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XpoHuueckuit muenoneiikos — Ph-nosutusHoe muenonponucdepatmpHoe 3aboneBaHue, KOTOpoe 06bLIYHO NPOABAAETCSA
rMnepnenKoLnUTO30M U MaCCUBHO CnaeHOMeranuei. XpoOHMYeCKWii MUenoneitko3 pefKo BCTPeYaeTca B IETCKOM U Noj-
POCTKOBOM BO3pacTe, Ha €ro 40N NPUXOAUTCA OT 2 A0 3 % cnyyaes BCex eiiko30B. [puanu3m cuntaeTcs peaKkum nposs-
JIEHUEM XPOHWUYECKOTO MUENOMIHOTO IeiiKo3a U NPeACcTaBAseT cOO0M HEOTNOXHYIO YPONOrMYECKyI0 NaToNoruio, TpedyoLyto
CBOEBPEMEHHOTO NleYeHus fs NpefoTBPaLLEHNA LONTOCPOYHBIX OCTOXHEHMUI, B YACTHOCTU 3PEKTUABHON AUCHYHKLUN.

B HacToswem 0630pe NpefcTaBAeHbl AaHHbIE TUTEPATYPLI O NPUANU3Me Kak NepBOM NPU3HAKe XPOHUYECKOTO MUEnoneil-
K033, @ TaK)Xe NepBoe B OTEYECTBEHHOMN NUTepaType ONuUcaHWe KNMHUYECKOro ClydYas npuanu3mMa y nauueHTa 9 ner ¢ xpo-
HUYECKUM MUENONENKO3OM.
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and own clinical case report

T.Yu. Pavlova, T.T. Valiev
N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoe Shosse, Moscow 115478, Russia

Contacts:

BBepeHue

Tatyana Yur'evna Pavlova md.paviovaty@mail.ru

Chronic myeloid leukemia is a Ph-positive myeloproliferative disease, which is usually manifested by hyperleukocytosis
and massive splenomegaly. Chronic myeloid leukemia is rare in childhood and adolescence, it accounts for 2 to 3 %
of all leukemias cases. Priapism is a rare manifestation of chronic myeloid leukemia and is an urgent urological condi-
tion that requires timely treatment to prevent long-term complications, in particular, erectile dysfunction.

This review presents the literature information about priapism as the first sign of chronic myeloid leukemia, as well
as the first description in the Russian literature of a clinical case of priapism in a 9-year-old patient with chronic myeloid
leukemia.
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kjeToK. XMJI ObLI ITepBBhIM 3710Ka4Ye€CTBEHHBIM HOBOOOpa-

Xpoundeckuit muenoneiikos (XMJI) oTrHocutcs 30BaHUEM, IIPY KOTOPOM BbISIBJIEHA YHUKAIbHAsI XpOMO-
K TPYIIIIe KJIOHAJTBHBIX MUCIONPOI(bepaTUBHEIX 3a00JIe-  COMHAas aHOMAJIUS — PEIIUIIPOKHAS TPAHCIIOKAIINS MEXXITY
BaHWI1 M XapaKTepU3yeTCs HEKOHTPOJIUPYEMOM SKCIaH-  UIMHHBIMM IIedaMu XpoMocoM 9 u 22, 1(9;22)(q34;ql1) —
CHel IUTIOPUITIOTEHTHBIX TeMOMOATHIECKUX CTBOJIOBBIX  (manenbbuiickas (Ph) xpomocoma. B pesynbrate maHHOM
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Rare and complex clinical situations

TpaHCJIOKALIMKA BO3HMKAET XUMEpHBI oHKoreH BCR-ABL
(breakpoint cluster region-abelson), komupyrormiit BCR-ABL
TUPO3UHKUHA3Y, PETYIUPYIOLIYIO CUTHAJIBI, OTBETCTBEH-
HbIE 3a KJIETOYHBIN POCT, aKTUBALIMIO, TU(pdepEeHIIMPOBKY,
anre3uIo U aronTos.

B neauarpuueckoii npaktuke XMJI BcTpevaeTcs pef-
KO — Ha ero JoJII0 Npuxomutcs no 3 % Bcex JEeHKO30B
y netei u noapoctkoB [1]. M3BecTHO, 4TO KOAMUYECTBO
JeiikoruToB mpu XMJI y neTeit 1 mompocTKoB (MearuaHa
224 x 10°/1) [2] Bbiiiie, 4yeM y B3pocibix (12—174 x 10°/11)
[3]. Bemymme cummnToMel Tipu auarHoctuke XMJI — acre-
Hus (45—60 %), crimeHomeranust (20—30 %), cHuXeHue
Macchl Teia (15—20 %) u kpoBoteueHust (10 %) [4]. T1pua-
M13M CYUTAETCS peAKuM nposiBjieHrueM XMJI 1 B OCHOBHOM
00YCJIOBJIEH TUIIEePIEMKOLIMTO30M U BEHO3HOI 00CTPYKIIMEH.
IMpuamm3mM, Bo3HUKAaIONIIMIA Ha (hOHE JTI000TOo JIeiKo3a, —
HEOTJIOXHAsI CUTyallysl, TpeOymoInas He3aMeTUTeIbHON
Tepanyu: CAUMIITOMAaTUIECKOM, XUPYPIrUIECKOM, LIMTOPEIYK-
TUBHOM M paHHETO HAa4Yajla TApreTHOM Tepanuu.

KnuHuyeckme 0c06€HHOCTM XPOHMUYECKOrO

Muenonenkosay aerteu

BDIUAEeMUOIOTIIECCKIE TaHHBIC CBUIETEIBCTBYIOT, YTO
3abo0sieBaeMOCTh BapbupyeT oT 0,6 10 1,2 ciydast Ha 1 MIIH
JIETCKOTO HACEJIEHUS B TO/1 U YBEJIMUMBAETCS C BO3PACTOM
[5, 6].

XpoHUYECKUIT MUEIONEHKO3 Y IeTell 1 MOAPOCTKOB
otanyaercst o XMJI B3pocibix [5, 7]. deTu 1 moapoCTKU
¢ XMJI, kak nmpaBujio, UMEIOT OoJiee arpeCCUBHBIE TTPU-
3HaKM 3a00JieBaHUsI: OOIbllIee KOJIUYECTBO JIEHKOILIUTOB,
OOJIBIIINIA pa3Mep CeJIe3€HKH, BBICOKYIO YaCTOTY IIPOIBU-
HYTBIX CTaAui 3a001eBaHUS TIPU ITOCTAaHOBKE AUarHo3a |3,
8], a Taxzke GoJiee BHICOKYIO TOJTI0 MyTUPOBABIINX T€HOB-
IpaiiBepoB OITyXxouu [9].

IToctanoBka auarHoza XMJI y neteit oCHOBBIBaeTCS
Ha TeX e KIMHNYEeCKNX PeKOMEHIAIIUSIX, KOTOPhIC HC-
MOJIB3YIOTCS Y B3pOCibIX [6]. Pekomenmamy Harmonans-
Hoi1 cetr 1o 60ppoe ¢ pakoM (NCCN) BKIIIOYAIOT:

» cOop aHaMHe3a;

* (OUBMKAIBHBI OCMOTpP C OIpeIeIcHHEM pa3MepOB
CeJIe3¢HKU U TTIeYeHU (CAaHTUMETPOB OT Kpasi peOepHOM
ayru);

* 00IIMIT aHAIN3 KPOBH C JICHKOIIUTAPHOU (hOPMYJIOii;

* OMOXMMWYECKUI aHAJIN3 CBIBOPOTKU KPOBHU;

* aCIMUPAIMOHHYIO OMOIICUIO KOCTHOI'O MO3Ta ¢ ITOCIIe-
IYIOIIUM MOP(}OIIOrTIeCKIM HCCIeI0BAHIEM;

* KapuOTUIIPOBaHUE, (hITyOPECIIEHTHYIO THOPUIN3AIIIO
in situ (FISH) m1s monTBepXneHUs] HAIMYMS TPAHC-
sokammu t(9;22)(q34;q11) (Ph-xpoMocoMbl) U moJn-
MepasHyio nenHyio peakuuto (ITLP) mis onpenene-
HUS TpaHCcKpuITa xuMepHoro reHa BCR-ABL 1.
IluTonoruyeckoe McciaenoBaHue JMKBOPA y NallMeH-

TOB, CTpajgaOIINX XpoHndYeckoi aszoit XMJI, He TpeOy-
eTcs.

Pexomenmanuu NCCN nopaepxuBaroTcss MexmyHa-
ponHbIM KomMutetroM bepmuun—®Ppankdpypr—MioHcTep
(I-BFM) uccnenosatenbcKoii rpyniisl o XMJI [10].

Kak npaBuio, neppoHavaabHbie Tipru3Haky XMJI npen-
CTaBJICHBI TUIIEPIACUKOLUTO30M, TeIIAaTOCIUICHOMETAIUEN,
a TaKKe HecleMMUISCKUMHI CUMIITOMaMU, TAKMMU KaK
JINXOpaaKa, YCTAJIOCTh M CHIDKEHUE MacChl Tejia. B oueHb
PEIKMX CIyJasix B pe3y/IbTare JISMKOCTa3a 3a CUeT MUEIO0-
rposdepaliiy pa3BUBACTCS 37I0KAYCCTBCHHBIH ITPUAII3M
(<3 %) [11]. C yyeTOM TOTO YTO MPHUAIM3M KaK IPU3HAK
reMaToJIOTM4YecKoro 3abo0jeBaHusl — peaKoe coObITHUE,
KOHIICTILIHS TePAM 3aKJII09YAeTCS B OKa3aHUHM He3aMe -
JINTEJIBHOI XUPYPIUUECKOM ITOMOIIU ¥ CBOEBPEMEHHOM
HavaJjie JICYUeHUsI OCHOBHOTI'O 3a00JIeBaHUs.

AnoHCcKOI meauaTpuyecKoi HccieaoBaTebCKOM
rpymroi o ueiiko3am/amumdbomam (JPLSG) osutu mpo-
aHAJIM3UPOBAHbI JaHHbIe 256 MALIMEHTOB C AUArHO30M
XMUJI B Bo3pacrte g0 20 jet B mepuox ¢ 1996 mo 2011 . [12].
ManbuyukoB ObLIO OOJIbIlIE, YeM AeBOUYEK, TPAKTUYECKU
BaBoe. CpemHUiT BO3pacT HA MOMEHT ITIOCTAHOBKM THAar-
Ho3a coctaBui 10,3 (0,9—19,8) rona. I[Ipumepno 45 % na-
umueHToB OblIM Miaaniie 10 met. CpegHee KOJIMYECTBO
JICHKOILIUTOB MPU IOCTAHOBKE IMAarHO3a COCTABIISLIO
161,7 x 10°/n (nmanazon 3,4—903 x 10°/m). ¥ 74,9 % na-
LIMEHTOB OTMEUCHO YBEJIMICHIE pa3Mepa CeJIe3eHKH B Cpell-
HeM Ha 16 (0...+36) cM u3-no Kpast pedbepHoii ayru. Jleii-
KOCTa3 IUarHOCTUPOBaH y 9,7 % MauMeHTOB, TOJbKO
y 4 (1,7 %) U3 HUX BBISIBJIEHO pa3BUTHUE 3JI0KAYECTBEH-
HoTro npuanuiMa. PazMep ceine3eHKU HIXE JIEBOTO pe-
OepHOro Kpasl y IMallMeHTOB C JIEMKOCTa30M OKasajics
3HAYUTEIBHO OOJIbIIIE TI0 CPABHEHMIO C TAKOBBIM Y ITalll-
eHTOB 0e3 sieiikocrasa: 13 cM mpotuB 5 cM (p <0,01). dons
MMAlMEHTOB cO cIuieHoMeranuei (+10 cM m3-mom Kpast
peGepHoit nyru) mocturaia 22,5 %. MeaunaHa Koiaude-
CTBa JIEKOLIUTOB y MAallMEHTOB C JIEMKOCTa30M Obliia
3HAYMTEJIBbHO BHIIIE, YeM y MAIIMEHTOB 0e3 JIeiKocTa3a:
458,5 x 10°/n mpotus 151,8 x 10°/1 (p <0,01). HaumeHsb-
1Iee KOJIMYECTBO JIEUKOLMTOB Y MAlIMEHTOB C JIEUKOCTa-
30M cocTtaBuiio 239,8 x 10°/m [12].

3/10KaueCTBEHHbIN NpUanusm

IIpuanu3m — croiikasi 60Jae3HeHHas 3peKLusl, KOTO-
past mpoaoJrKaeTcs 6osee 4 9 ¥ He CBSI3aHa C CEKCYaIbHOM
cTumyJjsinveii. B menuarpuyeckoii mpakTUKe MpUanu3M
BCTPEUYaeTCsl JOCTATOYHO PEAKO, a HauboJiee pacipocTpa-
HEHHOM €ro IIPUYNHOK B 3TOM NONYJISILIUU SIBJISIETCS CEP-
MOBUAHO-KJIeTOoYHas aHemus (67 %) [13, 14]. YactoTa
npuanu3Ma y B3pocCJibIX MallUEHTOB C JIEMKO30M COCTaB-
JsieT 0KoJio 1—5 %, B meanaTpuyecKoi MpPakTUKE 3TO
OCJIOXKHEHME BeTpeuaercs pexe [13, 15].

3nmokadyecTBeHHBIM TTpuanu3M npu XMJI o6ycioBieH
WHBa3UeN JIeHKEMUYECKUMU KJIETKaM1 KaBEPHO3HBIX CU-
HYCOB Y BEHO3HOM CUCTEMbI 1 OTHOCUTCS K UILIEMUYECKOMY
TUIY. DTO SIBJIEHUE CBSI3aHO C arperanyeil JeHKeMIIecKIX
KJIETOK B KABEPHO3HbIX T€JIaX U JOPCATbHBIX BEHAX MOJIO-
Boro yjieHa. Eiie omHuM BO3MOXKHBIM MEXaHW3MOM pa3BU-
TUSI 3JI0KAYECTBEHHOTO npuanu3mMa rpu X MJI MoxkeT ObITh
MEXaHNYECKOEe CIaBJIeHUE OPIOIIHBIX BEH 3a CUET rUMep-
crieHoMeranu. Takke MpUYMHOM 3710Ka4eCTBEHHOTO MpH-
arm3Ma MOXKeT ObITb MH(MWIBTpAIIs KPECTIIOBEIX HEPBOB
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0JaCTHBIMM KJIETKAMM WJIM BOBJIEUCHME IICHTPaJIbHOM
HEPBHOM CUCTEMBI B OITyX0JIEBBI mpouecc [13, 16].

Tepanusa xpOHUYECKOr0 MUENONeiKo3a

[Mosienenne nHTrMONTOPOB THpOo3nMHKKMHA3 (TKH) 3a
IoCJeAHNE 2 NEeCITUICTUS U3MEHUIIO TePAIIeBTUICCKYIO
TakTUKY Ipu XMJI, 4TO MO3BOIMIIO JOCTUYD OXHIaeMO
IIPOIOJKUTEIBHOCTY XU3HU Y B3POCIBIX MAIlMEHTOB
¢ XMJI, paBHOI TakoBOM B 0b1eil nmomyassuuu [17]. Jle-
yeHue TKHU 1-ro nokojieHUsI UMaTUHMOA ME3UIATOM YJIyd-
mvto pe3ynsrathl Tepanuu XMJI u'y nereii [18—20]. TKN
2-ro TOKOJIEHUS, TaKhe KaK Ja3aTMHUO M HUJIOTUHUO,
o6bUIH 000peHBI cooTBeTcTBeHHO B 2017 1 2018 IT. B Ka-
YyecTBe |-1 JIMHUM Tepanui y IETeH, HO Ha MPAKTUKE TaHHBIE
IIperrapaThl UCIIOIB3YIOTCS IPY He3((DEKTUBHOCTH U/ WIN
HEeIepeHOCMMOCTY MMaTHUHNOA Me3ryIaTa, YTO BCTpeyaeT-
¢Sl IOCTaTOYHO penko. B HacTosIee BpeMs IIpOBOISTCS
KIIMHUYECKUE UCCIIeIOBaHMS T10 OlIeHKe 3 (HEKTUBHOCTU
n niepeHocumMoct TKU 3-ro moxoJjieHus IMoHaTUMHMUOA
y neteii [21]. CnegoBaTebHO, CYIIIECTBOBAHUE 3 ITOKOJIE-
Huit TKU u BeIcokast ux 3 (HEeKTUBHOCTD CYIIECTBEHHO
COKPATWJIM TTIOKa3aHMS K IIPOBEACHIIO aJUIOTEHHOM TpaHC-
IUTAHTAIIUM TeMOMO3TUYECKHUX CTBOJIOBBIX KJIETOK IIPHU
XMJL.

B Hacrosiiiee BpeMsl B pealbHOM KIMHUYECKOM IIpa-
KTUKE B Ka4eCTBe 1-i1 TMHUU JIeYeHUSI B3POCIIbIX ITallieH-
TOB JIOCTYITHBI cienyoiue npemnapatel TKU: nmatuHuba
Me3uJiaT, 1a3aTUHUO0, HUJIOTUHUO 1 0603yTHHUO. B gomoi-
HeHMe K MMaTuHMOa Me3UuaaTy, KOTOpblii ObLI 0100peH
VIpaBieHHeM MO0 CAaHUTAapHOMY HaI30py 3a KauyeCTBOM
MMUIIEeBBIX NpoaykToB M MeaukaMmeHToB CIIA (FDA)
B 2003 ., TKH 2-T0 mokoneHus 1a3aTUHUO U HUIOTUHUO
ObLIM OJ00pEeHbI TaKXKe IS JIeYeHUs AeTeil B KauecTBe
npenapaTtoB 1-it muHum [22]. B HacTosiiee BpeMsI B Tieau-
aTpuuyeckoi mpaktuke jJedeHuss XMJI umeercs: 6oJblie
OITbITA B OTHOIIEHUH 3(PHEKTUBHOCTH, TOKCUIHOCTH U CO-
IMyTCTBYIOIINX OCIOXHEHMI MMaTHHNOA Me3uiaaTa, YeM
npyrux TKH [18—20]. ITpu Tepanmum nMatuHnba Me3nia-
ToM 10-J1eTHAA 0011as BbKMBaeMOCTh neteil ¢ XMJI co-
craBisieT 97 %, BbIKMBAaeMOCTb 0€3 IIPOrpecCUpOBaHUsI
3aboneBanus — 91,4 % [23]. UmaTuHuOa Me3uJ1aT U ga-
3aTMHUO Ha3Ha4yaloTcs 1 pa3 B AeHb M MOTYT IIPUHU-
MaTbCSI BO BPeMsI €lIbl, TOra KaK HIIOTUHHO — 2 pa3a
B IeHb 3a 2 4 10 1 4yepe3 1 9 mmocie eabl (CM. TabIHILy).
ODTU peKOMEHIAIIUH 110 IIPUMEHEHHUIO 3aTPYIHSIIOT HC-
IMOJIb30BaHME HIWIOTUHMOA IJIST MallMeHTOB MJIaAIeit
BO3PACTHOM I'PYIIIIHL.

Ho3y TKH crnenyer KOppeKTUpOBaTh C yY€TOM ILIO-
I IIOBEPXHOCTHU Tejia, HO He CJIeAyeT IPEeBBIIIAaTh MaK-
CUMAaJIbHO JOMYCTUMYIO 103y [24]. B paHmoMu31MpoBaHHBIX
MCCeIOBaHMSIX Y B3pOC/IbIX MalueHToB IpumeHeHne TKIN
2-T0 TOKOJICHUSI CIIOCOOCTBOBAIO NTOCTHXKEHUIO Ooiee
OBICTPOIO U IJIyOOKOI0 MOJIEKYJIIPHOTO OTBETa, YeM UC-
IMOJIb30BaHNEe UMAaTHHMOA Me3ujIaTa, XOTs IIPEUMYIICCTB
B MOKazaTessiX o0lleil BBDKMBAEMOCTU HE HAOJII0IaI0OCh
[25, 26]. Hu B omHOM paHIOMU3MPOBAHHOM MCCJIEAOBA-
HUY UMaTHHMOA Me3WJIaT He CpaBHUBAJICS C TIpeTriapaTaMu

2-TO TIOKOJICHMS Y TTAIIMEHTOB JETCKOI0 BO3pacTa, HO 1o~
KazaTeJIM JOCTUKEHMS MOJIEKYJISIPHOTO OTBETa P IIPU-
MmeHeHUM TKHW 2-ro mokosiaeHus 0Ka3aarch COITOCTaBUMEBI
C TaKOBBIMM y B3pocibix [21, 22]. B psgae nccnenoBaHumi
OBLIIO TTOKA3aHO, YTO YacTOTa U IIIyOMHA MOJIEKYISIPHbBIX
pemuccHii Ha 6-M U 12-M Mecslax Tepanuy OKa3allch
CYIIIECTBEHHO OOJIbIIIEe TIPY MCITOJIb30BAaHMU IIPeIapaToB
2-ro nokoJyieHus B 1-i muaun. Tem He MeHee K 18-My Me-
CSIITy JICUCHUSI YaCcTOTa JOCTYKCHUS OOJIBIIIOIO MOJIEKY-
JnspHOTO oTBeTa Ipu mpuMeHenun TKU 1-ro u 2-ro no-
KOJICHWI1 OKa3bIBasiach OMMHaKoBoI [19, 21, 22]. B cBsa3u
¢ 6oJiee OBICTPOI IMMMHUHALIMEH OITyX0JEBOro KJIOHA U 10-
CTIDKEHUEM OOJIBIIIOT0 MOJIEKY/ISIPHOTO OTBETa Ha (poHe
tepanuu TKHU 2-ro mokoyieHUsT BEpOSITHOCTh (DOPMUPO-
BaHUS PE3UCTEHTHBIX OIyXOJICBBIX CYOKJIIOHOB HITLXE M pPe-
Xe orMmedaeTcs TpaHcopMaumss XMJI 13 xpoHUdecKoin
¢a3bl B (pazy akcenepauuu 1 6jJacTHoro kpusa. Cienyet
otMeTHTh, uTo TKH 2-T0 TTOKOJIEHNS 60J1e€ TOKCUYHBI, YeM
WMaTUHNOA Me3WIaT, ¥ BBI3BIBAIOT TAKOE OCIIOKHECHHE,
Kak pa3BUTHE KapAMOBACKYJISIPHOM IATOJIOTUHM (YaIlle OITH-
caHa y B3pOCJIbIX 00IbHBIX) [27, 28]. B xome ananmm3a mo-
00YHBIX 3(PPEKTOB IIpU Tepaluy Ja3aTUHUOOM Yy JeTei
IJICBpAJbHBIA WKW MEPUKAPAUAIBHBIMA BBIIIOT 0Ka3aJICs
peIKuM COOBITUEM, TOIIa KaK yallle HaOJIogaaluch ruIo-
KaJlMeMHusl, Auapesi, IOBBIIIICHNE YPOBHS KpeaTMHUHA
(II-III creneneii). [Ipy mcnoirb30BaHUM HUJIOTHHHOA
y IeTeil peruCTpUpOBaIMCh YBeIMUeHEe YPOBHEN OUIU-
pyOMHa KpoBU, IIET0YHOM hocdaTasbl ¥ TOJJOBHBIE 00N
[21, 22].

o361 uneubUmMOpoé Mupo3uHKUHA3 045 Ae4eHUsl XPOHUHECK020 Muenoneti-
Ko03a 'y demeii

Doses of tyrosine kinase inhibitors for the treatment of chronic myeloid
leukemia in children

IIpenapar Ho3a
Ulczmeisa 340 Mr/M?/cyT, MakcuMaJTbHast 103a 600 MT
Me3uIaT

. . 340 mg/m?/day, maximum dose 600 m
Imatinib mesilate ey &

JazaTuHu6 60 mr/m?/cyT, MakcuMaibHast 103a 100 Mr
Dasatinib 60 mg/m?/day, maximum dose 100 mg
Hwrotnau6 460 mr/m?/cyt 3a 2 mpuemMa

Nilotinib 460 mg/m?/day for 2 doses

Otset Ha Teparmio TKHW ompenensiercs myTteM olieHKU
KJIMHUKO-TeMAaTOJIOTUYEeCKUX MoKazaTeneit, Ph-xpomo-
coMbI 1 xuMmepHoro TpaHckpurnta BCR-ABL.

[MosHast KITMHUKO-TeMaToJIOTHYeCKass PEMUCCUST —
HOpMaJu3alus IoKa3aTeneil nepudepndeckoi KpoBu
(ypoBeHb JeiikouuToB He Bbie 10 x 10°/1, TpoMOoLIM-
TOB — He Bbiie 450 x 10°/11, B aeiikoLuTapHOii (hopMyJie
OTCYTCTBYIOT MUEJIOLIUTHI ¥ IIPOMMEIIOLIMTHI, YUCIIO 0a30-
(unoB MeHee 5 %) u perpeccusi renaToOCIUIEHOMEr AU,
OnTuMaabHBIM SIBJISIETCS €€ TOCTIDKEHHUE K 3-My MecsIry
JICYCHMUSI.
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Rare and complex clinical situations

[ToaHBIM IIUTOTEHETUYECKUM OTBETOM CUYUTAETCS,
koraa rpu aHanmse 20 Meradas, kietku ¢ Ph-xpomocomoit
He BcTpevatoTcs. ONTUMAaIbHBIM SIBJISIETCS €T0 JOCTIKE-
HHE K 12-My MecsILy TepaImu.

ITonHbI MOJIEKYJISIPHBINA OTBET — OTCYTCTBUE XUMEP-
Horo TpaHckpurita BCR-ABL npu nmpoBeneHn BEICOKO-
yyBcTBUTENbHOI [T P.

Bbobli110ii MOJIEKYASIPHBIN OTBET — CHUXKEHUE YPOBHS
xuMepHoro TpaHckpunta BCR-ABL B 1000 pa3 (Ha 3 log
u OoJiee) MO CPAaBHEHMIO C MHUIIMAJIbHBIM 3HauyeHUEM
1o Havyata Teparui. ONMTUMaIbHBIM CIMTAETCS €T0 TOCTHU -
XeHue K 18-My mecsiry neueHud [24].

IlepBuuHas pe3ucteHTHOCTh K TKW y manueHTOB
¢ XMJI B xpoHmnyeckoii (paze BcTpevaercs peako. Crieno-
BaTeJbHO, PYyTUHHOE TECTUPOBAaHME Ha BBHISIBJICHUE TUTIA
myTtauuu BCR-ABL He TpebyeTcs 1is TallieHTOB C ONTH -
MaiibHbIM oTBeTOM Ha TKU. Komutet I-BFM no XMJI
PEKOMEHAYET IIPOBOIUTD aHAIM3 Ha MYTALIMH TOJIBKO B TOM
ciydae, eCJId HaOJTIomaeTcsl HeONTUMAIIBHBIN OTBET WX OT-
cyrcTBue oTBeTa [10].

KnuHuueckum cnyyaii

Ilayuenm H., 9 nem, 6oaeem c konua gespans 2022 e.,
6 debrome 3a001e6aHUsT OmMe4anacy 60ae3HeHHAs IPeKyus
Ha npomsyceHuu 4 OHell ¢ peuudueUPYHOUUM MeYeHU-
eM, He C8A3AHHAS C CeKCYanbHOU cmumyasyueti, mpagmoi
UAU NPUEMOM NeKAPCMBEEeHHbIX cpedcma. B ces3u ¢ smum na-
YueHm Obla 20CRUMAAUBUPOBAH 6 OMOeAeHUe HeOMA0NC-
HOU ROMOWU NO MeCMY JHCUMEAbCMEa, e0e OUAeHOCMUPOBaH
NPUAnU3M U BbINOAHEHO XUPYDSUHECKOe 8MeUlamenbCcmeo
6 00Beme: CHOHeUOKABepHO3HOe uyHmupogarue. [lpu o6pa-
WeHUU 6 CMmayuoHap cenezeHKka onpedeasnacs Ha +6 cm
u3-noo Kpas pebepoii dyeu. B obuiem ananuse Kposu: yposHu
Aeiixoyumos 146 x 10°/n, eemoenobuna 86 2/1, mpomooyuumos
860 x 10%/a, muenoyumos 43 %, memamuenoyumos 27 %,
nanouxosdepuvix Heiimpoguros 2 %, ceemenmosoepHbix
Hetimpoghunos 18 %, s03unopunoe 2 %, aumgpoyumos 2 %,
oaracmubix kaemoxk 6 %. C nodospenuem Ha onyxoaegoe
3aboneeanue cucmemol kposu 18.04.2022 (yepes 3 ned
nocae npogedeHH020 ONEPamueH020 MeulamenIbcmea) na-
YueHm nocmynua 6 omoeaeHue 0emcKol OHK0A02UU U 2e-
mMamonoeuu (xumuomepanuu eemodaracmoszos) Noe 1 HUH
demckoil onxoaoeuu u cemamonocuu HMHUII onkonocuu
um. H. H. baoxuna.

[Ipu nocmynaenuu cocmosuue 60abH020 maxicesoe, 00-
YCA0BAEHO UHIMOKCUKAYUOHHBIM U 2eMOPPAcUMeCKUM CUHOPO-
Mamu, eunepaetiKoyumo3om u mpomooyumo3om no OGHHbIM
00ueeo anaau3a Kposi.

IIpu ocmompe u naavnayuu Kpaii nevenu onpeoensincs
Ha +6 cm u3-nod Kpas pebepHoil Oyeu, cene3eHKU —
Ha +12 cm. lemoppaeuyeckuii cuHOpom 8 8ude KpogomeUenus
u3 ypempot. B eemoepamme (om 18.04.2022): yposeru aeiiko-
yumoes 206,7 < 10°/a, eemoenobuna 82 2/n, mpombouumos
900 x 10°/a, muenouyumosg 10 %, memamuenroyumos 10 %,
nanoukosdeprolx Hetimpoguaoe 9 %, ceemenmosdepHvix
Hetimpogunos 66 %, aumpoyumos 1 %, monoyumos 1 %,
203unopuaos 1 %, 6azopuios 2 %.

Hanuoie muenoepammor (om 21.04.2022): nynkmam
KOCIMHO020 MO32a 2UNEPKACMOUHbLI, NOAUMOPDHYII, OnacmHble
Kaemiu cocmaensau 0,8 %. [panyrouumapHwiii pocmox 3Ha-
yumenvro pacuiuper (89 %), ommeuanace 3adepicka cospe-
6anus Helimpoguioé Ha ypogHe mueroyumos. Kpachoiii
pocmok pedyuuposat. Koauvecmeo meeaxapuoyumos nogo.-
uieHo.

Ilpu cmanoapmuom yumozeHemMu4ecKom Uccaedo8anuu
(om 24.04.2022) obnapyxcena mparcaokauyus (9;22)(q34; q11),
noomeepyucoennas FISH ¢ 95 % sdep. Memoodom I11]P
6 pedcume peanbHo20 8pemMenU Gbis8AeHA SIKCNPeccust Xu-
mepHoeo eena BCR-ABL 1 p210. Beauvuna Hopmaau3o8a-
H020 yucaa Konuii cocmaeasnra 4,37 % om KoHmpoabHO2O
eena ABL. Dkcnpeccus xumeproeo eena BCR-ABLI p190
He 0bHapycena.

Ha ocrosanuu noay4yeHHvIX pe3yibmamos nayuesmy
oObln yemanoeneH duaenoz: XMJI, xponuueckas gpaza. B ka-
yecmee mepanuu 6vin eviopan TKHU 1-20 nokosenus uma-
muHuba mesuaram e doze 400 me/cym. Ha gpone nposodumoii
mapeemHuoll u COnpo8ooUmMenbHOl mepanuu, eKA04AguULel
2eMOCmMamuKu, UHQY3UOHHbBIE PACMBOPbL, 3AMeCUmMent-
Hble mpaHc@y3uu apumpoyumcodepiucauyux cped, y 604b-
H020 OMMEHeHA BbIPANCEHHAS NOAOICUMENbHASL OUHAMUKA:
6 meueHue 4 OHell mepanuu eemoppazu4ecKuil CuHopom 6bia
KynupoeaH, 6 meueHue 13 OHeil nevenus ypogeHs NelKO0-
UuUmoe 6 oduem anaiusze Kpoeu cHuzuacsa 00 5,9 x 10°/a,
mpomboyumos — do 720 x 10P/a, peepeccuposara unmorcu-
Kayus. K 1 mec mepanuu Hopmaiuzo08aiucy pamepsl ne-
YeHU U CeNe3eHKU.

IIpu koumponstom ocmompe 24.06.2022 u ¢ yuemom pe-
3PA6MAmMos 00uieeo aHau3a Kposu U Mues0epamMmol KOHCMa-
MuUpoBana NOAHAs KAUHUKO-2eMAMOA0UYeCKAasl PeMUCCUS.
Ilranupyemes npodoasicenue mepanuu umamuHuba me3uia-
mom ¢ yumoeenemuueckum u I11[P-uccredoganusmu kocm-
Hoeo mo3ea Ha 6, 12 u 18-ii mecayb mepanuu.

06cyxxaeHune

[unepaeitkouunTo3, 4yacTo oTMeYeHHbIN npu XMJI,
SIBJIICTCST PE3YJIBTaTOM HEKOHTPOIMPYeMOii TIpomdepa-
LIMM OMYXOJIEBOTO KJIOHA ¥ MOXET COMPOBOXKAATHCS JIeH -
KoctazoM. KirHudeckue nposiBaeHus JielikocTaza — ro-
JIOBHbIE 00JIM, TOJOBOKPYXEHMSI, HEBPOJIOTUYECKUIA
neULIUT, CHUXEHUE ciayxa, TPOMOOIMOOoIMUeCcKue
OCJIOXXHEHUS U ap. B peakux ciaydyasix BOSMOXHO pa3Bu-
TUE pUaNKU3Ma — HEOTJIOXKHOTO YPOJIOTMYECKOTO COCTO-
SIHUSI, TPEOYIOIIErOo CPOYHOTO ONEPATUBHOTO BMELIATE b~
CTBa U MOCJIEAYIONIEr0 MEXIUCUUIIMHAPHOTO JIEUeHUS
JUIST TIPO(PUIAKTUKUA DPEKTUIbHON auchyHKumuu [29].
3710KauYeCTBEHHBIN MMPUANn3M, CBI3aHHBIN C JIEHKeMMU-
YeCKOU MH(pMIBTPALIMEii, OTHOCUTCS K UIIEMUIECKOMY
TUIY, BO3BHUKAET B PE3YJIbTaT€ OOCTPYKIIUM BEHO3HOU
CHCTEMBI MOJIOBOIO YJIE€HA U XapaKTEPU3YETCs CTOMKOM
PUTUMAHOCTbIO KABEPHO3HBIX T€Jl U 00JIE3HEHHOM 3pEK-
mueti [30]. dns nnddepeHInaIbHON TMarHOCTUKY TIPH-
anuM3ma MIeMUYECKOTO U HEUMILIEMUYECKOTO TUIIOB MO-
MMMO aHaMHE3a U KIMHUYECKOTO 00Cae10BaHMSI BaXKHbI
aHaJIM3 ra30B KaBEPHO3HOM KPOBU U LIBETOBOE AYILJIEKCHOE
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ynbeTpa3BykoBoe uccienoBanue [30]. ITepBoHavanbHas
Tepanus JaHHOTO HEOTIOKHOTO COCTOSTHHS TOJKHA BKITIO-
YaTh KABEPHO3HYIO aCIMPAlIIO C MPPUTALIMEH WK 0e3 Hee.
Ecnm mpmanmaM coxpaHsieTcs gaxe IT0C/e acIMpanun
KPOBH 13 KaABEPHO3HBIX TeJ, CICAYET IIPOBECTU MHTPaKa-
BEPHO3HYIO MHBEKIIMIO COCYIOPACIIUPSIONINX Mpenapa-
TOB. XUPYypPIruyecKoe LIYHTUPOBAHUE OOJKHO OBITh I10-
CJICTHUM 3TaIlOM, €CJIM AeTyMECICHIINS He JOCTUTAETCS
B TeueHUe 24—48 4. llenbio MIYHTUPOBAHUS SIBISIOTCS
YCTaHOBJIEHHE HOBOTO BEHO3HOTO OTTOKA X BOCCTAHOBJIE-
HHE HOPMAJIBHOTO apTepHUaIbHOTO IIPUTOKA K KaBEPHO3-
HbIM TenaM [30].

nunurTEPATYPA/

1. Horibe K., Saito A.M., Takimoto T. et al. Incidence and survival
rates of hematological malignancies in Japanese children and
adolescents (2006—2010): based on registry data from the Japanese
Society of Pediatric Hematology. Int J Hematol 2013;98(1):74—88.
DOI: 10.1007/s12185-013-1364-2

2. Millot E, Traore P., Guilhot J. et al. Clinical and biological features
at diagnosis in 40 children with chronic myeloid leukemia.
Pediatrics 2005;116(1):140—3. DOI: 10.1542/peds.2004-2473

3. Savage D.G., Szydlo R.M., Goldman J.M. Clinical features
at diagnosis in 430 patients with chronic myeloid leukaemia seen
at a referral centre over a 16-year period. Br J Haematol
1997;96(1):111—6. DOI: 10.1046/j.1365-2141.1997.d01-1982.x

4. Rowe J.M., Lichtman M.A. Hyperleukocytosis and leukostasis:
Common features of childhood chronic myelogenous leukemia.
Blood 1984;63(5):1230—4.

5. Hijiya N., Schultz K.R., Metzler M. et al. Pediatric chronic myeloid
leukemia is a unique disease that requires a different approach.
Blood 2016;127(4):392—9. DOI: 10.1182/blood-2015-06-648667

6. Hijiya N., Millot ., Suttorp M. Chronic myeloid leukemia
in children: clinical findings, management, and unanswered
questions. Pediatr Clin North Am 2015;62(1):107—19.

DOI: 10.1016/.pcl.2014.09.008

7. Castagnetti F., Gugliotta G., Baccarani M. et a. GIMEMA CML
Working Party. Differences among young adults, adults and elderly
chronic myeloid leukemia patients. Ann Oncol 2015;26(1):185—92.
DOI: 10.1093/annonc/mdu490

8. Millot E,, Guilhot J., Suttorp M. et al. Advanced phases at diagnosis
of childhood chronic myeloid leukemia: the experience
of the international registry for chronic myeloid leukemia (CML)
in children and adolescents (I-CML-Ped Study). Blood
2017;130:316.

9. Ernst T., Busch M., Rinke J. et al. Frequent ASXL1 mutations
in children and young adults with chronic myeloid leukemia.
Leukemia 2018;32(9):2046—9. DOI: 10.1038/s41375-018-0157-2

10. De la Fuente J., Baruchel A., Biondi A. et al. Managing children
with chronic myeloid leukaemia (CML): recommendations
for the management of CML in children and young people up
to the age of 18 years. Br J Haematol 2014;167(1):33—47.
DOI: 10.1111/bjh.12977

11. Becerra-Pedraza L.C., Jiménez-Martinez L.E., Pefia-Morfin 1.
et al. Priapism as the initial sign in hematologic disease: case report
and literature review. Int J Surg Case Rep 2018;43:13—7.
DOI: 10.1016/j.ijscr.2017.12.038

12. Kurosawa H., Tanizawa A., Tono C. et al. Leukostasis in children
and adolescents with chronic myeloid leukemia: Japanese Pediatric
Leukemia/Lymphoma Study Group. Pediatr Blood Cancer
2016;63(3):406—11. DOI: 10.1002/pbc.25803

13. Paladino N., Roldan D., Caram M.S. Priapismo en pediatria:
presentacion inicial de una leucemia mieloide cronica [Priapism

3aknoueHue

PazButue npuanusma rpu XMJI MoXeT ObITh IIEPBbIM
CHMIITOMOM 3TOT0 3JI0Ka4eCTBEHHOI'0 HOBOOOPa30BaHUS,
1 UMEHHO XaJIo0bl Ha JUIMTEJIbHYIO 00JIe3HEHHYIO 9peK-
LIMIO MOTYT CTaTh IPUYMHOM JIJIsT OOPAIIICHMS 32 MEIUITNH-
CKOI1 TOMOIIIBI0. B CBA3M ¢ 3TUM CUMIITOMATUIECKOE X1~
PYpTrudYecKoe JeUeHNEe TaHHOTO HEOTJIOXKHOTO COCTOSTHUS
W TIOCJIEAYIOIasl IIPOTUBOOITYXO0JIeBasl TepaIusl 1eMOH-
CTPUPYIOT IIPUMEP YCIEHTHOTO MEXIUCIUTUIMHAPHOTO
KJIMHUYECKOTO B3aMMOACHCTBHS, pe3yIbTaTOM KOTOPOTO
SIBWJIOCH TIOCTVKEHUE ITOJTHOM KIIMHUKO-TeMAaTOJI0TIEC-
KO PeMUCCHUY B ONTUMAJIBHBIC CPOKU.
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