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JIOHAIMI BO3MOXKHO JIMIIbL IPU "TIOAJEPIKUBAOLICH Teparnuu'.
JIOHOPCTBO HE TOJILKO CHIOCOOCTBYET CIIACEHHIO JKU3HEW 1MoCTpa-
JIaBIINX, HO, BBI3bIBAsT BPEMEHHYIO THUIIOKCHIO, TIOBBIIIACT aJiarl-
TaIOHHbIE BO3MOXXHOCTH CaAMHX JIOHOPOB, MIPUOOPETAIOIUX OT-
HOCHUTEJIbHYIO TOJIEPAHTHOCTh K PA3IMYHOTO POJa KPOBOIIOTEPSIM
IIPU TIOTyYEHUU TPaBM, HAaIpHMeEp, BCIEACTBHE aBTOMOOMIBHBIX
aBapuii. Cutyanus, Habmonaemas B Mupe 1 B Poccun, moOysxaaer
MOCTOSIHHO HANOMMHATh 00 aKTyaJbHOCTH Pa3BUTHS JIOHOPCKOTO
JIBIDKEHHSI, KOTOPOMY TOKa HET ajbTepHaTuBbl. K aTiM Meponpu-
SITUSIM CJIGIyeT OTHECTH: a) CO3aHue OOJIBIINX 3arnacoB (OaHKOB)
KPOBHU U €€ KOMIIOHEHTOB, B TOM 4YHCJIE ayTOKPOBH; 0) OATOTOBKY

MOOWJIBHBIX OTPSIOB CHEIMAIHCTOB-TEMOTPAHC(Y3HOIOTOB, pa-
GoTarolMX B TECHOM KOHTakTe co ciayxbamu cracenust (MUYC);
B) MOCTOSIHHYIO 3a00Ty 00 yBEIHYEeHNH pe3epBa MOTCHIHAIBHBIX
JIOHOPOB (HE MMEIOMINX BO3PACTHBIX OTPaHHYCHHUI), OCOOCHHO
cpenu MOJIONEKH; T) 00ydeHHe (CO IIKOJIbHOW CKaMbH) HACEICHHS
CTpaHBI OKA3aHHIO JTOBPavYeOHOI MOMOIIHN U CaMOIIOMOIIH, B TIep-
BYIO odepe/ib [0 OCTAaHOBKE KPOBOTEUCHHIT; 1) IPOJOIDKEHUE IT0-
UCKa BBICOKO3()(EKTUBHBIX KPOBE3aMEHUTENEH, "MCKYCCTBEHHOM
KpoBH'", 00J1a/IafOIINX CITIOCOOHOCTBIO K Tra3000Meny. "TI060YHBIM
sppexToM” peKOMEHTyeMBbIX MEpPOIIPUITHII MOTYT OKa3aThCs 00-
I1e€ 03/I0POBJICHNE HALIMHI U €€ T'yMaHHU3aIlsL.
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Beeoenue. CuHIPOMBI XPOMOCOMHOW  HECTaOWIIBHOCTH
(CXH) — sto rpynma peakux 3a00JeBaHUil C ayTOCOMHO-pE-
LIECCHBHBIM THUIIOM HAacJeJI0BaHUs, OOLIeld XapaKTepHUCTUKON
KOTOPBIX SIBISIETCS ()CHOMEH MOBBIIICHHOH JIOMKOCTH XPOMO-
COM, KOMOWHHMPOBAHHBI MMMYHOIC(HIUT, MOBBIIICHHAS YyB-
CTBUTEJIBHOCTh K HMOHU3UPYIOLIEMY OOJIYyYeHHIO, a TaKKe I10-
BBIIICHBI PUCK Pa3BUTHS OHKoJormueckoil maronorun. CXH
BKJIFOUAIOT aTakcuio-Teneanrmdkrasmto (AT, cuaapom Jlyu-bap),
cunapom Huiimeren (NBS, Nijmegen breakage syndrome), cun-
npom biayma, anemuto PaHKOHH, MUTMEHTHYIO KCEpOIepMy U p.

Mamepuanwst u memoowt. lnarnoctuxka NBS u AT 6a3uposa-
J1ach Ha criequUyYecKnx (PEeHOTUIMHYECKUX MPU3HAKAX, Pe3yllb-
TaTax KIMHUYECKUX, TeHETUYECKUX U JTa0OpaTOPHBIX HCCIE0-
Bauuii. Jluarno3 HexomxkkuHckor tuMpomsr (HXJT) ycranosneH
Ha COBOKYITHOCTH KIIMHUYECKOH CUMITOMATHKH, THCTOMOP(OII0-
TMYECKOr0 1 IMMYHO(EHOTHITNUECKOTO NCCIEA0BAHMMN OITyXO0ie-
BOTO cybcTpara.

Pesynomamut u oocyycoenue. B reuenue 1992-2011 rr. B o1-
JIeTIEHUU TeMaToJIOTMH ¥ MHTEHCUBHON XMMHOTEPANU 3anaJHoy-
KPaUHCKOTO CIIEIUATM3UPOBAHHOTO IETCKOTO MEITUIIUHCKOTO IIeH-
Tpa nedenue no nosoxy HXJI nomyqanu 88 nereid, y 7 (6,2%) u3
kxotopbix nuarHoctupoBanbl CXH, nx Hux y 6 - NBS,y 1 -AT. V 4
OonmbHBIX CXH BBISIBIIIH OJJHOBPEMEHHO ¢ MaHU(ECTaIHeH M-
donponupeparuBHoro npouecca, y 3 aereii pazsurue HXJI orme-
4YeHo Ha (oHe yke ycTaHorieHHoro auarno3a CXH. Bospacthas
MeHaHa JJIsl ATOU Tpynmsl aereit — 9 ner 4 mec. (4 roma 4 mec —
12 ner 2 mec). Myranus 675del5 rena NBS! BblsiBIeHa y BCEX
nanuentoB ¢ NBS. Knnnnueckue nposiieHns ObLIM XapaKTePHBI
it 6onmbHBIX ¢ NBS: kpannodannansHele U3MEHEHUs (MUKPO-
uedanus, "nTuube" JMI0), OTCTaBaHHE B (PU3MYECKOM Pa3BUTHH,
M3MEHEHHUs Ha Koxke (TUIo- U runeprnurmenTanus). OOHapyKeHsbI
JIPYTUe TUTIMYECKHE aHOMAJIMU: CHHIAKTIIIHS M KITMHONAKTHIIHS Y

2 GOJbHBIX, TUTIOIIA3Ms MOYKH Y 1 peOeHKa. XapakTepHbIMHU MPO-
seiieHusiME AT OBUTH TIporpeccupyromnias nepedpaibHas aTakcus,
TEeNeaHrMIKTA3MH, MSITHA TUIO- U TUepnurMenTaiuy. Ha ocHo-
BaHUM T'MCTOJIOTMYECKOT0 HCCIIEI0BAHNS OMOIICHITHOTO MaTepraia
mumMpobnacTHas tumdoma TuarHocTupoBana y 1 pebenka, aug-
¢y3nas B-kpynHokietouHas tumdoma — y 5, numdoma u3 Kpyr-
HBIX U MEJKUX KJIETOK —y 1 GonbHOro. B OonpmmHCTBE ciayuaeB
MIepBHYHAS JIOKAIN3aLHsI IMeJla HONaJ bHBIH Xapakrep: nepudepu-
yeckue umdarnyeckue ysisl (JIV) u cenezenka—y 7 (100%), ab-
nomuHaneHble JIY —y 5 (71,4%), JIY cpenocrenns —y 5 (71,4%).
Cpeny dKCTpaHONANBHBIX OYaroB JAUATHOCTHPOBAHO MOpPaKEHHE
neyenu — y 6 (85,7%), nerounoii Tkanu u 1ieBpsl —y 4 (57,1%),
nouek y 1 (14,3%) pedeHka. ATHITHYECKUE KIIETKH B KOCTHOM MO3-
re (L1/L2 numdoodnacter no FAB-knaccudukaunm) BeISBICHBI Y
6onbHOrO ¢ MuMpotmacTHol mumMdomoit. Jleuenne HXJI nposo-
T coracHo nporokosiam BFM-rpynmer (NHL-BFM-95, HXJI-
JATTIIY-2000). o nagana XT 2 neteit ymepiu u 2 1eTeit — Ha Ha-
YaJbHbBIX ITarax XUMHUOTEPAINH BCIEACTBUE PACTIPOCTPAHEHHOTO
OITyXOJICBOTO Tpolecca U MH(EKIIMOHHBIX OCIOKHEHHUH, 1 pede-
HOK — B pe3yiibTare mporpeccupoBanus TuM¢pomsl. [IporpammHast
Tepanusi MPOBeeHA B TIOTHOM 00beMe Y 2 IeTeil, KOTopbIe MpeObl-
BAIOT B IPOJOJDKUTENBHON pemuccuu (12 u 8 ner).

3axnouenue. Knuamueckoe teuenne HXJI y mereir ¢ CXH
yCyryOnseTcss Halu4ueM COMYTCTBYIOUIMX WH()EKIIMOHHBIX OC-
JO)KHEHHH Ha (OHE KOMOMHHUPOBAHHOTO UMMYHOAE(HUIIUTA, YTO
TpeOyeT MHTEHCHUBHOW aHTHOAKTEPUAJbHOW M aHTHMHUKOTHYE-
CKOIf 3aIlIUTHI, & TAKIKE KOPPEKIMH KMMYHOJIOTHYECKOTO CTaTy-
ca. Hurtocrarnueckoe neuenne HXJI y nereit ¢ CXH Bo3moxHO
7 3Q(}HEeKTHBHO ¢ y4eTOM WMHIMBHAYAIH3ALHH PEKUMOB IPOTO-
KOJIbHO# Teparnuy U KOPPEKIUH /103 B CTOPOHY MX YMEHbBIICHUS,
NPUHUMAs BO BHHMaHHE MyTareHHOC M MMMYHOCYIIPECCHBHOE
JEWCTBHE XMMHUOIIPETIapaToB.
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KommyHanbHoe yupexpaeHue JIbBOBCKOro 0651acTHOro coBeTa 3anafHoyKpanHCKUIA CreLyanu3npoBaHHbIN 4eTCKUA MeULUHCKNIA LEHTp;
'Y UHcTTyT natonoruv Kposu 1 TpaHcdysnoHHon MmeguunHbl HAMH YkpauHbl, JlbBoB

Bgeoenue. Hexomxxunckue numdomsl y nereit (HXJI) — re-
TEepOreHHas IpyIina Heolsa3uii, BOSHUKAOUIUX BCIIEICTBHUE 3J10-
KaueCTBEHHOW KIIOHANBHOW TpaHchopmanuu B- wimm T-kietok
Ha pasHbIX dTanax guddepennuanuu. Bapuantst HXJT ominua-
I0TCS. MOP(HOJTOTHUECKH U UMMYHOJIOTHIECKH, UTO M OIIPE/IeIIsieT
pa3zHooOpa3ue UX KIMHUYECKUX POSBICHUH, YyBCTBUTEILHOCTh
K LUTOCTATUYECKON TEpaIiH, TIPOTHO3.

Mamepuanst u memoost. B ananuz BkioueH 81 peGeHOK
¢ Brepsble AuarHoctupoBaHHbiMU HXJI — nmumdoma bepkurra
(JIB) — 38 (46,9%) nereit, numpoodnactaas numdoma (JIBJT) — 24
(29,6%), muddysnas B-kpynHokierounas tumdoma (B-KKJT) -9
(11,1%) n 10 (12,4%) — anannacruueckas T(0)-kpymHOKIIeTOUHAS
mumdoma (AKKJIT). duarnoctuka HXJI ocHOBaHa Ha pe3yinb-
Tarax KIMHUYECKOTO0 O00CIEOBAaHHS, THCTOMOP(OIOTHIECKOTO
U UMMYHO(ESHOTHITHMYECKOTO HCCIEIOBAaHUI OIMyXOJEBOro CyO-
crpara. Jleuenne HXJI npoBoauin cortacHo nporokosnam BFM-
rpynmsl (NHL-BFM-95, HXJI-ATJIJIY-2000).
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Pezynomamot u oocysycoenue. TepalleBTUUECKYIO TaKTUKY,
00beM U UHTeHCUBHOCTH nonuxuMuotepanuu (ITIXT) onpenens-
7M1 B 3aBHCHMOCTH OT BaPHAHTA W CTAIWHU JTUM(OMBI, OTBETA Ha
LUTOCTAaTUUECKOE JIeueHUe. BbIIeIeHO TP OCHOBHBIE TepaleB-
tudeckue rpymmnsl: Tepanus JIBJI, 3penbsix B-knerounsix HXJT
(JIB, nuddysnoii B-KKJT) u AKKIJIL. ITpu JIBJI TepaneBruyeckas
TaKTHKa 0a31poBajach Ha NPUHLUIAX JICYEHUs AETed C OCTPbI-
MU TUMGOOIACTHRIMY Jieliko3aMU. TepaneBTHUECKUN MOAX0J K
6onbHBIM co 3pesbivu B-HXJT (JIB, muddysnoit B-KKJI), a Tak-
e AKKJI cormacno npotokosiam BFM-rpynmsl oTinuyancs ot
ne4yeOHoU TakTHKU Yy AeTelt ¢ JIBJI u 3akmtodancs B IpUMEHEHUH
KOMOWHAITMHI BBICOKOZ030BbIX ITHTOCTATHYECKUX IIPETIapaToB KO-
POTKUMHU KypcaMu (4—7 1Heit), KOTopble NEPHOJHYECKU IOBTOPSI-
muck. Matencusnas IIXT y nereit ¢ HXJI conpoBoxknanace Ts-
JKEITBIMH OCIOKHEHNSAMU. B mepnon nutopexykTHBHON mpedass
y 11 nereil ormMedeHbl MeTa0ONMYECKUE PACCTPOICTBA KaK ClIe]-
CTBME CHHJPOMa OCTPOrO JIM3UCA OIyXOJEBOH MaccChl: OocTpasd



