133-135 MKMOJIB/JT — 3TO CYIIECTBEHHO BBIIIE JUMHUTA B 115 MKMOJIB/J1, 3asIBJIEHHOTO
IIPOU3BOANTENEM. AHAJOTWYHBIA pa3pblB BUIAEH U IO YPOBHIO MOYEBHUHBI: 11,3—
11,7 MMOJB/T IPOTUB CTaHAAPTHHIX 8,2 MMOJIB/JI. JInHAMUKa ypOBHS 001Iero Oenka
OoJiee mIaBHAs: MeauaHa Imajgaet ¢ 76,3 mo 73,7 r/n. KBauTHIbHBIA aHAIW3 IOKa3al,
YTO B30HE BBICOKMX 3HAYCHWH YYBCTBUTEIHLHOCTh K BO3pACTHOMY (hakTopy
MakcuMalibHa. OOHapyXEHHbIH HaMU pPa3pblB  MEXAY pPEAIbHBIMU JIAHHBIMU
Y 3aBOACKUMH pedepeHCaMH Y MOXKUJIBIX MaIMEHTOB MPSIMO YKa3bIBA€T HA PUCKHU:
"YHUBEpCAIBHBIM" TOAXOJ] BEJAET K CUCTEMHBIM OIIMOKaM - OT THIEpPAUarHOCTUKU
JI0 TIPONyCKa pealibHbIX maToioruii [3,4]. IToaToMy npruMeHEHUE HEMPAMBIX. METOJIOB
aHajM3a Ha OCHOBE PYTUHHOM 0a3bl CTAllMOHApPA BBITJISIUT OoJiee MPeaOUTUTEIIBHO
JUTSL pa3pabOTKH PErMOHATBHBIX U BO3PACTHBIX CTaHIapTOB.

BeiBoabl. be3 ydera Bo3pacta pedepeHCHbIE HHTEPBAJIbl  TEPSIOT CBOIO
KJIIMHUYECKYO IIEHHOCTh. BHeIpeHne ruOKux, ajalTHpOBAHHBIX HOPM - 3TO HE MPOCTO
Cle[OBaHUE CTaHJapTaM KayecTBa, a peajbHbIl MHCTPYMEHT ISl MCKIIOUCHHS
JMAarHOCTUYECKUX OIIMOOK 1 00Jiee TOUHON MHTEPIPETAIIMU AaHATTU30BY.
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AKTyanbHOCTD. [lepBuunble UMMYHOE(DULIIUTEI OOBEIUHAIOT Pa3HOOOpa3HbIE
HaCJIEJICTBEHHBIE HAPYIIEHUs UMMYHHOTO craryca. Cpeau HuUX 0COOYyH ONacHOCTh
OPENCTaBIAIOT  TsKeNble  KOMOMHMpOBaHHble  MMMyHoaepuuutel  (TKU),
oTauyaromuecs (araabHbIM IMPOTHO30M B IEPBBIE TOJbl KM3HU HPHU YCIOBHUU
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HECBOEBPEMEHHOTO  BBISBICHUS M OTCYTCTBUA crneuuduuecko tepanuu [1].
OO1enpuHATbIE JTUAarHOCTUYECKHE IIPOTOKOJIBI, Oazupyromuecs
HAa UMMYHO(MEHOTUIIMYECKOM aHaiu3e JUMQOLMTAPHOTO 3BEHA U U3MEPEHHUH
KOHIEHTPAllMd HMMMYHOTJIOOYJIMHOB, XOTS M KOHCTaTHUPYIOT (aKT HMMYHHOU
IUCQYHKIMH, 3a4acTyi0 He 00JIaJaloT JOCTATOYHOW pasperrameid CrocoOHOCThIO
IUIA  TOYHOM JIOKaTM3alluu TOYkKd apecta JuddepeHIpoBkr  TUMGOUIHBIX
MPEALIECTBEHHUKOB HA MHULMUPYIOIIMX CTAAUAX JTMM(]OIo33a.

B nocnegHue TOABI TPUOPUTETHBIM TECTOM OLEHKH 3(P(HEKTUBHOCTH
mumponossa BBICTYIIAET KOJINYECTBEHHOE COJIEpKaHHE CUFHAJIbHBIX
nocliiegoBaTenbHOCTe pekomOuHanuu T-knetounsix peuentopoB TREC . (oT aHri.
T-cell receptor excision circles) wu kappa-genenuoHHbBIX PEKOMOWHAITMOHHBIX
skci3nonHbIx kKpyroB KREC (ot anmrn. Kappa-deleting recombination' excision
circles). KonuuectBo AaHHBIX MOJNEKYJSPHBIX CTPYKTYp B MEepUPEpUUEcKON KpOBU
KOPpPEJIMPYET C BBIXOJOM HaWBHBIX T- U B-muM@OLHUTOB M3 HEHTPAIBbHBIX OpPraHOB
muMmpornonsa. ['eHeTnueckne AeeKThl B KIIFOYEBBIX IeHaX, Takux Kak IL2RG, IL7R,
RAG1, JAK3, ADA u PNP, GnokupyroTr pa3Butue JMMQOLUUTOB, YTO MPHUBOIUT
K TuMborieHnn 1 cHrbkeHuto win otcytereuto ko TREC u KREC [2].

Heab. YCTaHOBATH NHArHOCTHYECKYIO 3HAYMMOCTH OIPEIEIEHUsS YpPOBHEU
TREC uKREC B auddepeHumnanbHOW  AMATHOCTUKE  Pa3jMYHBIX  THIIOB
KOMOMHHMpOBaHHBIX UMMyHOAehuIToB (KIJI) o knaccudukarmn MKB-10 (D81.1,
D81.2, D81.3, D81.5).

Marepunanbl U MeTOABI HccIeA0BaAHMA. B nccinenoBanue ObUIM BKIIOUYEHBI
naieHtsl  (N=14), oTOOpaHHbIE HA OCHOBAaHHM pPECHyOJIMKAHCKOTO pPETUCTpa
HNEPBUYHBIX HWMMYHOJE(UIUTOB W NPOXOAMBIINE OOCIIE€OBaHUE U JICUCHUE
BI'Y «PecnyOnukaHCKkuii HayYyHO-NIPAKTHUYECKUN IIEHTP JIETCKOW OHKOJIOTHH,
reMarojorud u ummyHosioruny ¢ 2003410 2023 rr.

Omnpenenenue  ypoBHeil . TREC ~ u KREC  npoBoawiock  MeTOA0M
konuuectBeHHOU IILIP cucnonb3oBanuem cnenupuyeckux npaimepos. Pe3ynbraTel
BHIPAKAIUCH B Konusax-Ha 10° neiikonuTos.

CratucTuyeckuil aHanm3 MNpoBOAWICS € HcnoJib3oBaHueMm U-kputepusi MaHHa-
VYutHu. WHTerpalibHas ‘AuarHocTuyeckas MHPOPMATUBHOCTh METOJA OLEHUBAIACh
nocpeactBoM ROC-ananm3a u onpeaenenus miomaau oy kpusoi (AUC).

Pe3ysibTaThl M 00Cy:kKIeHHe. Y BCeX MalMeHTOB ¢ auarHo3om D81.1 (T-B-)
obHapyxkeHo moiHoe orcyrcrBue 06onux MapkepoB: TREC = 0 u KREC = 0 konwuit Ha
10%%, feifkoauTOB. DTO CBUIETENLCTBYET O HOJHOM OJIOKe pasBuths T-u
B-nmumdormros, uto cornacyercs ¢ maroreHe3om aaHHou popmer KNI,

[Tpu D81.2 (T-B+) nabmoganacek nnas kaptuda: TREC otcyTcTBOBaiM y Becex
nanueHToB (0 xomwmii), B TO BpeMsa kak KREC BapsupoBamu B npenenax 2501—
12025 xonmii Hal(0® 1eHKOLUTOB, 9TO COOTBETCTBYET COXPAHHON B-KII€TOUHOM TMHYUM.

CratucTuyeckuil aHanu3 TMoKas3aja 3HauuMmble pasznuuusg ypoBHerl TREC npu
o6oux ¢penorunax (T-B—u T-B+) no cpaBHeHuto ¢ rpynnoii 3q0poBsix aereit (U=0,0,
p<0,0001). Yto kacaercs KREC, To 3HaunMBbIe pa3inuuusi ObUTH BBISBICHBI TOJIBKO JJIs
rpymnel T-B— (U=0,0, p<0,0001), B TO Bpemst kak npu T—B+ 3HAYMMBIX OTIHYUIA
He BeisiBieHo  (U=81,0, p=0,35). Pacnpenenenue 1mo auarnozam  MKBbB-10
npeacTaBlieHo B Tabnuie 1.
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Tabnuna 1 — Xapaktepuctuka 00cae10BaHHON TPYIIIbI
TREC KREC Y cTaHOBIEHHBIH
Hnarnos ITamueHTsl, B X X -
(MKB-10) N 108 . reHEeTUYECKUI
o 10° nelixonuToOB BapUaHT
JIEHKOLINTOB
D81.1 5 T-B- 0 0 RAG1
D81.2 7 T-B+ 0 5251[3175;7853,5] IL2RG, JAK3
D81.3 1 T-B+ 0 2100 IL7R
D81.5 1 T-B- 0 0 ADA, PNP.

Jlns otmenpHBIX TamueHToB ¢ auarHo3amu D81.3 m D81.5 crarucruueckuii
aHajM3 He MPOBOAWICS BBHUJY HEIOCTATOYHOIO KOJUYECTBA BBIOOPKH. HOIHAKO
KaueCTBEHHbIC  JIlaHHBIC  MoOKazaiu, 4ro Yy manmedta ~ ¢ D813 =~ TREC
He netekTupoBanch, a KREC Haxoawimmchk B auana3oHe HOPMAJIbHBIX 3HAYCHHM.
VY narmmenta ¢ D81.5 He nerexktupoBammch kak TREC, ~tak ' KREC, 4to
cootBercTByeT (penotuny T-B— TKU/L.

OrneHKa WHTETPAJIbHOM JUarHOCTUYECKOW HH(OPMATUBHOCTH TMOCPEICTBOM
ROC-ananm3a moareBepaAwnIa BRICOKYIO IIEHHOCTh MeTo1a (Tadimma 2).

Tabnuua 2 — PesynbraTtel ROC-ananusa

[TapameTp AUC p YyBCTBUTEILHOCTH Crienn(puIHOCTD
TREC . )
(D81.1, D81.2) 1,00£0,00 | <0,0001 100% 100%
KREC . )
(D81.1) 1,00+0,00 <0,0001 100% 100%
KREC . )
(D81.2) 0,614=+0,11 0,35 42 .85% 83,3%

Jns oobenuuennoi rpymnmnbel nauuentoB ¢ KU/ (D81.1, D81.2), y koTopbIx
orcyrctBoBain  TREC; mmomanas mox kpuboit (AUC) cocrtaBuina 1,00+0,00
(p<0,0001). dumarHoCThyeckas 4yBCTBUTEIbHOCTh W CHEUU(DUYHOCTH OINpPEACIICHUS
TREC pocturnm,. 100,0%. DOT0 yKa3pIBa€T Ha BBICOKYK) JHATHOCTHYECKYIO
MH()OPMATUBHOCTH TECTA B BBISIBJICHUU T-KJI€TOYHOU TUM(OTIEHUH.

[Ipn » amanuze pguarHoctuyeckod 3HaumMocth KREC i manueHToB
c.otecyrerBueM B-mumdonuros (D81.1) AUC Takxke cocrasmia 1,00+0,00 (p<<0,0001)
C 9yBCTBUTEIBHOCTHIO U crierududHocThio 100,0%. Onnako nist marmentoB ¢ K]
1 HopMmanbHbIM ypoBHeM B-nmumdorutoB (D81.2) AUC krec coctaBmuia 0,614+0,11
(p=0,35), 4TO COOTBETCTBYET HEYAOBIETBOPUTEIHHOMN WIIM CPEAHEN TUATHOCTUYECKOU
nH(popMaTUBHOCTH. UyBCTBUTENBHOCTh B JaHHOW Tpymme cocraBmia 42,85%, mpu
cnerupuunoctu 83,3%. Takum obOpazom, ompenenenue Tonbko ypoBHeil KREC
B nuarnoctuke KMNJI o6manaer cnaboii ”HPOPMAaTHBHOCTHIO B CITydasx COXpaHHOTO B-
KJIETOYHOTrO 3BeHa. TeM He meHee, oaHoBpeMmeHHoe omnpenenenre TREC u KREC
obnanaet 100% cneuuduunoctrio B BeisBiennn KM JI, mo3Bonsis nuddepenimupoBarsb
THUIIbI HApYIIEHUH TuMdoron3a.

327



[ToslyyeHHBIE  AaHHBIE  COTJIACYIOTCS  C JIMTEPATYPHBIMH  MCTOYHHUKAMH,
YKa3bIBAIOIIMMHU HA TO, YTO TEHHBIE JEPEKThl MOTYT BIHUATH KaK Ha Pa3BUTHE
T-numdonuros, Tak u Ha pazButue B-mumdonurtos. Onpenenenue ypoHeir TREC
1 KREC 1o3BoJIsSIeT O1IeHUTh TAMUYECKUH BBIXOJ T-KJIETOK U NMPOAYKIMIO B-KieTok,
MPEIOCTABIISAA BAKHYIO HHPOPMAIMIO O COCTOSIHUU UIMMYHHOM cucteMsl [3].

BeiBoabl. KomOounuposannoe onpenenenne TREC u KREC o6agaeT BbICOKOM
CHEIU(PUIHOCTHIO W UyBCTBUTENBHOCTHIO Ui U depeHnanbHoil  TMarHOCTUKA
pa3IMyYHBIX T€HETHMYECKUX (POPM MEPBUYHBIX MMMYHOJE(MUIUTOB, OCOOECHHO MpHU
paHHEM CKPUHUHI€ HOBOPOXKJIEHHBIX U JIETEH MEPBOTO T0/1a XKU3HU.
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IMPOTHOCTUYECKAS 3BHAUYUMOCTH OIPEJAEJIEHUS 5
MOYEBHMHBI U TAKTATA B KPOBHU Y TAIIMEHTOB C TSKEJOU
YEPEIMHO-MO3I'OBOM TPABMOM

PemeroB K./., Bossmutensn JL.I'., PyrkoBckas 7K.A., [llyask E.B.
Benopycckuii cocydapcmeennviti meouyunckui ynusepcumem, Munck, berapyce

AKTyasbHOCTB. Tsxenas yepenHo-mo3roBast TpaBMa (UMT) ocrtaerca ogHoM
W3 BEAYIIUX. MPUYNH CMEPTHOCTU W UHBAJTUIU3AIMU CPEAH JIMI[ MOJIOJIOTO
Tpyaocnocoouoro Bospacta [3]. JlerampHocTh mpum Tskenod UMT mocrturaer
40-70%, uTo 00yCIIOBICHO HE TOJILKO IEPBUYHBIM MOBPEXKICHUEM TOJIOBHOTO MO3Ta,
HO Y pa3BUTHEM BTOPUYHBIX HAPYILICHUH roMeocTasa [2].

Cpenn MHOXKECTBa JIaOOpaTOpPHBIX IMOKa3aTeeh, OTPAKAIOIIUX TIKECTh
coctossHusl manueHToB ¢ UMT, HeNOOUEHEHHBIMM OCTAKOTCS MOYEBUHA U JIAKTAT.
MoueBrHa SBISETCS KIACCMYECKUM MapKEepOM a30TUCTOTO OOMEHa U OTpa)kaeT
BBIICIIUTEIBHYIO (DYHKITHIO ITOYEK, TOT/IA KaK JTAKTAT — KIIFOYE€BON MHIUKATOP TKAHEBOM
TUTIOKCUHM U MeTabonnueckoro amumo3a [1]. KomrmekcHas omeHka 3TUX JIBYX
MOKa3aTejaeil MOXET HUMETh BBICOKYI) MPOTHOCTHYECKYIO IEHHOCTb, IOCKOJIbKY
MO3BOJISIET OJHOBPEMEHHO OIICHUTH JBa MAaTO(U3HOJIOTUYCCKUX 3BEHA: TOYCUHYIO
TUCHYHKIIUIO ¥ TKAHEBYIO TUITOKCHUIO.
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