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HAPYLUEHWE KOATY/ISIUWOHHOIO FEMOCTA3A Y BOJIbHbIX
UMMYHHbIM MUKPOTPOMBOBACKYITUTOM

babapxarosa LLLA., Wcnamosa 3.C., Kyp6oHosa 3.4.

TalukeHTCKas MeauUUHCKan akaaemus

XVJI0CA

llamozenemux Oagonaw maxcaduda zemoppazux
cundpom buran wugpoxonaza émxusunzan bemopnapru
KOH Kemuwi cababuHu aHUKIauE MyXUM KIUHUK MyaM-
monapoan bupu xyucobranadu. muonozux mavcup
Kunyeuu omwiap Kyn 6yiub, mypnu éwoacu bemoprap-
2a mypauya mavcup xuiaou. Ozup mypoazu Kow Ke-
MUUNAPHUHZ KAM  YYpauouear mypu Opmmupuncan
cemopurun A xucobranaou. Opmmupuncan 2emou-
Ausngprune axcapusmu 60 dan owean bemoprapoa
yupaiidu. Yuby bemopnapda xacarnuxkHune namozere-
3u, KAuKuk Kypunwuuu, nabopamopus Ouaznocmuxacu
yamoa 2emogunun A kacamnucunu dasonaw Gyiiuva
samoHnaeuti adabuémnap maxnun gununzan. Iemoppazux
ouameznapoa MauiXuUcHu 3aMOHABUIT KOQzZyNonozuK me-
cmaap xamoa 2emocmasnu unmezpan baxonaw époa-
Muda Kyuunaou.

Kanum cyznap: I'emounun A, xoazyronozux dua-
mes3, zemoppazux ouames.

WmmyHHBiil - MukpotpomGosackynur (MMTB) —
IIMPOKO pacrpocTpaHeHHoe 3abo/eBaHHe W3 IpYMIIBI
CHCTEMHBIX BAaCKyJIMTOB HMMYHOKOMIUICKCHOM Mpupo-
MBI, B OCHOBe KOTOPOTO JIEKHT MHOXECTBEHHOE 04aro-
BOE¢ TPOMOMpOBaHHE COCYOB B O4YAraX rurnepepride-
CKOro BOCHMANCHHS C Pa3BUTHEM BTOPHYHLIX TeMOppa-
rHii COCYIOB KOXH W BHYTPEHHHX OpraHoB. Bonesns
BCTpE4aeTcs ¢ 4actoroi 23-25 Ha 100 Teic. Hacenenns,
nern Gonerot wamie, 4em Bapocisie [2,4,7).

Hccrnenopanus cucremMsl remMocTa’a MO3BONHIN
CAeNaTh BHIBOM, YTO BEAYIIHM 3BCHOM B MpolEcCe Ha-
pylieHus CBepThIBaHUs KPOoBH Y GombHsX UMTB spna-
€TCA HANpPsKEHHE TPOMOOUMTAPHO-COCYAHCTOrO reMo-
Cra3’a ¥ NpHOOpPETeHHE SHAOTENMATBLHBIMU KIETKAMM
MPOKOAryI%HTHBIX CBOHCTB MOJ BIHAHHEM HMMYHHOMH
arpeccud. Ilon BIMAHHEM PaCTBOPHMBIX HMMYHHBIX
KOMIUIEKCOB ¥ AKTHBMPOBAHHBIX MMM LHTOKHHOB H
KOMIOHEHTOB CHCTEMbl KOMIUIEMEHTA pa3BHBAETCH
ACENTHYECKOe BOCNANEHHE MHKPOCOCY/IOB ¢ Gonee wimm
menee rnyGokoii ouaroeoil pucrpodmueit sHZOTENHS M
necTpykumeii creHok [5,6]. 3apermctpupoBana Bhipa-
KCHHaA AKTHBALMA KOAry/lALHOHHOIO NEeMOCTa’a, T.e.
COCTOAHHE TPOMOGOQWINM C HAKIOHHOCTHIO K THNEp-
KoaryAimu u TpoM6006pa3oBanmio, a Takke ¢ pa3Bu-
THEM CHH/IPOMA JMCCEMHHHPOBAHHOTO BHYTPHCOCYIH-
CTOrO CBEPThIBAHMA B OCTPHIX cHTyauusx [1,3,5].
Bonbimas pacmpoCcTpaHeHHOCT: H YBENHUEHME 4HMCIa
Gomeueix UMTB, TsKecTh KIMHHYECKOTO TeYeHHs,
ONpE/IeNIAeT BAKHOE COLMATBHO-3KOHOMMYECKOE 3HA-
4YeHHE 3TO mpobnembl.
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SUMMARY

It has been established that immune mikrothrom-
bovasculitisis more common among young people, the
most common clinical form is the cutaneous-articular
Jorm (62.6%), women get sick 2 times more often than
men (68%) than men (32%). Patients with immune mik-
rothrombovasculitis indicate a state of hypercoagula-
tion, as evidenced by an increase in blood coricentration
of plasma coagulation factors, the appearance of fibrin
degradation products, and a decrease in blood coagula-
tion inhibitors.

Key words: immune microthrombovasculitis, co-
agulation hemostasis.

LIEJIb UCCIIETOBAHUA

Hzyuenue COCTOAHHA M1a3MeHHO-
KOarysiMOHHOTO TeMOCTa3a y GONBHBIX MMMYHHBIM
MHKPOTPOMGOBACKYTHTOM.

MATEPHUAIJL U METO/IbI

B nccnenopanue smoyenst 75 Gombueix UMTB,
HaXOAUBIIMXCA HA JIEYEHHH B OTHAEJICHHH TeMAaTOJIOrHU
MHOronpodunbHol KinHMKKM TamKeHTCKOH MeaWLMH-
Ckoii akagemun. Myxunn 65010 24 (32%), KeHUMH —
51 (68%), Bospact Gonknbix — o1 19 10 70 ner, cpex-
Huil Bospacr 42,4£1,3 roma. Koutponsyio rpynny co-
CTaBIUTH 15 MpakTHYECKH 310POBKIX JIUIL COMOCTABUMO-
ro Bo3pacTa, W3 HuX 6 (53,4%) myxunH u 9 (46,6%)
MEeHIHH, cpe/iHuil Bo3pacT — 39,4+1.2 ropa.

OGcnenoBanne BKITIOYANO OCMOTP GONBHOTO, 06-
IIMH aHAIH3 KPOBM, KOTOPbIA IMPOBOIMIIH HA TEMaTONiO-
rudeckoM aHanmu3arope Mindray (China), nnasmennsie
(hakTopsl CBEPTHIBAHUS KPOBH, TaKHe Kak puGpHHOTeH,
nporpombuHoBslit uanekc (I1TH), dubpunonntuueckas
aKTHBHOCTb, aKTHBUPOBAHHOE YaCTHYHOE TpomGomia-
ctiHoBoe Bpema (AYTB) uccrienosamics Ha Koaryio-
merpe Humaclot DUO,

PE3YJIbTATHI U OBCYXJIEHUE

Bee o6cnenosanuble 65U pasnenensl Ha 4 rpynnsi
B 3aBHCHMOCTH OT KIMHHYECKHX MposiBieHuii 3aboe-
BanuA. B l-to rpynny somw 14 (18,7%) GonbHbix ¢
KoxHOH (opMoil, 2-0 rpynmy coctasunu 47 (62,6%)
GOMbHBIX ¢ KOXHO-CycTaBHO# ¢opmoii UMTB, 3-i0
rpynmy — 8 (10,7%) GonbHBEIX co cMewanHON abaoMHu-
HanbHO# (opmoii, 4-10 — 6 (8%) MalMEHTOB CO CMe-
WaHHOH noye4HoA popmoii 3aGoneBanns. Ananus pac-
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npezeneHns GONBHBIX NO BO3PACTY M MOJy NMOKa3an, 94To
cpeny MAlMEeHTOB Npeobianai JKeHIAHBI, MYXYUH
OBUIO MOYTH B IBA pa3a MEHbIIE YenM KEHIIMH.

W3yueHue Bo3pacTHOro cocraBa oOCHEIOBAHHBIX
TIOKa3aJo, 410 GOosbIIyIO YacTh COCTABHIIA JIMIIA MOJO-
poro Bozpacta: 18 (24%) Grutu B Bo3pacre ot 18 o 29
ner, 45 (60%) — ot 30 1o 49 net.

JIMarHo3 yCTaHAB/IMBAJICA HA OCHOBAHWH KIIMHHUYE-
CKHX cHMNTOMOB 3a0oneBaHus W nabopaTOpHBIX NaH-
Heix. C xoxHoil $popmoit HMTB Geumi rocnuTanusupo-
BaHBl GonbHElE C TsKesiol dopmoii. ¥V 13 (92,8%) ma-
nueHToB 1-# rpynnel 3aboseBaHHe Havanock ocTpo. Y
BceX GONMBHBIX HA KOXKE HIDKHWX U BepXHHX KOHEYHO-
crefi, B 00jacTM J>XKMBOT2Z HMENHCH MHOXECTBEHHBIE
MeJIKOTOYe HbIe reMOopparndeckie BhICHINIAHUA, MECTa-
MH CITHBHOTO XapakTtepa. [IaTHUCTO-nanmyne3xas Chilb C
HEKPOTHYEeCKMMH M3IMEHEHHsAMH KOXH Habmopanack y
5 (35,7%) Gomshbix. Koxwo-cycraBHas ¢opma UMTB
ycraHorieHa y 47 manueHToB, Ha ()OHEe MNOpaKEeHHS
KOXKH B BHJ€ CHMMETPMYHON reMOpparu4eckoi Chilly,
Halmonanocs nopaxeHnue cycraeoB. Haubonee xapak-
TepHBIM OBUTH MPUITYXJIOCTh, GONE3HEHHOCTh, OrpaHH-
YeHHe (QYHKUHH CYCTAaBOB, YaCTO OTMEYaIOCh CHMMET-
PHYHOE BOBJIEYEHHE CYCTABOB: KOJIEHHBIX, TOJIEHOCTOI-
HBIX, JIOKTEBBIX M Jyue3ansacTHeIX. ¥ 8 GombHeIX 3-ii
rpynnsl abpomunansHas gopma UMTB auarHocTHpo-
BAHA H2 OCHOBAHUHM XapaKTEPHBIX cnacTHieckux Goneli
B PA3TMYHBIX OTENAX KHBOTA, TOLIHCTEI H pBOTHL. AG-
JNOMHHANBHLI CHHIPOM pasBHBAICH OJHOBPEMEHHO C
KOXHBIMH BBICHINIaHHAMH, Y 2 GonbHBIX Habmonanoch
KHIeuHoe KpoBoTeueHue. Haubonee TsoKenoe ocnox-
HeHHe BBIABNICHO Y 6 GONMBHBIX C MOpa’keHHWeM IoYeK.
OCHOBHBIMHM KIIMHHYECKUMH TPHU3HAKAMY MOPAXKEHUA

MOYeK ABJIANIMCh MMKDPO- W MakKpOreMarypus, MpoTen-
HypHs, UMIMHAPYPHA, OTEKH, TMOBBIEHHE apTepHANTE-
HOTO JAaBJICHHA. ;

Takum ofpasom, aHaIM3 pe3yNbTaTOB HCCCNOBA-
HMS TOKA3aJ1, YTO OCHOBHYIO 4acTh (62,6%) cocTaBwnu
OonbHBEIE C KOXHO-CycTaBHOH ¢opMolt 3aboneBanus,
XeHIIKHBI Goneny B [Ba pasa vauue (68%) ueM Myx4n-
HBI (32%), 6onbIas 9acTe — JIMLIA MOJIOAOro BO3pacta
ot 18 no 49 ner (84%).

Hna OLIEHKH COCTOSTHHSA IU1a3MEHHO-
KOAaryJaUMOHHOTO reMocTa’a HaMd ObUIM H3YueHHI
cBepThIBalomHAe (aKTOpEl KpoBW, (u3HMONIOrHdecKue
AHTHKOATYJISHTHI M MPOAYKTHI Aerpafainy GuopuHa.

Hcxonusie 3HaYEHNS NOKa3areNeil KOary iauuoHHO
ro remocrasa y Gonssix MMTB yxa3niBanu Ha cOCTOS-
Hue runepkoaryinsumn (tabn.). B cropony rumepkoary-
JALAA W3MEHWICH MOKa3aTesib BPEMEHH CBEpThIBAHMA
kposu (BCK). B rpynne Gonsusix HMTB BCK Gsuto
ykopodeHHEIM o 2,1+0,13 mwun, 9ro Gonee ueM B /iBa
pa3a MeHbmie koHTposa (4,8+0,21 muH). YkopoueHue
AYTB nabmopanocek y 55 (73,3%) Gonsneix: AUTB B
koHTposie Gbuto pasHO 35,2+0,54 c, a y GombHBIX
yMeHsImnocs 1o 25,2+0,48 ¢ (p<0,001).

AHanH3 COCTOAHHS KOAryJALMOHHOTO reMocTasa y
Gonbesix UMTB no nokasatensM NpoTPOMOHHOBOIO
unpekca, MHO u ¢ubpunoresa yxaseiBaerT Ha 4ETKO
BRIPOXKEHHYIO runepkoarynauuio. O6 31oM CBHIETENb-
CTBYIOT JOCTOBEPHOE MOBhINEHHE NpoTPoMOHHOBOIO
aupexca 1o 104,0+1,33% y naumentos ¢ UMTB, Toroa
KaKk B KOHTpONbHOM rpynme oH paBeH 86,4+1,24%
(p<0,01). Cpenune 3Havenna MHO B ocHoBHOH rpynme
OBUTH JOCTOBEPHO KOpPOYE IO CPAaBHEHHIO ¢ KOHTpOJIeM
(coorsercreenno 1,25+0,04 u 0,82+0,03).

IMoka3aTenH KOAryJSUHOHHOIO remocTasa y 6oabHbix HMTB, Mzm

Tokasarens reMocTasa KoHrponsHas rpynna, n=15 HMTB, n=75
BCK (5 muH) 4,8+0,13 2,120,12°
AYTB, ¢ (45 ¢) 35,2+0,54 25,2+0,48°
TITH, % (90-105%) 86,4+1,24 104,0+1,33°
MHO 1,25+0,04 0,82+0,03°
®ubpusoren (2,0-3,5 r/n) 2,4+0,19 4,9+0,17°
Iematoxput, % (40-50%) 41,2409 48,8+0,82°
®axTop Bunnebpania 96,2+1,2 118,6£1,8°
Anturpom6un 111, % 100,3+5,2 87,8131
DA, ¢ (140-240 c) 142,246.14 256,245,18"
J-nuMepsl, MKI/Mi 0,58+0,03 2,1+1,6"
SraHonopas npoba oTp. TOJIOK.

Mpumeuanue, a—p<0,05; 6 — p<0,01; B — p<0,001 o CpaBHEHHIO C KOHTPOJIEM.

[NoBbilleHHe KOHIEHTPAIMA (UOPHHOTEHA MTa3MbI
TAKOKe XapakTepH30BaN0 COCTOAHHE reMocTasa C TeH-
IeHUuel K ranepkoaryiaumi. Tak, y GOJbHBIX OCHOB-
HO# rpynmel oH coctaBua 4,9+0,17 r/n, B KOHTPOABHOK
rpynne — 2,4+0,19 r/n (p<0,01). T'emaroxpuTHBIi noka-
3aTeNb HE OTKIOHAICA OT HOPMBI, BapbUpyd B npejeiax
or41,2 no 48,8%. _

K nmokasarenam KoaryJisiHOHHOTO NeMOCTasa TakKe
OTHOCHTCA (PMOPHHONATHYECKAA AKTHBHOCTH KPOBH. Y
obcnenoBaHHBIX HaMK OOJBHBIX 3TOT MOKa3aTesib A0C-
TOBEPHO MpEBBIMIAN KOHTPONbHbIE 3Ha4yeHns. Ilpu re-
NEPKOaryNiUMOHHOM CHHJIDOME BaXKHO OTpeieseHune

MapKepoB BHYTpHCOCyAMcTOro cpéproisanus. Ilpose-
[O&HHEIE HaMH 3TAHOJIOBEIH TECT H ONpeJeNeHHe copep-
s#aHuad D-IuMepoB BBHIABWIH aKTHBALMIO MPOLECCOB
OuGpuHOMM3a, HA YTO YKa3blBAeT MOBLILICHAE y Malk-
€HTOB OCHOBHOM rpynnsl mokasaresis GuOpHHONHTHYE-
CKOW aKTHBHOCTH MOYTH B [Ba pa3a N0 CPaBHEHMIO C
KOHTpOJIEM. DTAHOJIOBBIA TECT OKA3alICA MOJOKHTENb-
HeiM y 61 (81,4%) GonbHoro, Toraa Kak y BCEX JIHI
KOHTPOJIBHOH rpynnbl oH Obi1 orpruarenbsiM. Co-
nepxaHue D-gUMepoB B IUTa3Me KPOBH Y MALMEHTOB C
UMTB Gsu10 no4TH B 4 pasa BbIIE KOHTPONA.
OueHb BXHO IUIA OUCHKH COCTOAHHA TeMOCTa3a
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HCCNIENIOBAHHE AHTHKOATYIAHTHONM CHCTEMbl KPOBH,
KOTOpas NpH3BaHa YPaBHOBELUMBATH CABHIH B CBEDPTEHI-
Balolel cucreme. B HopMe 3TH BaXkKHBIE CHCTEMBI Op-
raHu3Ma HaxoAsTCA B COCTOAHMM AHHAMHUYECKOTO paB-
HoBecua. C 37Ol uenbio MBI ONpele/siIi aKTHBHOCTH
¢u3nonornyeckoro aHTHKOAryJIAHTa — AHTHTPOMOWHA
ITT (AT III). ¥ GoNBHBIX 3TOT MOKa3aTens ObUT HIDKE
3HAYEHMIl KOHTPOJBHOH rpynmel ¥ COCTABMI COOTBET-
creenHo 87,8+3,1 m 100,3+5,2%.

[MpoBenéHHoe HAMH HCCIEIOBAHWE KOATYJSIHOH-
HOTO 3BeHa remocras3a y 6onsHeix UMTB BriaBrno Ha-
JiIYHe CYIHIECTBEHHLIX OTKIOHEHMIl B CTOPOHY rHmep-
KOaryjuny. 370 NpOABIAIOCh MOBBIUIEHHEM KOHIEH-
Tpauuu ¢ubpunorena, I1TH, yxopouenuem AYTB u
BCK, an3kumu nokazarensmu MHO, noseneduem map-
KepoB perpamaumu ¢ubpuHa — GHOPUHMOHOMEPHBIX
KOMIUIEKCOB (MoOBbllIeHHe YpoBHs D-mumepoB, mnorno-
HKHUTENBHBIA 3TAHOIOBBI TECT).

BBIBOJIbI:

1. Hanbonee wacroii kmuuuueckoit gopmoit UMTB
ABJIAETCA KOXHO-CYCTaBHasA, KOTOpasA NHarHOCTHPOBaHa
y 62,2% nabmonaeMmbix HaMu GONBHEIX, 89,3% nauueH-
TOB MOCTYIHIIH € OCTPOii hopmoii 3aboneBaHus.

2. Xenumus Goneror B nBa pasa uaume (67,3%),
yem myxuues! (32,7%), O0newmas yacTh GONBHBEIX —
Jmna Monoaoro Bospacta ot 18 no 49 ner (87,3%).

2. U3yyeHne reMOCTa3HOJIOTHYECKHX MOKasarerneii
y 6omerbrx ¢ HMTB yka3siBaetT Ha COCTOSHHE THIEp-
KOary/Jsillii, O YEM CBHIETENbCTBYIOT MNOBBIIEHHE
KOHUEHTPAllHA B KPOBH pAla IUIA3MEHHBIX (akKTopoB
CBEPTHIBAHUA KPOBH, MOABIEHHE MPOAYKTHI A€rpajaluu
¢uOpUHA W CHIDKCHHE AHTHKOATY/SHTHBIX CBOWCTB
T1a3MEL
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OCOBEHHOCTH KITUHUKO-TTABOPATOPHbLIX ITPOSIBJIEHUNA

OCTPOIO JIENKO3A Y JETEN

boboxaHosa H.H.
HWW rematonoruun n nepenusaHna Kposu

XYJI0CA 2
Taokukom maxcadu. Ymxup neiixos (VJI) 6unan
oapuzarn bonanapda KAUHUK- nabopamop

KYPUHLUAGDHURZ XYCYCUSMAGPUHY YD2aH UL

Mamepuannap ea  ycyrnap:  madxuxomoa
Vabexucmon Pecnybruxacu Iemamonozun mapkasu
2014-2016 wiunnapda bonanap 6yrumuda mexuupuus 6a
Oasonrawdar ymean 6 otidar 13 éwzaua 6ynzan VJ1 6u-
Aan xacmananean bemopnap (n=100) uumupox smzan.
Tawxucu xomnrexc KiuHux-1a6opamop mexuupysiapu
acocuda xyuuneaw. bapua bemopnrapoa KauHuK-
nabopamop madxuxomaap ymxasunou.

Hamuxcanap ea myxoxama. Boranapoa VI
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SUMMARY

Purpose of the study. To study the features of
clinical and laboratory manifestations in children with
acute leukemia. :

Material and methods. The study included patients
with OL (n = 100); aged 6 months io 13 years, who
underwent examination and treatment of the children's
department of the Research Institute of Hematology and
Blood Transfusion of the Ministry of Health of the
Republic of Uzbekistan in 2014-2016. The diagnosis of
OL was verified on the basis of a set of data from
clinical and laboratory studies. All patients underwent a
comprehensive clinical and laboratory study.



