Mpunoxerue 1

JICBAaHHUSIMH, Y KOTOPBIX OBUIM JUArHOCTUPOBAHBI ICTIPECCUH He-
BPOTHYECKOTO YpOBHs. JIeueHne MpOBOAMIN € MCIIOIB30BaHUEM
METOJMYECKUX TMPHUHIMIIOB YK3UCTEHIMATbHO-aHATUTHIECKOTO
noaxona (A.JIsurme, 2013): 1. YcraHoBneHne TepaneBTHYECKUX
otHouieHu#. 2. OOpalleHre K HACTOSIEMY M pa3/iejieHUE 3a-
nad. 3. PaboTa Ha/Jl KOTHUTHBHBIMH CTPYKTYpaMHU U HETIPaBUIIb-
HOW arpuOynueit. 4. MoOumu3anus nepcoHadbHBIX PECYpCOB H
OIIpEe/ICNICHHE CBOEH MO3UIUH C MOMOIIBIO CHEIU(PHIECKUX K-
3UCTECHIMANBLHO-aHATUTHUECKIX METOJIOB — CaMOIMCTAHIIMPO-
BaHMs, CAMOIPHHATHS, MTEPCOHATLHOTO HAXOXKICHUS MO3UIIHH.
5. Iepepabotka omrymieHust Heynauu. 6. [lepepaboTka 4yBCTBa
BUHBI 1 KOHKPETHU3AIlMsI OTBETCTBEHHOCTH. 7. PaboTta Haj OTHO-
meHusMu. 8. [oyOokasi Teparusi, HampaBIeHHAs] HA BOCCTAHOB-
JICHUE CIIOCOOHOCTHU MEPeXHBaTh (GyHIaMEHTAIbHbIC [IEHHOCTH.
OlIeHKY TUHAMHUKH BBIPAXKEHHOCTH JICTIPECCUBHBIX PACCTPONCTB
OLICHWBAJTM KIMHUYECKU C MIOMOMIBIO IIKAJBI Aenpeccud MoOHT-
romepr—AcOepra (MADRS), rocnutanbHON MIKAIbI TPEBOTH U

nenpeccrr (HADS) u mkaiisl 001ero KIMHHYeCKOro BIIeJaTie-
nus (CGI) ans onenku Tsokectu 3aboneBanus (CGI-S) u ynyu-
menus (CGI-I).

Pe3yabTarel 1 06cy:xaenne. OTHIM U3 [TOKA3aTelNel ycren-
HOCTH JIaHHOTO BHJA IICHXOTEpANUM SBISIETCS BO3BpALICHHE
IK3UCTCHIMAIbHON (YHIAMEHTATbHONH MOTHBAIUU JKU3HH WU
AKTHBHOTO KOMIIOHEHTA JIMYHOCTHOTO JeicTBus. Takoe oOpere-
HHE TIEPCOHAIBHOM MO3UIMU TPOUCXOIUT BCIIE] 32 TOHUMAaHUEM
[IEHHOCTH JKU3HH.

3akaiouenne. B pesynbrare NMpOBEISHHOTO HCCIIEIOBAHUS
OBUTH TOJTYYEHBI KJIMHUUYECKHE (HOpMaM3alusl JTM00 3HAYMTEIIb-
HOE yITy4IlIeHHEe HACTPOCHHS, HOPMAaJIM3alsl CHA, allleTUTa, MOsB-
JICHHE HOBBIX IUIAHOB Ha JKM3Hb) U ICUXOMETPUIECKHE (CHIKEHUE
MIOKa3aTeJiel Mo MIKaJIaM JETPECCHH U TPEBOTH, a TAKOKe T10 IIKaje
00I1Iero KJIMHMYECKOTO BIICUATIICHHUS) JaHHbBIC, CBUCTEIILCTBYIO-
e 00 3G (HeKTHBHOCTH dK3UCTEHIMATIBHOTO TTOAX0/a B TICUXOTe-
panuu Ienpeccuii y OHKOTeMaTOIOTHYECKUX OOMbHBIX.

Bbicokogo3HaA nonuxummuorepanua y 6onbHbix anddysHoin B-kpynHokneTouHoin numepomoii c nopakeHnem
KOCTHOro Mos3ra
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Beenenne. [uddysnas B-kpynHokierouHas aumdoma c
nopaxxerarem koctHoro mosra ([IBKKJIKM) xapaxrepusyercs
arpecCUBHBIM TEUCHHEM W IUIOXUM OTBETOM Ha CTaHIApPTHYIO
nonuxumuorepanuio (ITXT), npuyeM Haumxynamue pesyibTarhl
OBUTH MOTYYEHBI B IPYIe OONBHBIX ¢ KOHKOPIAHTHBIM MOpake-
nueM (KIT) kocTHOrO Mo3ra: o01as 5-eTHsiss BBDKMBAEMOCTh HE
npesbimaer 10%. [pumenenne MonupUIMPOBAaHHONW Mporpam-
Mbl (MNHL-BFM-90) B neuenun 6ompabix JIBKKJIKM mpuso-
JIAJIO JIMIIb K YaCTUYHOH PEMHUCCHH.

Heabr padorbl. OuneHuts 3(GEKTUBHOCTb MPOrPAMMBbL
mNHL-BFM-90 ¢ TIB ITXT u ayto-TCKK B jie4eHUN OONBHBIX
JBKKJIKM.

Marepuaiabl 1 Metoabl. C despans 2005 r. mo nexabpb
2013 r. gna nedenuss mo mporpamme mNHL-BFM-90 c TIB
IXT u ayro-TCKK 6buto npunsito 15 6onpHbix JIBKKJIKM
B Bo3pacre oT 23 no 57 ner (mMenuana Bospacrta 44 roga). Y 10
(67%) OONBHBIX BBLBICHO NUCKOpAaHTHOe mopaxkenue (II1),
y 5 (33%) — KII xoctHoro mo3ra. CornacHo kpurepusim MITH,
2 (13%) GonbHBIX OTHECEHBI B rpymnmy cpeasero, 5(33%) — B
TpyTIITy CpeHEBBICOKOTO U 8(54%) — B TPYIILy BBICOKOTO PUCKA.
Bcem 6onbabIM npoBezieHo 4 kypca [TXT no nporpamme mNHL-
BFM-90: 6noku A/C. Ilocne HHIYKIMOHHBIX KypcOB OOJIBHBIM
nponomkuin Tepanuto 1mo cxeme [IB IIXT, Brmowaromeit 2 kyp-
ca DHAP, 1 3 BbICOKOJJO3HBIX Kypca ¢ MOOMIM3aIMel U cO0poM
crBosioBbIX KileTok kpoBu (CKK): HD-Cycl (uuknodocdan),
HD-Mtx (mertorpekcar), HD-Vpl6 (3tomo3un). [Ipu nocrarou-
HOM KonindecTBe noiydeHHbix CD34"-kneTok (> 2 MIIH/KT) BbI-
HOJIHSUTY KoHaunuonuposanue no cxeme BEAM ¢ ayro-TCKK.
Ipu HEnoCTaTOUHBIX cOOpax Teparus OrpaHUIUBAIACH IPOBE/Ie-
nuem [1B IIXT (pemuccus nocrurnyra nocie mNHL-BFM-90)
WU JONOJIHUTENbHO npoBoauiH 1 kype no cxeme Dexa-BEAM
(pemuccus ocne [1B TIXT).

Pesynbrarsl. [Tonnas pemuccust (ITP) nocie uHIyKIMOHHOM
Tepanuu A0cTUrHyTa y 7 (47%) OONbHBIX, U3 HUX Y 5 Tepanuio

3akanuyuBaiu nocie [1B ITXT (peunauBoB B 3TOH rpymre HeT), a
y 2 cobpano nocrarounoe konmdectBo CKK u BrImonmHeHa ayTo-
TCKK. V 8 u3 15 GonbHBIX ¢ COXPAHSIOUIMMHUCS MPU3HAKAMH
pe3uayanbHOi 00J1e3HN B KOCTHOM MO3Te (10 JAHHBIM TPEraHo-
ouornicun u ITLP) ynamock moctuus TP tonsko nocie B TIXT.
W13 Hux y 4 O07BHBIX yIaock cOOpaTh A0CTATOYHOE KOIHMYECTBO
CKK u BEAM c¢ ayto-TCKK. Takum o6pa3zom, 6 O0IbHBIM yra-
nock BemoHUTH ayTo-TCKK, xommaectBo CKK B cpemnem co-
craBmiio 4 MITH/KT; OT 2 110 7,2 MutH/KT (B 3TOH rpymnre | pennaus
y 6ousibHOTO ¢ KIT yepe3 6 mec rociie okoH4YaHus Tepanun). Y 4 u3
8 0oNbHBIX HE OBUIO COOpaHO JocTaTouHOe KoruecTBo CD34+-
kietok, nocne 1B IIXT nposenen 1 kypc Dexa-BEAM (peuu-
1B pa3Buiics y 1 6onbHOTO ¢ JIIT uepes 7 Mec nociie OKOH4aHUs
teparmn). JleranpHOCTH, CBs3aHHON ¢ TokcmyHOCTBIO [1XT, He
HaOII01aI0Ch HU B OfIHO# U3 rpymil. [Ipu cpenHeM cpoke Habmo-
nenus 53 (27-101) mec oOas u 6e3peruIuBHas BBIKHMBAEMOCTh
15 6onpHBIX cocTaBuia 85%. B rpynme ¢ KIT koctHOTO MO3Ta 'y 4
U3 5 OOJNILHBIX COXPAHSETCS PEMHCCHUS 3a00JICBaHUS TIPH CPOKAX
HaOmonenus ot 31 o 77 mec.

3akaodyenue. [TopaxxkeHHe KOCTHOrO Mo3ra y OONBHBIX
JBKKIJI siBnsieTcss moka3aHueM i MPOBEACHUS BBICOKOIO-
3HOW TOJUXMMHOTEpANnuU. JIUTelbHass MEePCUCTEHLUS OIy-
XOJIEBOTO KJIOHA B KOCTHOM MO3Tre JHUKTYeT HEOOXOAWMOCTb
MPOIJIEHHOW BO BpeMeHM Tepanuu. [lpu sTom mnurenbHas
Bbicokoio3Hast IIXT orpaHuumBaer BO3MOXHOCTH MOOHWIIH-
3aruu u cobopa CKK. IIB [IXT ¢ koncommumanueit (ayro-CKK
i [IXT no cxeme Dexa-BEAM) BbicOk03(eKTHBHA B [10-
CTHKCHHH SpaJUKaAllMi PE3UAyalbHOW OIYXOJH B KOCTHOM
MO3Te TMOoClie TPOBEIeHUs] MHTEHCUBHONW WHIYKIUH IO TIPO-
rpamme mMNHL-BFM-90. O0nanexuBaroiiue pe3yyibTaThl Je-
YEeHUS, TIOJYyYEHHBIE B CaMOW HEOJIaronpusTHOH rpymnmne 601b-
He1X JIBKKIJI ¢ KIT kocTHOTO MO3Ta, TUKTYIOT HEOOXOIUMOCTh
MIPOOJKEHNUST UCCIICAOBAHMS, YBEINYCHNS Ycaa OOIbHBIX U
CPOKOB HaOIIIOCHHUS.

MOHVITOPIIIHF MUHUMaNnbHOMN pesmnyanbuoﬁl 6onesHn y 60/1bHbIX MHOXXeCTBEHHOI MMeIoMoli A0 n nocne
TPaHCM/IaHTaLUM ayTONTIOrMYHbIX CTBOJIOBbIX KJIETOK
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Beenenne. DPdekr neucHus 00TbHBIX MHOKECTBCHHOM MHUC-
nomoit (MM) o kputepusivm IMWG pexoMeHI0BaHO OLICHUBATH
HE TOJBKO M0 KIMHUYIECKUM, MOP(HOTOTHUECKIM, HIMMYHOXIMH-

YECKHUM IapaMeTpam, HO U IO OTCYTCTBUIO KIIOHAJIbHBIX I1JIa3Ma-
TUYCCKUX KIJIIETOK B KOCTHOM MO3I€ Ipu MMMYHOI'ICTOXUMHYC-
CKOM U I/IMMyHO(l)JI}OOpeCL[eHTHOM HUCCIICIOBAHUAX.
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Heuab pa6orbl. MOHUTOPHHI MHUHUMAJIBHOW PE3ULyabHOM
6one3nn (MPB) y 6onbHbix MM Ha 3Tare BhICOKOAO3HOW KOH-
COJIMJIAITHH.

Martepuanst u MeToabl. O6cnenoBansl 32 GonbHEIX MM (17
MYX4uH U 15 skeHIuH) B Bo3pacte ot 41 roga o 65 ner (MenuaHa
Bo3pacra 58 ner). Pasza 3aboseBaHus 1MOCIe WHIYKIMH OOpTE30-
mubconepxkanwmu cxemamu: [1P — 12, oxYP — 8, UP — 12. Mo6u-
mzanust ['CK o cxeme LI® 4r/m*+ I'-KC®, KOHIUIMOHUPOBAHIE
niepen ayto-TCKK mendanan 200 mr/m?. TTocne ayto-TCKK TP —y
19, oxYP — y 13. O6pasiipl KOCTHOTO MO3ra UCCIICIOBATIM METOIOM
MHOTOMapaMeTpryecKoid mpotoynor muromerpun (MIIL) no mo-
6wmsanuu I'CKK, uepes3 2—-6 mec nocie ayro-TCKK Ha nporou-
HoM 1Tomerpe BD FACSCanto II, muenoMHbie ma3MaTiHaecKme
knerku (I1K) ompenensiiucy no anturenam CD38/CD138/CD45/
CD19/CD56/CD117/CD28 cornacHo niporokoiy A.Rawstron, 2006.

MPE < 0,01%, 0K0JI0IOpOroBoe Koin4ecTBO MueIoMHbIX [TK 0110
ompenesnieHo B koinuectse 0,01-0,04% pe3nayanbHbIX KIETOK.

Pesyabrarel. Ilpu obcnenoanuu 12 GonbHeix B IIP, mo-
CTUTHYTOM B pe3yJibTaTe WHIYKUUOHHOHN Tepanuu, MPB BbIsB-
neHa y 6 (50%). OkonornoporoBoe Koau4ecTBo MUETOMHBIX [TK
omnpeneneHo y apyrux 6 6onbHbIx ¢ ITP u 1 6onbHOTO ¢ 0XYP.
ITocne ayto-TCKK nmMmynoxumunueckas I1P quarnoctiupoBana y
19 GompHBIX, cpean koTopbix MPB™ otmeuena y 7 (37%) 6omb-
HBIX, TIPU 9TOM y OCTaJIbHBIX 12 OOJNBHBIX BBISBICHO OKOJIOIIOPO-
roBoe 3HayeHue MueraomMubIx [1K.

3akuouenne. MIIL] sBisiercst MeTo10M BBIOOpA JIJ1sl TOUHOTO
KOJIMYECTBEHHOT'O OMPEACICHUS pe3uayanHbix MueaomMubix [1K
y 6onbHBIX MM Ha pa3HbIX 3Tanax Tepanuu. BeisiBieane MPB
nocne ayto-TCKK cBumeTenbcTByeT o 1esecoo0pa3sHOCTH Ha-
3HAYEHUS MTOJJIEPKUBAIOLICH Teparuu.

BnAnAHne reHeTUYECKMX aHOManuii Ha o6LLyI0 BbKNBaeMOCTb 60/IbHbIX MHOXK€CTBEHHOI MUenomMoli
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BBenenue. Vcronp30Banne COBPEeMEHHBIX MMPOTOKOIIOB JIeUe-
HYsI OOJBHBIX MHOKECTBEHHOM Muenomoii (MM) ¢ npuMeHeHu-
€M MHIHOUTOPOB MPOTEACOM, UMMYHOMOJIYJIATOPOB, BHICOKOIO-
3HOW XUMHOTEPAITUH BBI3BIBAET HEOOXOAUMOCTH MOMCKA HOBBIX
MIPOTHOCTUYECKHX (B TOM YHCJIC TEHETUYECKHX ) MApKEPOB.

Heuan padorsl. OLEHUTH YaCTOTY BCTPEUAEMOCTH FeHEeTHYEe-
ckux aHomanuit (F'A) U ux BIUSHHUE HA OOIIYH BBDKHBACMOCTD
(OB) y 60ompHBIX MM.

MarepuaJisl 1 MeTOABI. Mbl oLleHWIN JUIUTeabHOCTh OB y
103 6onpHBIX MM B Bo3pacte ot 28 10 93 ner (MeanaHa Bo3pac-
Ta 61 rox), KOTOPBIM BBIMOJHSIN TEHETHUYECKUE HCCIICAOBAHNSI.
CooTHonIeHre My X41HbI/KeHIMHBL — 1:1,3. [luToreneTnyeckuii
aHaJIN3 KJIETOK KOCTHOTO MO3Tra BBINOJHSUIM 10 CTaHJapTHOM
GTG wmeronuke. [Ipu nccnemosanun metonom FISH wmcnons-
3oBasin JIHK-30umb1: LSI 13(RB1)13q14, IGH/CCNDI, 1GH/
FGFR3, LSI Tp53(17p13.1) (Abbott).

Pesyabrarbl. ['eHeTHuecKkre aHOMalMU BbIABICHBI y 28
(27,2%) GonbHBIX: IIpH HUTOreHeTHYEeCcKOM aHanuze y 8 (7,7%),
npu FISH y 20 (19,5%); y 9 (8,7%) HapymeHHs ObLTH KOM-
miekcHeIMH. Y 75 (72,8%) GONBHBIX XPOMOCOMHBIE HapyIle-
Husl He BbIsBiIeHbl. CpaBHEHHE 4acTOThl oOHapyxkeHus ['A B
rpymmnax mMonoxe — 61(27,9%) u crapme 65 ner — 42 (26,2%)
pasznuuuii He BBIABUIO. [IpM 3TOM KOMIUIEKCHBIC HApyIICHUS
KapHOTHIIa Yallle BCTPEYaJIUCh B CTapIIeii BO3pACTHON rpyrie
(9,5%), uem B rpymme 60mbHBIX MOJOXKe 65 et (4,9%). Hacrora

BcTpeuaemoctu [A B rpymmax 0oiapHBIX MM, crparuduiupo-
BaHHBIX 0 MexxayHapoaHoW mpornocruueckoi mkaine (ISS),
HE MMella CTaTUCTHYECKU 3HAYMMBIX pasnumuuii: ISS-I — 12
(4,7%), ISS-II — 14 (7%), ISS-III — 17 (14%); p > 0,05 s
BCEX I'pymnIn CpaBHCHUA. CXO}IH]SIG PEe3yabTaThI 6I>IJ'II/I TIOJTYYCHBI
B Ipynnax OONbHBEIX C Pa3iM4HBIM YPOBHEM anbOymuHa u [3,-
MukporioOyiuHa. ['A vaie BeTpeyanuch IpU CEKpelun mapa-
nporenna knacca IgG —y 61 (27,9%) 6onbueix 1 MM benc-
Jxonca —y 5 (40%), pexe npu cexkpeuuu IgA —y 15 (13,3%)
n IgD — y 1(1%) GonpHOTO, ONHAKO Pa3IUYusl B 4acCTOTE UX
BBISIBJICHUS TAKXKE HE 6])1.]'[1/[ CTAaTUCTUYCCKHU 3HAYUMbIMU (p >
0,05). TA t(4;14) Obuia obHapyxkeHa y 3 (2,9%); t(11;14) —y
9(8,7%); del13ql4 —y 11(10,7%); dell7p — y 1 (1%) GonbHO-
ro. Y 4 6onbHBIX BbIsBIEHO codeTanue t(11;14) ¢ apyrumu I'A:
y 2 —c t(4;14), y 2 — ¢ dell3q14. Meauana OB y OonbHBIX,
WMEIOIINX TeHeTHYeCKue abeppanuu, coctaBmia 23,6 mec mo
CpaBHEHHIO C 43,2 Mec y OOIBHBIX ¢ HOPMaJIbHBIM KapHOTHIIOM
U OTCYTCTBUEM MOJIEKYJSIPHO-I€HETUUECKUX MapKEPOB.

3akuoyenne. ['eHeTHYeCKHEe aHOMAJIMM SIBIISIOTCS HE3aBU-
CHMBIM NIpOTHOCTHYECKNUM (hakTopoM y 6onbHbIX MM. Hanmune
XPOMOCOMHBIX HapyLIEHHH HEraTUBHO BIIMSAET Ha JUIUTEIbHOCTD
o01ieil BenkuBaeMocTd 00abHBIX MM. FISH-ananmu3s nossoisier
MOBBICUTH YaCTOTY ONPEACIICHU BI:ICOKOCI'[GLH/IQ)HLIHBIX TCHCTH-
YECKUX MapKEpOB, UIPAIOIUX Ba)KHYIO POJb B JUATHOCTUKE U
oTpeAeNeHIH MPorHo3a mpu MM.

AvnHamwuka MHI-KnoHa y 60nbHbIX annacTUYecKon aHemuen
MmasaHoBa T.B., LLunoga E.P, YybykuHa X.B., Po3aHoBa O.E., Kapmaukas W.W., By6Hosa J1.H., A6gynkagbipos K.M.
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Beenenne. M3BecTHO, 4TO, MOMHUMO OOJBHBIX C MOATBEPIK-
nennbiM auarnosom ITHI, wierku ¢ ITHI-¢enorunom (ITHI -
KJIOH) BBISIBIISIIOTCS HanOOJIee YacTo IpH alIaCTUYECKOH aHEMUH
(AA). Tak, coriacHO COBpPeMEHHBIM TpencTaBineHusm, [THI -
KJIOH MOXKET OBbITh BBISIBJICH 0OOJiee YeM Yy TIOJIOBHHBI OOJILHBIX
AA. Hannune 1aHHOTO KJIOHA CYUTAETCS MOJIOKUTEIbHBIM IPO-
THOCTHYECKUM ITPU3HAKOM B OTHOLLICHHUHU PE3YJIbTaTUBHOCTH UM-
MYHOCYIIPECCUBHOH Tepanuu O0IbHBIX AA.

Heuas padorel. V3yueHne yacToOThl BBISBICHUS U JUHAMHKHI
[THT -xnoHa y 60sbHBIX AA.

Marepunanasl U mMetoabl. OGcnenoBanbl 69 OoibHBIX AA.
HccnenoBanue mpoBOAMIM METOJOM MHOTOIBETHOM MPOTOYHOM
LUTOMETPUU B COOTBETCTBUHU C PEKOMEHIAIMAMHU MexX1yHapoI-
Horo obmectsa mporouHoi uromerpun (ICCS). B nepugepuue-
cKoit kpoBu omnpexaersui kietku ¢ [THI -penoTunom cpemn rpa-
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nynouutoB (FLAER/CD24/CD15/CD45), monouutoB (FLAER/
CD14/CD64/CD45) u sputpormtoB (CD235a/CD59). Aunamu-
ky [IHI-xmona na mporspkenun 1,5-3 et ¢ mepuogudHOCTHIO
uccienoBaHuii 1 pa3 B 6 Mec IpociexuBaiu y 28 G0IbHbIX.
Pesynbrarsl. [THI -ki10H ObL1 BBIsiBIIEH Y 44 (63,8%) 00mb-
HbIX. Pa3smep ITHI-xiona Bapsuposan ot 0,01 1o 99,8%. Ilpu
atoM y 12 (27,3%) GonbHBIX OH coctaBisul MeHee 1%, y 19
(43,2%) — 6onee 10%. IIposiBeHNs] CKPBITOTO BHYTPHUCOCYIH-
CTOTO T'eMOJIN3a BBISIBIISUIN, KaK MIPABUIIO, IIPH Pa3Mepe MaToo-
TUYecKoro KioHa oonee 25%. CortacHO MOITY4YECHHBIM JaHHBIM,
nannune [THT-knona menee 10% KIMHUYECKOTO 3HAYCHUS HE
UMEET U CYIIECTBEHHBIMU OTKJIOHEHUSIMH B KIMHHUKO-Tabopa-
TOPHBIX MOKa3aTelsiX He CONPOBOXKIaeTCs. IIpH mpoMeKyTou-
HBIX pa3Mepax KIOHAa BO3MOXKHO TPAaH3UTOPHOE ITOBBIIICHHE
JIAT (Mapkepa BHYTPUCOCYIUCTOTO remoin3a) B 1,5-2 pasa mo





