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s moeo, umobvt yuecmov papmaxoKuHemu4ecKyo 8apuadesbHocmb nogedenuss 6ycyabghana u noevicums 0e30nacHOCHb
npoeoouMoll mepanuu, 8 0emckom omoeieHul mpaHcnAGHMAYUU KOCIMH020 M032a Obll paspaboman cheyuanbhblil npomoKo
npoyedypbl mepanegmuueckoeo aexapcmeennozo monumopunea (TJIM). Dmom npomoxon npedcmasasem coboli noayuerue
nayueHmom mecmosoti 003vL Oycyavghana, npoeHo3 KOHUEHMPAayull npenapama 8 Kposu nauuenma 8 meueHue cCymox, UHousu-
dyasusauus pedxcuma 003UpPO8aHUsl HA OCHOBe baiiecosckoeo nooxoda. 29 demsam Oviaa npogedena onepauusi no nepecaoku
KOCMHO020 M032a nocae noayyenus oycyavgpana. Hnousudyanvroie snavenus gpapmaxoxunemuueckux (PK) napamempos 6viau
OUeHeHbl nocae NOAYHeHUs NayUeHmom mecmogoil 003vl npenapama (0,5 me/Ke) u ucnonvb308aaUcy 045 UHOUBUOYANUZAUUU pe-
HcuMa 003uposanus 8 meuerue nocaedyowe2o 4-oneeHoeo Kypca mepanuu. J[o3vt npenapama paccuumol8aiiucs ¢ mem, 4moooi
docmueanacs Jcenaemas mepanesmu4ecKas ueab, yCMaHoeAeHHas Kak cpedree 3nauenue niouadu nod DK kpuesoit (AUC) 3a
6 uacos 6 npedenrax 4-6 me-yu/ma. Hzmepenus xonuenmpayuu 0ycyrv@ana 6 Kposu npoeoousucs xpomamoepaguuecku. s
ananuza DK danuvix npumensncs nacem npurkniaouvix npoepamm USC*PACK. Bvira ouenena moyHocmsb NpoeHO3a 3HAYEHUT
AUC Ha ocnose mecmogoii 0o3vt. Ilposierenuss moxcuuHoCmu, peyuousnl, 8blicU8aeMoCmyb, Yacmoma U CPOKY G03HUKHOBEHUS
6eH000KA103U8HOU 604e3nu (BOB) ouenusanucy u cpasHu8anucs ¢ KOHMPOAbHOU 2PYNNOU: NAUUEHMbL U3Y4AeMOLll epYnnbl
(epynna A) conocmasasinuch no OnpeoeseHHbIM KpUmepusm ¢ NAYUeHmamu, noAy4aeuumy cmanoapmasie 003l Oycyrvpana
(epynna B). Jlo3vt Oycyavghana 6 epynne A Gbiau cHudCeHbl N0 CpasHeHuio co cmanoapmuvimu 6 69% cayuaes. Oxncudaemvie 3Ha-
uenuss AUC 3nauumo Koppeauposaniu ¢ Haba0aeMbiMu 3HAYeHUAMU, U MOYHOCMb NPOSHO3A HA OCHO8E Mecmosoll 003bl Obiia
oyenena kak 101,9+17,9%. Yacmoma BOFB ¢ epynne A 6vina 3,4% no cpasnenuto ¢ 24,1% ¢ epynne b, uacmoma nosienenus
cmomamumos 0vi1a npakmuyecku 00uHaxkosol. Tlpuscuenenue mpancniaumama 6biA0 YCNEUWHbIM Y 6CeX NAUUEHMO08 epYNnhbl
A. Yacmoma noanoeo npudicusnerus 6 meuenue 3 mecsuyes nocae nepecadku bvina eviuie ¢ epynne A (p=0,012). Bvixcusae-
MOCMb 8 meteHue 0AUmenbHo20 nepuooa Habar0eHUs He OMAUHANACh 8 CPABHUBAEMbIX 2pynnax, 6 omautiue om 90-0He8HOll bl-
acusaemocmu. Cmamucmuueckoe cpasHenue nepuodos pemenu (AHalu3 evlicusaemMocmu) 6e3 paseumus mpomoomu4eckKux
0CA0NCHeHUIL npodemoHcmpuposano npeumyuecmea 6 epynne A (p=0,026). @K monumopune u uHOUBUOYAAUZAUUS PEHCUMOB
d03uposanus Oycyrbghana NO360AUAU YAVHUUMb KAUHUYECKUE Pe3YAbIMAMbL U CHU3UMb CMEPMHOCMb Y 0emell 8 paHHULl nocie-
ONepayUoHHbLU nepuoo.

BBEJIEHUE KyI0 aHeMUI0, aHeMuto MaHKOHHM, TsKeJTble BPOXICHHBIE
WUMMYHOJEe(ULIMTHbIE CUHAPOMBI), a TaKXKe MeTadoJInJec-

AjtoreHHast TpaHCIUTaHTauus KoctHoro Mo3ra (TKM)  xue cuHapoMsl, Takue Kak cMHApoM Xypiepa.
y IeTeil ocTaeTcsl HEOOXOMMMOM TIpU JICUSHUN HEKOTOPBIX Bricokue 1031 OycynbhaHa ObUIM TIPeIOXKEHbI B Kaue-
reMaToJIOTMUECKUX 3a00J1€BaHUI, BKJIIOYask OCTPBIE JIEM-  CTBE albTepHATUBbLI TOTATLHOMY OOJIYUYEHUIO TeJa IS MO -
KO3bI, MUCJIOAUCIIACTUYCCKUEC CHUHAPOMBI, aliaCTU4ec- TOTOBKH K TPaHCIUIAHTAlMX KOCTHOTO MO3ra, BO MU30eXXaHue
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TSDKEJION TOKCUYHOCTHU Y Aeteii [1]. bycynbdan xapakrepu-
3yeTcsl HU3KUM 3HaueHHEeM TeparneBTuIeckoro nHaekca. Oc-
HOBHBIE TIPOSIBIICHUST TOKCUIHOCTH OyCyIb(haHa OTHOCSITCS
K HapylieHN0 (YHKIMHM TIe9eHN (BEHOOKKITIO3MBHAS 0O-
JIe3Hb) M CHMXAIOT BbDXKMBaeMocTh Itociie TKM. BObB
MpeacTaBisieT cob0oif OCHOBHYIO IPOOJIeMy TOKCUYHOCTU
BBICOKMX JI03 OycynbthaHa, CpedHssl JacToTa ITOSIBJICHUS
onenuBaercs kKak 20-30%, mokasateib CMEPTHOCTH BapbU-
pyeTc 110 JaHHBIM JIUTEPaTyphl B oT 3 10 67% [2-7].

Kak 00bIYHO MpU MCITOIB30BAHUHN ATKWIMPYIOIINX CO-
eIMHEHU, TepalleBTUICCKIUA 1 TT00OYHBIe 3(D(PEKTH Te-
parnmu 0ycynb(aHOM OBUIM COOTHECEHBI C IIOIMIAIbIO IO
KPUBOIl M3MEHEHMSI KOHIICHTpAIlMU IIperapata B KpPOBU
Bo BpemeHu (AUC), HopMUpOBaHHOI HAa UHTepPBaJ J03U-
poBaHug (6 yacos g Oycyabdana). B mureparype BeTpe-
YalTCS Pa3INIHBIC ITOPOTOBEIC 3HAYCHUS IUISI TICPeMEH-
Hoit AUC OycynbdaHa 3a 6-4acoBOi HMHTEpBaj
JIO3UPOBAHMSI, BBIIIE KOTOPHIX YacTOTa CJIy4yaeB BO3HUK-
HoBeHus1 BOb Bospacrana. B ocHOBHOM, 3THU 3HaYeHUs
opuTH B TIpepeniax 5-7 mr-u/i [8-12]. Toabko B OMHOM HC-
CJICMOBAaHUM 5Ta BeJIMYMHA TIOPOTOBOrO 3HAYECHUS ObLIa
nopsinka 13,1 mr-u/a [13]. C apyroit cTopoHbl, HemocTa-
TOYHOCTh TPAHCTUIAHTATa ACCOLIMUPOBAJIOCH CO 3HAYEHUSI -
v AUC oycynbdana Hinke 3-4 mr-u/i [8, 14]. Tem He Mme-
Hee, BBIOOp KOoHKpeTHoro 3HayeHuss AUC 3a 6-yacoBoit
WHTEepBajl J03UPOBaHUs OycyabdaHa B KauecTBe Tepares-
THYECKOM LN ITO-TIPEXKHEMY OCTAeTCSI OTKPBHITBIM BOII-
POCOM, TIOCKOJIBKY BCE OITyOJIMKOBAaHHBIC MCCIICIOBAHUS
MPOBOAWINCH B Pa3HBIX YCIOBUSIX. B omyOnmKoBaHHBIX
HCCIIEIOBAHUSIX TPUMEHSIUCh pa3Hble METOIbl OLEHKU
nokazatenst AUC, B HEKOTOPBIX CTaThsIX 3TOT MOKa3aTelb
BBIUMCIISUICS HA OCHOBE M3MEPEHMI KOHIICHTPAIINH ITOCTIe
TOJTyYeHMST TOJIBKO OTHOM 103kl mpenapaTa. [IpuHuMast Bo
BHUMaHUE UHTPaMHIVBUAYAIbHYIO BaprabeIbHOCTh (hap-
MaKOKMHETUKHM OycynbdaHa [15], MOXXHO cKa3aTh, 4TO Ta-
KO TIOAXOI MOXKET MPUBECTH K IEPEOlleHKE WIM HEIo-
olicHKe cpenHux 3HadeHuit AUC, HaGmaomaeMbIX
B TeueHUe 4 THel poBoauMoii Tepanuu. dpyras mpo0Je-
Ma IIpY CpaBHEHUHU pE3yIbTaTOB MOXET BO3HMKATh M3-3a
pasIuuurii B cmocob6ax cbopa mpod KpoBU U aHAJUTHUYEC-
KMX METOJaxX U3MEpEeHUST KOHIIEHTpaluu OycynbdaHa.

Huskue 3HaueHUsT TepaneBTUUECKOro MHAEKCA U 3Ha-
gyuTenbHasA MeXuHauBuayaidbHass DK BapmabGeaIbHOCTH
TIPUBOIAT K HEBO3MOXHOCTHU TOCTUYh BEIOPAHHOTO Tepa-
neBTnyeckoro 3HauyeHuss AUC 1ipyu Mcnoab30BaHUM CTaH-
JApTHOTO pexkuMa J03upoBaHus OycyibdaHa 1 Mr/kr/649 u,
ocobeHHO y neteil. KnmpeHc OycynbdaHa OOBIMHO BHIIIIE
y Ieteit Mitaaiero Bodpacra [ 10, 16], mosaromy ObLia IIpeisio-
JKe€Ha KOPPEKTHUPOBKA 103 Ha OCHOBE TUIOIIAIN IIOBEPXHOCTHU
Tena [17], omHaKO W 3TOT MOAXO HE MO3BOJISIET MOJTHOCTHIO
WCKJTIOUNTh MEXWHIWBUIYAIBbHYIO BapHaOeIbHOCTD.
HeCTBUTEIPHO YISCTh MEKWHINBUOYATbHBIC Pa3JIMUMS
B (apmMakoKMHETHKe Oycylib(aHa MOXHO Ha OCHOBE
OLIEHKU WHIWBUAYyaJIbHBIX (hapMaKOKUHETUUYECKUX Iapa-
METpOB IS KaXXIoro IMamueHTa. baiiecoBckue MeTOIbI
TIO3BOJISTIOT IIPOBOAUTH TaKyI0 MHINBUAYATNU3AIIAIO IO M-
HUMAaJIBHOMY YMCJTy U3MEPEeHUI KOHILICHTPAIIMK TIperiapa-
Ta B KpoBH [18].
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TakuM 006pa3oM, MOCKOJIbKY 3HAYMTEIbHAS MEXKUHIN-
punyanpHasgs DK BapmabenbHOCTH OycynbdaHa, 0COOCHHO
MIPOSIBJISTIONIASICSL ¥ IEeTei, He MO3BOJISIECT IIPOBOAUTD 3(-
(eKTUBHYI0O M 0€30I1acCHYI0 MOATOTOBKY K OIepaluu 110
TKM, Obuto pelleHo HCIoJb30oBaTh mpoueaypy TJIM,
MPECTABISIONIYI0 COOOM CYTOUHBIE MOHUTOPUHT 3Haye-
Huit AUC, a Takke 0aileCOBCKYIO OLIEHKY KHUpeHca Oy-
cyiabdaHa Tocjie IMOJMyJYeHUs] HayajJbHOM TECTOBOM MO3bI
npenapara. B 3Toil craThe NpencTaBleHBI Pe3yJIbTaThl
MPOCIEKTUBHOIO UCCEeN0BaHMsI, BKJIIOUAlolero 29 aetei,
IMOJTyYaBIINX OYCyiIb(aH IPU MOATOTOBKE K OIEepalvi 110
TKM.

MATEPUAJIBI 1 METO/IbI

Tlayuenmuot

IIpocnekTrBHOE UCCIeI0BaHUE BKIIIOUaao 29 maiueH-
TOB, TIOJTY4aBIIIMX OyCy/Th(haH MPU MOJATOTOBKE K OTepaluu
mo TKM (6e3 obydeHnsT) B OTOEACHUM TPaHCIUTAHTAIIUN
KOCTHOTO Mo3ra rocrnutajis Jeopycc B mepruoa MexXay sH-
BapeM 1998 u uronem 2000 r. BozpacT naiiueHToB ObL1 B 11-
ama3oHe ot 3 mecsieB a0 18 neT (cpenHuii Bo3pact + cTaH-
JapTHOe oTKJIOHeHue 6,9 £ 5,7 jer). Bcem mauueHTaM ObUT
nepecakeH HeMOAUMUIIMPOBAHHBIN TpaHCIUIAHTAT KOCT-
Horo Mmoara. ITokazaHusiMu T onepaluyy ObLIU: 00JIe3HU
HaKOILUTeHUs1, Oofblias Tastaccemust (anemust Kynu), Bpox-
IIeHHbIe KOMOMHHUPOBAaHHBIE MMMYHOIC(HUIINTHBIC CUHII-
POMBI U 3710KaueCTBEHHBbIE 3a00JieBaHMsT KpoBU. B Tabnuie
1 mpencraBieHbl XapaKTepUCTUKM MallMeHTOB. Bee marm-
eHTBI, KpoMe TammeHTa No 20, TToIydaiyd aJrmpoCTamuil
(0,125 mr/cytku mis manmmeHToB MoJjoxe 3 yet u 0,250
MT/CYTKHU [UIS1 MAIMEHTOB 00Jiee CTapllero Bo3pacra) v re-
nmaput 20 ME /kr/cytku B TeueHue 30 qHei rmocie Havaia
Tepanuu OycynabdaHoMm s npenotBpamieHuss BObB. o
ITHS TPpaHCIDIAHTALIMKU MAlMEeHTHI TakKe MOTyJIald KIOHa-
sdenaM (0,1 Mr/Kr/cyTku) Wi IpemoTBpalleHusl CYIOopoT,
BBI3bIBaeMbIX OycyiabdaHoMm. IlpodunakTuka peakuuu
«TpaHCIIaHTaT-MpoTUB X03siuHa» (PTITX) Bkitouana 1uk-
JIOCIIOPUH B TeueHHe 6 mecsieB (9 MecsLeB B cllyyae He3-
JIOKaUeCTBEHHBIX 3200JIeBaHNT) 1 KOPOTKHUE KYPChI METOT-
pekcata M aHTUTHMOILIMTAPHOIO IJIOOy/JIMHA B Ciydae
HEPOJCTBEHHBIX NOHOPOB W MAIIMEHTOB C TajlaCCEMUEN.
OCHOBHBIMH PeXMMaMM JTO3MPOBaHUSI ObLIN OycyabdaH-
uukiaodpochamun (200 mr/kr) y 79% nauueHTOB, OyCyiib-
dan-mmknopocdamun (200 mr/kr) — atoros3un (60 Mr/Kr)
y 7% wu Gycynbdan-uykiaopochamug (200 Mr/Kr) — Mes-
danaH (140 mr/m?) — y 14% BKJIIOYEHHBIX B UCC/IEJOBAHUE
neteit. Bce mainveHTsI MOyYad BHYTPMBEHHO MMMYHOT-
J00ynuH (0,25 r/Kr B HeJEN0, €CIU TOHOPOM ObLT POIHOM
opar wiu cectpa, 1 0,5 I/KT B HEIIO B OCTAIbHEIX CITyda-
sIX) ¥ OBUIM M30JMPOBaHBI B JIAMUHAPHBIX OoKcax. MHmM-
BUIIyaJJbHO pacCYMTaHHBbIE MO3bl OycyslbtaHa TalMEHTHI
MoJydaii Kaxnable 6 4acoB B TedeHue 4 mnHei (Bcero 16
no3). Karncyinbl ¢ 6ycyibdaHoM, MPUTrOTOBIEHHBIE (hapMa-
LIEBTOM, TTAIIMEHTHI ITOJTyJIaJId TIepopaIbHO HaTomak. Kar-
CYJIbI TIPOTJIATHIBAJIUCH NETbMU CTapIlIero BO3pacTa MIu MX
CONEPXKMMOE CMEIIMBAIOCh C TYIICHBIMM SIOJIOKAMU ISt
CaMbIX MaJIeHbKUX TTIAIlMEHTOB.
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Tabmuuya 1
Wudhopmauma o naumeHTax
N2 nayuenta (non) Nokasanua ans TKM Howop Bo3spact Mpeponepauunonnan MNeveHb
- rpynna (neT) Tepanua nepen TKM

1 (K) - Tpynna A Hurler MMUD class | (A, CW) 2.1 Bu Cy N
2 (M) - Tpynna A Hurler MMUD class | (A), Il (DrB3) 2.7 Bu Cy N
3 (K) - Tpynna A Hurler MUD 1.4 Bu Cy N
4 (M) - Tpynna A Hurler MMUD class | (A, 2CW*) 1.6 Bu Cy N
5 () - Tpynna A Hurler MMUD class | (A, 2CW*) 2.2 Bu Cy N
6 () - Tpynna A Hurler SIB 2.9 Bu Cy N
7 (XK) - Tpynna A Hurler MMUD class | (A,B*), Il (DRB4) 2.1 Bu Cy N
8 () - Tpynna A Hurler MMUD class | (B*, CW*), Il (DQB*) 2.0 Bu Cy N
9 (M) - Tpynna A Hunter SIB 16.3 Bu Cy N
10 (M) - Tpynna A Niemann-Pick SIB 0.6 Bu Cy N
11 (K) - Tpynna A Thalassemia SIB 2.2 Bu Cy +
12 (M) - Tpynna A Thalassemia SIB 11.4 Bu Cy N
13 () - fpynna A CID SIB 12.5 Bu Cy N
14 (M) - Tpynna A CID SIB 18.0 Bu Cy +H+
15 (M) - Tpynna A CID SIB 9.8 Bu Cy +++
16 (M) - Tpynna A ALL MMUD class Il (DRB3) 32 Bu Cy VP16 +
17 (M) - Tpynna A ALL MMUD class | (A,B,C) 29 Bu Cy VP16 N
18 (M) - Tpynna A AML MMUD class | (CW) 8.4 Bu Cy N
19 () - fpynna A AML MMUD class I (A,CW), Il (DQB1*) 7.6 Bu Cy N
20 (M) - Tpynna A AML SIB 15.0 Bu Cy N
21 (K) - Tpynna A AML SIB 17.3 Bu Cy N
22 () - Tpynna A MDS SIB 2.5 Bu Cy N
23 (M) - Tpynna A AML SIB 15.6 Bu Cy N
24 (M) - Tpynna A AML SIB 4.4 Bu Cy N
25 (M) - Tpynna A AML MMUD class | (CW) 2.0 Bu Cy N
26 (M) - Tpynna A JMML MMUD class | (B*) 2.7 Bu Cy Melph N
27 (M) - Tpynna A MDS MMUD class | (A, CW) 10.2 Bu Cy Melph ++
28 (M) - Tpynna A MDS SIB 10.3 Bu Cy Melph ++
29 (X) - Tpynna A MDS MMUD class | (A,B,CW), II (DRB3*) 9.9 Bu Cy Melph N
1" (XK) - Tpynna b Hurler MMUD class | (A, CW) 1.1 Bu Cy N
2' (M) - Tpynna b Hunter SIB 3.1 Bu Cy N
3' () - Tpynna b Hurler MMUD class | (A, CW*) 1.2 Bu Cy N
4' (M) - Tpynna b Hurler MMUD class | (A*, CW), Il (DRB3) 1.6 Bu Cy N
5' (M) - Ipynna b Hurler MUD 1.8 Bu Cy N
6' (M) - Tpynna b Hurler MMUD class | (A) 3.8 Bu Cy N
7' (K) - Ipynna b Hurler MUD 1.7 Bu Cy N
8' (M) - Ipynna b Hurler MUD 2.0 Bu Cy N
9' (M) - Ipynna b Hunter MMUD class | (CW) 6.0 Bu Cy N
10" (M) - Tpynna b LHC Haploid. 0.7 Bu Cy N
11" (M) - Tpynna b Wiskott-A. MMUD class | (CW) 4.7 Bu Cy +
12" () - Tpynna b Thalassemia SIB 11.2 Bu Cy N
13' (M) - Tpynna b CID MMUD class | (A,B,C) 15 Bu Cy N
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lMponomxenne Tabnuua 1

N2 nayuenta (non) Nokasanna ana TKM Totop Bo3spact Mpeponepauuonnan MNevenb
- rpynna (ner) Tepanua nepen TKM
14' (M) - Tpynna b CID MMUD class | (A,B,C) 0.7 Bu Cy +
15" (XK) - Tpynna b CID MMUD | (A[;gg’:':;[,gé%??f* Dast") 0.3 Bu Cy +H+
6' (M) - Tpynna b ALL MUD 0.9 Bu Cy VP16 N
7' () - Tpynna b ALL MUD 22 Bu Cy VP16 N
8' (XK) - Tpynna b AML SIB 8.3 Bu Cy N
9' (K) - Ipynna b AML SIB 14.0 Bu Cy N
20" (XK) - lpynna b AML SIB 16.9 Bu Cy N
21" (K) - Tpynna b AML MUD 171 Bu Cy N
22' (M) - Ipynna b MDS MUD 6.1 Bu Cy N
23" (XK) - Ipynna b ALL SIB 14.0 Bu Cy VP16 N
24' () - Tpynna b AML SIB 4.5 Bu Cy N
5' (XK) - Tpynna b AML SIB 2.0 Bu Cy N
6' (M) - Ipynna b ALL MMUD class I (A,B,C) 6.4 Bu Cy VP16 N
7' (M) - Tpynna b MDS SIB 11.5 Bu Cy Melph N
8' (XK) - Tpynna b ALL SIB 14.0 Bu Cy VP16 ++
9' (K) - Ipynna b AML SIB Bu Cy N

SIB: noHopom ABnAeTcA poaHoii 6par unn cectpa (cubesl); MUD: nogxonAuwmii HepoacTeerHbli noHop; MMUD: HenonxogAawmii HepOACTBEHHbIN JOHOP

(*: annenbHbIl, 663*; aHTUreHHbII)
N: Hopma; +: 50-100 UI/L; ++: 100-150 UI/L; +++: >150 UI/L

Hzmepenue konyenmpayuu 6ycysvspana é niazme Kpogu

KoHueHnTpauum O0ycyiabdaHa B Mjila3Me KpOBU M3Mepsi-
JIVCH C TIOMOIIIBIO XXKUIKOCTHOM XpoMartorpaduu. s 3To-
ro 6bU1 pa3pabotaH HOBBIM MeTon [19], marouii BO3MOXK-
HOCTb OBICTPO B TEUYEHHME CYTOK KOPPEKTUPOBaTh
Ha3HayaeMmble I03bl Tperapara, TO eCThb He TPeOYIOIIMii
MPOAOKUTEIBHOTO BpeMEHM Uil aHanu3a mpod. Koad-
(bueHTHl Bapyaly MeToJa B TEUEHWE CYTOK M MEXIY
CyTKaMu ObUTH MeHee 5%, Tipeziest onpenesieMoCcTH ObIT 25
HI/MJ1, ¥ ToJibKO 200 MKJI IIJ1a3Mbl TPEOOBAIOCH JJIsT aHAJIM -
3a. J1J1s1 TTOBBIIIEHUST TOYHOCTH METOIA U3MEPEHMIA, TIPOOBI
KPOBHM cpa3y Xe MOMENIATNCh B Jiel, BO M30exXaHuu dep-
MEHTATUBHOM JIeTpaialluy U eHTPUGYTMpOBaIUCH O6e3 3a-
nepxku. [Tnazma cpasy xe rnmomeniagach B MOJTUITPOIIMIIE-
HOBBIE MMPOOUPKU BO U30eXKaHKE afCOPOIIMU Ha CTEKIIE.

Hnousudyanruzauyus pexcumos 003upogarus bycysvgana

TecroBas no3a oycynbdana (0,5 Mr/Kr) gaBajgach malu-
€HTaM MepopajbHO A0 Hayajla pexkuMa JO3UPOBAHUS IS
noarotoBku K onepanyu no TKM. Tpu npobsl KpoBU 6pa-
JINCh B IPOOMPKHU, copepxKallne renapuH, yepe3 1 yac, 2,5
M 5 4acoB mocJje TOJyYeHUs] TECTOBOI M03bl. MOMEHTHI
BpeMEHM M3MepeHUI ObLIM BbIOpaHBI HA OCHOBE TEOPUU
TUTaHWpOBaHUS 3KcriepuMmeHTta [20, 21]. s onucaHus
noBeAeHUs OycyiabdaHa B OpraHM3ME MCIIOJb30BaIach
TpaAULIMOHHAs JMHelHas1 ogHoKamepHas ®K momenb
C KOHCTaHTOM Ipoliecca abcopbiuu nepsoro nopsiaka Ka;
00bEMOM pacripesie/ieHus, HOPMUPOBAaHHBIM HA Maccy Te-
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JIa manpreHTa Vs; M KOHCTAHTOM CKOPOCTH SIMMHWHAIINU
Kel. 3HaueHus1 mapaMeTpoOB OLIEHUBAJIKUCh HA OCHOBE He-
JIMHEWHOM PErPECCUU C ITOMOIIBIO IPOTPaAMMBbI, BXOIAIIEH
B cocraB makera 11/m USC*PACK [22]. UnauBuayanbHbIe
sHaueHnss ®K nmapamerpos Ka, Vs u Kel ucnonb3oBanich
I TpOTHO3a OyAylMX KOHIEHTpauuii OycyiabdaHa
B KPOBU IMallMeHTa, IIPX 3TOM PaCCUUTHIBATIUCH A03bI, Tpe-
Oyrolyecs 3TOMY MALMEHTY JUTS TOCTYDKEHUS OTIpeaesIcH-
Holi TepaneBTryeckoi teau (AUC 3a 6-4acoBoii MHTEpBa
nmo3upoBaHus). Karcynsl, comepxaliye Ha3sHadYaeMbIe 10-
3b1 OycyJib(haHa, TOTOBUJIUCH U TTPOBEPSITUCH (METOMA U3ME-
peHust oycynabgana ¢ momolplo BOXKX) dapmaueBramu
TOCTIATAJIS.

Hna BepuduKalMi MeTOIa U MPOBEPKU JTOCTIKCHUS
BBIOPAaHHBIX TePANIEeBTUUECKMX Lieell Ha MpakKTUKe 3Haye-
Husg AUC MOHUTOPUPOBAIUCH B TeUeHUE 4 THEW Tepanuu.
HNunusunyansHble 3HaUueHNT OK mapaMmeTpoB OycyibdaHa
OLICHMBAJIMCh B KaXKIbIil U3 4 THEN HA OCHOBE MUHUMAJIb-
HOTO YKcJia U3MEPsSIeMbIX TPOO KpoBu: yepe3 1; 2,5 u 5 ya-
COB MoOCJie MOoJy4YeHus TepBoit 103bl, 3aTeM yepe3 1,5 u 5
YacoB ITOCJIC TISITOM, IeBATOM M TPUHAIIIATOM 103 (MOHU-
TOPUHT MOCJIE TIOJIYYECHUS IIEPBOU 103bI B KaXIbI U3 THEHU
tepanun). 3HauyeHuss AUC paccuuThIBaJIUCh Ha OCHOBE
0aliecOBCKOrO TIOAXOIa C TIOMOINBIO TPOTPaMMBbI
USC*PACK. ITocie mony4eHus TECTOBOM JTO3BI MallEeH-
TOM U OLICHKH €r0 MHAMBMIYalbHbIX 3HaYueHUii DK mapa-
METPOB JaJIbHEMNIIINE PacUeThl U TPOTHO3bI OCHOBBIBAJIMCH
Ha WHAIWBHUIYAJTBHBIX 3HAYCHUSIX BMECTO COOTBETCTBYIO-
IIAX CPEeOHMX MOMYJISIIIMOHHBIX 3HaueHWil. TakuM oOpa-
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Tabnuya 2
CpaBHeHWe CTaHAAPTHOTO U UHAMBMAYANbHOTO PEXUMOB A03UPOBaHNA Gycynbhana
Naunex-Tol CymmapHaa ctaHpapTHaa nosa Gycynbdhana CymmapHaa uiausuayanbHaa nosa Gycynbchana OTknoHenue, %

1 27.0 mr/kr (600 mr/m? ) 24.2 mr/kr (538 mr/m2) -10.4
2 22.9 mr/kr (600 Mr/m2) 20.0 mr/kr (524 mr/m2) -12.7
3 26.7 mr/kr (600 mr/m?) 21.4 mr/kr (481 mr/m?) -19.9
4 23.6 mr/kr (600 mr/m2) 22.3 mr/kr (567 Mr/m2) 5.5

5 25.0 mr/kr (600 Mr/m2) 25.0 mr/kr (600 Mr/m2) 0.0

6 27.1 mr/kr (600 mr/m2) 20.6 mr/kr (456 Mr/m?) -24.0
7 28.3 mr/kr (600 Mr/m2) 32.8 Mr/kr (695 Mr/m2) +15.9
8 25.4 mr/kr (600 Mr/m?) 26.0 mr/kr (614 mr/m?) +2.4
9 17.5 mr/kr (600 Mr/m2) 15.2 mr/kr (521 Mr/m2) -13.1
10 27.5 Mr/kr (600 mr/m2) 12.2 Mr/kr (266 Mr/m2) -55.6
11 20.0 mr/kr 20.5 mr/kr -12.7
12 16.0 mr/kr 17.1 mr/kr +6.9
13 16.0 mr/kr 17.2 mr/kr +7.5
14 16.0 mr/kr 10.7 mr/kr -3341
15 16.0 mr/kr 10.8 mr/kr -32.5
16 20.0 mr/kr 16.6 Mr/kr -17.0
17 23.8 mr/kr (480 mr/m?) 20.6 mr/kr (415 mr/m?) -13.4
18 17.9 mr/kr (480 mr/m2) 18.6 Mr/kr (499 mr/m2) +3.9
19 16.0 mr/kr 18.0 mr/kr +12.5
20 16.0 mr/kr 17.1 mr/kr +6.9
21 16.0 mr/kr 14.0 mr/kr -12.5
22 18.2 mr/kr (480 Mr/m2) 16.8 Mr/kr (443 mr/m2) -11.0
23 16.0 mr/kr 11.8 mr/kr -26.3
24 20.3 Mr/Kr (480 mr/m2) 12.8 mr/kr (303 mr/m2) -36.9
25 23.1 Mr/kr (480 mr/m2) 19.7 mr/kr (409 mr/m2) -14.7
26 20.0 mr/kr 23.1 mr/kr +15.5
27 16.0 mr/kr 11.5 mr/kr -28.1
28 18.7 mr/kr (480 Mr/m?) 17.4 mr/kr (447 mr/m?) -7.0
29 16.0 mr/kr 13.4 mr/kr -16.3

30M, BHyTpunHauBuayaitbHass @K BapmadbebHOCTD MOXET
OBITh YYTEHA 1 B3sTa MOJ KOHTPOJb [23].

CraHgapTHOE OTKJIOHEHWE OIMMOKM M3MEPEHWI KOH-
HeHTpauuit oycyibpaHa (SD) Oblia BBegHA U YYUThIBA-
nack B mporpamma USC*PACK B (popme monmmHoOMa:

S.D.=0,0135C° - 0,077C%+ 0,1493C,

rae C — HaOmogaeMast KOHLIEHTpalus 0ycyabgaHa.

ExxemHeBHBIEC OIICHKN MHIVBUAYAIbHEBIX 3HaUeHN DK
mapaMeTpPOB IIO3BOJISIM HaM BBIYMCIISATH ONTHUMAJIBHEIC
JIO3BI JUISI HOCTDKEHUS CPEIHETo 110 4 THSM Tepaluy 3Ha-
yeHnss AUC 3a 6-9acoBoit mHTepBall no3upoBaHus. XKema-
emble 3HaueHust AUC paHkupoBanuch oT 3,5 1o 6 Mr-4/i
B 3aBUCMMOCTHU OT ToKazaHui K ornepauuu mo TKM. bo-
nee Hu3kue 3HayeHuss AUC TpeGoBaauch Ijis MallMeHTOB

RAMHAUNECRAG OAPMAKOKAHETHEA

42

C atuIaCTUYECKOM aHeMuel M [UIST TAalMEeHTOB, Y KOTOPBIX
¢GYHKILIMS TIeYeH! ObLTa HapyllleHa B XOJIe MpealIeCTBYIO-
X KYPCOB MPOTUBOOITYXOJIEBOM XUMUOTepanuu (Tialm-
eHtel NeNe 12, 13, 24, 25, 29) unm B pe3ysbTate Ipyrux
nMmerommxcs natojgoruit (mamueHTsl NeNe 10, 14, 15). dnsa
9TUX TAlMEHTOB TepalleBTUYeCcKasl lieJib BbIOMpaiach
B nipeaenax 3,5 — 3,8 mr-u/n [14]. IlpennoxeHHbI MeTOxd
U3MEpPEeHUs KOHIEHTpaluu 6ycysibhaHa M03BOJISLT OBICTPO
MOJIy4aTh Pe3y/IbTaThl aHAM3a U IPOBOIUTH IPOLEAYPY
TJIM kaxnaplii feHb. [1py 5TOM KOppeKTUpoBKa A03bI OY-
cyib(daHa MOTJIa OCYIIECTBISThCS KaXIbIi IeHb 10 TTOJTY-
YEHUS TTAIlUEHTOM TPETheil JO3bI 32 Kaxkble CyTKH. J103bI
Oycyab(daHa KOppeKTUPOBAIKUCH IOCIEA0BATEIBHO IO Me-
pe TOJyYeHMs HOBBIX PE3YJIBTATOB M3MEPEHUIi, TO €CTh
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——— TEPAMERTHEERHAR EMAPCEREINNLIEN MOMHTORRMI ———

BIUIOTH 10 TTOJIYYeHUSI YEThIPHANIIATOM MO3BI, a ABE IIep-
BbI€ J03bI PACCUMTHIBAIMCh HA OCHOBE U3MEPEHUI KOHIIEe-
HTPAIH TTOCTIe TIOJIYIeHUS TeCTOBOM HO3HI. JIJIS TOTO UTO-
OBI OCYIIICCTBIISATh TaKyl0 KOPPEKTHUPOBKY Ha IIPAKTHKE,
(hapmalieBTBI TOCTIMTANS HOKHBI OBLIM UMETh OaHK Kall-
cyn OycynbdaHa ¢ Jo3aMu oT 5 1o 60 MT.

B cootBeTcTBUM ¢ (ppaHIy3CKUM 3aKOHOHOATECIIHCTBOM
3TO UCCIeI0BaHNe OBUIO 0m00peHO KoMuTeTOoM 110 3amm-
T€ MpaB JUYHOCTU Npu buomenuuuHckoM WMccnenosa-
teabckoM lLleHTpe I. JIMoHa, 1 Bce ponuTeau MalleHTOB
TOAIHMCAT MHQOPMHUPOBAaHHOE COIIache

Ouenra mounocmu memooda.

OlieHKa TOYHOCTH MMPOTHO3a HAa OCHOBE TECTOBOU 103bI
TPOBOIMJIACH C TIOMOIIIBIO CpaBHEHMS: 1) cpemHero 3Have-
auss AUC 3a MHTEpBal TO3MPOBAHUS, MPEACKA3aHHOTO
C TIOMOIIIBIO MOACIMPOBAHUS Ha TIEPUO 4-THEBHOTO Kyp-
ca Ha OCHOBE OLICHKM UHIUBUAYaIbHbIX 3HaueHU DK ra-
paMeTpOoB TTOCIIe TTOTyYeHMS TECTOBOM 036l (TTpeacKa3aH-
Hoe 3HaueHre AUC); 2) M COOTBETCTBYIOIIETO CPEITHETO
sHaueHust  AUC, pPacCYMTaHHOTO MMporpaMMoii
USC*PACK mnocnenoBaTesIbHO MO BCEM UMEIOLIUMCS U3-
MEpEeHUSIM KOHIICHTpALNH y MallieHTa B TeUeHMe 4-THEeB-
HoTo Kypca (Habmomaemoe 3HadeHue AUC).

Bce 3nauenust AUC HOpMUpOBaIMCh Ha MHINBUIYATb-
HOe 3HaueHMe J03bl OycyabdaHa, MoaydaeMoi MalueHTOM
3a 6-yacoBoOil MHTepBan A03upoBaHusa. CrocoGHOCTh pac-
CUMTAHHBIX IIOCIIC TONyUCHUSI TECTOBOM O3Bl 3HAYCHUIA
AUC (mipenckazanHbix AUC) mporHo3npoBath Haboqae-
mbie 3HaueHus1 AUC oueHuBaiach AByMs criocodamu. Bo-
TepBBIX, TIPeACKa3aHHbIe M HaOII0OmaeMble 3HAYCHUS aHa-
JIM3UPOBAIICH METOIOM JIMHEWHOI perpeccuil. Bo-BTOpPHIX,
TaK Ha3bIBaeMbI€ TIPOLICHTHI “TIPOTHO3UPYEMOCTU” BHIYMC-
JISUTMCh MO clieAytonieit opmMyie: (cpenHee HabIomaeMoe
sHaueHne AUC 3a 6-yacoBOM WHTepBal J03UPOBAHUS/
CyMMapHasi 103a 3a epHro TePaIliy B MTI/KT) X (CyMMapHas
[o3a, paccuuTaHHasi Ha ocHoBe TJIM mociie moiaydyeHust
TECTOBOM J103bl / cpeaHee npeackasaHHoe 3HayeHue AUC
3a 6-4aCcOBOW MHTEPBAJ JO3UPOBAHUSA).

[IpenMmyiecTBa MHANBUIYATU3ANN JO3UPOBAHUS OY-
cynbdaHa 19 KIMHUYECKOM MPaKTUKU OICHWBAINCh
C TTIOMOIIIBIO COMOCTaBIeHUS 29 MalMeHTOB I'PynIbl A ¢ 29
MaleHTaMH KOHTPOJIBHOM TPYIITEI, KOTOPEIM paHee Ipo-
Boawiach onepanus no TKM u KOTOpbIM Ha3zHayalucChb
crangapTHble (1poTokonbl SFGM unmun EBMT) nosbr 0y-
cynbdana (rpynma b). PerpocriekTuBHbIE HaHHbIE WC-
TOJIB30BAJINCh, TTOCKOJIBKY TTOCJIE BHEIPCHUS IPOIECTyPHI
TJIM OycynbdaHa B HallleM TOCIIUTAJIe paHAOMU3ALNS Ka-
3aJ1aCh HaM He3TUYHOM. KpuTepussMu 1py cCOnoCcTaBIeHUN
nap ObLIN:

* TIOKa3aHWs IJIST TIepecagkKi KOCTHOTO MO3Ta,

* cocTtosgHMe (PYHKIINM IIEUCHHM TIepel oIlepalineii,

* MIPOBOIMJIACH WJIM HET IMPOTUBOOIYXOJIeBast XUMHO-
Tepamnus,

* BO3pAacT,

* IpoGMIAKTUKA TPOMOOTHYECKIX OCIIOKHECHUA,

* CXOZCTBO TPaHCILIAHTATa (€C/IU 3TO ObLTO BOZMOXHO).

MHIMACHTHI TOKCUYHOCTU (TPOMOOTHUYECKUE OCTIOXK-
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HEHMSI, CTOMATUT, JIETOUHbIE OCJIOXHEHMS), HEIOCTaTOU-
HOCTb TpaHCIUIaHTaTa (oIpenessieMas Kak qoKa3aTeJIbHOe
OTCYTCTBME TOHOPCKMX KJIETOK), CMEIIIAHHBIA XUMEPU3M U
MOJIHOE MpMXUBIeHKEe (omnpeneisieMoe Kak 100% moHopc-
KM XMUMEpHU3M) CpPaBHUBAJIUCh B 00EMX IpyImnax ¢ Io-
MolIbIo TecTa 2. Takxke MPOBOAMUIOCH CPABHEHUE BbIKM-
Bae€MOCTM B JBYX Ipymmnax MetogoM KarmnaHa-Maliepa u
CpaBHEHHE TIEPUOIOB BpeMeHHU (aHaJIN3 BHDKMBAEMOCTH)
0e3 pa3BUTUS TPOMOOTUUYECKUX OCIOXHEHUH (JIOrpaHTO-
BbIi KpuTepuii). I[lpukuBiaeHUE OINpenensjioch ¢ Io-
MOIIIBIO MOJIeKyJIsipHO# Oouonornu no JJIHK, skctparupo-
BaHHOM M3 MeQYUISIpPHOM KpOoBU [24].

CTaTUCTMYECKUI aHaIu3 MPOBOIUJICS C TOMOIIBIO
nporpammbl SPSS nist Windows (Bepcust 9.0, SPSS, Chica-
go, IL, USA).

PE3VYJIBTATDBI

Pe3synsraThl KOPPEKTUPOBKU PEKMMOB TO3UPOBAHUS Y
29 manMeHTOB MpencTaBIeHbI B Tabnuile 2. ITo cpaBHeHMIO
¢ OOBIYHO Ha3HaYaeMbIMU CTaHOAPTHBIMU go3aMu (480
wim 600 Mr/m? s geTeil MiamnIero Bo3pacTa WM 16
MT/KT JUTST IETei cTapiiero Bo3pacra) M03bl OBbIITM CHUXe-
HBl Y 69% mHalueHTOoB, MOBBIIEHH Y 27,6% MaleHTOB U
OCTaJIMCh HEM3MEHEHHBIMU TOJILKO Y 3% nauueHToB. Ila-
IIMEHTHI, KOTOPhIE TOJDKHEBI OBUTM OBI TToTydaTh 16 mmm 20
MT/KT OycynbhaHa, B pe3yibraTe MHIVBUIYaTU3aIuy T10-
myvamu 14,2 £ 2,9 mr/kr wm 20,1 = 3,3 MI/Kr cOOTBET-
cTBeHHO. [laliueHThl, KOTOPBIM CYMMapHbIE 103bI OYCYJIb-
dana 480 wam 600 Mr/m2 JOJIKHBI ObUIM ObI HA3HAYATHCS,
MOJIyYaId COOTBETCTBEHHO 419 & 65 mm 526 + 115 mMr/m2.
036l ObUIM CHUKEHBI Y 67%, yBeaudeHsl y 22% u ocrta-
JIUCh HEM3MEHEHHBIMU TOJIBKO Y 11% TalMeHTOB C CUHI-
poMoM Xypiepa, J03bl ObUTU COOTBETCTBEHHO CHMXKEHBI,
TTOBBIIIEHBI ¥ He U3MeHeHbl y 68%, 32% u 0% nanueHToB
C TeMaTOJIOTMIECKUMHU 3a00JICBAaHUSIMM.

WnnuBuayanbHble 3HaueHus cpennux AUC, nocturae-
MBIX 3a 6-4acOBOW MHTEpPBajJl, B OCHOBHOM OBLIM B BBHIO-
PaHHBIX TepaneBTUYECKUX Mpeaenax (cM. Tabauiy 3), Kpo-
Me TIepBBIX BKIIOUCHHBIX B MCCIIEOOBaHMWE ITAllICHTOB
(rmarmmeHTsl NeNe 1, 16, 18, 27). JleiicTBUTENBHO, Teparnes-
TUYECKME 3HAYEHUS IIeJIe MPUIIIOCh CKOPPEKTUPOBATh
(CHU3WTH) TIOCTIe aHATM3a MAaHHBIX ATUX MAIMEHTOB U TIO-
SIBJIEHUSI IIPAKTUYECKOIO OIbITA MHAMBUIYATNU3ALINN.

Pe3ynbraThl aHaquM3a TOYHOCTH ITPOTHO3a HAa OCHOBE
TECTOBOM ITO3HI TIpEeACTaBIeHbI Ha pyc. 1 U B Tabmuie 3.
Tounocts nporuo3a AUC 6buta 101,9 * 17,9%. TodHoCTh
IIPOrHO3a Ha OCHOBE TECTOBOI JO3HI ObLIA TOCTATOYHO BBI-
cokas y 52% naumenToB (90-110%) u npuemiieMas y 83%
(80-120%). CratucTruecky 3HaYMMasi JTUHUSI PETPecCUu
ObLIa IMoTyYeHa ISt TpecKa3aHHBIX M HAaOI0gaeMbIX 3Ha-
yeHuit AUC, oHa MOXET OBITh OIcaHa CIEAYIONINM ypaB-
HEHUEM:

Habmonaemoe 3HaueHne AUC = 0,8434 x
x mpeacka3aHHoe 3HauyeHue AUC +
+0,0426 (r=0,89; p<0,01).

Ipynmsl manreHToOB ObUIM CPaBHUMBI IO MOKa3aHUSIM

Kk onepauuu o TKM, Bo3pacty, TpaHCIIaHTATy, COCTOSI-
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Tabnuya 3
OueHKa TOYHOCTM NPOrHO32a Ha 0CHOBE TECTOBOII 03bl Gycynblhana

Habniopaemoe 3xHauenne AUC(mr-4/n) WuTepsan mexay TouHocTb

Mauuentbl /npencxasauuoe suaseine AUC (mr-4/n) / cymmapHaa nonyyesHaa gosa Gycynbthana TECTOBOIi 030/ U nporxosa,
npenckasaHnaa fo3a Gycynbtana (mr/kr) (Mr/kr) Tepanueit (Heil) v
1 6.50 / 24.0 6.20 / 24.2 37 105.7
2 5.89 / 20.0 4.87 / 20.0 2 82.7
3 6.50 / 23.2 511/ 214 4 85.2
4 544 / 20.5 516 / 22.3 3 87.2
5 514 / 24.2 423 /1 25.0 5 79.7
6 461/ 23.2 413 / 20.6 20 99.0
7 422 /] 28.2 3.39 / 32.8 5 144.8
8 416 / 234 439 / 26.0 26 105.2
9 498 / 17.3 479 / 15.2 33 109.4
10 417 /1 125 3.82 /122 5 106.5
11 2.86 / 16.0 5.62 / 20.5 5 153.3
12 3.28 / 156 3.73 / 171 6 96.5
13 5.40 / 23.0 3.50 / 17.2 105 86.7
14 5.73 / 16.0 418 / 10.7 37 1091
15 359 / 13.0 3.55 / 10.8 38 83.6
16 6.25 / 11.5 719 / 16.6 22 125.5
17 6.00 / 20.7 581 / 20.6 14 97.3
18 6.00 / 18.6 6.20 / 185 5 103.9
19 6.00 / 22.7 459 / 18.0 39 96.5
20 * 5.69 / 31.6 5.95 / 171 15 159.6
21 592 / 173 532 / 140 6 111.0
22 473 / 17.0 413 / 16.8 4 88.4
23 5.40 / 13.6 496 / 11.8 8 94.5
24 4.00 / 15.6 3.83 /128 124 85.6
25 472 /1 20.0 3.49 /197 11 132.9
26 3.68 / 20.8 426 / 231 20 95.9
27 9.93 / 143 750 / 115 4 93.9
28 6.03 / 20.0 486 / 174 14 92.6
29 401 /137 391 /134 7 100.3

103.9+20.5
0e3 *:

101.9+17.9

* TecToBaA [03a bycynbghaHa NpUHATA He HaTolaK

HUIO MeYyeHu a0 onepauuu (cM. Tadauiy 4). MHIMAEHTHI
BOBD (Bce cTeneHu TSXeCcTH) B rpyIine A ObLTA 3HAYUTEb-
HO pexe (oouH mauueHt: 3,4%) 1Mo cpaBHEHUWIO ¢ KOHT-
posbHOM rpymnmnoit (cemb maumeHToB: 24,1%) (p<0,05).
Tonbko onuH nauueHT rpymnnbl A ¢ BOb He mosryyan Tepa-
MUY aJIIPOCTAIUIOM U TelTapUHOM, BCE OCTAJIbHbIE TTallM-
€HTBI 00EHX IPYIIT ITOIYJaIH aJIIPOCTAINII M HU3KIE TO3BI
rermapuHa. Cpegnaue 3HaueHnst AUC OycynbgpaHa, Habmo-
JaeMble y 9TOro IalMeHTa, He MpeBbliaau 5,95 mr-u/in
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B MHTEepBaje JO3UPOBAHUS M HE ObLIM BBIIIE 3HAYCHUI,
HaOmogaeMbix y manueHToB 6e3 BOB. YacToTa nosiBieHus
CTOMATHTA MTPAKTUICCKU He pa3Inyaiach B CpaBHUBAEMBbIX
rpynmnax. Tem He MeHee, HaOJIroganach TeHASHLIMS CHUXKE-
HUS 4aCTOTHI MosiBIeHUs Tskeoro cromaturta (I11-1V cre-
NneHu) B rpymne A (tabnuua 4), XoTs pa3jiuyus He ObUIU
craTucTHIecKy 3HauMMBIMU. Cpemnme 3HadeHMsT AUC,
JIOCTUTABIIKECS Y TTALIMEHTOB T'PYIIIBI A OBUIH IIPaKTHUIEC-
KM OOMHAKOBBIMU (TecT MaHHa-YutHu, p<0,73) y nauu-
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Tabnuya 4
CpaBHeHne xapaKTepucTuK nauneHToB B rpynnax Au b.
[pynna A (n=29) pynna b (n=29) P
Mon (M/X) 1.64 0.93 0.291
Bospacr (ner) 6.82 + 5.61 5.84 £5.39 0.294
Inborn errors: 15 Inborn errors: 15
(SCID: 3; Hunter: 1 ; Hurler: 8; Nieman-Pick: 1 (SCID: 3, Hunter: 2 ; Hurler: 7; Nieman-Pick: 0
MNokasanua ana TKM Thalassemia: 2, Wiskott-Aldrich: 0, LHC: 0) Thalassemia: 1; Wiskott-Aldrich: 1; LHC: 1) 0.755
Malignant diseases: 14 Malignant diseases: 14
(CMML: 1; ALL: 2 ; AML: 7; MDS: 4) CMML: 0; ALL: 5 ; AML: 7; MDS: 2)
SIB: 14 SIB: 11
MUD: 1 MUD: 7
Hloop MMUD: 14 MMUD: 10 0089
Haploid: 0 Haploid: 1
HopmanbHas: 23 HopmanbHas: 25
®ynkuus neser go TKM HapyweHHaa: 6 HapyweHHaa: 4 0.487
None: 16 None: 15
Kypc npoTtuBoonyxonesoii 1 mec o BMT: 10 1 mec no BMT: 9 0.734
Xumuotepanum 3 mec 0o BMT: 3 3 mec oo BMT: 4 '
> 3 mec o BMT: 0 > 3 mec o BMT: 1
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PucyHoK 1. JnHeiiHan perpeccua: npeackasanHbie AUC 3a 6-4acoBoii bes BOBb (nHu)
WHTEPBAN 103UPOBAHNA, OTHECEHHbIE K MPOTrHO3UpPyemoii Heobxomu-

moii nose (mr/kr) (AUC TD) npoTus Habntopaemblix y naumentos AUC
OycynbaHa, OTHECEHHblE K CyMMAapHbIM MOy4aeMbiM MauneHTamu
nosam (AUC COND).

eHTOB co cromMartutroM (4,8 + 1,05 mr-u/m, pasmax 3,5 —
6,19 Mr-u/n) u y nanueHToB 6e3 cromarura (4,67 = 1,03
mr-u/i, pasmax 3,39 — 6,2 mr-4/i). ¥ nauugeHToB o0eux
TPYII TIpOSIBIEHUSI TOKCUYHOCTU OycylbdaHa B (dopme
TIPUITAIKOB 1 JIETOYHBIX OCJTOXKHEHWI He HaOTIONAIHCE.
Pe3ynbratel TIpKWBJICHUS TpaHCIUIAHTaTa ITOKa3aHBI
B Tabmuuax 5 u 6. M3 29 manueHTOoB rpyniel A y OIHOTO
MalyeHTa CMEePTh HACTYIIWIIA 10 BBI3MOPOBJICHUS I10 aHa-
J3aM KpoBU (IO TeMaTOJOTMYeCKOMY KOHTPOIIO), y 26
OBLIO TOCTUTHYTO ITOJTHOE TIPYKUBJICHNE U Y IBYX HA0JIIO-
JAJICSI CMEIIaHHBIM XUMepr3M. YacToTa ITOJTHOTO IPUKUB-
JICHMSI B TeUEHME 3 MECSLICB ITOCIIE ONepaliy Obljla 3HAYM -
MO BBIIIE B TPYyIIIe A TI0 CpaBHEHHIO ¢ TpyImoi b, B To
BpeMsI, KaK pa3nuuuii He ObL10 0OHapyxXeHo 3a | rom Had-
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PucyHoK 2. AHanu3 BbPKIIBAEMOCTI: HTEPECYiollee cOObITIe - NOAB-
nexue VOD y nauneHTOB C MHOWBNAYANU3NPOBAHHLIMU PEXUMAMU [10-
3upoBaHuA BycynbdaHa (A) 1 NauNeHTOB KOHTPOMLHON rpynnbl (B)

moaeHuii. YacTora MHIMIEHTOB TOSIBJIEHUS] CMEIIaHHOTO
XUMepu3Ma Oblila 9KBUBAJIEHTHA B 00euX IpyImax. Y Bcex
MaLMEHTOB IPYIIbI A TPAHCILUIAHTAT HOPMaIbHO (PYHKIIM-
OHMPOBAJ, B TO BpeMsl Kak y 12% maumeHToB rpyniibl b
(Tpy mauMeHTa) HaOJIOAANIach HETOCTAaTOYHOCTHb TpaH-
cIUiaHTaTa (IBa NMaLKMeHTa ObUIM C CUMHAPOMOM XypJiepa U
OIMH MALMEHT ¢ JIMMOOIrUCTUOLIMTO30M (TPaHILIAHTUPO-
BaHHBIN OT HEPOICTBEHHOTO JoHOPa). CpenHue 3HAYEHUsT
AUC, nocturaemble y MalMeHTOB C MOJHBIM MPUXUBIIE-
Huem (4,74 = 1,04 mr-u/n) He ommuanuck (Tect MaHHa-
Yuthu, p=0,67) oT 3HaYeHUI1, HAOIIOJABLIMXCS Y MallEH-
TOB CO CMeILIaHHbIM xumepusmoM (4,47 + 0,93 mr-u/m).
CpenHue 103bl KJIETOK TpaHCIUIAHTaTa ObUTM OJWHAKOBBI
B ABYX Tpymmax: 4,69 *+ 2,86 x 108 xyreTox/Kr Macchl Tesa
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Tabnuya 5

Yacrora noasnenwna BOb, ctomartuta u npuXMBIEHMA TPAHCMIAHTaTa Y NALUEHTOB FPyNnbl A U KOHTPONbHOM rpynnbl b

Habniopaemoe cobbiTue [pynna A [pynna b Wmelowuecs nanubie p (%2 Pearson)
BOB, BCe CTeneHm n=1(3.4%) n=7(24.1%) Ny= 29 ng= 29 0.022
CTomarwT - BCe CTeneHn n =16 (55.1%) n =13 (44.8%) Ny=29 ng=29 0.431
- cTeneHb |I-IV n=4(13.8%) n =10 (34.5%) Ny= 29 ng= 29 0.066
- crenesb 11-1V n=1(3.6%) n=3(11.5%) Ny= 29 ng= 29 0.300
MonHoe NpuxmBneHNe
- 3 mecaua nocne TKM n =26 (92.9%) n =16 (64.0%) ny= 28 ng= 25 0.010
- 1rog nocne TKM n=15(68.0%) n=13(61.9%) Ny= 22 ng= 21 0.666
CMeLwaHHblii Xxumepuam
- 3 mecaua nocne TKM n=2(7.1%) n=6(24.0%) Ny= 28 ng= 25 0.087
- 1rog nocne TKM n=7(31.8%) n=6(28.6%) Ny= 22 ng= 21 0.739
Hepocrato4HOCTb
TpaHcnnauTara n=0(0.0%) n=3(12.0%) Ny= 28 ng= 25 0.059
3 mecaua nocne TKM
peuunuenra B rpynne A nporus 3,01 + 3,71 x 108 xie- OBCYXJIEHUE

TOK/KI' MacChl Teja peuunueHta B rpymme b (p=0,064),
B TO BpeMsl KakK HM3KUe No3bl KieTok (<3,5 x 103 kie-
TOK/KT) OoJjiee 4acTO MCIOJb3oBaauch B rpymme b (34%
B rpymie A mo cpaBHeHUIO ¢ 72% B rpynie b, p=0,001).
TeMm He MeHee, KOPPEJISIUs MEXIY KOJIMUECTBOM KJIETOK 1
VHIIMICHTAMH CMEIIIaHHOTO XUMEPH3Ma He ObLTa BBISIBIIC-
Ha B 006eux rpymmnax (2 TecT) HU 3a 3-MeCAYHBIA TIepUoL
HabomoneHus (p=0,377), Hu B TeueHue roga (p=0,857)
nocyie TpaHcrlaHTaiuu. He Obulo OOHapyXKeHO Takxke
BIMSTHUS Ha CTEIIEHb CMEIIaHHOTO XuMepr3Ma (Koppesi-
s IMupcoHa) HM 3a 3-MeCSIUHBIN TIepuoa HaOMIOACHUS
(p=0,173), Hu B TeueHue roma (p=~0,754) mocne TpaH-
CIUTaHTalMu. bojiee HU3Kasg dYacToTa TIPVKUBICHUS
B rpyIe b MoxeT 00bSICHATHCS IPUMEHEHUEM aHTUTUMO-
uurapHoro miodyanHa (ATG), Koropslil moaydyanu 58,6%
MalyeHToB Tpynmbl A U 62,1% nauuentos rpynmbl b (()?
tect, p=0,788) B mo3¢ 20 MT/KT IO OITepalIni.

AHaIM3 BBIKMBAeMOCTU (MHTepecylollee COOBITUE —
nogsiaeHue BOB, nepuon HaOmoneHus — 90 mHeit) (cMm.
puc. 2) nokasai 96,6% B rpymniie A 1o cpaBHEeHUIO ¢ 75,9%
MallMeHTOB B Tpynmne b (JIOTpaHTOBBIM KpUTEPU,
p=0,026). BepositHocTh mosiBienuss BOb Gbuia cyiect-
BeHHO HIKe (p=0,0218) y maliMeHTOB ¢ reMaToJIOTUYECKU -
MU 3JI0KauYeCTBEHHBIMU 3a00JIeBaHUSIMA B TpYyIIle A
(7,1%) o cpaBHeHuto ¢ rpymnmoit b (42,9%). Dra BeposT-
HOCTh HE pa3InJajiach 3HAYMMO y MAIIMECHTOB C BPOXKICH-
Hoii naronorueit (0% B rpymmne A mo cpaBHeHUIo ¢ 6,7%
B rpymie b, p>0,05).

BorxuBaemocth Obuta 82,8% B rpyine A mpotus 65,5%
B rpyrme b, mporHo3upyemMoe MeauaHHOEe 3HAYCHUE OBLIO
Hike B rpymite A (1,6 jeT B rpyrine A poTuB 2 JIET B IPYII-
ne b). OCHOBHOII MPUYMHON paHHE! JIeTaIbHOCTU ObLIa
BOb. [Ipyrumu npuyviHamMu CMepTy ObLIU MH@EKINU (B
OCHOBHOM IIMTOMETAJIOBHPYC WUIM ITHEBMOHWY, BBI3bIBaC-
Mble Aspergillus, a Takxe TUCCEMUHUPOBAHHbBIE alEHOBU-
pYCHBIE UH(EKIIMH) WU OCTpoe BO3HUKHOBeHUe PTTIX.
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ITo HamIMM JAHHBEIM B 3TOM WCCJIEIOBAaHWUM BIICPBEIC
OpUMeHsIJIcsl OailecoBCKU# Tonxon K mpouenype TJIM
B TeueHue 4-THeBHOTO Kypca OycyibdaHa, 1 KpaliHe orpa-
HUYEHHbIC JaHHbIE U3MEPEHU KOHIIEHTpaluuu oycybda-
Ha VCHOJIB30BAJIMCh IJIST ITOCJIEIOBATEIbHON KOPPEKTH-
POBKHM Tepanui. boabmmHCTBO paHee BEITTOTHEHHBIX DK
HCClIen0BaHnl ocHOBBIBaIMCh Ha oleHKax AUC ToiabKo
MocJjie MoIy4eHUs MepBoii J03bI UM TTOC/Ie TIEPBON U TPH-
Haauartoit no3 [14, 25-27]. JluzaiiH HallIero uccjieaoBaHus
mpexronaraet oueHKy 3HaueHnit AUC T10cJIe ImepBoii 10351
Kaxa0ro u3 4 nHei Tepanuu. DTo CTajao BO3MOXKHBIM O1a-
rogapsi 0aiieCOBCKMM MeTOJaM, IO3BOJISIIOIIUM WICHTH-
dummpoBaTh MHAMBUAYaIbHEIC 3HaueHNsT DK mapamer-
poB 10 1-3 M3MEpeHHBIM YPOBHSIM IIperapaTa B KpPOBHU
MmaryeHTa. DTOT METO/I JaeT BO3MOXKHOCTb TOCTaTOYHO Ha-
JIe>KHO BbIYMcaTh 3HaueHrst AUC Ha OCHOBe ypOBHEi1 Oy-
cynbdaHa B KPOBU, MU3MEPEHHBIX C TIOMOIIBIO TOUHOMN Me-
TOIUKMU.

Haia ocHoBHas 11eJ1b OblIa OLIEHUTh 3HAYEHUE TECTO-
BOI 103kl OycynbdhaHa ISl TakKoW WHIAWBUAYATU3ALUU.
[TomyuyeHHBIE Pe3yIBTaThl CBUACTEIBCTBYIOT, UTO TECTOBAST
ITo3a SBJISCTCS TIOJIC3HOM MIJIST ITPOTHO3a MHAWBUAYATIbHOM
¢dapMakKOKMHETUKN Oycynb(aHa B TeueHUe 4 IHeil Tepa-
nuu. OgHaKo, XOTS TOYHOCTh ITPOrHO3a KOHLIEHTpAIlMii Ha
OCHOBE TECTOBOI O3Bl ObIJIa JOCTATOYHO XOPOIIEH It
OOJIBPIIMHCTBA MTAIIMCHTOB, MHANBUAYaIbHAs (papMaKOKM-
HeTuKa OycynbhaHa y HEKOTOPHIX MAllMEHTOB OTINYaIach
OT MPOTHO3UPYEMOIl Ha OCHOBE TeCTOBOM 103bl. [1oaTOMYy
KOPPEKTUPOBKY pexkrMa JTO3MpOBaHUs OycyibdhaHa B Te-
yeHHne 4 THei Tepaltny HeJb3sT IIPOBOAMTD TOJIBKO Ha OC-
HOBE M3MEPEHUI KOHIICHTPAIMU, BBIITOJIHEHHBIX ITOCTE
MTOJTYYEHMST TECTOBOM JO3HBI. TecToBast 103a MOXET IIpUMe-
HATBCS U1 MHINBULYAIU3allMN HAYaJIbHOTO PeXMMa JI0-
3upoBaHus OycyihhaHa, HO B JaJlbHENIIEM HeoOXxoauMma
rocJiefoBaTe/IbHAsI KOPPEKTUPOBKA PeXMa T103UPOBaHUS
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Tabnuya 6
Pe3ynbratbl OLEHKN XUMEPU3Ma B ABYX rpynnax
1 2 3
NS nauwena (non) Mpumxusnexue Mpumxusnenue
u 3 mecaua nocne TKM 1 roa nocne TKM 1" (OK) - Tpynna b 80% D - 20% R 75% D - 25% R
1 9 3 2' (M) - Ipynna b 100% D - 0% R 100% D- 0% R
1 (K) - [pynna A 100% D - 0% R 100% D- 0% R 3' (K) - fpynna b 0% D -100% R 0% D -100% R
2 (M) - Tpynna A 100% D- 0% R ded 4' (M) - Tpynna b 94% D - 6% R 98% D - 2% R
3 (XK) - Fpynna A 100% D- 0% R 100% D- 0% R 5' (M) - Ipynna b 100% D - 0% R 98% D - 2% R
4 (M) - Tpynna A 100% D - 0% R 50% D - 50% R 6' (M) - lpynna b 100% D - 0% R ded
5 ()K) - [pynna A 100% D-0% R 50% D - 50% R 7' (K) - Tpynna b 0% D - 100% R 0% D - 100% R
6 (K) - Mpynna A 50% D - 50% R 50% D - 50% R 8 (M) - Toynna b 50% D - 20% R 20% D - 80% R
7 0K) -1 A 100% D - 0% R 100% D - 0% R
(X) - Tpynna 9' (M) - fpynna 6 95% D - 15% R 75% D - 25% R
8 (K) - Mpynna A 100% D - 0% R 100% D - 0% R *
10' (M) - [pynna b 0% D - 100% R 0% D - 100% R
9 (M) - Ipynna A 100% D - 0% R 100% D - 0% R
11" (M) - 1] B 100% D - 0% R 100% D - 0% R
10 (M) - fpynna A 100% D - 0% R 100% D - 0% R * (M) - Tpynna
11 (K) - Tpynna A 100% D - 0% R 100% D - 0% R 12" (K) - Tpynna b 100%D - 0% R 100%D-0% R
12 (M) - Tpynna A 100% D - 0% R 100% D - 0% R 13" (M) - Tpynna b 70% D -25% R 40% D - 60% R
13 (K) - Tpynna A 100% D - 0% R 100% D - 0% R 14' (M) - Tpynna b 100% D -0% R 100% D -0% R
14 (M) - Tpynna A 100% D - 0% R ded 15" (K) - Tpynna b ded ded
15 (M) - Fpynna A 50% D - 50% R 60% D - 40% R 16' (M) - [pynna b ded ded
16 (M) - Mpynna A 100% D - 0% R 100% D - 0% R 17" (K) - [pynna b 100% D - 0% R ded
17 (M) - Tpynna A 100% D - 0% R 90% D -10% R 18' (X) - Ipynna b 100% D - 0% R 100% D - 0% R
18 (M) - prnna A 100% D -0% R 100% D -0% R 19' ()K) - prnna B 100% D - 0% R ded
19 (K) - [pynna A 100% D - 0% R 100% D - 0% R 20 (X) - fpynna b 100% D - 0% R 100% D - 0% R
20 (M) - Tpynna A ded ded 21" (K) - [pynna b ded ded
21 (K) - [pynna A 100% D - 0% R 100% D - 0% R
22' (M) - Ipynna b 100% D - 0% R 100% D - 0% R
22 (K) - [pynna A 100% D - 0% R 100% D - 0% R
23' (K) - fpynna b 100% D - 0% R ded
23 (M) - Tpynna A 100% D - 0% R 100% D - 0% R
24 (M) - Toyma A 100% D - 0% R 100%D-0%R - 24' (K) - Tpynna b 100% D - 0% R 100% D - 0% R
26 (M) - [pynna A 100% D - 0% R 10% D - 90% R 26" (M) - Tpynna b ded ded
27 (M) - Tpynna A 100% D - 0% R 100% D - 0% R 27" (M) - Tpynna b 100% D - 0% R 100% D - 0% R
28 (M) - Tpynna A 100% D - 0% R 100% D - 0% R 28' (X) - fpynna b 100% D - 0% R 100% D - 0% R
29 (XK) - [pynna A 100% D - 0% R 100% D - 0% R 29' (K) - lpynna b 100% D - 0% R 100% D - 0% R

D: goHop; R: peunnuneHt; ded: ymepumi.

* PesynbTarsl 4epe3 6 mecaues nocne TKM (pesynbTarsl yepe3 1 rog nocie onepaumy Obiin HEQOCTYHbI)

KaXXI0My TaleHTy no AaHHbIM TJIM, nonyyaeMbIM Kax-
OBl IeHb Tepanuu. Takas METOOUKA ITO3BOJISICT YIUTBI-
BaTh BO3MOXHYIO MHTpauHIuBuayaabHyo @K Bapuabesb-
HOCTb [28].

BoNBIIMHCTBO MALIMEHTOB B Pe3yJIbTaTe MHANBUIYaT-
3alIMU IIOJTy4Jayio 0ojiee HU3KKMEe CyMMAapHBIEC 03Bl OyCyIb-
(hana, yem 00OBIYHO peKoMeHayemble. OIHAKO y MaleH-
TOB He Habgwogaaoch HM  OTTOPXEHUS, HU
HEIOCTaTOYHOCTHU TPaHCIUIAHTATA, YaCcTOTa IOJTHOTO IIPH-
KWBJICHUSI ObLJIa BEIIIE, YeM Y MALMEHTOB, IOJyYaBIINX
cTaHAapTHBIE pexXuMbl n1o3upoBaHus. BOb Habmoganach
3HAYUTEJBbHO pexe. DTO MOXHO OOBSICHUTH MOCTOSTHHBIM

3HaueHueM AUC OycynbdaHa, NOAAepXUBAEMbIM B Teue-
HUE BCEro 4-IHEBHOrO MEPUOJA, YTO CTAJ0 BO3MOXKHBIM
M3-3a exXeqHEeBHOTO MpoBeacHus npouenypsbl TJIM u noc-
JIeIOBaTeIbHON KOPPEKTUPOBKU T03UpoBaHus. JleiicTBuU-
TEJIbHO, Y eAMHCTBEHHOTO nanueHTa ¢ BOb Habmonanacek
3HAUMTE/IbHAS BapHalMsl MHAMBUAYAJIbHBIX 3HAYEHWI
AUC oTo nHS KO AHIO (JaHHBbIE He MpeacTaBICHBI
B CTaTbe). DTOT IALIMEHT TaKXKe IOoJydyal BHYTPUBEHHO
BBICOKHE J03bI MMMYHOTJIOOYJIMHA, KOTOPBIM, KaK OBIIO
HemaBHO ITokaszaHo [29], yBemmumBaeT puck BOB. Xorsa
J103bI ObLUTA HU3KMMU, YUCJIO MOSIBICHUM CMEIIAHHOTO XU -
Mepu3Ma He ObUIO BbllIe 0OBIYHOT0. Mbl HE MOXET O0bsIC-
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HUTb, IOYEMY Y HEKOTOPBIX IMALIMEHTOB O0EUX TPYIII CME-
IIaHHBIA XUMEPU3M TposIBiIseTcs yepe3 rofa. OmHako Bce
WX TPAHCIIAHTATHI IPOIOJIKAIN (PYHKIIMOHNPOBATh M HE
OBLTO M3MEHEHU B X KIIMHUIECKOM COCTOSTHUM. YacToTa
peLMINBOB HE U3ydanach, IIOCKOJBKY cunutaeTcs [30], uto
CMEIIaHHBI XMMEepU3M OKa3bIBaeT OrpaHUYEHHOE BIIMSI-
HUE Ha PHCK BO3HMKHOBEHUS PELMINBOB Y IAIlICHTOB
C OCTPHIM JIMMOIMUTAPHBIM U MHEIOLUTAPHEIM JICHKO3a-
mu. KpoMme Toro, peTpoceKTUBHOTO aHaIM3a KIMHAYEC-
KHMX JAHHBIX HECKOJBKUX MAllMEHTOB HEIOCTAaTOYHO ISt
KaKUX-J100 BECOMBIX 3aKJTIOUEHMIA.

B nccrnenoBaHny He OBLUTO YCTAHOBJICHO COOTHOIIICHUS
mexnay 3HaueHusMu AUC 1 TTosIBIIeHUEM CTOMAaTuTa, KO-
TOPBIA MOXET TaKXe BbI3bIBaTbCS U IPYTMMU Ipenapara-
MM, TIOJyJaeMBIMM TAllMCHTAMH B IIEPHUOJ ITOATOTOBKU
K onepaiuu no TKM (Hanpumep, 3TONOCUIOM WU LIUK-
nodochamunom). UccremoBanre MOATBEPAUIIO, YTO Tepa-
neBtnyeckue 3HadeHus: AUC OycynabpaHa HaxomsITCs
B auamasoHe 3,5 — 5 Mr-u/n. OgHakKo He0OXOaMMO obpa-
TUTh BHUMaHUeE, 9TO 3TN 3HadeHUsI AUC 3aBUCSIT OT HC-
MOJIb3YeMO METOAMKU U3MEPEHMIA KOHLEHTpauuu Oy-
cylibthaHa, ee TOYHOCTH U BOCIIPOM3BOAMMOCTH.
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