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2KI'bY3 KpacHOSIPCKAs MEXPANOHHAST AETCKAS KANHMYeCKas 6oAbHMLLA N1, Poccus, . KpacHospeK

Llenb: M3yuutb NpuumHb pA3BUTMS NETANbHBIX MCXOAOB Y MALMEHTOB C FEHEPANM30BAHHBIMU GOPMAMM MEHUHTOKOKKOBOM MHPEKLMM
(T®OMU). Matepuansl u MeToabl: NPEACTABNEH PETPOCNEKTUBHBIA QHANW3 UCTOPUI BONE3HM U Pe3ynsTaToB NATONOrOaHATOMMYE-
ckoro uccnegosanuna 10 peteit ¢ TOMU, ymepwinx B peaHUMALMOHHOM oTaeneHun nHdekumorHoro crauporapa KIbY3 «KMOKB
Ne1» r. Kpachosipcka 3a nepuon 2012-2022. Pesynbtatsl. BaxHerwnm $aktopom pucka passutus HebnaronpusTHOro MCxoad
F®MMU sBnsetcs Bospact, 20% yMepLumMx coCTABAAIM AETH NEPBLIX TPEX NeT Xu3Hu. Beayweit knuHmndeckoi dopmoit MM aeasnack me-
HuHrokokuemus (80 £ 12,6%) c passutrem centuueckoro woka (80 £ 12,6%), OBC-cunapoma (60 £ 15,5%), octpoit HagnoueuHmko-
Boi HepoctatouHoctn (90 £ 9,5%). HecmoTps Ha ceoespemeHHoe obpalueHme poauTeneit 30 MEAMLMHCKOM nomolusio, Tonbko 30 £
14,5% (4/10) BonbHbIX rocNUTANM3MPOBAHLI B CTALMOHAP NOcne nepsoro obpaluermns, Gonblas YacTb AeTei rOCNUTANM3MPOBAHA B
ctaumoHap nocne 3—4 Bbi30BoB € OWME0YHBIM anarHosom (50 = 15,8%), HeaooLEHKOM TAXECTH COCTOSHMS U CTENEHU CENTMYECKOro
woka, 6e3 OKA3AaHWS HEOTIOXHOM MEAMLMHCKOM MOMOLM Ha gorocnutansHom atane (60 = 15,5%), uto cnocobeTeosano passutio
TPArM4ECKOro MCXOAA.
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Obijective: to study the causes of fatal outcomes in patients with generalized forms of meningococcal infection (GFMI). Materials and methods: a retrospective
analysis of case histories and pathological examination results of 10 children with GFMI who died in the intensive care unit of the infectious diseases hospital of the
Krasnoyarsk City Children's Clinical Hospital No. 1 in Krasnoyarsk for the period 2012-2022 is presented. Results. The most important risk factor for the develop-
ment of an unfavorable outcome of GFMI is age; 90% of the deaths were children in the first three years of life. The leading clinical form of MI was meningococ-
cemia (80 £ 12.6%) with the development of septic shock (80 £ 12.6%), disseminated intravascular coagulation (60 £ 15.5%), acute adrenal insufficiency (90 +
9.5%). Despite the timely request of parents for medical help, only 30 £ 14.5% (4/10) of patients were hospitalized in the hospital after the first visit, most of the
children were hospitalized in the hospital after 3—4 calls with an erroneous diagnosis (50 £ 15.8%), underestimation of the severity of the condition and the de-
gree of septic shock, without providing emergency medical care at the prehospital stage (60 * 15.5%), which contributed to the development of a tragic outcome.
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Metnurrokokkosas mHpekums (M) npoponxaer  9BAAIOTCS NPUYMHAOMM NO3AHEN FOCAMTANU3ALMM, PA3BUTHS

OCTABATLCS CMEPTENBHO ONACHBIM U MPAKTUYECKM HEKOHTPO-
NMPyeMbiM 3060MEBAHUEM, OTIMYAIOLMMCS BHE3AMHOCTBIO
PA3BUTHS, TAXECTBIO, HEMPEACKA3YEMOCTbIO TEYEHMs, C Bbi-
COKMM PUCKOM pa3BUTMEM HebnaronpusaTHbix Mcxopos [1].
KnuHmueckmit nonmopduam reHepanmaosarHbix Gopm me-
HWHrokokkoBoM uHdekumn (TPMU) npu otcytcTemm nator-
HOMOHMYHBIX MPU3HAKOB B NEPBLIE YaCh GONE3HN HEPEAKO

OCIOXHEHMM, HE COBMECTUMbIX C XM3HbIO, He3dPeKTUBHOC-
T PEAHUMALMOHHBIX MeponpusTui [1, 2].

Hecmotps Ha cnopaauyeckuit xapaktep 3abonesa-
emoct MU B Poccuitckoit Pepepaumn 8 nepmop c 2017—
2019 r. otmMedeH poct 3abonesaemoctn Ha 33%, ¢ npeob-
naparem T®OMMU, ceupetenscTBylowmii 0 Havane nepu-
opnueckoro nogbema. OrpaHuunTenbHblE MepONPUATHS,
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Pucyrok 1. 3a6onesaemocts [OMU B Poccuickoin Penepaumm
3a neprop 2012—2023 r. (Ha 100 Thic. HaceneHus)

Figure 1. Incidence of HFMI in the Russian Federation for the peri-
od 2012—2023 (per 100 thousand population)
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PucyHok 2. 3a6onesaemocts MM y peteit u Bapocnsix B KpacHo-
apckom kpae 3a neprog 2012 — 2023 rr. (Ha 100 Teic. HaceneHus)
Figure 2. Incidence of Ml in children and adults in the Krasnoyarsk
Territory for the period 2012 — 2023. (per 100 thousand population)

HanpaeneHHble Ha 6opbby ¢ HOBOM KOPOHABUPYCHOM MH-
dekuneit 8 2020 rogy, cnocobcTBOBANM CHIKEHMIO 3060-
nesaemoctt MM 8 2 pasa (387 cnyyaes TOMU), a 8
2021 rogy sabonesaemocTts cHuamnacs ewe Ha 19% (no-
kasatens 3abonesaemoctn 0,22 na 100 Thicsy Hacene-
Hus). Ho yxe B 2022 rogy BHOBb OTMEYEeH 2-X KPATHBbIM
poct 3abonesaemoctt MM (0,44 Ha 100 Tbicsy Hacene-
Hus), a B 2023 rogy OTMEYEHO CHMXEHME NokasaTens 3a-
6onesaemoct go 0,41 Ha 100 Teicay Hacenenms [3, 4]
(puc. 1).

Habnionaetcs [OCTOBEPHO 3HAYMMASH TEHAEHLMS K CHU-
xeHwuio nokasatens sabonesaemoctrt [PMU cpepn peteit
po 14 net, nokasarens 3a60neBaEMOCTH Cpean AETCKOro
Hacenenms 8 2023 rogy coctasun 0,93 Ha 100 Tbic. Hace-
NIEHUS, 4TO HMXE CPESHEMHOrONETHErO mokasarens 3abo-
nesaemoctu getei 6onee, yem B 2,4 pasa. [Mpu s1om ne-
tanbHocte oTf M B 2023 rogy octaetcs Ha BLICOKOM YpOB-
He u coctaenset 19% [3, 4].

KpacHosipckmit kpait siBnisieTcst perMoHOM C BbICOKOM 3a-
6onesaemoctbio MU, koTopas B NpeabinylLeM SecsTuieTmm
8 1,5—2 pasa npesbiwana cpegHuit nokasarens sabonesa-
emoctu no Poceuitckoit Pepepaumnn. OpHako ¢ 2020 ropa B
peroHe OTMEYEHA TEHAEHUMS K CHUXeHWo 3abonesa-
emoctv 1 B 2023 rogy nokasartens 3abonesaemoct M B
KpacHosipckom kpae coctasun 0,37 cnyyaes Ha 100 Thic.
HaceneHud, uyto Ha 9,7% Huxe nokasatens sabonesa-
emoctn 2022 roga (0,41 cnyuaes Ha 100 Thic. HaceneHus)

u nokasarens 3abonesaemoctn no Poccuitckon Pegepa-
wm (0,42 cnyuaes Ha 100 Tteicay Hacenenus) [5, 6]. Ax-
TMBHOCTb 3nnaemuyeckoro npouecca MM B KpacHospckom
Kpae TPAAMLMOHHO MPEACTABNEHA MPENMYLLECTBEHHO AET-
CKMM HOCefNeHWeM, NPpK STOM 3a601eBAEMOCTb ieTel O ro-
A0 3HAYMMO MPeBbILLIAeT 3a60M1eBAEMOCTb B APY1X BO3PA-
ctHeix rpynnax. B 2023 rogy nokasarens sabonesaemocty
F®MM B atoi koropte coctaemn 7,34 Ha 100 Teic. Hace-
NIEHWs LAHHOTO BO3PACTA, CHUXEHWE MO CPABHEHMIO C NPO-
wnbim rogom coctasuno 49% [6] (puc. 2).

Kak 1 B uenom no Poceum, Hecmotps Ha cHikenre 3abo-
nesaemoctu, netansHocts npu TPMU B KpacHospckom
Kpae octaeTtcs Ha Bbicokom yposHe. B 2023 rogy B kpae 3a-
perncTpupoBaHo 3 netanbHbiX MCXOAA Yy Aeter o 14 ner,
netansHocTs coctaBun 30%, o nmokasaTtenb CMEPTHOCTM B
2023 roay Beipoc noytv B 3 pasa no cpasHenuio ¢ 2022 r.
(0,5 Ha 100 Tbic. Hacenenus) [6] (puc. 3).

B nocneaHue ropbl 3HQUUTENBHO ONTMMM3MPOBAHA Ma-
TOreHeTMYeckas u 3TMoTponHas Tepanms GonbHbix TPMUA.
OpHAKO, B CBA3M C MPUCYLUMM 3TOM MATONOMMM MOJTHUEHOC-
HbIM TEYEHWMEM, NeYeHe MOXET BbiTb yCMeLwWwHbIM TOMbKO B
TEX Cy4asiX, KOTAQ OHO HAYMHOETCS C CAMbIX MEPBbIX 4a-
coB 3060M1EBAHMA 1 MPOBOAMTCS AAEKBATHO, FPAMOTHO, KAK
HO AOrOCMMUTASILHOM 3TAME, TAK U B YCIIOBUSIX CTALMOHAPA.
Tonbko CBOEBPEMEHHO HAYATAS M LEfIeHANpPABeHHAs Te-
panus sBNSIETCS 3AN0rOM BIAronpUsITHOTO TEYEHHs U UCXO-
na 3abonesanus. B 1o xe Bpems HekoTopsiit cnag sabone-
Baemoctv MU B nocnepHue rogpl MPUBEN K CHUXEHUIO HA-
CTOPOXEHHOCTU MEAMLMHCKMX PABOTHMKOB B OTHOLLEHMM
POHHEN AMATHOCTUKM 306ONEBAHMS, YTO 3HAYUTENBHO MO-
BbILUAET PUCK CMEPTH MM PA3BUTUS HEODBPATUMBIX MOBPEX-
nenun [7, 8, 9].

B cBsi3M € 3TUM, LLeNbIO HOCTOALLETO UCCNEROBAHMS ABU-
NIOCb M3Y4EHUE NPUYUH PA3BUTUS NIETASBHBIX MCXO[OB Y Ae-
Tei BonbHbix [TPMM, rocnutannaMpoBaHHbIX B OTAENEHME
peanumaumu u nutencusrom Tepannn (OPUT) uHdekumon-
voro craumonapa KIBY3 «KpacHosipckas mexpaitoHHas
petckas knuHmueckas GombHuua N2T» (KMIOKBE N21) 3a
nepuop 2012—2022 r.

MOTepVIGHbI n MetTopgbl uccnepgoBaHus

Mposener petpocnektmsHbiid aHanua 10 megmupmH-
CKUX KapT cTaumoHapHoro GonbHoro (dopma N2 003 /y-80)
naumeHtoB ¢ TOMU, HaxoaMBLIMXCS HO NEYEHUU U ymep-
umx B OPUT wunekumonrnoro craunoHapa KIBY3
«KMJIKB N21» 3a nepuog 2012—2022 r. M3yueHsr aax-
Hole 10 NMPOTOKONOB MATONOrOCHATOMMYECKOTO MCCNEAO-
BOHMS M 5 aKTOB CyAeBHO-TMCTONOrMYEeCcKOro Mccnefosa-
HWMSt MOTEPMATIOB YMEPLUMX MALMEHTOB
Huarios MU ¢ yyetom knaccrbukaumm, npesioxeHHoM
B.N. Mokposckum c coaer. (1965), ycranasnmsancs Ha oc-
HOBQHMM COBOKYMHOCTM QHOMHECTMHECKMX, KIMHMKO-3MMae-
muonormyecknx M nabopatopbix AanHbix [10, 11]. Bce
6onbHble ¢ TPMMW noctynanu B MHbEKLMOHHBIA CTALMOHAP
B TSKENOM M KPOMHE TSKENOM COCTOSIHMM C PA3BUTMEM IKC-
TPAKpaHMAnbHbIX (cenTuyeckui wok, JBC-cuHapom, cuHa-
POM NOMMOPTAHHOM HEAOCTATOYHOCTM) M MHTPAKPAHWANb-
HbIX (OTEK rONOBHOrO MO3rd, AMCNOKALMOHHBIA CUHAPOM,
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MHCYNbT, BEHTPUKYAMT, CybaypanbHbii BbINOT) OCHOXHE-
HUM, TPEBYIOLWMX NPOBEAEHMs UHTEHCUBHOM TEPANuUM B YC-
nosusx OPUT ¢ npuMeHeHHEM MCKYCCTBEHHOM BEHTUASLMM
nerkux (MB).

STtMonornyeckas paclimdpoBKA MEHMHIOKOKKOBOW MH-
dbeKUMM NPOBOAMIACE KOMMIEKCHO C MOMOLLbIO BbIGENEHMS
kynbTypbl N. meningitidis 8 kposu u/unu nukeope, onpege-
nexwne ceporpynnsi N. meningitidis npoeoaunock nytem mc-
nonb3osakus monekynspHbix (MLP) u ceponornyeckmnx me-
TOJOB C MCMOJNb3OBAHWMEM THUMOCMELMbUIYECKMUX CbIBOPOTOK.
B kauectBe skcnpecc-meTofa Mcnonb3oBaNACh PeaKLMs
natekc-arrmotunaumu (PJTA) nuksopa m kposu [10, 11].

Cratnctiueckas o6paboTka NomyYeHHbIX AAHHBIX NPo-
BOAMNACH C MOMOLLBIO CTATMCTUYECKMX NpOrpamm «Statisti-
ca 12», c Mcronb3oBaHKME HEMAPAMETPUYECKNX KPUTEPHUEB
(U-kputepuit ManHa-Yuthu). CratucTiyecku 3HAUMMBIMM
CYMTANUCH PA3NMUMS NPK ypoBHe 3HaummocTn p <0,05.

PeByanOTbl n nx 06cy)|(p,e|-me

3a nepuop 2012—2022 r. B MHPEKUMOHHBIN
craumoHap KIBY3 KMIKBE N21 ropoga KpacHosipcka 6bi-
no rocnutanmanpoeaHo 117 petent ¢ TOMMN. Tosops o
BO3PACTHOM CTPYKType 3a60MeBlMX, CledyeT OTMETUTb
npeobnaganne peteit pawHero sospacta 70,9 + 4,2%
(83/117), cpeay koTopbiX BETM NEpBOro roaa Xu3Hu co-
crasunun 36,8 +4,5% (43/117).

Ha npotsixeHnn MHOMUX neT BEAYLLMM CEPOTUMOM LMpP-
KYNMPYIOWMX WITAMMOB MEHMHIOKOKKA cpeaun naboparop-
HO nogTBepxaeHHbix cnydaes MU B KpacHospckom kpae
saBAsnca meHuHrokokk rpynnsl B. OpHako, 8 2017 r. u
2018 r. nManpytollme NO3MLMM HAYAN 3AHMMATL PEKMI
ceporun W135 — 81,8+ 11,6% (9/11)n 45,6 £15,0%
(5/11) cootsetctaenHo, B nocneaytowme 3 roga (2019—
2021). cepotunsl W135 u B 3anumanu oanHakosbii
yaenbHbli Bec, Ho B 2022 r. BHOBb HaYaN npeobnanats me-
HuHrokokk rpynnsl W135 (55,6 £ 16,6%)

Knuuuueckas kaptuia TOMU 3a npowepwme 10 ner
NPAKTUYECKM HE M3MEHMNIA CBOMX KIMHMYECKMX MpPOsBre-
it [12].Y 89,7 £2,8% (105/117) 6onbHbIX MMen MecTo
OCTPbIM «KIACCUYECKMI» BAPUAHT PaA3BUTHS BonesHu, xa-
PAKTEPUIYIOLMIACS OCTPEMLLMM BYPHBIM HAYQNOM, CTOMKOM
bebpunbHoit nuxopagkoit 90,6 * 2,7% (106/117), sHa-
YUTENbHOW MHTOKCMKALMEHN, MOBTOPHOM pBoTOM 47,9 +
+4,6% (56/117), sbipaxenHbim 6ecnokorcteom 82,9 *
£3,5% (97/117), ronosHoit 6onbio 21,4 = 3,8% (25/
117). Mo-npexHeMy BAXHBIM AMArHOCTUMECKUM MPU3HA-
kom TPOMU aensetca nosisnexue ceinm, Kotopas y GonbLuen
yactu naumnentos 81,7 £ 4,0% (76,/93) Hocuna remoppa-
TUYECKM-HEKPOTUYECKMI XAPAKTEP, MOSBNSNACL B MepBble
12 yacos ot Havyana 6onesnwn 61,3 £5,1% (57/93), pac-
MONArasch HA BCEX YHYACTKAX TENA, HO C BOMbLIMM NOCTOSH-
CTBOM JIOKQNIM30BANACH HA HOTAX M HUXHEH 4OCTU TYNOBK-
wa 89,2 £ 3,2% (83/93). Moutn & nonosure cnyuaes
47,3% £ 5,2% (44/93), remopparuieckas chinb coveTa-
NACb C MSTHUCTBIMK MM NSTHUCTO-NAMYTIE3HBIMM STIEMEHTA-
Mu, Hoy 12,9 £ 3,5% (12/93) 6onbHbiX 0OTMEYANMCH TOMb-
KO MATHUCTO-NANYNE3HbIE BbICHINAHMS, YTO B 3HAYMTENBHOM
CTEMEeHN 3ATPYAHANO AUATHOCTHKY.

AETCKUE MHOEKLINN. 2024; 23(3) ©

%40 7
351

30 1
25 1
20 1
15 1
10 1
Al
0

1973— 1980 1981- 1990 1991 2000 2003 20]] 2012- 2022 2023

Pucyrok 3. JletanbHocTb Mpu MEHMHIOKOKKOBOM MHEKuMn B
KpacHosipckom kpae 3a nepuog c 1973—2023 .

Figure 3. Mortality due to meningococcal infection in the Krasno-
yarsk Territory for the period from 1973—2023

Benywei knunHuueckoi popmort MU, pernctpupyemont
BO BCEX BO3PACTHbIX FPYNNAX, OCTAETCS KOMBUHMPOBAH-
Hbli{ BOPUMOHT — COYETAHWME MEHMHIOKOKLEMMM C THOMHBIM
meHuHrutom 58,1 £ 4,6% (68/117), pexe pernctpmposa-
FIMCb «YMCTAS» MEHMHroKoKuemms 24,8 + 4,0% (29/117)
M rHOMHBINM MermHruT 17,1+ 3,5% (20/117).

M3eecTHO, 4To Hanbonee yacTeim ocnoxHeHnem FOMMN
asnsetcs paseutve centnueckoro woka (CLU), kotopsii
HAPAAY C CMHAPOMOM AMCCEMMHUPOBAHHOTO BHYTPUCOCY-
ancroro ceepTbiBanus (OBC-cunapom) u Hanbonee rpos-
HbIM €ro NPOSBNEHNEM — ABYCTOPOHHUM FrEMOPPArMYECcKUM
HEKPO3OM HaanoyeuHnkos (cunapom Yotepxayca-Ppuae-
PUKCEHQ), YaLLE BCEro U SBASETCS HEMOCPEACTBEHHON NpH-
YUHOW CMepTH NauMeHTOB. [pu MEHUHIOKOKKOBOM MEHMH-
rUTe pPeLlaiowas Posib B PA3BUTUM NETANBHOTO MCXOAA NpH-
HOANEXMT oTeKy HabyxaHuio ronosHoro mosra (OHIM) [2,
7,12,13].

MpakTMyeckn y KaxXaoro BTOPoro HabMOAAEMOro HaOMM
peberka 48,7 £ 4,6% (57/117) c T®OMM, umeno mecto
paseutre CLL. Mpu sTom cnepyer oTMeTHTb, YTO B MEPUOA
2012—2022 r. no CpABHEHMIO C MPEABIBYLWMM LECATUINE-
TMEM YMEHBLIMAACH KAK YOCTOTA PA3BMTHS LOKA, TAK U €r0
taxects: B /3,7 £5,8% (42/57) cnyyaes pasemsancs CLU
| ctenenu, 8 12,3 £4,3% (7/57) — CLU Il ctrenenu, u Tons-
koy 14 £ 4,6% (8/57) 6onbHbix auarsoctuposan CLL
Il crenenn. Y 21,4 + % (25/117) 6onbHbix [OMU pasem-
BANCS OTEK rOfIOBHOrO MO3ra.

B pesynbrare nposogumoint tepanmu y 60,7 + 4,5%
(71/117) 6onbHbix TOMU nmeno mecto knuHmko-nabopa-
TopHoe Bbizpoposnenune, 30,8 = 4,3% (36/117) peten «
MOMEHTY BHINMUCKM MMENM OCTATOYHblE ABReHMs, Tpebyio-
Lye NPOLOMXEHMUS TEPANMM MO MECTY XMUTENbCTBA.

Y 8,5+2,6%(10/117) naunentos MM sakoHumMnocs
NeTanbHbIM MCXofoM, NetansHocTe npu TPMU cpeamn pe-
T, rOCAUTANU3UPOBAHHBIX B MHBEKLMOHHBIM CTALMOHAP
KIBY3 «KMIOKB N21» 3a nepuon 2012—2022 r. cocra-
euna 8,5%.

Bonblias 4acTs yMepwmx aeTei SBASAMCH XUTENSMM T.
KpacHosipcka u Tonbko 20 £ 12,6% (2/10) npoxusanu B
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paitoHax kpas. Cpean naupeHTos npeobnananyt Manbymkm
60£15,5% (6/10).

Hanbonbluee uncno HebnaronpusTHeIX UCXOAOB NPUXO-
AMIIOCh HA 3UMMHEe-BECEHHMI nepuop Bpemenmn roga 70 +
+14,5% (7/10), uto BeposaTHO 06YCNOBNEHO CE30HHBIM
nogbemom 3abonesaemoctn rpunnom u apyrumu OPBU 1
YOCTbIM COYETAHWUEM STUX 3A60NEBAHMIA.

OKCnepTM3a NeTanbHbIX MCXOLOB MO3BOMMIA BbISIBUTH
pan HebnaronpusiTHbIX GAKTOPOB, KOTOPbIE AOMKHBI 30CTA-
BUTb BPAYQ OBPATUTL BHUMAHME HA ACHHYKO KATErOPMIO
6onbHbIX. BaxHenwmnm daktopom prcka HebnaronpusTHo-
ro ucxopa [PMMU sensetcs Bospact s3aboneswero pebex-
ka. B Hawem Habmiogenmnn 40 £ 15,5% (4/10) ot umcna
NETANbHBIX MCXOA0B COCTABMIU AETU NEPBOTO oA XM3HH,
20 £ 12,6% (2/10) — petn 8 Bospacte 1—2 net, 30 *
+14,5% (3/10) — naumentsl 3—6 neT 1 TONLKO OAMH pe-
6erok c [OMM ymep 8 Bospacte 15 net. CnegosaTtensHo,
HebnaronpustHele ncxogsl npu [PMI no-npexHemy yaue
HOBMOAAIOTC Y NALMEHTOB MEPBBIX NET XW3HM, 0coboi
rPynnoi pucka siensioTcs AeTv B BospacTe go 2-x net 60 +
+15,5% (6/10) [12].

YCTOHOBNEHO, YTO Y NOrMBLIMX [ETEN OCHOBHOM KIMHUYE-
ckoi popmoit TOMU sensinace MeHuHrokokuemmss — 80 +
+12,6% (8/10), y 20 = 12,6% (2/10) — rHoMHbIN me-
HUHTUT, MPU ITOM CNeSyeT OTMETUTb, YTO HE BCEM MALMEH-
TOM BbINQ NPOBEAEHA NIOMBANbHAS MYHKLUMS B CBA3U C HA-
NMYMEM MPOTMBOMOKA3AHMM M MOJIHUEHOCHBIM TEYEHUEM
3060neBAHMS, KOTAA NETANbHbINA MCXOL, HACTYNAN B NepBble
CyTKM BonesHu.

Stmonorua MU 6eina noateepxaeqay 70 £ 14,5% (7/
10) yMepLmx peter, npu 3ToM MAEHTUPULMPOBAHBI Pa3-
Hble LUITAOMMbI BO3ByauTens: B 2 cnyyasx Gbin BbiaeneH Me-
HMHTOKOKK rpynmbl B, elue y ABOMX NALUMEHTOB — MEHMHro-
kokk rpynnsl C, B OBHOM Cliydae NpUunHON GOoNe3HM SBUNCS
LITAMM MEHWMHIOKOKKA A, 1 elle y ABOMX eTer UAeHTUH-
unposar cepotun W135.

PynbmuHaHTHOE Teverne [TOMU nposenanocs BHesan-
HbIM HQYQNOM, BYPHBIM PA3BUTUEM TUMMYHBIX CMMNTOMOB.
BemyLumMm OCIIOXHEHUAMM M KPUTUHECKMMU COCTOSIHUSIMM,
NPYBEAWMMK K neTansHomy mcxogy, seasmmcs CLU 80 +
+12,6% (8/10), ABC-cunapom 60 = 15,5% (6/10) u
OCTPAs  HOAMOYEYHWKOBAS HEAOCTATOYHOCTb  (CMHAPOM
Yotepxayca-Ppuaepukcera) 90 £ 9,5% (9/10). Kpome
TOro, Taxenoe TeueHne mennHruta y 20 = 12,6% (2/10)
AETEN MPUBENO K PA3BUTUIO MO3rOBOW KOMbI, MOPQONOrU-
4eCKMM Cy6CTPATOM KOTOPOTO SIBASNICS OTEK-HABYXAHMUE ro-
noexoro mosra [13].

XopoLwwo M3BECTHO, YTO 3HAYMTENBHOE BAMSIHUE HA MC-
xon TPMW okasbiBatoT BpayebHble oWMBKM AUATHOCTHYE-
CKOro, TakTHyeckoro u neyebHoro nnaxa. OcTpeniiee Ha-
yano 3a60neBaHMs C PA3BUTUEM CTOMKOrO rUnepTepmuye-
CKOTO CHHAPOMA, BECMOKONMCTBO AETEN, NOSBAEHUE PBOTHI
(Hepenko pPa3XMXKEHHOro CTyna) KAk MPOBMAO SBASIOTCS
NOBOAOM ANt CBOEBPEMEHHOTO PAHHETO OBPALLEHUS POAM-
Tenen 3a MeauumHCKoW momolpio. [TpoeefeHHbIH Hamu
aHanua nokasan, 4to B GonbwmnHcTee cnyyaes 80 £ 12,6%
(8/10) poantenn obpawanmcs 3a MEAULMHCKON MOMOLLbIO
B nepsble 3—& Yacos oT Havana GonesHu, npudem B 4 cny-

4asx poauTenn obpaTMIMCE 30 MEAMLMHCKON MOMOLLBIO B
nepsble 3 4ACA W TONbKO POAUTENM OJHOTO pebeHKa Bbi3-
BASIM CKOPYIO MeaMUMHCKyto nomoub cnycts 20 yacos ¢
MOMEHTA MOSIBNEHWS MEPBbIX CUMNTOMOB 30a60NEBAHMS.
Mpu 3TOM, HECMOTPS HO CBOEBpemeHHoe obpalueHne po-
amteneit, Tonbko 30 = 14,5% (3/10) 6onbHbix 6binu roc-
MATANM3UPOBAHbI MOCIE NMEPBOTO OBPALLEHUS 30 MEAULIMH-
ckoit nomoupio, 50 = 15,8% (5/10) peteit poctasneHsl B
CTALMOHAP MPU MOBTOPHOM BbI30BE CKOPOM MEAMLMHCKOM
NOMOLLY, [BOE MALMEHTOB TOCMMUTANM3UPOBAHBI TOMBKO
nocne 3—4 OCMOTPOB BPAYAMM AOTOCMMTANLHOMO 3TANA
bonee yem yepes 22—24 4aca ¢ MOMEHTA MOSBNEHUS Nep-
BbIX cumnTomos FTPMU.

Ha porocnuransHom stane gmarHos «MeHuHrokokko-
Bas MHDEKLMAS» unu «bakTepuanbHbIM MEHMHIMTE» Bbin Bbi-
ctasnen Tonsko B 50 = 15,8% (5/10) ananuanpyembix
Cry4aeB, BCEM OCTQsbHbIM BOMbHBIM BbICTABASIMCD OLUM-
6o4Hble anarHossl. Tpoe AeTei AOCTABNEHbI B UHAEKLMOH-
HbIM CTALMOHAP C HAMPABMTENbHLIM anarHosom «OPBU, ak-
3aHTEMO», Y ABOMX — AuarHocthposaHa «KuweyHas wH-
bekums».

HeobxoanMo MOMHUTL, YTO YALLE BCETO OLHOBPEMEHHO
C CMMNTOMOMM MEHMHIOKOKLEMMM (pexe BCred 3a ee pas-
BuTHem) nosienstotcs npuaHaku CLL, a B psae cnyyaes wok
MoxXeT npeplecTteoBath BbickinaHusm. O paseutun CLU
CBMAETENBCTBYET OCTPENLIEE HaYano 6onesHu, bypHoe Ha-
pactaHue Bcex cumntomos (pebpunbHas nuxopaaka, bec-
NOKOMCTBO, 03HOB, TPEMOP KOHEYHOCTEN), paHHee nossne-
HME reMOPPArMYeCcKU-HEKPOTUHECKOM ChiMM, KOTOPAS MOA-
CHIMAET HA [NA3aX, NMPW 3TOM HAYMHAKOTCS BbICHINAHMUS C
BEPXHEN yacTu Tena (nuuo, wes). MosBnsaoTcs NpU3HaKK
HOPYLUEHWS TEMOAMHAOMMKM: BnepHoCTb, a 3aTEM LMAHO3
KOHYMKOB MANbLEB, YLIHbIX POKOBWH, ry6, pasBMBaETCS OK-
POLMAHO3, O B MOCNEAYIOLEM — TOTASbHbIA LLUAHO3 M NPH-
XM3HEHHbIE TPYMHbIE MSTHA, NOAAET APTEPUANbHOE AABIE-
HUWe, NyNbC HA NeprbepPUIECKMX APTEPUSX CTOHOBUTCS CId-
6bIM, O 3aTEM MEPECcTaeT ONpenensTbcs, OTMeYaeTcs pes-
Kas TAXMKAPAKS, onuroypus, a satem anypums [11,12,13].

Ananna 10 cnydoes netanbHbiX MCXOROB  6OMbHBIX
MM nokasan, yto y 50 = 15,8% (5/10) naumertos Ha
[OrOCNUTANBHOM 3Tane Bbil HE TONBKO YCTAHOBMIEH OLUM-
6ouHbit auarHos (OPBU, sksantema, kuweunas uHbek-
M), HO MMENa MEeCTO SBHAS HEAOOLEHKA TSXECTU COCTOS-
Hus m ctenenn CLU. B stux cnyyasx nocne seefeHms xapo-
NOHUXAIOLLMX CPEACTB AETU, KAK MPABMIO OCTABANMCH AO-
Md, O MOBTOPHbIN BbI3OB BPAYA OCYLLECTBAANCS CycTs 8—
12 yac ¢ MomeHTa pasBuTHs 3060MEBAHMS, KOTAA YyXe
MMenn MeCTo BCE MPWU3HOKM AEKOMMNEHCUPOBAHHON remo-
avHamukn. Hecmotps Ha Hannume y 60 £ 15,5% (6/10)
BONbHBIX KNACCHYECKOM FeMOPPArnYecKU-HEKPOTUYECKOI
CbiNK, SIBHbIX MPU3HOKOB HAPYLUEHWS FEMOAMHAMMKM (TO-
TANbHBIA LMAHO3 KOXM, MMNOCTA3bI, CHUXKEHWE APTEPUArb-
HOTO AGBNEHMS, BBIPOXEHHAS TAXMKAPAWS) BETU [OCTABAS-
JIUCb B CTOALMOHAP JIMHENHOM BPUrafon CKOpOM MeamLmH-
ckoM nomoLu 6e3 NpoBefeHUs NPOTUBOLLIOKOBOM Tepanmu
HQ AOTOCMMUTAIBHOM 3TArE, YTO B CBOIKO O4epefb CnocobcT-
BOBQJIO MPOTPECCMPOBAHMIO OCIOXHEHMM, PA3BUTUIO MO-
FIMOPTAHHBIX HOPYLUEHWH.
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B nonHom obbeme MeaMUMHCKAs MOMOLLL HO AOrOCMM-
TanbHOM 3Tane (pecnMpaTopHas NOAREPXKA, NPOTUBOLLO-
KOBQS TEPANMs, [IOKOKOPTMKOCTEPOUAD], MHPY3MOHHAS
Tepanus) Bbina OKa3aHa TONbKO opHoMy pebenky 10 *
£9,5% (1/10).Y 70 £ 14,5% (7/10) 6onbHbIX MEAMLMH-
ckas nomolup Bbina okasaHa B HEMONMHOM obbeMe — Hefo-
CTATOYHAS [O30 [TIOKOKOPTUKOCTEPOUOOB, MX BHYTPMMbI-
WEYHOE BBEAEHME, HE OCYLLECTBAANOCH BHYTPUMBEHHOE BBE-
A€HWe PAaCTBOPOB, MHOTPOMHAS M PECMMPATOPHAS MOA-
pepxka. K coxanenuio, asym naumentam 20 = 12,6% (2/
10) c TOMM HecMoTps Ha TaxecTb cocTosHMS (Hanmume re-
Mopparuyeckoit ceinu u npuaHakos CLL Il crenenn B ogHom
Cy4ae M OTEKA FONOBHOTO MO3FA B AAPYTOM) MEAMLMHCKAS
MOMOLLUb HO [OrOCMMTANBHOM 3TaMe He BblNna OKasaHa Bo-
obue.

Y 80 £ 12,6% (8/10) ymepwmx 6onbHbix TOPMU co-
npoeoxaanumcs passutrem CLL [l crenenn. Cmeptsb Takmx
AeTel HacTynana B OTAeneHun yxe yepes 5—8 uacos ¢
MOMEHTa rocnuTanusaumn. B aHanuaupyembix cnyyasix
neTansHbIM Mexog Gbin obycnosneH nasnHoobpasHO Ha-
pactalowumn cumntomamn CLL, mMopgonormyeckum k-
BMBOSIGHTOM KOTOPOro  SIBASETCA  cuHApom  YoTepxa-
yca-PpugepmkceHa, 4to 6bIN0 NOATBEPXAEHO pe3ybTaTa-
MM NATONOrOAHATOMMYECKOrO MccnefosaHus. [Npu nato-
mopdonornyeckom nccneposannn y 80 £ 12,6% (8/10)
YMEPLIMX OTMEYEHbI MACCHBHBIE KPOBOW3USHMS B HOAMO-
yeunukn (cungpom Yortepxaysa-Ppugepukcera), B page
Crly40eB MMeM MeCTO TMMOMETGINS U MHBOMIOLMS TUMYCA,
oblwmnpHoe CcybapaxHoMaanbHoe KpPOBOM3MMsIHWME N06-
HOM-TEMEHHOM-BUCOYHbIX ~ OBNACTEN,  CEPO3HO-THOMHBIN
MMOKAPANT.

Y nBowx peTeit NPUYMHOM NETANBHOTO UCXOAA ABMICS
oTeK-HOBbyXaHWe FONOBHOTO MO3ra C BKIMHEHMEM B 60b-
LLOe 3aThIIOYHOE OTBEPCTHE.

Takrm 06pasom, AHANU3MUPYS CIYHAM NETANBHBIX MCXO-
poe ot [OMMU 3a pecatmneTHui Nepuos MOXHO MPUATH K
BbIBOZY, YTO MO-NPEXHEMY COXPAHSIETCS MMNOAMArHOCTUKA
MEHMHIOKOKKOBOM MHEKLUyMM HA LOTOCMUTANLHOM STare.
B HacTosiwee Bpems, KK v NpeabiayLume AECITUNETHUS, NPa-
BMIbHbIM amarHos [PMU U apekBATHOS OLEHKA THXECTM
COCTOsIHMS nauueHTa nmeet mecto Tonbko B 30—40% cny-
yaes, 4To, 6€3yCNOBHO, MOXHO OBBSICHUTL OCOBEHHOCTSIMM
paseuTHs 3a6oneBaHus, Koraa B nepeble Yacsl MU npore-
KOeT No TUMy pecnMpaTopHON MHpEKUMM, rpunna, npose-
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NASCb Wb CUMMNTOMOMM MHTOKCUMKALUMM M AO MOSBAEHMS
TUMUYHOM FrEMOPPArNYECKM-HEKPOTUHECKOM ChiMM BLICTABUTDL
BEPHbII AMarHo3s Henpocto. [1pM 3TOM Ha [OroCnUTANLHOM
3Tane HeT BO3MOXHOCTM AMHAMMYECKOrO HabniopeHus 3a na-
LMEHTOM, MEPWOL, BPEMEHN KITMHUYECKOM AnarHoctmkn M
KpaiHe orpanuyeH. B 1o xe Bpems 85% cmepreit ot mHea-
amsHo MW npoucxoaut B TeueHne 24 4acoB ¢ MOMEHTA
NOCTOHOBKM AMATHO3A, O 3HAYWUT OTCYTCTBME PAHHETO pac-
MO3HABAHMS 3ABONEBAHUS 3HAYMTENBHO MOBBLILIAET PUCK
CMepPTH UK HeobpaTmoro nospexaenms [9].

Takxe crepyeT OTMETUTb, YTO CO CTOPOHbI BPAYEM AO-
FOCMMTANLHOTO 3TAMA COXPOHSIETCS HEJOOLEHKA TAXEeCTM
COCTOSIHMS MPW MOCTAHOBKE OOMbHBIM APYTMX AMATHO30B
(knweynas nHbekuns, OPBM, sksantema), npu 31om B co-
NPOBOAMTENLHOM JIUCTE BPAYOM WK embaLEPOM CKOPO
MeAMLMHCKOM nomolum onmcbisatotcst cumntomsl CLL, a co-
CTOsIHME OLIEHMBAETCS KAK CPefHETsIXeNoe uinm soobLue oT-
CYTCTBYET OLLEHKA TSXECTU COCTOsHMS. B Takux cnyyasix na-
LMEHTOM HO3HOYAETCS HECOOTBETCTBYIOLLAS TSXECTU MX CO-
CTOSIHWS TEPANMS, OrPAHUYUBAIOLLANACS, KAK NMPABMUIO, BBE-
AEHUEM XAPOMOHUXAIOWMX CPEACTB Nnbo fAetn Booblue
TPAHCMOPTUPYIOTCS B CTALUMOHAP 63 OKA3AHMA KAKOM-NK-
60 MeaMUMHCKOM NMOMOLM. YunThiBas Onpeaenstolee 3Ha-
venne CLL kak ¢pakTopa pucka neTansHoOro Mcxoma, o Tak-
xe Bonee paHHEE MOSBNEHWE CMMMTOMOB CEMCMCA, YEM
cneundUyYecknx CUMMNTOMOB MEHUHIUTA M Cbifk, ANs BPA-
Yeil MepBMYHOrO 3BEHA HAWMBONEe BAXHBIM SIBASETCS pac-
NO3HAOBAHME CMMMTOMOB CEMCMCA M CEMTMHECKOTO LWOKA C
OLEHKOM KM3HEHHO BAXHBIX PYHKUMIM, Y4TO MOXET YMEHb-
WKTb AoMio NponyLueHHbix cnydaes MU [1, 7, 9].

3aknoueHue

Takum obpasom, ynsmuHaHTHbIE dopmbl TP MM
XOPAKTEPUIYIOTCS OCTPEMLLMM HAYANOM 3a6ONEBAHUSA C
BbIPOXKEHHOM JIMXOPOAKOM, MHTOKCHKALMEN, BbICTPLIM Pa3-
sutiem CLL, paHHMM BOBREYEHMEM B NATONOMMYECKMIA NPO-
LleCC NMPAKTUYECKM BCEX OPrAHOB M CUCTEM OPraHM3MA, HTO
OBBACHAET COXPAHSIOLLYIOCS BbICOKYIO neTansHocTb. OpHa-
KO, B pside CiyyaeB paHHss auarHoctmka MU, ceoespe-
MEHHOE M PALMOHANbHOE OKA3AaHME MOMOLLM BONbHOMY C
yueToMm Tsixectn coctosiius u ctenenn CLL kak Ha gorocnu-
TONLHOM 3TAME, TAK M B CTALMOHAPE SBASIOTCS 3QNIOrOM
6naronpusTHOrO UCXOAA STOTO HEMPEACKA3YyeMOro cMep-
TENbHO ONACHOrO 3a60NeBAHMS.
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