Cekyus «Xupypausi, OHKOIO2USL U UHMEHCUBHAsL mepanusl. Tpasmamono2us u Opmoneousi»

IIUHCKOM COMPOBOK/ICHHH TIOTCHIIMAIBHBIX OPTaHHBIX JTOHOPOB Tepes 3a00poM OpraHoOB, Tak
kak BT MOXeT conmpoBOXKIAThbCsl SHIAOTOKCHHEMHUEH M MPUBOANUTH K IMOPAKECHUIO JTOHOPCKUX
aorpa)ToB, COOTBETCTBEHHO YXYAIIasi POTHO3 UX HOPMAIBHOTO (PYHKIITHOHUPOBAHUS ITOCIIE
MIPOBECHHON TpaHCIIaHTaIMH [S].

3aknrwuenue

Cpenu 3pPeKTUBHBIX OPraHHBIX JOHOPOB OaKTepHasIbHAS TPAHCIOKAIMS ONPEACISCTCS
¢ yacToToii 35,5% 1 conpoBOXKIaeTCs MPOHUKHOBEHUEM OaKTepUil M IPOXKKETIOTOOHBIX TPUOOB
B ME3CHTEpHaJIbHBIC TUM(paTHUeCKue y3IIbl U cene3eHKy. Hannune 6akrepruanbHO TpaHCIOKa-
LIUHM aCCOLMUPYETCS ¢ U30BITOYHOIN MacCoi Tena, TUIepHaTPUEMHUEH, JNTUTETbHOCTRIO HAX0XK-
nenus B ycnoBusix OUTP, a Takxke co CHKEHHEM YPOBHS reMOIIoOMHA HA MOMEHT JKCIIaH-
taruu. [lodydeHHble JaHHbIE HEOOXOAMMO YYMUTBIBATh NMPH MEIUIIMHCKOM COIMPOBOXKICHUH
MOTEHIMAJIBHBIX OPTaHHBIX JOHOPOB Mepell IKCIUIaHTaluel, Tak kak bT moxer criocobcTBo-
BaTh HAPYIIECHHUIO (PyHKIMH ayIorpadTOB U BIUATH HA PE3yJIbTaThI Epeca ok OPraHoB.
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AJTOPUTM JJUD®DPEPEHIIMAJIBHON JTUATHOCTUKH
MJIA3MOKJIETOYHBIX HOBOOBPA3OBAHUI

Beeoenue

3noKayecTBEHHbIE IUIA3MOKJIETOYHbIE HOBOOOpA30BaHMS IPEICTaBICHbI TPYIIOl HO-
30JI0TMii, 0OBbEAMHEHHBIX HAMYUEM CTPYKTYPHO U ANEKTPOPOPETUUECKH TOMOI€HHOIo (MO-
HOKJIOHAJIbHOTO) MMMYHOTITIOOYJIMHA B CBHIBOPOTKE Mepudepruyeckoil KpoBH W/WIM B MOYE
1 XapaKTEePHU3YIOIIUXCsI HEKOHTPOJIUPYEMOU nposndeparnueit omHoro kiaona B-numdonmros [1].
OmnyxoneBbIM cyOCTpaToM Mpu 3TOM 3a00JI€BaHUU SBISIOTCS KJIOHAJIbHbBIE, IMMYHOITIOOYJINH-
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cekperupytoiue B-kineTku TepMuHanbHoM ctaguu nuddepeHnnpoBKy (TU1a3MaTnIecKue KieT-
KH) C TIEPEKIIFOUEHUEM KJIacca TSOKENBIX Teneld UMMYHOTIIOOYIuHOB. [11a3mMokieTounbie HOBO-
00pa3oBaHuUs XapaKTEPU3YIOTCS MIPOrPECCUPYIONINM TeUeHHEM U TpeOyIoT nuddepeHnnanbHoi
JUArHOCTUKHM HA PAHHUX CTAIUSAX C LIETbI0 IPOBEACHUS CBOEBPEMEHHOTO JICUEHUs, CHUKEHUS
WHBAIMIU3AIUN TIAIIMCHTOB U yBEIWYEHHUs o0miell BepkuBaemoctu [2]. [lebrot atux 3abore-
BaHUI Yalie MAJIOCUMIITOMEH, N3MCHEHUS B aHAIN3aX MepuepuIecKoil KPOBU U MOUYH HE SIB-
JSTIOTCS CTIENU(DUUHBIME M YaCTO HEAOOIEHUBAIOTCA. DTO MPUBOANT K 3aJCPKKE TMOCTAHOBKHU
JIMarHO3a MalMeHTy Ha CPOK 10 2—4 JIeT W 3HAauuTeNbHO yXyamaeT nporuo3 [3]. Tak, no 40%
nanygeHTaM ¢ AL-aMHIIon1030M TUarHo3 BeICTaBIsIeTCs Oosiee yeM uepe3 | ro mocie mosiBiie-
HUS TIEPBBIX KIMHUYECKUX CHUMIITOMOB, Korja y 25% MalueHToB yKe UMEIOTCS HeoOpaTuMbie
MOBPEXKJICHUS CEp/illa WM MOYEK, U TaKHEe MalUEeHThl YMUPAIOT B TEYCHUE MEPBHIX 12 MecsIeB.

Ilenw

Pazpaborars anroput™ auddepeHnnanbHOM AMarHOCTUKY I1a3MOKIETOYHBIX 3a001eBa-
HUIf Ha OCHOBE MX NaTOTeHEe3a, KITMHUYECKUX MPOSBICHUH, a TakKe Ta00paTOpHBIX M HHCTPY-
MEHTAJIbHBIX XapaKTePUCTHK.

Mamepuan u memoowt uccieoo8anus

Jlng anpobanuu pazpadbareiBaeMoro anropurMma auddepeHuanbHoN JUarHoCTHKY 11J1a3-
MOKJIETOUYHBIX HOBOOOpa30BaHWN HaMu ObLIa C(hOPMHUpPOBAHA TPyIIa UCCICIOBAHUS, COCTOS-
mias u3 10 mauueHToB, U3 KOTOPBIX Y YEThIPEX MALMEHTOB BBICTABIIEH JuarHo3 AL-amuiono3a,
y TPEX — MHOXKECTBEHHAsl MHEJIOMa, Y OJTHOTO — MOHOKJIOHAJIbHASI TaMManaTysi HEOIpPEeAeIeHHO-
r'0 3Ha4YEHUS, y OJJHOr0 — Makpornooynunemus Banbaenctpema, y oqaoro — POEMS-cunpom.
Ha xakioro mamueHTa cocTaBieHa HHPOPMAIIMOHHAS KapTa, B KOTOPO O0TOOpaxeHBI 00IIne
CBE/ICHUS O MAIUEHTE, €r0 IEPBUYHBIE kKano0bl, aHaMHe3 3a00JIeBaHus, a TAKXKe JaHHbIE J1a00-
PaTOPHBIX U UHCTPYMEHTAIBHBIX METOAOB UCCIIEAOBAHNS HA CTAANU IEPBUYHON TUAarHOCTUKH.
AHan3 KOMIUIeKca JIabopaTopHO-UHCTPYMEHTAIbHBIX METO/IOB UCCIIEZIOBAHHUS COCTOST U3 1aH-
HBIX OOIIEr0 U OMOXMMHYECKOTO aHAIM30B KPOBH, OOIIET0 aHaIn3a MOYH, IMMYHO(DHUKCAITUN
O€JIKOB CHIBOPOTKM KPOBU M MOYH, MCCIIEOBAHUI KOCTHOTO MO3Ta, TPEHaHOOMOICUU KpbLIa
MO/IB3/IOITHOM KOCTH, TUCTOJIOTUYECKOTO UCCIE0BAHMS IOYEYHOM TKAHU, MIOAKOKHO-KUPOBOU
KJIETYATKU U CIM3UCTON TOJCTOM KHUILIKH, 3nekrpokapauorpammsl, Y3U, KT, MPT BuyTpeHn-
HUX OPraHoB, peHTreHorpaduu OpraHoB IPyAHON KIETKHU UM KOCTEH CKeJeTa, CUUHTUrpaduu
ckenera U Muokapaa. ObcnenoBaHue Bcex MAlMEHTOB MPOBOAMIOCH Ha Oaze I'Y «MwuHckoro
HAy4YHO-TIPAKTUYECKOTO LIEHTPa XUPYPrUuU, TPAHCILIATOJIOTMH U T€MATOJIOTHI.

Pezynomamut uccnedoseanusn u ux oocyrycoenue

Pa3paboran anroputm nuddepeHranbHOM TMarHoCTUKY TIa3MOKIIETOYHBIX HOBOOOpa-
30BaHMM, KOTOPBIH BKIIIOYAET B Ce€0s CIEAYIOLINE ATAIlb:

Oman 1. Coop aHamMHEe3a U OOBEKTUBHBIA OCMOTp MAIEHTA, IPU KOTOPHIX BO3MOXKHO
BBISIBIICHHE KaK CHENU(UYECKUX, TaK W HECHenU(DPUICCKUX W3MEHEHHH, XapaKTePHBIX IS
MJ1a3MOKJIETOYHBIX HOBOOOPA30BAHUM:

1. CnaGocTh M yTOMJIIEMOCTh, OOMOPOKH, IPOrPECCUPYIOIEe CHIKEHNE MAacChl Tea,
HapyIICHUE PEYH, OTEKH, IePEeMEKaroIas XpoMoTa, OOJU B KOCTSAX U CyCTaBax.

2. KoxHble U3MEHEHHSI: TEMOppParuy pa3IMyHOro XapakTepa, IepuopOuTaibHas mypnypa
(«rmmasa eHoTay), CKIepoAepMONOA00HAs MH Ty paIHsl KOXKH, TUIIEPTPUXO03, THIIEPIIUTMEHTAIHS,
IUIeTOpa, aKPOIMAHO3, TUIIEPEMUS, ITIOMEPYIIIpHasi TeMaHTHOMa, JICHKOHUXUSI.

3. [MopakeHne MATKHX TKaHEH: MaKpOTIIOCCHS, TUM(aaeHONaTHs, MUOTIATHS HJTH TICEB-
JNOTUNEPTPO(US MBIIIILI.

4. IMopaxenue nepudepruueckoil HEpBHOM CUCTEMBbI: TUCTATbHASI CHMMETPUYHAS TOJIU-
Heliponarus, ABYCTOPOHHUN CHHAPOM 3aIICTHOTO KaHaja.
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5. Hapyienue oprana 3peHusi: Cyxoi K€paTOKOHbIOHKTUBUT, TIOMYTHEHHE CTEKJIOBHIHO-
ro Tena, 1ucyHKIus 3paykKa.

6. Hapymenue paboTel cepana: cepiedHasl HeA0CTaTOYHOCTh, aPUTMHUH, OpTOCTaTuye-
CKasi TUIIOTEH3USI.

7. llopaxkeHue JNEeTKUX: OJBIIIKA, CyXOH Kalllesb, PEIIUIUBUPYIONINE TPAXEOOPOHXHUTHI.

8. Hapymienue paboThl XKeTyI04YHO-KUIIEYHOTO TPAKTA U MIEYEHH: paHHEee HAChIIIIEHHUE, Ta-
CTponapes, TOIIHOTa, PBOTa, 3a1op, Juapes, JKeJITYITHOCTh KOKHBIX TIOKPOBOB, T€aTOMEralusl.

9. Hapymienue MoueBbIIETUTENBHON (PyHKIINH.

Oman 2. JlanHple 1a00paTOPHBIX U UHCTPYMEHTAJIBHBIX METO/JIOB UCCIIEI0OBaHUS:

1. OOmuit aHanM3 KPOBU: aHEMHSI, TPOMOOIIUTOTIEHHU S/ TPOMOOIIUTO3.

2. JleiixonutapHas hopMysa: oOHapy>KEHUE MIIa3MaTHUYECKUX KIETOK.

3. buoxumuueckuil aHanM3 KpOBH: YyBEJIWYEHHE YpPOBHS OOILIEro Oeika, MOBBIILIEHUE
YpOBHSI KpeaTUHHHA, CHUYKEHUE CKOPOCTH KITyOOUYKOBOM (pUIIbTpaIuy, MOBBIIIEHUE aKTUBHO-
CTH MEYEHOUHBIX (epMeHTOB Oojiee yeM B 1,5 pas3a BbIllle BEPXHErO 3HAUYEHUS HOPMBbI, THIIO-
KaJIbIIMEMUSs], TUTIOraMMarIo0yIMHEMHSI, CHI)KEHHE/TIOBBIIIICHNE YPOBHS KarIa- 1 JsIMOa-1ie-
e, yBeIndeHne b2-MIUKporiooyaruHa.

4. Iloebimienne NT-proBNP > 332 nr/mit (ipu OTCYTCTBUU MTOYEYHON HETOCTATOUHOCTH
wi pubpwsimy npeacepauit), T-rpononnna > 0,035 vr/mu, I-rpononuna > 0,1 Hr/mi.

5. UccnenoBanue CyTouyHOM MOYM Ha O€JIOK: HeceJleKTUBHAs npoTenHypus > 0,5 r/cyT.

6. DneKTpoKapaArorpaMMa: HU3KHUI BOJIBTaX, HHPAPKTONOJ00HBIE U3MEHEHUS, HapyIIe-
HUS PUTMA U TIPOBOJUMOCTH.

7. YBenuueHue Macchl MUOKap/ia, HAPYIICHUE JUACTOIHMYECCKONU (PYHKITUU JIEBOTO KEITy-
JI0YKa MPU HOPMaIbHOU (hpakiiuu BeIOpOCa; rernaToMeranus; NopakeHne o4eyHoN TKaHU; Ha-
JMYKE IUIEBPAJIBHOTO BHINOTA M MHTEPCTULUAIBHBIX MOPAKEHUHN JIETKUX; OCTEOJIMTUYECKUE
MOpaXEHMsI KOCTEH M0 TaHHBIM peHTreHorpaduu, yInbTpa3ByKOBOTO MCCIIEOBAHUSA, KOMIIBIO-
TEPHON ¥ MarHUTHO-PE30HAHCHOM TOMOrpaduu.

8. Dnexrpomuorpadus: akcoHaIbHAS CEHCOPHAs TOTUHEHPOIaTHsI.

Oman 3. OGHapyxeHue CBOOOAHBIX JIETKUX IeNe MMMYHOITIOOYJIMHOB METOJIOM 3JIEK-
Tpodopesa u UMMyHOPHUKCAITUN OEITKOB CBIBOPOTKU KPOBU M MOYH — BhIsIBIIEHHE M-TpajilieHTa.

Oman 4. UccnenoBanue MIa3sMOKIETOYHOTO KJIOHA ITyTEM BBIITOJHEHUS IYHKIIUHA KOCT-
HOTO MO3ra ¢ MOCJIEAYIOMUM MOP(HOIOTHYECKUM, UMMYHO(GEHOTUITHYECKUM, [IUTOT€HETHYE-
CKUM, a TaK)X€ MOJIEKYJISIPHO-TeHETUYECKUM HCCIIEIOBAHUEM KIIETOK KOCTHOrO Mo3ra. Mmmy-
HO(EHOTUITHYECKOE HCCIIeIOBAHNE KIETOK KOCTHOTO MO3Ta NMPOBOIUTCS C HCIHOIb30BAaHUEM
nanenu Ha CD138/CD38/CD45/CD19/CD117/CD56/CD27/CD28/CD20/CD81/CD22/CD79.

Oman 5. I1pu 06Hapy>KeHUH KIIOHATBHBIX I1a3MaTUYECKHUX KIIETOK B KOcTHOM Mo3re <10,0%,
HAJIM4UU U coxpaneHnu 3kcnpeccunt CD27 >10% Ha mutazMatudeckux KIeTKax, mpeodnalaHuu
JIETKUX Llenei A B IUTOIUIa3ME 3J0KAYECTBEHHBIX MIa3MAaTHYECKUX KIETOK, a TaKKe HaJIWIuu
KIMHAYECKUX TPU3HAKOB U3MEHEHHI BHYTPEHHUX OPraHOB HEOOXOAWMO MPOAODKUTH JAUATHO-
CTUKY B nosib3y AL-amuinounnosa. /lnarHo3 moaTBepkAaeTcs MU BBIIBICHUHM aMUJIOWUA 1OCIE
MOJTY4EHUs pe3ybTaToB OMOINCHU MOPA)KEHHOTO OpraHa W/WIIHM MOJIKOKHO-KUPOBOW KIIETYaTKU
C MPOBEIEHNEM UMMYHOTHCTOXUMHYECKOTO UCCIEIOBAHMS U OKPACKOM KOHTO-KpacHbIM. [Ipu o1-
CYTCTBUU aMWJIOWAA U HAMUIUU PPEKTOB HEPPOTOKCHUHOTO MapanpoTenHa BepUPHIIUPYETCS
JIMarHo3 MOHOKJIOHAJIbHOW raMMarnaThy PeHaJbHOro 3HadyeHus. [Ipu ycTaHOBIEHMHM IUarHosa
AL-amunono3a ¥ MOHOKJIOHANBHOW raMMaraTHU PeHaJIbHOTO 3HAueHHsS HEOOXOIUMO paccMma-
TPUBATh BOTIPOC O POBEICHNH criennpuueckoil Tepanuu 3adoneBanuii. [Ipu oOHapy)eHUH Ki1o-
HAJIbHBIX MJIa3MaTHYECKUX KIETOK B KOCTHOM Mo3re <10,0%, a Tax)ke mpu HaJIMYUU U COXPaHEHUN
skcnpeccun CD27<10% Ha mia3mMaTudecKuX KIeTKaX, OTCYTCTBUU OPTaHHBIX MOPAXEHUH IpU
MHCTPYMEHTAJIBHBIX MCCIEOBAHUAX AETIAaeTCs BBIBOJ B IOJIb3y MOHOKJIOHAIBLHON raMMaraThu
HEOMpeIeICHHOT0 3HaueHHs. B 1aHHOM cityyae He0OXOAUMO MOCTOSIHHOE HAOMIOCHNE MTAIIUEHTA.
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[Ipn oOHapykeHUHM KIOHAJIBHBIX IJIa3MaTHUYECKUX KIETOK B KOocTHOM Mo3re >10,0%,
a TaKoKe TIoKa3aTeNsIX ChIBOPOTOUHOTO UMMYHOTIo0ymiHa [gG< 6 v/, IgA < 1 r/m, IgM < 0,5 r/n
JIeJIaeTCsl BBIBOJ B MOJIb3Y JIMArHO3a MHOKECTBEHHON MHMEJIOMBI, MPU HAJIMYUN CUMIITOMOKOM-
mekca CRAB HeoOxoauMo Ha3HauC€HME MAMEeHTY crienuduaeckoro jedeHus. [Ipu oOHapy-
YKEHUH KIIOHATBHBIX TUIa3MaTHUYECKUX KJIETOK B KOCTHOM Mo3re >10,0%, Hamu4uu 3KCIIpeccuu
CD20, CD22, CD79a, uamenenuun xpomocom 10, 11, 12, 14, 20 nap npu BBIINOJIHEHUHU [IUTOTe-
HETHUYECKOT'0 MCCIIE0BaHNUS KIETOK KOCTHOro Mo3ra, Hanuuuu MmyTtaun MY D88(L265P) npu
TeHETUYECKOM MCCIIEIOBAaHUM YCTaHABIMBACTCS IMAarHO3 MakporioOynuHemun Banbnencrpe-
Ma ¥ MPOBOAUTCS crieln(UIecKoe JeueHue.

3aknrwuenue

[To pe3ynbpraraM NpoBEACHHOTO aHAIN3a JIAOOPATOPHBIX U3MEHEHHH Y TAIIMEHTOB C I1J1a3-
MOKJIETOYHBIMH HOBOOOPA30BaHUSAMHU, PAHHUMHU OTKJIOHEHHUSMH, BBISBISIEMBIMU 10 Pa3BUTHS
HEOOpPaTUMOTO TOPAXKECHUSI OPTaHOB, OINPEICINISIOTCS aHeMMs, TPOMOOIMTOINEHUS, JIeHKoIe-
HUS, yBEITMUEHUE YPOBHA 00Iero 0enka, yBeauueHHe U CHIDKeHUe (pakumii g, yBennueHue
ypoBHsI b2-MUKpOIIIO0y/IMHA, TPOTEUHYPHSI, HATMUUE KIOHAIBHBIX TIa3MaTHYECKUX KIIETOK
B KoCcTHOM Mo3re MeHee 10,0%, oOHapy»eHre MOHOKJIOHAIBHOTO KOMIIOHEHTA IPH MPOBE/Ie-
HUM UIMMYHO(UKCAIIUK CBIBOPOTKH KPOBH, nipeacTaBieHHoro IgA/A u IgG/x, BeIsiBICHHE aMu-
J0ua pU OMOTICHU TOPAXEHHOTO OpraHa W/HiIu MOJAKOKHO-KMPOBOH KJIETYaTKU C TPOBE/e-
HUEM UMMYHOTHUCTOXUMHYECKOTO HCCIIEIOBAHUS M OKPACKOH KOHI'O-KPACHBIM.
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Beeoenue

KocTHast mutacTuka sIBIsS€TCS OCHOBHBIM 3TAllOM XUPYPrHUYECKOTO BMEIIATENIBCTBA NIPU
JICYCHUU TIOBPEKICHUN M 3a00J€BaHUN KOCTEH, KOTJa HY>KHO CPAaCTHUTh KOCTHBIE CTPYKTYPHI
MEX]ly coO0O0M MM 3alOTHUTH 1e(heKT KOCTHOM Tkanu [1-3].
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