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Pe3rome. HGTI/I C CHHAPOMOM Heiimerena otHoCSITCS K TpYIIIC MAalIUECHTOB C ITOBBIIIECHHBIM PUCKOM
Pa3BUTHA 3JI0OKAQYCCTBCHHBIX HOBOO6pa3OBaHI/Iffi KpOBCTBOpHOﬁ CHUCTCMbI, UTO BCC YallC CTAHOBUTCA IIPU-
YHUHOMU JIETAJIBHOTO Hcxoaa U roBOpUT O H606XO,I[I/IMOCTI/I pa3pa60TKH MCp HpO(bI/IJ'IaKTI/IKI/I, HaIlpaBJICHHBIX
Ha CHI)KEHUE pUCKa Pa3BUTHS 3JI0KaYECTBEHHBIX HOBOOOpA30BaHUM.

KiaroudeBble ciioBa: CI/IH,I[]C)OM HeﬁMereHa, IICPBUYHLIC I/IMMYHOI[C(bI/II_II/ITLI, HEXOIXKKHUHCKAaA JINM-
¢doma, 3110KaueCTBEHHBIE HOBOOOPA30BAHUSI.

Resume. Children with Nijmegen breakage syndrome belong to a group of patients with an in-
creased risk of developing malignant neoplasms of the hematopoietic system, which is increasingly becom-
ing a cause of death and indicates the need to develop preventive measures aimed at reducing the risk of
developing malignant neoplasms.

Keywords: Nijmegen Breakage Syndrome, primary immunodeficiencies, Non-Hodgkin lym-
phoma, malignant neoplasms.

AxktyanabHocTh. Cungpom Heitmerena (CH) — nepBuuHbIi UMMyHOIEPHUITUT, KOTO-
pBI XapaKTepu3yeTcs HEeCTaOWIBHOCThIO TeHOMa, MHUKpoledanuen, crnernupuiecKuMu
HapyILICHUSIMU JIMIIEBOTO CKEJIETa U MOBBIIIEHHBIM PUCKOM 3JI0KaYECTBEHHBIX HOBOOOPa30-
Banuii (3HO) kpoBeTBOpHOIi cucTeMBI, HaOMOaeMbIx Oosiee yem y 40% marueHToB k 20
rogam. C ynyunieHueM JieyeHus] UH(QEKIH 3710KauecTBEHHbIE HOBOOOpA30BaHUS TMarHo-
CTUPYIOTCA Yallle ¥ CTaJIM OJIHOM M3 caMbIX YacThlX npuuuH cmeptu npu CH y nereit. Jle-
*aimuii B ocHoBe re’, NBS1, pacnonoxen Ha xpomocoMe 8q21 yenoBeka M KOIUPYETCs
oenkom HuOpuHOM. Hubpun (NBN) urpaer BaxHyio posib B peakliid Ha MOBPEKICHUE
JIHK u penapauyu JIHK, SBIIASICh BaKHBIM CUTHAJIBHBIM ITYyTEM IIPU allONTO3€ U CTAPEHUH.

Heab: n3yunts pacrnpoctpaneHHOCTb 3HO 1 MOBBICUTH TMArHOCTUYECKYIO HACTOPO-
KEHHOCTbh Bpaueil B oTHowmeHnn 3HO cpenn kateropuu nauveHToB ¢ cuHapoMoM Heime-
reHa.

3agaun:

1. PeTpoCneKTUBHO MpoaHAIU3UPOBATh UCTOPUH OOJIE3HU MAIUEHTOB C CUHIPOMOM
Heiimerena, npoxonusiux yneueHue Ha 6aze ['Y «PecmyOnnkaHckuil HaydyHO-TIpaKTHYe-
CKUM LEHTP AETCKON OHKOJIOTHH, FTeMaTOJIOTMH U UMMYyHOJorun» PecryOnuku benapych.

2. OueHuTh 4aCTOTYy BCTPEYAEMOCTH 3JI0Ka4€CTBEHHBIX HOBOOOPA30BaHUM y MAIIUECH-
ToB ¢ CH.

3. [IpoBectu aHanu3 CTPYKTYPHI Pa3BUBIINXCS 3JI0Ka4Y€CTBEHHBIX HOBOOOPa30BaHUI
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y naruenTos ¢ CH.

4. IlpoananusupoBarh Bo3pacT mMaHudectaunu 3HO y manmeHTOB ¢ CHHIPOMOM
Helimerena.

Matepunanbl u Metoabl. [IpoBenén ananu3 uctopuii 607ae3HU 25 MAUEHTOB, MPO-
XOJIMBIIKX JeueHne Ha 0aze ['Y «PecnyOnuKkaHCKUil HAYyYHO-TTPAKTUYECKUM LIEHTP ACTCKOM
OHKOJIOTMH, T€MAaTOJOTUU U UMMYyHosorunm» PecnyOnuku benapycs. M3 HUX BblIeneHa
rpynmna NalueHTOB C Pa3BUBLIMMCS OHKOT€MATOJOTHYECKUM 3aboseBaHueM. bbuin u3y-
YeHbI BO3pacT MaHU(pecTalun 3J0Ka4eCTBEHHOM OIyXOJIH, a TAKXKe CTPYKTypa 3a0oJieBae-
moctu 3HO.

Pe3yabTarsl u ux odcyxaenue. Cuaapom Helimerena — pegkoe reHeTu4ecKoe 3a-
OoJieBaHKE, HACIEAYyEMOE M0 ayTOCOMHO-PELECCUBHOMY THITY, CBSI3AHHOE C MOBBIIIIEHHBIM
PUCKOM Pa3BUTHS JTUMQPONPOIUPEPATUBHBIX 3a0071€BaHUN, B OCHOBHOM HEXOKKUHCKOU
aum@omsl (HXJT) u octporo numdoodnactaoro jaeitkosza (OJIJI). ¥V nauuentor ¢ CH Bepo-
ATHOCTb Pa3BUTHUSA 3JI0KAYECTBEHHBIX HOBOOOpa3oBaHuil B 50 pa3 BbIlIE, YEM Y 3J0POBBIX
monent. [Ipyu 7ToM CMEPTHOCTH OT OHKOJIOTUYECKUX 3a00JIeBaHUM, B OCHOBHOM OT JIUM(DOM,
caMasi BbICOKasi CpeJid BCEX JeTel ¢ XpOMOCOMHOM HeCTaOWIIbHOCTHIO, Kyna nomumo CH
TaKxe OTHocATCs aneMusi DaHKOHU, TUTMEHTHas KcepoJepma, CuHapoM biryma u atakcusi-
TEJICAHTUIKTa3Hs.

[Tpu ananuze 25 ucropuii 60J€3HU MAIMEHTOB, TPOXOAUBIINX JiedeHHe Ha Oaze ['Y
«PecnyOnMKaHCKUN HAay4YHO-TIPAKTUYECKUM IIEHTP JETCKOM OHKOJIOTMM, T'€MAaTOJIOTUU U
uMMmyHosiorun» Pecrybnuku benapych 0b110 ycTaHOBIIEHO, 4TO Y 9 uenoBek ¢ CH, uto co-
ctaBuiio 36% ot Bcex maruenToB ¢ CH, passuiocs 3HO. B crpykType 3aboneBaeMocTu
HauOOJIBIITNHN YACIBbHBINA BEC COCTaBMIIA HEXOHKKUHCKAs TuMpomMa, OHa Obljia BHISBIICHA Y
56% (5 yenoBek). Bropoe MecTo Mo 4acToTe BCTPEUAEMOCTH 3aHSI OCTPhIA TuMdOoOIacT-
HbIH Jieiiko3. OJIJI 6wu1 BeisiBiieH y 3 denoBek ¢ CH, uro coctaBuio 33% ot 3a00seBIINX
3HO. V oaHoro uenoBeka pa3BUJICS OCTPbId OM(PEHOTUTTUUECKUHN JIEUKO3, YTO COCTABISET
11% B ctpykType 3aboneBaemoctu 3HO.

[Ipu paccmoTpeHnn Bo3pacTHOM CTPYKTYpbl 3a00aeBaeMocTd 3HO ObUIO BBIIEIEHO
3 BO3pacTHbIE TPYNIbI MALMEHTOB: K MEPBOM Ipymie ObUTM OTHECEHBI JeTH ¢ MaHu(pecTa-
et 3HO B Bo3pacte no 10 net, ko BTopoi rpynmne — 10-18 neT u k Tperbeit — crapire 18
net. IlepBast rpynmna coctaBuiia 6 yenoBek win 67% OT 0011ero yncia NaiueHToB ¢ Pa3BUB-
mmcst 3HO, Bropast — 2 yenoBeka uinn 22% u tpeThio rpymimy coctaBui 1 uenosek (11%)
¢ Bo3pactom manudecranmu 3HO B 21 roa. Takum o6pazom, 89% cinyuaeB pazsutus 3HO
MPUILIOCH HA BO3pacT 10 18 jer.

Crout oTMeTUTh, 4TO 67% cityyaeB (6 4ETOBEK) C OHKOIE€MAaTOJIOTUYECKUM OCIIOXK-
HEHUEM 3aKOHUMJINCh JIETATbHBIM UCXO0J0M. DTO TOBOPUT O TOM, UYTO K Pa3BUTHIO HeOaro-
MPUSATHOTO UCX0/1a 3a00JI€BaHUs BCE Yallle MPUBOSAT OHKOT€MaTOJIOTUYECKHUE OCTI0KHEHHUS,
BEPOSITHO, B CBSI3U C YJIYUILIEHUEM JICUEHUS! UH(EKITMOHHBIX OCJIOKHEHUM.

Ha ceronnsmnuii eHb He pa3padoTaHo crienuPuuecko npouIakTUKH OHKOJIOTH-
YeCKUX 3a00JIeBaHUM y TaHHOW TpyNIbl OOJbHBIX. TeM He MeHee pa3yMHOW MpeICTaBlis-
€TCSl TAKTUKA PE3KOT0 OTPAHUYEHUS UCTIOJIB30BAHMS PEHTI€HOJIOTUYECKUX METOJIOB HCClIe-
NOBaHUs U, 110 BO3MOKHOCTH, 3aMELIEHUE UX IPYTUMU METOAAaMU BU3yJIM3allMOHHON 1a-
rHocTuku (Y3U u sinepHO-MarHuTHO-pe30HaHCHAas ToMorpadus).
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BoiBoabI:

1. Pacnpoctpanennocts 3HO cpenu manueHToB ¢ cuHapomMoM HeliMerena cocraBuiia
36% (89% u3 HUX neTu 10 18 JeT), 4TO FOBOPUT O BBICOKOM PUCKE Pa3BUTHS 3JI0KAYECTBEH-
HOM OIyXOJH y IETEM.

2. B cTpykrype 3a0oneBaemoctd 3HO HanbonbpuInii yJeibHbII BEC COCTaBUiIa He-
XOJKKUHCKas tuMdoma — 56 % (5 yenoBex).

3. Beicokuii npoueHT pazsutusg 3HO u jgeTanpHOro ucxoaa roBOPUT O HEOOXOIUMO-
CTH pa3paboTKu Mep NpO(UIAKTUKY, HAIPABICHHBIX Ha CHU)KEHHUE PUCKA Pa3BUTHS 3JI0Ka-
YeCTBEHHBIX HOBOOOpPA30BaHUM.
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