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JleueHme oCTpbIX N1eIKO30B Ha poHe GepemeHHOCTI
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Beseoenue. Jleuenue octpuix neiko3oB (OJI) ocraercst on-
HOH W3 OCHOBHBIX NIPOOJIEM COBpEMEHHOW remarosiorud. [lpu
passutun OJI Ha hoHe OGepeMEeHHOCTH, BOSHUKAET psiJl poliieM
TEpPareBTHYECKOT0, ITHYECKOTO UIaHa, TPEOYIOIIX He3aMe LI~
TenbHbIX AevictBull. [lpencrasmsem onsir HUU remaronorun u
repenuBaHus KpoBU MuH31paBa Y30ekucTaHa.

Mamepuanet u memoowt. B nepuon ¢ 2006 mo 2011 r. B
HUUT u TIK naOmromanu 10 GONBHBIX OCTPBIMHU JICWKO3aMH B
Bo3pacte or 18 no 25 ner (Mmeamnana Bo3pacra 21,5 = 3,5 roza),
y kotopbix OJI pa3Buiicsi B mepuosl X OEpEeMEHHOCTH; M3 HHX
y 4 (40%) Obu1 ocTpbrii mMmdodnactHeIi seiiko3 (OJUJI), y 3
(30%) — octpslit mpomuenounTapHsiii neiiko3 (OITI), y 2 (20%)
— octpseiit Muenoonactaeiii (OMJI), my 1 (10%) — ocTpsrii Mue-
noMoHoOmacTHeIN Jeiiko3 (OMMII). ¥V 3 6ompabx (y 1 — OJII,
y 2 — OIJT), cpok GepemenHoctu coctasisut 14, 12 u 14 Hen, 1o
Havaja crenupuyeckoro JeueHus ObUIO MPOBEICHO NPEPhIBAHIE
0epeMEeHHOCTH T10]] IPUKPHITHEM HHTEHCUBHOM 3aMECTHTEIHHOM
Tepanuy KOMIOHEHTaMu KpoBU. B nanbueiimem, 1 6onbuas OITJI
yMepia B IepHOJ MHAYKIUN PEMUCCUH OT KPOBOU3JIUSHUS B TO-
nmoBHOU MO3T, octanbHbie 6ompHBIe OIJI n OJUI mpomomkumm
JICYSHHE 10 TPOTOKOJTY M B JAJIbHEHIIIEM ObLTH CHSATHI C JICYCHUSI.

Y 7 6onpubix (y 3 —OJUJI,y 1 —OIU,y2 —OMJI,y 1 —
OMMUII), y KOTOPBIX CPOK OEpeMEHHOCTH BapbHpPOBAI OT 24 10
32 Hen, ObUIa Hayara MpOrpaMMHasi MOJMXHUMUOTEPANHs C CO-
OJIIOZIEHUEM MTPOTOKOJIBHBIX 103 IUTOCTATUKOB, C UCTIOIb30BAHH-
€M COOTBETCTBYIOLICH MPOTPAMMBI.

Pesynomamut u oocyncoenue. bonbubivm OJIJI B mHIyKIMN
pEeMHUCCUH MCIIONb30BaHa 1-s (a3a HHIYKIUH PEMHUCCHU MPOTO-
xoma BFMT 04/89 (D.Hoelzer et al.): mpexauzomon 60 mr/m> B
1-22-ii [HU CO CHMIXKEHUEM J103blI ¢ 22-10 110 28-i1 AHU, BUHKPH-
ctun 1,4 mr/m? 1, 8, 15, 22-i auum, maynopyounun 45 mr/m’ B
1, 8, 15, 22-# num, L-acraparnHa3y He MCTONB30BalU U3-3a PU-
cka pazButus Tpom0030B. Y 1 GompHON OJUJI nocne 1-i dazbr
MHIYKIUH PEMUCCHH ObllIa TOCTUTHYTa peMuccus 3a00eBaHus
Ha cpoke OepemeHHocTH 38 Hen. bonpHas Obula TiepeBelieHa B
THHEKOJIOTHYECKHUI CTAllOHAP, POMIICS JOHOUICHHBIH MaJIBYHK,
MalMeHTKa NPOAOJDKIUIIA JISYCHHUE B TEMATOJIOTHIECKOH KITMHHKE.
VY 1 6onsHO#I OJIJI nociie MHAYKIIMOHHOTO JICUCHHS, Ha CpOKe Oe-
pPEMEHHOCTH 28 HeJl, PEMUCCUH JOCTUYb HE YaJI0Ch, COXPAHSI-
cs1 6acto3 B KOCTHOM Mo3re 10 40%, 0qHaKo IToKa3aTeln KpOBH
(TPOMOOIHUTHI, SPUTPOLUTHI, TEMOTIIOOHH, JTEHKOIIUTHI, JICHKOIIU-
TapHas GopMyIa) MO3BOJISUIM MPOBECTH POIOpa3pELICHUE Yepe3
€CTECTBEHHBIC POIOBBIC MyTH. Pomuics HETOHOIICHHBIH Mallb-
yuk. Y 1 6onbroit OJIJI, ¢ rUmepieKonnuTo30M B 1e00TE, MOCTe
WHAYKIMOHHOH Tepanuu Obljia JOCTUTHYTa peMHUCCHs 3a00eBa-
HUS Ha cpoke OepemeHHocTH 34 Hea. bpuia mponosmkeHa 2-s gasza

UHAYKIMK pemuccuu potokosna BEMT 04/89 (D.Hoelzer et al.):
mukmodocdan 650 mr/m? B 1-i, 15-#, 28-if AHH, 6-MepKanTOIy-
pun 60 mr/m? B 1-28-it nuu, nurapadbun 75 mr/m?B 3-6, 10-13,
17-20, 24-27-¢ nuu. Ha cpoke OGepemeHHOCTH 38 HEll B MJIaHO-
BOM TIOpsIKa TIPOU3BEIICHO POIOPa3pelIeHHe Yepe3 eCTeCTBEH-
HbBIC POIOBBIC MYTH. POMUIICS TOHOIICHHBIH MaTbuuK. Y 1 60Ib-
Hori OIIJI, Ha cpoke OepeMeHHOCTH 32 Hel HavyaTa WHIYKIHS
pemuccun 1o ipotokorry AIDA: Tpernnownn (Becanonn) B 103e
45 mr/m? B 1-30-i1 auu, unapyourms 12 mr/m?B 2, 4, 6, 8-it qHu.
Ha ¢one nedyenus Obla JOCTUTHYTA PEMHCCHS 3a00I€BaHUs, U
Ha CpOKe OepeMEeHHOCTH 38 Hell pOHJICs JOHOIIECHHBIH MaIbIHUK.
¥ 2 6onbHbIX (OMJI 1 OMMIL, B 2 cityyasix ¢ TUIEPACHKOLIUTO-
30M B JIe0I0TE) CO CPOKOM OepeMeHHOCTH 26 1 28 Hell COOTBET-
CTBEHHO, N3HAYaJIbHO OTMEYaIach TUIIOTpodus miona. B oboux
clydasx TMPUMEHSUIM HWHIYKIMOHHYIO TEpParuio MO MPOTOKOIY
"7 + 3": nurapabun 100 mr/m? 2 pasza B cyTku B 1-7-i quum, nay-
HopyOunuH 45 Mr/m? B cyTKH B 1-3-it gau. [locie nmpoBeneHHOro
JIe4eHHs JOCTUYb PEMUCCUH YAAJIOCh TOJIBKO Y OosibHOI OMJI Ha
cpoke OepeMeHHOCTH 32 Hell. B meproj; MexKKypcoBOTo repephl-
Ba MPOU30ILIA BHYTPHYTPOOHAS THOETb IO, YTO ITOCIYKUIIO
HOBOZIOM YhaJieHuIo miofa. Y GomnbHoit OMMIL mocie uHIyK-
IUOHHOTO Kypca "7 + 3" coxpansiicsi 61acT03 B KOCTHOM MO3Ie
10 80%. beut mpoBeneH Bropoit kype "7 + 3", mocie yero Obuia
JOCTUrHYTa pemuccust 3aboseBanus. Ha cpoke GepeMeHHOCTH
36 Hex MpoU30ILIa BHYTPUYTPOOHAs rHOeNb MI01a, ¢ MoCIeay-
FOIIMM TIPOBEICHHEM Kecapesa cedeHus. Y 1 6ompHOM OMIJI, Ha
cpoke OepeMeHHOCTH 32 Hea, NMPOBEICH MHIYKILMOHHBIA Kypc
"7+ 3", nocturuyta pemuccusi 3adboneBanus. Ha cpoke 6epeMeH-
HOCTH 38 HeJl pOAWIICS JOHOIICHHBIH MAJTBIHK.

Pesynomamot u 06cysycoenue. Kax mokaspIBaeT Halll OIIBIT, B
MEPBbIM TPUMECTP OEPEMEHHOCTH, KOT/Ia IJIAllCHTapHbII Oapbep
ee He chOpMUPOBaH, pa3Mepsl IJI0/Ia HEBEIHKH, LIeJIecoo0pas-
HO TpepbIBaHNe OSPEMEHHOCTH, C JAIbHEHIINM MPOIOKECHACM
IIUTOCTAaTHYECKOTO JICUEHHUs B IeMaToJIOTMUECKOM CTalldoHape.
B TtperbeM TpumecTpe OEpeMEHHOCTH, KOTJa ILIalleHTapHBIH
Gapbep y)Ke CYILECTBYET, a pa3Mepbl IUIoAa yke Ooiblline, mpe-
priBaHuE OEpEeMEHHOCTH MOXKET IPUBECTH K THOeNH, KaK IUIoAa,
TaK M MaTepH.

3axniouenue. B Takux ciydasx HEOOXOAUMO IPOBEACHUE
MPOrPaMMHOTO MOJTUXUMHOTEPANIEBTUYECKOTO JIeueH s Ha (oHe
CONPOBOIMTENHLHON TEpavi, U B MEPHOI PEMHUCCUH HIH KIU-
HHMKO-T'€MAaTOJIOTHYECKOT0 YIIYYIICHHS! OCTPOro JIeHKo3a, pou3-
BECTH pofopaspelieHne. B aToM ciryuae puck rudenu MaTepu u
pebeHka MUHUMAaIBHBIN. [Ipy n3Ha4anbHO# rumotTpoduu miona,
MpPOBE/ICHUE XHUMHUOTEPANMA MOXKET CIPOBOIMPOBATH BHYTPH-
yTpOOHYIO THOETb.
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Beeodenue. CoBpemenHoe aupdhepeHIpOBaHHOE JICUeHHE
mamdombl Xomxkuaa (JIX) npencTaBieHo pa3iuyHbIMU 110 HH-
TEHCUBHOCTH CXeMaMH XUMHOTeparuu. Beioop Tepanun nepBoit
suHuE Tpu JIX 3aBHCUT OT CTaMuU 3a00NIeBaHus 1 Han4us (ak-
TOPOB PUCKa. MBI IPOaHAIN3UPOBAIIN JAHHbIEC BCEX MALIUEHTOB C
BIiepBhIe BeIsiBIIeHHOM JIX 3a 6-etHui neproxn (¢ 2003 mo 2008 1),
noiyuyaBmMX JedeHue no nporpammam ABVD, BEACOPP-
crauaaptasiii, BEACOPP- ycunennsiit 1 BEACOPP-14 B otze-
JIHUH TeMaToJIOTuH Bosrorpaackoro o01acTHOro KIIMHAYECKOTO
onkojyoruyeckoro aucrancepa Nel. OxoHYarenbHbIE JIaHHbIE
npencTaBieHsl Ha nepuon a0 31.08.2011.

Mamepuanst u memoowt. B uiccnenoBanue BKIOYeHBI 244
6onbHBIX (113 mMyxunH u 131 xeHmuHa) B Bo3pacte ot 18 10 80
net (Menuana Bo3pacta — 32 roga). CHMITOMBI MHTOKCHKAIINU

50

(cranus B) BeisaBieHsl y 104 (43%) GonbHBIX; IPOpacTaHUE OILy-
XOJIM U3 TUM(OHUIHBIX OPraHOB B CMEXHbIE TKaHU (cTamus E) —
y 34 (14%); maccuBHas omyxonb (bulky disease) —y 57 (23%).
MaccuBHast OITyXo0Jb JIOKaJIM30Bajack B cpegoctenuu — y 50, B
obnactu nepudepudeckux TUMEPATHICCKUX Y3JI0B — y 7 00Jb-
HeIX. [To cTagusam AHH-DpOop OOIBHBIE pacIpeIeIsUTICh CIey-
fouM obpaszom: craaust I —y 27 (11%) GonbHeix, craaus 11 —
y 87 (36%), cragus III —y 56 (23%), cragus IV —y 74 (30%)
6onbHbIX. [TpoBenena Tepanus 1-it muann: ABVD —y 94 (39%),
BEACOPP-crannaprusiii — y 86 (35%), BEACOPP-14 — y 32
(13%), BEACOPP-ycunensslii —y 32 (13%) 6onpubix. Meanana
HaOMIONEeHUS [UTsl BceX OONBHBIX cocTaBmiia 37 Mec.
Pesynomamot u oocyscoenue. Pannue craguu JIX 6e3 dak-
TOPOB PUCKA XapaKTEPU30BAJIUCH HAWIYULIMMH DPE3yJbTaTaMH



lpunoxeHue

W3JICYCHHUS [IPU MUHUMAJIbHOM 00bEeMEe XMMHUOIY4YEeBOr0 BO3/ICH-
CTBHSI U HM3KOHW 4acToTe HEyna4d — 061113.5[ 3-71eTHSIS BBIKHMBae-
MOCTh B JJaHHOH rpymre cocraBmia 95%, cBoOOIHAs OT Heyaad
neyenus: — 90%. B rpynme OGONbHBIX ¢ paHHUMHU CTaJIUSIMH U C
(axTopaMu pHcKa HeyJad JeUeHHs] He BBISBICHO 3HAUUMBIX pa3-
mmanii mexay cxemamu ABVD n BEACOPP-cTannaptHeIiil 1o
rokazaresiM o0mieit (3-neTHsist BEKIUBaeMocTh — 80% B KaXKI0M
rpynrne) ¥ cBOOOAHOH OT Heyad BbLKUBaeMoCTH (76% u 52% co-
0TBeTCTBEHHO; p = 0,73). IMeeTcs TEHACHIMS K YIYYIICHHUIO T10-
Kazaresnei o0Ieil BBDKMBAaEMOCTH U BBKMBAEMOCTH 0e3 Heyaad

JIeYCHUSI [TPY TEPAITUH JTAHHBIX OOJILHBIX HHTEHCU(PHUITUPOBAHHBI-
mu BapuantaMmu BEACOPP, ogHako Majo4UCIEHHOCTb IPYIIIBI
HE MO3BOJISIET CAEIaTh BBIBOJ O IPEUMYIIECTBE 3THX MTPOTPAMM.

3axnrouenue. Hanbomnpime pa3nndust B 0011l 1 CBOOOTHON
OT Hey/ay BDKUBAEMOCTH OTMEUEHB! y OONBHBIX C PACIpOCTpa-
nenHol JIX, nmomyumBmux neuenne BEACOPP-crangapTHbIM,
10 CPAaBHEHUIO ¢ HHTeHCUpHUupoBaHHbIMU cxemamMu BEACOPP.
OOmas 3-1eTHsAs BHDKUBAEMOCTb B IIEPBOM rpymne paBHa 74%,
BO BTOpOii — 95% (p < 0,01), BEDKHBaEMOCTh, CBOOOIHASL OT He-
yaad — 55% u 72% coorercTBeHHO (p = 0,05).

Oco6eHHOCTU 3Kcnpeccun aHTUreHoB CD38 n ZAP-70 Kak ¢aKTOpOB NporHosa npu nevyeHnn B-knetouHoro
XpoHu4yeckoro numdonerkosa
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Beeoenue. Cpenr MHOTOYHCICHHBIX (DaKTOPOB IPOTHO3A
B-kierounoro xponudeckoro aumdorneiikosa (B-XJIJI) Bce 60i1b-
Iee pacnpocTpaHeHHe MpuoOpeTaT UMMYHO(EHOTHITHYECKHE
XapaKTePHCTHKN OIyXOJIEBBIX KJIETOK, B YACTHOCTHU MapaMeTphI
skcnpeccun Mosekya CD38 u ZAP-70, mis KOTOpbIX HOKa3a-
HO 3HAQYCHHUC B YCTAaHOBJICHUH BapHhaHTa TCUCHMU 3360HCBaHI/Iﬂ.
IpencTaBiseT MHTEpEC ONpeneTeHHe BO3MOKHOCTH HCIIOIB30-
BaHUs JIaHHBIX MapKepoB B NMPOTHO3MPOBAHMM OTBETa Ha Tepa-
o 1pu B-XJIJI, 4To NOCITy>KUIIO 1IebI0 HACTOSAIIEH paboThI.

Mamepuanvt u memoost. Y 41 6onproro B-XJIJT (25 myx-
4yiH 1 16 XKeHIMH B Bo3pacte oT 33 10 79 neT) npu nepBUYHOMN
JMarHOCTHKE MPOBEICHO MMMYHO(EHOTHIIUPOBAHKE JIUM(OLH-
TOB TepupepruuecKoll KPOBHU, BKIIOYAIOIIEE ONpPEAETICHHE JKC-
npeccuu Mapkepos CD38 (noporosslii yposens 20%) u ZAP-70
(merox cootHomennit MFI). Onenka pemuccuu oOCyiecTBisiach
nocine okoHyaHus Tepanuu mo cxeme FCR. B kauectBe coBpe-
MEHHOTO KpHuTepus 3(Q(EKTHBHOCTU MIPOBOAUMOTO JICUCHHS HC-
MOJIB30BAJIMCH PE3YJIbTAThl JUAIrHOCTUKHU MHHHMaJIbHOM pe3uny-
anpHOM Oone3nu (MPB) BBICOKOUYBCTBUTEIBHBIM (BBISBICHHE
0,01% u Gonee omyXoNeBbIX KJIETOK OT YUCIA HMPOAHAIU3UPO-
BaHHBIX KJIETOK) METOJOM MHOTONapaMEeTPHUYECKOH Jia3epHOU
npoTouHoi nuTodmoopumerpun Ha npubope FACSCanto II

("Becton & Dickinson", CIIIA) ¢ ucnonb30BaHUEM MOHOKIIO-
HaJIBHBIX aHTHTEN Mpou3BojcTBa BD 1 Beckman Coulter (CILA).
MPB uccnenopanu B obpasuax nepudpepudeckoil KpoBU U KOCT-
HOTO MO3ra OOJBHBIX C HOJIHBIM KJIMHHMKO-T€MaTOJIOTHYECKHM
OTBETOM. B COOTBETCTBHH € TOIyYEHHBIMI TAaHHBIMH BBIJETICHBI
2 rpynnsl 6osbHBIX — ¢ oTcyTcTBUEM MPDB (MonekymspHas pe-
MHCCHS) U C COXPAaHEHHEM OCTATOYHOTO OITyXOJICBOTO KJIOHA.

Pesynomamot u oocysycoenue. Cpenu 26 6onbabix B-XJIJT,
JOCTHUIIINX MOJIEKYIIPHOH PEMHUCCUM, SKCIIPECCHs OILyXoJle-
BBIMH KJIETKAMU NPOTHOCTHYECKU HEOIArONPUATHBIX MapKepoB
CD38 u ZAP-70 nabmonanace y 7 (27%) u 12 (46%) GonbHBIX
COOTBETCTBEHHO. Y OCTalbHBIX 15 GOIBbHBIX, XapaKTepU30BaB-
IIUXCS MEPCUCTEHLUEH OCTATOYHOIO OITyXOJEBOIO KJIOHA, JKC-
npeccust CD38 na xierkax B-XJUJI ompenensutace y 3 (20%),
ZAP-70 —y 13 (87%) GONbHBIX.

3axniouenue. CpaBHEHUE TOTYUCHHBIX PE3YJIBTaTOB B JBYX
rpymnmnax OONBHBIX HE BBISIBIIIO IOCTOBEPHBIX OTIINYHH 110 YPOBHIO
skcnpeccuu CD38. IIpu stom st mapkepa ZAP-70 oOHapyxeHa
KOppeIsILus ¢ IOKa3aTeseM JOCTIKEHUS MOJIEKYIIPHOH peMHuc-
cHH, T.e. KonmrmuecTBO ZAP-70-11010)KUTEBHBIX CTydaeB ObLIO CTa-
TUCTHYECKH 3HauuMO (p < 0,01) Bble B rpymnne 00IbHBIX, HEJO-
CTUTIINX [TOJTHOM IMMHUHALUHI OCTaTouHOro KioHa B-XJIJL.

[AunarHocTuKa, ieyeHne N Ka4ecTBO XKN3HU 60/IbHbIX NepPBUYHbIM Muenodpnbéposom
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Beeoenue. J1ns ouenku ddpdextuBHOCTH Tepanuu y 90 6071b-
HBIX IepBUYHBIM Muenopuodposom (IIM®D) ucnonb3oBanu Moxu-
(bUIMpPOBaHHBIC KPUTEPUH OTBETA MPH JIcueHUH MUesnopudpo3a,
paspaboranHble dKcriepramMu MexayHaponHoi paboueil rpyn-
TIOY TI0 MCCIICAOBAHUIO U JICYCHUIO MHEI0(pUOpo3a.

Mamepuanvt u memoowvt. CpaBHenue 3)(EKTUBHOCTH WH-
tepdepona (IFNa) npu nedenun 60mpHbIX [IM® ¢ yyetom K-
HUYECKOrO BapHaHTa, [0KA3al0, YTO JOCTHKEHHE YaCTHYHOH
PEMHCCHH 3HAUUMO Yallle HaOJIAaIOCh TPH TPOMOOIIUTEMUYe-
ckom Bapuante [IM® (69,1%), B To BpeMs Kak IpH Kiaccuye-
CKOM BapuaHTe JOJsI YaCTUYHBIX pemuccuil cocrtasuna 42,8%.
Knnnngeckoe ynyumenne na repanuto [FNa npumepHo B oquHa-
KOBOI1 J1071€ citydaeB 3a)MKCHPOBAHO Y OOJIBHBIX KIACCHUECKUM,
aHEeMHUYEeCKMM M TpoMmOouutemMudeckum Bapuantamu 21,4%,
25% un 27,5% coorBercTBeHHO. [IporpeccupoBanue 3a001eBaHI
nipu Jieyenns IFNa vamie BcTpedanoch npu aHEMHUYECKOM Bapu-
ante [IM® (75%) u pexe —y 3,4% O0nbHBIX ITpHU TpOMOOLIHTE-
MHYECKOM BapHaHTe OOJIC3HH.

Pesynomamut u oocyscoenue. Ananus 3pQGEKTUBHOCTH LIUTO-
craruueckoil Tepanuu y 60abHbIX [IM® ¢ yueToM KIMHHYECKOTO
BapHaHTa 3a00JIeBaHMs HEe BBISIBUJI CTATUCTUYECKU 3HAYMMBIX Pas-
JMYUA HY JUTSL OHOTO U3 KIMHHYECKUX BapraHTOB. OTMedaeTcs
TEHAEHLUS K MEHBILIEMY IIPOrPECCUPOBAHUIO Y OOJIBHBIX TPOMOO-
ureMudecknM Bapuantom [IM® Ha one nuTocTaTndeckoi Tepa-
. [Tpu cpaBHeHNH d(DPEKTUBHOCTH [IUTOCTATHYECKOH TepaITuH
u tepanuu IFNo ipu neuenun 6onbHbIX [IM®, yacTuuHas pemuc-
cust focturHyra y 55,3% OONBHBIX MpU JIEUCHUH Tpenaparamu

IFNo u y 48,8% — npu niutocratndeckoit repanuu. Kinuauueckoe
YAYyHIICHUE NPUMEPHO OAMHAKOBO BCTPCHAJIOCH ITPH JICUCHNH, KaK
nuTOCTaTndIecKuMu cpeactsamu, Tak u [FNa 32,5% u 25,5% co-
OTBETCTBEHHO. IIporpeccupoBanue npouecca yaule Haboaanoch
nocie uurocrarndeckoro jedeHus (18,6%). CrieHskromus 1o
0COOBIM IOKa3aHHUSAM C OINpPENEeNCHHBIM YCIIEXOM NPHMEHEHA Y
17 OGombHbIX. [Ipy MONEKYISPHO-TEHETHUECKOM HCCIIEIOBAHUM
y 63 GonpHblx [IM® myTamus VO17F rena JAK2 oGHapyxeHa y
71,4% GompubIX. MyTanus V617F rena JAK200HapykeHa y Beex
OOJIBHBIX HIPUTPEMUYECKUM BapuaHTOM 3aboseBanus. JlocTaTrouHo
yacto (83,3%) myrauus rena JAK2V617F Berpedanack npu Kiac-
CHUYECKOM BapuaHTte Muenopuoposa. [IpuMepHO € OJMHAKOBOM
YaCTOTOW JlaHHAsi MyTauusi oOHapyxeHa y OOJbHBIX TpOMOOLH-
TEMUUYECKUM M aHEMHUYECKUM BapHaHTaMu 3a0osieBanus 68,7% u
66,7% cooTBeTcTBEHHO. [IpH KOINYECTBEHHOM aHAIIN3€e, HAOOJIb-
nIasi OTHOCHTENbHAsT KOHIEHTpaIysi MyTaHTHOH (opmbl V617F
rena JAK2 BcTpedanach NpU KJIACCUYECKOM BapUaHTE 3a0oieBa-
HUSA U cocTaBisuia 64,8%. [Ipu anHeMuaecKkoM U TPOMOOIUTEMUYe-
CKOM BapHaHTaX OTHOCHTEJIbHAsI KOHIIEHTpalus MyTaHTHOH (op-
™Mbl V617F rena JAK2 1o OTHOIICHHIO K HOPMaJIbHOW COCTaBHJIA
57,9% wn 54%. Ilpn >pUTPEMUYECKOM ¥ TPOMOOLUTONIEHIYECKOM
BapraHTax Oone3Hu BbLBIeHO 30% wmyrtantHOW (opmbr V617F
reHa JAK2. Bo3MOXXHO, KOJIMYECTBEHHOE OMpE/EICHNE MYTaHT-
HoW (hopmbl V617F rena JAK2 MOXET CITy’)KUTh OCHOBAaHHEM JIJISI
OIIpeNeNICHHs] CTeNeHH (Grudpo3a B KOCTHOM MO3T€ M CEJIE3CHKH
npu [IM®, uto Tpebyer nanpHelimero n3ydenus. KauecTBo xu3Hu
60sbHBIX [IM® 110 Hayana MUTOCTATUYECKOHN Teparnu 1 JICUCHHSI
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