lpunoxeHue

(67%), Torna xak npu PA T- n B-knerounsie HXJI BcTpeuatores
B paBHBIX Nponopuusx. Haiie uccnenoBanue 1mo3BossieT mper-
MOJIOKHUTb, YTO XPOHMYECKUI ayTOMMMYHHBIH CHAJIOAIeHHT/
nakproaneHuT npu BIL/CIL Oyner yexarb B OCHOBE pa3BHTHS

skcTpanonanbHbeiXx HXJI crmoHHbIX/Clie3HbIX kene3 MALT-tuma
y 90% OOJBHBIX C YBEIMYCHHUEM CIIFOHHBIX/CIE3HBIX JKele3 |
Tonbko y 10% OO0NbHBIX OymyT AMarHOCTUPOBAHBI NEPBUYHBIE
MALT-nmuM$oMBI CITFOHHBIX/CIIE3HBIX JKele3 0e3 mpu3HakoB P3.

Ucnonb3oBaHne MeTofa NPOTOUYHOI LUTOMETPUIN AJA BbiABNIeHNA 61aCTOB B CMMHHOMO3rOBOI XXKUAKOCTU
y AeTell C OCTPbIMM JiellKo3aMu
T.O. Bepxbuukas 2, A.M. Monos ' IA. Layp "2, A.O0. Tomunos '3, O.N. Xne6bHukosa !, O.B. CtpeHeBa '?,
E.B. Llopukos'? J1.1. CaBenbes 23, J1.I. ®eunHa 2

'TBY3 CO O6nacTHanA feTckan KnnHmndeckas 6onbHuua Ne 1; 2bY3 CO LieHTp opraHm3aumm cneumnanmsnpoBaHHbIX BUAOB MeAULMHCKON MOMOLLM
WHCTUTYT MEANLIMHCKMX KNETOYHbIX TexHonorui; 3MBOY BMO Ypanbckas rocyaapcTBeHHas MeAnLMHCKan akagemus, EkatepuHbypr

Beeoenue. OOMETIPUHATHIM Ha CETOTHS CTAHAPTOM OIpeIe-
JIeHUs1 OJIACTHBIX KIIETOK B CIMHHOMO3T0BO# *kuakocTH (CMIK)
npu octpoMm Jieiikoze (OJI) y nereii siBisieTcsi CBETOBask MUKPO-
CKONHUS IPENapaToB, NPHUIOTOBICHHBIX Ha IHUTOLEHTpUdyTe.
IIpoTtounast uutomerpus, obnanas 6osiee BHICOKOH 4yBCTBUTEIb-
HOCTBIO, MOXKET TTO3BOJIUTH d(PPEKTUBHEE ONPENENATh HATNUUE
omyxoneBbix kietok B CMIK. Llens uccrnenoBanusi — CpaBHUTH
Pe3yNIbTaThl ONPEAETICHUS OITyXO0JIEBBIX KJIETOK B CITMHHO-MO3TO-
BOM JKHJIKOCTH METOAAMHU IIUTOJIOTHH U MPOTOYHOH LIUTOMETPHH
y neteid, 6oipHbIx OJI.

Mamepuanvt u memoost. ViccnenoBamu 166 o6pasioB ot 52
MapduKoB U 31 IeBOUKH B BO3pacTe OT 5 Mec JI0 15 JeT ocTpbiM
muMgooacTHbIM Jsieiiko3oM (OJIJL; n = 77), oCTpbIM MUEIIOUTHBIM
netikozom (OMJT; n = 5) 1 ocTpbiM OH(DEHOTUITHYECKUM JICHKO30M
(n = 1). MeTooM CTaHAAPTHOIO LIUTOIOIMUECKOTO aHAIM3a LIUTO-
HPEeTapaToB OIyXOJIEBbIe KICTKH BRIIBUIN B 24 (14,5%) ciyydasx u3

166. Bo Bcex aTux 00pasiiax 0acTbl 0OHAPYKIIIH TAKKE METOJIOM
NPOTOYHOH muToMeTpur. OIHAKO IPH UMMYHO(EHOTHITHPOBAaHUH
NeiKkeMUYecKHre KJIETKH ObUIM OmpesesieHsl eme B 35 oOpasuax
(» <0,0001). ToctoBepHO 00JIee 4acTOE BBISIBICHHE OMYXOJEBBIX
KJIETOK METOJIOM MPOTOYHOM IUTOMETPHH ObLIO OOHAPYKEHO KaK
Uit B-muueiinbix, tak u it T-nuserinsix OJUI, npoananusupo-
BaHHBIX 110 otenbHoCcTH (p = 0,0098 1 p = 0,0002 cooTBETCTBEH-
HO). KonruectBo omyxoneBrix kiretok B 1 Mt CMXK B obpasmax, B
KOTOpBIX OHU OOHAPYKMBAIUCh 0OOMMH METOJIaMH, ObUIO CTaTH-
CTUYECKHU 3HAYMMO BBIIIE, YeM B 00pasnax, IOJI0KUTEIbHBIX TOJb-
KO TIpH ITPUMEHEHUH NPpoTodHOM ruTomerprd (p = 0,0002).

3axniouenue. Onyxonessle ki1eTku B CMXK merogoM mpo-
TOYHOH IUTOMETPUH OOHAPYXHMBAIOTCS Yallle, YeM MPHU MHKPO-
CKOTIMU IMTONPEINaparoB, OJHAKO BO3MOXXHOCTH IPHMEHEHHS
JAHHBIX UMMYHO(MESHOTHITUPOBAHHUS JUIsl ONTUMHU3AIMN Teparum
OJI nyxnaercs B gaJbHEHIIEM yTOUHEHUH.

PesynbraTbl neyeHnsA 60nbHbIX NepPBUUYHOI MeguacTuHanbHol B-KpynHokneTouHo numdpomon
C CMOJiIb30BaHNEeM BbICOKOAO3HOW XMMOTEpannu ¢ TpaHCNAaHTauMen ayToNnorn4HbixX
remMmorno3TN4YeCKNX CTBOJIOBbIX KI€TOK KpOBU

M.A. BepHtiok, B.A. XKepebLioBa, E.l0. KapneHko, O.A. MNaBnosa, H.I. TioprHa
OrY MocKOBCKUIA HayUHO-MCCe[0BaTeNIbCKMIA OHKONTOTMYeCKnin MHCTUTYT uMm. MN.A. TepueHa MuH3gpaBcoupassuTma Poccun

Beeoenue. IlepBuunas MeauacTHHANbHas (THMHUYECKas)
B-kpynHoknerounas numdpoma (B-KKJI) — camocrosTenbHbIi
KJIMHUKO-MMMYHOMOP(}OJIOTHYECKUI BapHaHT HEXOHKKMHCKUX
mumbom. Omyxonb pa3BuBaeTcsi U3 "coOCTBeHHBIX" B-kieTok
BHJIOYKOBOM JKeJIe3bl M UMEeT XapaKTepHbIe KIMHUYECKOE Te-
YEHHWE U IyTH pacrnpocTpaHeHus. VIHTEHCHBHBIA JIOKaJIbHBII
POCT OImyXOJIM, HHPUIBTPALUs NPUIEKANX CTPYKTYp U Oopra-
HOB TPYAHOH IMOJOCTH BBI3BIBAIOT Pa3BUTHE CHHIPOMA BEPXHEH
MIOJIOH BEHBI M JBIXaTEIbHOM HEI0OCTAaTOYHOCTH y OOJBIIMHCTBA
OosbHBIX B ZIe0r0TE 3a00sieBaHus. B cBs3M ¢ OTCyTCTBHEM MNpO-
CTEKTHBHBIX KIIMHUYECKUX NCCIIEIOBAHUH, ONITHMAIIbHEIE Jiedeo-
HBIE MTOAXO/IbI pa3padoTaHbl HEJOCTATOYHO. 3y4atoTcsi BOIPOCHI
3aBUCUMOCTH 3(1)(1)CKTI/IBHOCTI/I JICUCHUA OT AO30MHTCHCHUBHOCTHU
HavanpHOU monmuxumuorepanuu (ITXT) u ucrnonb3oBaHus pu-
TykcuMa0a, Lenecoo0pa3sHOCTU IPUMEHEHHs BbICOKOA03HOH X T
C TpaHCHHaHTaHHeﬁ AYTOJIOTUYHBIX CTBOJIOBBIX KJIETOK KPOBHU
(ayro-TCKK) u styueBoii Tepanuu.

Mamepuanwvt u memoowt. Mbl cpaBHUBaIN 3()(HEKTUBHOCTD
cranaaptHoil Tepanuu 1-if nunuu u ayto-TCKK kak koHco-
nuaanuu y OONBHBIX TepBUYHOW MeamacTuHambHOH B-KKII.
B uccnenoBanue BkioueHbl 33 OONBHBIX NEPBUYHONH Menua-
ctunanbHOM B-KKIJI (23 xenuunbl 1 10 MyX4nH) B Bo3pacte
ot 20 10 64 net (cpeaHuii Bo3pacT 00JIbHBIX 34,3 roga, MeIuaHa
37 net), npoxoausiux jedenrne B MHMOMU um. I'epuena c 2006
no 2012 r. /lnarHo3 noaTBep:KAaii KMMYHOMOP()OIOTHYECKH.
O0pa3upl OImyXoaH OBUTH TTOJTyYeHbI TP apacTepHaIbHON Me-
nquactuHoToMHH (N13), 4pe3KoKHOH TOJICTOUTOJIBHOM OMOTICHI
(N10), Topakoromuut (N5), OHOIICHH IEHHOTO/HATKITFOYUYHOTO
numdarndeckoro ysia (N3), yaCTHYHOTO WIIH MOJHOTO Ucceye-
HHE OIYXOJIH IepeiHe-BepxHero cpenoctenus (N2). B coorser-
cTBUM C Kiaccuukanueil Ann-Arbor y 2 G0JbHBIX YCTaHOBJIE-
Ha l cramgus, y 25 — Il cragus, y 5 — Il crapgus, y 1 — IV cragus.
Pacripoctpanenue 1o npoTsKeHUIO B Mpeeax rpyAaHoil moso-
cti cuntanu Il cragueil. BopiaeueHnue KOCTHOro Mo3ra He Ha-

Omonganu. IIpunexamue TKaHW U OPraHbl ObUIM BOBICUCHBI Y
OonbmmHCTBa 60NMBHBIX (Y 58% — nerkue, y 74% — nepukapa, y
79% — nneBpa, y 22% — nepeanss rpyaHas cTeHKa), THIPOTO-
paKc u/unm ruaponepuxapa —y 76% oonbHbIx. CHHAPOM BepX-
He#t nonoit Bens! (BIIB) nabmoganu y 69%, TpoM0603 cocynoB
cucremsl BIIB —y 66% 6onbHbIX. JI/II" BbIIIE HOPMBI BBISIBIIEHO
y 47% GONBHBIX.

Pezynemamut u oocysyncoenue. 11XT 1-if TMHUN ¢ BKITIOYCHHEM
putykcumada nomyqmy 22 6oipHbelx (R-CHOP — 1, R-CHOEP -1,
R-MACOP-B - 20), 6e3 purykcumaba (MACOP-B) — 11. Bonb-
HBIM, JOCTHTIIMM OYEHb XOPOIIeH JaCTHYHOW PEMHCCHH TIPO-
BesieHa Jrydyeasi Tepanus (JIT) Ha octarounyto omyxons (N17).
BonbHBIM M3 TpynIibl HEONATOMPUSTHOTO NPOTHO3a U € YaCTHY-
HOU pemuccuelt mocie wHayKuonHo [IXT BeimomHena ayto-
TCKK (N13), koHAMIMOHUPOBAHUE BO BCEX ClIydyasX IPOBO-
qunu o nporpamme BEAM. V 1 GonbHOI mocne TOTanbHOro
HCCEYCHHS OITyXONHU MepeaHe-BepXHETO CPeJOCTECHUS TPOBEIeHA
tonbko [IXT (R-MACOP-B) kak koHconumanus 1y 1 60spHOTO
nocne stana uHayknuoHHou IIXT BeimonHeHO XHpypruieckoe
yIaJIeHne OCTAaTOYHON OmyXomu cpemocTeHus. Ha HacTosmmii
MOMEHT 28 OOJIbHBIX HaXOAATCS B IEPBOH IIOIHOM/4acTUYHON
peMuccun, cpoku Habmonenust 2—65 mMec (cperHuii cpox HalIIo-
nenus 24,8 mec; menuana 25 mec). B HacTosiiiee Bpemst 2 60J1b-
HBIX HaxoZsTcs B mpouecce uHAykuonHoi IIXT R-MACOP-B.
VY 2 GonbHBIX pa3BWICA PAaHHUHM penuauB 3a00JeBaHMS MOCIE
ayTo-TCKK, 1 GonbHas ymepiia OT OCJIOKHEHUH HE CBSI3aHHBIX C
OITyXOJIEBBIM IIPOLIECCOM.

3aknwuenue. Tepanus nepBudHol meauactuHaabHol B-KKJI
Tpebyer auddepeHipoBanHoro mojaxona. I[Ipu HaJIUYKUK TIPO-
THOCTUYECKH HEOIaronpusTHeIX (GakTopoB B JedloTe 3aboie-
BaHUS U NPHU AOCTHXKCHUM YaCTUYHOWH PEeMUCCHUH MOCHE MHAYK-
nuonHoi ITXT ¢ BkiItOYEHHEM pHUTyKcHMaba IenecoodpasHa
UHTeHCU(UKALMS JEUeHHs HAa PAHHUX JTalax ¢ UCIOIb30BAHUEM
BBICOKO/103HOH xuMuorepanuu u ayto-TCKK.
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