi. C ogHON CTO-
POHBI, THUNUUYHOE O0u(OKAJIbHOE IMOpaKeHHe dJalle
Bcero HaOJrrogaeTcsa nMeHHO mpu BI', ogHaKo B psage
CJIy4aeB 9TO MOTYT OKAa3aThCA OIYXOJHU APYToro
ructoresesa (HErepMUHOMBI, IJIMAJbHBIE OIIYXOJIU
u 1p.), chopMupoBaBIlIMe JgBa ouara (mepBUYHAA
OIIyXO0Jb W MEeTacTas) W, HeCMOTPS Ha BHEIIHIOIO

Puc. 1. MPT rosorHoro mosra mauumeata Ne 1 ¢ BI' (carut-
TajgbHas npoeknusa, T1-pexum: — o0'beMHbIe 00pa30BaHUA B
censapHo (pasmepamu 24x21x21 MM) U nHHeaJbHOU o6Jia-

ctax (pasmepamu 23x21x17 Mm)).

cxoxkecTb ¢ BI', umemIliue coBceM APYyryo OMOJO-
THIO0, ITPOTHO3 U TPEeOYIOIIMe APYTOTO JeUeHU .

B GosbIlHCTBE CiIyyaeB HETepPMHUHOMBI (3MOPIO-
HaJbHAA KapIIMHOMA, OIIYXO0JIb JKEJITOUHOTO MeIITKa,
XOPUOKaPIIMOHOMA, TepaToMbl U cMmentanHble 'KO)
— CEeKPEeTUPYIOIe OIyXO0JH, B CBSABU C UeM KJIIOUe-
BBIM B AUATHOCTHKE SABJIAETCA ONpeaesieHue YPOB-
Hs OHKOMAapKepoB B KpoBuW u JukBope. CoriacHo
nporokoay SIOP CNS GCT II, nupu mOBBIIIEHUUN
ypoBHA o-deronporenHa (APII) Brimie 25 Hr/MiuI u
B-xopuonHmUeckoro rouagoTponrHa yesosekra (XI')
Boirre 50 ME/n (B KpoBu u/ujiu JUKBOPE) NUarHO3
HEeTepMUHOMEBI He BBIBBIBA€T COMHEHUM, 1 OMOIICUA
HOBOOOpPAa30BaHUSA CUHTAETCA HeIlleJecoo0pasHo.
CoOTBETCTBEHHO, II0 YMOJUYAHUIO, 9T YPOBHU Map-
KepoB 0e3 MpoBeleHNsI OMOIICUY UCKJIIOUYAIOT U JUa-
ruo3 BI'. Eciu y 601bHOTO HOpMAaJbHBIE 3HAUECHUS
Wi He3HauuTesibHOe moBbiieHue ADII (<25 ur/
mi) u XI' (<50 ME/x), To B 60JIBIINHCTBE CIIyYaeB
COTJIACHO TTPOTOKOJIY OOJILHBIM ITOKA3aHO IIPOBefe-
Hue 6uorncuu. VIcKIoueHueM ABJISETCA JUIIb HAJIN-
ype cruenu@uIHOro O0MMOKAIHLHOTO MHOpakeHUus B
OUHeaJbHON U cymHpacesisspHou obiactu (puc. 2),
KoTopoe B cooTBeTcTBuHU ¢ mpoTokosiom SIOP CNS
GCT II gaske B yCJI0BUAX OTPAHUUYEHHOTO 3HAUCHUS
orKoMapKepoB (ADII<25 ur/mua u XI'd<50 ME /)
WJIN IIPU WX HOPMAJILHBIX 3HAUEHUAX JOCTATOUHO
nnsa nocraHoBku amarsHosa BI' [8]. OmHako Takoit
MOAXOJ TOTEHIIMAJIBHO OCTABJAET IIIaHC HAa OIub-
Ky, KOT/Ia 0Yaru MOTYT OBITH IIPeCTaBJIE€HbI HETeP-
MHUHOMHOI HECeKPeTHUPYIOIeil OmyXxoJbio (0ImyXo-
JbI0 C HU3KUM YPOBHEM CEKPeIuu) WUJIU BOOOIIe
HerepMuHOTeHHOU onyxouibio ITHC.
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Puc. 2. Aaroputm muarsoctuku I'KO ITHC mo mpoTokoxay
SIOP CNS GCT I1.

*Toapko B cayuae BI' (muueasbHas u cympacesisipHas obJia-
CTU) [UAaTrHO3 TeDMUHOMEBI yCTaHaBIUBaeTCA 0e3 Guoncuu.

K cokamenmio, omubKa B Auartose (AuarHos
BI' y manmenTa, Ha camMOM Jlejie UMEIOIEeTo APYTrou
BapuaHT 3a00JieBaHUA) MOJKET IPUBECTU K BHIOO-
Py HEIPaBUJLHON TAKTHUKM JIEUCHUS W 3HAUNMO-
My YXYIIIEHUIO ero pe3yJbTaToB. Jlaxke Ha (oHe
0oJjiee arpecCUBHOIO JIEUEHUS, IIPESyCMOTPEHHOTO
npotoxosom SIOP CNS GCT 96, 5-n1eTHAS BBLKU-
BaemMocThb 0e3 mporpeccupoBanus (BBII) 6oabHBIX
repMuHOMOIT cocTaBasana 97-98% , B To BpeMd Kak
IpY HEerepMHHOMAaX STOT IIOKAa3aTeJlb COCTABJISAI
68-72% [9, 10]. OueBuAHO, UTO OIIMOOUHOE JieUe-
HUE PeXUMaMH’, OPEJyCMOPEHHBIMHU [AJIsS TepMU-
HOMHBIX OIIYXO0JIei, elre 0OoJIbIle YXYIAIINAT IIPOTHO3
3TuX 6OJBHBIX. TakuM o6pa3oM, ¢ HAIlell TOUKU
3peHus, Jioodble COMHEeHUA B quartose BI', 00ycios-
JIeHHBIEe HEe3HAUYNTEJIbHLIM IIOBBLIIIIEHNEM YPOBHSI
MapKepoB U/WJIN HETUIUUYHON KJIMHUUYECKOH Kap-
TUHOMN 1 /WU HEOZHO3HAUYHOCTHIO JAHHLIX BU3YaJII-
3aIU JOJIKHBI MOOYKAATE Bpaua K MOIBITKE MOP-
¢osornyecKoil BepuUPUKAIIUYU OITyXO0JIH, UYTO COBIA-
IaeT U ¢ MHEHUEM Psia 3apy0esKHBIX aBTOPOB [6—8].

Bugokxanvhaa zepmunoma — eO0uHbll CUH-
XPOHHBLU NPOYecc uLU OnYyxonb ¢ memacma3zom?
Ecmv au nokasanus k 6uoncuu? Bcezda nu BI'
Aensemcs Lucmou zepMuHoMmou?

C yuerom nuddepeniiupoBanroro Jeuenus KO
ITHC B 3aBUCuUMOCTH OT cTaauu 3aboseBaHua (6osee
arpeccuBHAasl Tepanusd IJsi OOJBLHBIX C HErepMu-
HOMOIi, MeTacTaTuuecKoii 00Je3HbI0) reHes 0mdo-
KaJIbHOTO MOPaKeHUs ABJISIETCS HAJIeKO He «UKHCTO
aKaJeMHUYEeCKUM BOIIPOCOM», a (DAKTOPOM, OIIpeje-
JAIIUM TOAXOAbI K JajbHEUINell Tepanmuu 3TOU
rpynnel OOJMbHBIX. IIpr3HaHNWE HAJIUYUSI BTOPOTO
ouara CJeACTBMEM METACTA3UPOBAHUA aBTOMATHYE-
CKU JOJI?KHO OBLIO OBI MPUBECTH K MCIIOJb30BAHUIO
IPYroro BapuaHTa JIEUEHUS, B TO BPeMs KaK IIPHU-
HATHE aJIbTePHATUBHOM r'UmoTessl (06a ouara ABJIA-
IOTCSA €IUHBIM, IeJILIM IIPOIECCOM, a4 He CBUETEIb-
CTBOM peajiu3allii MeTaCTaTUYeCKOro IIOTeHI[AaJIa
OIIYyXO0JIM) IIO3BOJINJIO OBl JIEUUTE IAIEHTOB B PaM-
Kax paHHuUX cranuii 3aboseBanus [10-15]. Taxk,
B OTHOIINEHWN WCIIOJIb30BAHUS JIYyUE€BOM Teparuu

(JIT) y 60onbHBIX ¢ CMHXPOHHBIM nopa:keHueMm (BI')
mokasaHa JiokasbHasa JIT uiau ToraabHOe 00IyueHre
TOJIOBHOTO M03Tra, a P oIpeaeseHnu 3a60IeBaHuA
KaK MeTacTaTUYeCKOro, OOJBHBIM JOJIPKHO IIPOBO-
IUTbCS KpaHuo-cuuHaabHoe obayuenue (KCO), c
OycToM HaA IMEePBUYHOE MOpaKeHWe W MeTacTaThye-
ckue ouaru [10—12]. B emre 6osee pegKux caydaax
IPU HAJUYUHU KJIACCUUECKOro OM(POoKaIbHOTO mopa-
JKeHUS MOJKeT OBITH IOBBIIIIEHVE OHKOMAapKepoB,
KakK Mpu HerepMuHOME, TOTJA PeUYb MOJKET UITHU O
CMeITaHHOM T'MCTOJIOTMYECKOM BapHaHTe OIYXOJIH,
KOTODBIN TakiKe TpeOyeT MHBIX MOAXOI0B Tepamuu
BILIOTH /IO WCIIOJIb30BAHUS BBICOKOMO3HBIX PEIKU-
moB mnoamxumuorepanuu (IIXT) c¢ mommepskkou
nepudepuiecKUMU CTBOJIOBBIMU KJjeTKaMu [8].

B rpynme SIOP (International Society of
Paediatric Oncology; MemxayHapogHoe o6IIe-
CTBO JETCKUX OHKOJIOTOB), CpaBHHBas pe3yJibTa-
ThI BBI)KMBAEMOCTHU HAIMEHTOB ¢ YHU(MOKAIbHBIMU
v OMPOKATBHBIMU TE€PMHUHOMAMU, IMOJYUUBIIUMU
neuenue mo mpotokoay SIOP CNS GCT-96, sua-
YUMBIX Pa3JUuUYUi OoTMeueHO He ObLi1o: 10-jIeTHAA
OeccobbITuiiHAA Be:KUBaeMocTh (BCB) y maruenToB
¢ yHU(MOKaNIbHON repMmHOMOM cocraBuyaa 94%,
a y manueHtoB ¢ BI' — 95% [8, 9]. B cBasu c¢
9TUM, a TAKIKe C YUeTOM JAAaHHBIX I'MCTOJOIMUYECKO-
0 MCCJIeOBAHUSA OJHOTO M3 OUaroB y HAI[MEHTOB C
oudoraabHBIMU onmyxoaamu [9-15] B ciexmyrotreit
Bepcuu npotokojaa (SIOP CNS GCT II) 65110 periie-
HO OTKAa3aThCs OT MPOBEJEHUs OWOICUU y ITUX
OOJIBHBIX B CJIyuae HE3HAUUTEJHHOT'O ITOBBIIIIEHUS
OHKOMAapKepPOB B KPOBU U/WUJU JUKBOPEe U OBLIO
pexomeHmoBaHo npoBegerue JIT, Kak mpu Hemera-
CTaTUYECKO repMUHOME, T.e. 00JIaCTH JKEJIYI0UKOB
c OycToM Ha IepBUYHOE mopaskeHue [8, 9].

B panbueiiiiiemM, yUuThIBas Pa3HUILY B BBIXKUBA-
eMOCTH y OOJIBHBIX C TePMUHOMOM ¥ HET€PMUHOMOIA,
¢ 2013 r. B simTepaType BHOBBH CTaJU MOABIATHCS
myGJNKAIAT, TTOAHUMATOIIME BOIPOCKHI IIPOBEICHUA
6uoncuum u oTHeceHusA BI' K MeTacTaTHUYeCKOMY
mporieccy [6, 16]. Tak, Jt Hoon Phi et al. B ananuse
23 manmueHToB ¢ OM(POKAJBHBIM IIOpakeHueM oopa-
THUJIW BHUMaHWE Ha CpPaBHEHWE PasMepoB 0OYaroB
(298+279 mMm2 ouar B Cympace/IIPHON 00JacTH u
1252158 MmM?2 ouar B IuHeaJbHOM 00J1aCTH), PE3YJib-
TaToOB BhIXKUBaeMocTH (5-1eTHsada BCB y manueHToB
C MUHeaJbHO! U CyIpacesIgApPHON IepMUHOMOU —
91,9 u 88,4% coOTBeTCTBEHHO, TOTAAa KakK y 00Jb-
HeIX ¢ BI' — 62,8%; 5-neTHsa ob0las BBIKUBAae-
MOCTBH y OOJIbHBIX C MMAHEAJbHOII, CyIIpaceIapHOi
repmunomoit u BI' — 94,4, 91,9 u 70,2% cooTt-
BETCTBEHHO), a TaKiKe MPeICTABUIN KJINHUIECKUN
cJydail OZHOIrO MAIlMeHTa C CYIPAaceslISPHON Ommy-
XOJIBIO, TIPEIMOJIOKUTETHHO TePMUHOMOM, ¢ TPaHC-
dopmarmeit uepes 7 mecsaieB B 6udoranbHyio [6].
T.e. ecqim ouaru MUMeEIOT PasHbIe PasMepbl, TO BO3-
MOYKHO OHU BCe K€ BOSHUKJU HEOSHOBPEMEHHO.
BudokaabHOCTh MOpaKeHUsA Kasajaoch Obl 00BsAC-
HUMAa C TOYKY 3PEHUS IPOIECCOB B aMOPHOTeHE3E.
OpHAaK0 BOBHUKAIOT BOIPOCH. [TouemMy ouaru uMeroT
HACTOJILKO pasHbie pasMephl, ¢ MpeodJafaHueM B
cympaceanapHoit obomactu? Ilouemy 3aboJieBaHuUe
MaHUDECTUPyeT C TMOPaKeHUsA CYIPaCeIAPHON
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obsacTu, a He Cpa3y ¢ CUHXPOHHOIO MOPaXKeHUA?
CrosapKko narnuenToB ¢ BI' uctuaHo MaHu(GECTUPYIOT
¢ TopaskeHusa o0enx obaacTeil, a CKOJIbKO C OTHOMN?
Tlouemy mcciefOBATE N IOJYUNIN TAKNE Pe3yJIbTa-
THI BBIXKBA€MOCTU ?

Ayal A. Aizer et al. 8 2013 r. onmy6aukoBaIn
uccJjegoBanmne, BRJouaroiiee 71 mamuenTta ¢ I'KO
ITHC, y 14 us roropbix ummesoch (19,7%) 6udo-
KaJIbHOE TOpaskeHue, Cpeau HUX y 7 TUCTOJIOTAYe-
CKU ObLIA MOJATBEPIKAeHA repMUHOMA, V 3 — Herep-
MHUHOMA, a 4 marueHTaM OMOIICHU He ITPOBOAUIACE.
ToJbKO y OJHOTO HMallMeHTa U3 3 ¢ HerepMUHOMOM
oTMeuaJioch yBeaudeHue ypoBHA ADPII 1o 28 Hr /M.
Nwmes Taxkue WHTEPECHbIE, XOTA U PeAKUe JaHHbBIE,
aBTOPBI IPEAIIOJI0MKUIN, UYTO KapTuHA 6U(OKAIBHO-
ro TOpaKeHUsA W XapaKTep IMOBBIIIEHUS OHKOMap-
KEepOB MOTYT OBITh HEJOCTATOUYHBI AJIS ITOCTAHOBKU
nuarnosa BI' 6e3 nmpoBenenus 6uoncuu [7].

NsBecTHa Takke mybnukamusa 2016 r. [16],
rie BbIZieJIeHBI 2 I'PYIIbl OM(POKAJBLHBIX OIYXO0Jei
HA OCHOBE JAaHHBIX MarHUTHO-PE30HAHCHON TOMO-
rpadpuu (MPT) rosioBHOro Mo3ra U BU3yaJIU3aIUU
IPU SHAOCKOIIMUYECKON PEe3eKIIUU CYyIpaceslIApHO-
ro KOMIIOHEHTAa: <«HCTHHHBIe» BI' (IIpm KOTOPBIX
XapaKTepeH POCT OMyXOJU U3 00JIacTh HEeHPOTHUIIO-
(bmsa o HATpaBJIEHUIO K T'MIIOTAJIAMYyCy, B CBA3U
C UeM MPaKTUYECKU BCA HOMKKA rumodus3a OKasbl-
BaeTCs BOBJIEUEHHOM B IIPOIlECC, W IEPBBIM KJIU-
HUUYECKUM IPOsABJIEeHUEM 3a00J€BaHUA CTAHOBUTCS
HecaxapHBIN nmaber); «j1o:KHBIe» BI', mpu Koto-
PBIX BTOPOIT 0Uar UMeeT MeTacTaTUIYECKYIO IPUPOIY
(MeTacTas B cympaceIsIpHYI0 00JIaCTh O0HAPYIKU-
BaeTca B creHKe III sxesymouka c mociieqyiOmuM
POCTOM B CTOPOHY Helporumodusa, B CBA3U C UM
HOMKKa runodusa MoKeT ObITH He BOBJI€UEHA B IIPO-
1ecc, M, COOTBETCTBEHHO, CUMIITOMOB HECaXapHOTO
nuabera nmpu MaHudecTanuu 3a00JIeBaHUA MOKET 1
He O0bITh). Heo6X0AMMO OTMETHUTH, UTO OTCYTCTBUE
HecaxapHoro nmabera y OOJBHBIX C TaKUM pel-
KuM 3aboseBanmeM, Kak BI' — 9T0 Kpaiine pemgkas
curyanusa [14, 16]. ITogaumas Bompoc o Heo6Xo-
IVMMOCTH IIPOBEJEeHUs OMOICHUM, MOMXHO OTMETHUTH
Tak:ke ycTHBII moksaan Ryo Nishikawa (Caiitama,
Anonusa) ma ISPNO 2018 (International symposium
on pediatric neurooncology), B KoTopom cpenu 88
6onbHBIX ¢ MPT-guarsosom BI' 'y 6 (6,9% ) ou 6611
OIIPOBEPIHYT OMOIICHEell, BLIIBUBIIE HErepMUHOM-
HBIH xapakTep onyxoau. C yueToM pasHbIX MOKasa-
Tejieil BBIXKMBAEMOCTH 1, COOTBETCTBEHHO, PA3HBIX
IMOAXOMOB B JIEUEHUN Y OOJBHBIX C FePMHUHOMOM H
HErepMUHOMOI OCTaeTCsA BOIIPOC, B KAKUX CIYUASTX
BCe-TaKU IIOKAa3aHO IPOBe/eHe OUOIICUU OIIYXOJIH.

Kaunuueckaakapmuna 'KOILIHC. Knowegbie
MoMmeHmMbL, onpedensoujue MaKkmurKy eedeHus
601bHbLX

Ha TakTuKy BeleHUsS MAIMEHTOB TAKJyKe BJIUS-
eT U CUMITOMATWUKA, C KOTOPOH mmalmueHT obGpa-
maercsa B CTAlMOHAP. YUYUTHIBAIOTCA YPOBEHb
CO3HAHWS, HaJWYWe/OTCYTCTBHE OCTPOIN HEBPOJIO-
TMYEeCKON CHUMITOMATUKY ¥ BBIPAXKEHHOCTH CHMII-
TOMOB BHYTPHUUYEPEIHON TIMUIEPTEH3UMN, YPOBEHb
OHKOMAapKEPOB B KPOBU U JIMKBOpE, UTPAIOIIUX

TJIaBEHCTBYIONIYIO POJIb B ONPEEJIEHNN ITOKa3aHUI
K mpoBegenuio 6womncuu [8]. Ilo mamemy ombITy,
npu I'KO uacTo mepBBIMU CUMIITOMaMU ABJISAIOTCSA
TOJIUAUTICUA U moJimypus. [Ipm jJlokanmsamuu omy-
XOJW B NUHEAJIHLHOMN 06JIACTH OTMEUYaloT CHUMITOMBI
BHYTpUUEpeNmHOl runepreHsuu (roioBHas 00Jb,
TOIIIHOTA U PBOTA), cuHAapoMm Ilapuno (mapasuyd Bep-
THUKaJbHOTO B30pa — HEBO3MOXKHOCTD IlepeMellleHu A
TJIa3a BBEPX WJIM BHU3); B CYIIPACEJIAPHONA — 9HIO0-
KpUHHBIE (HecaxapHbIil 1uabeT, THIOMUTYUTAPU3M,
TUNOTHUPEO3, U30JUPOBAHHBIE HAPYIIEHUA POCTa
¥ TI0JIOBOTO PAa3BUTHUA) WM 3PUTEJbHBIE HAPYIIEHUSA
(cHM:KeHUe 3peHUsd, BhINIaJeHue MoJiei spenusd) [2,
6]. Budoxranapusie 'KO coueTaroT CHMOTOMBI ITOpa-
JKeHUs MMUHeaJbHOH W CympaceslIsapHoil objacTeid,
npuueM, IO AaHHBIM JIUTepPaTyphbl, IPaKTUUECKU
y Bcex OGOJBLHBIX OTMeUaeTcs HecaxXapHBIN auaber
B nebore sabomeBaHua [6, 12, 14, 17]. WUuorza
OPUXOAUTCA CTAJIKUBATHCA C CUTyalMAMU, Korga
Hajanure O0M(OKAJTbHOTO IMOpaKeHus 0e3 MOJIIKHO-
ro aHajlin3a OHKOMAapKepOB, PaCIPOCTPaHEHHOCTU
mpoliecca WM HAJIUYUA/OTCYTCTBUA Te€X WJIN WHBIX
SHIOKPUHHBLIX HapyIIeHUI BeJeT OHKOJOra/Hei-
poxupypra mo Jio:kHOMy ItyTu. IloaTomy B Harmiei
cTaThbe MBI OBI XOTeJHU eIlle pa3 o0paTUTL BHUMA-
HUe CIeIUaJNuCTOB, UYTO, HECMOTPA Ha KasajaocCh
ObI OTHO3HAYHOCTD TepMUHA «O0u(OoKaTIbHAST TePMU-
HOMAa», UMEIOTCA IOABOAHBIE KaMHU, OIIPEeJIsaio-
e CJ0YKHOCTh AUArHOCTUKU, a, CJIefOoBaTeJbHO,
¥ CJIOJKHOCTH BbIOOPA TAKTUKU BEAEHUS 9TOU I'PYII-
bl 0OJBbHBIX. [IpuBeeM HEeCKOJIbKO KJIMHUYECKUX
HabJIIoeHU «On(OKATBHBIX T€DMUHOM » 13 HaIIei
OPaKTUKU.

Knunuuwecxkoe na6nrwdenue N 1. JleBouka 8 jert.
3abosieBanre MaHU(MECTHUPOBAIO B 5 JIeT C IMOABIEHUSI
CUMIITOMOB HECaXapHOro auabeTa, COXPAHSIOIUXCSI B
TeueHure 2 jer. B 7 JieT mpucoegmMHMIACH OOIEMO3I0-
Bag cumnromatuka. MPT rosoBHOro mosra BBIBHUJIA
6udoranbHyi0o omyxosb (puc. 1). B KpoBu oTmeuasioch
yBenuuenue APII go 163 ur/ma u XI'Y go 107,9 ME/ .
MPT cnmaHOTO MO3ra He BBISBUJIA METACTATUUYECKOTO
nopaskeaus. C y4eTroM OTCYTCTBHUS IIUTOJOTHYECKOTO
MCCJIeIOBAaHUS JUKBOPA HA OMIYXOJIeBbIe KJIETKU YCTAHOB-
neHa Mx-cragus. IIpoegeno 4 6;1oka IIXT mo mpoTokosry
SIOP CNS GCT II. Ha ¢one Tepanmum — HOpMAaJIu3a-
U YPOBHSA OHKOMAPKEPOB, 3HAUNTEJIbHOE COKDAII[eHNE
pa3MepoB OUaroB. YcCTaHOBJeH yacTuuHbIil orBeT (HO)
(puc. 3). B HacTodAIee BpeMs MaueHTKa HAXOQUTCA Ha
arame JIT B o6beme KCO 30 I'p, ¢ obyuenuem obJiacTu
ocraTouHo omryxouu 24 I'p.

Knunuuwecxkoe nabnrwodenue Ne 2. Mansuuk 13 jert.
3aboseBanue MaHUMECTUPOBAIO C IOSBJIEHUS CUMIITO-
MOB HecaxapHoro amabera B 13 jer, crmyctda 2 mecaAra
MIPUCOEJUHUJINCH OOIEeMO3rOBbI€ CHUMIITOMBI, CHUIKE-
Hue ocTpoThl 3peHusi. MPT ro/ioBHOrO Mo3ra BBISBHJIA
3 ouara — B IHHEAJNbHON, CyIpaceJIsipPHON 00JIacTAX
¥ 10 3aJHell MOBEPXHOCTH MOCTa C PACIPOCTPAHEHUEM
B moJiocTh IV xemymouka (puc. 4). B KpoBu u JUKBOpe
oTMeYasoch He3HAUUTeNbHOe yBeauuenue X', ypoBeHb
A®DII B HOpMe. Ilpu rocmuranmsanuu y mamueHTa IPU-
coeqUHUICSA OyJIbOApPHO-IICEBAO0YIbOAPHBIN CHUHIPOM.
C yueToM TUIUYHOTO 6U(OKATBLHOTO IOPaKeHN A, TIOKasa-



Puc. 3. Iauuent Ne 1: MPT roJyioBHOro M0o3ra ¢ KOHTPACTHBIM
ycunenueMm mociie 4 KypcoB IIXT (carurranbHas TPOEKIUA,
T1-pesxum) — o0beMHBIE 00PA30BAHUA B CEJIAPHON (pasme-
pamu 13x11x10 mMM) u nmHealdbHOU o06jacTax (pasmMepaMu
12x11x10 mm).

Puc. 6. Ilamuent Ne 3: MPT rosoBHOro mosra ¢ KOHTPAacCT-
HBIM yCUJIeHHEM (CaruTrajbHasd MpOoeKIuA, T1-pesxum): nBa
KHCTO3HO-COJIUJHBIX OUuara B MUHEAJIbHON U CYIPaCeLIAPHOMN
00J1acTAX.

Puc. 4. ITaiguent No 2: MPT rosioBHOTO M03ra ¢ KOHTPACTHBIM
ycujaeHueM (carutrajbHas npoekmus, T1-pexum) — o0beM-
Hble 00pasoBaHus B IUHeaJbHOU (pasmepamu 21x22x17 Mmm),
cynpacesiapHoii (pasmepamu 19x26x17 mm) o6acTsax u 1o
3agHel moBepxHOCTH Baposresa MocTa, ¢ paclIpoCTPaHEHUEM
Ha moJocTh 1V jKesymouka.

Puc. 7. llaumuent Ne 4: MPT rosioBHOro M03ra ¢ KOHTPaCTHBIM
ycuaeHueM (caruTTajbHas MIPOoeKIus, T1-pekuM), MHUIA-
ajnbHAA BU3yaIusaunua: MyJabTU(OKaIbHOE 00BeMHOEe obpa-
30BaHMe, PACIPOCTPAHSAONIEeCs B XUa3MaJbHO-CeJISAPHYIO,
MUHEAJBHYI0 00JIACTH U IO IIePeJHUM poraM GOKOBBIX JKeJy-
IOUYKOB.

Puc. 5. ITauenTt Ne 2: MPT rosioBHOro Mo3ra ¢ KOHTPaCTHBIM

ycuienueM (carurrajibHas npoeknusa, T1-pesxum) mocie JIT.

TeJieil OHKOMapKepOB OUOTICUA He TPoBoAMIack. IlarueHT
TMOJTyYUJI JIeUeHNe COTJIACHO cXeMe JieUeHUsA OOJbHBIX C
MetacraTudeckoi repmunomoi — JIT B o6eme KCO 30
I'p ¢ 6ycrom Ha omyxoJsb 16 I'p. ITo oKoHUaHNY JIeUeHU A
OHKOMapKepbl B HOpMe, 3HAUUTEJbHBIH perpecc o4aroB
(puc. 5). Ilo JaHHBIM TOBUTPOHHO-dIMUCCUOHHON TOMO-
rpaduu (II9T) rosoBHOr0 MO3ra ¢ METHOHUHOM, ITATOJIO-
TUYecKOil MeTaboIMYeCKO!l aKTUBHOCTH He BBIABJIEHO.
IToaTBep:KI€H MOJMHBIN OTBET. B HacTosAIlee BpeMs malu-
€HT B PEMUCCHUU B TeueHue 2 JieT.

Kaunuueckoe nabnwodenue N 3. [leBourka 14 mer.
B cBssu ¢ snmsomoM mOTepW CO3HAHUSA OblIa IMpPOBeIe-

Herepmuuoma/
cmemanHaa KO

A®DII<25 Hr/mMa
XT4<50 ME/xn

illa

DHIOKPUHHbIE HAPYIIIeHU | |

Meracrassl

na HET Aa HET

A4 A \ \

Br Buoncusa Br

Puc. 8. IIpepsaraemsplit aJropuTM BeJeHUA 00JBHBIX ¢ 6uo-
KaJIbHBIMU OILYyXOJISIMH.

Ha MPT rosoBHOro mosra, BBIABJIEHO IBa HeOOJBIINX
KHCTO3HO-COJIUAHBIX OUuara B MUHEAJbHON M CyIpaces-
JApHO# ob6aacTsax (puc. 6). OHKOMapKephsl B IIpemesax
HOPMBI. YUUThIBasg HeTUNMuuHbIA a1 BI' xapakrTep oua-
TOB, CHUMKHU ObLIY II€PECMOTPEHBI B pedhepeHc-IleHTPe 0
MPT-guarumoctuke onyxoJieit IIHC (l'epmanus), a Takike
¢ pykoBogutesem nmporokosaa SIOP CNS GCT II. B cBsasu
C OTCYTCTBUEM KaKOM-I100 IOMOJHUTEJTbHON CUMIITOMA-
TUKW, HEOJHO3HAUHOUN KapTuHoi mo nanubiM MPT, HOop-
MaJbHBIM YPOBHEM OHKOMAPKEPOB IJIAHUPOBAJIOCH IIPO-
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Bemenue Oumomncum. OT GUOIICHU POAUTENUN OTKA3AJIUCH.
B gpyrom cranmmomape mamueHTKa mojyumia 4 Kypca
IIXT mo mpotoroay SIOP CNS GCT II. ITocie okoOHUaHUA
IIXT mo pesynbraTtam KouTposabHOoit MPT ITHC xakoii-
Jaub0 CYIIeCTBEHHON AWHAMWUKU BBIABJIEHO He ObLIO0. B
Hacrosllee BpeMmsa mnposoxurcs JIT, Guomcus ¢ IEJIbIO
BepudUKAIUYN TUCTOJOTUUECKOr0 AMArHOo3a TaKKe He
MIPOBOAMIIACK.

Knaunuuweckoe nabnrwodenue N 4. Mansuuk 11 jer.
3aboseBaHne MauHudecTupoBasao B 1l-meTHeM Bo3pac-
Te C IOsBJIEHUs CHUMIITOMOB HeCaxapHOro nuabera, He
obeenoBascsa. Yepes 1 mecsin IPUCOEIUHUINCH CHUMKE-
HUe ocTPOTHI 3peHUusa OS, MOBBINIEHHAA YTOMJISIEMOCTD.
MPT BrigBuna MyJabTH(OKATIbHOE 00BEeMHOe 00pa3oBa-
HUE B XWa3MaJIbHO-CEeJUISAPHON, MUHeaJbHON 00JacTsaX,
0o IepegHUM poraM OOKOBBIX KeJymoukoB (puc. 7).
OnKoMapkepbl B KDPOBM U JIMKBODE He IIPEBBINIAIA
IONMYyCTUMBIX 3HaueHui. [lopaskeHUs COIMHHOTO MO3ra
BBISIBJIEHO He ObLIO. YUUTHIBAS HAJUYUE METACTATHUUEe-
CKHUX OYaroB B IIpefiejiaX MOJIOBHOTO MO3Ta, YCTAHOBJIEHA
M2-cragus. IIpu mooOciemoBaHUY BbISBJIEHBI MAHTHUIIO-
NUTYyUTApU3M, HecaxapHblii nuaber. Hauara samectu-
TeJbHAs TOPMOHAJbHASA Tepalus, TepPamus JeCMOIpec-
cuHOM. Buomncusi onyxosu He IPOBOAWJIACH, YUUTHIBAS
6udoranpHOCTh, mopaskeHusa. Iloxyumn 4 xypca IIXT,
1ocJie 4ero KOHCTATUPOBAH IOJIHBIN oTBeT. Cleayonum
aramom nposegena JIT B o6beme KCO ¢ 6ycTom Ha obtacTu
IIePBUYHOTO IIOPAIKEHUS.

Oo6cysknenue

IIpencraBieHHble KJIMHUYECKHWE CJydYaud, Ha
TMEePBBIN B3TJIAM, AJA JETCKOTO OHKOJIOTA, yMeo-
I1eT0 YUTATh JieueOHbIe TPOTOKOJbI 1 BJIAIEIOIIEro
craagapramu [IXT u JIT, Kasamoch ObI, He JOJIIKHBI
ObIIM BBIBBATH COMHEHUM B ONpeAeIeHNN TaKTUKU
BeleHUA IPU YCIOBUU OM(POKATHLHOTO MOPAKeHU.
OpgHaxo mpu aHanuse paboThl ¢ KaKABIM KOHKpPEeT-
HBIM TIAITAEHTOM CTAaJIO MOHATHO, YTO OBLIN CJIOMK-
HOCTU B NMPUHSATUU CTPATETUUECKUX PEIIeHUH II0
IUarHOCTUKE U JIEUCHUIO.

B mepBoM ciyuae B CBA3U C ITOBBINIEHHBIMU
OHKOMAapKepaMU He BBLI3LIBAET COMHEHUM HaIUUue
y mamnuenTta cmernanuoit 'KO, ogHakKo mM3HaAYaIb-
HO ycTaHOBJIeH nuarHod BI', opueHTHUDPYyACH JUIIb
Ha yTBep:KIeHNe CUUTATh OM(pOKATBLHYIO ONYyXO0Jb
repmuHoMoii. HecMoTpss Ha yBEepeHHOCTH B TOM,
YTO 3TO HETePMHHOMA, BO3HUKAET KAaK MHUHUMYM
IBa BOIpPOCa B ONpeAeJeHUU CTaAuu 3a00JeBaHUS:
OyzeM Jiu MBI pacIleHUBATh BTOPOI oUar KakK MeTa-
cTas, Wi, YIUThIBasg 0M(OKaJIbLHOCTD, 3TO HeMeTa-
cTaTUUecKoe CHHXPOHHOeE IMopakeHe; IOKa3ato Ju
manueHTKe XUPYPruuecKoe JieueHUe OCTATOUHBIX
0YaroB IocJie IPOBeIeHHOTO JeueHnus. Bo BTopoM u
YETBEPTOM CJIyUasiX OCOOEHHOCTHIO OBIIO HATHUULe
3-ro oyara IpW HOPMAJBHBIX ITOKAa3aTeJdX OHKO-
MapkepoB. HacKoabK0 MBI MOsKeM 0e3 ITPOBeIeHU
OMOIICUY YTBEPyKAaTh, uTo 370 He 'KO, a Kakasa-
aubo apyrasa omyxoJsb? IlokasaHo Ju HpoBeaeHUE

6uoricuu TakuM 00JabHBIM? BudokaabHas onyXoJb
y 3-# 60JbHOM 6e3 PHAOKPUHHBIX HAPYIIEHUN U C
HOPMAaJbLHBIMU IIOKA3aTeJIMU OHKOMAPKEPOB, IO
nagsaeIM MPT, e orBetusaa Ha IIXT, B cBA3U ¢ ueMm
nuaruao3 I'KO y aToit 601bHOI TOA COMHEHNEM, TaK
kKak I'KO ABIAIOTCA BBICOKO XUMMO- M PALUOUYB-
CTBUTEJBHLIMU. BO3MOXKHO, C YUYETOM OTHOCKUTEJIb-
HO «I00pOKaueCTBEHHOTO» TeUeHUs 3a00JeBaHUA Y
JaHHOTO IAaI[eHTa KMeeT MEeCTO I'JIMOMA.

3akiaouyeHue

IIpoanasm3upoBaB AaHHbBIE JUTEPATYPHI U COO-
CTBEHHBIE JaHHBIE, MBI CKJIOHSIEMCS K TOMY, YTO
KJlaccuuecKoe omnpenesienue BI' Tpebyer yroune-
HUSA, TaK KaK [PU HAJUYUU/OTCYTCTBUU APYTUX
MposABJIeHUI 3a00JIeBAHUSA STU YTBEPIKAEHUS He
MOTYT OBITH JAOCTATOYHBI JJI ITOCTAHOBKU AUATrHO-
3a BI' 6e3 mpoBegeHusa OMOIICHUM, 4 COOTBETCTBEH-
HO U IPUHATUSA aJeKBATHBIX JeUeOHBIX PeIleHui.
B cBsi3u ¢ 5TUM MBI IIpeAJiaraeM ajJrOPUTM BeJeHU
OOJIBHBIX C «OM(POKATBHBIMU OMYXOJAMMT», YIUTHI-
BAOIIUH, MTOMUMO «0M(GOKATBHOCTH» U IIOKas3aTe-
Jieli OHKOMAapKepoB, HAJUUYNE MEeTAaCTa30B U HIO-
KPUHHBIX HapyIllleHuil (HecaxapHbIN guabeT, TUIIO-
MUTYUTApU3M, U30JMPOBAHHBIE HAPYIIEHUS POCTa
WJIN II0JIOBOTO pas3BuTus) (puc. 8). Bompoc o Tpak-
ToBKe OudoranpHOM cmemtanuoi 'KO Kak Hemera-
CTAaTUYECKOH OCTaeTCA OTKPBITHIM, TAK KaK YeTKOTO
oTBeTa HaAMU He OBbLIO HAWJEHO B JIMTEPATyPHBIX
WCTOYHUKAX, 38 UCKJIOUEHUEM OJHOM MyOanKaIum
C OmMCaHWEeM XapaKTepa pocTa CyIpPacesIapHOTO
ouara [16]. BoaMo:KHO, MMEHHO upe3BBLIUAHAA
YYBCTBUTEJHHOCTh ONMYXOJU K JIEUCHUIO U THUIINU-
Hasd KapTUHA BU3yaJU3aly BO MHOTHX CJIyYasix, C
OJIHOII CTOPOHBI, TO3BOJIAIOT B IIOCJIEHIIE TOABI CJIe-
IOBaTh OOIENPUHATON TAKTHUKE — He OlePUPOBATH
6ospHBIX ¢ 'KO, ¢ APYroil CTOPOHBI — OTPAHUYNBAET
mamyueHTa B JOCTYIHOCTH MOJYUYEHUs afeKBaTHOTO
JeyeHusi. B ¢BA3U ¢ 3TUM HEOOXOLUMBI ITPOJOJIIKE-
HUEe U3YUeHUA TaKUX OOJbHBIX U COBMECTHOE OIpe-
IejieHne TAaKTUKU BeJeHWUs B CBA3U C PEIKOCTHIO
MaTOJIOTUY B MPAKTUKE AeTCKOr0 OHKOJIOTa.
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PEMEPATBI

ODPPERTHBHOCTDb CO3JAHHUA JJEJIEITHH CCR5DDELTA32 METOJJOM CRISPR-CAS9
B OSDMBEPHOHAX YEJIOBEERA

Poccuiickue yuenvie (HMHIL] axywepcmea, euHe-
Konozuu u nepunamonozuu um. B.H. Kyraxosa; MI'Y
um. M.B. Jlomonocosa; PHUMY um. H.H. ITupozosa)
BbLNOJHULU CeHCAUUOHHOEe «bombuyeckoe» uccnedosa-
Hue, cmasuiee HOBOU 6exOll HA NYMU B03MONCHOCMU
3awumol naoda om BHY-ungexyuu 80 8pems Hympu-
ympob6Hozo passumus. Ha cezo0nsa 6 mupe cyuecmeyem
auwsy 11 nayunsvlx nybaukayuil no 0aHHol npobaeme.

Hsmenenue zena CCR5 nymem pedakmupoganus
2enoma CD4+-T-kaemok sgasemcs 00HUM U3 CnOCo008
npedomepauwienus pacnpocmpanenus BUY-1-ungeryuu.
O0nakxo noxoxas cmpamezus 3aujums. om BHY moxncem
0bimb ucnoav3dosana u 0as 3awums. naoda BHY-
UHQUYUPOBAHHBLY HCEHUWUH CO CAA0bLM O0meemom HaA
anmupemposupycryio mepanuw. Cozdanue «ecmecmeen-
Hozo» aaaeas CCR5delta32 na cmaduu 3uzombul moxcem
3awumums naod om BHU-unpexyuu 60 8pems 6Hympu-
ympoOHozo pasgumus u podos. Llenvio danHozo ucc.e-
dosanus Ovina onmumusdayus cucmemv. CRISPR-Cas9
nod cozdarnue 20mo3uzomHoll 32-HyKaeomudHoil Oeseyuu
(ananozuunoii npupodnomy eapuanmy CCR5delta32) e
S-paze 3uzomol wenogexa. [[nsa pedakmuposanus zeHoMa
OblLIU UCTONIb306AHbL 3U20MbL C AHOMAJLbHLLM HYUCLOM
nponykaeycos (6onee 08yx ), Henpuzoouvie das IKO. 16
anomanbHblx 3uzom om 0onopos ¢ WT CCRS Oviaiu uns-
eyuposanvl pazpabomarnnoii cucmemoit CRISPR-Cas9 &

S-paze. ITocre uHBeKyUU 3U20MbL NOMEUW,ALU 6 KYJb-
mypaavnyto cpedy Blastocyst (COOK ) u kyavmusupo-
eaau 6 mevenue 5 Oneit 6 CO2-unkybamope 0o cmaduu
onracmoyucmut (npubausumenvro 250 kaemox). [Jas
ananu3a apPexkmusHocmu pedaKmuposanus zenoma 8
ycneulno pa3éu8asuLuxXcs 3MOPUOHO08 ObliU 2eHOMUNUDO-
6aHbL Memodom noaumepasnoil yenrnoii peakyuu (I11]P ).
U3 16 3ueom, unseyuposannvix cucmemoit CRISPR-
Cas9, ruwv 8 docmuzau cmaduu 6aacmoyucmut. I11]P-
26HOMUNUPOBAHUE NOKA3AJL0 OMCYymcmaeue ucxodHozo
sapuauma WT CCR5 6 5 uz 8 oaacmouyucm (100%
zomosuzomul no CCR5delta32). Jlea ambpuona npodemon-
cmpuposaau 0kono 3% u 00ur — okxono 20% mozauyuzma
no WT CCR5. Taxum obpa3som, appexmuernocms pas3pa-
oomannoit CRISPR-Cas9 cucmembl 014 cO30AHUA ALAENA
CCR5delta32 6 ambpuonax uenogexka 0080JbHO BbLCOKA:
60Jiee noN0BUHbBL IMOPUOHOE OKA3bLEAIOMCS NOJHOCMbIO
MOOUPUUUPOBAHHBLMU.
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