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Pesrome

Arunmunseiii remosuTuKo-ypemudeckuii cuHApoM (al'YC) — xoMImaeMeHT-0IoCpeAOBaHHAA TPOMOO-
tdeckas mukpoanruonaTua (TMA), xapakrepusyeTca KAACCUYECKOM TPHAAOM CHMIITOMOB — MUKPOAH-
THOIATHYECKOU remoanTHaeckoii anemueii (MAI'A), TpoMOoLTOIIEHHE K OCTPBIM IIOYEYHBIM IIOBPEXK-
AetueMm. ITpeacraBaeHHOe HAOAFOACHHE AGMOHCTPUPYET HEIIOAHYIO ATPOMOOLIMTOIIEHUYIECKYIO (DOPMY
TPOMOOTHYECKOI MUKPOAHTHOIATHH KAK OAMH U3 BO3MOXKHBIX KAMHHYECKUX (DEHOTHIIOB ATUIIMIHOIO
TEMOAUTHKO-YPEMHYECKOr0 CHHAPoMa. OTCyTCTBHE IIOAHOIO CIEKTPA reéMATOAOIMYECKUX ITPOABACHUI
B COYETAHHMH C IIPOIPECCUPYIOLIEH IOYEUHON HEAOCTATOYHOCTHIO IIPHBEAO K OIIHOOYHOM AMATHOCTHKE
OBICTPOIPOrPECCUPYIOIIETO TAOMEPYAOHEDPUTA M HEOOOCHOBAHHOMY HA3HAYEHHIO MMMYHOCYIIPECCUB-
HOM Tepamuu.

Apyroii 0COOEHHOCTBIO TeYeHHA 0OA€3HH y HAIIIEro IalueHTa, KpoMe «HemoAHoi» TMA, aBaserca
AAUTEABHBIN CyOKAMHMYECKUI IIEPHOA C IEPCHCTHPOBAHHEM AHEMHH, MHHHMAABHOI'O MOYEBOIO CHH-
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ApOMa, HecneruUIeCKUX CUMIITOMOB — cAaboctH, yromagemoctu. CyOkanHnueckoe TeueHue 3aboseBa-
HUA ABAAETCA HEOAArOIPHUATHBIM IIPOTHOCTUYECKUM (DAKTOPOM, IIOCKOABKY AMAIHO3 HEPEAKO YCTAHAB-
AMBAETCA YK€ Ha TEPMUHAABHOI CTAAMH ITOpa>KeHUA IoveK. [Ipumep Hallrero marueHTa yKaspIBaeT Ha
HEOOXOAMMOCTh aKTHMBHOI'O AMATHOCTHYECKOIO IIOMCKA, HAIPaBA€HHOro Ha Bepudukanuio TMA npu
coueranuu MAT'A u noueunoro nospe>xaeHuA. B MOA0GHBIX cayuasx Aasf Gosee paHHEH AMArHOCTHKU
TMA HeoGX0AMMO TIIATEABHOE 00CACAOBAHHE IAIMEHTA, YTOUHEHHE XapaKTepPa aHEMUH, IIOBTOPHBIM
OIIPEACACHUEM YHCAQ TPOMOOLIITOB. Y IMAIIEHTOB C HEOTUETAUBOM KAMHUYECKOM CUMIITOMATHKOI aGco-
AFOTHO HEOOXOAMMO IIPOBEACHHE OMOIICHY ITOYKH, TAK KAK OT CBOEBPEMEHHO YCTAHOBA€HHOIO AUArHO3a
3aBUCUT OOIIMIA IIPOTHO3 MAIEHTA.

Abstract

Atypical haemolytic uremic syndrome (aHUS) associated with complement-mediated thrombotic mi-
croangiopathy (TMA) is typically associated with non-immune mechanical haemolytic anemia, throm-
bocytopenia and renal failure. We report a case of an adolescent incomplete form of athrombocytopenic
TMA as a possible phenotype of aHUS.

Partial hematologic presentation with the progressive renal failure has led to wrong diagnosis of the
rapidly progressing glomerulonephritis and to unnecessary immunosupressive therapy.

Subclinical period with persistence of anemia, minimal proteinuria and non-specific symptoms of
illness (weaknesses, fatigue) were the features of the disease in the patient. Subclinical course of the dis-
ease with the absence of thrombocytopenia was unfavorable prognostic factor that resulted in the delayed
diagnosis and poorer renal outcome in the patient. Our clinical case shows that diagnosis of TMA can be
suspected if there is a combination of the hemolytic anemia and kidney injury. Careful patient examina-
tion, identification of the type of anemia with platelets count are necessary for earlier diagnosis of TMA.
Kidney biopsy is required to confirm the diagnosis of aHUS in patients with incomplete clinical pattern.

Key words: atypical haemolytic uremic syndrome, <incompleter thrombotic microangiopathy, chronic renal failure

ATHIINYHBIA TEMOAHTHKO-YPEMUYECKUAN CHHAPOM
(al'VC) — KOMIIAGMEHT-OIIOCPEAOBAHHAA  TPOMOO-
TUYECKA!  MUKPOAHTHOIATUSA, — XaPAKTEPU3YIOIIAACH
KAAQCCHYCCKOH TPHAAOH CHMITOMOB — MHUKPOAHTHOIIA-
THaecKol remoamrTmaeckor amemuein (MAI'A), tpom-
OOLNTOIEHHEH M OCTPBIM ITOYCYHBIM IOBPEKACHUEM
[11], IOCKOABKY MMEHHO IIOYKH fABAAIOTCA OCHOBHO
MHIIIEHBIO MUKPOTpOoMOO0OpazoBanus. B ocaose al'VC
AexuT TpoMOOTHYecKas Mukpoanruonatus (TMA), 06-
JCAOBACHHASA HEKOHTPOAHPYEMON aKTHUBAIIHECH aAbTEp-
HATUBHOTO IIYTH KOMIIAGMEHTA BCACACTBUE MYTAITHH
I€HOB, KOAUPYIOINUX CHHTE3 OECAKOB-PEIYAATOPOB CH-
crembl KomiiaeMenTa: paxropa xommaemernta H (CFH),
cpakropa xommaementa I (CFI), darropa kommaemen-
ta B (CIFB), MmeMOpanHOro xoakTopHOIO IPOTCHHA
(MCP) u C3, TpOMOOMOAYAHA HAN BEIPAOOTKH ayTO-
antutes K daxropy H — ocnoBHOMY peryagropromy
Oeaky aaprepHaTrBHOrO IyTH [4, 10]. B cBaAsu ¢ atum
cuaornMoM al'VC ABafleTcs TepMUH «KOMIIAEMEHT-3a-
Bucumas TMA».

3aboAeBaHme ACOIOTHPYET OBICTPBIM Pa3BUTHEM
TEPMHHAABHOIN ITOYEYHOH HEAOCTATOYHOCTH. ApTe-
pHAABHAS TUIIEPTECH3HA MOKET OBITH CACACTBHEM KAK
OCTPOTO IIOBPEKACHUSA IIOYEK, TAK M XPOHHYECKOM
UINEMUH, BBI3BAHHONW TPOMOOTHYECKOH MHKPOAHIHO-
narueil. [JoAOBHHA AeTell U ITOAABASAIOIIIEE OOABITTHH-
CTBO B3POCABIX ViK€ HA MOMEHT ITOCTAHOBKH AHMArHO3a
TpeOYIOT IPOBeACHHA AaAU3HON Teparuu [5]. V 20%
OOABHBIX HAOAIOAAIOTCA SKCTPAPEHAABHBIE ITOBPEKAC-
HEA, BKAIOYASA ITIOPAKEHNE IICHTPAABHON HEPBHOIH CH-
CTEMBI, CEPALIA, ACTKHUX, KEAYAOUHO-KHIIICIHOTO TPAKTA.
V 5% OGOABHBIX KOHCTATHPYIOT Pa3sBUTHE IIOAHOPraH-

HOW HEAOCTATOYHOCTU BCAEACTBHE I€HEPAAN3OBAHHOM
TMA [8, 13]. OAHAKO HE MEHBIIYIO OITACHOCTH IIPEA-
CTAaBAACT CKPBITOE, CYOKAMHHYECKOE TEUeHHE OOAe3-
HH C IIEPCUCTHPOBAHIEM HA IPOTAKEHIN HEACAD HAH
MECAIIEB CAAOOBBIPAKEHHON AHEMUH, TPAH3UTOPHOM
TPOMOOITUTOIIEHHN IIPH COXPAHHOH (PYHKIIUH IIOYEK
[13]. BapnabeAbHOCTD KAMHHYECKHX ITPOSABACHUE OO-
A€3HH, OTCYTCTBHE paHHNX Mapkepos al'VC u Bo3MOK-
HOCTH IpOBeAeHU AL DEPEHITHAAPHON AHATHOCTUKH
pasanmanbx hopm TMA HEpeAKo 32TPYAHAIOT CBOEBpE-
MEHHYIO IIOCTAHOBKY AHArHO34a. B cBOIO 0uepeAp, 11o3A-
uag anarnoctuka al'VC n orcyrerBue crienmduyaeckoit
TEPAINHU ABASIOTCA OCHOBHBIMHU IIPUYUHAMUI PA3BUTUSA
HEOOPATHMOIO IIOYEYHOIO IOBPEKACHHA H HEOAAro-
IIPUATHOTO ITPOTHO34.

[TpuBoAuM KAMHHYECKOE HADAIOACHHE, KOTOPOE
HAAFOCTPUPYET OCOOEHHOCTH CYOKAMHHUYECKOIO Te-
gyerns al'VC 1 HeOAATOIPHATHEIE TIOCACACTBHA TAKOM
dopmsr 3a00aeBanns (puc. 1).

Iayuenum b., 16 aem.

Anamubes sxpsam: Maapdnk ot 2-i GepeMeHHOCTH
1 2-X POAOB, ITpOTEKaBINuX Oe3 ocodennocreii. M3 me-
peneceHHbIX 3200AeBanuil: peakue OPBL, B Bospacre
2-X AT TaKeAad KAIeaHas HHQEKIH, T0TpeOOoBaBIIad
CTAIIOHAPHOIO AedeHHA. B AomrkoAbHOM BO3pacTe Ha-
OAIOAAACA C IOBTOPHBIMU IACTPOIHTEPHTAMU, KOTOPHIE
CBSI3BIBAAM C ITOIPEIHOCTAMI B AHETE.

Anampes mortbi: C MAAAIIIEroO IIKOABHOTO BO3pac-
Ta OECIIOKOHAA CAAOOCTbD, TIOBBIIIICHHAS YTOMAAEMOCTb.
[To aammeBIM amOyaatoprOIt Kapter ¢ 2009 r. ormeuva-
Anch anemus (remoraobun 110 r/a), yeangenune COD
(25-34 MM/4) 1 MOYEBOII CHHAPOM, IIPOABASFOLLIICS
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MauwveHT b., 16 net KnuHunka
PKB Caxa nm. E.M. TapeeBa
2001 2009 2011 2013 23.09.15 23.10.15 11.15 12.11
ALl 140-160 n 90-100
lonoBHble 60nu, MM pT. CT. S
obuan cnabocTb = |« o | T
Ol il Nl Q.
Il Q|c 37,2C C
TowHoTa, ol 2[5 /\/\ =
=
pBOTa e 3l =
N S C— |O g
Kupknin ctyn ‘ ‘ “ Ta)
v v N4
Femorno6uH, r/n 110 113 116 123 108 103 103-91
TpombouuTsl 287 347 282 178 214 300-236
Nar, ea/n 576-803
CO3, mm/u 25 24 34 25 14 38 8-10
ny, r/n 0,66 0,3 2,0 5 3,88 2,68 5,76
Yy - + cnnowb cnnouwb 10-15 20/25-5/6
06u. 6enok/ 59/- 47/ 46/ 48-53/
anbObymuH, r/n 29 30 28-31
KpeaTuHnH, MKMonb/n 179 316-432 391 320
A AHUA N O-pnmep 2,18
NCKMHE3UA
InarHos xenuesbisoaawmx | BIMMH ATKAHKN alyYC
nyTei KomnnemeHT N
M3 500-750
Neverne M3 750M% -1000 M1
XoduTon | Amnogunun 10 N
MaHkpeaTuH | Buconponon 2,5 N340 mr/cyT
Puc. 1.

nporennypueit 0,2-0,7 r/A n Mmukporemarypueil. 3a Me-
AUIIIHCKOI IIOMOIIBIO He OOPAIIAACH, HE OOCACAOBAA-
c. B cenradpe 2015 r. — Baxiumnanuns ot rpumma. [To-
CA€ BAKIIMHAIIUN CTAA KAAOBATHCSH HA TOAOBHBIE OOAH,
TOIIHOTY, PBOTY AO 2-3 pa3 B cyrku. AA He n3aMepsAm.
[Tpn amOyAaTOpHOM OOCAGAOBAHUE BBEIBACHA IIPO-
teuHypust 5 r/A, spurpounrypust 178 ka./MrA (HOpMa
A0 13), camxenne obmiero 6eaka A0 59 1/A (aapbymun
HE OIPEACASAN), YPOBEHb I€MOTAOOHMHA COCTAaBASA
123 v/, kpeatnHuH CHIBOPOTKN KpOBH 179 MKMOAB/ A.
B cBsasu ¢ jxan0baMi HA IIOCTOSHHYIO TOIIMHOTY ITALTH-
CHT B TCUCHIE MECAIIA IIPOXOANA AMOYAATOPHOE 0OCAE-
aosarne (OIAC, V3U opraHoB OPIOIIHOI ITOAOCTH)
u AedeHme y racrposnteposora. IlocraBaen Awmarnos
AUCKHHE3HU KCAYCBBIBOAAINX IIyTCH, IIPOBOAMAACH
TEpAIs KEAYECTOHHBIMHE, (PEPMEHTHBIMH IIPEIIaAPATAMH
(xoduroa, mankpearun). Heemorps ma mposoaumyro
TEPAINIO, TOAOBHAS DOAB, OOIIAfA CAADOCTh U TOIIHO-
TA HAPACTAAM, B CBA3U C UeM B KoHIe cenTadpa 2015 r.
TOCIIUTAAH3SHPOBAH B CTAILIHOHAP IO MECTY KUTCABCTBA.

IIpm ocMOTpe cOCTOAHUE CPEAHEH TAKECTH, BAABIH,
Bec 56,8 kr, poct 183 em. AA — 140/90 mm pr.cr. Kow-
HBIC IIOKPOBBI CMYTABIC, CAU3UCTBIC OACAHO-PO3OBOM
okpacku. OTexoB HeT. B Aerkux ApIXaHHE BE3HKyAAp-
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HOE, XPHUITOB HET. TOHBI CepAla ACHBIE, PUTM IIPABHAD-
meri. ZKUBOT MATKHH, YMEPEHHO OOAC3HCHHBIN B OIIH-
racTpuH, II€YCHb IIAABIIATOPHO HE yBeamdeHa. Amuypes
2 a/cyr. Crya kamneoGpasusiit 1-2 pasa B cyr.

[To AaHHBIM ODCACAOBAHUSA BBIABACHEI AHEMHA (Te-
moraobun 108-103 r/A), cHuKeHIE YPOBHS TPOMOOLIU-
ToB A0 178 TBIC./MKA (DOACE wem Ha 30% OT ncxoAHO-
ro nokasareas — 282 Ttoic./mkA), COD — 25-38 mm/4,
HOBBILIICHUE YPOBHA KpearnHuHa A0 316 MKMOAB/A,
IIPU3HAKA YMEPEHHOIO HE(MPOTHYECKOIO CHHAPOMA
(cyrounas nporenaypusi A0 3,88-2,68 r/cyr, obnii
Genok — 49-47 1/, aasbymun 29-30 /A, XOAecTepHH
0,89 MMOAB/A), spurpormtypust 10-15 B 11./3p. 1 ap-
TepUaAbHAA THIEPTEH3uA ¢ HoBbieHneM AA Makch-
MaabHO A0 160/100 mm pr.cr. B reuenne 4 cyrok mo-
cae mocrynaenus (24-28.11.2015 r.) AookymMeHTHPOBAHO
HApACTAHNE KPEATHHUHA CBIBOPOTKH Kposu c 316 A0
432 MkMOAB/A (1. €. Boree uem Ha 26,5 MKMOAB/A 32
48 wacos), aro B coorBercrBun ¢ Kpurepuavmu AKIN
2007 MOXKHO pacLEHMBATH KAK IPU3HAKA OCTPOIO II0-
BpexkacHuA 1odek. Mapkepsr remarura B, C, BUY,
antureaa kK AHK u ANCA-ckpun. — orpunareAbHsl,
KOMITOHCHTBl KOMIIAGMEHTA B IIPEACAAX HOPMAABHBIX

smavennii C3 — 116,3 mr/aa (mopma 75-135), C4 —
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38,26 mr/an (mopma 9-36). MccaeaoBanue KpoBu MeTo-
asom PIIT'A ma xurreunsie na@eKIMN (IMUTEAABL, CAAb-
MOHEAABL, IEPCUHIN) — OTPULIATEABHBI, KPOBb U KAA Ha
HAANYHE IIIATA-TOKCHHA HE HCCACAOBAAUCE.

[Tprn MCKT opramnos rpyanoii kaerkn (29.10.2015r.)
BBIABACHBI IIOCTBOCIIAANTEABHBIC U3MCHCHUS B BEPXHIX
AOAAX 000HX Aerkux. CBeKHX IATOAOTHYECKHX H3Me-
HEHWH B ACTKHUX HET.

Koncyapramusa drusuarpa: AAHHBIX 32 AKTHBHBII
TyOEpPKYAE3 HET.

Kouncyaprarus meppoaora (26.10.2015 r.): ogarosoit
CHMITTOMATUKH HET. AAA MCKAIOYEHHUA BHYTPHYEPEII-
HOW THICPTEH3UN U OOBEMHBIX 00pasoBarmit — MPT
TOAOBHOTO MO3TA.

MPT roaosnoro mosra (2.11.2015 r.): 6e3 oTkAoHe-
HUS OT HOPMBL

Oxyancr (26.10.15 r.): aHrmonaTus CeTIaTKM.

OxoKI' (27.10.2015 r.): skrommueckoe KperaeHue
XOPA IIEPEAHEH CTBOPKH MHUTPAABHOIO KAAIIAHA C MH-
HUMAABHOH perypruranueil. AOmoAHHTEABHAA Tpade-
KyAa B ACBOM :keAayAouke. [Toaoctu cepama He pacru-
pensr. OB — 69%.

®LIAC (26.10.2015 r.): pedparokc-330darut. 3acTom-
Haf TaCTPOAYOACHOIIATH.

Koncyaprarus racrposurepoaora (8.11.15 r.): xpo-
HUYCCKUH IIOBEPXHOCTHBIA TIACTPHUT, AYOACHUT, 00O-
crpenne. A\yOACHOTaCTPaABHBIN pedAroKc. AncKuHe-
311 YKCAUCBEIBOAALIIHX Iy TCH.

VaureiBas TEMI HAPACTAHHA KPCATHHHHA, AMa-
THOCTHPOBAH ~ OBICTPOIIPOTPECCHPYIONIUI  TAOMEPY-
soredppur (BITI'H). C 27.10.15 r. mavara uMmmyHOCY-
[IPECCUBHAA TEPAIUA: IIPOBEACHA IIYABCH-TCPAITIS
METHA-TIPEAHH30AOHOM (cyMMapHO 2250 Mr), HazHAYEeH
I13 Bayrps B A0se 40 mr/cyr. C 1.11.2015 r. ormerna
VXYAIIIEHHE CAMOYYBCTBUA B BUAE YCUACHUSA TOIIHOTEL,
IIOABACHUE MHOTOKPATHOHI PBOTHL B TedeHHe 2 AHCH,
KHAKOTO CTyAd, IIOBBIIICHUS TEMIICPATYPHI TEAd AO
37,2° C. IlpoBoAuaack HH(QY3HOHHAA TEPAIIHA PACTBO-
pamu OukapOOHATA HATPHSA, TAFOKO3BL, AHTUTHIICPTCH-
suBHas Teparmst amaoAunuaoM 10 Mr/cyT, kKapBeAnAO-
Aom 25 mr/cyr. B pesyabrate mpoBoAMMOI Teparin
CAMOYYBCTBHE YAYVYIIHAOCh. OAHAKO IIOCAE IIPOBE-
AEHHSl BTOPOTO CTEPOMAHOTO IIYABCA» B TOMH Ke AO3E
(2250 Mr) — BHOBB YXVALICHHE CAMOYYBCTBHA C TEMHU
K€ KAMHUYECKIMH IIPOABACHHAMH, YTO H B IIEPBBIH
pas. B aumamuxe AabOpaTOpHBIE TOKA3ATCAN IIPEIKHIE:
kpeatuauH 360 MkMOADB/ A, remoraobuu 103 1/, anb-
Oymun 32,8 1/, spurpouurypus 8-10/ma, mporensy-
pus 3,55 r/cyr. Hanpasaen B Kanunky nedpposorun
[Tepsoro MI'MVY nm. .M. Cedenosa AAf yTOYHEHHA
AVIATHO34 U BEIOOPA TAKTHKI ACUCHII.

Ilpy mocTymAeHHM: COCTOAHHE CPEAHEH TAKECTH.
Temmeparypa teaa — 36,6° C. Bec 58 kr. Pocr 183 cm.
VIMT=17,32 kr/m. Koxuble TOKpOBB OOBIYHOI OKpa-
cku 1 BAaxkHOCTH. [lacTosHocts roseneit u crom. Ile-
pudepudeckne A/y3Abl He MAABIHPYIOTCH. B Aerkmx
ABIXAHHE BE3HKYAAPHOE, XPUIIBI HE BBICAYIIHBAIOTCA.
YAA — 18 B mun. ToHsl cepAlia fICHBIE, PUTMHUIHELE,

Habnionens 13 npakmku

akreHt 1 tona maa aoproit. YCC=PS=68 B mun, AA
150 m 80 mm pr.cT. ZKHMBOT MATKUH, IIPH HAABIAIIIH
0e300Ae3HEHHBIN BO BCeX OTAeAax. Pasmepsr medve-
mu 110 Kypaoy 10-9-8 cm, ceaesenxa mepkyropao He
YBEAUYEHA, AAMHHHUK 8 cM, morepedHuk 5 cm. Cum-
IITOM IIOKOAQYUBAHUSA II0 IHMOACHHYHOM 00AACTH OT-
pHIaTeApHBII ¢ obemx cropoH. Mouenciyckanne
cBoDOAHOE, Oe300oAe3HEHHOE, HHKTypusf A0 2-3 pas
3a Houb. CryA 00BIYHOTO I1BeTa, OopmAcHHEIL. Me-
HIHTCAABHBIX 3HAKOB M OYArOBOM HEBPOAOIHYECKON
CHUMITTOMATHKH HET.

[To AaHHBIM OOCAEAOBAHUSA COXPAHACTCA AHEMEA
102-91 r/ A ipu HOpMaAbHOM ypoBHE TpoMOOLITOB 300-
236 roic./mrA, COD —10 mm/ 4., yposern AAIL iobiren
A0 803 ea/ A, BEIABASIFOTCA IIN30LIUTHL B Maske repude-
PHYECKON KPOBH, IIOKA3aTEAH OOMEHA KeAe3a B IIpe-
ACAAX HOPMBI (7KeA€30 CHIBOPOTKH — 19,2 MKMOAB/A,
tpanceppun — 2,31 1/A, % HachleHUSA KeAe30M
32,89%). OTmeuaroTcsi KAMHHKO-AAOOPATOPHBIE IIPH-
3HAKH HE(DPOTHUIECKOTO CHHAPOMA (ITACTO3HOCTH CTOII
U TOAEHEH, IpoTenHypust A0 5,76 r/cyT, aAbOyMHUH —
29-31,5 r/A, obmmit 6erok — 48-54 1r/A), spurporn-
Typus ot 5-6 Ao 20-25 B 11./3p., KPEATHHUH CBIBOPOT-
kn kpoBu — 320-327 mrmoAb/A, cumxenne CK® Ao
27 ma/muH B ipobe Pebepra.

Hmmynosormaeckue tecter: CPb orp., PO orp.,
agructperrroanmsud-O 0 ME/ma (mopma  0-125),
AKAIg M 1,03 ME/ma (Hopma 0-7), AKA Ig G
1,09 ME/ma (mopma 0-10), amtusaepubie aHTHTEAL
AH® (HU®) (Hep2) orp. (HOpma — o1p.), AT k Hat.
AHK 4,68 ME/mA (2opma 0-20), C3 KOMIIOHEHT KOM-
naementa 87,3 mr/aa (Hopma 79-152), C4 xommonenT
kommAementa 21,17 mr/aa (Hopma 16-38). AkruBrHOCTD
meraaronporenHasst ADAMTS13 B maasme kposu 1a-
mrenTa cocrapuaa 85% ot yposua ADAMTS13 B kon-
TPOABHOIT IAa3Me (pedpepencurie 3HaveHua 93-113%).
Koaryaorpamma: AYTB 0,83 (Hopma 0,75-1,25), % mpo-
tpomOuHa 1o Keuky — 120 (mopma 70-130), dpubpumo-
rer — 2,56 /A (Hopma 1,8-4,0), TB 18,7 cex (Hopma 14-
21), A-aumep — 2, 18 mxr/ma (Hopma menee 0,5).

DKI'": put™ CHHYCOBELH, YMEPEHHO BBIPAKCHHAS CH-
uycosast apurmust, ICC 61 ya./mun. DOC — Beprukasb-
Hoe noaAoxenne. CHHAPOM paHHEH PEIOAAPU3AIIIH
KEAYAOUKOB.

ITo AarabIM Y3M mo4kn OOBIMHO PACIIOAOKEHBI,
KOHTYPbI Y€TKUE, POBHBIE, HOPMAABHBIX Pa3MEPOB: Ac-
Bast 104X59X44 My, ToAIIMHA TAPEHXUMBI 16 MM, IIpa-
Bag 114X55X38 mM, ToamuHa mapesxumer 15-16 v,
KOPTHKO-MEAYAAAPHaA AndpdpepeHImanus coxpaHeHa.
[Tapenxnma 0OEHX IIOYEK ITOBBIIIEHHON 5XOT€HHOCTH.
YAC ne pacmmupena. B mapenxnmve cpeanero cermenTa
IIPABOI TOYKH OIIPEAEAAETCA KHCTA pasMepamm 7/ MM.
Kamneit ze BoraBAeHO. [IOABIKHOCTD 1TOYEK ITPH ABIXA-
Huy o0braHAf. B moAomkeHun crod moukn 0e3 ocobeH-
nocreit. B pexnmve LIAK mogednsiii KpOBOTOK yCHAeH,
IIPOCAEKUBACTCA AO IEPUPEPHUECKIX OTAEAOB KOPKO-
BOI'O CAOfl, OIIPEACAACTCS KAIICYAAPHBIH KPOBOTOK. O0-
AACTh HAAIIOYEYHHKOB He m3MeHeHa. Bo Bcex oraerax
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OPIOIIHON ITOAOCTH OILIPEACAACTCA YMEPEHHOE KOAIYC-
CTBO CBOOOAHOM aH3XOTCHHON KMAKOCTH.

AASL yTOYHEHHS XapaKkTepa IMOPAXKEHUSA IIOYCK BEI-
IToAHeHa Ororncus nodkd. B npermapare 5 ckaeposupo-
BAHHBIX KAYOOYKOB (BCE OHM YMEHBIIIEHBI B Pa3Mepax,
CKACPO3UPOBAHBI 110 HIIEMHYECKOMy THITY). Awnd-
py3HO-O9ATOBEII CKAEPO3 MHTEpCTHIHMA H aTpodud
KaHAABIIEB, 3aHuMmaromue 6oaece 50% rouyeunoi ma-
perxumbl. COXpaHHBIE KAHAABIBI THIEPTPOMUPOBAHBL
Aprepuoaockaepos/rmaruno3. B npemapare umeercs
OAHA IIPUHOCAIIAA APTEPHOAA C MYKOHAHBIM HAOYXaHI-
eM HHTUMBL VIMMyHOTHCTOXHMIYECKOE HCCACAOBAHHE!
B IIPEHapaTe COXpaHHBIE (HECKAEPO3NPOBAHHEIE) KAY-
6ouku orcyrersytor. 1gG, IgA, IgM, C3, Clq, kara/
AIMOAA — HeraTuBHO. O9aroBoe rpaHyASPHOE CBEUEHUE
ubpunorena ma I'BM. 3axarouenue: AuddysHbIT
raomepyaockaepos. Hedppockaepos.

Takum oOpasom, amaMHe3 3a00ACBAHUSA, IIPOrPeC-
CUPYIOIIIEE VXYAIICHHE (DYHKIINU ITOYCK B COYCTAHUH
C MHKPOAHTHONATIYECKON TEMOAHTUICCKON AHEMUEH
(mosermennem AAI, BEIIBACHHEM IIH3OLHTOB B IIE-
prudepudecKoil KPOBH), 3IIM30AOM CHIKECHHA YPOBHA
TpoMOOIHTOB OoAce deM Ha 25% OT HCXOAHOIO IIO-
KA3aTEAfl, OTCYICTBUC KAMHUYCCKUX M HMMYHOAOIHYC-
CKIX AAQHHBIX 33 CHCTCMHEBIC 3a0OACBAHES (CHCTCMHBIIL
Backyaut, CKB, muadekinm), I03BOAHAN OTBEpPrHYTH
Anarnos BIIT'H, mamonaTideckoro HAM B paMKax CH-
CTEMHOTO 3200AEBAHMA U KOHCTATHPOBATH TPOMOOTH-
YECKYIO MUKPOAHIHOATHIO. PesyApTatsl MOpdoAOrH-
YECKOTO MCCACAOBAHHA TKAHU ITOYKH HE IIPOTUBOPEYAT
3TOMY AHATHO3Y: BEIPAKCHHBIC CKACPOTHYCCKHUE H3-
MEHEHHA KAYOOUKOB HIIEMUYECKOIO XapakIepa CBOM-
crBeHHBl xpoHmdeckoin TMA, a mykouanoe Habyxanne
SHAOTEAUS IPUHOCAIIEH APTEPHOABI AAKE B OTCYT-
ctBuH TpoMb03a — octpoit TMA, mpudeM Cy:KEHHBIH
B PE3YABTATE 3TOLO IIPOCBET COCYAA ABAACTCA IIPHUUUHON
HIIIEMHYECKOTO IIOBPEKACHHA KAYOOUKa. Paspuue ap-
TEPHOAOCKAEPO32/ THAAMHO3a MEAKAX COCYAOB V IIOA-
pocTka 6e3 AAHTEABHOH apTEPUAABHOH IUIICPTCH3HUI
n orroxenns ¢pudpunorena Ha ['BM, mo-suanmowmy,
TAKIKE MOYKHO PACCMATPUBATD KAK CACACTBHC ITOUCIHON
TMA.

HopmaAbHBIA ITOKa3aTEAD aKTHBHOCTH METAAAOIIPO-
ternassl ADAMTS13 y marnenTa 103BOARA HCKAIOYUTH
AMATHO3 ~ TPOMOOTHYECKOH  TPOMOOIMTOIECHITIECKOH
ayprypel. Takum 0Opa3oM, B pe3yAbTATE IIPOBEACHHOIO
00CACAOBAHNSA OBIA YCTAHOBACH AMATHO3:

ATI/IHH"IHI)HZ FCMOAHTHKO—YPCMH‘JCCKHIZ CI/IHApOM:
MHKPOAHTHOIIATHYCCKAS ~ [EMOAUTHYICCKAS — AHEMUM,
TPOMOOTHYECKA! MUKPOAHTHOIATUS C IIOPaKEHUEM
o4ex (OCTPOE MOBPEKACHIE IIOYEK C HCXOAOM B XPO-
HHYECKYIO OOAE3Hb ITOYEK 4 CT.), MOP(OAOIIIECKH
— AuddysHbi HePPOCKAEPO3, OHOICHA ITOYKH OT
12.11.2015 r. Aprepuasspnas rumeprensus 2 cr. 1 crT.
BBICOKOTO PHCKA.

[Tocae Bepudukarn anaraosa al'VC magaro cHu-
KEHHE AO3BI IIPEAHH30AOHA, KOTOPOE PEKOMEHAOBA-
HO IIPOBOAHTH AO IIOAHOW OTMEHBI IIPErapata, IIpo-
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AOAKEHA He(POIPOTEKTHBHAA/ AHTHIHIIECPTCH3UBHAS
TepannA KOMOHHANMEH MUHHMAABHBIX A03 HAIID,
TEPAIIEBTHYECCKUX AO3 AMAOAMIIMHA M OHMCOIPOAOAQ.
VanTeBasg COXPAHAIONIYIOCA MHUKPOAHIMOIATHYECKYIO
AHEMHIO, YTO IOATBEPHKAAAN ITOBBIIIEHHBIN YPOBEHD
AAI' ¥ HaAWY#E ITH30IINTO3a, B CTAIIHOHAPE IO Me-
CTy KHTEABCTBA PEKOMEHAOBAHO IIPOBeACHHE HH(Y-
3uit cBexesamopokeHHom maasmsl (C3I1) B coueranun
C HH3KOMOACKYAAPHBIM I'€IIAPUHOM, IIOCKOABKY BBICO-
KWl ypOBEHb /\-AFIMEPA CBHAETEABCTBYET OO AKTHBAIIII
BHYTPHUCOCYAMCTOTO CBEPTHIBAHUA KPOBH, ITO3BOAASA
npearrorarats ocaoxkaerne al'VC ABC-cuaapomom.
Ecan pexomeHAOBaHHAA Tepalus, IIPOBOANMAA B Te-
deHHe 2-X HeAeAb, Okaxerca HeddEeKTUBHOM, 0 dyeM
OYACT CBHAETEABCTBOBATH IIPOIPECCHPOBAHME IIOYECH-
HOI HEAOCTATOYHOCTH, HAPACTAHUE MUKPOAHIMOIIATH-
YECKOTO TeMOAHM32 (HEYKAOHHOE IIOBBIIIICHHE YPOBHA
AAL', CHIDKEHIIE TEMOTAODHHA, HE YCTYIIAIOIIEE IIPEIIa-
paTam apUTPOIIOITHHA), TOABACHHE IKCTPAPECHAABHBIX
cumrromos (mopaxerne [THC, cepana, aerkux), mamm-
EHTY ITOKa3aHO HA3HAYCHHE ITPEIapaTa DKyAn3yMao.

OGcy>xaeHue

[IpeacraBAeHHOE — HAOAIOAGHHE — HMAAFOCTPHPYET
TpyAHOocTH AmarHoctuku al'VC mpu Tak HaselBaeMOI
«rertoaHoi» TMA, TO ecTp B OTCYTCTBHH XOTS OBI
OAHOTO IIpm3HaKa KAaaccmdeckor e€ tpmaasr: MAI'A,
tpomboruronenuu, OINIl. V marrero manuenra grc-
AO TPOMOOIIUTOB IIOCTOSHHO OCTABAAOCH HOPMAABHBIM
(MHHIMAABHOE UX KOAHYECTBO AHUIIIb OAHOKPATHO CO-
craBasiao 178 Teic./MKA), uTO, €3 coMHEHUS, CIOCOO-
CTBOBAAO OIIMOOYHON OIEHKE APYIHX BA/KHBIX CHM-
IITOMOB — AHEMHHU W HAPACTAIONICH KPEATUHHHEMHH,
KOTOPBIE B CTAI[HOHAPE ITO MECTY KUTEABCTBA OAHO-
3HAYHO TPpakToBaAuCh Kak npoasAeHud BITTH. Mexay
TeM, COYETAHUE AHEMUU C JIU30AOM CHWIKCHUS YIKC-
Aa TpoMmOonuToB GoAee wem Ha 25% OT HCXOAHOrO
(178 Te1c./MKA 1IpOTHB 282 THIC./MKA IIO AAHHBIM aM-
OYAATOPHOI KapPTHI) Y IIOAPOCTKA C IIPOIPECCUPYIOIIEH
[IOYCYHON HEAOCTATOYHOCTBIO AABAAO BCE OCHOBAHWUS
A A EPEHITTAAPHON AMATHOCTHKU MEKAY ABY-
MA YPIEHTHBIMH HE(PPOAOTHUECKUMI CHHAPOMAMM:
BITTH u TMA. 1 ecAu 1epBEIH U3 HEX XOPOILO H3-
BeCTeH HEPPOAOTAM U IOOYIKAAET UX K HEMEAACHHBIM
ACHCTBHAM, TO CYIIECTBOBAHHE BTOPOIO AO ITOCACAHE-
IO BPEMCHH IIPAKTHYCCKH HTHOPUPOBAAOCDH, YTO IIOA-
TBEP/KAAET IIpuMep Harmero manumenta. OTcyrcrsue
HACTOPOKEHHOCTH HedpoAoros B ortHorrerna TMA
B AAHHOM CAy9Yae IPHBEAO K OTCPOYEHHOI BepuHKa-
IIMH AMATHO32 U, KAK CACACTBHE, OTCYTCTBHIO CBOCBpEC-
MEHHOM aACKBATHOM TEPAITHH.

Anaans TedeHnsn 3a00AEBAHMA, IPOBEACHHBIN IIPU
IIOCTYIIACHAH OOABHOIO B KAHMHHKY Hedposoruu
[Tepsoro MI'MYV, 1103BOAMA IIPaKTHYECKH CPas3y yCTa-
nosuth Auarno3 TMA B pamkax al'VC. OcnoBannem
AAfl 9TOIO AMATHO32 IIOCAYKHAH ACOIOT IIOCAE Bak-
ruHanuu ot rpuiia, npusHakn MAI'A, BriepBrie BbI-
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ABAGHHBIE CIYCTA 2 MeC OT Hadara DOAC3HH, yKa3aHHe
B aHAMHE3€ Ha CHIKCHEE YHCAQ TPOMOOIHUTOB OoAce
gem Ha 25% OT HCXOAHOTO, MMEBIIIEE MECTO IIPH IIOCTY-
IIACHUH B CTAI[HOHAP II0 MECTY KUTEABCTBA, IIPOIPEC-
CHpYIOIee IMOPAKEHHE IMOYEK B OTCYTCTBHM KAHHH-
YECKUX M FMMYHOAOTHYECKHUX IPH3HAKOB CHCTEMHBIX
3a00AEBAHHIA.

Apyroit 0cOOEHHOCTBIO TCUCHHA DOAC3HH Y HAIIIETO
HAITHEHTA, KpoMe «HeoAHOW TMA, ABAACTCA AAUTEAD-
HBIH CYOKAMHHUYECKHI IIEPHOA C HEPCHCTHPOBAHUEM
AHEMHUH, MHHIMAABHOTO MOYEBOIO CHHAPOMA, HECIIe-
1D IIECKUIX CHMIITOMOB (CA2DOCTh, YTOMAAEMOCTD).

Caeayer ormeruts, uto al' VC B GoABIIIIHCTBE CAY-
YAeB HAYMHACTCA BHE3AIHO. DOAE3HB, KaK IIPaBHAO,
MaHH(ECTUPYET HECHENUMIUECKUMI  CHMIITTOMAMH
— OOIIMM HEAOMOTAHHEM, CAADOCTBIO, YTOMASEMO-
CTBIO, IPUIIIOIOAOOHBIM CHHAPOMOM, 4 IIOPaKEHHE
IIOYCK § OOABIIIHCTBA OOABHBIX IPOABASACTC OCTPOI
HOYCYHON HEAOCTATOYHOCTBIO C HAAUYHEM OAHUIO/
anypun uAu 0e3 mee [7]. Tem He MeHee, CyIIECTBYIOT
crepreie POPMBI TedeHHA 3a00AEBAHUA, B YACTHOCTH,
okoA0 20% manmeHTOB MMEIOT YMEPEHHBIH MOYEBOM
CHHAPOM 0e3 HapyrieHns (DYHKIIUH IOYEK HAH H30-
AUPOBAHHYIO IIPOTCUHYPHIO C HAYAABHBIMU IIPH3HAKA-
mu rouedHoi Heaocrtatogroctu [13]. Te ke ocoben-
HOCTH OTMCYCHBI U B OTHOIIEHHH I€MATOAOTHYCCKHIX
upossacHuit al'VC. Heemotps Ha 1O, 910 y GOABIIHH-
CTBA IAIIMCHTOB OTMEYAIOTCA BBIPAKCHHAS MUKPOAH-
THOIIATHYIECKAA TEMOANTHYECKAA aHeMUA (TeMOTAOOHH
meree 100 r/A, IU30IUTEL B Ma3ke HepuheprIecKoi
KpoBH, BEICOKHI yposerb AAL' M HE3KHIT — rarrorao-
Ouna, orpunatespHas peakiusa KymOca) B pesyabrare
MEXAHHYIECKOIO I€MOAM3a 3PHTPOIUTOB BCACACTBHE
HOBPEKACHUA IIPH KOHTAKTE C TPOMOAMH, OKKAIO3HPY-
FOIIFIMH TIPOCBET COCYAOB MUKPOIIPKYAATOPHOTO PyC-
Ad 1 TPOMOOIIUTOICHHA TOTPEOACHNSA, B PAAE CAYIACB
OOAE3HD MOKET HAYMHATHCA C HE3HAYUTEABHOIO CHU-
KCHIHA TeMOTAOOMHA, TIEPCUCTUPYIOIIETO B TEICHHUE He-
AEAb HAU AQKE MECALIEB, TIPH HOPMAABHOM KOAHYECTBE
tpombonuros [7, 8, 11, 13]. Mimenno Taxoit xapakrep
TedeHnsA OOAC3HH MMEA MECTO Y HAINEro NalueHTa —
ueboabmras anemus (Hb 110 r/A) u MunuMaAbHBLT MO-
9YEBOH CHHAPOM OTMEYAAHCH Y HEro B TedeHne 6 AeT
AO Pa3BUTHA OCTPOTO SIIH30AA, OAHAKO BBIPAKEHHOCTD
9THX IIPOSABACHUH, ITO-BUAMMOMY, HE AaBaAad OCHOBA-
HHI 3aAYMATBCA O CEPBE3HOCTH UX IIPHIMUHBL TaKum
00pa3soM, MOXKHO IIPEAHOAOKUTH, 910 TMA B AaH-
HOM CAyYa€ HMEAAd XPOHHYECKOE MAAOCHMIITOMHOE
TCYCHHE.

B npeacTaBAeHHOM HAOAIOACHHN YHCAO TPOMOOITH-
TOB IIOCTOAHHO OCTABAAOCh HOPMAABHBIM, AHIIb OAHO-
KPaTHO HaOAIOAAAOCH KPATKOBPEMEHHOE YMEHBIIICHIE
UX KOAHYECTBA, HE BBIXOAAIIEE, OAHAKO, 32 HIKHIOIO
IPAHHIY HOPMEIL, B IIEPUOA PA3BHTHA OCTPOTO SIIH30-
Aa TMA, KOTOpBIi, yIHTBIBAA OTMEYCHHEIE OCODEH-
HOCTH, IIEAECOODPA3HO PACCMATPHBATL KaK 0DOCTpe-
mue al'VC. B paapHerIIIeM KOAHYECTBO TPOMOOIIHTOB
OCTaBAAOCh CTAOMABPHO HOPMAABHBIM, HE OTMEYAAOCDH
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TAKKEC 3HAYUTCABHOIO CHIDKCHUS YPOBHA I€MOTAO-
Ouma. MbI moAaraem, 9to AAfl IOAOOHOTO XapakTepa
TeYeHNA OOAE3HH IIEACCOODPA3HO MCIIOAB30BATH TEP-
MuH «cyOkAmHIgecKas TMA», IPeAAOKEHHBIH HAMH
paHee AAfl XapAKTEPHCTUKN €€ y IAI[FEHTa, KOTOPOMY
AHArHO3 ATHIIMYHOTO T€MOANTHKO-YPEMHIYECKOTO CHH-
ApOMa OBIA YCTAHOBACH B MOMEHT IIEPBOTO OCTPOTO
3IIM30A4, A 3aTEM OTMEYAAOCH AHMIIb MEAACHHOE, HO
HEYKAOHHOE HAPACTAHHE KPEATHHUHA KPOBH B OTCYT-
CTBHE TEMATOAOTMIECKUX IpoABAeHuil [1]. DxBuBAACH-
TOM 3TOMY IIOHATHIO, C HAIICH TOYKU 3PEHUA, MOXKET
CAY/KHTb TEPMUH «@TPOMOOIUTOIIEHUYECKAS TPOMOO-
THYECKAs MUKPOAHTHOIATUN», KOTOPBIH HECKOABKO
Aer HazaA npearoxuan S.A. De Serres m P Isenring,
Cpean 50 marmenToB ¢ MOP(OAOTHIECKH ITOATBEPIK-
Aernoil TMA asropsl BeiaeAuAn rpymy u3 10 60Ab-
HBIX, § KOTOPBIX ITOKA3AHUEM K OHOIICHH ITOYKH CTAAH
IIoYeYHaA HEAOCTATOYHOCTh HEYCTAHOBAEHHON 3THO-
AOTHHI IIPH OYEBHAHBIX I'MCTOAOIMYECKHX IIPU3HAKAX
TMA. K HuM aBTOPBI OTHECAH IIPEUMYIIIECTBEHHOE I10-
paKEHIE aPTEPUOA C MHTHMAABHOH IpoAndepariueit
U/MAN OTEK SHAOTEAMAABHBIX KACTOK C OTAOKCHHEM
pubpuHa B IPOCBETE KAITHAAAPOB H APTEPHUOA, CMOP-
IIIUBAHHE HAU ABYKOHTYPHOCTH 0Oa3aABHBIX MeMOpaH
KAIIMAAAPOB KAYOOUKA, BTOPUYHBIN ME3aHTHOAU3HC.
OKa3aA0Ch, YTO HA MOMEHT IIOCTAHOBKU AMATHO32 IIPO-
LIEHT IIAINCHTOB, HYKAAIOIIUXCS B AHMAAU3E, CPEAH
«a@TPOMOOIIITOIIEHNYIECKIX» OOABHBIX OBIA BBHIIIIE, YeM
CpeAn OOABHBIX, MMEIOIINX HHU3KOE YHCAO TPOMOO-
I[ITOB, 2 5-A€THAA O0INad M IOYEUHAS BHIKHBAEMOCTH
ObIAA XyiKE, 9EM B TPYIIIEC OOABHBIX C TPOMOOLIUTOIIC-
HUEH, TO-BHAUMOMY, M3-32 OOACE ITO3AHCH AMATHOCTH-
ki 6oAesnu. [Ipu 3TOM HO30AOTMYECKHIT AHATHO3 I1a-
nuenTam ¢ TMA 6e3 rpoMbonnTOIIEHIN TAK U HE OBIA
yerarosaer, xota I'YC n TTII, kax caeayer u3 Tekcra
nyoAukanmy, oocyxaasucs [14].

WMcrnaaasg  pacupoCTpaHEHHOCTD HEIOAHOM
«arpombonuronenngeckoity dopmer al' VC B momyas-
nuu HensBeCTHA. 110 AAHHBIM PAa3ANYHBIX HCCACAOBA-
HHUH 3TOT IOKa3aTeAb BapbupyeT oT 13 Ao 44%, 4ro,
0E3yCAOBHO, 3aBHCHT OT YHCAQ OOCACAOBAHHEIX OOAB-
wex. B mccaepopanmm M. Sallee n coasr., mpoBOAUB-
IIIX AaHAAHM3 Ha ABYX OOABIIINX KOTOPTAX IaIlHEHTOB BO
®paHIHN, YCTAHOBACHA AOCTATOYHO BBICOKAA 9aCTOTA
neroano# gopwmer al'VC (13%, 20 n3 150 60AbHbIX),
mprdeM  CHelU(DUYECKUX IPUYUH  AAf  OTCYTCTBHSA
TPOMOOIIUTOIICHUH aBTOPbI HE OOHApyxHAH. Yacro-
TA BBIABACHHUSA MYyTALIUI I€HOB aABTCPHATHBHOIO ITyTH
CHUCTEMBI KOMITACMCHTA, KAUHHIYCCKAA KAPTHHA, OTBET
Ha ITAQ3MOTEPAIINIO M IIOYEYHBIH IIPOTHO3 B OTCYI-
CTBHE TPOMOOILIHTOIICHNN OBIAH COIIOCTABUMEL C Ta-
KOBBIMHI ITpu TpomOonuronenngeckoii dopme al'VC,
OAHAKO HEIIOAHBIH CIIEKTP KAHHHYECKUX IPOSBACHHIA,
[I0 MHCHHIO aBTOPOB, ABAACTCS HEOAATOIIPHATHBIM
akTOpOM IO3AHEH AMATHOCTHKH M HAYAAd TEPAIIHN
al'VC, uro aeaaer a1y popmy HanboAee kopapHoii [12].
[Tprumep HAIETO IAIHEHTA ITOATBEPKAACT HX TOYKY
3peHu.
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[Iprraunoil OTCyTCTBUA TPOMOOLUTOIICHHN § 9TOI
KATETOPUH ITIAIIMEHTOB, IO-BHAUMOMY, ABAACTCA OdYa-
TOBBIH, MO3AHYHEIH XapaKIep MUKPOTPOMOOOOPa3o-
BAHMA B COCYAUCTOM pycAe 1touek. [Tpu atom pacrpo-
CTPAHEHHOCTh W BBIPAKEHHOCTb BHYTPUIIOYEUHOIO
TPOMOOTHYECKOTO IIPOIIECCA HEAOCTATOYHA AAA IIO-
ABAeHMA TpomOonuroneHnu morpedbAeHns. OAHAKO
HIEPCUCTHPOBAHNE TPOMOOTHUYECKOH MHKPOAHITOIIA-
THH MOZKET IIPUBOAHTD K IOCTEIIEHHOMY HAPACTAHHIO
HIIIEMHH II0YEK, YTO IPOABAACTCA CHHAPOMOM CO-
CYAHCTON He(pOIATHN — HEYKAOHHBIM CHIZKEHHEM
(DyHKIIH TTOYCK, TTOSBACHHEM H/MAM HAPACTAHHCM
BBIPAKEHHOCTH MOYEBOIO CHUHAPOMA M apTEPHAABHOMH
runeprensun [1].

He BbI3BIBACT COMHEHUI, ITO CAMHCTBEHHBIM METO-
AoM AmarHOCTHKH HertoAHoH TMA cAyxur Guoricus
moukn. OAHAKO €€ BEIIOAHEHHE HE BCEIAA OOHAPYKH-
BACT XAPAKTCPHEIC THCTOAOIIYCCKHe IpH3Haku TMA.
Tax, M. Sallee ur coaBT. yKa3BIBAIOT HA TPYAHOCTH BBIAB-
Aennd mouedHoit TMA mpu arpoMOoIInTOIeHITIeCKOM
dopme al'VC, a10 00yCAOBACHO OIATOBBIM XaPAKTEPOM
ITOBPEKACHUSA TKAHH IIOYKU IIPX 3TON mmarosoruu [12].
Apyroit IpUYMHOMN OTCYTCTBHA KAACCHYIECKOI MOpdo-
aormdeckoir kapruasl TMA B HedpoOuomrare mpu
al'VC, ¢ mameil Toukn 3peHns, MOKET OBITH KpaiiHe
OBICTPBII TEMIT CKAEPO3UPOBAHHUA ITOUEYHOH TKAHH
B YCAOBHAX €€ HINEMUH, BRI3BAHHON BHYTPHIIOYCUHBIM
MHKPOTPOMOOOOpasoBaHneM. DTOT peHOMEH 00bAC-
HACT KApTHHY He(POCKAEPO3a, HEPEAKO OTMEIAEMOTO
B Ororrtarax rouek maruenTos ¢ al'VC Beero Aniis de-
pes 1,5-2 mec or Aebrora 3a00AeBannsd. Hakonern, ana-
rao3 TMA He Bceraa ycraHaBAHBAaeTcA MOP(OAOTOM,
€CAH B KAITMAAAPHBIX IIETAAX KAYOOYKOB M BHETAOMEPY-
AAPHBIX COCYAAX OH HE HAXOAHUT COOCTBEHHO TPOMOOB,
HECMOTPS HA HAAMYHE IPU3HAKOB XpoHmdeckoir TMA
U TIOPAKEHUA SHAOTEAHUA — BTOPOTO, HAPAAY € TPOMOO-
30M, BAKHOIO THCTOAOTHMYECKOIO CHMIITOMA OCTPOM
TMA. Takum 06pa3om, BEIABACHHAA B OHOIITATE TIOYKH
HAITIETO IAIMEHTa KapTHHA AH(@Y3HOTO IAOMEPYAO-
CKAEPO32 M HEPPOCKAEPO3a HE IPOTUBOPEINT AUATHO-
3y TMA, 0cobeHHO € y4eToM MYKOMAHOIO HaOyXaHnA
MHTHMBI IPHHOCAINEH apTEPUOABI M OTAOKEHHA -
opunorena Ha I'BM, a Takie HEDOABIIOrO YMCAQ KAY-
0OYKOB B OHOIITATE IIOYKM.

Brrpazkernocts HeppOCKAEpO3a y HAOAIOA2EMOTO
HAMH ITAIIMCHTA OOBACHACT OBICTPEIC TEMIIBI IIPOIPEC-
CHpPOBAHHA ITOYCYHOH HEAOCTATOUHOCTH H PA3BUTHE
HEOOPATUMOIO IIOYEYHOTO ITOBPEKACHUSA B OTHOCH-
TEABHO KOPOTKHE CPOKH, HECMOTPS Ha CKPBITOE, Ma-
romarndectaoe TtedeHue 3aboaeBanmA. C Apyroit
CTOPOHEI, 3TOT MOPQOAOrHYECKHIl (PEHOMEH MOKET
CBHAETEABCTBOBATE M O OOAEE AAMTEABHOM TEUECHHN
IIOYEYHOIO IIPOIIECC, KOTOPHIA He OBIA PACITO3HAH
CBOEBPEMEHHO. TaKyr0 BO3MOKHOCTb MOKHO IIPEAIIO-
AQrathb Ha OCHOBAHMH aHAAM32 aHAMHE3a: IIOCAE IIepe-
HECEHHOM B BO3PACTEe 2-X A€T TAKEAOM OCTPOH KH-
IIEYHOH MH(EKIIHN MAAPYHKA OCCIIOKOMAN CA20OCTD
1 OBICTPAs YTOMASIEMOCTD, OTMEYAAUCD YACTBIE PEIHAN-
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BBI F'ACTPOSHTEPHTA, a € Bo3pacta 10 Aet mepcucTuposa-
A aHEMHA U MOYEBON cHHAPOM. [TocKkOABKY B Teuenue
MHOTHUX ACT (DYHKIIHIO ITOYCK HU PA3y HE HCCACAOBAAM,
HEAB3Sl HCKAIOUHTB, YTO K MOMEHTY Pa3BUTUA OCTPOTO
armsoaa TMA B HosOpe 2015 r. ona yixe ObiAa cHIKE-
Ha, 9TO U OOYCAOBHAO OBICTPBIN UCXOA B AU Qy3HbIIT
HepOCKAEPO3.

ViomaHyTOE BEIIIIE MAAOMAHN(ECTHOE TEIECHNE 32~
OoAeBaHIE CIIOCOOCTBOBAAO TOMY, YTO, AAKE IIPU Cy-
ITIECTBYFOIIEM B TEUEHHE ITOCACAHUX (O AT ITOPAKEHIH
IIOYEK, COYETAIOMEMCH C TIEPCUCTHPYIOIIEH AHEMHEH,
ararao3 al'VC ycTaHOBAEGH AHITIb HA CTAAMH XPOHUYE-
CKOH ITOYEYHOM HEAOCTATOYHOCTH IIPEAAMAAN3HOIO
YPOBHA. A BEAD Y ITAIINEHTA II[e OTMEYAANCH IIPH3HAKI
PELIMAUBHPYIOIIETO TaCTPOIHTEPHTA, KOTOPBIH, CKO-
pee Bcero, He CBA3BIBAAU HU C aHEMHEI, HU ¢ Hedpo-
matrei. MeKAy TeM IlepeHeCeHHAs B PAHHEM ACTCTBE
ocrpas KuiedHas HHQEKIHA, COYCTAHNE TOPAKCHIS
KEAYAOTHO-KUIIIEIHOTO TPAKTA C HOABHUBIIINAMCA CITYCTA
HECKOABKO AET MOYEBBHIM CHHAPOMOM U aHEMHEH MOT-
A OBI IIOCAY/KHTh OCHOBAHUEM AASL HCKATOUeHns TMA
IIPH MMCIOIIEHCA § Bpadeil HACTOPOKECHHOCTH B OTHO-
mieHnn 3Tol maroaorun. Ilpumep mHarrero marmenta
VKa3bIBACT HA HEOOXOAHUMOCTH AKTHBHOIO AHMATHOCTH-
YECKOrO IIOMCKA, HAIIPABACHHOTO Ha BEPH(UKAIIIIO
TMA B cAy49afx TAKOIO COYETAHHSA, ADKE CCAH IIOpa-
KEHHUE ITOYEK IIPEACTABACHO TOABKO CKYAHBIM MOYEBBIM
CHHAPOMOM. B IIOAOOHEIX cAyuasx HEOOXOAMMO paH-
Hee U TIATEABHOE OOCACAOBAHIE IIAIIHECHTA, OCOOCHHO
peberHka, MOHUTOPHPOBAHIE COCTOAHUA (PYHKIIUU I10-
YEK, APTEPHAABHOIO AABACHISA, HCCACAOBAHUE BHYTPH-
modeqHoro kpopotoka mMeroaom Y3AIL. Heobxoanmo
TAKAKE YTOYHEHNE XapaKTepa aHEMUH C OOA32TEABHBIM
nckarogeaneM MAD'A - (mosermenne AAL, mrusorm-
TO3), TIOBTOPHOE OIIPEACACHHE HYHCAA TPOMOOIIHTOB.
V HAIMEHTOB € HEOTYETAUBON KAHHIYCCKON CHMIITO-
MATHKOM AAf Doaee panHeil amarHoctuka TMA oude-
BHAHA HEOOXOAHMOCTB ITPOBEACHHUA OHOIICHN IIOYKN
C HMMYHOIHUCTOXHMUYECKHM U 3ACKTPOHHO-MHKPO-
CKOITHYECKIM HCCACAOBAHIEM, YTO IIO3BOAACT BEIABHTD
IIPU3HAKK OCTPHIX TpoMO030B (0koao 30% caydaes),
HO 9YAIlle — COYETAHNE OCTPBIX U XPOHHUYECKUX H3Me-
HCHUI B KAITHAAAPAX KAYOOYKOB M BHETAOMEPYAAPHBIX
COCYAAX.

[ToBTOpHDIE SIIH30ABI ITOPAKEHHA KEAYAOUHO-KH-
IIIEYHOTO TPAKTA, (FACTPOIHTEPUTED B aHAMHE3E y Ha-
IIIETO MAINEHTA MOIYT KOCBEHHO YKa3bIBATH HA IIOBTOP-
meie penuAuBe al'VC, Tak kak HapacTaHHME TOIIHOTEI,
PBOTBIL, IOABACHHE AHAPEH B IIEPHOA, KOTAQ ITAIIUCHT
HAXOAHACA ITOA HAOAFOACHHEM BPAdYEH, COIPOBOKAA-
AVICB IOBBIIIICHIEM KPEATHHIHA CBIBOPOTKH Kposu. Co-
dyeraHne pusHakoB peHaapHOH TMA ¢ cummrromamm
HOPAKEHHA KEAYAOIHO-KUIIIEIHOTO TPAKTA, B IIEPBYIO
odepeAp, Tpedyer uckarodenus tummaHoro 1'VC, Bor-
spaHoro STEC-undeximeii — sHTeporeMopparmde-
ckoit E.coli wian §.disenteriae. Ilpu obcaepoBanmu Ha-
11ero OOABHOTO He BBIABACHO HHeKIun S.disenteriae,
a FICCAGAOBAHIE KAAA HA ITATOTEHHBIE IIITAMMBI . co// e
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poBoanrock. Oanako STEC-I'VC sBasercs octpeiM
3a00AEBAHIEM, AA KOTOPOTO HEXAPAKTEPHO PEIIMAUBU-
pyromree Tewenue. Permauser TMA y maruenta, mepe-
mecrrero STEC-I'VC, He3aBHCHMO OT TOTO, IIPOTEKAIOT
A OHH C ITOAHBIM CHMIITOMOKOMITACKCOM HAM B OTCYT-
CTBHE KAKOI'O-TO OAHOIO CHMIITOMA, C AHapeel HAu Oe3
Hee, IT03BOAAIOT PETPOCIEKTHBHO TPaHC(HOPMUPOBATH
avarao3 B atunugueit ['VC. Dxerpamoanpys stu cse-
ACHHSA Ha IIPEACTABACHHOE KAMHIYECKOE HAOAIOACHIE,
MOZKHO ITPEATIOAOKHTH, YTO y HAIIIETO ITAIINEHTA Pa3-
Burue aTHIugHoro I'VC mpousonao HaMHOIO paHbIIIe
mmocAeAHero ocrporo snusoAa TMA, mpudaem ¢ camoro
HaYaAa OOAE3Hb IPHOOPEAA XPOHHYECKOE CYOKAMHM-
geckoe Tedenue. Ormedeno, uro y 25-30% marmenTos
c al'VC, a 1o AaHHBIM HEKOTOPHIX aBTOPOB, Aaxe ¥ 50%
OOABHBIX, AMApEs IIPEAIIECTBYET Pa3BUTUIO 3200A€Ba-
HUA, ABAAACH CAMBIM YaCTBIM ero Tpurrepom [8]. [Tomu-
MO TPHITECPHOTO BAHSHUS, HHUIIHIPYIOIIETO PA3BUTHE
TMA, Anapest MOKET OBITb OAHHM H3 €€ KAMHIYECKIX
IIPOABACHHIH, OTPAKAFOIIIM HINTEMIIECKOE IIOPAKEHIE
OPraHOB KEAYAOUHO-KHUIIIEIHOIO TPAKTA IIPU AAHHOK
IIATOAOTHH. Y HAIIErO IAITHMEHTa YMEHbIIIEHHE TOIIHO-
TBI H HOPMAAH3AIINSA CTYAQ B IIEPHOA CTAOHAHBALIIH II0-
YCUHBIX IIPOABACHHN OOAC3HH MOKET CBUACTEABCTBO-
BATH B ITOAB3Y IIOCACAHCTO ITOAOKCHIS.

Nssectro, uro aas passurua al'VC meobxoanmo
B3aUMOACHCTBHIE I€HETHYECKUX AHOMAAUI B CHCTEME
KOMIIAEMEHTA € (DAKTOPAMH BHEIITHEH CPEABI, KOTOPEIE
UIPAIOT POAB AOIIOAHUTEABHBIX KOMIIAGMEHT-AKTHBH-
pyrormx hakTopoB y IPEAPACIIOAOKeHHbIX Auil. Ham-
DoAee JACTEIMU TPUITEPAMU ABASIOTCA MHQEKIIUH Ke-
AYAOYHO-KHIIIEIHOTO TPAKTA M BEPXHHUX ABIXATEABHBIX
IyTel, B TOM YHCAE BBI3BaHHAA BUpycamu rpuma [13].
V HaIllero marpeHTa TakuM TPHITEPOM, ITO-BHAUMOMY,
IIOCAY/KHAA BAKIIMHAIUA OT TPHIIIA, KOTOPas MHAYIIH-
poBasna HOBEII omu30A TMA, mporexarormunit Goaee
AKTUBHO, Y€M PAHBIIIE — C IIPOIPECCUPYIONIUM YXVAIIIe-
HueM (PYHKIHM IIOYEK, Pa3sBUTHEM HE(MDPOTHIECKOTO
cuaapoma (HC) 1 aprepuaApHOM rUIIepTEH3HHL

®opyupopanme HC sBasercsa ermre OAHOH, OTHO-
CHTEABHO PEAKOH, OCOOCHHOCTBIO TeYCHHA 3200ACBa-
HUf y HAIIErO IAIHEHTA, KOTOPas IIOABUAACH TOABKO
BO Bpems IToCAeAHEro ocrporo smmsoaa TMA. Mven-
mo coveranne HC u mporpeccupyrormeil odedHon
HEAOCTATOYHOCTU IIPUBEAH K ONIHOOYHOMY AHArHO3Y
BIII'H. B aureparype nMeroTcss OTAEABHBIE OITHCAHNA
MACCHBHOM IIPOTEHHYPHH, BIAOTE A0 passurusa HC,
B AcOrote al VC [2]. [Ipuanmsr pasBUTHA IPOTEHHYPHH
y manuenTtos ¢ al'VC e a0 xonma onpeaeaenst. Cpean
BO3MOJKHBIX MEXaHU3MOB 9TOIO CUMIITOMA OOCY/KAAFOT-
€ KOMIIAGMEHT-OITIOCPCAOBAHHOE IIOBPEIKACHIE TAO-
MEPYAAPHOIO (PUABTPALIMOHHOIO Oapbepa, IIOAOLH-
TapHbIe HapyIleHus, onocpeaosannsie VEGE, a takke
PAasBHTHE IIOAOLHUTAPHON AUC(HYHKIUU y MIALUCHTOB
¢ myrareit amarnuaranrepoakutass ¢ (DGKE), npu-
gem Aecpektr DGKE BHIABAAIOT TOABKO ITPH Pa3BHTHH
al'VC y aeteil 11epBOIo roaa KU3HM, HMEIOIINIX COYeTa-

rmre OTITT n HC [9].

Habnionens 13 npakmku

3akAroueHue

Takum o6pasom, al 'VC xapakrepusyercs 3HAYUTEAD-
HBIM ITOAUMOP(HU3MOM KAMHHYECKAX CUMIITOMOB. AaH-
HOE KAMHHYCCKOE HAOAIOACHHE ACMOHCTPUPYET OAHH
13 BO3MOKHBIX BapuanToB Tedenns al 'Y C — merroanyro
aTPOMOOIIUTOIIEHUYECKYIO (DOPMY, AAHTEABHO IIPO-
TEKAFOIIYIO CYOKAHHIYECKH, YTO IPHBEAO K IO3AHEH
AMATHOCTHKE 3a00AEBAHHA YKE HA AOAMAAM3HON CTa-
AHH IOP@KCHHA MOYEK. DTO CIIE Pa3 ITOATBEPIKAACT
IIPEAIIOAOKEHHE, YTO CKPBITad aTPOMOOIIMTOIICHIYE-
cxoe popma al'VC nmeer HEOAArOIPHUATHBIIN IIPOTHO3,
TAK KaK, OCTABAfACh AAMTEABHO HEPACIIO3HAHHOM, BEACT
K HEYKAOHHOMY ITPOIPECCHPOBAHHIO HE(MDPOCKAEPO-
3a u HeoOpaTuMoi yrparte ymkimu modek. Kpome
TOTO, OTCYTCTBUE IIOAHOTO CIIEKTPA FeMAaTOAOTHYECKIX
IIPOABACHHI B COYCTAHHH C IIPOTPECCHPYIOMICH IIO-
YEYHOH HEAOCTATOYHOCTBIO B KAMHHYECKOH IPAKTHKE
9aCcTO BeAeT K ommoouHou amarHocrtuke bITTH n me-
0DOCHOBAHHOMY HA3HAYCHHIO HMMYHOCYIIPECCHBHON
Teparmun. B Takux cAy9afsx, 0COOCHHO § MOAOABIX I1a-
IIHEHTOB, CACAYET ITIOMHHUTH O BKAIOYECHUH B KPYI' AHa-
THOCTHYECKOTO IOMCKA CHHAPOMA TPOMOOTHYECKON
MUKPOAHTHOIATHH C ODA3ATEABHBIM HCCACAOBAHUEM
BCEX AaDOPATOPHBIX MapKepoB 31Ol martoAoruu. [Ipo-
BCACHHC OHOIICHU IIOYKH ITOAOOHBIM OOABHBIM a0CO-
AFOTHO HEOOXOAHMMO, TaK KaK OT CBOEBPEMEHHO YCTa-
HOBACHHOTO AHMATHO3a H 0OE30TAAraTeAbHO HAYATOTO
AEYUEHHA 3aBFICHT HA TOABKO ITOYEYHBINA, HO M OOIIMI
IIPOTHO3 HAITHEHTA.

H.A. Kosaosckas asasemes sKcnepmom Komna-
uuu «Aaexcuon Papma>.
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