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Ilpedcmaesnenst dannble, kacarouuecs cocmosHus 300poswvs 411 demeti (I nokoaenue), poduswiuxcs y 340 sceHuyur nocae 1y4e020, XUmuo-
U Xumuoay4eeoeo aeverus aumgomot Xoduckuna (JIX), u 23 demeit 11 noxosenus. Yemanoeaerno, umo 60avutuHcmeo demeti poouaucs 300-
posvimu. Bpoxcoennas namonoeus 3apeeucmpuposana y 19 (14,6 %) demeii I noxonenus u'y 1 (4,3 %) pebenxa Il nokonenus. Y 3 demeil

1 nokonenus pazsunacs JIX.

Karoueewie caosa: aumgoma Xooxckuna, demu, 300pogve

Health of children born to women after radiation and chemotherapy for Hodgkin's lymphoma
A.A. Danilenko, S.V. Shakhtarina, L.N. Shchelkonogova, V.V. Paviloy
Medical Radiological Research Center, Ministry of Health of Russia, Obninsk

Presents data of the health of 411 children (I generation) and 23 children (11 generation) born to 340 women received chemotherapy or ra-
diotherapy due to Hodgkin’s lymphoma. Most children were born healthy. Congenital pathology were registered in 19 (14.6 %) children
of 1 generation and 1 (4.3 %) — of 11 generation. In 3 children of I generation Hodgkin’s lymphoma was diagnosed.
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Bsepnexue

BoabmmHCTBO XEeHIINH, 60JIBHBIX TUM(OMOI X0IK-
knHa (JIX), Ko BpeMeHM yCTaHOBJIEHUST AMarHO3a HaxXo-
IISITCST B IETOPOAHOM Bo3pacTte. Cpenu mepBUYHBIX ALl -
eHToK ¢ JIX, mony4yuBLIMX JiedeHMEe B MeauuMHCKOM
panrojorndeckoM HayaHoM 1ieHTpe (MPHII), skeHImHbI
Modoxe 40 stet coctaBun 90 %, mosoxe 30 et — 75 % [1].
B cBs131 cO 3HAUNTEILHBIM YIYYIIICHHEM BELKIBAEMOCTH
nanueHToB ¢ JIX, B ToMm uucie 0e3peliuanBHON, BO3HUKA-
€T 03a00YeHHOCTh KaYECTBOM UX XKM3HU ITOCIIE JICUCHMUSI.
YauThIBasi, YTO MHOTHE SKEHIIIMHBI KO BPDEMEHU YCTaHOB-
JICHUSI IrarHo3a «IuMdoma XOMIKKMHA» ellle He UMEIOT
neTeit, coxpaHeHue GepPTIIBHOCTY U BO3MOXHOCTb UMETh
ITOTOMCTBO TIOCJIC JICUCHUSI UMEFOT IIJIST HUX CYILIECTBEHHOE
3HaYeHNE KaK COCTaBJISIIONIME KadecTBa xku3Hu. Kpome
TOTO, B&XKHO 3HATh O COCTOSTHUU 300POBbSI IETEH, POIUB-
LIMXCSl Y XKEHIIUH nocie JeueHus JIX.

CaeneHUs 0 3T0POBbE NETei, POKICHHBIX XKEHIITHA -
MU 1iocie JieueHus JIX, B aurepaType BeCbMa OrpaHUYeH-
Hbl. BOJIBIIMHCTBO OTHOCUTEJBHO PEAKMX COOOILLIEHUI
0 KOJIMIECTBE POXIACHHBIX IeTell [2—4] He commpoBoOXKIa-
IOTCSI CBEICHUSIMU O BBIOOPKE MAIIMEHTOB, a COCTOSIHUC
3I0POBbSI POIMBIINMXCS JETE OIICHMBAJIOCH TOJBKO
npu poxaeHur. Kpome Toro, mccienoBaHHbIE KOTOPTHI
3HAYUTEJbHO OTPaHNYCHBI KOJIMYECTBEHHO.

Iexpb uccreoBaHus — OLICHUTH COCTOSTHUE 3M0POBBS
JeTeii, PONMBIINXCS Y XKEHIITUH IOCJIE JTyIeBOTO, XUMUO-
U XUMUOJIyYeBoro JieueHus JIX.

Mamepuan u Memopbl
C 1eNTbI0 UCKITIOYEHUS HETIOCPEACTBEHHOT'O BIIMSHUSA
OUTOCTATUKOB HAa Pa3BUTUC IJIOAA U TCYCHUEC GCPCMGH—

HOCTH B MCCJICIOBAaHME BKJIIOUCHBI TOJBKO XKECHIIUHBI,
OepeMEHHOCTD Y KOTOPBIX HACTYIIMJIA TIOCJIE OKOHYAHUS
JiedeHus1. DTOMY KPUTEPUIO COOTBETCTBOBANIO 340 3KeH-
1MH, noayyuBmux jgedeHue JIX B MPHII, umesmiux
BIIOCJICACTBUM OEPEeMEHHOCTH, 3aBEPIIUBIINECS POTAMMU.
KeHimuHbl Bo BpeMsl JieueHUs JIX Obuid B Bo3pacTe
oT 14 no 35 net (Mennana — 20 jet). [IpoTuBoomyxoe-
BOE JIEYCHHUE OCYIIECTBISIOCh B IIPOMEXKYTKE BPEeMEHH
¢ 1970 mo 2011 . B COOTBETCTBUU C METOIAMU, IIPUME-
HSBIIMMMCS B TCUCHHUE OTPEAeICHHBIX METOIOIOTHIECKIX
9TaroB JieueHUs. PacripeneseHune XXeHIIMH B COOTBET-
cTBUU co cTtagueii JIX u mporpaMMoii JieueHus IpeacTaB-
seHo B 1a0m. 1. Pannue cramuu JIX (I, 1) nuarnocTupo-
BaHbl y 241 (70,9 %), nozauue (111, IV) —y 99 (29,1 %)
nauyeHToK. CUMIITOMBI MHTOKCHUKaLmuy Obutn y 110 (32 %)
OOJIbHBIX.

TopMoHaabHas 3a1IUTa SUYHUKOB B ITPOLIECCE XMMUO-
teparmuu (XT) He mpoBOAMIIACK.

JleyeHne manmreHTOK cocTosuio u3 aydesoit (JIT), XT
u xumuoaydesoit (XJIT) repamuu.

Tompko JIT (1970—1978 rr.) moayuwin 77 >XeHIIUH:
obOiyueHHe B cyMmapHoi odaroBoii moze (CO/) 40 Ip
JmMdaTUIecKx objlacTell BhIIe muacdparMbl M cejie-
3¢HKHU (TIpX OTCYTCTBUM CIUICHIKTOMUM; CeIe3eHKA yaa-
neHay 18 (24,3 %) naumenTok). Kpome 31010, y 15 60JIbHBIX
B COJI 20—40 Ip ob6ay4yeHbI TnM@aTUIecKre 00J1acTh HU -
Ke nuadparMel: y 9 MalmeHTOK — IapaaopTaibHas, y 5 —
ITaXO0BO-TIOAB3IOIIHbIC ¢ OTHOM (3 YeIoBeKa) UM C IBYX
(2 yerOBEKa) CTOPOH; KCTpaHOJAIbHbIE OUaru (KOCTH Ta-
3a) —y 2 yenoBek. JIT Obl1a JOomoTHEHAa BBEACHUEM BUH-
osactuHa 1o 10 mr 1 pa3s B 10—14 ngHeit B reuenne 6—24 mec
y 24 (32,4 %) nauueHTOK.
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Tadmuna 1. Pacnpedenenue scenuun 6 3agucumocmu om nposedenol mepanuu u cmaouu JIX

IIporpamma JiedeHus

7\
JIT 40 Ip £ Vb 4
XT COPP +JIT 40 Ip 19
XT ABVD + JIT 20-30 Ip =
XT BEACOPP + JIT 20—30 Ip —
XT COPP, CEP, COPP/ABY, CHOP + JIT 20—30 I'p =
XT COPP, BEACOPP -
Bcezo 23

114
36
106

155

Yucio XKeHImyuH
Crammn JIX
Hroro
1B 114 111B VZ! VB
20 5 9 3 — 77
39 10 12 21 17 224
2 5 — — 1 18
_ 1 — 2 4 7
2 2 — 1 — 8
- - - 2 4 6
63 23 21 29 26 340

Ilpumenanue. Vb — sunonacmun; COPP — yuxaogocghan, eunkpucmun, Hamyaau, npednusonon; ABVD — dokcopybuuyun, bneomuyun, guHOAacmuH,
dakapbazun; BEACOPP — 6aeomuyuH, enesud, 0okcopyouuuH, yuxkaogocpar, eunHkpucmuH, Hamyaat, npeonusonon; CEP — beaycmun, enesuo,
npeonusonon; COPP/ABV — yukaogocpan, unkpucmun, HamyaaH, npeoHu3010H, dokcopyouyut, oaeomuyut, sunosacmun; CHOP — yuinogocgan,

JoKcopyOuUUUH, BUHKPUCIUH, NPEOHU30N0H.

KomOuHMpoBaHHOE XMMUOJIyYeBOE JIeUeHUE TTOTyYU-
mm 253 manumentku. M3 Hux 224 mpoBoauiach (1978—
1998 rr) XT o cxemam COPP/CVPP (ot 1 1o 12 uukios,
MearaHa — 4 IIUKJIa) C MOCAeAYIOIINM O0IyIeHUEeM JTUM-
daTnueckux obaacteid BbIille auadparMbl U CeIe3eHKU
(crutenakromust — 4 (1,8 %) yenoseka) B CO/JI 40 Ip, no-
noJiHeHHBIM obydeHurem B COJI 20—40 Ip mapaaopraib-
Hoi1 obsactu (12 4enoBeK), MaxoBO-MOAB3IOIIHON ¢ OfI-
HO#1 cTOpoHBI (1 YenoBeK), SKCTpaHOHAIBHBIX OYaroB
(ToTasibHOE 00JTyYeHe OHOTO Jierkoro — 10 yeroBek, Koc-
Teii Taza — 1 yenoBek). JIBaguiatu eBATH KeHImmHaM X T
mpoBommiack mo cxemam ABVD, BEACOPP, COPP/ABY,
COPP, CHOP, CEP ¢ nocnemyromnmm o0IydeHIEM 09aroB
MopaxkeHWsT JTUM@aTAYECKUX 00JacTeli M OTHCIBHBIX
CMEXXHBIX TUM(DATUIESCKIX 30H BBIIIIE qruachparMbl B YMEHb-
meHHbix COJI — 20-30 Ip (1999—2011 rr.). Kpome Toro,
y 5 MalnyeHTOK 00JIydeHbI TapaaopTaibHast 00J1acTh, y 2 —
SKCTPaHOJAJIbHbIE OYaru (OAHO JIETKOE TOTaJIbHO — | ye-
JIOBEK, 00a JIETKUX TOTAJIbHO — 1 4eJI0BeK).

Ilecth XeHIIMH MOJy4Yuand Tojibko XT mo cxemam
COPP (5 yenosek), BEACOPP (1 yenoBek).

JIT npoBoauiiach Ha raMMa-TepaneBTUYECKUX YCTa-
HOBKaX B TPAAUIIMOHHOM peXuMe (hpaKIIMOHUPOBAHUS
JI03bl OOJTyYeHUS, 5 pa3 B HEJENIO, Yepe3 MPOTUBOJIEXKA-
LK€ TTOJIS.

PazoBas ouarosast 1o3a rnmpu o0JrydeHUN TuM@aTudec-
KMx obnacreit, kocteit — 1,8—2,0 Ip, mpu obayyeHun er-
koro — 1,0 Ip. CO/I B nuMdaTruecKux 00JIaCTSIX COCTaB-
nsima 20—40 Ip, B koctax — 40 Ip, B omHOM erkoMm — 18 Ip,
oboux jlerkux — 14—16 Ip.

B nepsoii pemuccun JIX Haxommiaoch 328 >KeHIINH,
12 nmenu 1o 6epeMeHHOCTH peauB JIX 1 rmoaydanu pas-
JIMYHBIC BAPUAHTHI IPOTUBOPEIIUANBHOIO JICUCHUS.

Co60p MH(pOPMAIINM O COCTOSITHUM 3I0POBbSI POJIUB-
IIMXCS TeTel TTPOBOMMIICS IIyTeM OIIpOca MaTepeil ¢ mo-
MOIIIBIO aHKET, C MCITOJIb30BAaHUEM BBIIMCOK 13 TTEPBUI-

HOM MEANILIMHCKOM TOKYMEHTAIIUM 10 MECTY XKUTEIbCTBA.
B Bompocax 6b1TH OTpaskeHbI CPOKH POIOB ITOCIE JICUCHUS
JIX, BO3pacT XeHIIMH KO BpEMEHU POAOB, POCT, Macca
Tesa, BpOXKIEeHHAs M HACIeICTBEHHAS TTaTOJIOTHS Y IETEH,
Hanuuue JIX.

Pe3ynbmambi

BonbnHCTBO XeHuH — 188 (55,4 %) yenoBek —
MMeJIU MePBYI0, Ttoce JiedeHus JIX, 6epeMeHHOCTb B ITPo-
MexyTtke oT 1 mo 3 zer; 73 (21,4 %) yenoBeka — yepe3
4-5 net, 79 (23,2 %) yenoBek — yepe3 6—17 jget. Bozpact
SKEHIIMH KO BPEMEHM IIE€PBbIX POJOB COCTaBUI OT 18 1o
38 ner (Mmenuana — 24 roga).

BbepemeHnHoCTh 3aBepIimiIack pomaMu y 338 SKeHIIIMH.
Opnu poasl obutn y 276 (81,6 %), nBoe —y 57 (16,9 %),
tpoe —y 4 (1,2 %), yerBepo — y 1 (0,3 %) KeHIIUHBL Y 5
(1,2 %) eHIUWH poaWIKCh ABOMHU. OOlLlee KOIMIeCTBO
ponoB — 406. CamocrosiTe1bHbIX pomoB 0610 380 (93,6 %),
poaopa3pelleHe OIepaTUBHBIM IIyTeM BbIIIOJIHEHO Y 26
(6,4 %) >XeHILIUH.

VY 2 xXeHIIMH O0epeMeHHOCTD IIpepBaHa: y MepBOi —
Ha 22-1i Hefiesie U3-3a MaToJIOrny Itoaa (cuHapom JdeHan—
Yokepa), y 2-i1 — Ha 11-1i Hexgene u3-3a BHYTPUYTPOOHO
rubesiu Iioaa BCIeACTBUE AaTOJIOTUM MOYETI0I0BOM Cu-
crembl (cuaapom Prune Belly).

Pomunocek 411 pereii. Tpoe ponmnuch B 2 ceMbX,
B KOTOpBIX JieueHue JIX monyuuin oba poauteias. Majib-
yuKoB O0b110 195 (47 %), neBouek — 216 (53 %). IBoe ObI-
JIM MEPTBOPOKAEHHBIMU (1 BCIeACTBUE TPABMbI MATEPHU).
B TeueHMe mepBBIX HECKOJBKUX YaCOB WJIM JHEH IOCIie
poxaeHus ymepio 5 neteit. [IppanHaAMU CMEpTH SIBUJTHCH:
OTEK TOJI0BHOIO Mo3ra (1 4eIoBeK), JJIeroYHO-CepaeIHast
HEIOCTaTOYHOCTH (2 4esoBeKka, B 1 ciydae y XKEHIIMHBI
C IpexXIeBPeMEHHBIMU POIAMM), HE CBS3aHHAsI C POIAMM
TpaBMa (1 4eroBeK), HeXKM3HECTIOCOOHOCTH T1oaa (1 Je-
JIOBEK, MUKpoledanus, Ha 8-M Mecs1e OepeMeHHOCTH).

H
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HonomeHHbiMU 0bL1M 387 (94 %) neteii.
Yucao poauBIIMXCS AETeil B 3aBUCUMOCTH OT IIPO-
rpamMMBbl JiedeHust JIX ux matepeit mpecTaBieHo B TaoI. 2.

Tadmuua 2. Yucao demeii, poousuiuxcs y HceHuuH nocae pasiutHslx
npoepamm aewerus JIX

Yucno
ITporpamma JiedeHust
JKEHIIMHbI JI€TH  JIBOMHH

JIT 40 Ip 77 95 3
XJIT: XT COPP + JIT 40 Ip 224 275 1
XJIT: XT ABVD, BEACOPP, COPP/ 31 35 1
ABV u np. + JIT 30-20 Ip

XT COPP, BEACOPP 6 6 0
Bceeo 338 411 5

Macca Tena poauBiuxcs aereir coctaBuia ot 2200
10 4600 r (Mmeamana — 3400), poct — ot 46 10 58 cm (Me-
nuaHa — 52). Macca Tena gereii-61m3HenoB — ot 1500
1o 1700 1, poct — o1 42 10 45¢Mm.

dusnueckne XxapaKTepUCTUKU ACTeil B 3aBUCUMOCTH
OT mporpamMMBbl JiedeHust JIX mx Matepeid IpeacTaBiIeHbI
B Tabm. 3.

ITpu poxxnenun y 10 neTeii BeIsIBJIeHA CIIeAyIOLIast a-
TOJIOTUSI: MUKpoLiedanus — 2 yejaoBeKa, Tuapouedaris —
1 yestoBeK, MOPOK ceprlia — 3 YeoBeKa, paciiie/inHa BEpXHei
ryosl — 1 4emoBeK, MHOXKECTBEHHBIE 9K30CTO3bI KOCTEI —
1 yenoBek, pumMo3 — 1 YeoBeK, TMIOTPOMUS MBIIIIL PY-
Ku — 1 yenoBex.

[ToMuMO maHHBIX, MOJYYEHHBIX O JETSIX IIPU POXKIC-
HUU, HAMU COOpaHBI CBEICHUSI O COCTOSTHUU UX 3T0POBbSI
B npouecce xu3Hu. Ilepron HaOMOAEHUSI COCTAaBUJI
1o 40 net (Mmeauana — 12 siet) (Tabm. 4).

B nipouiecce xu3Hu y 15 yenoBeK BbISIBJIEHbI OTHOCU-
TEJIHHO PENKO BCTPEUAIOIINECS TTATOJIOTUN; TUTIOTUPEO3 —
1 yesioBeK, AMCITIa3Us Ta300€IPEHHOIO CyCTaBa — 1 YeJIoBeK,
Me3eHXUMOoMa IjIeueBoil KocTu — 1 yelioBek, JIX — 3 ue-

JIoBeKa, TpoMOouuTonaTus — 1 yenoBek, hndpo3Hast Juc-
TJIa3MsT KOCTH — | 4eJIoBeK, CEeHCOpHasl TYTOYXOCTh — 2 ye-
JIOBEKa B OJHOM ceMbe; TsKesas KOMOMHUPOBaHHAS
WMMYHHasI HeIOCTaTOYHOCTb (3a00JieBaHNME, CLICTUICHHOE
¢ X-XpoMOCOMOIi) — 2 4eToBeKa B OTHOI ceMbe, areHe3Ms
NoYyku — 1 yeyioBek, yIBOEHNE MOYKU — 1 yeJloBeK, S3HI0-
MeTpuo3 — 1 yesloBek.

Tabmua 4. [aumenvrHocms HabaroO0eHus: 3a Oemomu, pOOUBUUMUCS
V acenuyur nocae neverus JIX

ITpomo/KNTEILHOCTD HAGMIONEHHS (JIeT) Yucno nereit
0! 411
or0mgo5 334
ot 0 10 10 225
or 0 1o 15 129
ot 0 10 20 95
ot 0 1o 30 63
ot 0 1o 40 16

'Habnodaauce npu posxicdenuu.

[Ipu peTpoCIIeKTUBHOI OLIEHKE TOyYeHHBIX TaHHBIX
K BPOXIECHHBIM 3a00JI€BaHUSIM OTHECEHBI: MUKpolieda-
s — 2, ruapouedanus — 1, Topok cepaua — 3, paciie-
JIMHA BepXHel ryobl — 1, MHOXECTBEHHbIE 3K30CTO3bI
KocTel — 1, areHe3us TIouyku — 1, yaBoeHue Mmodku — 1,
TUIOTPOGMUS MBILILL PYKU — 1, TsKenast KOMOMHUPOBAH-
Hasl UMMYHHAasI HEIOCTaTOYHOCTh — 2, MUCILIAa3HUs Ta30-
OepeHHOTOo cycTaBa — 1, CEeHCOpHas TYTOyXOCTh — 2, pu-
Mo3 — 1. C yyeToMm 2 cirydyaeB IIpepbIBaHUsI OepeMEHHOCTH
0011Iee KOJTMIECTBO BPOXKICHHBIX MATOJIOTUIA COCTABUIIO
19 (4,6 %) cnyuaeB u3 411 HabIOAEHUIA.

3apernucTpupoBaHbl CIEAYIONIME HACIEACTBEHHbBIE 3a-
0o0JIeBaHMSL: pacllie/inHa BEpXHeii I'yObl — 1 4eoBeK, 9K30-
CTO3HAsI XOHAPOANCIUIA3Us — 1 4eJIOBEeK, MHOXXECTBEHHBIC
9K30CTO3bI KOCTU — | 4enoBeK, TMIOTPOdUs MBI Py-

Ta6muua 3. Macca mena u pocm H080poONCOeHHbIX Oemeil’ 6 3a8UCUMOCMU OM PA3AUMHBIX NPOSPAMM A€HeHUs Mamepell

IIporpamMma JieyeHus: MaTepeii ITox nereit Yucno nereit

KEHCKUIA 47
JIT 40 Ip

MYKCKOM 42
XT COPP + JIT KEHCKUI 145
40Tp MYKCKOM 128
XT ABVD, BEACOPP, COPP/ABV Berae 15
u ap. + JIT 30-20 Ip MYXKCKOIA 13

KEHCKMIt 4
XT COPP, BEACOPP

MYXCKOM 2

'Kpome deoen.

Macca, kr (Meanana) Pocr, cm (Meaunana)

2,5-3,9 (3,0) 4854 (50)
2,4-4,3(3,5) 47-57 (53)
2,8-4,4(3,5) 4655 (52)
2,2-4,6 (3,6) 4858 (53)
3,0-4.2 (3,3) 4956 (52)
2,2-4,6 (3,6) 47-54 (53)
2,8-3,4(3,2) 4652 (50)
3,0; 3,1 50; 48
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K1 — 1 4enoBeK, TsKenasi KOMOMHMPOBaHHAS UMMYHHast
HEOOCTaTOUYHOCTh — 2 4YelioBeKa (MaJbUMKH) B OTHOM
CeMbe, CEHCOPHAsI TYTOYXOCTh — 2 4YeJloBeKa (IeBOYKM)
B OJIHOI ceMbe, Hac/IeACTBEHHAsi TpoMOoLMTOnaTus — 1 ue-
JIoBeK. MHOXeCTBeHHBIE 3K30CTO3bI KOCTEH I TPOMOOIIM -
TOITaTHSI OBLIA B aHAMHE3€ Y OTIIOB.

CaeneHMSI O BPOXICHHON M/WIM HACICACTBEHHOM
MaTOJIOTUM TIPUBEAEHBI B Ta0J. 5.

Kak crenyer 13 rpencraBiIeHHbBIX JaHHBIX, KCHIITUHEI,
y JIeTeii KOTOPBIX BBISIBJICHA BPOXKIEHHAS U/WJIN HACTEI-
CTBEHHas MAaTOJIOIUs, KO BPEMEHHU POIOB OBLIM B BO3-
pacte g0 35 net. [Tepuon BpeMeHn Mexy JiedueHnem JIX
U pomaMu cocTaBwiI OT 1 1o 13 net (Menuana — 5 s1et). [1po-
IrpaMMBbI JISYCHMST MaTepeit ObLIN pa3TnIHBIMMU.

B cooTBeTCTBUM ¢ aHKETHBIMU JAHHBIMM, TTOJIYYCH-
HBIMU B TIPOIIECCE KU3HM, YCTAHOBJICHO, UTO (PU3NIECKOE
COCTOSIHME, IICUXUIECKUI CTAaTyC, YaCTOTa M XapaKTep Iie-
pPEHEeCeHHBIX 3a00JICBaHUI IeTeii, He MMEBIIIMX BPOXKIEH-
HOIl 1/WIN HACIeACTBEHHOM IaTOJIOTUM, HE UMEIH Ka-
KMX-JIMOO OCOOEHHOCTEN.

BonpmmHCTBO AeTelt moceIiano 0ObIYHbIC TOIIKOIb-
Hble yupexxaeHus. IlIkoasHoe oOpa3zoBaHue TTOJTYYUIN BCe
JIETA COOTBETCTBYIOIIETO Bo3pacTa. CyIlecCTBEHHOTO OT-
cTaBaHMS B (PM3MUECKOM U IICUXUICCKOM Pa3BUTUU HE OT-
MEUEHO, NCKJIFOUCHNE COCTABJISIIOT 2 JeTeil ¢ 3aMeyieH-
HBIM pa3BUTHEM peuH (YCTOUMBas pedb C(hOPMUPOBAIACh
K 3- ¥ 5-71eTHEMY BO3pacTy COOTBETCTBEHHO).

B TeueHue BpeMeHU HAOIIOAEHUST yMEPJIO 5 YeJIOBEK:
BCJICZICTBHE ITHEBMOIIMCTHOI ITHEBMOHUM (OCIOXHEHUE
TSDKeJION KOMOMHUPOBAHHO MMMYHHOM HETOCTaTOUHO-
CTH) B BO3pacte 5 MecsueB — 1; or cemncuca (peOeHOK
¢ Mukpouedaueii) B Bo3pacrte 1,5 1eT — 1; oT muppo3sa
reyeHu B Bo3pacte 29 jieT — 1; BeaencTBre CyuaaIbHbIX
neiicTBuii B Bo3pacTe 27 et 1 31 roma — 2 yenoBeka.

Bropoe mokoneHue coctaBuiio 23 4esroBeKa, OqHa ma-
pa 13 KOTOPBIX — IBOMHS (IeBOYKa 1 MaTbuMK). [lepron
ITOJTYYCHMST CBEICHUI O COCTOSIHMU 3I0POBBSI 3TUX JIe-
Teit — ot 1 Mec no 12 netr. BpoxneHHas maTonorust —
KpUITOpXuU3M — BbisiBiieHa Y 1 (4,3 %) yenoBeka. Y 1 pe-
OcHKa pa3BUJIACh SIIICTICHS.

Tadmuna 5. Bpoocdennas u/uau nacredemeennas namonoeus y demeii u n10006

ITaToaorus (er)
Tsxenasi KOMOMHUPOBAHHASI UMMYHHast 22
HEJ0CTaTOYHOCTh 28
[TaTonorusi MOYETIOIOBO CUCTEMBI 30
Cunapom Jenau—Yokepa 26
PaciiienimHa BepxHeii ryobl 32
AreHe3ust OYKU 23
VnBoeHue oYKk 25
HacnencrseHHasi TpoMOOLUTONIATHS 23
Jlucruiasust Ta300eAPEHHOTO CycTaBa 22
BposkieHHbI MOPOK cepaia 27
BpoxneHHBII TOPOK cepaiia 22
BposkieHHbI MOPOK cepaia 23
IMonuoccanbHast hopma (hruOPO3HOIM AUCILIIAZUN KOCTH 29
MHOXeCTBEHHBIE 9K30CTO3bI KOCTH 24
®dumos 34
Tuapouedanus 24
Mukporiedanus 25
Muxkpouedanus 24
CeHcopHasi TyTOyXOCTb ;g
Tunorpodust MBI pYKI 18

Bospacrt maTepu K pogam

Cpok pojIoB nocie

1
T R () ITporpamma Jevyenus JIX

; ABVD (5) + JIT ouaros

3 BEACOPP (6)

5 COPP/ABYV (5) + JIT ovaros
7 COPP (6) + JIT-PIT + m/a

5 COPP (4) + JIT-PII

6 COPP (6) + JIT-PIT

5 COPP (1) + JIT-PII

5 COPP (1) + JIT-PIT

4 COPP (6) + JIT-PII + m/a

4 JIT-PIT + Vb

6 COPP (6) + JIT-PI1

5 COPP (5) + JIT ouaros

4 COPP (3) + IT-PIT

13 JIT-PIT + Vb

1 COPP (3) + JIT-PIT

1 COPP (3) + JIT-PIT

1 Paznuunblie BapuanTel XJIT
! JIT-PIT

10

2 COPP (1) + JIT-PIT

Ilpumenanue. ' — (n) — koauuecmeo yurxaog XT no coomeememayrowum cxemam,; PIT — paduxanshas npoepamma JIT, obnyuenue aumpamuueckux
obaacmeil eviute duagpaemol * cenesenka 6 CO/N 40 Ip; n/a — napaaopmanshas ooaacme; Vb — eurnbracmu.
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06cyxpeHue

BosmoxkHoe BinustHue JIX 1 XMuMUOJIy4eBOTO JIeUeHUST
Ha COCTOSIHME ITIOTOMCTBA MTPEACTABIISIET BAXHYIO ITPo0Jie-
MY C TeX CaMBbIX ITOp, KaK CTaJI0 BO3MOXKHBIM M3JICUCHIUE
OT 3TOro 3a00JIeBaHusI.

HecMotpst Ha To, uTO 110 Mepe yBeJn4YeHus1 06a3 naH-
HBIX MCCJIEIOBATEIC POCIO U YUCJIO OETEU, Y KOTOPBIX
OLICHMBAJIOCh COCTOSIHHE 3I0POBBSI, YMCIO COOTBETCTBY-
JOIIUX ITyOJUKAIIUI B CUJTY OTIpEIeIeHHBIX METOIOIOT -
YECKUX TPYTHOCTEH BCe eIlle OTHOCUTEIPHO HEBEJIMKO.

B omHoilt 13 nepBbix myoaukauuii, padore I.J1. baii-
COToJIOBa U COAaBT. [5], OmMMCaHO COCTOSIHUE 340POBBSI
36 mereil HEMOCPEICTBEHHO ITOC/IE POIOB Y 33 JKEHILWH,
nosyunBnx JIT B oObeMe Bo3eiicTBUS Ha TUMpaTIdec-
KH€ KOJUIEKTOPHI BBIIIIe TruacdparMbl U CEJIE3eHKY, C IO~
BeneHneM COJI oonyuenus 40 Ip. ABTOpBI IPUIIUIH K 3a-
KJTIOYCHMIO, YTO 3IOPOBbE JETE HE MME0 KaKUX-JI00
ocobeHHocTel. Takoli xke BbIBOJ, ITOCJIe10BaJl B pe3yJibTa-
Te padotel B.L. Madsen et al. [6], ncciieqoBaBIIMX COCTO-
SIHUE 300POBbsT 36 HOBOPOXKIEHHBIX ¥ 18 >KEHIWH 1mociie
JIT Ha nuMmdaTnaecKre KOUIEKTOPHI BBIIIE AracdparMbl
1 MapaaopTajabHylo 30Hy ¢ noaseaeHuem COJI 40 Ip no
nosony JIX. ITo npanusiM U.B. I1sutoBoii [7], GepemeH-
HOCTH 58 MalMeHTOK ITocJie KOMOMHUPOBAHHOM Tepanuu
JIX 3aBepmnch poxaeHueM 57 neTeil, He UMEBILIMX BPOXK-
JIEHHOI T1aToJIOTMH, U B 1 cllydae — ¢ aH9HIedaTnei.
DTOT peOEHOK OBUT MPeICTABUTEIEM eANHCTBEHHOM TBOMHM.

A.J. Swerdlow et al. [8] mpoaHaaM3upoOBaIy CBEACHUS
0 COCTOSTHUM 300pOBbsI 49 nereii, poguBIINUXCS OT 11 MyX-
yuH 1y 16 xenuumH, moaydusmux JIT u XJIT nmo nosoxy
JIX B roctiurane Mount Vernon (London) B mepuoxm ¢ 1970
mo 1991 r. YauTeiBasi, YTO OKOJIO TIOJIOBUHBI OTUX Mally-
eHToB nouyymwin XT, aBTopbl COYIN HEOOXOOAUMBIM OLie-
HUTH ITOTEHIINAILHO MyTareHHbII 3((PEKT IIUTOCTATUKOB,
HUCCIeloBaB XPOMOCOMHBIN cTaryc aeTeil. Yacrora Ka-
KUX-JIN0O OTKJIOHEHUI OT HOPMAaJIbHOTO YPOBHSI 30POBBSI
Y aHOMAJIMM XpOMOCOM JI€TE HE IIPEBHILIAIA TAKOBYIO
B OOBIYHOU MOMYJISILMM, OJHAKO U3-3a MAJIOro YMcia Je-
Tel UCCIIeIOBATEIN BO3IECPKAIKNCH OT OIIPEIEICHHBIX BbI-
BOJIOB. DTH aBTOPHI OOpATUIIM TaKKe BHUMaHUe Ha OoJiee
BBICOKYIO 10 CPAaBHEHMIO C MOMYJISILIMOHHOM YaCTOTY POXK-
JIeHUsI OJTM3HEIIOB, OTHECS 3TO K IMOBBIIIICHUIO aKTUBHO-
CTU MMUTYUTAPHOTO TOHAIOTPOIIMHA.

CBeneHus o 00JIbIIIEI YaCTOTEe MHOTOIUIOIHOM Oepe-
MeHHocTH Y 00bHbIX JIX npeactaBiieHsl P.I. [1IMakoBbIM
[2] (7 (7,3 %) u3 96 GepeMeHHOCTEIL), MPUYEM YacTOTa
poKaAeHMSs OJIM3HELOB OblIa 00PaTHO MPOITOPLIMOHATIBLHOMN
MepHOLY BPEMEHU MEXIY OKOHYAHHEM XMMHUOJIYICBOIO
neuenus JIX u 3auatuem pedenka. OueHuBas Ipyrue ac-
MEeKTHl MIPOOJIEMbI, aBTOP YCTAHOBWI, YTO (hbU3MUECKOE
pa3BUTHE JIeTell, YacTOTa BPOXKIEHHOMN U MPUOOpPETEHHOM
MaTOJIOTMM HOBOPOXIEHHBIX y MaTepeii ¢ JIX He oT/inya-
JINCH OT TAKOBBIX B OOBIYHOM TomyJisiinu. K takomy xe
BeiBoay mpumia T.J1. Komosa [9].

Yacrota poxaenust 6amsHeoB — 5 (1,2 %) Ha 408 Ge-
PEMEHHOCTEl — B HaIlleM UCCJICIOBAHUY, B OTJIMYKE OT IPY-
TMX aBTOPOB [2, 8], oKa3zaiach MIEHTUYHOI MOIYJISIIINOH-

Hoil. Takoe pa3zinuue MOXET ObITh CBSI3aHO C OOJIBIIMM
pa3MepoM MCCIIeI0OBAaHHONM HAMU TPYIIIIHI MAIIEHTOB.

Hamu onieHeHO cOCTOsSIHME 30POBbSI HAMOOJIBLIIETO
U3 OMyOJIMKOBAHHBIX K HACTOSIIIEMY BDEMEHU KOHTUHIEHTA
JieTeid, pOAMBLIMXCS Y XKeHIIWUH, TTOTyYUBILMX JiedeHue JIX.

HermocpencrBeHHOE BIUSIHUE IIUTOCTATUKOB Ha IO
XOPOIIIO M3YYEHO Ha KMBOTHBIX MOACNSIX. Y XXKMBOTHBIX
nono0Hblie noBpexaeHus JAHK BcaeacTBue Bo3neiicTBus
LUTOCTATUKOB B TOHATOTOKCUYHBIX 103aX KOPPEIMPOBATII
C TIOBBIIIICHUEM BEPOSITHOCTH Pa3BUTHSI ITATOJIOTUU Oepe-
MEHHOCTH 1 POXKIEHUS TETEHBINIC ¢ aHOMATUSIMU pa3-
Butus [10].

[ToBbIIeHHAS BOCIIPUUMYNBOCTB ILTIOA K TePATOTeH-
HBIM BO3IEUCTBUSIM B I TprMecTpe OepeMeHHOCTH SIBJISI-
eTCs, 0 eAMHOAYIITHOMY MHEHHIO MCCiefoBaTeNei, oc-
HOBaHMEM JUISI UCKITIOUeHUS] TpuMeHeHusT XT.

B Haieit pabotre BO3MOXHOCTb HEIIOCPEACTBEHHOTO
BJIMSIHUSI LUTOCTATMKOB Ha IO/ UCKJTIOYeHa, Tak Kak X T
BO BpeMs OepeMEHHOCTH He IIPOBOAMIACH HU OIHON
M3 BKITIOYCHHBIX B MCCIICIOBAHIE XKCHIIIMH.

HenocpencTBeHHBII MHTEPEC OTHOCUTEILHO BO3MOXK-
HOIO BJIUSIHUS JIeueHUsI 00abHbIX JIX XEHIIWH Ha UX T10-
TOMCTBO NIPENCTABJISAIOT BPOXIECHHbBIE U HACIEICTBEHHbIE
IMOPOKU PA3BUTHUS, BCTPEYAIOLIMECS Y ACTEN, POAUBLIUXCS
TOCJIE JICYEHUS UX MATEpEN.

Bo3moxkHOCTb (hOpMUPOBAHUS Y TIOAA BPOXKIECHHOM
TMaTOJIOTMH CBSI3aHA C TeM, YTO y OOJIBHBIX MaTepeii ¢ co-
XpaHuBIIeiics mociue jJedeHus JIX hyHKImei SHIHIKOB
pernapaloHHbIC IIPOLIECCHI B OOLIMTAX ITO3BOJISIOT KJIET-
KaM ¢ TIpHoOpeTeHHBIMI MyTallUSIMK OCTATHCS B 3KMBBIX [10].

BpoxxaeHHBIE TTOPOKM Pa3BUTHUSI — TPYIIIIA TTaTOJIOTH -
YeCKHUX COCTOSIHMM, BKITIOYAIOIIAs aHOMAJIUM OPraHOB
U CUCTEM PA3JINYHOM 3TUOJIOTMU. T€HETUYECKOM, BO3-
JIEeUCTBUSI (haKTOPOB OKpPYXKAIOIIei cpeabl U MHOTO(DaK-
TOPHOI. DTHOJIOTHSI OOJIBIITMHCTBA BPOXKICHHBIX IIOPOKOB
pPa3BUTUS — MYJIBTU(aKTOpHASI.

BposkneHHBIE TTOPOKU MPEACTABIISIOT CEPhE3HYIO ITPO-
OieMy, 3aHUMast 8 % B CTPYKTYpe HPUYMH CMEPTHOCTU
HOBOPOXIEHHBIX B TeUEHUE TTepBhIX 28 qHei xxu3Hu [11].

[TpyamHBI OKOJIO TTOJIOBUHBI BPOKICHHBIX HapyIIle-
HUI pa3BUTHUsI HEU3BECTHHI, a PUCK X ITIOBTOPEHMS Y TT0-
TOMCTBa MUHUMaJIeH. MCKIIOUMTENIPHO TeHeTHYecKast
MpUYrHA 00yCJIOBIMBAET pa3BuTre 0Koo 20 % MopokoB
passutus. [IpudansnurensHo mis 20 % aHoMannii xapak-
TEPHO COYETaHNE HEKPUTUISCKUX TCHETUUECKUX Ie(eK-
TOB 1 (paKTOPOB pHCKa OKpyxKarolieil cpenasl. Hemocpem-
CTBEHHO C BO3IECKWCTBUEM OKPYXKAIOIIEW CPeabl CBI3aHO
TOJIBKO 0K0J10 10 % anomanuii pa3sutus [12, 13].

YacroTta BpOXXKIEHHBIX TTOPOKOB, KaK IMPaBUJIO, HE IIpe-
BoimaeT 20 caydyaeB Ha 1000 3kuBopoKAeHHBIX AeTelt. Tak,
o naHHbIM K. O. JlazapeBoii [14], aTa yacToTa cpeau ae-
teit PocToBcKoi1 obmactu coctaBuia 15,3 va 1000 xxuBo-
poxneHHbIX. CyMMapHasi 4acTOTa BPOXIECHHBIX ITOPOKOB
cpeny HOBOPOXIEHHBIX U TU1040B B KpacHomapckoM Kpae
oKasaach IpUOIM3UTEILHO Takoi ke — 19,8 Ha 1000 [15].

B Hamem rccienoBaHNM YacTOTa BPOXKICHHBIX IIOPO-
KoB coctaBwia 19 Ha 411 (mipu mepecuere Ha 1000 HOBO-
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POXIEHHBIX U TUIOAOB — 45,4). CorocTaBieHNe TTOIyYeH-
HBIX HAaMM JaHHBIX C YaCTOTOI BPOXKIECHHBIX ITOPOKOB
B OOIIICi ITOITYJISIIIAM ITPOOJIEMAaTUYHO, TaK KaK YHCIIO Je-
Teil, pPONMBIINXCS Y XKEHIIWH ITociie JedeHus JIX, Hemo-
CTaTOYHO BEJIMKO IS IPOBEICHMS 3TOl olleHKU. Kpome
TOTO, PSIA TIOPOKOB Pa3BUTHUS BCTPEUAETCs JOBOJBHO Pel-
Ko. Tak, yactora cunapoma HdeHau—Yokepa cocTaBisieT
1:25 000—30 000 [16], HEpPOCEHCOPHON TYroyXoCTH —
1:100 000—200 000 [17], BposkaeHHOM pacIieTMHBI BEPX-
Helt ryon u/unu Heba — 1:1000 [17], Mukponedannu —
2:10 000 [18], ruppouedannun — 0,2—4:1000 [18],
OIHOCTOpPOHHEH areHe3uu mouku — 1:1000 [17], Tsokemnoi
KOMOMHUPOBAHHOM HMMMYHHOI HEIOCTaTOYHOCTU —
1:250 000 [19], cunmpoma Prune Belly — 1:45 000 [20].
Yame BcTpevarores: yaBoeHue moyku — 1:130 [17], Bpoxk-
IeHHBIe Topoku cepana — 1:100 [21].

HMcxonst u3 Toro, 4To Mbl paccMaTpuBaeM IpooIeMy
Ka4yeCcTBa ITOTOMCTBA XEHIIIWH, ITOTYIUBIINX JICYCHUE 10
moBoxy JIX, ompeneeHHbBII MHTEPeC TIPEICTABIISICT Yac-
TOoTa 3a0oieBaHus JIX y ux gereit.

K Hacrosiiemy BpemeHu cuuTaercs, 4yto JIX He s1Bs-
€TCS YeTKO FTeHEeTMYECKH 00YCIOBJICHHBIM 1 HACJIETyeMbIM
OITyX0JIEBBIM 3a00JieBaHuEM. BMecTe ¢ TeM reHeTudeckast
npenpacnoaoXxeHHocTh K JIX moarBepxaaeTcs Kak ciy-
JassMU «CEeMEIHOI» 3a001eBaeMOCTH, TaK U OTKPBITHEM
BCE BO3pACTAIOIIETO KOJIMYECTBA CITCHU(PUIHBIX TE€HOB.
Onucano Bo3HukHoBeHue JIX B I, II n II1 mokoneHmsx
[22], B KOTOpBIX MOBBIIIEHA TAKXKE YACTOTA APYTUX reMa-
TOJIOTMYECKMX W COJMAHBIX oryxoseit [23]. Tarutoturisl
JICMKOILIUTAPHOTO aHTUTEeHA YeJIoBeKa Y 00abHBIX JIX, mpy-
TUMM TeMaTOJIOTUICCKUMMU, COJIMIHBIMU OITYXOJISIMU MO-
TYT COBITA/IATh, TIEPeIaBaTLCS ITOTOMCTBY [24]. PrcK BO3HMK-
HoBeHud JIX y 060oux onHosLIeBbIX OJn3HeoB B 100 pa3
MPEeBHIIIACT TAKOBOM Y Pa3HOSIMIIEBBIX, YKa3bIBasi Ha TO,
YTO HAJIMYME ONMHAKOBOTO OIPEAeIeHHOIO TCHOTUTIA UMEET
ropasao Oosbliiee 3HaYeHue 1J1s1 pa3putus JIX, yuem oO1ue
YCJIOBUS BHEIIHEN cpeabl [25]. B KOropTHBIX MccienoBa-
HUSIX YCTOMYMBO OTMEYaeTcsl Hajauuue 3—7-KpaTHOTO
pucka Bo3HMKHOBeHMs JIX cpeau | mokosieHus: nereit
601pHBIX JIX, a TaKXKe cirydau APYyTrUX reMaToI0THIeCKAX
«CeMEMHBIX» onyxoJiei [26, 27]. V3yyeHne JaHHBIX ITOITY-
JISIIMOHHBIX M CEMEWHBIX PeTUCTPOB, HAUMEHEe TTOABEP-
JKEHHBIX CHUCTEMHBIM OTKJIOHEHUSIM, JacT aHAJOTUIHBIC
pe3yabraTthl [28]. TToka3aHo, 4TO pUCK BO3HUKHOBEHUS
JIX cpeau OpaTheB U cecTep, POAUBIIUXCS OT OOJIBHOIO
JIX, BbIlIE, yeM ObLT y uX poauteseid, a JIX perucrpupy-
ercs B 6ojiee paHHeM Bo3pacte [29]. Kpome Toro, y Hux
Yailie BBISBIISIIOTCS Ipyrue TMM(bOMBbI, 0COOEHHO KPYITHO-
KJeTouHast nudy3Has muMgoMa, a TakKe COTMAHBIE OITy-
XOJIM, ayTOMMMYHHBIC 3200J1¢BaHUsI (pacCesTHHBIN CKIIe-
po3 u nip.) [30, 31]. B xauecTBe BO3MOXKXHOI TeHETUYECKOI
noaoIieKu Bo3HuKHOoBeHus JIX paccmarpuBaeTcst paiioH

I€HOB KOMILIEKCAa THCTOCOBMECTUMOCTH B 6-i1 XpOMOCOME
U LIEJIbIA psifi TEHOB, KOAUPYIOLIMX Pa3IMUYHbIe LIUTOKUHBI.
Kpome Toro, B omHOM 13 MCCIEIOBaHUI, TIPOBEACHHOM
Yy WIeHOB 44 ceMeii ¢ OBBIIIICHHBIM PUCKOM BO3HUKHO-
BeHus JIX, mokazaHa cBs3b JIX ¢ pelieCCUBHBIM Haclie0-
BaHUEM C ydacTueM XpoMocoM 2, 4p, 4q, 7, 11 u 17 [32].

B nameMm ucciaenoBanum JIX pa3Bmiach y 3 4es1oBeK
I moxonenus B Bo3pacte 21, 23, 25 net, poIUBIIUXCS OT
MaTtepeii, MoJyYuBIIMX XMMUOJIydeBoe JieueHue JIX.

Kpome Toro, mbl pacriojlaraeM COOCTBEHHBIMU J1aH-
HBIMU O ClIydasix «ceMeitHoi» JIX, moiayd4eHHbIMU B Te4Ye-
Hue nepuona ¢ 1970 mo 2011 . cpenmn 4000 rIepBUIHBIX
6ombHBIX JIX. CBeleHNsT 0 KOJTWYECTBE CeMeli, B KOTOPBIX
JIX nuarHoctupoBaHa Oosiee uem y 1 ujieHa ceMbU, CTerle-
HU VX POICTBA MPEICTABICHBI B TA0I. 6.

OOpamaeT Ha cebs BHUMaHMUE HAaXOIsI1Iasics TTo Ha-
1M HabmoneHueM 1 cembsi, B KoTopoii JIX 6osesna mathb,
ee CBbIH, 10Yb chiHa. CIIemyeT OTMETUTh, YTO 3a00JICBaHIE
JIX peteit BeIsIBJIeHO A0 JieueHus JIX poauTesneit.

Tao6muua 6. «Cemeiinas» JIX

" KoimuecTso
Kareropuu cemeit CreneHb poacTBa "
cemeit
Orel; — CbIH 2
Orelr — 104b 2
PasButue y pedernka JIX Babymika — BHy1Ka 1
Ao nevenns JIX poqurenst o 4
Martpb — 109b 6
Marb — CbIH — JI0Yb ChIHA 2
PazButue y pedenka JIX
yp Marb — 104b 3
TIoCJIe JICYSHWSI POIUTEITST
PazButue JIX y pedbenka, bparbs, 2 uenoBeka 1
POIUTEIN KOTOPOTO
He 6onenn JIX Bpatbst 1 cecTpbl, 6 4eT0BeK 3
Bceeo cemeli 24

3akniouenue

Takum o6pa3om, K HACTOSIILIEMY BPEMEHU MOXKET ObITh
CIEeJaHO 3aKJII0YEHME, YTO Y XKEHIIWH, MOJIYyYMBIINUX Jie-
yeHue JIX, 3m10poBbIMU pOKIAETCS OONBIIMHCTBO AETEH.
Bwmecte ¢ Tem TpebyeTcsl gajbHeiillee HaKOIUIEeHUEe JaH-
HBIX O COCTOSTHUU 3MO0POBBSI IETEH C YyYETOM Pa3TIMIHBIX
BapUaHTOB JieueHUs X MaTepeit — cxeM X1, o00beMOB 00-
JIydeHUs. YIUTHIBasI TUTEPaTypHbIE M COOCTBEHHBIC TaH-
HBIE, CJIeAyeT NMPUHUMATh BO BHUMaHME MOBBIIICHHBIN
puck pa3BuTus JIX y neteit, pomuBIIMXCS KaK J0 YCTAHOB-
sneHus auardosa JIX y oqHOro u3 poguresieit, Tak v mocje
neyeHust JIX.
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