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[peacTaBneHo aHania KniHiko-nabopatopHux NposiBiB, 0CO6NMBOCTE KPOBOTBOPEHHS Y 26 fiTel i3 cuHgpomom [fayHa (CL). BcraHosneHo, wo Aitam
i3 C[] npuTamaHHi pi3HOMaHITHI BPOKEHI Baau Po3BMTKY. 30KpemMa AyxKe 4acTo TpannsiTbCs BPOMKeHi Bagn cepus — y 69,2%, 3 nepeBaaHHsM MOBHOI
aTPiOBEHTPUMKYNAPHOI KOMYHiKaLii Ta fedeKTy MKLINYHOYKOBOI NepeTUHKN. 3'ACOBaHO, LLO Cepej remMatonoriyHux posnais npu Tpucomii 21-i xpomocomu
30,8% npunagae Ha 3anisoAedIiLMTHY aHeMmito; TPAH3UTOPHUIA aHopManbHuii Mienonoesd (TAM) 3ycTpivaeTses y 19,2% xBopux, iMyHHa TPOMOOLMTONEHIYHA
nypnypa —Y 15,4% oci6. Y TpboX i3 n'atu gitert i3 TAM 3apeecTpoBaHO K/OHasbHi 3aXBOPIOBAHHSA: MiENOANCNNACTUYHNIA CUHAPOM, i4ioNaTUYHIUIA MieNoiopo3
Ta radrnioHeipo6nactomy. Lle aae nigcrasn Beaxaru, o TAM € OKPEMOK HO30M0MHHO OAMHULEHD, NepexigHnM MienonponichepaTBHUM po3nasnoMm, sKui
perpecye CamoCTiHO Y ABOX i3 NM'ATI XBOpMX 6€3CAigHO, X04a Moxe 6yTi NepeaBiCHUKOM iHLLNX Cepio3HNX 3axBOptoBaHb. [itam 3 CL nputamaHHi 3105KiCHi
3aXBOPIOBAHHS KPOBI: rocTpy MienoigHy nemkemito (TMJ1) BepudpikosaHo y 15,4% nauieHTis, roctpy niMo6nactHy nemkemio — y 7,7% piteir. MyxnuHu
HEremMaTonoriYyHoro MOXOKEHHS Ta HEroMKKIHCbKI niMcpomn y fiTel i3 Tpucomieto 21-i xpomocomu 3ycTpivarTbes He 4acto (3,8%). BcranoeneHo,
wo ana aiten i3 CL, xsopux Ha TMJ1, npoTokonbHa XimioTepanis € BMCOKOEEKTUBHUM METOAOM JiKyBaHHS. Y XBOPUX Ha remo6macto3n B-miHiitHOro
NOXODKEHHSA NPK NPOBeAEHHI XiMioTepanii i3 3aCTOCYBaHHAM METOTPEKCATy He3anexHo Bif fo3u (0,5 /M2 un 2 r/m2) 3ycTpidatoTbCs BaXKKi TOKCUYHI ypaXKeHHs
LUKIpK, CTIM30BNX 0BOMOHOK, BiCLiepanbHUX OpraHis. [10Ka3HNK 3aranbHOro KyMynsATUBHOIO BVXKIBAHHS (PU3uK cmepTi) y AiTei i3 CLl ctaHoBuTb 0,68.
KntoyoBi cnosa: aitw, cuHapom [layHa, TPaH3UTOPHUA aHOPManbHWA MiENonoes, aHemis, roctpa nimdgobnactHa nemkemis, roctpa MienoigHa nemkemis,
BPO/KEHI Baau PO3BUTKY.
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The researchers analysed clinical symptoms, laboratory data and special features of haematopoiesis in 26 children with Down syndrome (DS). High incidence
of congenital malformations are common for DS, thus 69.2% of them had congenital heart diseases, with predominance of common atrioventricular canal and
ventricular septal defect. In the group of children with 21-Trisomy several haematological disorders were found, such as: iron deficiency anaemia (30.8%),
transient abnormal myelopoiesis (19.2%), and immune thrombocytopenic purpura (15.4%). In 3 out of 5 children with transient abnormal myelopoiesis, the
clonal diseases were revealed: myelodisplastic syndrome, idiopatic myelofibrosis and ganglioneuroblastoma. It can be suggested that transient abnormal
myelopoiesis is a stand-alone nosologic unit, transient myeloproliferative disorder, which regresses spontaneously in 2 out of 5 patients, but can proceed to
the severe clonal diseases. Children with DS are predisposing to the malignant haematopoietic diseases: an acute myeloid leukaemia is recognized in 15.4%
and an acute lymphoblastic leukaemia in 7.7% of cases. Non-Hodgkin Lymphoma and solid tumours are rare among children with 21-Trisomy (3.8%). It was
found that for children with DS complicated with acute myeloid leukaemia, the program chemotherapy is highly effective. In the case of B-cell lymphoprolifer-
ative diseases the treatment with methotrexate, even in low or moderate doses (0,59/m2 or 2g/m2), causes severe toxic damage of skin, mucosa or visceral
organs. The general survival of children with DS is 0.68.
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lpefcTaBneH aHanu3 KNWHUKO-NabopaTopHbIX NPOABNEHNIA, 0CO6EHHOCTEN KPOBETBOPEHMS Y 26 AeTeil ¢ cuiapomom [ayna (CLl). YetaHoBREHO, 4T0 feTam
¢ G npucywy pasnuyHble BPOXAEHHbIE MOPOKW Pa3BUTWS C BbICOKON 4acTOTON BPOXAEHHbIX MOPOKOB cepaua — 69,2%, ¢ npeobnagaHnem nonHow
aTPUOBEHTPUKYNAPHON KoMMyHUKauuu (MABK) 1 aedekta Mexokenyfo4KoBON Neperopofku. BbIICHEHO, YTO CPeAn remMaTonorn4ecknx paccTpoincTs npu
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Tpucommmn 21-ii xpomocombl 30,8% COCTABNAET Xene3ofeuUUTHAA aHEMUS; TPAH3UTOPHBIA aHopManbHbIi Muenonoas (TAM) sctpevaetca y 19,2%
60/bHbIX, UMMYHHas TpombouuToneHnyeckas nypnypa — B 15,4% cny4aes. Y Tpex u3 natu geten ¢ TAM 3aperncTpupoBaHbl KIOHaNbHbIE 3a60/1eBaHNA:
MUeNoaNcnNacTM4eCcKui CUHAPOM, UAUONATUYECKMIA MUeNonOPO3 1 raHrnoHenpo6nacTomMa. 310 aeT 0CHOBaHWUA cHMTaTh, Y10 TAM ABNsETCA OTAENbHON
HO300rM4ECKON efnHULER, NePeXoaHbIM MIUenonponuepaTBHbIM PaccTpOCTBOM, KOTOPOE PErpeccupyeT CaMOCTOATENbHO Y ABYX W3 NATU GONbHbIX
6eccnefiHo, XoTa U MOXeT 6biTb NPeABECTHUKOM APYriX CepbesHbix 3abonesaHuii. Jetam ¢ CL npucywiy 3n0Ka4yecTBeHHbIe 3a60MeBaHMs KPOBU: 0CTpas
muenouaHas neitkemus (OMJ1) sepudpnumposana y 15,4% naumeHToB, 0CTPbIi NUMEO6BNACTHBIN Neinko3s — Y 7,7% AeTeir. Onyxonu Herematonornyeckoro
NPOUCXOXKAEHNA N HEXOMKKNHCKAA NuMAoMa Yy ieTeit ¢ Tpucomuent 21-in XpoMOCOMbI BCTPE4atoTes ¢ He60MbLUOI YacToTor (3,8%). YcTaHoBNEHO, YTO Ans
petent ¢ CL, 60nbHbIXx OMJT, NpOTOKONbHAA XUMUOTEPANUS ABNAETCH BUCOKOIPDEKTUBHLIM METOLOM JiedeHus. Y 60MbHbIX remobnacto3amu B-nuHeitHoro
NPONCXOXKAEHUA MPU MPOBEAEHWUN XUMUOTEpPanuu C NpUMeHeHneMm MeToTpekcata Hesasucumo 0T o3bl (0,5 /M2 unu 2 r/mM2) BCTPEYaroTes TAXesNble
TOKCMYECKME MOPaXKEHUS KOXM, CIN3UCTbIX 060/104€eK, BICLEParbHbIX OpraHoB. Mokasatenb 06LLEro KyMyNnsaTUBHOTO BbDKUBAHWSA (PUCK CMepTU) y feTell ¢

G cocTasun 0,68.

Kntoyesble cnosa: fetn, cuHapom [layHa, TPAH3UTOPHbIA aHOPMasbHbIA MWENon0a3, aHeMus, OCTPbIA NUMGO6MACTHLIA NeiKo3, OCTPbIA MUENOUAHbIA

NenKos, BPOXAEHHbIE NOPOKKN Pa3BUTUA
Beryn

CI/IH[[pOM [layna (CJ/l) — martomoriuynmit
CTaH, SIKUH BUHUKAE B pe3yJbrari ade-
pamii 21-1 mapu xpomocoM, kKapiotum 47, XX,
+21. Ile Haii6igbII MOMIMPEHa XPOMOCOMHA
aHoOMaJisd, M0 3yCTPIYAETHCSA 13 CepelHbOI0
gactoroto npubiusuo Big 1:600 xo 1:1000 cepern
JKUBUX HOBOHAPOJKEHUX JiTeN, He3aJeKHO Bif
COIliaJIbHO-€KOHOMIYHOI, KYyJbTYPHOI Ta €THIYHO]
npuHaiexknocti [1,3,25,29]. Ha po3Butok maHoi
naToJiorii 6e31mocepesiHbo BIIMBAE BiK JKIHKH,
dKa BUHOIIYE AUTUHY. baratbma pociaigHukaMu
JIOBEJIEHO, 10 YUM CTapiia MaTh, THM OijIbIina
WMOBIPHICTh HApOJ)KEHHS XBOPOi JUTUHU
[10,15,25,64]. YacToTa BUHUKHEHHS TATOJIOTIT He
3aJIESKUTh BiJl CTATi, 3yCTPIYAEThCA y CIIBBIIHO-
merni 1:1 [1,25,29]. Ilamientn 3 CJ/[ maioTb
YyyCJeHH] KJIHIYHI O3HaKH, $Ki BKJIIOYAlOTb
pPO3YyMOBY BijicTaJicTh, M'SI30BY TillOTOHIO,
XapakTepHuil (heHOTHTI, BPO/JKEH] BaJll — cepiie-
BO-CYIMHHOI CHCTEMU, IIJIYHKOBO-KUITKOBOTO
TPaKTy, CEUOBUBIJIHMUX MIJISAXiB, KICTKOBO-CYTJIO-
60BO1 cucremu Tomo [4,13,29,37, 40, 44, 49,
50,68].Y xBopux 3 C/I BUSBAAIOTHCS PI3HOMAHIT-
Hi po3aaan onopHo-pyxoBoro amapaty (OPA) —
QHOMaJTii KOJIIHHUX, KYJIbIIOBUX Ta IHITNUX CYTJIO-
6iB, sIKi TPU3BOAATH A0 iHBamiam3arii [44, 49,
50,55,68]. Cepen 1ux maii€eHTiB ZOCUTD MONITHPE-
Ha 1esmakis [14,24,26,41,57,65]. Y niteit 3 C/]
y 10 pasiB uactitie, HixK B 0ci6 6€3 XPOMOCOMHUX
HOPYIIEHb, 3yCTpivaeThess xBopoba lipuinpynra
[29]. IM mpuTamanmi He JHMIIe HCHXOEMOIiiHi,
iHTeJIeKTyaJbHi po3Jaju, ajne U emniyernciga [29],
eHIOKPUHOJIOTIuHI [36,67] Ta iMyHOJIOTIUHI PO3-
nazan [5,63]. Takox MOKYTh OyTH TaKi MOpyIeH-
Hd, K BTpara cayxy [30] i 3opy, 30kpema Bpo-
JKeHa Katapakrta [51].

Y 6ausbko 6,2% oci6 3 CJl miarHOCTYIOThCS
Pi3HOMaHITHI remaTosioriuni nopymenHs [29, 17,
16,17]. 3a maHuMu psiLy AOCIHIKEHD, Y OJU3bKO
66,0% HOBOHAPOKEHUX 3 II€I0 TEHETHYHOIO
aHOMAJIi€EI0 'y TeMorpaMi CcIocTepiraeTbcsd
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TPOMOOIMTOTIECHIST Ta Y TPETUHMY JiTell Bij3Haya-
etbca mominuremis [70]. HayxkoBili cTtBepmxy-
I0Th, 1[0 TPOMOOIIMTO3, aHEMis YU HEUTPOIIEHis
€ BUKJIIOYHO BTOPUHHUMU 11[0/10 CYIIYTHIX I1poIe-
ciB, Hezanexuux Big C/l [19,36,43].
«TpanautopHa JeitkeMid HOBOHAPOJKEHUX»
(TJIH), abo <«TpaH3UTOPHHI aHOPMaIbHUI
mienonoes» (TAM), € oxrieo 3 hopm JelikeMii,
SKa PIJIKO 3yCTPIYAETHCS Yy 3/I0POBUX JIIOJIEH, ajie
peectpyeotbest y Oamsbko 10,0-20,0% Bcix
HoBoHapokerux i3 CJ/I. Taxi mepexigHi mMieno-
nposridhepaTuBHi PO3IaAHM, K IPABUIIO, € 100POSsI-
KICHUMW 1 3HUKAIOTh CaMOCTIHiHO BIIPOIOBIK
JIEKITbKOX MICSIIIB, X04a MOXYTh MPU3BECTH 10
iHmux cepiiodHux 3axsopioBanb [16,19,21,35].
CyuacHi MOJIEKYJISIDHO-TEHETUYHI JTOCIIiJPKEHHS
3acBiumiau, 1Mo HoBoHapojKeHi 3 TAM maioTh
MyTaiii ¢dakTopa TPAaHCKPUIIIil, SKUH jae
MOKJIMBICTh BepU(dIKyBaTH CIIPABKHIO YaCTOTY
TAM npu CJI [16,27,35]. Takuii ctan MoKe
CITOCTEPIraTUCs T Yac BHYTPIIIHbOYTPOOHOTO
nepeOyBaHHsI Ta TPOSIBISIETHCS TMEPEBAKHO
BOJISHKOIO TIJI0/Ia T aHeMi€lo, xoua (iKCyeEThCs
MepPeBAKHO IiCJsT HApPOKEHHs. Y IMPOBIIHUX
kiinikax peectpyerbes 10,0% cmeprteil 10/1iB
i3 C/l y noni matepi, MpUITyCKA€THCS, MO TTPUIH-
HOIO cMepTi y Hux Moxe 6yTu Takosk TAM. Tomy
aBTOPU BBAXXKAlOTb, 1[0 CIPaBXHS IpUYUHA
saxBopioBaHocTi Ha TAM Hesigoma [19]. Y 6isb-
mocti xgiteir TAM giarHoctyetbhcs micus
HAPOJIKEHHS JINIIIE 32 HASBHICTIO IIUPKYJIIOI0YNX
6aactis (Ba) y kposi. ¥ remorpami Takux oci6
piBenb remorsiobiny (I'6) Ta KibKicTh HEWTPO(hi-
JIiB 3a3BMYall HOPMaJIbHI, ajie YUCI0 TPOMOOIH-
tie (Tp) kosuBaeTbes Bijg TpoMOOIUTONEHI]
0 TPOMOOIMTO3Y, BUSIBJISIOTHCS SAPOBMICHI
eputponuTH, Tp i riraHTChKi hparMeHTH Meraka-
pionuTiB, 0COOJIMBO XapaKTEPHOI € HAsBHICTDH
6a30(iIbHUX HE3PIANX OJaCTHUX KIITHHU. BoHn
3a3BUUail BIiJIPI3HSIOTHCS Bifl MOJIOANX KJIiTHH,
SIKi 4acTO CIHOCTepPiralTbCsl y HeNOHOIIeHUX
HeMOBJAT. Baromoio audepeniiaabHoi0 03Ha-
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Koto GsactHuX Kiaituau npu TAM € ocobimBocCTi
iMyHO(eHOTHITy, 3 HaBHICTIO MI€JOITHUX, Mera-
KapiolUTapHUX Ta epPUTPOiHUX AaHTHUTEHIB,
TAaKOK MOKYTb BUSBJIATUCH aHTUTeHN T-KIiTHH.
ITpore y OGiapmocti HOBoHapomkerux i3 CJI
BUINE3TalaHi 3MiHU perpecyioTb CaMOCTIiNiHO
BIIPOJIOBIK IEPIIUX TPHOX MICSIIB KUTTS, 3 TPU-
BaJot0 pemiciero y OGausbko 70,0% mireii
[19,21,35,43]. ¥ pemitu maiieHTiB Moke OyTH
NPUCYTHS KOMOIHAIliSI EeKIJIbKOX J1TabOpPaTOPHUX
Ta HACTYIHUX KJIIHIYHUX O3HAK, TAKUX K BOJISH-
Ka, cepo3uTu (IMJEeBPUT, MEPIiKApAUT, ACIUT),
reMopariuHi BUCHMIIAHHS, PecHipaTOpHUUN AuC-
Tpec-CUHIPOM, TematoMerasisd 3 AUCHYHKITIETO
MEYiHKY 3 JKOBTSHUIIETO i3 MOKITUBUM PO3BUTKOM
darayibHOl MEYiHKOBOI HEIOCTATHOCTI, BTOPUH-
Horo ibposy meuinku. IToBigomisieTbes, MO
1o 20,0% niteii i3 TAM € B Tpymi pusuky cMepT-
HOCTi [21]. OfHAaK y TPEeTUHU XBOPUX BIIPOIOBIK
MePIINX YOTUPHOX POKiIB MOKJIWBA Tpanchopma-
IisT 3 PO3BUTKOM TOCTPOI Mi€n00IacTHOI Jielike-
Mmii (I'MJT), migBapiantT M7 [16,17,27]. ¥ uwacTu-
HU MAII€HTIB J[IaTHOCTYETHCA MiE€TOAUCIIIACTUY-
uuit cuagapom (M/IC). Icnye maymka, mo BiH
€ TIPOMIXKHOIO TiepeieiKeMiuHo0 ($a3oio Mix
TAM Ta roctporio netikemieio (IJI) [9].

[3 GaraThox TmybJiKaIiii BizoMo, Mo y mitei
i3 C/1 y 10-30 pasiB € BUNIUM pU3UK BUHUKHEH-
Ha [JI [9,61,74]. [lesaxi BYeHi CTBEP/KYIOTb,
o y 2,0% oci6, xsopux Ha [JI, miarHocTy€eThest
CZ [19]. Yacrora po3Butky rocrpoi jgimdobdia-
ctHoi gerikemii (IJIJI) Ta TMJI y HuX ofiHaKoBa.
Hoseneno, mo y mnonyaainii awogeir i3 C/]
y 15 pasiB Bumwuii pusuk possutky [JIJI Brpo-
noBsk nepmmx 10 pokis [8]. Ocranni gociKeH-
HA BcTanoBuau, mo M7 tun I'MJI y giteit
y 500 pasiB vacTiiiie peeCTPY€ETHCST 3a HASTBHOCTI
C/I, nix 6e3 uporo [17,34,54].

[loBesieHO, 1O COJIIHI 3J0SIKICHI MyXJIWHU
Menr Biactusi ipu C/I, Ha BiMiHY Biji OHKOTE-
MaTOJIOTIYHMUX 3aXBOPIOBaHb. ABTOPU IPHUILY-
CKaIOTh, 110 1€ 0B 43aHO0 31 301JIbIIEHUM YUCIOM
reHiB-CyIIpecopiB IyXJWH, $IKi MICTATbCS B
JI0/IaTKOBOMY T€HETUYHOMY MaTepiaJi. ¥ naifieH-
TiB i3 CJ/l 3pizika peecTpyoTbcd pak MOJOYHOI
3aso3u, HedpobaacToMa, HelipobiacToma i Me-
Ay06JacTOMA, YACTIlIe CIIOCTEPITaloThCsT PETH-
HoO1acToMa, JTiM(MOMHU, IYXJUHU i3 3aPOIKOBUX
KJIITUH Yy JiTeil MOJIOJIIOTO BIKY Ta 3arajibHi
emiTesMialbHI MyXJAUHU y gaopocaux [7,6, 34, 46,
47,61, 73,76].

Haityacrimoro mnpuynHOI aHeMil y BCiX
BIKOBUX rpymnax aitelt € nedinut 3amisa. [lamien-
m 3 CJl #e € BunatkoMm. IloBioMisieThcs,
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nio 3amizonedinuraa anemig (3/[A) y aux miar-
HOCTYETHCA TaK CaMO 4YacTO, SIK 1 y 3arajbHii
notyJstiii [11,58].

Buienasezieni ani 1mo/10 BEJIUKOI KiJTbKOCTI
CYNIyTHIX 3aXBOPIOBaHb 1 aHOMaJiil PO3BUTKY
y JiTeil i3 TpucoMieio 21-1 XpoMOCOMH, a TaKOXK
BeJIMKa CXUabHICTh fiTeit i3 CJl 1o remaTosioriy-
HUX PO3JIAiB 3yMOBJIOIOTh aKTYaJTbHICTh TOCJTi-
JUKYBAHOT TEMU.

Mema: BUBUWTH KJIHIKO-T€MaTOJOTIUHI
ocobsmBocti y miteir i3 CJ] Ta pU3UK PO3BUTKY
OHKOJIOTIYHMX 3aXBOPIOBAHD.

Marepiana i MeTOIU TOCITII>KEeHH S

JlocikeHHIM — oxormieHo 26 Ialli€eHTiB
i3 C/l. Bixkom Big 1-ro gust 1o 14 pokiB 9 micsiliB
(Me Biky 1 p. 9 mic.), sxi nmepebyBanu Ha cTa-
1IOHAPHOMY JTIIKyBaHHIi 3 TPUBOY Py CYyTyTHIX
3aXBOPIOBaHb Ta KOHCYJBTYBAJINCSI T€MATOJIOTOM
3 TPUBOJY PI3HOMAHITHUX TE€MaTOJOTIYHUX
possafiB. 3-TMOMIX TpPEACTABJIEHUX JiTeil
24 mikyBasucst y kJiHikax M. JIpBoBa y mepion
3 Bepecasa 1991 p. nmo naucromaga 2016 p.;
o oxuiii qutuni y IBano-@pankisebkiit OJLKJI
(y 2013 p.) ra Muxonaisewkiit O/LJT (2016 p.).
OnHOYaCHO 3 KITIHIKO-TeMATOJOTITHUMA TaHUMU
MpoaHali30BaHO Bik 6aThKiB Ha 4ac 3a4arTTs
JUTUHYU, BUBYEHO aHaMHe3 KUTTS Ta 3aXBO-
pIOBaHHS, 3 aKIEHTOM Ha mepebir BariTHOCTI,
XapakTep BUTOJOBYBaHH:, YaC BUHUKHEHHS Tep-
MUX KJIHIKO-TeMaTOJOTIYHUX PO3Ja/iB, YaCTOTY
AHOMAJI{i PO3BUTKY Ta OHKOJIOTIYHUX 3aXBOPIO-
BaHb y Iill TPyIIi 0ci6. 3araJbHOKJIHIYHI KOCTi-
JUKEHHS, $Ki TTPOBOAMJIMCS yCIM TallieHTaM,
BKJIIOYA/IM 3araJibHUN aHai3 KpoBi, Gioximiumi
aHAJTi3M KPOBi 3 BU3BHAUEHHSM TIEUiHKOBUX (hep-
MeHTIB, 6iipy6iny, makraraerigporerasu (JIJT),
piBeHb 3ajli3za CUPOBATKMU KPOBI, NMPOBEJICHHS
MYHKIIHHOI Ta TpenaHaliitHoi 6iorcii KicTKOBOTO
mMo3ky (KM), 6iorcito MyXJAWHHUX YTBOPIB,
iIMyHO(EHOTUITYBaHHS, TiCTOXiMiUHE Ta TiCTO-
JIOTiYHe AOCHifzKeHHs OiomnciiiHoro Marepiajy
3a mokazaHusamu. lIpoBoausiocss AOCTiKEeHHS
Kapiorumy. Ycim 0e3 BUHSTKY XBOPUM MPOBOJIM-
Jucs yasTpa3Bykose nociimkenss (Y 3/[) Bry-
TpimHixX opraniB, exokapjiorpadis (Exo-KT),
esektpokapaiorpadis (EKT), 3a kainiynumn
MOKa3aHHAMM TpU3HavaIucss peHTreHorpadis
(PTT) opraniB rpyaHOi KJITKH, KiHITIBOK,
KapTyBaHHS TOJIOBHOTO MO3KY, peHTreHorpadis
kictok, komi'torepra (KT) i maraiTHO-pe3oHaH-
cua tomorpadiss (MPT), dibporactpomyomeHo-
ckomisi (OTAC). Hesanexxno mTpOBOAMIUCS
JIOCTIJIKEHHST TIpenapaTiB 1nepudepuyHol KpoBi
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Ta KicTKOBOTO MO3KY y PedepenTiii taboparopii
(PJI) HACKJ <«OXMATAUT» (m. Kwuis).
HocmigxenHss BUKOHAHI BiJIMTOBIIHO /10 TIPUHITN-
miB lenbcincvkoi /[leknapamii. IlpoTokon moc-
JiJKeHHsA yxBajieHuil JlokalbHUM eTUYHUM
komiterom (JIEK) ycix 3asnauenux y pobori
ycranos. Ha mnpoBejeHHs gociigkenb OyJI0
OTpUMaHO MoiH(GOpPMOBaHY 3roay OATHKIB IiTEi
(abo ixuix omikyHiB). Cratuctuyna o6pobKa
pe3yabpTaTiB BUKOHYBAJIacsd 3a IOMOMOTOI0 TaKe-
Ty nporpam Statistica for Windows 8.0
(Statsoft, USA). O®Oyukiis Buxkupanus ES-e-
vent-survival ta 6esnomiitnoro BuxuBanus EFS-
event-free survival pospaxoBana MeTOZOM
Kanman—Maiiepa. IIpu anamisi 6e3momiiiHOro
puwxxkuBanHa (EFS) mogiero BBaskaeThest BiCyT-
HICTb peMicii MOBHOI Ta YaCTKOBOI IiCJI Tepaitii,
CMEPTh  XBOPOTO, PO3BUTOK  BTOPUHHOTO
KJIOHAJIbHOTO 3axBopioBaHHs. [lopiBHOBasucs
BIDKMBAHHS MiK TPyTIaMU 32 JOTIOMOIO KPUTEPIto
Koxkca (Cox's-F-test). 3a ym0oBU HemapameTpuy-
HOTO PO3TOJIITy TTOKa3HUKN XapaKTepPU3yBaInucs
Menianoio (Me), miniMambHuMu (mMin) i Mak-
cuMaJbHUMU (max) 3HaueHHsMmu. g Bcra-
HOBJIEHHS 3B'SI3Ky MK TOKa3HUKAMU PO3-
paxoByBanu Koegimient Cripmana, a ixX MOpiB-
HSHHS 3IMCHIOBAIN 3a JOMOMOTOI0 KPUTEPIio
Manna—Bitni. OTpuMani pe3yJsibTaTv BBaXKaJM-
cs1 IOCTOBIPHUMM TIPU 3HAYEHHI MOXUOKHU CTaTH-
ctuyHoro BucHOBKY p<0,05.

PeByJIbTaTI/I HOCJIiZ[?KeHHSI

JlikapsgMu-remMaTosoraMu  KOHCYJIBTOBAaHO
Ta MPOJIIKOBAHO 3 IPUBOJLY PI3HOMAHITHUX reMa-
TOJIOTIYHUX posnaafiB 26 mnamientis i3 C/I.
Yei 3asnadeni ity moTpebyBasu CTalioHapHOI
MeJMYHOI TOTTIOMOTH He JIUIIIe 3 TPUBO/LY TeMaTo-
JIOTTYHUX 3aXBOPIOBaHb, ajie i yepe3 iHIIi coMa-
TUYHI maTosorii. Meinuna jonoMora HajlaBaiacs
y K3 JIOP 3YCAMII, O6macHiii aursdiii KJri-
Hiunilt gikapHi «OXMATAUT» (M. JIbBiB),
JIpBiBcokiit OKJI, IBano-®pankisebkiit OJIKJI
ta Muxkomaiseskiti  OJIJI. Crocrepexenus
3a maIieHTamu 3asepinero y ciuni 2017 poxy.

XBopi 6ysu BikoMm Bij 1-ro must 10 14 pokis
9 micsanis (Me Biky 1 p. 9 mic.). Y nocaimkyBaniit
rpyIi ciiBBifiHOMIEHHS Xytomuuky (X) Ta JiB4yaTa
() cranosuio 1:1. AbcomoTHa GibITiCTD AiTEl
24 (92,3%) Hapoauucst TOHOIIEHUMH, i3 cepe/l-
HiM TepMirOM recTartii 38,19 TmxHg (KoTMBaHHS
32-40 rtwxkuiB), mgume asoe (7,7%) Oyan
HapoJKeHi Bifl HeAOHOIIEHOI BariTHOCTI TepMi-
HoM 32 Ta 35 THKHIB. Maca Tijia npu Hapo/KeH-
Hi KosmmBanacs Bizx 2250,0 10 4800,0 r (Me 3325,0 T).
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Hireit Big 1 Bariruocti 6yno 8 (30,8%),
Biz 11 BaritHOCTI — 10 (38,5%), Bix I11 BaritHOCTI —
5 (19,3%), Bim IV Baritnocti — 2 (7,7%).
Opna manientka Hapoausacs Big VII BaritaHocTi
Ta TpeTix 1noJoriB. TOKCUKO3 1epIiol TOJTOBUHUI
BariTHocTi cnoctepirann y 5 (19,2%) marepis,
y 2 (7,7%) BariTHiCTb CyNPOBOJIKYBaIacs 3arpo-
3010 BUKMIHS Ha 29 Ta 32 TmwkHax, 3 (11,5%)
JKIHOK IT1/1 YaC BaTiTHOCTI MEePEHeCN TePIeTuIHy
iH(dexKIio, o/lHa 3 HUX — 13 ypakeHHIM TeHi-
TaJlill, OJlHa MaTu — BipycHUI renatut A. Y 1BoX
JKIHOK 3ayBaske€HO CJIaOKy IMOJIOTOBY [iSITBHICTD.
Hapomkenns Bigbynocs muisgxom ($isiosoriaHux
moJsioriB y 23 (88,5%) 0cib, HMIISIXOM KecapeBoro
postuay — y 3 (11,5%). Oxna autuHa Gyia
3 JBiiiHi, cubc 310poBuil. 3 o3HakaMu acgikcii
Hapoauiocs 5 (19,2%) xsopux, 2 (7,7%) — BHac-
JITOK OOGBUTTS IIYTIOBUHOIO.

Bik GarbkiB koiamBaBcg: martepi — Bix 18
1o 42 pokis (Me 31 pik), 6arbka — Bix 21 10
45 poxkiB (Me 35,5 poky). Maiike moJsioBUHA
6aTbkiB OyJsin BikoMm >33 pOKiB: MaTepiB y TaKOMY
Bitli 6yso 46,1% (12 oci6), a 6atbkiB — 53,8%
(14 oci6). Crapriue 42 pokis OyJio 2 (7,7%) mate-
piB Ta 6 (23,0%) 6atbkis. Jlume oxniit (3,85%)
JKIHIN Ha Yac 3a4arTst AuTuHu 0yJs10 18 pokis.

AjanToBaHUMU CyMilllaMW BUTOI0OBYBAJUCS
14 (53,8%) nmiteit, rpyabmu moHax 2 wmic. —
8 (30,8%), pemrra (15,4%) Gyau Ha 3MilaHOMy
BUrojoByBanHi. /Jleski martepi Majau TPyAHOIIL
MpU TOMYBAaHHI TPYAbMU UYepe3 BEJUKUN S3UK
ZliTell i3 MOPYIIEHUM CMOKTAJIBHUM pedieKcoM,
TOMY TIEPEXO/IMJIN Ha 3Ili/KeHe TPyAHe MOJIOKO,
a 3roJIoM — Ha 30aJaHCOBaHe MTYyYHE BUTOLOBY-
BaHHS.

[IpoBenene anaMHeCcTUYHE JOCTIIPKEHHS BCTa-
HoBUJIO, 1O y 2 (7,7%) maiiedTiB y poauHi
OyB 1ykposuii giaber 11 tuny, y oxniei qurunu 3
HEIPOCEHCOPHOIO TIIYX0TOI 000€ OATHKIB IIyX0-
HiMi, 1[e B OjHi€l AiBUMHKK B poJAMHI OaTbKa
6/M3bKi poxmdi Oyau rIyXoHiMUMU. Y [IBOX
ciM'ax cubcu moMepau Bia JeKoMIleHcarlii
Bpo;pkHENX Baj cepiist (BBCO).

Yci 3a3HaveHi malieHTH MajJu YUCJIEHHI
KJaiHIYHI Ta denotunoBi oznakm C/I: 3arpumka
IHTEJIEKTYaJbHOTO PO3BUTKY, M 's130Ba TITIOTOHI,
MOHTOJIOIHUN PO3Pi3 Oueid, emiKaHT, By3bKe
nigHeOiHHs, BeJIMKUH S3UK, APiOHI BYyIIHI
PaKOBUWHU, TJIaCKa MMOTUJIHIA, KOPOTKA Ta TMHUPO-
Ka M1, KOPOTKi MUPOKIi JOJTOHI, KOPOTKI MaJIbIIi,
nomnepedna 6opo3na Ha noJoHsx. Tomy yci mitu
OyJT KOHCYJIBTOBaHI TeHeTUKOM. JIuiie ogHOMY
XBOPOMY He TPOBEJIEHO JIOCI/IKEHHS KapioTuIiry
3a JKUTTEBUMU MOKA3aHHSIMU. 3TOJIOM BiH TIOMep.
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O 30An=8

O TAM n=5

O M n=5

O n=4

m n=1

m ITMn=4

W nevikoneHia n=2

Puc. 1. Po3nogin remartonori4yHux po3nagis y Aite i3 CMHAPOMOM

Ak Bigomo, xBopi 3i C/] yacTo MaioTh pizHOMAa-
HiTHI BpOJKeHi Baau po3Butky (BBP).
Y abcomoTHOI OiJbIIOCTI HANKUX MAIiE€HTIB
(n=18, 69,2%) miarnocrosano komb6iHoBaHi BBC.
Haituacrinie BU3HAua uCs: MOBHA aTPIOBEHTPU-
kysasgpHa komynikamisi (ITABK) — 8 (30,7%)
BUTQ/IKIB, JlepeKT MiKIIJIYHOYKOBOI MEePEeTUHKN
(AMIUIIT) — 7 (26,9%). Hactynuumu 3a yacTo-
Tof0 OyJiud: BiKpUTa aprepiajibHa MPOTOKA —
y 4 (15,4%) ocib, anomastii MaricTpaabHUX CYIHH —
2 (7,7%) xBopux, pedeKkT MixiepencepaHoOi
neperunku (JIMIIIT) — y 3,8%, rerpaga Masno —
1 (3,8%) murtuna, anomaJjii KJama”iB Ta iHImi
Ba/IM 4 (15,4%) mnamientis. IIpuuomy

Hayna y 5 (19,2%) niteit i3 BBC giarnocryBasicst o3Ha-
Tabruys 1
KniHiko-naGopaTopHi oco6anBOCTi gitei 3i cuHapomom [layHa
Moka3Huk Ha Yyac MegiaHa/miHimym- 30A TAM rmn r™Mn JNlimpoma| MAC ITn
AiarHoCTMKN MaKCMMyM (n=8) (n=5) (n=2) (n=4) (n=1) (n=1) (n=3)
MegiaHa 16,50 0,8 27,50 27,00 0,03
Bik, mic. 6,00—25,00 | 0,06—27,00 |26,00—29,00(18,00—33,00| 177,0 | 38,00 12’9030
3aranbha MegiaHa 14,00 63,75 26,00 13,00
TpuBanicTb 1,20 1,50 3,00 3,00
XATTS, Mic. 85,00 126,0 41,00 15| Broyna | g4 69
3aranbHa Me,ﬂ,iaHa 6,00 62,5 26,00
TpUBaNicTh 0,00 0,00 2,00
pewicil, mic. 85,00 125,0 40,00 — | Buoyna
MegiaHa 9,40 15,10 14,95 11,30 14,2
Teiikountu, I'/n 6,90 3,60 13,40 2,40 48 58 7,10
12,80 19,90 16,50 30,50 ' ' 21,30
MefiaHa 3,38 3,35 2,76 2,28 5,71
Eputpoumnty, T/n 2,45 2,38 1,80 1,48 4,6
4.60 4.48 3.73 3.90 425 | 199 | 4o
MegiaHa 86,5 90,00 81,00 74,00 194,0
FemornoGiH, r/n 54,00 80,00 51,00 46,00 150,0
107,00 145,00 111,0 11600 | 1060 | 5800 | 5487,
MegiaHa 276,00 49,00 44,00 12,00 56,67
Tpom6ouuTy, [/n 150,00 26,00 33,00 9,00 40,00-
501.00 128,00 55.00 6400 | 3980 | 5800 | 4500
MegiaHa 77,50 95,85 87,1 101,5 103,1
MCV, fl 70,40 70,00 86,30 92,5 775 80,4 100,0
89,30 102,50 87,9 103,00 ’ ’ 106,2
, MegiaHa 5,30 5,30 22,75 6,53
3aniso cupoBaTku 510
KPOBI, MKMOJTb/TI 3,10—6,40 | 4,80—5,60 — 3,50—42,00| 11,6 19,0 695
MefjiaHa — — — 489,00 — —
nAr, MO/n 643,0 421,00
— 27000 8000,0 557.0 171,00 —
Enacti MegiaHa — 25,00 20,0 37,50 — —
nepucepuHoi 14,0 9,00
KpOBi, % - 1,00—47,001 56 66,00
. mMefiaHa — 16,8 95,5 72,2 0
BnacTtu KictkoBoro 950 526
o) I} I}
MO3KY, % — 3,50—63,00 96.0 90,00 1,0 15,6
Crats XNTONYNKK 5 4 0 1 1 1 1
niByara 3 1 2 3 0 0 2
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ku JereHesoi rineprensii [-1I ctynens. ¥ ognoro
(3,8%) namienta BBC noeanyBamacs i3 cunapo-
MoM Kaprarenepa 3 MOBHOIO TPaHCIO3UIIIEIO
BHYTPIIIHIX OpraiB, Kuiot 610l JiHil JKUBOTa,
OJHOOIYHNM MaXOBUM KPHUITOPXi3MOM Ta TiIlo-
nnasiero seuka. llle y oxaniei piBumnaku (3,8%)
BBC mnoeanyBaiach i3 HecTabINIbHICTIO HAIKO-
JIHKA, TiBUBUXOM 3 OOMEKEHHSIM PYXJUBOCTI
B cyryiobi. /[Boe (7,7%) maitieHTiB Maju Heipo-
cencopuy rayxory IV cr. ta omun (3,8%) —
miadparmanpny kuiay. Y tprox (11,5%) ocib
JliarHocToBaHo Tinotupeos, apom (7,7%) miTsam
BCTAHOBJIEHO  CHUMIITOMAaTUYHY  elliJenciio,
MPUYOMY Y OJIHIET IMTUHU €I1IBOTHUIIE BUSIBJICHO
Ha nepuiomy micdii xkutTs. [IpuanHow rocrmirta-
Jizanii y sarajbHOTeiaTpUYHI BitiieHHsT OyJTH
BakKi OPOHXOJIEreHeBi 3aXBOPIOBAHHS Y MTOJIOBH-
HU XBOpUX, otutu — y 4 (15,4%) narienris, peak-
TUBHUN ABOOIYHMIT KOKCUT Ta CUHYCUT —
o 3,8% Bumnajkis. [l1ockoBanbrycua gedopma-
1ist cron BusiBisiaacs y 69,2% xsopux (18 ocib).
B omHOTO XBOpPOTO Y TIEpiofli HOBOHAPO/PKEHOCTI
CIIOCTEPITAJINCS TIPOSIBU J€PMATUTY Ha OOJIMUYi
Ta HEKPO3 M SIKUX TKaHWH KUCTi. Bpom:keny Mio-
mifo 000X oueil miarHocroBano y 2 (7,7%) mireii.
Y 5 (19,2%) ocib, axi mepebyBaan y HEOHATOJIO-
TIYHUX BiIIIEHHSAX IHTEHCUBHOI Tepallii, Ha Jac
HApOJIPKEHHSI BCTAHOBJIEHO I'eHepasi3oBaHy BHY-
TPIIHBOYTPOOHY iH(DEKIN0, TPUIOMY B OIHOTO
nalfienTa MaJju Miclle 03HaK1 aHACaAPKHU.

Y 8 (30,8%) ocib 6yJs0 giarHocTOBaHO 3a/1i30-
nedinuray anemio (3/A) kombiHOBaHOTO TeHe-
3y (puc. 1). AHemist Oysa BUKJIMKaHa, OKPIM aJri-
MeHTapHOro (dakTopa, YacTUMU iH(PEKIIHHIMEI
3aXBOPIOBAHHAMU (PEUUMBHI 3aXBOPIOBAHHSI
OPOHXO0JIETEHEBOI CUCTEMM, OTUTH, EHTEPOKOJIITH,
indexkiis cedouBignux nuisaxis). Omxna (3,8%)
narienTka 3i 3/[A KoHCyJbTYBajacs 3 TIPUBOLY
HasIBHOCTI HEKPOTU30BAHOI PaHU KiHYMKA SI3UKA,
sIKa He Toijiacs BIPOAOBXK 6 MicsliB. Bukiaiouas-
¢4 HeoImacTUYHUN nipoitec. BukonyBanucs MPT
rOJIOBH, GIOTICist M'IKUX TKAaHUH SI3UKa. Y Pe3yJib-
Tari 3a3HaYeHUX 00CTEKEHb HE BUSIBJIEHO OHKO-
soriuroi natosorii. Tpeom (11,5%) mitsm 3i 3/1A
Ha Mi/IcTaBi gocaiipkeH s anTuTia [gA 1o rmiagu-
Hy Ta 6ioTIcii TOHKOTO KUIIIEYHUKA [iarHOCTOBAHO
nestiakito. Y xsopux Ha 3/[A 3nauenusa Me remo-
rio6iny (I'6) cranosusio 83,0 r/n (KonmuBaHHS
54,0-107,0), uncno epurpouutisB — 3,38 Tepa
na mgitp (T/n), komuBanus 2,45-4,60, MCV
(mean corpuscular volume) — 75,45, KouBaHHs
70,4—84,9. 3nauyeHHs1 cMPOBATKOBOIO 3ajli3a Ha
yac JIIarHOCTUKM  KOJMBAJIOCA B  MexkKax
3,1-6,4 mxmous/1 (Me 5,3) (tabm.1). Y 3araib-
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Hiit rpyni xBopux Me 3navenns MCV cranosusio
85,95 fl (komuBanusa 70,0-106,2 f1).

Y nBox miTell MPUYMHOK KOHCYJIBTAIlll remMa-
Tosiora Oyuaa jeikonenis (3,0 ta 3,4 T/x).
I[li sminu y remorpaMi MajJu TPaH3UTOPHUN
XapakTep IMicJd TepeHeCeHUX pecrnipaTopHUX
npoiteciB (ITHEBMOHIsI, 0OCTPYKTUBHUI OPOHXIT).

Yorupbom (15,4%) narientam aiarHoCTOBAHO
imynny tpombonuroneniuny mypuypy (ITII),
3 Me uucsa Tp 56,67 '/ (konuBanus 40,0—-115,0
['/x). llpuyomy y oxwiei (3,8%) mutunnm y Bini 11
Mic. BIIepIie JiarHOCTOBAHO 3a MaHUMU KJiHIKH,
Ma60PaTOPHUX IOCTIIKEHD, BKIIOYHO 3 JOCJIi-
JUKeHHsIM Mienorpamu, BTopunny [TII, acoriiio-
BaHy 3 repreTnyHol0 iHpeKiic. ntnna oTpu-
MyBaJia IMYHOCYIIPDECUBHY Tepallilo JOBEHHUM
JIOACBKUM iMyHOTI00yaiHOM. Ywucno Tp 6yio
HusbkuM —y mMexax 20,0-35,0 I'/a, nepioguyano —
IPOSIBU TEMOPATIYHOTO CUHAPOMY (€3 03HaK JIiM-
domnpouidepartii. Y Bimi 1 p. 5 mic. giarHocToBaHo
TAM. Yepes micdip BcTanoBJieHO piarHo3 [TMJIL.
¥Yei 3a3HaveHi KIIIHIKO-TeMaTOJIOTiYHI 3MIHM Ha
PI3HUX eTamax AiarHOCTUKHU BigOyBaJMCs 3 mapa-
JIEJIBHUM He3aJIeKHUM JIOCJI/PKeHHsIM Tiepude-
puuHoOi KpoBi Ta KicTkoBoro mo3ky y PJI HJICKJI
«OXMATANT». XBopa OTpUMYy€ TPOTOKOJBHY
noJiixiMioTeparito.

Hle y 5 (19,2%) miteii BikoM Bix 2 auiB 10 1 p.
3 mic. (Me Biky 0,8 mic.) mepBUHHO IarHOCTOBA-
Ho TAM (miarnos nigrBepskeno y PJI). Crissin-
HolIeHHd 3a crarTio Oyso X:/[=4:1. ¥V nBox i3
MAaTH IiTeN 13 UM TeMaTOJOTIYHUM PO3JIa0M
cnocrepirasmiucss BBC. ¥V 4 (%) xBopux TAM
JliarHOCTyBaBCA Ha IEePIIOMY MICAIl KUTTS Ta
B ogHoro (3,85%) narienta — y Bii 1 p. 5 wmic.
Jliarnocruka BigOyBajacs He JIMIIe 32 HAIBHICTIO
[UPKYJII00YNX GJacTiB y KPOBi, a U MmyHKTATi
KM. ITyukratit KM OyJ/iit HOpMOLETIONSAPHUMU Y
TPHOX MAIIEHTIB, Y PemTu 2/5 — TilOKJIiTUHHU-
Mu. biacTos KiCTKOBOrO MO3KY KOJIMBaBCA Bijl
3,5 1o 63,0% (Me 16,8%). 3 nudepeniiiaabHo-
JIIATHOCTUYHOIO METOI0 BUKOHYBAJIOCS iMyHODe-
HOTHIIYBaHHsI OJIACTIB KiCTKOBOIO MO3KY, sKe
BUSABJISAIO TO3UTUBHI MIETOIAHI MapKepu
(CD34, CD13, CD33), wmerakapionurapsi
(CD41, CD61) — eputpoinni (raikodopuny A)
AHTUTEHHW, a Takox Mapkepu T-mimdornoesy
(CD7, CD4). ¥ ananisi kpoBi Takux ocib piBeHb
I'6 xoausaBca Bix 80,0 mgo 1450 r/xn
(Me 90,0 r/n), kiabkicTb epuTpoOLUTIB OyJa
B Mexkax 2,38-4,48 T/n (Me 3,35 T /i), uncio Tp
kosmBanocs Biz 26,0 1o 128,0 I'/a (Me 49,0 T'/x),
TpoMbOIINTO3y He OyJ0 B JKOJHOTO TAIli€HTa,
SAPOBMICHI epuTpoIuTh BiggHaveno y 3 (11,5%)
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Cumulative Proportion Surviving (Kaplan-Meier)
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Puc. 2. besnofiiHe BMXUBAHHSA XBOPUX i3 cuHAPOMOM [ayHa
3aneXHOo Bif TUMY reMaTonoriYHnx po3nagis.
Kpusi Kannan—NMeriepa, p=0,093, kputepin Kokca

XBOPUX, OJTACTHUX KJIITUHW y TEMOTPAMi BUSIBJISI-
gocst Big 1,0 mo 47,0% (Me 25,0%). IlokazHuk
JIIT 6y y w™mexax 643,0-2700,0 MO/x
(Me 1114,9 MO/n). Posmipu nedinku OGyju
36iabIIeHi y 4oTHpboX i3 m'sT giteil i3 TAM
(MakcuMaIbHUI PO3MIp — +4 cM 3-Tiix pebepHoi
JIyTH), CIJIEHOMETAJII0 JiarHOCTOBAHO B OMHIEL
ocobu (+3 cm 3-mix Kpato pebepHoi ayru). [emo-
pariyHuil CUHAPOM BUSBJSABCS y BUTJISA/I TOJIi-
MOp(hHOTO TeMOPariyHOTO BUCUTIAHHS Y JIBOX
13 II'ATU JiTEN.

Y nBox noBonapopkenux 3i C/1 i3 1iei korop-
TU TaKi 3MiHU pPerpecyBajii CaMOCTIHHO BIIPO-
IOBXK mepuinx 1,5 Ta 2-X MicsIiB JKUTTsI, 3 TPUBA-
JIOIO peMici€elo BIpomoB:x 84 Ta 85 MicsIliB.

Y nBox iHIIUX JiTell Bi/[3HAYEHO KJIOHAJIbHY
tpancdopmaitiio TAM. ¥V onni€ei 3 HUX pO3BUHYB-
csg M/IC gepes 1 pik 2 mic., 1Tie B OJJHOTO XBOPOTO,
3a JaHUMHM TiCTOJIOTiYHOTO mocaikeHns KM,
JAiarHOCTOBAHO imionmarwmuHuii  mienodibpos
(IM®) yepes nBa MicsIli Biji TEpUIUX MPOSIBIB
xBopobu. OcTaHHiil XBOpHil IOMEp Yepe3 CiM
MICSIIB 3 Yacy MEepBUHHOTO 3BepHEHHs. B 000X
MAIliEHTIB aBTOIICiA MiATBEpAWJA [1aTHO3.
IITe y omnoro martiedTa Bijf HEIOHOIIEHOI BariT-
HOCTi TepMiHoM recrarlii 32 TuxHi 6yJI0 BUSBIIE-
HO CUMIITOMOKOMILJIEKC KJIHIYHUX o3HaK: BBC,
ITABK, renepasizoBaHy BHYTPilIHBOYTPOOHY
iH(EeKIiI0, BPO/PKeHY HeIMyHHY BOJSHKY ILJIOJA
(aHacapky), remnatociieHOMerajiio, ABOOIUHY
MHEBMOHIIO 3 MikpoabcielyBaHHSIM, MPUTHI-
gennss [THC ta mabopatopui 3minu (y wmieno-
rpami O3HaKW JU3EPUTPOTIOE3Y, AMCMIETONOE3y
3 TillepcerMeHTalli€l0 HeUTPOMIMbHUX KJITHH,
AUCTPOMOOII0E3Y 3 HASIBHICTIO TilIOTJI00Y/ISPHUX
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Mikpodopm; y remorpami: Jsietikoruros (19,3 T'/i),
6aacremis 39,0%, arunosi hopmu Tp, MOOAMHOKI
roJi sijpa MerakapionutiB). biacTemii Ha JeHb
cmepti (Ha 35 meHb KUTTsS) BiKe He Oyso. Ha
aBToIICii iarHOCTOBAHO TaHTJIIOHEHPOOIACTOMY
320UEPEBUHHOTO  IMPOCTOPY  3JiBa  PO3Mi-
pom 0,4 cM, 3 METaCTAaTUYHUM YPasKeHHSIM TIpuJie-
rimx giMdoBy3aiB. TpuBamicTh pemicii y XBOpux
Ha TAM cranosua Bix 1,2 1o 85 mic. (Me 14,0 wmic.),
a mokasHuk Gesnopiitnoro Bukupanus (EFS) —
0,4 (puc. 2).

Y 4 (15,4%) nanientiB miaraocroano ['MJI;
Me Biky xBopux Ha 'MJI ctanoBuma 2 p. 3 mic.
(xomuBamHsg 1 p. 6 mic. — 2 p. 9 wmic.). Cmis-
Biguomenus X:/[=1:3. Y Bcix xiteit Oysa aneMis,
I['6 xonusaBca B Mexax 46,0-116,0 r/n
(Me 74,0 r/n), TpmboruTonenist 3 Me 12,0 T'/n
(xomuBanusa 9,0-64,0 I'/m). Jlefikonenis Ta Jieii-
KOIIMTO3 3YCTPivaancs 3 OAHAKOBOIO YaCTOTOIO.
Bukonysasocsi iMyHOMEHOTUIIYBaHHS 0JacTiB
KiCTKOBOTO MO3KY. ¥c¢i (hDeHOTHUIIOBI MapKepu Bifl-
nosiganmu I'MJI, 6e3 koekciieciii MapKepiB iHITUX
JIiHIHN Temotnioe3y. TpuBamicTh peMicii koauBaitacg
2,0-40,0 mic. (Me 26,0 mic.). 3a nepioz criocte-
pexxennst yci xsopi na 'MJI 3i C/l xuByTh Ta
nepebyBaioTh y pemicii (puc. 2).

Y omHOTO XBOpOTO TMOIEpPENHbO iaTHOCTY-
Bamacs ITII, acomifioBana 3 TepHeTUIHOIO
iH(eKITien. 3 METOI0 BUKJIIOYEHHST TeM0OJIacTO3y
BukonyBasacs nyHkiigs KM. [lanux moxpo IVI,
M/ Cun inmoro ypaxkenns KM wneompoiecom
He BuUgBJeHo. JluTwmHa OTpUMyBajTa KypcC
IMYHOCYIIPECUBHOI Tepallil JOBeHHUM JII0ICbKUM
iMyHOTJIOOyIiHOM. Y remMorpami yTpuUMyBaJacst
TpombotuToneriss. Yepes MMBPOKY BUSBJISIINCH
nepekoHauBi o3Hakn TAM, dyepe3 wMicsaip
y HalieHTKu AiarnocroBano 'MJI.

VY 1BOX AiBYaTOK BiKOM IIOHAJ ABa POKU OYJIO
npiarmoctoBano [JIJI (y 1991 p. ta y 2006 p.).
Cain 3asHauutH, mo B 060X xiteit He Oys0
BBC. 3araspHa TpUBAJICTH JKUTTSI Yy XBOPHUX
na I'JIJI konusamaca B mexax 1,5-126,0 wic.
(Me 63,75 mic.). [lepiia xBopa OTpuUMyBaja KOM-
6inosany ximiorepamiio (XT) ACVAMP+L-asp.
JlutuHa moMepJia BiJl MPOTrpecyBaHHS XBOPOOH
yepe3 1,5 mic. /[pyra miBumnka 3 mpo-B Bapian-
toMm [JIJI oTrpumyBana Kypc moJiximioTeparrii
ALLIC-BFM 2002. ITix yac ycboro Kypcy npoTo-
KOJIBHOTO JIIKyBaHHS (PiKCyBaJnCs BaXKKi TOKCH-
KO-CENITUYHI YCKJIA/[HEHHS, a 1111 Yac TTPOBEICHHS
npotokosy mM (mo3a MeTOTpekcaTy CTaHO-
Busa 0,5 T/M2) crioctepirajaucst TposSIBU BUPa3-
KOBO-HEKPOTHYHOTO YPAKEHHS CJIU30BUX 0060-
JIOHOK.

ISSN 1992-5913 Cospemennas negauatpusi 6(86)/2017



Yntamte Hac Ha cawnTe: http://med-expert.com.ua

Survival Function

o Complete + Censored

o e o 2o
Now s,

o

Buiainng uoiodoid sAenwng

o
=}

o

20 40 60 80 100 120 140 160 180

Survival Time , mic.

Puc. 3. KymynaTusHe BYXUBAHHA XBOPYUX 3i cuHApomoMm [layHa,
ES 0,68. Kpnea Kannan—Meiepa

Jocutb TpuBauM OyB y HAIIii IPaKTHUIL aiar-
HOCTUYHUI TONTYK y OMHOTO 14-piyHOrO XJIOMIIA
3 BBC, ITABK. Brnpoaosx 4YoTHpboX MicHIliB
criocrepiranucst Brpara macu Ttina (no 30 xr),
BTOMJIIOBaHiCTb, rinmeprepMisi. HeomnopazoBo
3BepTauCs /10 PI3HUX CIIEIiaicTiB, [BiYi BUKO-
HyBasu (hibporacTpoayoAeHOCKOIII0 3 6ioNcieo
JUI TOCJiJsKeHHs 1yXxJauHu. IlepBuHHO 3MiHU
Yy CTPaBOXOJi TPU TATOTICTOJOTTYHOMY [OCJIi-
JUKEHHI OMUCYBAJUCS SK TIJIOCKOKJIITHHHA TIafi-
jJoma crpaBoxoay. Ilpu moBTOpHiil OGiomcii Ta
MOJIAJIBIINUX IMYHOTICTOXIMIYHUX JTOCJIIKEHHAX
Yy HbOTO BepU(IKOBAHO HETOKKIHCHKY AU(DY3HY
B-kaitunny gimdpomy, HekmacugikoBany, 3 03Ha-
kamu JiMmpomu TomxkiHa, 3 ypaskeHHSAM Kapii-
aJbHOTO BiJI/IJTy CTPABOXOMY Ta PETiOHATBHUX
JiMmpaTnuyHuX By3JiB (CTaMIIOBAaHHS 32 JOTIOMO-
roio KT, nyskiiiinoi i Tpemanamniitnoi OGiomcii
KM). Antnna orpumysana XT 3rizno 3 mporpa-
moio HXJI-ATJIJIY 2000, upedasy, 610k CC,
AA. Ilicng ocrannboro kypey X', axuit BKIoyan
MeTOoTpeKkcar y mo3i 2 T1/M2, PO3BUHYJIUCS
MOCTIMTOCTATUYHA NAHIIUTOIEHis, eHTepoIaris,
qndy3HUil  TOKCUKO-AJepPriuHuil  JepMaTHuT
Ta MYKO3UT: elijlepMajJbHUIl HEKPOJIi3, BUPaA3-
KOBUU XEWJIT, TJIOCHUT, TOCTPUUA KOH IOHKTUBIT,
BUPA3KOBO-HEKPOTUYHUI e30(ariT, epo3uBHUN
TaCTPOEHTEPOKOJIT,  KaTapaJibHO-ePO3UBHUIA
JIApUHTOTPaXeoOPOHXIT. 3asHaueHi TOKCUKO-
CeNTUYHI YCKJIAIHEHHS CTaJIN IPUYNHOIO CMePTi
narienra yepes 1,5 mic. 3 yacynepBUHHOI JiaTHO-
CTUKHU.

Yeboro momepaio 6 (23,1%) xBopux: Tpu ocobu
3 nepBuHHO jaiarHoctoBanuM TAM, y gakux
srogoM Busgsuincss MJC, IM® ra ranriioneii-
pobiactoma, 1Mo oxHOMY XBopomy 3 LJIJI
Ta HeTo/KKiHChKOIO Jimdomoio. Ille oaun
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martient i3 ITII momep y mopociomy Bimi Bif
JeKoMIIeH callii HeomepoBaHoi KOMOGIHOBaHOI
BBC, i3 nereneBoio rinmeprensieo II cT.,
i3 po3BUTKOM TPO(Y3HOI JIeTeHeBOI KpPOBOTeUi
aK npodaBy cuHapoMy Eilizenmenrepa. Ileit
MaIlieHT BIlepiie 3BepHyBcs y Bimi 14 p. 1 wmic.
Y HbOro BUSBJISJIUCS CUHIOIIHICTD INKIPHUX
HOKpUBIB, TyO, HOCOTYOHOTO TPUKYTHHUKA
Ta Taubili y BUTIsAI «O6apabaHHUX MaTHIOK».
[IpyunnaMu HeoaHOPA30BUX TOCIiTasi3alliil
Oy/iM BHpasHUN IIKIPHUNA TeMOpariyHuil CHUH-
npoM Ta 1pody3Hi HOCOBI KpoBOTEeYi. Y remorpa-
Mi, okpiM Tpombonuronenii meume 30,0 T/,
MOCTINHO BUSBJISIACS MOJIIUTEMIs 3 T1i/[BUITIEH-
HsM 3HavenHst ['6 238,0£20,0 r/m1, epurporuris
6,82+1,2 T/n. I3 umcna mamienrtiB i3 I'MJI,
OXOIJIEHUX HAIIUM JOCJTi/PKEeHHSM, KO/IeH XBO-
puit He momep. Yci 1i aith orpumyBaiu abo
NPOJIOBKYIOTh OTPUMYBaTU NPOTOKOJIbHY XT
AML-BFM — Down Syndrom ta mepeGyBaioTh y
KJIIHIKO-TeMaToJoriunin pewmicii 2,0-29,0 wmic.
(Me 12,0 mic.). TTokasHuk 3arajJbHOTO KyMYyJid-
TUBHOTO BWJKUBAHHS (PU3UK CMEPTi) y HiTei
3i C/I cranosus 0,68 (puc. 3).

Hamre pocitiizkeHHs CTaTUCTUYHO HE BUSIBUJIO
BILUIMBY BiKy OarbkiB miteil i3 CJ/I Ha pusuk
PO3BUTKY OHKOJOTiYHOI martoJsiorii un TAM
(p=0,69).

Otxe, Ham aHajis 3acBigyus, mo it 3 C/l
MalOTh TOJICUCTEMHI 3MiHM B OPraHi3Mi, BKJIIO-
YHO 3 TeMaTOJOTTYHUMHU PO3JIaJaMHK, Ta HoTpedy-
I0Th TIOCTIHHOTO MYJBTUKOMILJIEKCHOTO JIMCIIaH-
CEPHOTO CIIOCTEPEKEHHS.

O6roBopeHHs

Cunzapom /layna — 1ie XpoMOCOMHA aHOMaJIis,
SIKifl MpUTamMaHHa I0/IaTKOBA Xpomocoma 21 —
miskoBuTa (Tprcomis 21) ab6o yactkosa (BHaCITI-
JIOK TpaHcJyokaitii). Taki mgitm mMaioTh 47 XpoMo-
coM y KapioTumi samicTb 3Buunux 46. Im npura-
MaHHa XapaKTepHa 30BHINIHICTb, MiJBUIIEHUN
PU3UK TOSBU IEBHOTO CIEKTPAa 3aXBOPIOBaHb
(HampuWKIaA BPOJKEHI Baju CEpIeBO-CYIUHHOI
CHCTEMHU), MEeBHA PO3YMOBa BiJICTaJiCTh, depes
SJKy Ma€ Miclie MOBIJbHININNI PO3yMOBUN PO3BU-
TOK Ha TJi 370pOBHMX 0ci6 Ta ripmia coijiajbHa
aparranig. [Homysnsamifina vacrora CJI He 3ai-
€XXUTh BiJl CTaTi, MO TiATBEPAUIO HaIlle JI0C-
JipxenHd. /lana maToJiorist peECTPYETDCS, 3a Pi3-
HUMW JliTepaTypHUMH JpKepesamu, y Big 1:400
10 1:1000 sxuBonapomkenux [1,3,4,29]. 3a cratu-
ctukoio, 92,0% »KiHOK, OTPUMAaBIIN Pe3yJIbTaTh
aHaJi3iB Ha HAdBHICTb MATOJIOTIi, TIepepUBAIOTH
BaritHicTb. ¥ 2001-2015 pp. va 6aszi 1Y «Iucru-
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TyT cnaakoBoi matosnorii HAMH VYxkpainn»
y JIbBiBCbKOMY MiKOGJACHOMY MEIUKO-TeHeTHY-
HOMY IIeHTpPi OyJIO TPOBENEHO KapiOTUITyBaHHS
458 niteit i3 kainiuno Bcranosiernum CJI, mepe-
BayKHO BIKOM Bijl 3—7 JHIB /10 6 MicAIIiB Bijl HAPO-
JoKeHHs1.  Peryssippy Tpucomiio XpoMOCOMU
21 (47, XV,+21 a6o 47, XX,+21) BcTaHOBJIEHO
y 430 (93,9%) nanienti, mozaiunuii Bapiant C/|
miarHoctoBano B 11 (2,4%) miteit, TpaHcIOKaIiii-
Huit Bapiant — y 17 (3,7%) oci6. [Topoky sikapsi-
MU JIbBIBIIMHU CKEPOBYIOTHCS HA KapiOTUITyBaH-
g 30—-35 girell i3 kuainiuno Beranosiaenum C/. Y
JIbBiBCBKIN 001acTi HAliMEHIITY KiJIbKICTh ITali€H-
tiB i3 C/] niarnocrosano y 2001 p.i 2002 p. — 251
20 marieHTiB, a HaWO6iIbIIY KiJTbKiCTH 0Cib
iz C/l o6cresxkeno y 2009 p. i 2012 p. — 39
Ta 47 marienTiB BinoBiAHO. 3a gaHuMu [0710B-
HOTO YIpaBJiHHS CTAaTUCTUKHU, Y JIbBIBCbKill
obmacti y 2001 p. Hapoauaocs 23 569 HeMOBJIAT,
3 SKUX y 25 nuroreHeTudHo migrepaxeHo CJI
(uactora cranosuth 1:942), y 2002 p. cepen
24 005 HOBOHAPOJKEHUX 1€l CHHIPOM 3a J0IO0-
MOr0oI0 KapioTHUIIyBaHHSI BCTAHOBJIEHO JIMIIIE
y 20 oci6 (wacrora 1:1200). ¥ 2009 p. gactora
CJl no JIbBiBCbKill obsacti cranosuia 1:772,
cepen 30 100 HOBOHAPOKEHUX KapiOTHIIUHO
MiATBEP/KEHO giarHo3 y 39 miteir. Y 2012 p.
yactora C/] cranoBuiia 1:647, cepen 30 415 HoBO-
HAPO/)KEHUX KapiOTUINIYHO MiATBEPAKEHO Jiar-
HO3 y 47 miteit [1,2]. BomHouac y mosoroBux
Oyaunkax M. YepHiBIIB 3aliJ0o3peHO JIulIie
66,7% Bumnaakis C/I, xoua 3a 1aHrMU JiTepaTypu
1eit mokasHuk Mae Oytu Ha piBai 95,0%. Ha npy-
TOMY MICIli 3HAXOJSAThCA 1HII JIIKYBaJbHO-IIPO-
(imaxtrani 3akmaaau M. Yepnismis [3]. Taka cama
CUTYyallid, 3a JaHUMU BiJJIIJIEHHS eITiileMioJoTil
NPUPOJIKEHOI 1 criazikoBol naroiorii /1Y «Incrtu-
TyT cmaakoBoi matosorii HAMH VYxkpaians,
criocrepiraetbest y JIbBiBebkiit ob6macti [1]. [Tosi-
JOMJISIETBCS, 1[0 4acTOTa KUBUX HOBOHAPO/Ke-
Hux 3i C/I B €Bpori 3MeHIIy€eThes, Mo Mae 6e3-
rnocepe/iHiil 3B'sI30K i3 TPABOBOIO MOXKJIMBICTIO
nepepuBaHHsl BariTHOCTI Y BUIAJKY HpeHATAb-
HoOi miarHoctuku tpucomii 21 y mmoxa [35,64].
[IprunHOIO € HEMOXKJIUBICTD HA CY9aCHOMY eTarri
PO3BUTKY MEJUIIMHU BHOCUTH KOPEKTUBU B reHe-
TUYHI TOPYIIEHHS, SKi 3aJUIIAI0THCA 3 JIOJANHOIO
Ha Bce XkUTTs. JaHy XPOMOCOMHY aHOMAJIilO
CydacHa MeJUIUHA J03BOJIIE BUABJIATU BXKe HA
PaHHIX CTaJisIX BATriTHOCTI, 110 TOSICHIOE MEHIILY
4acToTy HapojkeHHst HeMoBJaT 31 C/I [64].
YucneHHl A0CHiIKEHHS BKa3yIOTh Ha 3aJ1€XK-
HicTh yactotu CJ/l Bim Biky MaTepi Ha yac Barit-
Hocti. CepeHiii BiK KiHOK, $IKi HapO/KYIOTb
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TaKUX JiTeil, cTaHoBUTH Bix 33 POKiB Ta Oiiblire
[15,25,29,64]. s pBaguaTUPiYHUX JKiHOK
iMOBipHicTh Hapomkenus autuau 3i C/l crano-
BuTh 1:1450 mosioris, a s 45-piuyHUX BariTHUX
pusuk 3pocrae g0 1:25-1:30. ¥V Bikosiii rpymi
noHa/ 45 POKiB 4acTOTa HAPO/KEHb € CTAJIOI0
BEJIMYMHOIO. ICHYIOTH TaKoOX IOBiJOMJIEHHS
PO BUCOKWI PU3WK HapomkeHnHs miteir 31 C/I
Bis OGaTbkiB, mosommux 3a 19 poxkis [10].
Y Hamomy AOCJIJIPKeHHI JIMIie OJHIN JKiHIl Ha
Jac 3a4aTTsl BUMOBHUIOCS 18 pokiB, mpubin3no
nojioBuHa 6arbkiB Oysu crapiuii 33 pokis, 10
MATBEPKYE POJb BiKy MaTepi MOA0 PUUKY
peectpatii C/I. /lesski BUeHi BBaskaioTh, MO Ha
iMOBipHIicTh HapokeHHS autuHu 31 C/l BsinBae
He BiK MaTepi, a Bik 1i si1iexyaiTuH. CTBEPIKYETh-
cs1, 1O HOCIEM JIAHOTO CHUHAPOMY MOXKe OyTH i
6atbKo [15]. Xoua Bik 6aTbKa, IK (haKTOP PUSUKY,
Ma€ MeHIlle 3HaYeHHsl, Hi’k Bik marepi. Haykositi
BBAXKAIOTh, 1[0 CaMe MOTIPIIeHHS SKOCTi CIIepMA
3 BIKOM, OPI€EHTOBHO TicJist 42 POKIB, IMiIBUIILYE
pu3uKy reHeTHYHUX gedekTiB. Hamu BcTanose-
HO, 10 HA Yac 3a4arTsl JUTUHU BUIIOBHUJIOCS
42 poku Maiike uBepTi OaThKiB 1 JiMie IOHAJ
7,0% matepsMm. Y Mailke TOJOBUHU BUIIQJKiB
GaTbKaM BUIIOBHUJIOCS 33 pokH i Gisbiie. BaraTh-
Ma JIOCTI/PKeHHIMU TiTBEPKEHO, 1110 Ha Hapo-
okenHa autuay i3 CJI Moske BILMBaTH 1LIIOO
Mi OJM3BKUMM poAUYaMK. DaTbKu HamIUX
MaIli€EHTIB HEe MiATBEPAUIU POJUHHOI CIIOpPi/He-
HOCTIi. Y JoJiell 31 CXOKO0I0 TeHeTUIHOI0 iH(pOp-
Malli€lo WMOBIPHICTh NTPOSIBY T€HETUYHUX Bi/[XU-
JIeHb JIy>Ke Benka. Pusuk mepemadi 3axBoproBaH-
HST Y CMTaJIOK Bijl GJIM3BKUX POAMYIB BKpAl MaJIuii,
ajle MOXKJUBUI IPU JIeSIKUX PI3HOBHU/AX CHH-
apomy. KojeH i3 6arTbKiB He 3i3HaBCS 100
MKIJUBUX 3BUYOK. Xo0Ya CTBEPKYETHCH,
M0 KyPiHHS, aJTKOT0JIb, HADKOTUKH, SKUMU 37I0B-
JKUBAIOTh MaiOyTHi 6aThbKM, MOXKYTb iCTOTHO
BIJIMHYTHU HA iXHIH TeHETUWYHUN Marepiaj i 3/10-
pOB'st MallGyTHHOTO MaJfOKa, CTATH MPUYHHOTO
HapojiKeHHs miteit i3 C/1.

3a JaHUMM YHUCJIEHHUX [TOCTiKeHb, MOHA]
90,0% sumankis CJ/] mpeacraBieHi KIaCUIHOTO
tpucomieio 21 xpomocomu. Il popma 3axBopio-
BaHHS He IlepelaeThbes y cnagok. OHak 3aznave-
HO, IO B CiM'SIX, Jle HapoOJ/)KyBaBCSl MaJlioOK
i3 CJ/I, ¥MOBipHICTP BUHUKHEHHSI XPOMOCOMHOI
aHoMaJIii y HacTYIIHOI JUTUHU € BUIIOIO, HIXK Y
3araspHiil nmonyJssiii. Ilpu TpaHcaokamiiHin
(hopmi cuHIpPOMY TUTHHA MOKE OTPUMATH XBOPO-
Oy y CcHajok BiJ 3/0poBUX OaTbKiB. Y HaHOMY
BUMAJKY OJIMH i3 OATbKiB — HOCIH T€HETUIHOTO
MaTepiany, B SKOMY [IBi MaJieHbKi XPOMOCOMU
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3'eanyioTbess B oany. Ilomibni oOMiHM HasuBa-
I0ThCst 30aJJAaHCOBAHOID XPOMOCOMHOI Tepedy-
0BOM0. Y mporieci mepedysoBU KiJbKICTh TeHe-
TUYHOTO MaTepiajly He 3MIHIOEThCS, TOMY JaHi
XPOMOCOMHI 3MiHM HallyacTilie He MO3Ha4YaloTh-
cs1 Ha 310poB'T camoro Hocist mepebypou. OpHak
npu 1nepegadi  moAiOHUX TIeHETUYHUX 3MiH
HACTYIHOMY TIOKOJIHHIO TepedysoBa MosKe
OpURHSTH cTaTyc HesbamancoBanoi. Cungapom
[layna posBuBaeThbcs, SIKIO TeHn 3 21 xpomoco-
MU OyayTh He 30ajaHcoBaHi B OiK 30iIbIIEHHS
iXHBOI KisbKOCTi. Mo3aiuna ¢opma 3aXBopioBaH-
HS He Ma€ TeHJEeHIli 10 ycmaakyBaHHA. Bona
3'ABJSETHCS BHACJIIOK BUMQJAKOBUX 3MiH Y TIPO-
1eci Mefio3y Ha paHHIX CTaJigIX PO3BUTKY TLIOY.
PesynbraTom X 3miH CTa€ CTaH, y IKOMY 4acTH-
Ha KJITUH TiJla MICTUTh TOKJaJeHi Bl KOIIil
21 XxpoMocoMmHu, a B IHIIKMX KJIITHHAX Oy/ie cIocTe-
piratucg mo Tpu Komii. 3a JaHWUMU JIiTepaTypu
BUgBIeHO Maiibke 80 pi3HUX  KIIHIYHUX
dbenorunis mozeii 31 C/I, y Tomy uncii 3 pisHuMn
KOTHITUBHUMH TOPYIIEHHSIMH, aHOMAJisIMU
HITYHKOBO-KUIKOBOTO TpakTy, BBC, enokpuH-
HUMW TOPYIIEHHAMU, HEBPOMATOJIOTIUHUMU 3Mi-
HaMU, IHTEJIeKTYaJbHUMU OCOOIUBOCTAMU i1 iMy-
HoJsiorivnuMu gedexramu |25, 30, 37,63,68].

[MosigomasieTbes, mo y mwoaeit i3 C/I, Braci-
JIOK TE€HETUYHHUX 0cOoOJMBOCTEN, apTrepiajbHa
rinmeprensisi peectpyeTbest 3pinka [37]. Came
CXUJIBHICTH 10 apTepiajbHOI TiMOTeH3il BIJIUBAE
y aireit i3 CJ/I Ha IMOKa3HMK CEPEAHBOrO 00'eMy
epurporutiB — MCV (mean corpuscular volu-
me), skuii nepesumye 100 fl (mpu wHOpM™MI
80—100 fl). IIpu 1poMy mnokasuuku GOJIIEBOI
KHCJIOTH Ta PiBeHb BiTaMiny B12 y HUX € B HOpMI.
Y giteir i3 gedinuToM 3ariza TOKAa3HUK MOKE
6yt menmum Bix 80 fl. Hamre mocmimkeHHs
3acBigunio, mo Me snavenns MCV cranosuia
85,95 fl (y miamazoni 70,0-106,2 fl) y saranbhiii
BubipIi xBopux, a npu 3/A NOKa3HUK KOJIMBAB-
csy mexxax 70,4—84,9 fl (3 Me 75,45 fl).

A. Awasthi 3i cmiBaBT. y ZOCIiIKEHHSX
remMatosioTiuHoro Tmpodinto namienTiB 3i CJI
BIIPOIoBK 10-pivHOTO CcOCTEepeKeHHS BUSBUIN
reMaToJIOTiuHi 3axBOpOBaHHSA y 6,2%. 3 1ux
6,2% y 73,3% xBopux miarHoctoBano [JI abo
TAM i mume y 1,7% piarHocToBano aHeMmiio.
Bueni cTBepKYyIOTH, 1110 Y 3arajibHill MOMYJIAIlil
mitelt 3 anemicio 8,1% cranosmaars ocobu i3 C/I.
YacTora BUINA/IKIB aHEMii 3pOCTAa€ 3 BIKOM TaKKUX
nauientis [36]. E. Henry Ta cniiBaBT. nosigomis-
I0Th, 10 TIOMUPEHICTh aHEMIl Yy TaKWX JiTell He
Bij[pi3HsANaca BiJl 3arajibHOI MOMYJIAIil HOBOHA-
pPO/KEHNX. ABTOPU BBaXKAOTh, MO NPUIUHOIO
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3aHEIOKOEHHSI 3 NMPUBOJAY aHeMii € KOTHITUBHI
MTOPYIIEeHHS PO3BUTKY ITi€l KOTOPTH TAIIEHTIB
Ta BUCOKUI CTYIiHb yBaru 10 HUX [35]. [Hmumu
BUYCHUMM OIUCYIOTHCSI 3HAYHO BUIII ITOKA3HUKU
nomupenHs anemii y mgiteir i3 CI — Big 10,0
no 47,0% [11]. Hame pocrnimkeHHs BUSBUJIO
3/1A y monazx 30,0% mireii i3 C/I, a 46,1% crano-
puau gitu 3 TAM, IV ta M/IC. 3Buuaiino,
1151 BUOIpKa He € MOBHUM BiZI0OpaKeHHSIM TIOIIN-
peHocTi XxBopoO y marienTiB autstyoro Biky 3i C/I,
OCKLJIbKU TIPe/ICTaBJEHI TeMaToJIOTiuHi po3Jaan
aHaJi3yBaJMCA y JiTel, AKi 3a BaKKICTIO CTaHy
nepeOyBau HA CTAIIOHAPHOMY JIIKYBaHHI 3 TIpH-
BOJLy Pi3HUX 3aXBOPIOBAHD, ajie B 0araThOX acIek-
TaxX BOHA € pelrpe3eHTaTUuBHOW. Ps 10CTiIHUKIB
ITOBIJIOMJISTIOTH TTPO acolliallifo HU3bKOI MacH TiJjia
3 aHeMi€lo, IO MiATBEP/XKY€E TiloTe3y PO Te,
M0 HEeJIOCTATHE XapuyBaHHS MOXKe BILIMHYTU
Ha 3/lA 1 HaBITHh HOSACHUTHU [€dKlI 3 BUSIBIEHUX
BiZIMIHHOCTEN MiXK PI3HUMHU COIIOKYJIBTYPHUMU
Ta eTHiuHuMU rpynamu aiteii i3 C [24,36]. IIpu-
YIHOIO aHeMil MOKYTh OyTH i iHIII XPOHiYHI 3aX-
BopioBaHHA. KpiM 3BUUAHUX PO3JIAIiB XapuyoBOi
HOBEIHKM Ta aHaTOMO-(hi3i00riYHUX 0COOIUBO-
CTeil y IHUX XBOPHUX, y 0araTbOX BUSBIISIETHCS
nesiakisg. 3a MaHUMU BYEHUX, TMOIMHUPEHICTH
nesiakii cepen oci6 3i C/I konmBaeThes B fiara-
soui 1,0-18,6% [24]. Hamm piarHocToBamo
nemiakio y 11,5% nireit 3i C/I. Takuii HU3bKUI
BiZICOTOK JaHOI CYIyTHBOI MATOJOTIl y HalloMy
JOCJIJI)KEHHI MO’KHa IOSICHUTU HeJO0CTaTHIM
00CTeREHHAM Ii€T KOTOPTU. BUKII0UHO BUCOKMIA
MOKa3HUK TomupeHocti neriakii npu  CJl
(12,0-18,6%) cmnocrepiraBcs y  IlBerii
ta Yexii. Cepen itamnifichkux piTell, XBOPUX
na C/I, nesiakist 3ycTpidaeTbes 3 4acToTOIO 4,6%,
a 'y rosutanacbkux giteit 3i CII — 7,0%. B amepu-
KAaHCBKUX JIOCTI/UKEHHIX TOKAa3HUK KOJMBABCS
Bix 3,2% 10 6,7% Y medaxkux NaiceHTiB i3 1M03U-
TUBHUMH pe3yibraTamMu IgA merteopusm OyB
€IMHUM CHMIITOMOM, SIKUI OyB OLJIBII MOIIMpe-
Huit, HiXK B IgA-HeratuBHUX TaiieHTiB. He Bus-
BJISETbCS BiJIMIHHOCTEH ToNMpeHocTi aiapei,
3aropis, GoBaHHs a60 abIOMIHAIBLHOTO (GOJIbO-
Boro cunapomy y IgA-nerarusnux um IgA-mo-
suTUBHUX XBopux [24]. 3a manumu C. Sharr
31 criBaBT., Jiuie TpuBaji 3anopu y 43,2% 6ynn
HallyacTimuM  cUMITOMOM  Tlemiakii  [26].
A.S. Bhat 3i cmiBaBT. OIiHIOBAJIHW TIOMIUPEHICTH
nmesiakii B iHAINCBKUX [iTE€ld 3 TPHUCOMIEIO
21-i xpomocomu, Gepyun 10 yBaru KJiHIUHi
i sabopaTopHi MOKa3HUKKU. BOHU CTBEPIKYIOTH,
110 CTAaTUCTUYHO 3HAYYIIMMU (PaKTOpamMu pU3u-
Ky IS iarHoCTUKY 1emiakii y aiteit 31 C/l cepen
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psAAy KAIHIYHUX o3HaK Oyja Jjwuiie OJAigiCTh
IKipH, a 3 ycix J1abopaTOPHUX MOKA3HUKIB —
autie anemis. [le pocaifzkeHHd He BUSIBUJIO CYT-
TEBOI PI3HUIN B MOUIUPEHOCTI OOJIIO Y JKUBOTI,
miapei, rinomasii emasi abo peruanBHOIO CTOMA-
TUATY. Y I'PyIii Nali€HTIB i3 HEraTUBHUMU PE3YJib-
TaTaMHW CEPOJIOTIYHUX TECTIiB Ha IeJiakiio Haii-
GiJIbII OMUPEHUMU OYJIH eITiIencist i MeTeopu3m
[57]. Takum yrHOM, HEMAE OHOTO KOHKPETHOTO
KJIIHIYHOTO TTapaMeTpa, BJACTUBOTO YCIM TaIli€H-
tam i3 C/I, sskuit MaB OU JiarHOCTUYHY I[IHHICTb
11 BUsSBJIeHH 11esiakii. ITosnbcbKi BUeHI BBaska-
I0Th, BPAaXOBYIOUH MOITUPEHICTD TeTiaKii y miTei
3i C/1 5,4%, 1110 y BCiX Malli€HTiB i3 Mi€to reHeTny-
HOI0 aHOMAJI€ HeOOXiHO MPOBOAUTH JiarHOC-
TUYHY OI[IHKY 3aXBOPIOBAHOCTI Ha IleJiaKiio
He3aJeKHO BiJl KJIHIYHOI KapTUHU, 9K TIpe-
BEHTUBHY TPO@ITaKTUKYy JiMGbOM MIJIYHKOBO-
KUIIKOBOTO Tpakty [14]. Tumri oOTpyHTOBYIOTH
€KOHOMIYHY HE/OIIJIbHICTh CKPUHIHTY IesiaKii
y 6escumnromuux aireit 3i C/I [41,65]. ¥ obcre-
JKEHUX HAMW XBOPUX 13 TeJiaKi€l0 JOCTIIKEeHHS
OGysnu OOTPYHTOBAaHUMH Y 3B'SI3KY 3 IIPOSIBAMU
METeOPU3MY Ta €HTEPOTaTii, a TAKOXK YaCTKOBOIO
e eKTUBHICTIO TTperaparTiB 3aiza.

Y HusIi J0CTiKeHb MOBIIOMIISIIOTh PO iMYy-
HoJstoriyni nopyuiennsa y nauientis 3 C/I, ixuio
MiIBUIIEHY CXUJIbHICTD /10 1H(EKITii Ta BUCOKUN
PU3UK PO3BUTKY He JiMIle HOBOYTBOPEHb, aJe
Il ayTOIMyHHUX 3aXBOPIOBaHb y CTapIIUX 0Ci0,
TakMX $IK ayTOIMyHHa eHTepolaris, IeJiakis,
SIKA 4aCTO ACOIIIOETHCS 3 ITHITUMU Ay TOIMYHHUMU
3aXBOPIOBAHHIMHU, TAKUMU SK TUPEOIAUT, MiacTe-
Hisl, CUCTeMHHWI 4YepBOHMII BOBYAK, aJIOIEIis,
BITLJIITO, IIyKPOBUI fiabeT, ab0 3araJbHUM Bapia-
6epHUM iMyHOREDinUTOM |5, 38].

Y nmiteit 31 C/[ nesaki comatuuHi mOPyIIEeHHS
MOXKYTh OyTH He BHSBJIEHI YIPOIOBK MEPIINX
MicAIiB  KUTTS. 3O0KpeMa 3aXBOPIOBaHHS
MMTONOAIOHOT 3271031, a caMe BPOIKEHUIT Tilo-
TUPEO3, SKUN XapaKTepU3yeTbCHd 3HUKEHUM
MeTaboIi3MOM, PO3JIajaMi HEPBOBOI CHUCTEMU
JIOAWHU. 3a JaHUMU Py JOCHTIKEHb 3'dcoBa-
HO, 1o y ocib 3i C/I crmocTepiraeTbest moBHa abo
yacTKOBa BTpaTa CJyXy, IpUHAMHI Ha oOjHE
ByX0. BueHi cTBep/KyOTh, IO 1€ IMOB'SA3aHO
3 HeNpPOMNOPIIHHUM PO3BUTKOM 30BHIIIHBOTO
Byxa i Kictoyok. Barato mpobiieM, TOB'si3aHUX
3i cayxom, mMoxkHa kopuryBatu [30]. Cepen
HaITMX TaIli€HTIiB BaJu 3BYKOIPOBiHOTO amapa-
Ty BusiBseno y 11,5% oci6. Kpim mpobiem 3i
CJIYXOM Y IMX JIiTel TaKOK MOKYTb CIIOCTEpira-
THCS Pi3HI opyleHHs 30py. KatapakTa BUHuKae
npubauszso B 3,0% Bunazakis y miteit 3i CI,

140

ajie BOHa MoOsKe OyTH BHJIIKYBaHa Xipyprideum
mistxoMm [51]. Y wammiit Bubipmi y 2 (7,7%) miteit
BCTAHOBJIEHO BPOJ/IPKEHWI aCTUTMATH3M, KaTapak-
TU He BUSBJIEHO Y *KO/IHOTO Halli€HTa.

Y piteil i3 Ii€I0 XPOMOCOMHOIO aHOMAJIi€I0
YacToO CHOCTepiraeTbcs M'si3oBa TinmoTowis [50].
limoronis BrMBaE He JIUIE HA M ' SI30BUH TOHYC,
ajie 1 Ha TPaBHY CHUCTEMY, TOMY Y IUTHUHU MOKe
BUHUKHYTHU 3a110p. OCKIJIbKYU y TaKUX JiTeil 3HU-
JKEHUN M'sI30BUN TOHYC, BUTATHYTUN BEJUKUN
S3UK, TO, K IIPaBUJIO, TOJYBaHHS TaKOi JUTUHU
€ HEeIpPOCTUM, TpuUBaJiIMUM y yaci. Marepsam
niteit, xopux Ha C/I, 9Ki TOAYIOTh TPY/IbMU, CJIi]T
peTebHO KOHTPOJIOBATU Macy Tilla IUTUHU
M0 1 micas romyBaHHsS, MO0 TEPEKOHATHUCH,
91 JJOCTATHBO Xapuy€eThest Masok. Y ocib 31 C/I
301JIBIIYETHCST YACTOTa PO3BUTKY TAKUX 3aXBO-
pioBaHb, IK XBopoba [ipunpyHra, o cTaHOBUTb
12,0% 3 ycix miarHOCTOBaHUX BHIIAQJKIB, aTpe3is
AHAJBHOTO OTBOPY, aTpe3isd CTPaBOXOMLY, HUPOK
[29,50]. Hamu miarnoctoBano y 1 (3,8%) xBoporo
cunpom Kaprarenepa 3 I0OBHOIO TPAHCIIO3UILI€IO
BHYTPIIIHIX OPraHiB Ta BUSABJIEHO aHOMAaJil
PENpPOAYKTUBHOI CUCTEMU Ta PO3BUTKY M'430-
BO3B'A3KOBOTO amaparty (aiadgparmMaibHa Kuja
Ta Kuja 01101 JTiHii KUBOTA).

Y npireir 31 C/] BUABJASAIOTBCA PsiJi OPTOIEIAY-
HUX Bajl, flehekTu KiHIiBOK [44,68]. [TepeBakuo
e MiJBUINEeHAa PYXJHWBICTh CYrjo0iB, y TOMY
yucai  HecTablJbHICTh  aTJIaHTO-aKCiaJlbHOTO
sujieHyBaHHs1 (muitHuii Bigmia) xpeora, 90,0% —
nedopmarii mepearboro Biagiay cromu, 60,0% —
IJIOCKOCTOTICTD, 24,0% — i30JbOBaHa BaJbTyCHA
nedopmaitist 'siTKoBoi Kictku, 22,0% — Bajbry-
cHa pnedopmarisg komiH, 16,0% — Kocosamicth
crom [49,50]. Hamu agiarHocToBaHO y MMOHAJ
69,0% miteit 31 C/ miockoBanbrycuy medopma-
ito croi. TinepMobinbHicTh y cyriobi € 31e6ib-
MIOTO Pe3yJbTaTOM IEePEPO3TITHEHHS eJacThuy-
HUX €JIEMEHTIB y 3B'si3kax cyrioba. 1o mpo-
6JIEMOTO € CKOJII03 — JIy’Ke TIOMNUPeHa MaToIoTis
cepen niteit 3i CJ/I. Ilatosoris KyJsabiioBoro
cyryoba (MmiBUBKMX) € HACIIIKOM M'SI30BOI Timo-
ToHii i caabkocTi 3B'g3k0BOrO amapary. Haiiua-
crime 1i 3MiHM BUSBJSAIOTBCS Y 3—13 POKiB.
[Ile 3ycTpiya€Thcs HE3PIJMICTh I 3aTPUMKA OKO-
CTEHIHHS sifiep KyJbIIOBUX cyrnobis. OxHieo
i3 cepiiosHux maroJioriii € xsopoba Ilepreca —
pyWHHYBaHHSI TOJIIBKM CTErHOBOI KicTKU. Bus-
BJISIETHCS KYJIbTaBICTIO, OOJIOYICTIO U X0Ab0i,
0OMEeKEeHHSIM PYXJITUBOCTI B KYJIBITOBOMY CYTJI001
[68]. HocuTh "acTo peecTPyETHCST MATOJIOTIS
KOJIIHHOTO cyryioba, 3a3Buyail 1e HecTabiIbHICTD
HaJAKOJiHKa — HifABUBUX i3 6e360sicHuM 0OMe-
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JKEHHSIM PYXJUBOCTI B cyrno0i [44, 68]. Yactuna
NOCTiTHUKIB BusiBJsiin y 5,0% miTeit, i3 nepesa-
JKAaHHAM 0ci0 KiHO4YOi cTaTi, AWUCJOoKaIllil HakKo-
JIIHHUKA, SIKi TTOTpeOyBaIi OTlepaTUBHOI KOPEKIIii
[68]. ¥V rtakmx mami€eHTiB, BpaxoBYIOYU pi3Hi
CTPYKTYPHI aHOMaJIil OIIOPHO-PYXOBOTO arapary,
3pocrae rinmepMobOinbHicTb  cyraobis  [49].
Y namomy pocruimkerHi ogna (3,8%) miBunnHka
MaJia mofibHy KJiHiuHy KapTuny. [CHYIOTH MOBi-
JIOMJIEHHSI 1IPO PO3BUTOK PEAKTUBHUX apTPUTIB y
taknx xBopux. C.L. Yancey 3i cmiBaBt. (1984)
3po0OWIM BUCHOBOK, IO BPaXOBYIOYM HAasBHICThH
aHOMaJIili PO3BUTKY OIIOPHO-PYXOBOTO arapary,
P4l iIMYHOJIOTIYHUX TOPYHIEHb, CXUJBHICTH /10
ABTOIMYHHUX TIpoIleciB, y oci6 3i C/I HeobxigHO
3Ba’KaTH HAa MOKJIMBICTb PO3BUTKY I0BEHIJIbLHOTO
peBmartoigHoro aptputy [12]. Hamum takox
JIarHOCTOBAHO PEAKTUBHMIL JBOOIYHMIT KOKCHUT
Yy OTHOMY BUIIQAKY. Y aHaai30BaHUX HaAMU JiTel
OyJI0 BUSIBJIEHO TaKy aHOMAJII0 PO3BUTKY KiCTOK
HWJKHIX KiHITIBOK, K IIJIOCKOBaJIbTyCHA Jiehop-
marisg cromn, y moHax 60,0% xBopux.
Y Hux 3ycrpivanucd W iHII Bajil PO3BUTKY —
HEMPOMOPIIHHO KOPOTKiI Tepiii Tajblli KHUCTI,
KOPOTKA HIUPOKA U, TOIIO.

[Tamtienram i3 C/| mpuramanna 3aTprMKa iHTe-
JIEKTYaJTbHOTO, MOBHOTO PO3BUTKY. O/HAK y 1IUX
maiteil BUPOOJISIIOTBCS TEBHI KOMYHIKaTWBHI
HaBUYKHU, 4Ki IM JIONIOMAraloThb y CIIJKYBaHHI.
Ceper pi3HUX KJIIHIYHUX CTaHiB, aCOIIHOBaHUX 31
C/l, xpiM 3a3HayeHUX BUIIE, € ITiJBUTIEHUI
pusuk po3Butky aemenitii (y 70,0%), sska cTpim-
KO Tporpecye, nounnatoun 3 50 pokis. Eminern-
Tyl Hamaau y giteir i3 CJ/I mMeHmn momnmmpexi.
Omnax 5,0—-13,0% miteii i mopocsux 3i C/I cxuib-
Hi 10 emijerncii, pU3uK 3aXBOPIOBAHOCTI Y HUX
y 10 pasiB Bumuii, HiXX y 3/[0pOBOTO HaCeJ€HHSI.
Icuye Besmka MMOBIPHICTH KOHBYJBCIH y HiTel
MepIioro poky. Aje Taki Hana/m MOKHA JIIKyBaTH
3a JIOIIOMOTOI0 AaHTHUEINIJIeNTUYHUX IIperapariB
[29,51]. Cepen anamizoBaHMX HAMHM XBOPUX yCiM
OyJI0 IpUTaMaHHe 3HWKEHHS iHTEeJIeKTyabHOl
AKTUBHOCTI, TOPYIIIEHHS MOBHOT'O PO3BUTKY. E1li-
serciio 3apeectpoBano y 2 (7,7%) ocib, y oxHi€l
3 AKUX — Ha IIepIIOMY MiCSIll )KUTTH.

Maiixe y mosoBunm aiteit i3 C/I peectpyoTs-
ca BBC, sxi, 3a tTanuMu JiiTepatypu, BILIMBAIOTh
Ha 3arajibHe [UTsYe BUKUBAHHA. 3a JaHUMU
3apy6iskuux aBropis, pu CJI wacrime 3ycrpiva-
fotbest IMIIIT — nmo 35,0% xBopux, JIMIIII,
terpaga Qamno (TD) ra iHmi Bagy CTAaHOBJISATDH
mentie 1,0%. ATpioBeHTpUKYJsIpHUI nedheKT
€ HaiOLTBIIT oMU peHoo GOpPMOTO, SIKa XapaKTep-
Ha i 40,0% xBopux [40]. Exo-KI' Bukonano

ISSN 1992-5913 Cospemennas neauatpusi 6(86)/2017

yciMm anajizoBanuM JitaM. OTpuMaHi HaMu JaHi
4acToTu cepieBux anomamiit y miteir 3i CJI
He 3alepeyyloTb yKe Biomi B JiTepaTypi.
Y abcostoTHOI OiJbIIOCTI HANIMX MAIi€HTIB
(n=18, 69,2%) niarnocroBano KombiHoBani BBC.
Y crpykrypi nux anomasniit y aiteit 3i C/l naii-
yacrime Bigsnavamuca: nosHa ITABK — 30,7%,
JIMIIIIT — 26,9%, BiagkpuTa aprepiajbHa IPOTO-
Ka Ta aHoMaJiil KJjamauis, iHmi Bagu — 15,4%.
3HauHO MeHIe OyJI0 aHOMaJiil MaricTpajbHUX
cymua — 7,7% ta IMIIIT i TO — y 3,8% mireii.
[Tpuyomy maiike y rn'aroi yvactunu miteit i3 BBC
JliarHOCTYBaJIMCsl O3HAKMU JIETEHEBOI TilepTeHsii
[-II cTynens.

Y crpykrypi BBC 6msbro 3,0-4,0% craHo-
BUTH KoMmiuiekc Elisenmenrepa. ¥ KapaioJorii
PO3PI3HAIOTH KOMILJIEKC 1 cuHApoM Eilzenmenrepa.
Tepmin «CcUHAPOM» 3aCTOCOBYETHCA JIJIsI OKpec-
JIEHHS CUMITTOMOKOMILIEKCY, SIKUI BUHUKAE TPHU
HEKOPUTOBAHUX BajlaX CEPILS 3 PO3BUTKOM TIPABO-
JiBoro muryHTtyBaHHs kposi (IMIIIII, JIMII,
ITABK). Takuii cTan cymmpoBOKY€EThCS TiABUIIE-
HUM THCKOM Y JieTeHeBill apTepii, AKUU MoxKe
JIOPIBHIOBATH THCKY B aopTi ab0 HaBiTh IepeBU-
HIyBaTH HOTO, 1110 TPU3BOJUTD /10 CIIa3MYy MpeKalli-
JISIPiB 1 PO3BUTKY JieTeHeBOl rinepTensii. 3rojgomM
CTIHKW JIETEHEBUX CY/INH 3HAYHO TTOTOBIIYIOTHCS,
BUKJIMKAIOUM TTOPYIIEeHHs An(y3ii KUCHIO 3 aTbBe-
0JI. Y Talli€HTIB 3'gIBJSIETbCS CTIMKUHA I[1aHO3,
3aIMNIKA, 3HMXKYETbCS (Pi3uyHa BUTPUBATICTD.
Y XBOpHX € cKapru Ha 4acTuil 6ijgb TOJ0BU, HOCO-
Bi KpoOBOTeYi, KPOBOXapKaHH:, CUHKOIAJbHI
cranu. Bhaciifok XpoHiuHOI cepleBO-CyJAMHHOI
Ta JUXAJTBHOI JIEKOMIIEHCAIii MaybIli PyK 3MiHEeHI
3a TUTIOM «bapabaHHUX MAJIUYOK». XapaKTePHOO
€ CXWUJIbHICTb /10 PEeCIipaTOPHUX 3aXBOPIOBAHD:
HAIIEHTH YaCTO XBOPIIOTHh HA GPOHXITH Ta ITHEBMO-
Hil. Y remorpami XapakTepHa TOJIIUTEMis
[18,28,45,53,71]. Hamu croctepiraBcsi maii€HT
14-piunoro Biky 3 HeonepoBaHowo [TABK Ta jere-
HeBoto rineprensieo Il cT., 3 remarTosorivHUMuN
posJagaMy — MOJIHIUTEMIEIO Ta TPOMOOIUTOIIEH]-
€10. Y I0HaKa TakoX BiJ[3HAYaINCS NlepiopaybHUN
Ta aKpoIliaH03, MePIOINIHO BUHUKATIU TPOSBU
reMOparivHoro CUHJPOMY y BUTJSII TPODY3HUX
HOCOBHX KPOBOTEeY i TeMopariuynoi Bucunku. [Ipu-
YUHOI0 HOro cMepTi y gopocioMy Bimi Oyiia
ceplieBo-Cy/IMHHA JIeKOMIleHcallig Ta mpody3Ha
serereBa kpoBoreda. M. de Haan 3i criBaBT. 1moBi-
JIOMJISLITH TIPO CXOKUN KJIiHIYHUH BUTIQ0K [70].

Bracui orpumani pesyibraté poOJsiTh Ode-
BH/[HOIO HEOOXiIHICTh PAHHBOIO KapAiOJIOriuHO-
ro oOcTe)keHHs BCix HoBoHapoKenux 3i CJI as
csoeuacHol mpiarnoctuxku BBC, HemocratHOCTI
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kpoBoobiry (HK), 3acTiiiHoi jiereneBoi TinepreH-
3i1, SIKa IPU3BOAUTD /10 PO3BUTKY BaKKUX OPOH-
XOJIETEHEBUX 3aXBOPIOBAHb.

¥ 3,0-10,0% noonapomkenux i3 C/I B anasi-
3aX KpOBi BMABILETHCA JieMKeMOIi/HA peakilid
(3a TUmOM TpaH3UTOpHOI Jielikemii) [16,17,73].
ITpuuunu 1i BUHUKHEHHS HEBiZioMi, ajie O/IHO3-
HAayHO TIOB'sI3aHi 3 J0AAaTKOBOIO 21-10 XpOMOCo-
MOI0. Y YaCTMHU XBOPUX TaKUIl CTaH HE BUMAarae
JKOJIHOTO JIiKyBaHHA. Taki 3MiHM IOCTYIIOBO
perpecyioTh Bi 4-X 10 8-MU THKHIB G€3CJIiIHO.
Ha nymky BUeHUX, BOHU € CBi[YeHHAM TIi/[BUIIlE-
HOTO PU3UKY PO3BUTKY Jeiikemii y 20,0% miteii
y crapiiomy Biti [17]. Y 6ibiroi yacTuHu HOBO-
Hapo/KkeHUX 13 Tpucomieo 21-i xpomocomu
BijIpa3y TicJjigd HapOJKEHHS, BHACHIJIOK HEI0C-
KOHAJIOTO KOHTPOJIIO TeMOIOETUYHUX KJITUH
o/tHi€l abo NeKIIbKOX JIiHIH, BizHAYAIOTHCS 1HIIT
TPAH3UTOPHI 3MiHM B peryJsiii remoroesy,
1[0 TIPOSBJISIOTHCS y BUTJIS/II TTOJIITATEMI1, TPOM-
6onuromnenii, TpombouuToldy Tomo [16,19,
21,35,43]. Mu nipoanasidyBajiu MOKa3HUKN T€MO-
rpamu y Bubipui xBopux 3i C/I, mo6 BU3HAUYUTH
4acTOTY TeMaToJIOTIYHUX ropynieHb. byso Bera-
HOBJIEHO IUPKYJILiio Omactis > 1,0% 3a pesyiib-
TaTaMyd  JOCJHIJKeHHsT (OopMyJan KpPoBi y
5 (19,2%) xBopux (migpaxyHok nanorntuyno). e
OyJu HOBOHapoOJsKeHI 3 mepBuHHUM TAM.
Y HuX 4yncao JIeHKOLMTIB KoJuBaJocs Bix 3,0
10 19,9 T/, y Beix nux oci6 6ysa rpombonuTore-
Hig <150,0x109 /1. Iloxi6ui pesyabratu MOBiLO0-
mistioth G.L. Jackson 3i cmiBast. (2012) [21].

ITpu Tpucomii 21-i xpoMocoMu TOMIMPEHICTH
OHKOJIOTIYHUX 3aXBOPIOBAaHb € ICTOTHO BUIIOIO
MOPIBHSAHO 13 3arajbHomnonyJiAliinow. Ile cro-
CYETHCS, TEePEBAKHO, PUBUKY PO3BUTKY TOCTPOI
JiefikeMmii, B TOM 4ac K COJIIHI MyXJWHU, TaKi IK
Helipobacroma abo HedpobaacTtoma, y AiTei
3i C/l 3ycrpivatorbest Bkpail piako [6-8,61,77].
Tak, y 6araToleHTPOBUX E€BPONEHCHKUX ITOCIIi-
JUKEHHSIX OTTMCAHO JIUIIE OJMH BUTAJI0K TaHTIII0-
Helpo6jacTOMU Yy MallieHTa 3 MO3ailu3MOM
CJ1 [6]. Hamr anasris migTBepAnB PijIKicTh TAHOTO
3aXBOPIOBaHHS: JIMIIE Y 0AHOTO XBoporo (3,8%)
3 nonepe/iHboo fiarHocTukolo TAM mocmepTHO
Bepr(iKOBAHO raHTIIOHEHPOBIACTOMY PO3MIPOM
0,4 cM 3 MeTacTaTUYHUM ypasKeHHSM JiMGPOBY3-
JIiB. ICHYIOTb NOBiZIOMJIEHHS TIPO BUIAJIKA OHKO-
JIOTIYHUX 3aXBOPIOBAHDb TIJIYHKOBO-KUITKOBOTO
tpakty (IIIKT) B 0ci6 wososiuoi crari 3i CJ]
MOPIBHAHO 3 KIHKAMU y BIJTHOCHO MOJIOJIOMY Billi
[56]. [TepBunna jgiMmdpoma cTpaBOXOLy 3ycTpiva-
€TbCS JIy’Ke PiIKO i cTaHOBUTH MeHIe 1% cepen
ycix xBopux 3 gimpomamu IHIKT [56,58,59].
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Cepen akTOpiB PUBUKY 3aXBOPIOBAHHS 3Tajly-
I0ThCsl: 3a0pYAHEHHHS TIPOJAYKTIB XapuyBaHHS
HiTparamu Ta Oakrtepisimu Helicobacter pylori,
HU3bKUI COIIaJIbHO-eKOHOMIUHUI CTATyC, Tesia-
Kig, xponiuni 3axBoptoBanng [IIKT, azenomaros-
ui momminu [24, 32, 46, 56, 58, 59, 61]. VY 3B'a3ky
3 OOMEKEHUMU IHTEJEKTYaJbHUMU MOIKJTHBO-
cramu, Joan i3 C/l He 3aBXKIM KOPEKTHO MOXKYTh
MOSICHUTH CBOi CKapr#, HE3pO3yMiJIO OMHUCYIOTh
CBOI cUMITOMH Ta iH(GOPMYIOTh PO O6iJb,
10 MPU3BOJAUTH /O BiJTepMiHOBaHOI jiar-
HOCTUKHU 1 MOTEHIIHO TipIIUX Pe3yabTaTiB JiKYy-
BaHHs [56]. ¥V wamiii Bubipui OyB Jurre
1 (3,8%) 14-piunuii xjomenb, y SKOro nepBUHHI
3MIHU y CTPABOXO/Ii TP MATOTICTOJIOTIYHOMY J10-
CJIJIPKEHHI ONMMCYBAJUCh 4K TJIOCKOKJITUHHA
narijioma crpaBoxoiy. Ilpu mosTopHiii 6iorcii
Ta TONAJBIIOMY IMYHOTICTOXIMiIYHOMY [OCJIi-
JUKEHHI y HbOTO Bepu(iKOBAHO HETOKKIHCHKY
nudysny B-xmituany gimdomy, Heknacudiko-
BaHy, 3 03HakaMu JiiMmpomu TokKiHA 3 ypaskeH-
HIM Kap/iaJbHOTO Bij/IiJTy CTPABOXO/y Ta PETio-
HapHuX JiMdatnaaux By3maiB. Jledki Bueni
BBaXKAIOTh, MO NpU JiM(pOMI Takol JIoKadisarii
MeTacTaTUyHI MYXJWHHI Macu Ha CTPaBOXil
MOTPAILISIOTH i3 cepemocTiHHs [56].

3a JaHuMM  JiTepaTypu, |y Ialli€HTIB
31 C/I HeuacTo 3ycTpivaloThCs XPOHIYHUN MI€JIOT]I-
Huit Jsetiko3z (XMJI) i xponiuauii gimdosielikos
(XJLJT).ITi ocobauBocTi, 6Ge3yMOBHO, IIOB'sI3aHi
3 HasIBHICTIO JI0IATKOBOTO TEHETMYHOTO MaTepiary
21-i xpomocomu [77]. Y wamiit Bubipmi
He Oyso sxoxHoro xBoporo na XMJI uwm XJIJIL.
3a pamumu Jitepatrypu, upu CJl yacrora
BUHUKHEHHS JelikeMii y 18 paziB Buia, Hix
y HacesjeHHs 3arajoM [34]. Mawnidecrartis neiike-
Mii, SIK IPABUJIO, NPUIIAJIAE HA TEPII 11'ITh POKIB
skutTd giteit 31 C/I. Y mepimi Tpu poku pu TpUCo-
Mii 21-i XxpomMocomy HalOiIbII TOIMKPEHO Gop-
Mot0 € 'MJI 3 mepeBaskaHHAM ITiJITUITY MeTakapio-
muTapHoi Jieiikemii [54,61,77]. Illogo mporHosy
y miteir 3i CJI ta M7 TMJI, to BiH Moxe OyTu
HaBiTb KPaIIUM MOPIBHSHO 3 IHIIMMU MallilEHTAMMU.
Hesxi aBTopu BBaxKaoTh, mo [JIJI Ta TMJI y xBo-
pux "Ha C/I matoTh cxoxxy yacToTy. [Hii Bueni nosi-
JIOMJISTIOTH, 1110 'y 0cib 3i C/I gacrite peecTpyroTh-
cst TMJI, ocobmBO rocTpuii MerakapiobacTHHiA
setiko3 (M KJI), moyacTu 3 KJIIHIYHUMY O3HAKAMU
mienodibposy [33,60]. Hamu takox Oysio giarHo-
cTOBaHO Mi€n0(}hiOpo3 y MmalfieHTa 3 MOmepeaHiM
TAM depe3 nBa Mics1li 3a JAHUMU TiCTOJOTIIHOTO
nocuimkentst KM. TToai6Hi 3MiHN y KPOBOTBOPEH-
Hi gitett i3 CJl onucyoTbes y TOMEPEHIX JI0CTi-
mxennsix M. Niceta, D.I. Evans [33,51]. ABropu
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BBa)KAIOTh, [0 HASBHICTH BUIMAJKIB TOCTPOTO Mi€-
J0¢i6posdy y aireit i3 C/I Moxke OyTH Iie OIHUM
MPUKJIAJOM HECTIHKOCTI TeMOMOETUYHOI CUCTEMU
pu 1IbOMY 3aXBOPIOBaHHI. | jmiie rictosoriune
JIOCJTIJKEHHS KiCTKOBOTO MO3KY /I03BOJISIE BEpUi-
kyBaTu Jiarnos. Leit BapianT VI HaiiuacTinie peec-
TPYETHCS y T1epIi 4 POKU KUTTS, 3 MOIEPEHBOIO,
B TEPMiHi KiJTbKOX MiCSIIiB, Mi€ToANCILIa3i€10. BBa-
JKa€eThe, 1m0 gkio y autunu i3 C/1 peectpyerbest
M/IC, caiji HEB/IOB31 OYIKyBaTH PO3BUTKY MeTaKa-
piorurapHoi Jeiikemii (M7) [9,17,36,54]. Takox
ICHYIOTH TTOBIIOMJIEHHS, 1[0 Y XBOPUX HA JIEUKEMIiTO
mireii i3 C/I crapmux 3-x pokis npubausto 80,0%
BumnajkiB npunazgae va [JIJI i 20,0% — na I'MJI
[17]. 3a pesysbraTamu 0araTOIEHTPOBHUX ITOCJIi-
mokerb y xBopux i3 CJI 36i1bIIyeThest BiIHOCHMI
pusuk Jietikemii y 10—20 pasis, i3 CyKyImHUM pu3su-
koM 2,0% y Biti 10 -1 pokiB i 2,7% — no 30-tu
pokiB [34]. Bouu cranosisth 6m3bko 2,0% ycix
IJLJT i 6;musbro 10,0% ITMJL y mireii [8,19,27].

3-moMix anasizoBanux Hamu giten [JIJI mgiar-
HocToBaHo y 2 (7,7%) xBopux BikoM 2 p. 4 Mmic.
Ta 2 p. 5 mic., TMJI — y 4 (15,4%) oci6 3 Me Biky
2 p. 3 mic. (kosuBanusg 1 p. 6 mic. — 2 p. 9 wmic.),
y 1 (3,8%) mutunun — MJIC. Ocranns narientka
BUOyJIa 3i CIIOCTEPEKEHHS.

CrertndivHoTO JIIKYBaHHS JIEHKO3Y /7T iTel 31
C/I He po3pobJieHO, 3aCTOCOBYETHCSI CTAaHIAPTHA
Tepartid, juiie Ay I'MJI i3 4acTKoBOIO pefiyKIli€io
— 1031 OKpeMHUX IuTocrartukib. [Ipu npbomy Bug-
BUJIOCS, 10 JITH 3 TprcoMieo 21-1 xpoMocom# i
I'MJI wmaioTh Kpamii pe3yJabraTh JIiKyBaHHS
i BUII TIOKA3HWKW BWKWBAHHS, HIXX TITH 0e3
TpucoMmii 3 Takoo camolo martojorieio [9,42].
Pesynpratu nocaipkenb 3aCBiIYNIIN, IO MAIIEHTU
3i C[I-TMJI € yHikasbHOWO GiOJOTIYHO0 MiATPY-
1010 1 IOBUHHI JIiKyBaTucsd 3i 3aCTOCYBaHHIM
MEHIT iHTeHCcMBHUX mpoTokoaiB XT [42,62].
H. Hasle Ta cmiBaBT. TOBIIOMISIOTH, MO KOICH
natient 3i C/I-TMJI He nomep udepes GakrepiiiHi
abo rpubKkoBi yckaaaHenHs. [TppunHoio Beix cmep-
TEeJBHUX TOJINA OyJIM BUKJIIOYHO Bipycu. ABTOpU
BBAXKAIOTb, 1110 CJIi/I IPUIIJISITU BEJIUKY yBary Bepu-
Gikarii BipyciB, 3Bakaloun Ha ix GesnocepeaHiii
BIIMB HA cMepTHicTh naiienTiB 3 TMJI 1 C/I [34].
Y wnawmiit Bubipui nokasuuk EFS s xBopux Ha
I'MJI cranoButs 100,0%, 3-mOMiK yCKJIaJHEHD
3yCTpiyanaucs TOCTIIUTOCTaTUYHA MaHIUTOIIEHis,
croMaruT, GpoHXoJIereHeBi mpobemMu HGakTepiitHO-
rpubKoBoro Tenesy (puc. 2). Mu He mpoBoanIn
BIPYCOJIOTTYHUX JOCTI/[KeHb TaK IUPOKO.

Toctpa mimdobaactaa geinemis npu CJJ
€ GBI TeTePOTEHHUM 3aXBOPIOBAHHSIM. Y TaKUX
XBOPUX dYacTillle BUHUKAIOTb TOKCUYHI 3MiHU
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micJst pajiioTepartii i JiKyBaHHSI METOTPEKCATOM
(MTX), 1110 TpOSBIASETHCS Ba)KKUMU 3amMajbHU-
MU 3MiHAMU CJN30BUX 00OJIOHOK, INKipH, BUpa3-
HOO Miesocynipeciero. Taki ycKJalHeHHS TicJis
MTX Bumaraorh OiJbIINX 103 JEHKOBOPHUHY.
[Mpubausnuo 30% MaIienTiB i3 MiABUIEHOIO YyT-
gusictio 10 MTX MaioTh coMaTWdHi MyTailil
jak2 [21,52,62,66,72]. /IBoe HAmuX XBOPUX TIPU
MPOBE/IEHH] TMPOTOKOJBHOI XiMioTeparnii (0oAuH
xBopuii i3 [JIJI Ta oguH — i3 HETOKKiHCHKOIO
gimpomoro) orpumyBanu BeenenHs MTX y mosi
0,5 r/mM2 ta 2 /™2 Bignosigao. O60€ XBOPUX
MaJii BUPa3Hi TOKCUYHI YCKJIATHEHHS: yPOKeHHS
cau30BUX OOOJIOHOK SIK TPOSIB €HTEepPOMaTii,
BUPA3KOBO-HEKOPOTUYHUN CTOMATUT, XEHJIiT,
KOH'IOHKTUBIT, TOKCUYHUI IePMaTHUT i3 BUPa3KO-
BUMHU Ypa)K€HHSIMU IPOMEKUHH, IepiaHaJIbHOI
JISHKM, TeHiTasiil, obauuysi, Miejaocyipeciio,
TOKCUYHY TeNaToONaTiio, CeNTUYHI YCKIATHEHT —
OPOHXOIJIEBPOITHEBMOHII0, TOKCHYHY Kap/ioma-
Tito. /[y ocTaHHBOTO XBOPOTO I YCKJIAJHEHHS
Bugasuianca daraapuumu. Ha aymky nesaxkux
JOCJIIHUKIB, TIporHO3 nepebiry TJLJI ais narien-
T1iB i3 CJI mozi6Hwii 10 miteit 6e3 1iel marosrorii [8].
[Ipore E.G. Salazar mosimomusie mpo ripmri
pesyabratu gikyBauus [JIJI y miteii i3 C/I. Ile, na
Horo JayMKy, 6e3MoCcepeiHbo TOB'A3aHO 3 TTi/[BU-
HIEHUM PU3MKOM DPO3BUTKY CepIleBO-CYJIUHHUX,
pecIipaTopHuX, HEBPOJIOTIYHUX YCKJAJIHEHD,
nuc@yHKITE Tedinkn i cenicucom [66]. Y nopis-
HSIHHI 31 3araJibHUMU TTOKAa3HUKAMM [1JIs HACEJIeH-
nd, y giteii i3 C/I B 10 paziB yacrilire TparnisiioThb-
csl cMepTeJIbHI BUTIAJIKU Bifl iHDEKIIHHNX 3aXBO-
pIOBaHb, SKIIO BYACHO IX He BUSIBUTH i He IIOYaTH
aikyBauus [22,20]. ¥V oci6 iz CI-TJIJI Baxkki
cepitosHi iH(eKIi MOKYTh Tepebirati 6e3 THIIo-
BUX O3HAK, HAMPUKJIAJ TaKWUX, SIK TiepTepmis
[18,22]. i 0cobaMBOCTI TiAKPECTIOIOTh Pastoumii
3B'SI30K MIK TeHamiy, JIOKaJi3oBaHuUMU Ha 21-i1
XPOMOCOMI, TIO/I0 PO3BUTKY JIEWKO3Y 1 Uy TJIUBOCTI
1o ximionpenaparis [17,77]. I3 aBox ocib, XBopux
na [JIJI, y nattoMmy fociipkeHHi o/iHa ToMepJia Bif
nporpecyBanust JjeikeMii (B Ykpaini y 1991 p.
3actocoByBayiacsts X T ACVAMP+L-asp), npyra — 3
mpo-B-TIJIJI — nepebyBae y TpuBasiii KJIiHiKO-Te-
MaToJIOTiuHIN peMmicii Brpomosx 126 wmic. micis
MPOBEJIEHHST TTOBHOTO KypCy TMoJjiixiMioTeparii 3a
nporpamoio ALLI-BFM 2002.

BucuoBku

1. Cungpom JlayHa y ziteit cynpoBOIKYETHCS
MOJIIOPTaHHUM  CIIEKTPOM  BPOJIKEHUX  Bajl
po3BuTKY 3 mnepeBaxkanussMm BBC (69,2%), 3
Bucokoio yactoroio ITABK ra /IMIIIII.
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2. [lpw 1iit renernuniit anomanii 30,8% rema-
TOJIOTIYHUX Ppo3aaiB npunanae va 3/[A 3wmima-
Horo redesy. CJij1 3BakaTi Ha PU3UK MTONTUPEHO-
cTi aBTOIMYHHUX 3aXBopioBatb y ocib i3 C/I.

3. TpauauTopHUl aHOPMAJbHUN MIi€JIONOE3
gycrpivaerbes y 19,2%, ITII — y 15,4%, TAM —
y 19,2%. ¥ tpwox i3 n'situ xiteit i3 TAM 3apeec-
TPOBaAHO TpaHC(OPMATIiIO Y KJIOHATBHI 3aXBOPIO-
Banuga — MJIC, igiomarnunuii mienodiopos Ta
ranrsioneiipobacromy. Ileil mepexigHuii Mmie-
JonpoJidepaTuBHUN Po3yaZ € OKPEeMHUM HO-
30JIOTIYHUM CTAaHOM, SKUN MOKe perpecyBaTu
6e3CIliHO, ae MoKe OyTH HePeaBICHIKOM iHIINX
3aXBOPIOBAHb.

4. Hitam i3 CJ/] mpuTamanHa CXHWJIBHICTH
0 3JI0SKiCHUX 3axBopioBanb kpoBi: [MJI Bepu-
dikosano y 15,4% nireit, [JIJI — y 7,7% xBopux.

5. IlyxmHM HEreMaToJOTIYHOTO TTOXO/PKEHHS
Ta HETO/KKIHCHKI TIMPOMU y [1iTeil i3 TPUCOMIETO
21-i XxpoMOCOMH 3yCTPivaoThCsl BKpall Pilko —
y 3,8%.

6. Bcranosseno, mo ans giteit i3 C/l, xBopux
Ha ['MJI, nmpoTokosbHa XiMioTepallisi € BUCOKOe-
e(eKTUBHUM MEeTO/IOM JIiKyBaHHS.

JIITEPATYPA

7. Iloka3HMK 3arajJbHOTO KYMYJSITUBHOTO
BIKMBAaHHSA (PU3UK cMepTi) y aiteit i3 C/] ctano-
Butsb 0,68.

8. ¥V xBopux Ha remobsactosu B-jiHiiiHOro
noxojpkeHHd npu nposegenui MTX, HezanexxHo
Bin no3u (0,5 v/M2 un 2 1/M2), 3ycTpivaioThCs
BKKI TOKCUYHI YpasKeHHSI IKIpU, CIU30BUX 000-
JIOHOK, BiCIlepaJIbHUX OPTaHiB.

9. IlixBuieHnii pu3UK PO3BUTKY JEHKO3Y
y aitett i3 C/] BuUMarae peryJagpHOro JIOCi/I’KeH-
HSI KPOBi, 0COOJIMBO B MePIIi 11'ATh POKIB JKUTTS
IUTUHU. 3 OTJISIY Ha 3B sI30K MiXK TPAH3UTOPHOIO
JIeIKeMi€10 i PO3BUTKOM TI'OCTPOI JieliKeMil y 11X
MiTeil B MEPIT POKU JKUTTsI, 00T PYHTOBAHUM CTA€E
000B'SI3KOBE JIOCJIIIKEHHST KPOBI Yy HOBOHApO-
JUKeHnx i3 Tpucomieo 21-i xpomocomu. Bus-
BJIEHHH JIiTeil 13 Mi/[BUIIEHUM PU3UKOM PO3BUTKY
JiefikeMii J103BOJINTH CBOEYACHO [[iaTHOCTYBATHU
BUHUKHEHHSI 3aXBOPIOBAHHS 1 110YaTH aJleKBaTHE
JiKyBaHHs, Oepydn 10 yBaru BHCOKI IIAHCU Ha
JIOCSITHEHHS IIOBHOI peMicii Ta ojy:KaHHS IUX
HaIiEHTIB.
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