42,9 pa3 mpu JOMyCTMMBIX 3HaueHusax 310 Bx/m® (Tabm.
1). Pacuer ropoBoit 3¢ ¢deKTUBHON O3Bl BHYTPEHHETO 00-
JTy4eHMsA CBUJETE/TbCTBYET, 4YTO CPENHAA rofjoBasd MHAVBU-
TyanbHas 3¢ PeKTUBHASA [03a BHYTPEHHETO 0OTy4eHNs CO-
ctapnseT ot 10,0 M3B/rop 5o 26,5M3B/TOf TpM JOMYCTUMOM
mpefienie 03 — A HaceneHus 1 M3B B TOJl B CpeJHEM 3a
mo6ble IIOC/IeIOBaTeIbHBIE 5 JIeT, HO He 6oree 5 M3B B O,
Knacc ycnouit Tpyfa mpu BO3fIeICTBUM MIOHU3UPYIOIIETO
usnydenus — 3.2-3.3.

TakuM 06pa3oM, BBIIOTHEHHbIE TUTUEHIYeCKIe U XPO-
HOMETpa)kHble MCCNIENOBaHMA IO3BOMVMIN BBIABUTL PAJ
HeO/IaronpuATHBIX (aKTOPOB IPOU3BOACTBEHHON Cpe-
Il U OIIpEeNeUTb KJIAcChl YCIOBUIL TPyAa paboTaloLMX B
CeBepoMyJICKOM TOHHEJE IO CTENEHM BPEJHOCTU M OIac-
Hoctu. Tak, Tpy#oBas [eATelbHOCTb PaOOTAIOLIUX B IOA-
3eMHBIX YC/IOBUAX CBs3aHA C BO3JENCTBMEM Ha OPraHM3M:
HeO0/IaronpyATHBIX MMKPOK/IMMATUYECKUX apaMeTpoB —
MOHVDKeHHas TEMIIEPATYPa, BBICOKAsA OTHOCUTEIbHAS BIIaK-
HOCTb U TIOABYKHOCTD BO3/[yXa — K/IacC yCIoBuii Tpyfa 3.1;
HU3KUMMJ YPOBHAMMI VICKYCCTBEHHOTO OCBEIIEHM U OTCYT-
CTBJEM €CTeCTBEHHOTO OCBEIIeHNA — KJIacC YCIOBUIL TPY-
Ja 3.2; NIOBBILIEHHBIMN YPOBHAMM IIyMa — KJIACC YCIOBUM

Cubupcruti meduyunckuii xypran, 2009, Ne 2

TpyAa 3.1-3.3; nblJIeBOIi HarpPy3Koll — KJIacC yCIOBUIL TPy/ia
3.3; paguanuoHHOro akTopa — pajoHa — KIacC YCIOBUIL
TpyAa 3.2-3.3; BBICOKOI CTEIIEHM TsXKECTU U HAIPSIKEHHO-
CTM TPYHOBOTO ITpoliecca.

CrefyeT OTMETUTD, YTO KpOMe HeO/IaronpyaTHbIX IPO-
U3BOJICTBEHHBIX (DaKTOPOB, Ha Pabo4MX BO3HEICTBYeT U
MeCTHble HeOTaroIpuATHbIe MeTeopoIornyeckne ¢axro-
pol. B ycnosusax 11 knMMaTngeckoro nosca sTo pe3KOKOHTH-
HEHTa/IbHbIII K/IMMAT C a0COIIOTHBIM MUHMMYM B SHBape —
MMHYC 56°, abCOMIOTHBIM MaKCUMYMOM B MI0JIe — IUTIOC 35°
U CPEJHETOI0BOJ TEMIIEPATYPOil — MUHYC 6°.

ITpoBeneHHbIe MCCIENOBAHNUA CTalM OCHOBON /A Ha-
YYHOTO O0OOCHOBAaHUA U PaspabOTKM NPODMIAKTUIECKNX
U O3[I0POBUTEIbHBIX MEPOIPYATHUI /L1 pabOTHUKOB, OCY-
H[eCTB/LAIOMMX 00cny>xuBanue CeBepOMYIICKOTO TOHHEIA
BCJKI. OspopoBuTenbHble IPOTPaMMbl BKIIOYAIOT, Kak
IIPaBUJIO, TPU JTala: IPMMEHEHME OYMIIAIOUINX KOMIITIEK-
COB, HOpMa/IM3aLA COCTaBa ¥ OMOMIOTNYeCKOl aKTUBHOCTH
HOPMAJIbHOJ MMKPOQIOPBI >KeTyJOYHO-KIIIEYHOTO TPaK-
Ta, HAaCBIIIeH)Me OpPTaHM3Ma BUTAMMHAMM ¥ MMHepasaMmu,
IpyeM IPOJYKTOB FAPMOHNU3AINI M 3alIUThl BHYTPEHHNX
CpeQ OpraHu3Ma.
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KNUHWYECKAA KAPTUHA BOJIbHbIX MHOXECTBEHHOI MUEJIOMOI B MPUMOPCKOM KPAE

A.B. Hesoxcaii, H.J]. Tamapxuna
(BmazMBOCTOKCKWIL TOCYJapCTBEHHBIN MEAVLIMHCKII YHUBEPCUTET, PpeKTOp — A.M.H., Tpo¢. B.b. Illymaros)

Pestome. IIpencTaBeHbl pe3y/IbTaThl aHaIN3a TUTEPATYPBI U UCCIEROBAHMA 85 GOIBHBIX MHOXKECTBEHHOI MIETIOMOI],
IpoXuBawIux B [IpMopckoM Kpae. YCTAaHOB/IEHO, YTO KIMHNYECKast KapTHHA 3a00/IeBaHNsI HE OTIMYAETCSA OT TaKOBOIA

Ha Ipyrux TEppUTOPUAX.

KnroueBbie cToBa: MHOXKECTBEHHAS MMENOMaA, KIMHMYECKaA KapTHa, HpI/IMOpCKI/Iﬁ Kpaﬁ

CLINICAL PICTURE OF PATIENTS MULTIPLE MYELOMA IN PRIMORYE TERRITORY

A.V. Nevozhaj, N.D. Tatarkina
(Vladivostok State Medical University)

Summary. Results of the analysis of the literature and research of 85 patients with multiple myeloma, living in Primorye
Territory are presented. It is established, that the clinical picture of disease does not differ from this in other territories.
Key words: multiple myeloma, a clinical picture, Primorye Territory.

MmuoxectBeHHas Muenmoma (MM) — Hamnbornee 9actoe
3abo/eBaHye Cpefy IUIa3MOK/IETOYHBIX OITyXOJeil, pa3Bu-
THe KOTOPBIX CBA3aHO ¢ Ipoyydepalnyeil U HaKOIJIEHNEM
MMMYHOITIOOY/IMH-CEeKPeTUPYIOLIMX TePMUHAIBHO Audde-
PEHIPOBAHHBIX MOHOK/IOHA/IBHBIX B-KiteTok. Xapakrep-
HBIM IIPVM3HAKOM 3a00/IeBaHNs SB/ISETCS IPOFYKIS Myte-
JIOMHBIMI K/IETKaMJI [IATOIOTMYIECKOTO Genka — maparpo-
TeMHa, KOTOPBIil 00pasyeT Ha 37ieKTpodoperpamMme OEIKOB
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KpOBU (M/IM MOYM) KOMIIAaKTHYIO y3Kylo monocy (M-rpanu-
eHT), PacCIIONIOKEHHYI0 IPEUMYLIECTBEHHO B 0O0/IacTU OT
a2- 5o y-Imo6ymmHoB. [ 7 |

MHoOXecTBeHHasA MMeZIOMa OTHOCUTCA K HOCTATOYHO
YaCTBIM 3a00/IeBaHMAM CYCTEMBI KpOBH. B pasBuTHIX cTpa-
Hax Mupa MM exerogHo 3a60/1eBaloT B CpefiHeM 4 4eioBe-
Ka Ha 100 TbIc. HacemeHus1. My)XUuHbBI OOIEI0T HECKOTIBKO
vaie (0komo 60%), yeM >keHIHbl. MM usBecTHa Kak «60-
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JIe3Hb IIOXWIOTO BO3pacTa» (CpemHuit BO3pacT OONbHBIX
cocTaBsgeT 62 rofa), Lo ke aul Monoxke 40 ner-2-3%, a
80-netHue 60rneror B 10 pas vyame 50-meTHux [13].

Lenpio HacTOAILIEr0 MCCAENOBAaHMA CTalo M3ydeHMe
0COOEHHOCTe)l MHOXKECTBEHHONl MMENOMBI Y >KUTeNel
IIpumopckoro xpas.

MaTepMaan N METOIbI

Hamu mpoBeneno HabmofeHue 3a 85 6ombHbIMU MM
Ha 6ase remaronorudeckoro ormenenus I'Y3 KKONe2 r.
Brnagmsocroka, IIpumopckoro kpaa B mepuop ¢ 2007 mo
2008 rr.

Bcem mareHTaM IpOBOAMIOCH KOMIUIEKCHOE 00CTIefo-
BaHIe, BK/IIOYalollee OOILIEKIMHIYECKUE U CTaHJApTHbIE
O6VOXMMIYECKIe VCCIeOBaHNsI CBIBOPOTKY KPOBY U MOYM;
KOHIL|EHTPALVIOHHO 1 a30TOBBIAE/IUTENIbHOI PYHKIMII [TO-
4YeK; peHTreHOrpapuio KOCTel; CTEPHAIbHYI0 MYHKIINIO;
aneKTpodopes Oe/IKOB CHIBOPOTKY U KOHIJEHTPUPOBAHHOM
MOYM C KOTMYECTBEHHBIM OIIpefie/ieHieM MOHOK/IOHATbHO-
ro 6enka B M-KOMIIOHEHTe, a TaK)Xe KONM4IeCTBEHHOE OIlpe-
meneHue HopManbHbIX Ig. Craguposanne MM ocymiecTBns-
noch 1o Kkpurepusim B.G. Durie u S.E. Salmon. [1]

85 6omnbHBIX ¢ Bepu¢uuypoaHHoit MM 6bimn B BO3-
pacte ot 42 fio 88 jiet ( B cpenHeM 59,4 ropa). C guddysHo-
ovaroBoit ¢popmoit 6b110 62 (72,9%) n ¢ guddysHOMI- 23
(27,0%) maieHTOB, COOTHOIIEHNE MY>KUMH U XXeHIVH 1:2.
Y 25 (29,4%) 60nbHbIX ycTaHoBeHa IIA cragus MM. B 60
(70,5%) nabmogenusx auarHoctposana III cragus MM,
n3 Hux y 39 — IIIA, y 21 — IIIB crapgua. JnuTenbHOCTD 3a-
6oeBannsa coctaBuia ot 1 go 10 net.

PesynbraTel u 06cyXneHue

Knuanyeckue npossnenns MM y o6cnenyeMbIx Hamu
IAlMeHTOB Ype3BbIYaiiHO pa3HooOpasHbl. OHM B 3HAYM-
TE/IbHOJ Mepe 3aBUCAT OT BBIPQKEHHOCTY 5 IJIABHBIX CMH-
[POMOB, XapaKTepPHBIX JJIs1 9TOTO 3a00/IeBaHVS: HAININS U
BBIPAXKEHHOCTY IUTUYIECKUX M3MEHEHMII KOCTel, Hapylle-
HVISI IPOAYKLMY KPOBETBOPHBIX K/IETOK, CUHAPOMa OeIKo-
BOJI IATO/IOIMY, HAPYLIEHN S PYHKLINY I0YeK U CKIOHHOCTHU
K MHQEKLMOHHbIM OCNOXHeHNAM. CTelleHb 3THUX M3MeHe-
HUIT LIMPOKO BapbUpYeT y pasHbIx 60nbHbIX. OHa B 3HAYM-
TE/IbHOJ Mepe OIpefie/AeT IPOrHO3 pasBUTUA 3a00/IeBaHNSA
U IIPOJIO/KUTENIBHOCTD XKV3HM TTaIVIEHTA.

MHoXecTBeHHasA MMe/IOMa HepefKO HauyMHaeTcs BHe-
3aITHO, PE3KUMM OONIAMU B KAKOM-TNOO0 OT/IeNe CKeeTa, Ha-
IIpUMep, 110 TUILY OCTPOrO PAJUKYAUTA UIY CIIOHTAHHBIM
epenioMoM OfHOIT 13 KocTeil. Ilogo6HbI 1ebioT 3ab6onmeBa-
HUA oTMevascs y 25 (29,4%) malyeHToB.

AHanmsupys HOTydeHHbIe JaHHbIE, Mbl BBIACHUIN, YTO
OCCa/ITYeCKUIT CUHAPOM SIBJISIETCA BERyIuM Ooiee, 4eM ¥
54% manueHTOB yXKe B AebioTe 3a6oneBanys. OCHOBHBIMU
>Karmo6amy 6OIbHBIX ABIAIOTCA OO B KOCTAX (0COOEHHO
[I03BOHOYHIIKA, pebep, Tasa, FPYAMHEL, I/IeYeBbIX 1 OefpeH-
HBIX) M VX [TATOTOTMYECKIE TIEPETIOMBI, B YACTHOCTH, KOM-
[IPECCHOHHbIE TIEPeIOMbI MMO03BOHOYHMKA. KoctHast 6omb
npu MM o6ycioBiieHa MHOBBILIEHHON pe3opbuueii Koc-
Teil BCIeCTBUE MHOWIBTPALMU MUETOMHBIMY KIETKAMU
M aKTUBAIMM OCTEOKIACTOB. Y 4 HalMx ManyeHToB 601b
JIOKQ/IN30Ba/IaCh B KPYIIHBIX CYCTaBaX BEPXHMX U HVDKHUX
KOHEYHOCTeI1, IIPY 9TOM OLIMOOYHO BBICTABIIS/ICS AUATHO3
pesmaToupnoro aprputa. [Ipu MM II u III ct. mopakenue
KOCTeil CKelleTa KIMHUYECKU U PEeHTTeHONIOrnYecKy oOHa-
py>XuBanochb y 85% 60/IbHBIX. PeHTTeHOIOTMYeCKH OIpefe-
JIUIACh TeHepaJIU30BaHHBIN OCTEOIOpPO3, OYaru HeCTPYK-
LM KOCTHOV TKaHU, KOTOpPble HEPENKO COMPOBOX/AIICH
[IATOMIOTMIECKUMU TIepenioMaMy pebep, KOMIIpeccreli Tesn
II03BOHKOB C yMeHbllleHMeM uX BbicoTsl. [Tpu puddysnoi
¢dopme 3aborneBaHMsI Ha pPEHTrEHOIPAMMax 4YacTO peru-
crpupoBacsa ¢ ¢ysHbll ocTeonopos. IIpu BbIABIeHUN
B KOCTSIX CKe/leTa eVIHMYHBIX ONyXOJIEBBIX METACcTa30B Ha
¢done guddysHoro ocreonoposa y 601pHOro Bepupunupy-
eTcs puddysHo-ovaropas popma 3aboneBanusa. Ha peHr-
reHOrpaMMax 4epela BbIAB/IIOTCS OYaru JIM3Nca, KOTOpble
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3a4acTYIO OMUCBHIBAIOTCS Kak AedeKTbl, «BhIOUThIE IIPOOOIL-
HYIKOM».

[MnepxanbLyeMus AB/IAETCA ellle OFHVM Ba>KHBIM CVH-
IZPOMOM OIYXO/IeBOTO MopakeHus npu MM n MoxeT pas-
BUTbCA KaK B pe3y/bTaTe JTOKa/IbHOM eCTPYKIMU KOCTHOI
TKaHM, TaK U T€HEPA/IM30BaHHOrO ocreonmusa. Y 11% Ha-
myx 60mbHEIX MM BcTpedanach TUIepKablieMUs YKe B
mebroTe 3a00/IeBaHNsA, OOHAKO B IPOABMHYTON CTaAMM 3a-
6oJIeBaHNs 9TOT IPOLEHT Bo3pacTas Ao 35%. Kmuuueckn
TUIEePKaIbLIEMIS NIPOABIAETCA IIOTEpPel! alleTuTa, TOI-
HOTOJ1, PBOTOI1, 3aII0POM, TIO/INY Y€, COHIMBOCTbIO, TUIIO-
TOHMeI; B JA/IEKO 3allefIINX CTy4asX- MBIIIEYHO cr1abo-
CTbIO, TIOTEPEll OpMEeHTalNM, CYOPOraMM, CITyTaHHOCTBIO
cosHanus. Ha SKT peructpupyiorca ymmpeHnne KOMIIeKca
QRS u 3yb6ua T, ykopouenne unrepsana QT u ST, samen-
JIeHMe aTPMOBEHTPUKY/IAPHON HPOBOAMMOCTH BIUIOTH O
6/10Ka bl

Kaptnua xpoBu y 60mpHbIXx MM 3aBUCUT OT CTelEHNU
OIYXO0JIeBOV MH(MIbTpaLuM KOCTHOro Mo3ra. Ha paHHux
CTaJIYAAX MOXKET He OBITD APKMUX KIMHWYIECKUX IPOABICHNIL,
OITHAKO, KaK II0Ka3aIy Halll UCCIIeNOBAHNA, B 21% cnydyaes
y nmanueHToB MM gme6roTupoBana aHeMUYECKVM CUHAPO-
MOM. Y BCeX IAIMEHTOB II0 Mepe IPOrpecCHpOBaHMA 3a-
6ojeBaHNA pa3BMBAETCA aHEMMA, OOBIYHO HOPMOXPOMHa,
TIpY TIPVICOEAVHEHNY XPOHNIECKOM II0YeYHOI He[0CTaTOq-
HOCTM- HOPMOLIMTApHAI.

Anemust 00yC/IOB/IeHa, ITTABHBIM 00pa3oM, HapyLIeHN-
AMIU IMTOKVMHOBOI PETY/IALMN IeMOII093a U ITOPasKeHMeM
KOCTHOTO MO3Ta C BBITECHEHVMEM POCTKOB HOPMa/IbHOTO Te-
MOII03932 MJ€/IOMHBIMM KIeTKaMM. [ pyTuM CyIecTBeHHbIM
KOMIIOHEHTOM aHEMIYECKOTO CHHIPOMa PV MHOXKECTBEH-
HOJl MJ€/IOMe ABJIAETCS HeJOCTATOYHAs IPORYKIMA SPUT-
ponoaTyHa (y 60/bliIelt HOMTOBUHBI OOTIBHBIX), B Y4aCTHOCTH,
B C/Iy4asAx IIOYEYHON He0CTaTOYHOCTH. Kommdectso pe-
TUKY/IOLMTOB OOBIYHO HM3KOE, YTO OTPaXKaeT CHIDKEHHYIO
npomdepaTUBHYI0 aKTMBHOCTb SPUTPOUHBIX K/IETOK.
[9,10] IlosiBneHme aHeMMM CONPOBOXKAAETCS >Kamobamu
0O/bHBIX Ha CMabOCTb M OBICTPYIO YTOMJIAEMOCTD, Oref-
HOCTb 1 CyXOCTb KO>KHBIX IOKPOBOB.

Haunbonee xapakTepHblil IpM3HAK B 00lieM aHamuse
KpoBu npu MM — peskoe nossitreHne COJ, Kak MpaBuiIo,
1o 60-80 Mm/4 (68%), UTO ABIAETCA KIACCUYECKUM 1ab0-
paTopHBIM IpU3HaKoM 3abonesannst. Hepenko yBemndenue
ocellaHUA 3PUTPOLUTOB NO3BOJIAET 3aM0f03puTh MM enje
IO pa3BUTHUA OCHOBHOJ cuMnToMaTuku. [Ipm 3HaumTenn-
HoM nosbinreHny CO3 Bo Beex crydasx He0OXOaMMO Mccre-
IOBaTb IPOTEMHOTpaMMy 6eKoB KpoBi. BrmsHue Ha COD
OKa3bIBAIOT Ka4eCTBEHHbIE ¥ KONMYeCTBEHHbIE VISMEHEHNA
B 6e/IKax KpoBM, 0COOEHHO HapyILUeHye OTHOLIEeH anbOy-
MMHBI/TIIO0YIMHBL 1 YpOBeHb pubpyHOreHa. XapaKTepHBIM
U1 TIapanpoTeMHeMuYecKux BapuaHToB MM saBnserca
yBelMueHue Coffep>Kanus ob1iero 6enka B CBIBOPOTKE KPO-
Bi. Y 98% 6onbHbIXx MM B CBIBOPOTKE KPOBU WMIM MOYe
BeisaBsieTcst M-nporenn. CopepxaHue obuiero 6Genka B
KpOBM BO3pacTaeT, Kak IpaBuo, Bbile 90 r/1 u gocTura-
€T B HEeKOTOpPbIX cnydaax 150-170 r/m. Tunepnporennemus
06ycrIoB/IeHa TUIIePITIOOYIMHEMIET, KOTMYeCTBO anbOyMu-
HOB B CBIBOPOTKe KPOBU CHIDKaeTcs. [nneprnporenHemuenn
00DBACHSIOTCS CYXOCTb KOXI M CTIM3UCTBIX 060/I0UeK, JKaK-
na, peskoe yBenuueHre COO, cClIOHTaHHAsA arrMIOTUMHALUA
SPUTPOLNTOB.

B xapTuHe 6en0li KpOBM XapaKTEPHBIX M3MEHEHMI
HeT, YJCIO JIEHKOLMTOB LIMPOKO BapbMpyeT y OONbHBIX
ot 1,6x10°/1 mo 15,2x10°/n1 u 6onee. Vinorma HabmomaeTcs
HelTpouIe3 C YMEpeHHBIM JIeBbIM CABUTOM B (OpMYyIIe,
PefKo- IpaHy/TOLNTOIEHN, B OT/IeNIbHBIX CTy4YasX — IaH-
nuroneHus. JosnHoduua perucrpupyercs y 2-3% 60mb-
HBIX.

Ha done npoBeneHns LuuToCTaTUYeCKOI Tepammm 1160
B CBA3M C Pe3KUM IIPOrpeccupoBaHyeM 3a60/IeBaHNA U OITy-
XOJIEBOJI MeTaIlTa3yell KOCTHOTO MO3Ta MOYKET OTMeYaThCs
pasBUTIE TPOMOOLUTOIEHUM — HAaMIU PETUCTPUPOBAIACh
y 11 (12,9%) nanuenTtos. JJoOBONbHO YacTo B Hepudepude-
CKOJI KpOBM OOHAPY>KMBAIOTCA IIa3MaTUYeCKye KIeTKU. Y
17 (20%) mauueHTOB aHA/IU3MPYeMOil HaMM TPYIIIbI KO-



YeCTBO IUIa3MaTUYeCKIX KIeTOK Komebanocs ot 0,5 1o 3%
HapacTanne xonndecTsa I1asMaTM4ecKuX KNIeTOK B IepU-
(epudeckoit KpOBY B AMHAMMKe 3a00/TeBaHNs CBUIETENIb-
CTBYET O IPOrpecCcpOBaHMM OITyXO/IEBOTO IpoIiecca. .

WMccnenoBanue CTepHalTbHOTO KOCTHOMO3TOBOTO ITYH-
KTaTa AB/AETCA BeJYIIMM JUaTHOCTUYECKUM METOZIOM IIpU
MM. XapakrepHbIM npusHakoM MM sABysgeTcs oOHapysKe-
HIe B KOCTHOMO3TOBOM IIYHKTaTe GONbHbBIX MVIETIOMHOKIIE-
TOYHBIX PO/ epaToB, AIBYX- U TPeXAAePHbIX OITyXOMEBbIX
KJIeTOK, 00M/IMe IIa3MaTU4eCKMX KIeTOK, OTINYAIOLIMXCA
HOMMMOP(U3MOM M Pas/INIHOI CTEIIeHbIO 3PeIOCTI.

Ilpy ananmse KOCTHOTO MO3Ta YCTAHOBJIEHO, 4TO Y
6ompabIXx MM III cTanyu obliee KOMMYECTBO MIEIOKApHO-
LJUTOB, a TaKXe abCOMIOTHOE U OTHOCUTENbHOE COfepia-
HUe TPaHy/IOUUTOB MeHbIIe, 4eM y manueHToB II crapum.
ITpu 5TOM OTMEY€HO CHUYKEHME KONIMYECTBA CO3PEBAIOIINX
¢dbopM (MMETOLUTOB, METAMUETOLUTOB M IaTOYKOANePHBIX
HelTpo¢duos). CyMMapHOe KOIMYeCTBO OITYXO/NEeBbIX KIle-
TOK JI/If1 yCTaHOBJIEHNA AyarHo3a MM, Kak IpaBmIo, TO/DK-
HO npeBbImIaTh 10%.

IToxasaTemyt MmenoOrpaMMbl OBUIN IIPOAHAVM3MPOBAHBI
Hamu y 85 60mbHBIX MM. OT4eT/nBasi MUETOMHOK/IETOY-
HasA MeTallIa3ys IpY CTePHAIBbHON IIyHKIMM OOHapy>kKeHa
y 91% 601mbHBIX. Y 9 % Hal[ieHTOB KOIMYEeCTBO OITyXO/IeBbIX
KJIeTOK Kose6anoch ot 2,2 o 8,5%, ofHako, Mopgoornye-
CKJe 0COOEHHOCTM 9TUX KJICTOK He MO3BOJIA/IM MCKITIOYNTD
UX OITyXOJIeBYIO IIPMHAMIEXHOCTh. Kpome Toro, B mpo-
IBUHYTBIX CTafVAX 60TIe3HY B CBA3M C IIPOBEJEeHNEM MHO-
JKeCTBAa KYPCOB XVMIMMOTEPANUM U PAa3BUTHEM BTOPUIHOI
XUMMOPE3UCTEHTHOCTU 4acTO HAaOMIoBaeTCA HapacTaomasn
MIuernopenpeccus, a y 6onbubix 111 cragum, npu npucoenn-
Henuy XIITH, Ha ¢oHe KypCcOB LIMTOCTATMYECKON Teparmu
PpasBUBAETCA Cy>KeHNe KPACHOTO POCTKA KOCTHOTO MO3Ta.

PesynbraThl IpOBENEHHOTO MCCTIETOBAHIA IIOKA3/IN, YTO
Haubosee BbIpaKeHHbIE M3MEHEHNA KOCTHOTO MO3Ta BbIAB-
JIeHBbI B TpyIie OONbHBIX ¢ cekpenyeit Oenka bewc-J]xonca
U XpPOHMYECKOJ IOYEYHON HENOCTaTOYHOCTHIO. B KOocTHOM
MO3Te 3TO¥ TPYIIIBI NAIMEHTOB OTMEYAaeTCs 3HAYMTENbHO
6orblee KOMMYECTBO I/IA3MATUYECKMX K/IETOK, abCOMIOTHOE
U OTHOCUTETIbHOE YMEHbILIEHNE COflepKaHNA IPAHYIOLUTOB,
IJIABHBIM 00pa3oM, 3a CYeT CO3PEBAIOLINX KJIETOK, a TakxkKe
HOPMOIMTOB. BbisiBIIeHO, 4TO 60/IbHBIE, HaxofsImecs B 1B
craguu MM, mmeror Haubosee IUIOXON MPOrHO3. MOXHO
IO/IaraTh, 4TO YMeEHbIIEHME COJEPXKAHNUA TIPAHY/IOLMUTOB
B KOCTHOM Mosre y 6onbHbIx MM III cTapyeit mpuBoant K
CHIDKEHUIO TPaHYJIOLMTAPHOTO KOCTHOMO3IOBOTO pe3epBa
¥ 60J1ee YaCTOMY PasBUTHIO JICIIKOTIEHN 1 arPaHyIOLMTO3a
[I0C/Ie MHTEHCUBHOM XUMMOTepaImu. [ 5, 14 ]

Yacrole 6akTepuanpHble nHGekunyu npy MM sIBISIOTCSI
IPOsIBIEHMEM UMMYHOIEPUINTA, B OCHOBE KOTOPOTO IIPEX-
Tie BCETO JISKUT CMHPOM HelOCTaTOYHOCTY IMPOYKIMY aH-
TUTEJI, YTO KOPPEIUpyeT C HUSKUM COfiep>KaHUeM B KPOBU
HOPMA/IbHBIX MMMYHOITI0O0ymiHOB. Hambonee wacto Hab-
TORATCA MHGEKINM MOYEeBBIETUTENbHON crcTeMbl (17%
HaIMIeHTOB), CBSI3aHHbIE C MHOTO(AKTOPHBIM HOpaXeHUEM
HOYeK Ipy 9TOM 3ab0/IeBaHMM, a TaKXKe ITHEBMOKOKKOBas
nHeBMOHUS (9,4%), repriernyeckas nHoexiys (4,7%) u apy-
rue nHEKIUN, BbI3BaHHbIE IIPEUMYIECTBEHHO MHKAIICY/IN-
poBaHHBIMK opMaMu GaxTepuit. VIHEKIMOHHbIE OCTIOX-
HEHUsA 3aHMMAIOT OffHO U3 BEMYLIMX MECT Cpeliy HeTmoCpes-
CTBEHHBIX IPUYMH cMepTy 60/IbHBIX MM. [ 7 ]

HOna MM XapakTepHO pasBUTHE TUIIEPBUCKO3HOTO
CUHJIPOMa, KOTOPBbIN Habmonancsa HaMu y 21 (24,7%) na-
1ueHTa. leMopparmdeckue IpoOABAEHUA NPU MMETOMHOI
00JIe3HI MOTYT OBbITH CBA3AHBI C IPUOOPETEHHBIM feuy-
TOM (baKTOpOB CBEPTHIBAHMNA, B YaCTHOCTH, Q)aKTopa VIII,
BC/IE[ICTBME AaHTUTENbHOM aKTMBHOCTU MapampoTeMHa U C
HapylIeHneM QYHKIUK TPOMOOLUTOB, KOTOpPbIe 06BOIAKM-
BalOTCA MapanporenHoM. HabmonaoTcsa KpOBOTOYMBOCTD
CIM3UCTBIX 000/I04€eK, CUHAKM U ITypITypa Ha KOXe, TeMop-
paruyeckas peTMHONATHA, paclIMpeHMe BeH CeTYaTKM, Ha-
pylreHue nepudepudeckoro KpoBOToKa, CMHAPoOM PeiiHo,
cepfieyHas HEJOCTATOYHOCTb; HEBPOJOTMYECKasA CUMIITO-
MaTMKa: TOJIOBHAsA 60JIb, TOJIOBOKPY)KeHUe, HUCTATM, CHMU-
JKeHMe CITyXa, aTaKCUM, TapecTe3UN.
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OpHO 13 4YacTBIX KIMHMKO-TAOOPATOPHBIX IIPOsBIIE-
Huit MM-BoBjiedeHre B MATONIOTMYECKUIT NPOLECC HOYEK.
Iopasenue nouex — MuenoMHas Hedpomarus- Hambonee
YacToe U cepbe3Hoe IPOsBIeHNe TapallpOTeVHEMIY, XapaK-
TEpU3YeTCA MPOTEMHYPUEN, aHTMOPETUHOINATHEN, OTEKAMI
U TeMaTypMeit; MOYeyHast HelOCTATOYHOCTh BO3HUKAET IIPK-
6m3nTenbHO y 20% OOMBHBIX, elrie y 20% 60/IbHBIX TOYeYHas
HeOCTATOYHOCTb MOXKET BO3HMKHYTD B IIPOL[ecce JIeYeHIs.
Pesy/nbTaThl HalMX MCCTEIOBAHNIT CBUAETENbCTBYIOT O TOM,
YTO IIPOTEVHYPUS PA3IUYIHOI CTETeHN BBIPAXEHHOCTH OT-
MeuaeTcs y 83,2% OONBHBIX yxKe IIpU IIepBOM OOpalleHuy
K Bpady; B TEPMUHAJIbHON CTafiuu 3aboneBaHysl OHa BbLAB-
JIAeTCS MPAKTUUeCKN Y BceX 60/bHbIX. Ha panHux crapuax
3a00/eBaHys NPOTEMHYpUs OOYCIOB/IEHA IOCTYIUIEHUEM
B MOUYY JIETKMX IieTlell He3aBepIICHHOrO CYHTe3a MOJIEKY/IbI
MMMYHOITIOOy/IMHa (TapanpoTenHa), KOTOpble, Omaropapsi
HM3KOJ MOJIEKY/IAPHON Macce, JIETKO IIPOXONAT 4Yepe3 IJIO-
MepY/IAPHBII (gymmp. 3HauuTeNbHAs YacTb M3 HUX pead-
copoupyeTcsa B KaHA/bIIAX, OKa3bIBasA IPAMOe TOKCHMYECKOe
HeVICTBIe, ¥ OTK/IA[IbIBACTCA B IIOYKe B BUJIe GEIKOBBIX Macc,
pesxe B Bupie amuonsia. OToxeHue 6eKOBBIX MacC B IIOUKe
B KOHEYHOM MTOT€ IPUBOAUT K PA3BUTHIO XPOHWIECKOI! 110-
YeyHOIl HeOCTaTOYHOCTH. [Wmepypukemus, o6yCcIOB/ICHH-
Hasl IIOBBIIIEHHBIM KIE€TOYHBIM PaclajjoM, KOTOPBI 4acTo
ycumBaeTcs Ha pOHe XMMUOTePaIii, IIPUBOJUT K OT/IOKe-
HIMIO KPUCTA/ITIOB MOYEBOI KMCTIOTHI B IVCTA/IBHBIX OT/e/IaX
KaHaJIbl[eB, MOYETOYHIKAX, ypeTpe. BeencTBue nectpykumm
KOCTell Hab/mofaeTcs IUIepKanbIyMeMyA Y TUIIepypUKeMIH,
YTO YCYTY6/IAeT MUETOMHYI0 HedpomaTuio. [ 2, 6 ]

AMWIonyo3 IoYeK B CpefiHeM BBIABILAETCA Y 15% 601b-
HbIX MM. OTOT MHOWUIBTPATUBHBI MPOLECC IPUBOAUT K
HAKOIUIEHNIO B Pa3/MYHbIX OpraHaX M TKAHAX OpraHu3Ma
aMIIONJHBIX (uOpMIL. AMWIONIO3 B HEPBYIO OdYepenb U
IJIABHBIM 06pa3oM IOpakaeT OpraHbl, GoraTble KO/UIAT€HOM:
afIBEHTUIVIO COCY/OB, MBIIIIIBL, IEPMY, CYXOXKWU/INA, CyCTa-
BbI, HepBbL. [IposBiaeTcsa HeppOTHUUECKUM CUHAPOMOM, Kap-
IVIOMMOIIATYIEN, TeIaTOMeranmell, MaKpOITIOCCHeN, Hepo-
naTueit. IIpioKkusHeHHas [MarHOCTHKA aMUION/03a TPYAHA.
J7is1 ero mopTBepXK/eHMsT HEOOXOMMMO JCCIefoBaHmue 0110-
IITAaTOB KOXKII, CIM3MCTBIX 000/I0YeK, TUMMPATHIeCKIUX Y37I0B,
MBIIII] ¥ PYTYX TKaHeil. JMarHos MoXeT OBITh YCTaHOBJIEH
Ha OCHOBAHVY BBIAB/ICHVI IBOVHOTO JIYYeIPETOMIEHNS IIPY
MICCTIEIOBAHNUM B NIOJLIPY30BAHHOM CBeTe acIypaTa IOIKOX-
HOTO XJIpa, OKPAIIeHHOTO KOHT'0 KPacHbIM. [2, 6, 19]

ITepudepuyeckas HelpomaTusa HabIIOfAIACh MOYTU Y
HOJIOBMHBI HAIIMX GO/NBHBIX, HO TOMBKO ¥ 11% M3 HUX OHa
uMeeT IPyOyI0 KIMHUYECKYI0 CHMIITOMATHKY, BBIPa)kalo-
I[YI0CS B HapyLIGHUAX TaKTUIBHON M GO/IEBOIl 4yBCTBHU-
TEIbHOCTM, TNAPEeCTe3UAX, MBIIIEYHO CMaboCTH, OHeMe-
HUM KOHewyHocTell, 6omu. [TaTonornyeckue paccTpoiicTBa
nesitenpHocTM ITHC cBsA3aHbl B OONBIIMHCTBE CIy4YaeB C
OIIYXOJIEBBIM ITOpaXKeHMeM KOCTell CBOfia Yepella U I03BO-
HOYHMKA, B pe3y/IbTaTe 4ero MOIyT Pa3BUTHCA IapaIlyIeT L,
CUH[IPOM CHaBJ/IeHNsI KOPELIKOB CIMHHOMO3TOBBIX HEPBOB,
TeMUIDIETMH WM reMumapes. B pape cryuaes HabmopgaoTcs
IovsHIeanpHO-TMnodu3apHble U ICUXUYECKIEe PacCTPOIi-
CTBa, TUIIEPKa/bleMdecKas sHiedanonatus [8].

3HaYNTETbHBIN TOMMMOPGU3M KIMHIIECKUX IIPOsBIIe-
HUit MM, 0cO6€HHO B Haua/IbHBIX CTAANAX, HEPEAKO IIPUBO-
IUT K JUAarHOCTUYECKM olnbkaM. V3 85 HaOmomaBIINXCA
HaM1 60/IbHBIX 38 IINTeNIbHO 06CIeT0BaMNCD U JIEINIUCD ¥
PpasHBIX crrennamicToB. CIeKTp AMarHOCTUYeCKUX OIIOO0K
OB [OCTATOYHO Y3KUM. ITOCKO/IBKY 6ONMBIIMHCTBO Maly-
eHTOB ¢ MM- ni11a O>XM/IOro BO3pacTa, To Hanbojee 4acTo
Y HUX AMarHOCTUPOBAINCD TTOACHUYHO-KPECTLOBLII pajy-
KY/IUT, OCT€OXOHAPO3, PEBMATOMIHBIN apTPUT, OMYXO/b
HEYTOYHEHHOI JIOKa/IM3alM U, PeXKe, XPOHUIECKNUIT IJI0-
MepynoHedput. Mexxay TeM, IpOBefeHMe MUHIMAIBHOTO
YMCITa MCCIeOBAHMII Y)Ke Ha JOTOCIUTATIbHOM 3Talle Io-
3BOMM/IO GBI Bpady, eCy 1 He TIOCTaBUTb OKOHYATEIbHBII
IVArHo3, TO XOTs1 OBl 3arofo3puTh MM.

Takum 06pasoM, KNMHMIECKas: KapTuHa 60mbHBIX MM
B [TpuMOpCKOM Kpae MMeeT CXOfiHbIe IIPOsB/IEHNA C aHAJIO-
TMYHBIMY NAL[IeHTaMI B IPYTUX PerMOHax CTPaHbI M COOT-
BeTCTBYeT KIaCCUYeCKOMY ONMMCAHMIO KIVHIYeCKOil KapTH-
HBI TAaHHOTO 3a00/IeBaHMA.
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NPOABJIEHUA TEMATOME3EHXUMAJIbHON AUCNAA3UU Y BETEN C XUPYPITUYECKOW NATONIOTEN

JI.B.Qupcosa
(MpkyTckas rocygapcTBeHHas o6macTHas feTcKas KIMHMYecKas 60MbHMIa, I Bpad — B.M. CenmBepcTos,
VIpKyTCcKmil rOCyAapCTBEHHbIN MHCTUTYT YCOBEPIIEHCTBOBAHMA Bpayeil, peKTop — [.M.H., 1po¢. B.B. Illmpax,
kadenpa meTckoit XMpyprumu, 3aB. — A.M.H., 1pod. B.H.Cranbmaxosiuy)

Pesiome. B craTbe mpeficTaB/IeHbl pe3yIbTaThl 00CTITOBAHUSA [ieTell C FeMaTOMe3eHXMMA/IbHOM YUCIIas1ell, MMEIOIINX code-
TAHHYIO XMPYPIrUIecKyIo IIATOMOTMIO. B Xo/ie ocylecTBIeHNsI KOMIUIEKCHOTO 00CIeR0BaHs 6OIBHBIX C XMPYPIMIECKOI IIATOIOT -
ejl yCTaHOBJIEHA BBICOKAsI YaCTOTA M HO30/IOTMYECKasl CTPYKTYPa COeAMHUTENbHOTKAHHOM AVCIUIA3NM, KaK (POHOBOJI IIATOMIOTHN, C
npeobafanueM ee HenuddepeHINPOBAHHBIX BapMaHTOB. IIpociiekeH XapaKTep B3auMOCBA3M MeX/Y KIMHUIECKIMI IIPOsIBIIe-
HUSIMU COEMHUTETbHOTKAHHOI FUCIUTAsuy 1 (OpMaMyt HAPYIIEHNIT B CUCTEME TeMOCTasa.

KmoueBbie cnoBa: reMaToMe3eHXVIMA/IbHAA AUCIVIA3Y, COENMHNTETbHOTKAHHASA IVICIIIA3MA, Je TV, XMPYpriudeckas MaTo/lorys.

MANIFESTATIONS OF HEMATO-MESENCHIMAL DYSPLASIA IN CHILDREN WITH SURGICAL DISORDERS

L.V. Firsova
(Irkutsk Regional Children Hospital. Irkutsk State Medical University of Postgraduate Education)

Summary. The results of investigation of children with hemato-mesenchimal dysplasia and combine surgical disorders are
presented in the article. It is shown the high prevalence and pathologic forms of hemato-mesenchimal dysplasia in children
with surgical pathology. The undifferentiated forms are predominated. The correlation between clinical appearance of hemato-
mesenchimal dysplasia and disorders of hemostasis is revealed.

Key words: hemato-mesenchimal dysplasia, connective tissue dysplasia, children, surgical pathology.

ITox TepMMHOM Me3€HXMMAIbHAS AUCIUIASYS WIM AUCIUIA-  POBAHHBIE COEAMHNUTENbHOTKAHHBIE JUCIIA3n [9].
3uaA coeguHuTenbHoTKaHHaA ([JCT) crmegyer moHMMATh aHO- Iuddepennyuposannse JCT (AJCT) xapakTepusynTcsa
Ma/IMI0 TKQHEBOIl CTPYKTYPBI, IPOSAB/IONIYIOCS B YMeHble-  OINpPee/IeHHbIM TUIIOM HAC/IeOBAHMs, OTYET/IBO OYepUeH-
HUV COA€P)KaHMsI OT/Ie/IbHBIX BIJIOB KO/UIATeHa VUIM HApyILle-  HOI KIMHUYECKON KapTUHOM, a B psifie CIy4aeB — YCTAHOB-
HIEM UX COOTHOLIEHMSI, YTO IPUBOAUT K CHIDKEHUIO IPOYHO-  JIEHHBIMU U JOCTATOYHO XOPOIIO M3yYeHHBIMI TeHHBIMU VTN

CTV COEVMHUTENbHOM TKaHM U cucTeM [5]. CrencTBueM aToro  6Guoxummueckumu fgedexramn. Hanbormee qacToie mpefcTaBu-
SIB/ISIETCSL PACCTPOIICTBO IeMOCTa3a Ha TKAaHEBOM, OPTaHHOM  TeJIM 3TON IPYIIbl — cuHApoM Mapdana, 10 THIIOB cCrHApO-

1 OPTAaHU3MEHHOM YPOBHSX, YTO CONIPOBOXK/IAETCA PAa3IMYHbl-  Ma Jyepca-JlaHnoca, HeCOBepIIEHHbI OCTEOTeHes, CUH/IPOM
M1 MOP(O]YHKIMOHAIBHBIMI HAPYLICHNAMM BUCLIEPAIbHBIX ~ TMIEPMOOMIBHOCTY CYCTaBOB M CHH/POM Bsioit Koxku (Cutis
U IOKOMOTOPHBIX CUCTEM C IPOTPaIuEHTHBIM T€YEHUEM. laxa). Oty 3a60/1€BaHNA OTHOCATCS K IPYIIIIE HACTEACTBEHHbIX

HacnencrBeHHble 3a00/eBaHMsI COENUHNUTENBHON TKaHM  3ab60JIeBaHMII KO/UIareHa — Ko/tareHomaTysiM. OHM pefKie u
HOJpasfieNAIoT Ha fuddepeHunpoBaHHbIe U HefiuddepeHIn-  AMAaTHOCTUPYIOTCA TeHeTUKaMU JOBOILHO ObICTPO [4].
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