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Tpombomuueckas mpomboyumonerueckas nypnypa (6onesno Mowxosuya) -
00HA U3 MANENLIX POPM MUKPOAHZUONAMUU, XAPAKMEPUYIOULASICS
UHMEHCUBHOT azpezatjueti Mpomoouumos, mpomooyumoneHueti
nompe6neHus, MUKPOAHUONAMUHECKOLi 2eMONUMU1eckol anemuet,
ULeMUYeCKUM NOPANeHUeM PA3IuMHbLX Opearos. Y demeil npombomuveckas
mpomooyumoneHu4ecKas nypnypa ecmpedaemcs kpative peoxo

U npedcmasnisem coOHHOCMU 07151 KTUHUYUCTNOB 6 acnekme sepuduxayuu
3abonesanus u onpedeneHuu newedHoti makmuxu. 3abonesarue
Xapaxmepusyemcst azpeccusHvIM medeHuem, 8 OMCYMcmeue a0eK8amHotl
mepanuu 603MoxeH emanvHulil ucxoo. B cmamve npedcmasnen
KIUHU4eCKUti ciyuati mpomoomuueckoti mpomoouumoneHu4eckoil nypnypul
y desouxu 6 so3pacme 11 nem.

Kniouesvie cnosa: mpombomuueckas mpomboyumoneHueckas nypnypa,
6orne3tb Mouikosuya, MUKpoaHzUuOnamuueckas eeMonumu4eckas aHemus,
mpomboyumoneHus, niasmagpepes
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BBepgeHue

TpomboTudeckas TpombouuToIte-
Hudeckas nypuypa (TTII) - Tsxe-
nast TpOMOOTIYeCKas MUKPOAHTHO-
MaTHA, IpYU KOTOPOII IOBPEXJAI0TCA
MeJIKM€ COCYAbl B COBOKYIIHOCTH
C TeMONIUTUYECKON aHeMUeN, CHUC-
TEMHOIT arperamueir TpOMOOLNTOB
U UX BHYTPUCOCYAMUCTONM KOATYJIA-
LMeN ¥ KoTopas IPOTeKaeT C pa3BU-
TYIEM I€MOPPArn4ecKOro CMHAPOMa,
HMOpakKeHMeM ITo4eK (HepeiKo oc-
JIO)KHEHHOJ OCTPOJ IOYEYHOI He-
JIOCTaTOYHOCTH), HEPBHON CHCTEMBI
U IPYTMX OPTaHOB.

ITepBas cratpsa (aBTop E. Mosch-
cowitz) ¢ IOAPOOHBIM ONMMCaHMEM
cmydast ObIa Oy 6/IMKOBAHA B XKyp-
Haze Archives of Internal Medicine
B 1925 1. B 1947 r. 60ne3HDb nONy-
Yyla HasBaHMe TPOMOOTUUECKOI
TPOMOOLMTONEHNIECKOI MY PIyphI
[1-3]. B mocnenylomue gecATuie-
TVSI OTeYeCTBEHHbIE U 3apybexXHble
ydeHble U3yJasIy MEXaHU3Mbl pas-
Butus TTII. B xauecTBe OCHOBHO
npu4uHel 6071e3HN MourkoBuIla
OHI TMPEIOKIIN PACCMAaTPUBATD
MaKpoMoJleKynb ¢(akropa ¢oH
Bunnebpanpa, BbI3bIBaoIe He-

KOHTPOIMPYEMYIO arroTHHALNIO
TpoMbOuUTOB 1 TpombO3bI [2, 4].
ITosxe y 6onpHbIx ¢ TTII 6501 BBI-
SIBJIEH TeUIUT MeTanIonpoTeassl,
4TO CIIOCOOCTBOBANIO YMEHBIICHUIO
pasMepoB MynbTUMepOB ¢dakTopa
¢on Bunnebpanpa [4]. Brocnen-
CTBUM MeTajjionporeasa Obiia
ounuieHa M MAeHTUPUUUPOBaHA
kak ADAMTS-13. Benuunna atoro
mokasarens < 5% crenuduyHa s
TTII [5, 6]. Kpome Toro, y B3pOoC/IbIX
nanyeHToB ¢ TTII 6b1u 06HApYXKe-
HBI aHTUTeNa K/Iacca MMMYHOIIO-
6ynmnuos (Ig) G, nHrHbuUpyroume
AKTUBHOCTH JlaHHOTO depmeHTa [7].
s xnuuaudeckoro Tedenmss TTII
XapaKTepHO OCTpoe Havano: 3a60-
JIeBaHMe pa3BMBAETCS, KaK IIpaBU-
710, BHE3aNHO, Ha (OHE IIOTHOTO
3[0POBbs, IMeeT KpariHe arpeccus-
HOe TedeHMe, Tpebyrolee SKCTpeH-
HOJ aJJeKBaTHOM TepaInu, B OTCYyT-
CTBIIEe KOTOPOJI IeTaIbHOCTh MOXKET
pocturatb 100%. Hepenko Bo3HM-
KaeT TPUIIOMOLOOHBIN HPOAPO-
MajIbHBII TIEPUOT, 3aTeM 6Oe3Hb
maHudectupyer [8, 9].

Tpynuoctn B pgumarHoctuke TTII
06ycnmoBNIeHbl Hamu4uyueM HecIe-
nudrIecKnx KIMHNIECKNX CUMII-
TOMOB. B TO ke Bpemsa mcciepo-
BaTe/IV BBIEIAIT KIACCUYECKYI0
IeHTafy: TPOMOOLMTONEHUIO,
MUKDPOAHTMONATUIECKYI0 T€MOIN-
TUYECKYI0 aHeMUIO, HeBPOJIOTU-
4yecKye HapylleHU:A, IOpakeHue
moyek, nuxopapky [8-10]. OxHako
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BCe ISITh CYMIITOMOB IIPUCYTCTBY-
10T He Bcerpa [8]. IIpu maboparop-
HOM JCCIIelOBAaHUNU B TeMOTrpaMMe
BBIAB/IAIOTCA CHIDKEHUE YPOBHsA
TPOMOOIIUTOB, 9PUTPOLUTOB, NX
¢parmeHTHpOBaHHDIEe POPMBI (IIN-
30LMTBI), KOJIMYECTBO JIEHKOLMTOB
HOpPMajbHOE MY HEe3HAUYUTEeNbHO
yBenndeHHoe. MuenorpaMmma rmoka-
3bIBAET Pa3gpakeHIe IPUTPOUTHO-
O I METAKaPMOIUTAPHOTO POCTKOB
[11]. TIoxa3aTenu KOarynorpaMMbl
(mpoTpoM6MHOBOE BpeMs U aKTU-
BUPOBAHHOE MaplyarbHOE TPOM-
60mIacTMHOBOE BpeMsi) OOBIYHO
HOpMasibHble WIVM HE3HAYNUTENTbHO
nosbimeHbl. Ha mospgHux crapu-
AX MOXKeT mpucoeguuATbca IBC-
curgpom [11, 12]. Ilpu 6uoxu-
MUYECKOM MCCIEeZOBAHNUN KPOBU
OTMEYAITCsl YBe/IMYEHNE YPOBHSI
obuiero 6unupybmuHa 3a cyeT He-
npsiMolt ¢pakuyy, IMOBBIMIEHHAs
aKTUBHOCTD JIAKTAT/eTU/POTreHa3bl
(J1ar).

IImarHOCTMKAa OCHOBaHA Ha HaJN-
YK BBIIIETIEPEYMCICHHDIX KIMHMU-
KO-71abopaTOPHBIX IIOKasaTenell.
B oTcyTcTBUME KIMHUYECKM yCTa-
HOBJIEHHBIX IIPUYNH 3a060JIeBaAHNS
PEKOMEHIyeTCs MCIIONb30BaTh IIep-
BUYHO-IMATHOCTNYECKUE KPUTEPUNL.
Peup mper o TpomboluroneHun,
MMKPOAHIMOMATNIECKOI TeMOUTH-
YeCKOI aHeMUU — OUArHOCTUYECKO
nuagne [13-15]. Ocoboe guarHocTu-
yecKoe 3HayeHMe MMeeT HOBBIIIeH-
Hasg akTUBHOCTB JI[II' B chiBOpOTKE
kposu [12].

Jleuenne TTII KapamHaMbHO OT-
AUYaeTcsA OT JedeHUs JPYTUX
TpoMmboBackynmuTos. CHMXeHUe
00pa3oBaHMsA MUKPOTPOMOOB [O-
cruraerca Ha ¢oHe IPUMEHEHMS
wrasmadepesa ¢ 601pIIM 06BEMOM
CBE)XXe3aMOPO)XEHHOI! I/Ia3Mbl, fle3-
arperaHToB, ITTIOKOKOPTUKOCTEPO-
UJIOB, [0 KIIMHNYECKNM [OKA3aHU-
AM - TPaHCPY3UM SPUTPOLUTOB.
Vndy3nun TpoMbonTapHOI Macchl
He mokasassl [10, 14]. Ocnabnenne
MMKPOAHTHONIATNYECKOTO IIpoIecca
CBUJETENbCTBYET 00 YCIIELIHOI Te-
parmvit TTII v BeIpakaeTcs B CHIDKe-
HUJ HEBPOJIOTMYECKON CHMIITOMA-
TUKM, YIYYIIEHNY QYHKIUY TI0YeK,
HOBBIIIEHNN YPOBHA TeMOITOOMHa,
yMEHBIIEHUN KOTUYeCTBA PETUKY-
JIOLUTOB, MINM30LITOB, KOHIEHTpA-
v JIJIT [8].

leauarpus

Knunnueckuin cnyvait

[Maumentka P. 11 ner mocTtynmia
B OTJie/IeHNe TreMaToIoTuI/O0HKO-
noruy Pecny6/MmMKaHCKON HeTCKOI
KAMHUYIECKON OGONbHUILB 25 Masd
2015 r. ¢ xamobaMy Ha 06Uy
cn1abocTb, YTOMIAEMOCTDb, Onen-
HOCTD, >XEeATYIIHOCTb KOXM, Te-
Mopparmyeckyse BBICBIIAHUA,
PasgpaXNTeNbHOCTD.

M3 anaMHe3a: pojmiach OT BTO-
poit 6epeMeHHOCTHM, IPOTEKABIIEN
6e3 IaTONOrMM, BTOPBIX CPOUHBIX
ponmoB. Macca Tema mpu poxpje-
Hym - 3400 r. PasBuBamace B coOT-
BEeTCTBUM C Bo3pactoM. IIpuBura
110 KaJIeH/IapIo.

3aboneBaHNe HA4YaIOCh HpUMep-
HO 3a TpU Hefle/lN JO TOCIUTAJIN-
3agqum co cmabocTy, 6MegHOCTH
M OKEITYLUIHOCTU KOXM, TeMoppa-
IMYECKMX BBICBINIAHUI Ha HIDKHUX
KOHeuHOCTsX. I[Ipn ambynatopHoM
06CIeoBaHNM TeMOrpaMMa MOKa-
3ajla U3MEHEHVA B BUJIe CHYDKEHUA
YPOBHS IeMOINIOOMHA M KOIuM4ec-
TBa TpoMbGonuTos. IlanmeHTKa
Obl/1a TOCIIUTANN3UPOBAHA.

IIpu ocMoTpe B CTaLMOHape CO-
CTOAHME TsDKeI0e, 00YCIIOBIEHHOE
aHeMMYeCKVM, TeMOpparundecKum,
MHTOKCUKAIIMOHHBIM CHHIpOMa-
Mu. Macca Tena — 27 KI, pocT —
133 cM, ypoBeHb (pu31IeCcKOro pas-
BUTHA HIMXe cpenHero. KoxHble
IIOKPOBBI JKe/ITYIIHbIE HA 67IeTHOM
¢doHe, ckaepsl 6GnefHBIE, TeMOp-
parmueckue BBICBHIIAHUSA B BUJE
IeTexuil, 9KXMMO30B Ha HIDKHUX
KOHEYHOCTAX 1 Tynosume. CKie-
pBl CyOMKTepuuHbl. EnuHMYHBIE
nepudepndeckue AUMGPOY3IbI
(merrHbIe, MOAMBINIEYHBIE, ITAXO0-
Boie) 1o 0,5-1,0 cM, 3macTU4eCKOI
KoHcucreHnuu. IlepkyTopHo Hap
JTeTKMMU KOPOOOYHBIN OTTEHOK
JIETOYHOTO 3BYKa, B HIDKHUX OT-
menax HPUTYIIeHMe. AyCKyJb-
TaTUBHO - JBIXaHUE XECTKOe,
B HIDKHUX OTHeNax ocinabaeHHOe.
YacToTa ABIXaTeNbHBIX JBUKe-
Huit — 24-26 B muHyty. Obmactp
cepila BMU3yaJlbHO He M3MEHEHa.
I'paHUILIBI OTHOCUTENIBHON cepred-
HOJI TYIIOCTU B IIpefie/laX BO3PacT-
HOJI HOpMBbI. YacToTa cepheuHbIX
coxkpameHuit — 112-120 B Mmunyry.
AprepuanpHoe pgaBnenue (All) -
110/65-140/80 MM pT. cT. JKnuBort
MsATKu, 6e3bonesnenusrii. Ile-

KNMHKUeCKaa npakT

ueHb +1,0 cM, Kpali IIagKuii, yme-

PEHHO-3/1aCTUYeCKOl KOHCUCTEH-

nun. CeneseHka y Kpas pebepHOI

nyru. Ctyn opopmieH. Moua cBert-
7o-xenTas (HeCKOJIBKO pa3 OTMe-

YajIcsi TeMHO-KOPMYHEBBI 1IBET).

HepBHO-nIcMXMYecKoe pa3BUTHUe

COOTBETCTBYET BO3PACTY.

JIabopaTopHble JaHHbBIE IIPENCTABIIE-

HbI B Tab. 1. [pymnma kposu B (III),

Rh-nonoxmrenpHas.

AHanus xpoBu ot 2 uioHsA 2015 r.:

aKTUBHOCTb MeTa/I0NepOKCH/ a3bl

ADAMTS-13 nmasmel kpou — 8%

YPOBH: aKTUBHOCTH B KOHTPOJIbHOIA

1asMe.

AHanmu3 KpoBU Ha ypOBEHb aHTUTE

K dakropy H ot 4 nions: 23%.

VHrn6uropHsle aHTUTEIA IPOTUB

ADAMTS-13 (3 uioHs) — pe3y/brar

IIOJIO>KUTEIbHBII.

AHanu3s KpoBY Ha MapKepbl CUCTeM-

HOJ KPacHOJ BOJIYaHKU OT 4 MIOHSA:

v/ BOTYaHOYHBI/I AaHTUKOATY/ISAHT —
cmabo IpUCyTCTBYeT;

v anTuTena IgG x pBycnmpanbHOI
JOHK - 11,6 ME/mn (Hopma 0-25);

v/ aHTHTena K pochommmupam IgG -
5,85 ME/mn (0-10);

v/ aHTHTeNa K pocdommumam IgM -
3,12 ME/mn (0-10)

v/ aHTHHyKJIeapHble aHTMTenma (SS-
A/Ro, SS-B/La, RNP70, Sm, RNP/
Sm) - pe3y/nbTaT OTpULATENbHBIIL;

v/ aHTHTeNa K 6eTa-2-ITIMKOIPOTeNn-
ny 11IgG - 2,77 ME/mn (0-5);

v/ aHTHUTeNa K 6eTa-2-IJIMKOIpPOTeN-
ny 1 IgM - 1,26 ME/mn (0-5);

v/ aHTHUTeNa K Kapauonununy IgG -
1,9 ME/mn (0-10);

v/ aHTHUTeNa K Kapauonununay IgM —
1 ME/mn (0-7).

PesynbTaThl OMOXMMIYECKOTO aHa-

JIV3a KPOBM IIPUBEMICHBI B TA0I. 2.

Koarynorpamma:

= 26 maa: ¢ubpuHoreH — 2,73 r/m,
mporpom6buHoBoe Bpems (IIB) -
26,8 ¢, IpOTPOMOMHOBBIN MHIEKC
(ITTN) - 54,7%, MexxyHApOTHOE
HOpMaJ/IM30BaHHOE  OTHOLIEHNE
(MHO) - 1,55;

= 2 mions: IITU - 78,6%, pubpuno-
reH — 4,44 v/n, MHO - 1,31;

= 3 yrons: IITU - 85,2%, dpubpuno-
rexd — 4,4 r/nm, MHO - 1,24.

ITpo6a Kymb6ca (mpsmas u Hempsi-

Masi) OT 26 Masi OTpUIIATeIbHAS.

VccnemoBaHMe KOCTHOTO MO3Ta

nposefieHo 29 mas. B muenorpam-

Me IIYHKTAaT KOCTHOrO Mo3ra 6orat
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Tabnuua 1. Iloxazamenu zemozpammot

Apurponutsl, x 10'%/1 Petuxynouursr, % | Tpom6ouuter, x10°/1 | JIeitkouuTsy, x 10°/1
I‘/II

14.05 (am6.) 2,62 3,82
26.05 2,35 85 120 30 6,2
28.05 1,9 65 119 18 3,5
30.05 2,44 83 117 28 6,3
01.06 1,89 67 - 17 11,9
03.06 1,46 53 - 86 7,1
YMepeHHaH TOKCUTE€HHAasA SCPHI/ICTOCTI). AHI/ISOLU/ITOS SPI/ITPOLH/ITOB, COVMHNYHbIC HIN30LMThI

05.06 2,13 76 - 114 9,7
07.06 2,78 99 - 70 12,8
10.06 2,94 102 - 21 6,4
14.06 2,77 95 139 34 10,2

AHnsouuros yMepenssiit. [Tomuxpomarodumisa. EquHndHbIe MM301UTbI

Tabnuya 2. Buoxumuueckuii aHAAU3 KPOBU

AJIT, El/n, 0-40 | ACT, Ell/m, 0-37 | O6ummit 6enox, r/n AanyMI/m, r/n | O6mmit 6MINpyouH, MKM/IT

14.05 (am6.) 14

25.05 18,2 45,5
28.05 83,9 83,9
30.05 28,4 96,0
02.06 43,8 78,8
06.06 59,8 63,9
09.06 83,3

11.06 = 51,0
13.06 23,6 30,6
15.06 39,0 71,0

62,5 40,1
57,3 50,6
67,5 =
84,6 =
90,0 36,0
60,0 57,0

ITpumedanne. AJIT - anannnamnuorpancdepasa. ACT - acmapraramMmunaoTpancdepasa.

Tabnuya 3. O6uuii ananus mouu

IIpo3pauyHocTh | YmenbHbIN Bec Benox, r/n JIelikonyThI B IIOJIE 3pEHMA

26.05 Cserno-xentoin  Ilonmnas 1018

29.05 Ceetrno-xentoit  IlomHas - 0,34
30.05 TeMHO->KeNThII MyTHas 1014 1,740
01.06 CBeT10-Ke/IThI CHIDKEeHa 1015 0,39
02.06 Ceetrno-xentoit  [lomHas 1011 1,55
05.06 TeMHO->KenTbI [Tomnas 1020 2,840
10.06 CBeT/10->KeIThIN ITonmnasg 1020 5,4
13.06 Ceetrno-xentoit  [lomHas 1010 4,6
15.06 JKenreiin TTonnas 1017 3,68

K/IETOYHBIMI 37IeMeHTaMM. biacrt-
HbIX K7eToK — 0,8%. I'mnepniasusa
3PUTPOUTHOTO POCTKa. Merakapu-
OLMTApHBIN POCTOK cyxXeH. IIpn
0630pHOM OCMOTpe Hpernaparos —
e[VIHMYHbIe MerakapuouuTsl 6e3
OTIIHYPOBKM. B cocrase rpany-
JIOLIMTAPHOTO POCTKA M3MEHEHMII
HeT.

Pesynprarhl o6mero aHamM3a MOYN
IIpUBefeHs! B Ta0I. 3.

AHanu3 MOYM Ha >KelTYHble IMNT-

MEHTBI OT 29 Masd - pesynbprar

OTpULIATENbHBII.

IeKTpOKapAMorpaMma:

= 26 MadA: PUTM CHHYCOBBIN, TaxM-
Kapaua - 120 B mmuyty. Hop-
MajllbHOE€ TIIOJIOKEHME 3NIEKTPU-
yeckoil ocu. HemomHaa 6nokaga
IIPaBOJi BeTBM ITy4Ka [uca;

= 1 MIOHS: PUTM CUHYCOBBIN, Taxu-
Kapansd, 125-130 B MunyTy. Bep-

50,7
36,8
53,3
49,9
65,7
30,5
25,3
47,0
25,3
16,7

0=2=1
2-2-3
6-8-7
8-10-7
2-0-1
3-3-4
4-4-5
4-5-6
1-0-1

TUKa/IbHOE IIONOXKEHMe 3/IeKTPU-
yeckoll ocu ceppua. Hapymienne
NIPOLECCOB  PENOAPU3ALNN JKe-
TY[J04YKOB;

4 VMIOHS: pUTM CUHYCOBBIIL, 110 B M-
HyTy. HopmampHoe monoxennue
3MeKTpUyecKoit ocu ceppauia. Hemon-
Hasi O/I0Kafja [IPaBOil BETBU ITyYKa
Tnca;

8 MIOHSA: CUHYCOBBI pUTM, 77 B MU-
HYTy, HOPMa/IbHO€ TIIOTIO’KEHME

JddexTuBHad hapmakorepanua. 21/2019



ITanoukosyepHbIe
HelTpodusl, %

1
7 0
2 0
3 1
9 2
9 0
3 0
6 2
4 0
5 0

SosuHodunsl, % | Cermenroanepusie | JInmmdonursr, %
HellTpodnnsl, %
32 56

73
22
23
61
65

58
62
36
61

1
15
71
70
22
25

= QN W U1 L~

35
24
55
27

N G O

KNMHKUeCKaa npakT

Momnoumutsr, % | Hopmo6macter | CO9,
MM/4
- 2

= 8

- 22
- 20
3:100 25
- 30

6:100 10
= 71
= 70
= 67

| MIpawoit GwmpyGus, M/ JULL, E[1/n, 225-450
6,9 - - - - -

QPMTPOIH/ITI)I B I10/I€ 3pEeHVA HI/UII/IH}IPI)I B II0/I€ 3pEHU A

24,3 3,66
4,0 =
6,5 2,9
42,6 2,9
1,9 =
2,6 3,0
3,0 4,4
4,3 4,2
1,3 5,5

Ceexne 3-3-3

14-12-15

2-2-3

12-11-10

5-7-7

Bhl1iiestoyeHHbIe, 60/IbIIOE KONMNYECTBO
15-16-14 coxpaHeHHbIE

3-4-3

9TIEKTPUYECKOil ocu cepala. Bapu-
AHT HOPMBI.

Oxoxapanorpadus:

= 27 Mas: pasMepbl CTEHOK U IIO-

JIOCTEN CcepAla B Ipefenax
BO3pacTHON HopMbl. IIpomamc
MUTPaAbHOIO KjanaHa — 4,2 MM
(1-1 cremeHp). MexKenynod-
KOBas IIePeropojjka U MexX-
npefcepiHas Ieperopojka He-
npepoiBHble. CoKpaTuUTenbHas

leauarpus

60,8 3,2
68,3 3,0
60,1 5,0
65,3 7,0
59,0 7,6
45,7 5,6
43,8 6,4
49,3 7,7
51,1 4,23

1-0-1

561,3
848,1
2443

YpaTbl
Yparsbr + -
ImanuHoBBIE 1-1-1 Okcanartsl, pocarel +++  Bosblnoe KomnmyecTBo
Docdarst ++ -
Okcanarsl - =
Okcanarsl, pocarsr  — -
- + -

Ypatbl

Docdarsr

GyHKIVA MUOKapAa YAOBIETBO-
puTenbHas;

2 UIOHA: KJIaIIaHHOM IaTOJIOTUU
HeT. CokpaTturenpHas QyHKUNs
MMOKapsia He HapymeHa. Cso-
OOIHOI XUAKOCTU B HepUKap/e
HeT. [Ipu3HakoB BHyTpucepjey-
HOTO INYHTMPOBAHNUsA HE BBIAB-
JIEHO.

PenTtrenorpamma opraHoB IPyJHOI
KJIEeTKI:

= 26 Mas: JIeTOYHbIE 10/ NpO3pay-

HBI. JIerouHblll pUCYHOK yMepeH-
HO YCWJIEH B IPMKOPHEBBIX 30HAX.
Tenu kopHelt cTpykTypHbl. CHHY-
cbl cBOGOMHBI. TeHb CpeoCTeHsI
6€e3 0cOOEHHOCTEIT;

2 uioH:A: oboraljeHNe JTerOYHOTOo
PMCYHKa B IPUKOPHEBBIX M HIXK-
HecpeflHux 30HaXx. CrTpykTypa
KOpHell HedeTKas. Brpicokoe mo-
noxxenre puadparmsl. CUHYCBHI

Ny
&\

23



Y
N

24

HUYECKAA MPAKTIKA

cBobopubl. Tamus ceppua cria-
JKeHa.

YnpTpasByKoBOe MCCIEfLOBaHNE

(Y3) opraHoB 6PIOLIHOI OTOCTH:

= 26 Mad: IleYeHb — Ha 1 cM HIDKe
pebepHOIT  [yryM, 9XOCTPYKTypa
MIApeHXVMbl OJHOPOfiHAsA, Cpef-
Hell 9XOreHHOCTH, COCY[MCTBIN
PUCYHOK coxpaHeH. JKemuHBIN
ITy3bIpb HOPMAJIbHBIX Pa3MepOB,
medOopMUPOBaH, CTEHKV YIUIOT-
HEHBbI, COIEP>KIMOEe OJHOPOJIHOE.
[Momxenymounas »kenesa, cese-
3€HKa, IIOYKM — B HOpME;

= 2 MIOHA: IIeYeHb +1 cM HIDKe pe-
Oepuoit pmyru. Crpykrypa, 3Xo-
TeHHOCTb — B HopMe. JKemuHbli
Iy3bIpb, HOMKETy04YHas JKelesa —
B HopMe. CeneseHka — 107 x 42 MM
(nopma - mo 103 x 45 mMm). B ma-
JIOM Ta3y He3HauMTe/IbHOe KOJN-
9eCTBO XXUIKOCTH. B nieBpaibHOIM
MIOJIOCTY CIpaBa — 3HAYUTE/IbHOE
KOMIMYECTBO XUAKOCTHU. 3aK/rode-
HUe: IIeBPUT crpasa. CrteHoMe-
TaIvs;

= 5 WIOHA: B OPIOLIHON IOTOCTH
yMepeHHOe KOJIUYeCTBO CBO6Of-
Holl Xupkoctu. CripaBa B IJIeB-
panbHOM TONOCTH CBOOOmHAS
KUJKOCTb B BUJE aHIXOTE€HHON
NOJIOCKM  TojmuHon 20 MM,
B MajoM Tasy 3HauMTeNbHOE
KOJIMYECTBO CBOOOMHON K-
KOCTH;

= 8 MIOHA: IleYeHb Ha 2 CM HIDKe
pebepHOIT Iyry, KOHTYP POBHBII
YETKUIL, 9XOCTPYKTypa IIapeH-
XVMMBI OFHOPOJIHAs, 9XOI€HHOCTb
MIOBBIIIEHA, COCYAVCTBINA PUCY-
HOK coxpaHeH. JKe/lT4HbIII y3pIpbh
HOPMa/IbHBIX pasMepoB, Aedop-
MUPOBaH, CTEHKM YIIIOTHEHDI,
B IIPOCBETE OIpefeAeTCA TUIep-
9XOTeHHOe 0Opa3oBaHIe, faollee
aKyCTMYECKYI0 T€Hb, AMaMETPOM
mo 30 MM (kOHKpeMeHT). B xo-
Jlefoxe — TUIEPIXOreHHOe 0obpa-
30BaHIE C AKYCTUYECKON TEHDIO,
puametp 0 20 MM (KOHKpEMEHT).
[Mopmxenymoynas skemesa — KOH-
TYP POBHbBII YE€TKMII, HOpMaJlb-
HBIX Ppa3MepoB, 3XOCTPYKTypa
TIapeHXVMBbI OfJHOPOHAs, 9XOTeH-
HOCTb moBbllleHa. CeneseHka -
B HOpMe. [IouKky — KOHTYpBI pOB-
Hble, YeTKIeE, jieBast — 104 X 42 MM,
npasasdg — 106 x 41 MM. DXOCTpPyK-
Typa NapeHXNMBbI OJHOPOJHAdI,
YalIeYHO-/IOXaHOYHBIII KOMIIIEKC

He pacuMpeH. B OplomHOi Io-
JIOCTY, MaJIOM Tas3y, IUIeBpabHbIX
HOJIOCTAX CBOOOIHONM XUIAKOCTU
HeT.
Komucysbratym Bpaderi-CreraiicTos:
= OTPMHOIAPUHIOIOT (26 Mas) — Ia-
TOJIOTMIA He BBIABJICHA;
= OKy/IMCT (29 Mast): )amoObI Ha Iie-
puonudeckue 60mu B I1asax, ro-
noBHble 6oy, 1asa CIOKOITHBIE,
OIITMYECKVe Cpefbl IIPO3PauHbL.
O06beM ABVKEHUIT ITIa3HbIX A6/T0K
He orpaHnyeH. [/TasHoe JHO: AMCK
3pUTENIBHOTO HepBa OJIefHO-PO-
30BBIII, TPAaHMLIBI YeTKIE, COCYHbI
6e3 ocobeHHOCTEIT;
= HeBponor (29 mas): LepebpacTe-
HUYECKMIT CHHAPOM MHTOKCHKA-
IIIOHHOTO TeHesa.
Ha Tpermuit meHp rocnmuranmsa-
nuu (27 mas) y 601bHOI HabmI0-
manuch pebpunbHasg nTUXOpagKa
(mo 38,5 °C), compoBO>K/jaBIIasCs
03HOOOM, pPas3XMXXEHHBI CTYII,
OlHOKpaTHasg pBOTA, INEPUOAU-
yeckas 00/Ib B I7Ia3ax, MOYa TeM-
HO-KOPMYHEBOTO IIBETA, IIOBbIIIe-
Hue AJl o 135-140/75 MM pT. CT.
31 Mast 0TMedYanoch yBelMIeHNE
pa3mepoB meveHu (c 1 cm HMXKe
pebepHoil gyru go 3-4 cm). Y3U
M0Ka3ano 60/blIoe KOTUYECTBO
KUAKOCTY B OPIOMIHOI MOTOCTH,
IJIeBpaIbHON MOJIOCTU M MaaIoM
Tasy. bonbp B mpaBoii MONOBMHE
XK1UBoTa. XUpypr, noj Habaome-
HMEeM KOTOPOTO HaXOJMJIach Ia-
I[MEHTKA, 3aII003PUI IEPUTOHUT.
BeimosmHeHa mIarHOCTMYECKA S JTa-
nmapockonus. 3aKJI04eHye: acuT.
ITokasaHuit K 9KCTpeHHOI! omnepa-
I[N HeT.
YcTaHOBIEH KIMHUYECKUI MArHO3:
TPOMOOTHIYeCKasI TPOMOOLIUTOIIEHN -
yeckas nypuypa. JKeryHokaMmeHHas
60/1e3Hb.
[TpoBefeHO TeueHIe: CBEXE3aMO-
poxxeHHas mrasma 60,0 My1/Kr/cyT
B TeYeHNUe CeMU JHeN C MOCIefyio-
MM CHIDKeHMeM 1o 25,0 MII/Kr/cyT,
Merunpen 500 Mr BHYTPUBEHHO
Kale/nbHO Yepe3 meHb Ne 3, redr-
prakcoH 1 r gBa pasa B IeHb BHYT-
PUBEHHO, SpUTpPOLNUTAapHAsA Macca
250,0 Ne 3, KBamaren 10 mr pgBa
pasa B CyTKu, DHan 2,5 MT fiBa pasa
B CYTKU, JIasukc 20 Mr npu sagepx-
Ke fuypesa. IIpoBeneH ceaHc mas-
Madepesa, nHpysusa Auemtbun (pu-
TykcuMab) 375 Mr.

CocTosgHIME [eBOYKM B JUHAMUKE
YIYy4IINIOCh: TUXOPajfiKa, TOTO0B-
Hasg 6071b, 601b B I7Iasax Kymu-
poBaHbl. JlerouHo-ceppeyHas je-
ATETBHOCTD Y/I0B/IETBOPUTEIbHAA.
TemognuamMuka ctabunpHa. JKupor
MATKUI, 0e3601e3HeHHbI. [leyeHb
+1,0 cM. Mo4ya COTOMEHHO->KEITO-
ro LBeTa.

B aHanmse KpoBU OTME€Yanoch Ha-
pacTaHue YpOBHA TPOMOOLMTOB,
reMoro0uHa.

Ilo ganubIM Y3 B nuHamMuKe, >KUI-
KOCTY B IJIEBPAJIbHBIX IOJIOCTAX
" GPIOIIHOI TIOTOCTY He BBISB/IEHO.
Inarnos mnoprBepxpeH B Ha-
LMOHAJIbHOM MEIUIIMHCKOM JC-
C/IeJOBAaTeIbCKOM IIeHTpe HeT-
CKOJI TeMaTOJIOTUM, OHKOJIOTUU
U MMMYHOJIOTMM MM. JMutpus
PoraueBa, rge m IpOJOXMIOCH
ne4yeHye. Broimmcana B ypoBier-
BOPUTENbHOM cOoCTOAHUU. B xope
HaOJIIOIeHNs B TeUeHMe ITOCTIefyIo-
mux 42 Mecsues penugnsa 6omes-
HU He 3apUKCUPOBAHO.

06cyxpeHune

B psage sapybexxubix pabor moj-
pob6uo omucana TTII, npenmyec-
TBEHHO y B3POC/IbIX. B TO ke Bpemst
B OTEYECTBEHHBIX IIEPUOJNYECKIX
U3JAHUAX ONMCAHBl eNMHUYHBbIE
cmydau 3a00/1eBaHMs B A€ TCKOM BO3-
pacte. BoisiBieHre 60MbHBIX C ITON
[IATOJIOTMEN TIPEACTABISET Cephbes-
HYIO IIpO6/IeMy JUI HPaKTUKYIOIIEro
Bpaua-IefgyuaTpa.

Knuunyeckoe TedeHne 60se3Hu
MomkoBnua B pacCMOTPEHHOM
clydae OT/INYANoCh JIUTETbHBIM
HpOAPOMaIbHBIM IepuofoM (roc-
HUTANMN3ALNSA CIYCTS TPU Hefen
oT Havuaja 3abomeBanus). Ha tpe-
T JJeHb NPeObIBAHNS B CTAL{MO-
Hape HaO/IoOfamach MaHupecTauus
knaccudeckolt kaptunbsl TTII ¢ nen-
Tagoi: TPOMOOILUTONEHNs, TeMO-
IUTHYeCKasl aHeMMsI, MOPaKeHue
II0Y€K, LIEeHTPAJIbHOM HEPBHOM CIC-
TeMbl, nuxopaaka. OKOHYaTeNbHBII
IMaTHO3 yCTaHOB/IeH 6rmarogaps
KOMIUIEKCHOMY O0C/Ie[JOBAaHNIO, KO-
TOpO€ MO3BO/IN/IO IPOBECTI BEPH-
¢duKanmio 1 Ha3HAYNTH aleKBATHOE
JIedeHue.

[TpoBogumas Ttepanus (MHOy3Ms
CBEXX€3aMOPOXKEHHOI IJIa3MBl,
PUTPOLUTAPHON MACCHI, HIpUMe-
HeHye MeTunpena, BIOCIENCTBUN
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HpegHN30/M0HA, LedTpuUaKCOHa,
nnasmadepes, nHpysua Auenn-
61y ¥ #p.) fajna MOMOXKUTENbHbIN
3¢ dexT: HOpManM3oOBanach TeM-
meparypa Tenla, KYIMPOBAIUCD Te-
MOpParm4ecKmin ¥ reMOINTIIeCKIIL
CUH/IPOMBL.

IIpencraBieHHOE KIMHUYECKOE Ha-
OmrofeHe OTpakaeT 0COOEHHOCTH
K/IMHUYECKUX U Tab0paTOPHBIX M3-
MEHEHMI NPU YKa3aHHOM IIaTOJIO-
ruy. 3Hast UX, CHELVATNCTBI CMOTYT
CBOEBPEMEHHO JIMarHOCTUPOBATD

TTII n npuMeHNUTDb afeKBATHYIO
Tepanuio.

3aknyeHue

Ha coBpemeHHOM 3Tame TpoM-
6oTuveckas TpombOIMTOIE-
Hu4Yeckasd nypnypa (60me3Hb
MomkoBuIja) ocTaeTcsa pefKUM
3aboneBaHueM y gereir. Hegocra-
TOYHAs UHGOPMUPOBAHHOCTH CIIe-
[[MATICTOB OTPAXkaeTCsl Ha CPOKAX
AMATHOCTUKY U CBOEBPEMEHHOCTH
IpOBe/leHNA aJleKBAaTHOI Tepa-

KNMHKUeCKaa npakT

nun. [JOCTymHOCTh aKTyalbHON
nHPOpManMU B OTeYeCTBEHHBIX
U3IAHUAX TI0 JAHHOJ HO30JI0TUU
A1l pabOTHUKOB IIPAKTUUECKOTO
3apaBooXpaHeHus Oyger crrocobce-
TBOBAaTb 0OJbIIEl OCBENJOMIJIEH-
HOCTM U IOBBIIIEHNIO KadyecTBa
OKa3aHMA MeJULMHCKON MOMOIIN
metsam ¢ TTII. s

Asmopuol 3as867810M
06 omcymcemeuu
KOH(AUKMA UHMEPecos.
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Clinical Case of a Trombotic Thrombocytopenic Puppura at the Child of 11 Years

A.B. Revazova, PhD!, T.T. Borayeva, MD, PhD, Prof.!, M.V. Burnatseva?

! North-Ossetian State Medical Academy

2 Republican Children’s Clinical Hospital, Russia, RNO - Alania

Contact person: Asya B. Revazova, revazova42@mail.ru

Trombotic thrombocytopenic puppura (Moshkovits's disease) — one of severe forms of a mikroangiopatiya

which is characterized by intensive aggregation of thrombocytes, consumption thrombocytopenia, mikroangiopathic
hemolitic anemia, ischemic defeat of various bodies. Meets at children of the TPP extremely seldom and therefore
represents difficulties for clinical physicians in verification of a disease and definition of the medical program.

The disease has an aggressive current, in the absence of adequate therapy, can end with death. Analysis of a clinical
case of a trombotic thrombocytopenic puppura at the girl of eleven years is given in work.

Key words: trombotic thrombocytopenic puppura, Moshkovits’ s disease, mikroangiopathic hemolitic anemia,

thrombocytopenia, plasmapheresis
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