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Pesrome

B crathe mpeacTaBaeHO omucaHue CAy4das ocTpod moueunoii Hepocrarounoctu (OITH) y moapocr-
Ka 16 aer, Bo3HHKIIE! HA (pOHE TAXKEAOI CHCTEMHOU BOCIIAAMTEABHOM PEaKIIUH, IIPOTEKABIIEI C Mac-
CHBHBIMH T€MOPPAarundeCKHUMH BBICBIIAHUAME, PAa3BUTHEM CHHAPOMA IOAHMOPIaHHOM HEAOCTATOYHOCTH
(CITOH), mpusHakamMu TPOMOOTHUYECKOM MHKPOAHIHMOIATHN/ AUCCEMIUHIPOBAHHOIO BHYTPHCOCYAU-
croro ceepreiBanma (ABC), kpuoraoGyannemueil. B AaapHeliIieM BbIABACHA IIOCTOAHHAA HyACBas re-
MOAMTHYECKAsA AKTUBHOCTb KoMIAeMeHTAa. AudepeHImasbHas AHMATHOCTHKA IIPOBOAHUAACH MEIKAY
MEHHHI'OKOKIIEMHE, CEIICHCOM, CUCTEMHBIMH BACKYyAHTAMH (B TOM YHCAE€ KPHOTAOOYAMHEMUYECKHM
BACKYAHTOM), 3a00A€BAaHUAMY U3 IPyIIbl TpoMOoTIYecknx mukpoanruomnaruii (TMA). OanoBpemenHO
C AMATHOCTUYECKHUM ITIOMCKOM IIPOBOAMAACh MHTEHCHBHAA TEPAIlWsd, BKAIOUYABIIAA IIPUMEHEHUE aHTH-
OMOTHKOB INTIPOKOIO CIIEKTPa ACICTBUA, MAA3MOOOMEHOB, IIyAbCOBBIX BBEACHUN METHAIIPEAHH30AOHA,
MH(Y3Uii HTMMYHOTAOOYAMHA, YTO IPUBEAO K YAYUIIIEHHUIO OOIIIEro COCTOAHMA NAIUEeHTa, CTUXaHHIO BOC-
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HOHMOPFGHHGH HEAOCTATO4HOCTb Y NOAPOCTKA C Hynesoﬁ QKTUBHOCTbIO KOMNJIEMEHTA, CUCTEMHbLIM BOCNANUTENbHBIM OTBETOM LLkona He¢ponor

IaAeHus1, CTOMKoMy ucyesHoenuro cumrromos TMA/ABC. B ucxoae 3a6oAeBaHuA y IIOAPOCTKA pa3-
BHACA He(pPOCKAEPO3, XpoHUUecKaa 6ose3ub moyek (XBII) 4 cr.

Ha ocHoBaHuy aHaAu3a npoABACHUIN 3a00ACBAHHA B OCTPBIN IIEPHOA, TIIATEABHOI'O AA0OPATOPHOIrO
006cAeAOBaHMA, KATAMHECTUYECKOr0 HAOAFOACHHA MBI IIPUIIIAY K BBIBOAY O HAAUYUH Y IIOAPOCTKA HACACA-
CTBEHHOT0 Ae(PUINTA KOMIIOHEHTOB TEPMUHAABHOI'O OTA€AQ KOMIIAGMEHTA, YTO IIPEAPACIIOAOKHAO €ro K
IIOBTOPHBIM 31130AaM MeHHHToKnemun. Ilocaeannii smmuzoa ocaoxxauaca CITOH, ABC, OITH c ucxo-
AOM B He(ppocKaepo3. AasbHEHIIIasA TePANKA AOAYKHA ObITh HAIIPABACHA HA 3aMEAACHUE IIPOrPECCUPOBA-
Hua XBIT, a raroke Ha IPOPUAAKTUKY PEIIUANMBOB HHBA3UBHOI MEHHUHIOKOKKOBON MH(PEKIIUHU, AASL YETO
MOKa3aHA BAKIIUHAIINA MIOAPOCTKA TETPABAACHTHON MEHUHTOKOKKOBOU BAKIITHOM.

Abstract

The article describes a case of acute renal failure (ARF) in a 16 years old adolescent. Renal failure
arose on the background of severe systemic inflammatory syndrome with pronounced hemorrhagic
rash, multiorgan failure in combination with signs of thrombotic microangiopathia, disseminated
intravascular coagulation (DIC), cryoglobulinemia. Persistent null complement hemolytic activity was
further revealed in the patient. The differential diagnosis concerned meningococcemia, sepsis, systemic
vasculitis, including cryoglobulinemic vasculitis, thrombotic microangiopathies (TMAs). Along with
diagnostic search intensive complex therapy was carried out, including application of wide spectrum
antibiotics, plasma exchanges, methylprednisolone pulses, infusions of human immunoglobulin. The
therapy resulted in the improvement of the patient’s general condition, subsiding of inflammation, stable
disappearance of TMA/DIC symptoms. Nephrosclerosis and chronic kidney disease (CKD) stage 4 has
developed in the outcome of the acute disease.

After careful analysis of the disease manifestation and course during acute period, laboratory
examination, follow-up observation we came to a conclusion that the teenager has hereditary terminal
complement deficiency predisposing him to recurrent meningococcemia. The last acute episode was
complicated by multiorgan failure, ARF, DIC and resulted in nephrosclerosis. Further therapy in our patient
must be targeted to the slowing of CKD progression and to the prevention of invasive meningococcal
infection by vaccination with a tetravalent meningococcal vaccine.

Key words: acute renal failure, cryoglobulinemia, thrombotic microangiopathia, complement, meningococcemia, thrombotic

miicroangiopathia

Ocrpas 1modednas HEAOCTATOYHOCTb HEPEAKO BXO-
AUT B COCTaB CHHAPOMA ITOAHOPIAHHOM HEAOCTATOYHO-
cru (CITOH). ITocaeaHsAs 9aCTO OCAOKHAET COCTOAHUA
C MACCHUBHBIM BBIOPOCOM IIPOBOCITAAHTEABHBIX MEAHU-
aTOpPOB, HAIIPUMEP, CEIICHC, OCODEHHO OCAOKHEHHBIH
CHHAPOMOM AHUCCEMHHHPOBAHHOIO BHYTPHUCOCYAUCTO-
ro ceeproanna (ABC). Passurie CITOH Bosmoixkno
U 1P 3a00AEBAHUAX, CBA3AHHBIX C MOBPEAKACHUEM CO-
CYAOB MAKPO- U MHKPOIIMPKYAATOPHOIO pycAa: DyAb-
MUHAHTHBIX BACKYAHTAX, INEPBUYHBIX M BTOPUYHBIX
TpomOoTHYeckux MukpoanruomaTusax (TMA).

[Tpu cencuce CITOH obycaoBaen kak BO3ACHCTBH-
€M TOKCHHOB MHKPOOPIaHH3MOB, TaK M HEAACKBAT-
HBIM, THITEPPEAKTHBHBIM OTBETOM UMMYHHOI CHCTEMEI
C MACCHBHBIM BEIOPOCOM IIPOBOCIIAAHTEABHBEIX MEAHA-
topos: uaTepAaerikunos (IL-1, IL-2, IL-6, 1L-8, 1L-10),
dpakropa mekposa onyxoan o (PHOw), unrepdepona
vy (M®Hy), oxcuaa asora (NO), dakropa axrusanmn
TpoMOonuTOB 1 T.A. Bo3aelicTBie KOMIIACKCA 9HAOTOK-
CHHOB OaKTEPUI M MEAMATOPOB BOCITAACHHSA BBI3BIBACT
BA30AHAATAIIHIO U IIOBPEKACHUE SHAOTCANS, IIOBBIIIIE-
HHE IIPOHHIIAEMOCTH CTEHOK COCYAOB MUKPOITHPKYAS-
TOpPHOTO pycAa. B pesyaprate passBuBacTca CHHAPOM
CKAITIAAAPHON YTEUKI», OTEK HHTEPCTUIIHA, HAPYIIIAET-
A 1epdy3uA TKAHEI, YTO U IIPUBOAHUT K (DYHKITMOHAAD-
HOI HEAOCTATOYHOCTH OPTaHOB U cucTeM. B BosrukHO-
BEHHH OCTPOTO ITOYETHOTO IOBPEKACHUS IIPH CEIICHCE

UTParoT POAb maAeHHE 3 HEKTHBHOIO BHYTPHCOCYAH-
CTOro 0O’bEMA 1 CHCTEMHASA THIIOTEH3HA BCACACTBHE Ba-
30AHAQTALIIH, II09CYHASA BA3OKOHCTPHUKIIHA, HEIIOCPEA-
CTBEHHOE BO3ACHCTBUE 3HAOTOKCHHOB M IIUTOKHHOB HA
SHAOTEAHH ITOYCUHBIX KAIIHAAAPOB U IIOYCUHEIH OIIH-
TeAMH, aKTHBaINA KAeTOK BocraaeHus [10, 12].

[Ipn crcTeMHBIX BACKYARTAX ITOBPEKAEHNE COCYAH-
CTOH CTEHKH OOYCAOBACHO BO3ACHCTBHEM HMMYHHEBIX
komiAekcoB (MK) ¢ yaacruem ayroamrurea. VIK akru-
BHPVIOT KOMIIACMEHT, CIOCOOCTBYIOT IIPUBACYCHUIO
KAETOK BOCITAACHUSA U CEKPEIIMU IIPOBOCIIAAUTEABHBIX
IIITOKHHOB. [IpOMCXOAUT IOBpEKAEHHE BHAOTEANH,
PasBHBACTCSA BOCIIAACHHE U HEKPO3 CTEHOK COCYAOB
Pa3AMYHOrO KaAHOpa, IpH pAAE 3a00AeBaHNUIT — ¢ 00pa-
30BaHMEM rpanyAeM. Kanmmrdeckue mposBACHISA BKAIO-
9aroT CA2DOCTDb, AMXOPAAKY, '€MOPPAIHYECKYIO CHIIIb
¢ uHUABTPAIEH (ITAABIIIPYEMYIO IIYPIIYPY), HHOTAA
— C HeKpO3aMH U u3bAsBAcHuAME. Hepeako BeBAsCTCA
ITOpaKEHHE CYyCTaBOB, ACTKHX, ITouek (3, 4, 8, 26]. B pea-
KHX CAYYASX BACKYAHUTBHI IIPUHIMAIOT KPAHHE THKEAOE,
pyAPMHHAHTHOE TEYCHHE C PAa3BHTUEM AETOYHO-IIO-
gegnoro cuaApoma, CITOH ¢ morpebrocrsro B mckyc-
creennon Berruasinuu Aerkux (VIBA) m samecturens-
woii nouewynoi Tepamun (3I1T), BeICOKOI wacTOTOM
ACTAABHBIX HCXOAOB [29, 30, 32].

Haxomer, k IOAHOPraHHON HEAOCTATOYHOCTH MO-
ryT npuBoAuTh TMA — aTHINYHBIN 'eMOAUTHKO-Ype-
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mugeckuit cuaapom (al'VC), rpombormaeckas Tpombo-
nuronenndeckad nypuypa (TTII), karacrpodrraeckuit
arradochoanmuansit cuaapom (KAPC). Ilpu stux
COCTOSIHHUAX HAPYIICHHE IIepQy3Un TKaHEH U pa3Bu-
THE MYABTHOPIAaHHOM AHCbeHKL{HH O6yCAOBAeHO pac-
IIPOCTPAHEHHBIM TPOMOO30M COCYAOB MUKPOIIIPKY-
asrroproro pycaa. Ilarorenermueckne mpuanasr TMA
paszoobpasuer. [Ipu al' VC moBpexacHHEe dHAOTEAHA
O0YCAOBACHO AHOMAABHO AKTUBHPOBAHHBIM KOMIIAC-
merTom, npu TTIT — peskum cHmKEHHEM AKTHBHOCTH
ADAMTS 13 — nporeassl, pacIEAAIOIICH MyAbTHMe-
por dpakropa Buasebpanaa. [Tpu KADC B mospexae-
HHJ 9HAOTEAHA HIPAIOT POAb aHTH(MOCHOAUIIAHEIE
arturesa. Obmumu arg Bcex TMA aaboparopubiMu
IPU3HAKAMI ABAAIOTCA MHKPOAHTHOIIATHYCCKAA Ie-
MOAHMTHYECKAA AHEMHA M TPOMOOIIMTOIICHHA ITOTpE-
OacHmst. HeoOX0ANMO OTMETHTB, 9TO aHeMUs (HHOTAA
C IPU3HAKAMH T€MOAM32) U TPOMOOIIMTOIICHUS XapaK-
TEpHBI U AAf cericuca, ocaoxaerroro ABC, a TMA
(ocoberro KA®DC) MOMKET OCAOKHHTBCH CEIICHCOM,
91O 3aTPyAHAECT AN(PMEPEHIIHAABHYIO AHATHOCTHKY
atux cocroauuii. Kpome toro, sropuanas TMA u ABC
MOTYT COIPOBOKAATE (PYABMHHAHTHOE TE€UEHHUE BACKY-
anTa. [5, 6, 14, 19].

Wrax, ¢ maroreHeTHIeckoil TOYKH 3PEHUS CEIICHC,
TAKEABIE (DOPMBI CHCTEMHBIX BACKYAUTOB MEAKHX COCY-
A0B 1 TMA 00BeAHHACT PACIPOCTPAHEHHOE ITOPaKE-
HHE MHKPOIIUPKYAATOPHOIO PYCAA C HAPYIIIEHNUEM IIep-
ysun TKaHEN M IIOAHOPraHHOH HEAOCTATOYHOCTBIO.
PasrpaHn<nTs 9TH COCTOAHUA HA OCHOBAHUN KAMHITYC-
CKOI KapPTHHBI OBIBACT HEIPOCTO, YTO HAAIOCTPUPYET
IIPEACTABACHHBII HAMH CAYYAH.

Boavroi X, 16 sem 7 mec, nocmynua 6 omoenerie pea-
HuMayuu boavuysr no mecnry scumenscméa 28.01.13 ¢ sea-
A06aMU 1a MHOOKDammyro peonty 6 mederue Cymox, Auxo-
paoxy do 40, cemoppacuueckue 8v1cotnaria Ha Kowe.

B anammnese y pebernxa ¢ panneco sospacma ommeda-
Aacy eunepaxmusiocns ¢ degpuyumom srumarug. Kypum
¢ 12 aem, nepuoduuecku saoynompebagenm aaxozonem. Omey
u Mame xponuveckue sabonearus ompuyaron. Cmapuini
Gpant 19 sem — 300pos, caysmcun 6 apmuil.

B 2008 . 6 sospacme 12 sem, snepseie nocae neperse-
CCHHO0  0CMIPO20  PEcnUPanIopHozo  3ab0Ne6arus  0mMeya-
sace auxopadka 0o 39-40, ymepennsie cemoppacuyeckue
svrcoinanuamu  Ha Kkowce. Kaunuuecku yemarnosaern  oua-
ero3  Menurzokoxyemut. 1 ocnumanusuposar 6  ungexyu-
onnoe omodeaere, Ha Gore anmubaxmepuanvion mepa-
nuy auxopadka Kynuposatacs ta 3-il dems, 6blcuInalUA
paspeuniiuce.

B gespane 2011 ¢, 6 sospacme 14 sem, sabonen OP3
¢ Kaut1eM, ABACHUAMU PUHUIIA, N0BbIULEHUEM 171eMNepant)pbl
mesa 0o 38°C. Yepes utecnv Onedl — rapacmarie auxopadxu
00 40°C, psoma do 10 pas 6 cymxu, noasusucs cemoppazi-
YecKUe 21EMEHIIBL 1A KOKHCE ¢ HEKPOTIUYECKUM KOMNOHEHIIOM,
bosree obuabiLIE, YeM 6 NEPEDIIL Pas.

Locnumanusuposar ¢ omoenernue pearumayuuy. Omme-
Yanacy 8vlpadieran apmepuanvran cUnomeH3us — aprniep-

anvioe dasaerue (AA) 70/40 mm pm.cm. Cydopoe, merurn-
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20aANBHBIX CUMNIMOMOE He Gbin0. B obmpens ananuse xposu:
eemoenobun (Hb) 155 ¢/, aeixoyumos (1.) 27,6X10°/ 4
(Hetimpogpuns:  nanouxosdeprsze 37%,  ceeMenmondeprsie
36%), mpomboyumonenus (0019X10° ) 1) cGorcmprm ocema-
HOBAEHUEM YUCAA IPOMOOYUIIOE; 6 OUOXUMUHECKOM anaause
xposu— AAT, ACT do 180 ed/ 1, mouesuna 6,1 ymmons/ 4,
Kpeamunun 93 MmxMmons/ 1, 6 Koazyn0eamme: pacmeopumeie
pubpun-monomeprsze xomnaexcer (POMK) 19-17 me/a
(nopma do 4 mz/a), A-dumep pesxo noaoncumensiwii,
npompomburossii urdexe (I1M1) 64-89%. Obuuii anarus
Moy — be3 namonozut. B masxe us noca u 3esa menunzokokx
He 8b10eAMN.

Ioayuan anmmubarxmepuansuyro mepanuro (yegmpuax-
COM 6 coMemaniitL ¢ aMmuxayuHoMm), Nepesnsaniia UMMYHOZA0-
Gyauna, mpombomaccs, naazmvt, UHGY3UOHMYIO 17EPaniiio,
Ha @ore uexo cocmoanue CabUAUSUPOBANOCE, AUXOPadKA
npexpamuaace ta 3 cymKily, vIcbINauA Pasperiuancy.

B danvueiimen 6 peoxux ananrusax mouu u xposu na-
TON02UUECKUN UIMEHeHUI 1He ObIA0, OUOXUMUYCCKUN araau3
Kposu 1e coasas, INU0006 eMOPPALUMECKUX 6bICINaUll Te
omMedanocs.

Hacmoamee sabonesarue passunoce sresanto, nocae seve-
puHKl, Ha Komopol n00pocHIoK YHompedns «IHepemuyeckiu
Hanumok». Ynompebaeriue anko2048 U HapKomuKos HaKary-
te 3ab0.1e6arus ompuyacn.

ITpu nocmynaenuu 6 omoenenue peanumayuu no mecnry
HCUIENBCINBA COCIIOANIUE OUEHD IMANCEN0E: BANBLE, NUXOPA-
dum 0o 40, na Koowe — MioxcecIsenbIe ceMOppaziyecKie
SACMENHINBL ¢ HEKPOINIUUECKUM KOMNOHEN/NOM, Da3tozo pas-
mepa. Omcupenue 11 cm (macca mena 100 ke npu pocme
176 e, VIMT 32 xe/ad). Towwe cepoya enyxue, AL
80/40 mm pm.cm. Ilpu obenedosanuu: 6 obuem arnanuse
xposu—Hb 155 ¢/, 1. 35X10° | 41 (nanouxosdepreie 25%,
ceemenmondeprvie 68%), Tp 44X10° /1, AAT 1400 ed/ 4,
ACT 2500 ed/ . Tlo dannsim sxoxapouozpaguu — dugp-
Dysran eunoxuresus muyoxapda. Havama anmubaxmepuans-
Han mepanun (yepmasuoum 4 2/ cym), nposedena ungysus
naasmer 600 ma. Awypus ¢ 11.00 29.01.13, necmo-
mps na undysuw Kpucmaiirondos s dose 30 ma/xz
(3000 ma).

Yepes cymmncu (30.01.13) nepeseders 6 omoenerue dencroti
pearumayuy 1'5Y3 MO MOHMIKH um M.D. Baadu-
mupekozo. Ilpu nocmynaernuu Goavnoi 6 cosnanu, ouers
eansttl, adunamuunert. He auxopadum (¢ 36,7°C). Coxpa-
HANUCH 00UNBHBIE 2EMOPPALUUECKUE BbICLINANUA Ha KOIIce, 0711
Medanace 00viuiKka 00 46 8 Mum, maxuxapous do 110 yoapos
6 murt. Toner cepoya enyxue, AN 90/ 38 s pm.cm. B cen-
3u ¢ coxpanaromelca anypued nposedera npoyedypa npodo-
cenotl 6ero-6enostol cemoduagpunsmpayuu (1 1BBIAD)
¢ obvemom yavmpaguavmpayun 3000 ma. Ilposedera
ungysua naasmor 1000 .

Vuumvisas coxpansawmynwea  anypuro u  nompebrocnre
6 SITT, 31.01.13 nepeseder 6 Aemckuii yermp cpasuma-
yuonnotl xupypenu xposu u cemoouasusa 1bY3 AI'Kb
¢6. Baadumupa A3M.

ocmynua 6 ouens mancesom cocmonrnuu. Caabertl, adu-
Hamuynstil. B cosmarnuu, xonmarmen, spemernamu 6036yamcoer.
Tomroma, mmozoxpanmman peoma Kogeinoii 2yued.
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Koowca  posvsas, ewipancennas  cunepemusn auya. Ha
KOHce U CAUSUCIIBIN — MHONCCCHIBEHNbIE 2eMOppaziiecKe
IACMENINBL HENPABUNBIHBIX (36€304ambIXy 0uepmanitl, pas-
Mepamu om 3-4 Mmm 00 04az06 56 cm, Mecmamu — ¢ e
Menmamu nosepxrocmiutx 1exposos (puc. 1-3). Ilemexuu
6 Mecax Haj0aicenus JHeymos U Manicenor, JeKmpooos.
Ooviutrca Ges emancernutl Yemynuuseix Mecim pyootl Kaenm-
K, dacmoma Ovixanus 28-30 6 mun. B seexuse dvixanue
ocnabaeno, na0Xo npoSOOUNICA 6 HUdNCHUe 0m0eAbl, XPUNOE
rem. Toner cepoya npuenyutensts, pummudnsie, dacmona
cepdeunvrx coxpangerusi 109 6 mun. Apmepuansroi eunep-
mersuu went, A 105/62 mm pm.cm. 2Kusom mmexud,
Qocmyner enyboKol nansnayut, e3001e3HeHHbII 80 8CeX OM-
denax. Ilarsnayus nevenu, ceaesenxu sampyorerna us-3a us-
Gvtmounotl nooKodNcHo-scuposoll Kaemyamku. Auapeu rem.
Anypus.

ITpu sxempenrom obenedosanuu (maba. 1) nodmeepocoe-
Hat 1POMOOYUIIONeNUS, ACUKOYUINIO3 ¢ PESKUM 1e66IM CO6U-
200y, UU30YUNIBL 6 Ma3Ke KPOBU. 1e 00HapyIIceriv; 10 0asIM
buoxuMUYecKozo ananusa Kposu — 6bi1coKan aomemus, u-
nepepmermemun, ymepernas eunepbunupyburemus. borau
pesko noswiuerive noxasament socnanerusn: C-peaxmusiviii
enox (CPB) 384 wme/a (svrcoxouysemeumensviwrii CPB
233 e/ ), npoxanvyumonunossiii mecm >200 ne/ ma.
B xoazynoepanive — npompomburnoserii undexe 86%, mesn-
OyHapooHoe Hopmanusosarroe ommomenue (MHO) 1,13,
Pubpunozer 8,8 ¢/, anmumpombun 111 70%, npomeurn C
46%, naasmurnozer 35%, A-oumep 12,06 yxe/ma (Hopma
00 0,24), codepacarnue anmuzern Gaxmopa gon Buaredparnia
630% om nopmat.

Ilpu yavmpassyxosom ucenedosarun opears: Gpronttod
nosocmu — bes asmvrx namosoeuyeckux uimenernud. Iloy-
Kt — napenxuma 0e3 uipaskeHsix UIMeHeHul, pasmeper He
_yeenuuerivl, KPOBOMIOK 1He OYeler U3-3ad 1MeXHUUECKUX (A0
Hocmen. Dxo-kapouospagpus: noaocmu cepdya re pacuuperivt,
Gpaxyus svibpoca 60%, redocrmamounocny Mumpaviozo
U MPURYCNUOANBHOZ0 KAANAHOB.

Puc. 1-3. T'emopparumuecKu-HEKPOTUYECKUE BEICHITAHUSA
Ha xo>ke 6oapHOrO X, 16 Aer
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B meuerue cymox passunoce deaupuosioe cocmosnue, umo
nompetosano eayboxon medurxamermosiol cedayun u FIBA.
Menunzeansrivix u 04azoswix cuMmnmomos e 6v1.10, AH0M-
banvras nyHKYuA 1e 661n0.4Herd 10 11eXHUYECKUM NPULUHAM.

Taxum obpasorm, y nodpocmxa umenn mecno auxopaodka,
Komopas Gvicnipo Kynuposasacs ¢ Hauanom anmubarmepu-
anvHOll Mepantil, 2eMOPPaAzUUecKU-HeKPOMUYecKas Cbinb Ha
xoowe, OLIH ¢ passuniuem anypun, nopancerne LIHC 6 ude
Hapyulenus cosnarus (deaupuosnoe cocmoanue), nopasiere
cepoeurio-coc)oucmonl cucmemer (Kpamrospemenas sunoxusie-
3UA MUOKapOa ¢ b1pancenHol apmepuasvoll cunomeHsued),
neeny (cundpom yumoausa). B ananusax xposu obpauan
Ha cebs SHUManue npUsHaKi aKmusozo CucmeMuozo 60cna-
JeHUA (Hedmpo@UuAsHbIL UNEPACHKOYUINO03 ¢ 8bIPANCCHHBIM
C08U20M 6 CIIOpONY 10HbIX POPM, Kpatlte 6bicoKue SHauenus
CPL u npoxansyumonuna), ssipascerinas mpomboyunione-
HUUS, a marice cundpom yumoausa (Kpaiime 6v100Kue sHauerus
AL, KOK, ACT, AAT).

Ilpu ovobenedosaruu 6 nocese xposu pocma rem, no-
ces u3 moca u 3e6a tHa menurzokoxk omz 01.02.13, TILIP
(8 111a3M€ KPOBIL) Hat MEHUHZOKOKK, 1HEBMOKOKK, 2eMOGDUABHYH
nanouxy om 31.01.13 (nocne 3-x cymox anmubarxmepuanviio
mepanun) ompuyamensrste. Anaruser xposu Ha HDBs-Ag,
anmumena x supycy eenamuma C, 6upycy ummyrodegpuyuma
yen06eKa, 010101 7Ipenoreme, HEPCUIUAM OmIpUYanIeabILbLe.
Aymoarmumena  (anwmunykaeaproii - garxmop, pANCA,
¢ANCA,  anmuraponosunurosere  anmumena IgG, Ighl,
armumena K bema-2 eauxonpomendam 1gG, IgM) e ooma-
DPyowcertst; 60.14ar04 LI anmUKOAZY AN CAADO NONONCUIIENb-
Hottl (koagppuyuenm 1,7); obnapyncenvt kpuozaobysunse
++++; axmusnocms 6 naasme npomeasor ADAMTS
13 <5%, obuapynen uneubumop ADAMTS 13; aumu-
een paxmopa Busnebpanda — 630%, 6 mecme c cencu-
OULUIUPOBAHHBIMU SPUMPOYUNAMU OAPAHA — OMICYIN-
CImeue 2eMOAUIMULECKOTE AKIMUBHOCTIIL KOMNACMEHINA;
6 coLeopomie Kpoeu Komnonenmsot komniemenma C3
102 mz/ma, C4 31 me/ma (8 npedesax nopmoe).

WMmax, npu  doobenedosanuu  6vi-
desttime  MUKpoOHsLll - 8030Y0unens e
Yoanoce. B mo awe epemsa 6 cvisopomxe
00Hapyscervt KpUO2A0G)NUHE 8 BbICOKOM
mumIpe, bIAGACHO OMICYIICIIBUE 2eMOAU-
PHUUECKOH  aK/mUSHOHIU  KOMIJIEMEHNA
npU HOPMAABHOM COOEPHCaHUl 6 Cb160-
pomxe kposu gppaxyuii C3 u C4. Bor-
pascerran  mpomboyumonenis, npozpec-
cupyrmas aneMmus U pesxkoe noswirudere
AAL sacmasaznu sanodospume TNA,
a Kpatine HU3KaA aKmusHocis gdepmeniia
ADAMTS 13 6 couemanuu ¢ naruuuem 6
NAG3ME €20 UHZUOUIOpA NO3E60JANY 1IPAK-
m06anty CUNYayuIo Kax aymouMMyniil
sapuannt  mpoMmoonuneckoli  7poMooyu-
moneruuecxor mypmypsr (I'TT1). Ten He
Mertee, YuUums16as 60)uyutl 6 KAUHUYECKOl
Kapmiutie CUHOPOM  CUCTIEMHOZ0 60CHAAE-
nus, zemoppazuveckyro ceins, CITOH,
Ouazcios bv1s1 chopmyauposart caedyrouum
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Tabauya 1
AnHamMuka Aa00paTOPHBIX I0KA3aTEACH ITAIeHTa X. B OCTPOM IIEPHOAE
Aara Hs, | Tp, | L, (;21‘:;:; Cerm., | COD, | Aasb., | Kpea, | AAT, | AAT, | CPB,
r/a 10°/a 10°/a 0, % MM/ 4gac r/a MKM/A | ea/a ea/A Mr/A

31.01.13 | 104™ 29 35,4 25 56 84 34 691 8800 4500 384
03.02.13 123 56 56,2 20 65 33 49 695 5255 3835

8.02.13 74 169 15,6 2 67 40 32 426 573
11.02.13 58 218 7,5 77 46 29 534 380 33
07.03.13 108 290 9.4 60 39 25 655 170 3 13
11.03.13 115 299 8,5 45 38 38 834 8 7
19.03.13 109 235 7,6 35 36 40 633 153 13

FOuwte poprer — muenoyunrvr+memarmuenoyumvr+nanouxosdepusee neimpogpuist, %
" 2Kupnein wpugpnrom seidenenst snavera, swixodimue 3a npedest HopMet.

Cokpangernus:

Hb — zemoenobun, Tp. — mpormboyumet, I — aeticoyumer, Ceem. — ceemenmondeprvie etmpogpuace, COD — ckopocne ocedarun spunpoyunos,
Anvb. — anvbymun, Kpea — xpeamunur, AL — aaxmanmoeeudpocunasa, ANT — aranunamurompancgepasa, CPb — C-peaxmusreiil besox.

obpasom:  Cenmuyemus (Menurizokoxyemus)?  Bmopuunas
kpuoenobyaunemus. Bmopuunas TMA. Cundpom noauop-
2anoll HeOOCamouHocIl, 0CIIpas novednas Heoocmanioy-
HOCHIb, CIadus anypu.

Taxum obpasor, y nayuenma umenucy npusaxu u u-
dexynonrozo npoyecca (cencuca), i aymouUMMyHHO20 3a60.1¢-
sanua (kpuoesofyaunemun), u TNA, npuvem xancowrii us
IMUX NPOYECCOs Moz 6HOCUNIL 6KAAD 6 1NANCECINb COCHIOANIUA
00161020, 4110 U OUKII08ANO HEOOXOOUMOCIIE KOMNAEKCHOU
mepanui: anmubarmepuansHo, UMMYHOCYNPeccUusHot, nias-
Mosameryarouyen.

Ipodosncena 3IIT  (cearncer TIBBIAD), anmubar-
TEPUANBHAA 1MEPANUA AHIIUOUOIIUKOM ULUPOKOZO (HEKIIpA
desicmeun (muenam 2 2/ cym), anmuxoazyaanmnan mepanua
(ppacur 5000 ed/ cym).

Vuumuisan eosmosncroe yuacmue snoomorcuna 6 namo-
eerese sabonesarnug, 01.02.13 nposeden cearnc ecemocopoyuu
(cemoneppysusn uepes xononxy LPS ADSORBER #a anna-
pame Multifiltraz). 31.01, 02.02, 04.02.13 nposedero mpu
ceatica naasmagpepesa ¢ obvemom samenyeriug 3000-3500 ma
(anstymur 5% 400 s, coencezamoposcertan naasma 2600-
3100 ma). Ilocae cearcos naasmagpepesa nympuserio
6600unu memuanpednusonor no 1000 me, sceco 3 66ederus.
B onu bes naasmagpepesos srympusenro nepeansanu ceesesa-
Moposceriyro naazmy 8 odveme 800-1000 ma/ cym. Kpome
moeo, ¢ 01.02.13 6 meverue 7 Onedi 6Hympusero 8600u.1u
nenmmaza00um 10 5 e.

Ha gpone mepanuu cocmosnue nayuenma yayuuiuioce:
OH He AUX0Padui, 2eMOOUHAMUKA 0C/1ABANACt CIHADUALHOH.
K 04.02.13 npexpamena meduxamernmosnas cedayus, 6oc-
CIRANOBUNOCH COSHANUE U CaMOCIIOAMIENbIHOE OblXatie, 00.1b-
ot bven Ixcmybuposar. Anypus coxpansaace 6 meuernue 11
Yok, samem ouypes nocmenenrto Hapacman u ¢ 17.02.13
cocmasann 2500-3000 sa/ cym. locaeonuii ceanc zemo-
Ouanusa — 16.02.13, odnaxo yposens asomemuu ocmagan-
A evrcoxum (Moesuna 13-15 mmons/a, xpeamunui do
830 wicmons/ ). Ilo dannsim ananrusos xposu, 6 nepssie ie-
CKOIBKO OHeli coxpananca cunepaedxoyunos (9o 68X10°/.1)
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HEHMPOPUNBHO0 XaPaKiIepa co c8ULOM 6 CIIOPOH) 10HBIX
Gpopm (00 25%), 6 danvnedimen ¢ nocmenenviM crudNcer-
My codepalcarisie 1MPOMOOYUINIOE  NOCIIENEHIHO NOBbIIANOCY,
npesvicuno 150X10°/a ¢ 8.02.13 u 6 danvresianem ocma-
6a10¢b crotiko Hopmanviiwim. Ommedanocs bsicmpoe cruce-
e yposred AAL, ACT, AAT, CPDB, npoxassyumoniuna
(maba. 1)

[lapannenviio ¢ sewennem nposodunoce dansnedinee 06-
caedosariie nayuennia.

07.02.13 swinosrera Guoncus Koxwu (w1emerma coiny
U Ha zparuye HeKpomusuposarnozo aemenmia). B depme —
04az06bIe CKACPOMUYECKHE UIMEHEHUA, (Aab0 Bbipadceriible
NEPUBACKYAAPHBIE AUMPOLUCHINOYUINADHBLE UHDUALIIDP AN,
6 UACIIU COCY008 — UANUNOBYIE 1HPOMOBI U HaBYXarue IHO0-
meaua. 1Ipu umimyrogparwopecyernyun: sparnyagproe céederie
IeG u IgM 6 mpombax 6 npocseme cocydos, nonosumensran
peaxyusa ¢ 1gG 6 cmenkax cocydos. Saxarouene: onucarisie
USMEHENUA HecneyuduUIbl, MOy Haba100amvea npu Kpuo-
enobyaunemuy. Yoedumensmsrx dannvix sa CKB u cucmem-
Hatll 6acKyAUM He 06Hapyawcero.

05.02.13 esama Kposs Ha uccaedosarue nONUMOPPHU3-
Ma eeros cucmemvr ceeprvisariua. Obmapyoicert caedyrouyutl
eertomun: FGB  (pubpunocenn) G/ Gy F2 (npompombun)
G/G; 5 (Aeidencran smymayuz) G/G; SERPINE 1
(PAI-1) — 4G/5G; ITGA2 (enuxompomenr 1a) C/C;
ITGB 3 (mpomboyumapnsiii peyenmop gpubpunocera) 1/ C;
MTHFR: 677 C>T — C/T; MTHFR: 1298 A>C (me-
munenmenpazudpogonampedykmasa) — A/ C; MTR: 2756
A>G (memuonuncurmasa) A/ Gy MTRR: 66 A>G (122
M) (memuornuncunmasa-pedyxmasa) A/) G. Taxum obpasom,
) nayuerma 6via6.1e1v: HebaazonpusmIble (NpoKoazyAfminle)
2emeposuzomIHbIe NONUMOPDUIMBL 26HO8 UHHOUMIOpA aK/musa-
mopa naasmunozena, mpomboyumapiozo peyenmopa Gubpu-
HO2eHa U 2eH08 PepMennos oaannozo yuria. 3araruerie
6paa-eeenuKa: darste NOAUMOPHUIMEL accoyuUuposarst o
CHUMCCHIUEM PUubPUHOAUMYYEcKOl armusHocny Kposu (PAI-
1), eunepazpecayued mpomboyumos, noswiuierinotl nompedio-
CBI0 6 PONaNaX, CKAOHHOHIBIO K 2UNEDLOMOYUCIICUHEMIUH.



HOHMOPFGHHGFI HEAOCTATO4HOCTb Y NOAPOCTKA C Hynesoﬁ QGKTUBHOCTbIO KOMNJIEMEHTA, CUCTEMHbBIM BOCNANUTENbHBIM OTBETOM...

B nosmopnsix npobax  cersopomru om  04.02.13,
18.02.13, 24.02.13 — wysesasn cemonumuneckan axmus-
HOCIID KOMNACMEHIIA NPU HOPMANBHOM COOEPIHCaH I KOMNO-
nenmos C3 u C4.

20.02.13 nonyuena ungopmayus, umo y Gpama na-
yuerma 19 sem, CAYIHCUBHLE20 8 apMUll, 0CPO  pa3sU-
J0Ch NUXOPaA0OUHOE COCIHIOANUE ¢ CHINBIO U ACACHUAMU Me-
Hurneusma, U uepes cymxu on noud. Aarnnvte aymoncuu
e npeocimasaenst.

B csasu ¢ coxpansnwmeiica noweurnod nedocmamounocnivo
05.03.2013 svinoanena Guoncusn nouxy. 1lpenapam oaa
C6em108011 MUKDPOCKONUYU NPEOCIIas.aer GpazMennom coeuni-
mensHoll mKary (pyoyoseie usmerenus). B npenapame oaa
ummyrogparoopecyernyun 3 kaybouxa, 1 noanocmvro ckaepo-
3uposart, 6 OCMANBIHBIX — UMMEMUA KANUAJAPHBIX NEIEND.
Aupgpysro-ouazoswii cxaepos unmepcnmuyus u anpopus Ka-
anvyes. Apmepun u apmepuosvr — bes ocoderrocmen. K-
wmyHogparopecyenyug: 1eG, 1gA, IgM, C3, Clg, pubpun,
Kanna, 1amoa — tem. Saxawdenue: Hegpocxaepos. Aanrvix
3a UMMYHOKOMNACKCHBLI 210MEPYA0HEDPUNI HENL.

Taxum obpasom, no pesyavmaniam yeaybaerrozo 0bcaedo-
6arA, 6KAI0YABIUEL0 OUONCUTIO KOXCH U OUONCUIO 1NOYKM, Oati-
HBIX 34 CUCIIEMHOE 300.066atUle COCOUNUINENBHON 17IKatly UM-
MyHoKoMBACKCH L 2A0MepYaotegpun, xponudeckyr TVLA
He no1yHero.

K 18.03.13 cocmoanue nayuernma cmabususuposanocs:
Sadumensio cnusuiacs asomemus (Movesuna 13 ymmons/ 1,
kpeanmunun 440 mxmons/ 1), noanocnvio HopMmaau3osaica

yposers AAL, mpomboyunios, noxasamenn Koazya0zpammat.
Coxpananacs nebonvuan anemusn (Hb 109 ¢/ 1), ymepennan
apmepuansiian eunepmensus (0o 140/ 100 sum pmr.cm).

Todpocmox Gera svinucarn domod na anmueunepmrerisus-
Hotl mepanuu amaodunumom (5 me 1 pas/eym), ¢ pexomer-
dayueir npuema Kypanmuia (75 me 3 pasa/ cym) 6 meuenue
Mecaya u poauesoll Kucaomr 3 Mz cymr 6 ders 0aunmensHo.

B dansreduem Habarwoanca ambyaamopro. Obupee co-
CIIO0ANUE OCIIABANOCL OMIHOCUINENBHO CIIAOUALHBIM, CAMOY)6-
e He HapyuLero: nodpocnIoK npodoancas yuedy 6 Ko11ednce,
#an00 He npedvas.ann. Aunamura ocHosHbIX Aa00PaAIOPHBLN
noxasameneti npedcmasaena 6 maoa. 2. B xoazyaozparme —
nossimere POMK (7,5 me%), ocmansneie noxasamenn

LUkona Hedponora

6 npedeaax Hopmur. B npobdax wposu om 24.05.13 xpuoeo-
Gy aunst te 00HapyHcersl, 6014AHOUNBII AHIMUKOAZ)AAHIN He
obnapyscer. TILIP (6 naasme xposu) na AHK yumomeea-
sosupyca, supyca Inumeina-bapp, supycos cepneca 1, 1,
VI munos, moxconaasmur — ompuyamensmas. Axmusrocne
ADAMTS 13-52% Ananusvr kposu u mouu na napanpo-
meurt om @pespann 2014 ¢ ompuyamensmere. B pasosvix
ananuzax mouu — npomeunypus 0o 1,5 ¢/, mouesoi ocadox
cnoxotinerii (3pumpoyunve — 0, aeixoyumer — 1-2 6 n/3p).
Tpu nocaednem ocompe 6 omoeneruu 6 mae 2014 ¢ (s 603-
pacme 17 sem 11 mec) coxpananocs omcuperue 11 cm. (pocm
177 em, sec 100 xe, IMT 32 xe/ A7), apmepuansian cu-
nepmensua (A4 130/80 — 160/ 100 sym prr.cm). Ilo dan-
HbIM Aa00panoprozo 0061e006ars, coXpariiace yMeperiasn
asomemuz (pacuemman CKD no gopryae Koxpogpma-1 onma
33w/ mun), yposens cemoenobuna, AeiKoyunos u npov-
boyumos 6 mpedesax nopmur. I Ipomeurypus sospocsa 0do
2,5 ¢/ 1 (8 pasoswix ananusax).

Hﬂﬁﬂoﬂﬂﬂﬂ [‘0.9(])&27‘!&/16256 7‘9/./1654/7 2EMOAUMUYECKAA
AKIIUBHOCHT KOMIAEMENIIA.
OGcy>xaenue

AaHHBI CAYYAH ITPEACTABAAA CYIIECTBEHHBIE AHA-
THOCTHYECKHE TPYAHOCTH. FIMeBIImECs —CHMIITOMBI
(reMOpparnuecKn-HEKPOTUYECKAA  ChIllb, AHXOPAAKA,
npossaenna CIIOH) moryr mabaropaarsca mpu psae
COCTOAHUI (MEHMHIOKOKIIEMHUS, CEIITUIIEMUSA, TIEPBUY-
mble u Bropuansie 'TMA, dyapmunanTHOE TedeHme
BACKyAHTOB). B TO xe Bpems, TsxeAoe oOImee cocTos-
HHE ITAIINEHTA HE TIO3BOASAO OTAOKUTH HAYAAO A€Ue-
HUA AO ITOCTAHOBKH TOYHOTO AMArHO32. B cBAsw ¢ a1mm
MBI ITPOBOAMAM AHATHOCTUIECKHI IIOMCK APAAAEABHO
C MHTEHCHUBHOM IIOCHHAPOMHOM Teparueri.

B mepBeie HECKOABKO CYTOK B KAMHHYECKOH KapTH-
HE AOMHHHPOBAAM CHHAPOM CHCTEMHOIO BOCHAACHHSA
n CIIOH. C yueroM KAMHHYECKHX H AaDOPATOPHBIX
AAHHDBIX (FI/IH@pACI‘/’IKOL[I/ITO?) C Bpra}KCHHI)IM KACBBIM»
CABHTOM, KpaifHE BBICOKHE 3HAYEHHA IPOKAABIIITOHMHA
u CPB, tpomborturronenus) coCTOAHIE COOTBETCTBOBAAO
AHATHOCTIYCCKUAM KpUTEpHAM cericuca (1ada. 3). [12, 15]

Tabauya 2
AwnHamuka AabopaTopHbIX IToka3zaTesei maruenTa K. X. B meproA KaTaMHECTHY€CKOIr0 HaOATOACHUA.
Aara Hs, Tp., L, I?H"Ie Cerm., | COD, | Aan6., | Kpea, | AAT, | AAT, | CPB,
r/a *10°/a "10°/a b BOMH’ % MM/ 4gac r/A MKM/A | ea/a ea/A Mmr/A
20.05.13 17" 228 7.4 47 22 44 373 163 35
21.08.13 121 267 7,5 44 10 45 277 164 31
21.11.13 147 306 11,8 60 8 41 283 28
27.02.14 138 278 7,5 48 17 43 307 308 25 2,6
22.05.14 145 228 9,6 55 18 37 349 322 51 1,2

“OKuprut wpughniom esrdenense suaueris, 8erxodauue 3a npedenst HopMet.

Coxpangernus:

Hb — cemoznotun, Tp. — mpomboyunrve, I — aeticoyumer, Ceem. — ceerenmondepnvie edimpogpunst, COD — ckopocme ocedartus spunmpoyunros,
Aunvb. — anvbymun, Kpea — xpeantunun, AAL — aaxmamoecudpocenasa, AT — ananunamunompancepasa, CPb — C-peaxnusneii beox.
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Awmarsocrudexkne KpUTEPUU CETICHCA
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Tabauya 3

HOCHTEABCTBO B ITOITYAAITIH B IIEPHOA
ammaemui npesbrmaet 50% m MoKeT

Cernrcuc AI/IQI‘HOCTI/IpyCTCH Ha OCHOBAHUN AOKyM(iHTI/IpOBaHHOI‘/‘I I/IH(bCKL[I/H/I
AN HOAOSpCHI/IH Ha I/IH(l)CKL[I/IIrO B COYCTAHHN C ABYMSA 1 boaee HpI/ISHaKaMI/I us

aocturats 90% B cTyAeHYIeCKUX O0IIIe-
AKUTHAX U apMedckux kasapmax. Y 10-
15% ur@UITIPOBAHHBIX MEHIHIOKOK-

HIKCIICPEUHCACHHBIX:
KOM AUII Pa3BUBACTCA HA30(DAPUHTHUT.
O6rme cuvrrromsr | Amxopaaxa >38,3 man ramortepyud <36,0 1np Cb P
VHBa3uBHAA MEHWHIOKOKKOBAA WH-
> > T THOR
YCC >90 B mun man >28D OT BO3PACTHON HOPMBI peKIA (MEHUHTHT, MEHUHIOKOKLIC-
Taxummos MHA HAH HX COYETAHHE) COCTABAACT
Hapymenms coznanmus me Ooaee 20% KAMHUYECKH SBHBIX
BrrpaskeHHBIE OTEKH AT ITOAOKHTEABHBIN OaraHC CAY"MCP‘ [ 3a6OAeBaeMO"CTH HHBA~
KHAKOCTH (3aAeprxka xuAKOCTH >20 MA/Kr/24 vaca) SUBHOM MCHHIHTOKOKKOBOM HHCI)CK‘
T'unepravkemns >7,7 MMOAB/A B OTCyTCTBHE AnabeTa [HEH y AeTen Ha6A}OAae“TCH B BO3p as—
0 e 12000/ <4000/ TE AO ABYX A€T, BTOPON (MCHBIIIHIE)
OKa3aTCAn E€UKOIIUTO3 > MKA AT MKA
1 ’ ! MK IPUXOAUTCA Ha Bo3pacT 15-25 Aer.
BOCITAACHUS - -
HopmaabHBIH ypOBEHD ACHKOIUTOB IIPH HAANYIHIL [7, 9, 1]]
> 0,
10% nespeavrx dopw [Torrapas B KPOBOTOK, MEHHH-
Vposenn CPb >28D or nopmst TOKOKKH  BBIAGAIFOT ~ 3HAYUTEABHOE
Vposens npoxassimronuaa >28D ot HOpMEr KOAMYECTBO ~ SHAOTOKCHHA.  DHAO-
lemoanmamiraeckue | Aprepmasbnas ramortersns (CAA<90 mm pr.cr. TOKCHH  ITOBPEKAACT ?’HAOTeAHH’
ITOKA32TEAR nan CpAA<T0 mym pr.cr., mau chroxerne CAA TIPOBONUPYET MACCHBHBIN BH6P0C
6oace gem Ha 40 MM PT.CT. OT OOBIYHOTO) nurepaeiiknnos, PHO«, NO u apy-
[Mokazatean Aprepraspnas runokcemust (PaO,/Fi0,<3000) THX TIPOBOCIAAUTEABHBIX MCAHATO-
OpIraHHOM POB KACTKAMM HMMYHHOM CHCTEMBI,
N Onwnrypust (Anypes meree 0,5 Ma/kr/9ac B Teuerne
AHCQYHKIL HE MEHEE 2-X 9aCOB, HECMOTPS HA aACKBATHOE AKTUBHPYCT KOMIIACMEHT I CHCTC-
BOCIIOAHECHHE )KI/IAKOCTI/I) My BHYTpI/ICOCYAI/ICTOI/I KOAT'yAsITHH.
U -
Ipupocrt kpearnnuna Goace 44 MKMOAB/ A 32 CyTKI B pesyaprare yeyrybasieres mospes
ACHHEC S9HAOTCAMA, p€3KO ITOBBIIIIACTCA
Hapymennsa koaryaamun (MHO>1,5 sman AUTB>60 c) -
: IIPOHMIAEMOCTb COCYAUCTOM CTEHKH
[Tapes kuedHuKa (OTCYTCTBHE KHILICYHBIX IITYMOB) C BBIXOAOM JKHAKOCTH H3 COCYAMCTO-
Tpombonuronenus (<100 000/nmxkA) IO pycAa B HMHTEPCTHIHUN (CHHAPOM
T'mmepGuanpybumems (>70 MKMOAD/ A) CKATIMAAAPHON YTEUKN»), PA3BHBACTCA
ABC-cunapom — mMaccuBHOE TPOMOO-
IToxaszarean I'muepaakraremust (>1 MMOAB/ A) 6
nepdysun TkaHeid | MpaMOpPHOCTD KO, IOAOKUTEABHAS TPOOA OOpPa30BaHUC B COCYAaX EaSAHquro
«DEAOTO IIATHAY KaAI/I6pa C HOC/\CAyIOH_ICI/I KPOBOTO—

Tpumevanne: YCC — vacmoma cepoeurvix coxpayerinil,
CAA — cucmonuueckoe apmepuansiioe daserie,

CpAA — gpedree apmepuansitoe dasaerue

VdauTeBas HaAMIHE XapaKTEPHBIX ITeMOPPArnIeCKU-
HEKPOTHYECKUX BBICBIIIAHUH HA KOXKE, HANOOACE BEPO-
ATHBIM IIPEACTABASACH AMATHO3 MEHHHIOKOKLIEMHE —
cerrriyaeckoit opmer nHekImy, Be3BanHoI Neisseria
meningitides.

Neisseria meningitides — rpaMOTpPHIIATEABHBI AH-
ITAOKOKK, HECTOHKHI BO BHEIIHEH CPEAE, HO 0DAAAATO-
U MHOTOYUCACHHBIME (PAKTOPAMU BHPYACHTHOCTH:
ITOANCAXaPUAHOH KAIICYAOH, SHAOTOKCHHOM — AHIIO-
ooAurocaxapuaoM kaerounoit crenkn (LOS), mvny-
HoraoOyamHoM Al — IpoTeas’oi, CIOCOOCTBYIOIIEH
BBUKHBAHHIO MEHHHIOKOKKA BO BHYTPEHHEH CPEAE Op-
raHn3Ma. DOABIIIIHCTBO cAyYaeB HHBA3UBHON HHQEK-
I[N CBA3AHO C Ceporpymmmamu MeHnHrokokka A, B, C,
W, X, Y; B Harreil crpase Jarte BCTPEJaroTCA CEPOIPyII-
ner A, Bu C.

B moaasasirorriem OOABIIHHCTBE CAYIACB MCHIH-
TOKOKKOBasd HH(MEKIHUA IIPOTEKAET CYOKAMHUYIECKH
(B BHAE OECCHMIITOMHOIO HOCHTEABCTBA). [Ipm sTom
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YUBOCTBIO BCACACTBHE IOTPEOACHHA
(hakropos koaryasarmm. fIBrenus Aeii-
KOKAACTHYECKOTO BACKYAHTA COCYAOB
MHEKPOIIIPKYASTOPHOIO  pycAa, 00-
Typarnus ux TpoMOaMu U OAKTEPHAABHBIME 3MOOAAME
BEACT K HIIIEMIYCCKIM ITOBPEKACHIAM. VIX KAmmHIdC-
CKHE IIPOABACHHS — I€MOPPAIHYECKU-HEKPOTUUECKHE
BBICBIITAHUA HA KOKE (BIIAOTH A0 0Opa3oBaHmsA OOIIHp-
HBIX AeDEKTOB MATKHX TKAHEH, HEKPO30B (DaAAHT ITaAb-
nes u T.IL). B pesyAbrare BO3ACHCTBHA SHAOTOKCHHA,
IIITOKUHOB, PACIIPOCTPAHEHHOIO HAPYIICHHA MUKPO-
nupkyadruu passusactcs CIIOH, a npu moarmenoc-
HbIX (opMax — HHQEKITHOHHO-TOKCHYECKUH IIIOK.
AeTaApHBII FCXOA BO3MOKEH B TEUCHHE HECKOABKHX
JACOB, ACTAABHOCTD ITPU MEHIHIOKOKIIEMHHI COCTABAACT
10-40%. [17, 23]

B sarmmre OT MEHHHIOKOKKOBOW HMH(DEKIIHH, OCO-
OEHHO OT e MHBA3UBHBIX (DOPM, HCKAIOYHTEABHO BaK-
HYIO POAB UIPAET KOMITAGMEHT-OITOCPEAOBAHHAS OAKTE-
PUIIMAHAA AKTHBHOCTD CBIBOPOTKH.

KommaemenT — crcrema OEAKOB, BKAIOYAIOITIAA
0KOAO 30 CBIBOPOTOYHBIX KOMIIOHEHTOB M HECKOABKO
MeMOPaHHBEIX HHIHOHTOPOB 1 perernrropos. OcHOBHbIE
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kommroHeHTH KommaeMeHTa C1-C4 0b6o3HAvA-
FOT KaK «ITPOKCHMAABHBIE», koMoHeHTsr C5-C9
— Kax «repMuHaAbHBIE» CHCTEMa KOMIIACMCH-

Ta (PYHKIIMOHUPYET 110 IPUHINIY KaCKaAHOH | Knaccyeckuit JlekTnHOBbLIN (camonpon3BosbHbIii
AKTUBALIUH, (AT+AT) (KC+MCh) rugponus C3)
V3BecTHO TpH IyTH AKTHBALIUMK KOMIIAC- \ l /

menTa (puc. 4). Kaaccmueckuil myTh ygacTsy-

eT B PEAKIUAX CIenn(UIecKOro HMMYHUTETA, Clq mcn &

3AIYCKAETCH KOMIIAGKCOM AHTUICH-aHTHTEAO \ /

n onocpeaosan komrronenTamu Cl, C2 u C4.

B ACKTMHOBOM IyTH y4acTBYeT OEAOK MaH- [C4b2b] [C3bBbP]

Ho3-caspBaromuil Acktue (MCA), crmoco®b- C3-KoHBepTasa

HEII OOPa30BEIBATH CBA3K C OAUTOCAXAPHAAMI ¢

KACTOYHOI CTEHKH OaKTepuil HE3aBUCHMO OT J

ux apTurennoi crerudukn u uepes MCA- C3b .

ACCOUMMPOBAHHBIE ~ CEPUHOBBIE  IIPOTEA3DI C3a, C5a C5+ C3bBb3b €3b, C3bi
aHapuUnaKcnHbl Cab2a3b OMCOHMHbI

aktusuposate C4. ObGa st myrum mpuso-
AT K dopmuposarnio kommaekca C4bC2a
— C3-KkoHBEPTAa3hl KAACCHYECKOTO IIyTH, aK-
tuupyromein C3 KOMIIOHEHT KOMITAEMEH-
Ta. AABTEPHATHBHEIN IIyTh COCTOUT B CAMO-
Ipon3BOABHOM ruApoamnse C3 KoMmIIOHeHTa
¢ oOpasoBanueM akTHBHOH ero popmer C3b.
C3b  cBaspiBacTca € MeMOpaHON MHKPOO-

NyTU AKTUBALIUN KOMIMJIEMEHTA

AnbTepHaTMBHbIN

C5b (C5 koHBepTasbi)
i +C6,C7,C8,C9

C5b-9
(membpaH-aTaKyOLWMii KOMIIEKC)

KnetouHoe noppexapeHune

HBIX KAETOK M TP IIPHCOEAHHEHHH CTaOH-
AH3HPYIOIIEro KOMIIOHEHTa B dopmupy-
er C3-kOHBEpTa3y AABTEPHATHBHOIO IIyTH
— C3bBb. Taxkum 06pazom, OCYIIECTBAAET-
cl TIOAOKHTEAbHAA OOpaTHAA CBA3h — AAAB-
HellIlee YCHACHHE AKTHBAIIMM KOMITOHEHTA
komrraemenTa C3.

Wrtak, Bce TPH IyTH CXOAATCA HA AKTUBAIINH KOMIIO-
nenta kommaementa C3. C ero yaactuem oOpasyercs
C5-xonseprasa, samyckarornas (opmuposanme MAK
— komrtAexca C5a-C9, KOTOPBIH COACPKUT THAPODHADL-
ubii nenTp-mopy. OnocpeaoBannoe MAK maccusHOE
HOBPEKACHHE MEMOPaH IPHBOAUT K HAPYIIEHHIO BHY-
TPEHHEH CPEABl M OCMOTHYECKOMY AHM3HCY MHKPOO-
HBIX KAETOK. B oTAmume or kAerok OakTepmil, KACTKH
YEAOBEKA 3AIMINEHBI OT BO3ACHCTBHA KOMITAGMEHTA
PAAOM (DAKTOPOB-HHTHOHTOPOB KOMITACMEHTA, KAK ChI-
BopoTounbix (C4b-ceasparomuii 6eaok, caxrop H,
dakrop I), Tak m memOparnbx (MCP, CR1, DAF n Ap).
(20, 33]

Kommaement omocpeayer GaxrepuitaHbiit addext
U B CHEIA(DHYCCKIX, U B HECIIEIU(MDIICCKIX PEAKITAAX
uMMyHHTETA. B pAAe HCCACAOBAHMIT IIOKA32HO, YTO FH-
BasuBHBIE (DOPMBI MEHIHTOKOKKOBOM HH(PEKIIUH Jarre
BCTPEYAIOTCA Y AUIL C OTCYTCTBAEM OAKTEPHIIAHOIM aK-
THBHOCTH CHIBOPOTKH B OTHOIIEHHN AAHHBIX KOHKPET-
HBIX IIITAMMOB MEHHHIOKOKKA. [TocAeAHee MOKeT OBITh
CBA3AHO KAK C OTCYTCTBHEM CITENU(DUIECKUX AHTHTEA,
TaKk U ¢ AepunmToM KomraemeHTa. AeHCTBUTEABHO,
CPEAH AHIT C ACDHIIUTOM TEPMUHAABHBIX KOMITOHEHTOB
kommAemerTa (C5-CY9) 3a60A€BaEMOCTD MHBA3UBHBIME
(popMaMHr MEHHHTOKOKKOBOM HH(EKIINH 3HAYUTEABHO
BBIIIIC, YEM B IIOIYAAIIMM B IIEAOM. B mMezxanmaemrde-
CKHIT IIEPHOA H B CTPAHAX C HU3KOH 3200AEBAEMOCTBHIO

Puc. 4. Ilytn akTUBaIIM KOMIIAEMEHTA

AT — amturen, AT — anTHTEAO,
KC — 0AHrocaxapuABl KACTOYHON CTCHKU OAKTEpPHI,
MCA — MaHHO3-CBSA3BIBAIOIIAI ACKTHH,

C1-C9 — komnonerTs! kommaemerTa, C4b2b, C3bBbP — C3-kouBeprassl,

C3bBb3b, C4b2a3b — C5-konseprassr,

C5b-9 — MeMOpaH-aTAKYIOIHI KOMITACKC.

HMHAUBUAYYMBI C ACDHITUTOM KOMIIAGMEHTA MOIYT CO-
CTABAATH CYILIECTBCHHYIO 9aCTh OOABHBIX C HHBA3HBHEI-
Mu dopMaMu MEHIHTOKOKKOBOI mudekmnu |1, 20]

AedHnnT KOMIIOHEHTOB KOMIIAGMEHTA BCTPEIACTCA
B momyasuuu ¢ 4actotodr okoao 0,03%. Pacmpocrpa-
HEHHOCTb T'€HETHYECKH OOYCAOBACHHOTO AepHIINTA
OTACABHBIX KOMIIOHEHTOB KOMIIACMEHTA CHABHO BapbU-
pyeT B pasHbIX reorpaduueckux pEerHoHax; HanboAee
pacmpocrpanensr Aepurt C2 (1:10000), C9 (1:1000).
[puobGpereHuril  AeUIAT KOMIIOHEHTOB KOMIIAC-
MEHTA BCTPEYACTCA HECKOABKO HYaIlle M MOMKET OBITh
O6yCAOBA€H CHIKCHUECM HMX CHHTE3a HpI/I HapyH_[eHI/II/I
pyHKITHN TTeYeHH, YCHACHHBIM ITOTPEOACHNIEM IIPH ay-
TOMMMYHHBIX M HMMYHOKOMITAGKCHBIX 3200AEBAHMAX
HAH IOTEPAMH C MOYOH ITpu HePPOIATHAX C MACCHB-
Holi mporennypueit [1, 20, 25].

Aedunur Ar0O60ro M3 OCHOBHBIX KOMIIOHEHTOB
KOMITACMEHTA ITPOABAACTCA iN Vitro OTCYTCTBHEM HAN
PE3KUM CHIKEHHEM T€MOAHTHYECKOH aKTHBHOCTH Chi-
Bopotku (CH 50) B Tecte ¢ ceHCHOMAMZHPOBAHHBIMI
spurporuramu Oapana (13, 23, 25]

AedHnuT IPOKCHMAABHBIX KOMITOHEHTOB KOMITAE-
menra (C1, C2, C4) mpeapacrioAaraer K ayTOMMMYHHBIM
zaboaesanuam (CKB-rmoao0mbIil cuuApom); sedmmmt
daxropos C3, C5-C9, nponepanna, daxropa B acco-
IIIAPOBAH C IIOBBIIIEHHON 3a00AEBACMOCTBIO HHBA-
3UBHBIME (DOPMAMU MEHHHIOKOKKOBOW HH(EKITHH,
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upu atoM Aedunur C5-C8 yBeAndnBaeT pUCK MEHUH-
roxokkoBoit uudeximn B 7000-10000 pas, a aedpurmr
C9 — B 1400 pas. Auma ¢ AechuIITOM TEPMHHAABHBIX
komroneHToB KommaemenTa (ATKK) moasepikensr mo-
BTOPHBIM 3ITH30AAM HHBA3UBHONW MEHHHIOKOKKOBOI
nH@EKIUH, 4 IIEPBBIH dIIU30A BOSHUKACT, KaK IIPABUAO,
B Ooaee craprrem Bospacte (10-15 aer), gem B cpeanem
B onyAsarmn (3-24 mec). Tem He MeHee, CMEPTHOCTD OT
MEHHHIOKOKIIEMHN CPEAU TAKUX OOABHBIX HITKE, YEM
CpeAr DOABHBIX C HOPMAABHOH aKTHBHOCTBIO KOMIIAC-
MmerTa. [locaeaHee, BO3MOMKHO, CBA3QHO C MCHBIIUM
BBICBOOOKACHHEM ~ OHAOTOKCHHA  MEHHHTOKOKKAMIH
B OTCYTCTBHE HOPMAABHOH OAKTEPHOAMTHYECKOH aK-
THBHOCTHU ChiBOPOTKH. [1, 20, 25]

Kannmdeckne m AabOpaTOpHBIE AQHHBIE HAIIIETO
IIANIEHTa COOTBETCTBOBAAU KAPTHHE MEHHHIOKOKIIC-
mun [7, 9, 13, 20]. Kpome Toro, B aHaMHe3e y HEIO OT-
MEYaAOCh ABA AaHAAOTHYHBEIX (XOTb M MEHEE TAKEABIX)
3IIF30A2, 4 CTAPIINI OpPaT BO BPEMS CAYAKOBI B apMHN
yMep OT MHEKINN C TEMOPPAIUYECKOH CHIIIBIO U fAB-
ACHHAMY MCHHHIH3MA. B 9TOH CBA3H CyIIeCTBEHHON
HAXOAKOH OKAa3aAaCh HYAEBASA TEMOAMTHYCCKAA AKTUB-
noctb Kommaementa B tecre CH 50 npu HOpmMasbHOM
COACPKAHHH B CHIBOPOTKE KpoBH KomrroHeHTOB C3
n C4. Ilomagary MOKHO OBIAO IIPEAITOAOKHTH CHH-
’KEHHE TEMOAUTUYCCKON AKTHBHOCTH KOMITACMCHTA 32
cYeT MOTPEOACHHA B KPaifHE OCTPOM CHCTEMHOM BOC-
naAnTeABHOM I1poriecce. OAHAKO HYAEBAS TEMOAHTH-
4eKas AKTHBHOCTh KOMIIAGMEHTA COXPAHHAACH U IIPH
CTHXaHUH CHCTEMHOTO BOCITAACHHSA, YTO YKA3BIBAAO Ha
ITOCTOSIHHBIH AC(DHIINT KOMIIACMCHTA.

Mcxoas W3 KAMHUYECKHX M aAHAMHECTHYECKHX
AQHHBIX, MOKHO OBIAO IIPEAITOAOKHTD, YTO y HAIIIETO
HANIEHTa UMEAU MECTO IIOBTOPHBIC SITH30ABI MEHUH-
TOKOKIIeMHH Ha (DOHE HACAEACTBEHHOTO AepHIINTa
KOMITACMCHTA.

K comareHnIo, MEHIMHIOKOKKOBYIO HMH(EKIIHIO He
VAAAOCH IIOATBEPAUTH OakTepHOAOrmYecKr. PaBHBIM
00pa3oM He YAAAOCh BBIACAHTH U3 KPOBH U B IIOCEBAX
CO CAM3UCTHIX KAKOH-AHOO APYIOM IaTOTCHHBII MUKPO-
opraansM. OTPHIIATEABHBEIE PE3YABTATHI OAKTEPHOAO-
IUYECKUX AHAAU30B MOI'AH OBITH OOYCAOBACHBI TEM, UTO
ITOCEBEI CO CAM3HCTOM, IoceB KpoBH, kposb Ha [P
Aas ompeaeacHus AHK MeHHHIOKOKKa, ITHEBMOKOKKA,
reMO(PUABHON ITAAOYKH OBIAI COOpAaHBI Yepes Tpoe
CYTOK OT HAYAAA ACUEHHA aHTHOMOTHKAMH IITHPOKOIO
CIIEKTpa ACHCTBUA, YTO 3HAYHTEAPHO CHIKACT BEPOAT-
HOCTh OOHapyxenusa Bozdyaureas [13, 17]. [Tockoabky
HANNIEHTY IIPOBOAUAUCH IIPOLICAYPEL IIAA3MOOOMEHOB,
NHMY3UH TAA3MBI 1 UIMMYHOTAOOYAHHA, OITPEACACHIE
B CEIBOPOTKE KPOBH AHTHTCA K MCHHHIOKOKKY TaKKe
OBIAO OBl HEHH(OPMATHBHBIM.

OrcyrcrBre  MHKPOOHOAOTHYECKOTO ITOATBEP/KAC-
HUS MCHHHTOKOKLIEMHH AU APYIOH OaKTCPUEMHH 32-
CTABHAO HAC PACCMOTPETH APYTHE BEPOATHBIE AUATHO3EL.

I'emopparngeckn-HEKPOTUYECKHE  BBICHIIAHMA — HA
KOzKe, HopazKeHue 1o4ek ¢ paspurrem OITH, nopakenre
[THC He 1103BOASAN HCKAIOYHTH CHCTEMHBIH BACKYAHT.
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T.E. Mankpareko, TO. Abaceesa, AJ1. Myaypos, M.B. Ksapauxenus, X.M. Smuposa, A.A. bypos, [1.B. 3sepes

DyAPMHHAHTHOE TEYCHHE C IIOAHOPIAHHBIM IIO-
paernem Mmoryt npuauMats AHITA-accormmposan-
HBIE BACKYAHTHI (TpaHyAemaTo3 Beremepa, mMukpocko-
IIMYECKUH ITOAMAHIHNT), Y3E€AKOBBIH IIOAHAPTECPUUT.
TsxecTp cOCTOAHMA OOABHBIX B 9TOM CAyYae dYaIle
BCEI'O OOYCAOBAGHA ABIXATEABHOM HEAOCTATOYHOCTBIO
(BcaeacTBHE aABBEOAAPHOTO KpopoTedenwsd), OITH
(BCAGACTBHE PA3BUTUA SKCTPAKAITHAAIPHOTO ITOAYAYH-
HOTO TAOMEPYAOH(EPHTA HAH MHOMKECTBCHHBIX HH-
hapKTOB IIOYEK, TAOMEPYAAPHOI HIIEMUN), CEPACUHO-
COCYAHCTON HEAOCTATOYHOCTBIO, 4 TAKKE CHCTEMHOM
BOCITAAHTEABHOH PEAKIINeH KaK BCACACTBHE AyTOUM-
MYHHOTO IIPOIIECCA, TAK M IPHUCOCAMHEHUS OaKTepH-
aApHOI mAu rpubkosoil mabeknuu. [ToatBeprxaaro-
MU AHATHOCTUYECKUMI TECTAMH CAY/KUT BBIABACHIE
B CBIBOPOTKE KPOBH AyTOAHTHTEA K HEHTPO(MUABHBIM
LU TOIIAA3MATUYECKIM AHTHICHAM: MHEAOIIEPOKCHUAA-
se (mepumykacapusre, pANCA) un mporennase PR-3
(muronaasmarngeckne, CANCA) mau mopdoaormae-
CKOE HMCCAGAOBAHUE OMOIITATOB ITOPAKEHHBIX OPIaHOB
(xouku, ouex) [3, 4, 29]

[ToBTOpHBIE SIIM30ABI TEMOPPATMIECKON CBIIIA MO-
IyT HADAFOAATBCA IIPH TEMOPPATMYIECKOM BACKYAHTE
(mypuype Llenaerin-I'enoxa) — HIMMYHOKOMIIAEKCHOM
HEIPAHYAEMATO3HOM BACKYAHTE MEAKHX COCYAOB, CBf-
3aHHOM C 2HOMAABHBIM TAMKO3HAMpOBaHHeM IgAl,
CHIDKECHHEM €TI0 KAUPEHCA B IIEYECHH U OOPa3OBAHHEM
mvmyHHBIX Komriaekcos (MK) IgAl-IgG. Ompeacen-
HYIO poAb B maroreHese nypuypel [lenaeita-I'eroxa
UTPAET AKTHBAIMA CHCTEMBI KOMIIAGMEHTA KaK ITO ACK-
THHOBOMY, TaK M IIO0 aABTEPHATUBHOMY IyTH. MImmy-
HOKOMITAEGKCHOE IIOBPEKACHHE COCYAHCTON CTCHKH
IIPUBOAHT K PAa3BUTHIO ACHKOIIMTOKAACTHYECKOIO Ba-
CKYAHTA C TIOPQKEHMEM KOKH, CYCTaBOB, KEAYAOUHO-
KHIIIEYHOTO TPaKTa, IIOUeK, B peakux caydaax — [IHC
n Aerkux. CHMIITOMBI T€MOPPATHYECKOrO BACKYAUTA
B TAKEABIX CAYYAAX BKAIOYAIOT AMXOPAAKY, TOAOBHBIE
60AM T CyAOpOrH (Kak ITPOABAECHHA IIEPEOPOBACKYAN-
Ta), OOAM B KHBOTE, TOIITHOTY H PBOTY, KPOBOTEUCHHA
U3 KEAYAOYHO-KHIIIEIHOTO TPAKTa, aPTPAATUH, ITOpa-
KEHHUE IIOYEK C PA3BUTHEM IAOMEPYAOHEPHTA, B PEA-
kux caygaax — OITH. [24, 27|

AwnxopaakoH, nopaxennem rouek, Aerkux, [THC,
CEpPAIIA, KOKH, 4 TAKAKe aHEMHUEH, TPOMOOIUTOIICHNU-
€, ACHKOICHHMEH MOKET IPOABAATHCA M CHCTCMHASA
kpacuHas Boadanka (CKB) [2] Auddepernmarpmasn
AMArHOCTHKA C BACKYAHTAMH IIPOBOAUTICA C YIE€TOM
crextpa ayroantureA: pANCA, cANCA  yxaswbBa-
IOT Ha BACKYAHUT; aHTHHYyKAeapHBIH dakrop (AHO®),
anturera K AycumpaspHoi AHK, amtudocdoan-
IHAHBIC aHTHTeAA darne obHapyxusarotcs mpu CKB.
3, 4, 29].

Orcyrersue AHIIA, AH®, anrurea k ABycrimpasb-
uoit AHK y martrero manmenTa Aeaano amarsossr AH-
LI A-accormmuposannbix Backyauro u CKB maaosepo-
ATHBIMH, HO HE HCKAFOYAAO HX IIOAHOCTBIO, IIOCKOABKY
BCTPEYAIOTCA CEPOHErATUBHBIE (POPMBI 9TUX 3a00AEBA-

ruit [29, 32).
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B psae caygaes cyrmecrBernyro momornrs B Aucdde-
PEHIINAABHON AMAarHOCTHKE BackyanToB m TMA oka-
3BIBACT OMOIICHA IIOPAKEHHBIX OPIaHOB, B YaCTHOCTH,
KOKI (9AEMEHTOB CBIIIN) U IIOYKH.

B 6uomnrare koxu manumenta Ha 11-¢ cyTrm 3ab0Ae-
BaHUA OOHAPYIKEHBI CAADO BBIPAKCHHBIE IIEPUBACKYAAP-
Hble ANMQOIUCTHOIUTAPHBIE HH(MUABTPATEL, B YACTH
COCYAOB — I'MAAMHOBBHIE TPOMOBI M HAOyXaHHE HAO-
TeAns, rpanyAspHoe cedenue IgG u IgM B Tpombax
B IIPOCBETE COCYAOB, ITOAOKNTEABHAd peaknud ¢ [gG
B CTEHKAaX COCYAOB. Y OGANTEABHBIX AAHHBIX 32 CHCTEM-
uetit BackyAauTt, CKB Her, omrcannbie n3MEHEHUA MOTYT
HAOAFOAATHCA IIPU KPHOTAOOYAMHEMHH.

B Ouorrrare mouke (depes ABa MecAla OT AEOIOTA
3a6OAeBaHHﬂ) AAHHBIX 34 HMMYHOKOMHACKCHBIﬁ TAO-
MepyAOHEePUT He OOHAPYKEHO, BHIABACHA KAPTHHA
HePOCKAEPO3a: U3 TPEX KAYDOUKOB OAMH IIOAHOCTBIO
CKAEPO3UPOBAH, B OCTAABHBIX — HITIEMUSA KAITMAAAPHBIX
neTeAb; AL PY3HO-OUATOBHIN CKACPO3 HHTEPCTHITIA I
aTpodus KAHAABIIEB; APTEPHU U APTEPHOABI — O€3 0CO-
OeHHOCTEH, MMMYHOMDAFOOPECIICHITNA HETATUBHAS.

Takum 00pasom, MaTOMOPGOAOTHYECKHE H3MEHE-
HUSA, BBIABACHHBIE B OMOIITATAX KOKM M IIOYKH HAIIIETO
LIANUeHTa, OKasaAuch Hecrenuduanel. OAHAKO B CO-
BOKYITHOCTH C AAHHBIMH HMMYHOAOTHMYECKOIO ODCAe-
AOBAHUSA, OHH ITOCAYKHAHM HAM OCHOBAHHEM AASl OKOH-
gateApHOro nckarodeHmss AHLIA-sackyanros n CKB,
a Tak xe nyprypsl Hlenaeiin-I'eroxa. AAf TocAeAHEN
[IATOTHOMOHHUYHBI ACITO3HUTHL IgA B CTEHKAX COCYAOB
AepMmel [24, 27], OTCyTCTBYIOIIIE B OHOIITATE KOKU Ha-
ITIETO ITAITNEHTA.

B ceBOpoTKE KpOBH IAIMEHTA B OCTPOM IIEPHUOAE
OOHAPYAKEHBI KPUOTAOOYAHHBI B BBICOKOM THTPE, 11aTO-
MOP(hOAOTHYECKIE H3MEHEHs B OHOIITATE KOKU OBIAL
AHAAOTUYHBI TAKOBBIM IIPU KPHOTAOOYAMHEMHUH. DTH
ABa (paKTA 3aCTABHAM HAC PACCMOTPETH AMATHO3 KPHO-
IAOOYANHEMIYIECKOTO BACKYAUTA.

KpnoraoOyAnnsr — HMMyHOTAOOYAHMHBI KAACCOB
IgG u IgM, mpemunurHpyromue IPH TEMIEPaType
meree 37°C. BeiaeAsifoT Tpu THIIA KPHOTAOOYAHHE-
mun. Kproraobyanmemus | Tuma (MOHOKAOHAABHAS)
accornupoBaHa ¢ AUM@OIPOAUdEpPATHBHBIME  3a-
6oaepanmamu, 1pu kotopeix IgG mam IgM cexpern-
pyrorca B-KAeTOYHBIM KAOHOM, AOOPOKAYECTBEHHBIM
AU 3AOKadecTBeHHBIM. [Ipu kpmoraoOyannemumsax 11
pan 111 THma (CMEIIAHHBIX) IPOHUCXOAUT H30BITOYHAS
IIPOAYKIIUA IIOAUKAOHAABHEIX 1gG 1 MOHO- HAH 1T1O-
AUKAOHAABHBEIX IgM, mpm 9TOM IOCAEAHHE OOAAAAFOT
AKTUBHOCTBIO PEBMATOMAHOTO (pakTopa (T.€. CHOCOOHBI
obpasoBeBath KoMIAekcH ¢ IgG). Cmerrannse KpHO-
rAOOYAMHEMUHN ACCOIMHMPOBAHBI ¢ MHQEKIHAM (JaIre
BCEIO — C XPOHUYIECKOH HH(EKITHE BUPYCOM IeIIaTUTA
C, o Taxke npu BUY-nndekrmn, nndekimax supy-
com Dmmrreiina-bapp, HUTOMEraAOBHPYCOM), 4 TAKKe
C AYTOMMMYHHBIMH, AUMQOIPOAUMDEPATUBHBIMI 32~
6oAeBaHIAME. PEAKO CMeITaHHAA KPHOTAOOYAMHEMUS
PA3BHBACTCA BHE CBA3U C OLIPEACACHHBIM 3THOAOTHYE-
ckuM pakropom (sccennmaspHas). [ToankaoHaspHEIE
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KPHOTAOOYAHMHBI MOIYT TPAH3HTOPHO BBIABAATBCA ITPU
OCTPBIX HH(EKITHAX.

Kpuoraobyanmsr 1 Tuma He akTHBHPYIOT CHCTEMY
KOMITAEMEHTA, TI0 KpaiiHeil Mepe, in vitro. Cocyancroe
HOBPEKACHHE HOCHT HIIeMUYecKuii xapakrep. Omno
ODYCAOBAGHO  THIIEPIIPOAYKIIHEH MOHOKAOHAABHBIX
HMMYHOTAOOYAMHOB C Pa3BUTHEM TIMIEPBHCKO3HOIO
CHHAPOMA M OOCTPYKIIMENH MEAKHX COCYAOB IIPEIUIIN-
TATAMH ITATOAOTHYECKOTO HMMyHOrAOOyAnHa, a OITH
MOZKET OBITh CAEACTBIEM OOTYPAIINH ITOUEIHBIX KAHAAD-
11eB AHAAOTHYHBIME TTpernimTatamu. [Tpu cmermanuoi
KPHOTAOOYAMHEMHHN HOBPEKACHUE TKAHEH M OPIaHOB
OITOCPEAOBAHO BACKyAHTOM. B ero marorenese karode-
BBIM ABAACTCA OOPA30BAHME KPYITHBIX MMMYHHBIX KOM-
nAekcos, copepxarmx IgM, IgG, BupycHble aHTHTEHDI,
1 AKTHBAIIAA KOMIIACMEHTA II0 KAACCHYECKOMY IIyTH.
B nrore paspuBaercsi ACHKOIIMTOKAACTHYECKHI BACKY-
AHUT MEAKHX COCYAOB; IIPH HMMYHO(AFOOPECIIEHTHOM
HCCACAOBAHUH B CTEHKAX COCYAOB BBIIBAAIOTCA ACIIO-
sutw IgG, IgM, Clq. Ilpu Guorncnn moukn warne Bee-
ro OOHAPYXKUBACTCA OCOOBIH BAPHAHT MEMOPAHOIIPO-
AngepaTHBHOTO TAOMEPYAOHEMPUTA, ITOAYIHBIIUI
Ha3BaHHE KpHOrAoOyAmHemmueckoro uedpura. Ero
XapPAKTEPHOM YEPTOH ABAAETCA OOCTPYKITHA KAIIHAASA-
POB KAYOOUYKOB TMaAMHOBBIME IICEBAO-TPOMOAmMH, CO-
ACPIKAITIMH IIHPKYAHPYIOIIHE NMMYHHbBIE KOMITACKCHI,
COCTOAIIE M3 KPUOTAOOYAHMHOB M ITOAHMKAOHAABHBIX
HMMYHOTAOOYAHHOB.

AAfl KPHOTAOOYAMHEMHYECKOTO — BACKYAHTA — Xa-
paKTepHa TpHAAA: IypIypa, APTPAATHH M CA2DOCTB,
YACTO B COYETAHHU C AHXOPAAKOH, MHAATHAMU. Bos-
MOHO OOPa30BAHME KOKHBIX f3B, HEKPO3OB ITAABIIEB
KUCTel n cron, Heiipomatnu. llpossaerns mopaxe-
HHA ITOYCK BAPBHPYIOT OT MUKPOIEMATYPHH H IIpOTE-
HHYPHU AO PA3BEPHYTOIO HE(PPOTHIECKOTO CHHAPOMA
n OITH.

B peaxux cayuanx cmemannas KpHOrAOOYAHHEMHA
MaHU(ECTUPYET TAKEABIM, KHSHEYTPOKAFOIIIM COCTO-
aauem ¢ nopaxennem [THC u muokapaa, aspeoasp-
HBIM KPOBOTECYEHHEM, HIIEMUCH KHIIIEYHHKA, TEMOPPa-
THYECKHMI U A3BCHHO-HEKPOTHICCKIMU IIOPAKCHIAMI
ko [3, 8, 26, 28].

V mamero manmenTa, HECMOTPA Ha BBICOKHH THTP
KPHOTAOOYANHOB B HadaA€ 3a00ACBAHMUA, KAUHITICCKOE
TedeHne DOAE3HU OBIAO HE XAPAKTEPHBIM AA KDHOTAO-
OYAMHEMIYECKOrO BaCKyAnTa. MBI He BBIABHAM MapKe-
poB xpormdecknx nHdekmii, mpexae scero HCV. Tlpu
HOBTOPHBIX OOCAEAOBAHHAX KPHOTAOOYAHHEI B CHIBO-
POTKE KPOBH HE OOHAPYKHBAANCH, MOHOKAOHAABHBIH
OeAOK He BBIABACH, YTO ITO3BOAMAO MCKAOUHTH KPHU-
oraobyAmHeMmugecknii BackyAnT. KpmoraoGyamnemns
OKA3aA4aCh TPAH3UTOPHOM M, BEPOATHO, ABAAAACH BTO-
PUYHOI 110 OTHOIIIEHNIO K HH(EKITHOHHOMY ITPOIIECCY.

Takum 00Opazom, Ipu OOCACAOBAHHM OOABHOTO
B OCTPOM IEPHOAE M AAABHEHIIEM HAOAFOACHHM MBI
nckarounan - AHITA-accormmpoBanmbie  BaCKYAHTEI,
uypuypy Llenaeiin-1'enoxa, CKB, kpuoraoOyannemu-
YECKNI BACKYAHT.

Hedponoruan guanus - T. 18, N2 2 2016 217



LLkona Hedponora

B aebrore 3a00AeBaHuA y HAIIEIO IIALHECHTA HME-
AMCh KAUHHKO-AabopaTopubie cumirromsl TMA: octpo
PAa3BHUBIIIAACA aHEMUA, TPOMOOIIMTOIICHUA B COYETA-
mun ¢ peskum nossirenunem AAL, OITH, mopaxe-
muem HHHC (Aeampuii). ITo AaHHBIM KOaryAorpaMmel,
BBIIBAGHBI IIPH3HAKH THIIEPKOAIYAAINE C Aepuiin-
TOM IIPOTHBOCBEPTHBArOIIUX (hakTopos. Kpome Toro,
ompeAeAsiAcs HyAeBOH yposens akrusHOCTH ADAMTS
13 B mAa3Me KpOBH IIAIMEHTA U MHIIOUPOBAHUE AK-
tusHoctt ADAMTS 13 B 1m1Aa3me 3A0pOBBIX AOHOPOB
(puc. 6), Ha OCHOBAHUU YEIO MOMKHO OBIAO IIPEAIIOAO-
KHTh AMATHO3 TPOMOOTHYECKON TPOMOOIHTOIIEHIYE-
cxoit mypmypsr (TTII)

TTII — 3aboaesanrne us rpymmsr TMA, ceasanHOe
¢ Aedurrrom akrupaoctu ADAMTS 13 — meraano-
IIPOTEHHA3BI, PACIIEHAAIOIIEH MYABTUMEPH! (haKkTOpa
Buaaebpanaa. ITocaeanre, HakarmAnBasCh, IIPOBOIIH-
PYIOT aAre3nro TpOMOOLNTOB U 0OPa30BaHME «OCABIX)
TPOMOOITUTAPHEIX TPOMOOB B COCYAAX MHUKPOITHPKYAS-
topuoro pycaa. TTII nposBafercss «eHTaAOM» CHM-
IITOMOB:  MHUKPOAHTHOIIATUYECKOH —IeMOAUTHYECKON
aHeMHeH, TPOMOONUTOIICHNEH, HEBPOAOTHYECKOM
CHUMITTOMATUKOHN, ANXOPAAKOH, ITOPAKEHHEM ITOYEK
(dartie BCEro yMEpEHHBIM, O€3 Pa3BHTHA AHYPHH 1 YPOB-
HeMm kpeaturnaa A0 200 MKkMOAB/ A). I'AaBHBIM AabOpa-
TOPHBIM IIPH3HAKOM, TO3BOAAIONIEM OTAHYHTs TTTI
ot Apyrux Buaos TMA, ABAsieTcs KpaiiHe HU3Kas IIAA3-
mennas aktusaocTs ADAMTS 13 (<5%). [10]

Opanako zHuskad akrusHocte ADAMTS 13 mabAro-
Aaerca He ToAbko 1pu TTTL TToBermennas mpoAykims
MyABTEMEPOB pakTopa Brasebpanaa n peskoe cHixe-
uue akrusaoctn ADAMTS 13 BcaeactBue motpedae-
nuda ommcano npu cercuce ¢ ABC-cuaapomom. Tax,
T. Omo ¢ coaBTOpamu BBIABHAN KpaifHe HU3KYIO AKTHB-
noctb ADAMTS 13 (<5%) y 17 u3 109 (15,6%) marm-
eHToB ¢ cercuc-nuAynuposanasiM ABC [22].

[IlecTHKpPaTHO ITOBBIIIEHHOE COAepKanHue (akTopa
BuaseOpanaa B mAa3Me KPOBU HAIIETO MAIIHMCHTA, Ad-
GOPATOPHBIE CHMITTOMBI CHCTEMHOI BOCIHAAHTEABHON
peakrmn, I dassr ABC 1103BOAAAN IIPEATIOAOKHUTD, YTO
maacrue akrusaocta ADAMTS 13 65140 00ycAOBACHO
notpedaenuem mpu cercuce ¢ ABC, uro He mporuso-
PEYNAO AMATHO3y MEHHHTOKOKIIeMun. Kpome Toro, aad
TTII He xapakTepHB HEKPOTUYECKAS CHIIIb, MOP(OAO-
IHYECKHE ABACHHA BACKYAHTA C HAOYXAaHUEM SHAOTEANA
COCYAOB MHKPOLIUPKYAATOPHOTO pycaa [16, 19], nmes-
IIIe MECTO B HAIIEM CAYYAC. YUUTHIBAS BBHIIIICYKA3AH-
HBIC OCOOCHHOCTH, MBI COYAH BO3MOKHBIM HCKAIOYHTh
Anarzos TTTI.

Cumrrromsr TMA y OAPOCTKA MOTAH OBITH TAKiKE
nposasaenreM al'YC nan KA®C. Mer couan neobxo-
AUMBIM PACCMOTPETH B IAaHEe AH(PDEPEHITTAABHOMN
AMArHOCTHKH 1 9TH 3200 ACBAHMA.

Arurmassiii ['VC 00ycA0BACH HEKOHTPOAUPYEMON
AKTHBAIIMEH KOMIIAGMEHTA II0 AABTEPHATUBHOMY IIyTH
BCACACTBHE KOAHYECTBEHHOTO HAM (PYHKIHOHAABHO-
ro AeHIHTA PEIYyAATOPOB KOMITAeMeHTa. [Ipn BO3-
AGHCTBAM TIPOBOIHPYIONHX (pakTopoB (mHMEKIHA,
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BAKI[FHAITHA, Ype3MepHas (pU3HUICCKas HATPY3Ka H Ap.)
IPOUCXOAUT OypHAA AKTHUBAIMA KOMIIAGMEHTA C IIO-
Tpebaennem C3, obpasosanme MAK ma memOpamax
SHAOTEANS KAIIMAAAPOB M, BCAGACTBHE IOBPEKACHUA
SHAOTEAHNS, PACIPOCTPAHECHHBIA TPOMOO3 MHKPOIHP-
KYASITOPHOTO PYCAQ B COYETAHHHI C OTEKOM, PACCAOCHH-
em, mpoaudeparneii suaoTeand [19].

AAf peaAM3alnH ITATOrCHETHYECKOIO MEXaHHM3Ma
al'VC meobxoammMa muTakTHAS (DYHKIHA TEPMUHAAD-
HOTO OTACAA KOMIIAGMEHTA. Y HAIIErO ITAIlHCHTA BHI-
ABACHA TIEPMAHCHTHASA HYAEBAsA TEMOANTHYECKASA AKTHB-
HOCTh KOMITAEMEHTA IIpH HOPMaAbHOM yposHe C3, 410
VKa3bIBAAO Ha ACOUIIHT TEPMHHAABHEIX KOMIIOHECHTOB
komraemenTa. [lo mamemy muenuro, passurue al'VC
y martmenta ¢ ATKK Becbma MaroBepoATHO.

[Tatorenes KA®C cpasan ¢ akTHBAIIIEH SHAOTEAH-
AABHBIX KACTOK ITOA AcHCTBHEM aHTU(OCHOANITHAHBIX
AHTHTEA, ITO IIPHBOAHT K CHCTEMHOM IUIIEPKOATYASIII
C PACIIPOCTPAHEHHBIM TPOMOOOOPA3OBAHIEM B MEAKHX
COCYAAX, HEPEAKO B COUETAHHUH C TPOMOO3AMI KPYITHBIX
aprepuii u BeH. KAMHIYECKH 5TO BBRIPAKACTCA CHMIITO-
MaMH IOAHOPIaHHOIO Hopaxenud. Jaime Bcero crpa-
aarot moukn, [LIHC, ceparre, aerkue. XapakTepHO Takke
reHEPAAN3OBAHHOE AMBEAO, IOBEPXHOCTHBIE HEKPO3BI
KOJKH, MITIEMUYECKHE A3BB KOHeuHocteld. Kpurepuamm
amarsocTuka KA@C ABASIOTCA TPU3HAKN TTOPAKCHUSA
HE MeHee 3-X OpraHOB M CHCTEM, BOSHUKIIIIE OAHOBpE-
MEHHO HAH B CPOK AO 1 HEACAH, THCTOAOTHIECKOE ITOA-
TBEPKACHHE OKKAIO3UH MEAKHX COCYAOB, 4 TaK/KE A20O-
paTopHOE BBIABACHIE aHTU(MDOCHOAUIIMAHBIX AHTHTEA:
AHTHKAPDAMOAUIIMHOBBIX U/HMAU aHTHTEA K 32 TAHKO-
IPOTEHAAM U/ MAM BOAYAHOYHOIO AHTHKOAIYASHTA.

V marrrero marpenTa He OOHAPYAKEHBI HUI aHTH(OC-
(POAMIIIAHEIE AHTUTEAL, HH 3HAYUMOIO IIOBBIIICHUA
BOAYAHOYHOIO AHTHKOAIYAAHTA B IIAA3ME, YTO AAAO
HAM OCHOBaHHE HCKAIOUnTb AnarHo3 KADC,

Taknum 0Opa3oM, MBI HCKAIOYHMAH Y HAIIETO ITAId-
enTa 1 ocuosHble (popmbr TMA kak camocrosiTeAbHEIE
zaboaepanns. [lo mamemy mHeHHIO, MOpOAOTHHUC-
CKAfl KAPTHHA BACKYAHTA MEAKHX COCYAOB B COYETAHHI
C TPOMOO30M B OHOIITATE KOKU COOTBETCTBYET HH(EK-
rmoHHOMY BackyAuTty ¢ ABC, 9ro XapakrepHO AAf Me-
HIHTOKOKIICMHUH M HE IIPOTHBOPCYUT YCTAHOBACHHOMY
HAMH AHATHO3Y.

OnpeaeAeHHbIE 3ATPYAHEHHUSA BBI3BIBAAA TPAKTOBKA
pe3yApTaToB HeDPOOHOIICHH, ITOCKOABKY MaAO€ KO-
AMYECTBO MATEPUAAA HE HO3BOAAAO IIPOBECTH HMOAHO-
LIEHHOE NCCACAOBAHHUE M TOYHO BEPH(PUIINPOBATH AN~
ruo3. Haandne wimeMun KaltmAAAPHBIX IIETEAD B ABYX
U3 TPeX KAYOOUKOB y IIAIMEHTA C IIPU3HAKAMH MUKPO-
AHTHOIIATHYECKOTO TEMOAM3a B OCTPOM IIEPHOAE CHO-
Ba AABAAO OCHOBaHHA OOCYKAATh Amaraos TMA, gemy
COOTBETCTBOBAAO U OBICTPOE (32 ABA MECAIIA) PA3BUTHE
Hedpockaeposa B ncxoae OINILL

Oamaxo pasurue Hedppockaeposa B mexoae OINIT
orcan u 11pu MeHnHrokokremun. Tsxeaoe OINIT ¢ mo-
TPEOHOCTBIO B AMAAU3€E OCAOKHACT MEHUHIOKOKIICMHIO
npumepHo B 10% cayuaes. B 1% cayuaes B mcxoae nn-
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BA3UBHON MEHUHIOKOKKOBOH HH(DEKIIHI Pa3BUBACTCH
XbI1, obycaoBAeHHAA KOPTHKAABHBIM HEKPO3OM C I10-
caeayroruM Hedpockaeposom 18, 21, 31]. Murepeco,
uro 1o AarHBIM T.Omo, npu cercuce ¢ ABC yposens
KpeaTnHuHA ObIA AocTOoBEepHO BbIIe, a OINIT BoIABAA-
AOCH AOCTOBEPHO HaIIle IPyIIie GOABHBIX C AKTHBHOCTBIO
ADAMTS 13 <20% dgem B rpyie OOABHBEIX C AKTHBHO-
ctpro ADAMTS 13 >20% [22]. Bosmozkuo, kpatine Hus-
kad axruBHOCTE ADAMTS 13 y Hamero maruenTa sBu-
AACh MAPKEPOM TAKECTH TPOMOOTHYECKOTO IIPOIIECCa
B PAMKaxX MHAYIHPOBAHHOIO MeHnHrokokuemueid ABC.
HeAp3sl Takike MCKAIOYNTB, YTO AKTHBHOMY TPOMOOOO-
pasosarmro u yeyryoaeruro Tsuxectu OINIT ciocoberso-
BaAQ TEHETHYECKAd TPOMOO(UANS, BEIBACHHAS ¥ OOAB-
HOTO ITPU T€HETHIECKOM OOCACAOBAHIL.

M3A0KEHHBII HAME AUATHOCTHYCCKUI IIOMCK MOK-
HO CYMMHPOBATH CAEAYIOIIIIM 00Pa3OM.

B ocTpeiil IEPHOA y MOAPOCTKA OTMEYAAUCH APKO
BBIPA/KECHHBIC KAMHIYIECKIE U AADOPATOPHBIE IIPU3HAKI
cucremuoii BocraauteApnoi peaxnun, CITOH, ABC
B (ase runeproaryasimu/TMA. Hauboaee Bepost-
HBIM IIPEACTABASACH AMATHO3 CEIITHIIEMHN (MEHEHIO-
kokremun?), ocaoxkuernon CITOH, OIIII, ABC. Oa-
HAKO, ITOCKOABKY 9TOT AHATHO3 HE OBIA ITOATBEPIKACH
OAKTEPUOAOTHYIECKH, MBI BBIHYKACHBI OBIAM ITPOBECTH
IIIPOKUI AHATHOCTHYCCKUH IIOUCK, BKAFOUABIIINI CH-
CTEMHBIE BACKYAHTHI, KPUOTAOOYANMHEMUIECKIN BACKY-
amr, TTII, al'VC, KADC.

AHIIA-accormuposannsie  Backyauts, CKB,
KA®C ObIAT HCKAIOUEHBI HA OCHOBAHHUN OTCYTCTBISA
crienuIYeCKUX AAf KAKAOTO 3a0OACBAHHA AHTH-
TeA B CBHIBOPOTKEe KposH, nypuypa Illenaeirn-I'eno-
Xa — YYIHUTHIBAA OTCYTCTBHE ACIO3HTOB IgA B cocyaax
Ouomrara Koxu. BeiBACHHEINT B HavaAe 3a00AeBaHUA
BBICOKHH TUTP KPHOTAOOYANHOB YKA3BIBAA HA BO3MOK-
HOCTh KPHOTAOOYAHHEMHYECKOTO BacKyAnTa. OAHAKO
KPHOTAOOYAMHEMHSA OKa3aAOCh TPAH3UTOPHOH H He
IOATBEPAHAACH IIPU ITOCACAVIOIINX OOCACAOBAHUIAX,
YTO IO3BOAACT TPAKTOBATH €€ KAK BTOPHYHYIO IO OT-
HOIIEHUIO K OCTpoi mHdekimn. Takum oOpasom, 1o
HAIIIEMY MHCHUIO, BBIIBACHHE KPUOTAODYANHEMHN HE
IIPOTUBOPEYHT AHATHO3Y MCHHHIOKOKIIEMUH.

OOHapyKeHHBIC y HAIIETO ITALMCHTA B Pasrap 3a-
boaeBanmsa Aaboparoprsie npusHaku TMA n kpaiiHe
umskad akruBHOCTE ADAMTS 13 (<5%) yraseiBasa
Ha TTII. Oamako Takoe e CHIKEHHE AKTHBHOCTH
ADAMTS 13 onmcano B AnTepaType M IPH CEICHCE
¢ ABC, uro ob6ycrosaeno norpedaenunem ADAMTS 13
B CBA3H C IIOBBIIICHHON IPOAyKIuei dakropa Buaae-
Opanaa. CA€AOBATEABHO, B HAIIIEM CAyYAe HU3KAd aK-
tusrOCTE ADAMTS 13 He mpoTHBOpEYHAA AHATHO3Y
MEHUHTOKOKIIEMH.

Heo0OpraH0I HAXOAKOH y OOABHOTO SIBHAACH ITO-
CTOSIHHASL HYACBAfl TEMOAUTHYCCKAS AKTUBHOCTD KOM-
IIAEMEHTa IIpH HOpMaAbHOM coAepxanun C3 n C4.
DTH AAHHBIC VKa3BIBAAU Ha ACDHIIUT TEPMUHAABHBIX
KOMITOHCHTOB KOMIIAGMECHTA — COCTOfHHE, IIPEAPAC-
IIOAQTAIOINEE K IIOBTOPHBIM 3IIH30AAM HHBA3UBHOM
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MEHHHIOKOKKOBOH nHexuuu. B anamuese y moapoct-
Ka OTMEYEHO ABA 3IN30A4 KAMHHYECKH AHATHOCTH-
POBaHHON MEHHHIOKOKIeMuu. Kpome Ttoro, ero oOpar
B Bospacte 19 Aer moru®b or mH@EKIHN, KAUHIYICCKH
CXOAHOHI € MEHHMHIOKOKKOBOH. Ha ocHoBanmm sr1mx
CBEACHHUH MBI IIPEAITOAOKUAM, ITO ¥ HAIIIEIO IIAIIHCHTA
HMEETCA TEHETUIECKH OOYCAOBACHHBIN AeHIUT Tep-
MEHAABHBIX KOMIIOHCHTOB KOMIIACMCHTA, IIPECAPACIIO-
AQTAIOINNI K IOBTOPHBIM 3200ACBAHUAM MEHUHTOKOK-
nemueit. Hacrodrmmii, TpeTuii, sIu30A OKa3aACH CAMBIM
TkeAbM, ocaokausiuce CITOH u OII1. Passurme
OIIIT ¢ ncxoaom B XbBIT He nmporuBOpeUnT AMArHO3Y
MCEHHHIOKOKIIEMUH, IIOCKOABKY, IIO AAHHBIM AHTCPATY-
PBI, BCTPEJAETCsA IIPH 3TOM cocToAHIA B 1% caydaes.

B 1o xe Bpewms, mepMaHeHTHAA HYACBAS TEMOAHTH-
4YecKas aKTUBHOCTh KOMIIAGMEHTA § HAIIIETO OOABHOIO
ITO3BOAMAQ HAM HCKAFOUNTH AUarHo3 al'VC, mockoAbky
AAfl PEAAN3AIINH IIATOTEHE3a TOIO 3aDOAEBAHHA Tpe-
Oyercad HHTAaKTHAad (DYHKIHA TEPMHHAABHOIO OTAEAA
KOMITAEMEHTA.

Takum 00pasoM, HaOOACE BEPOATHEIM HAM IIPEA-
CTABAACTCA ANATHO3 MEHIHTOKOKIIEMHUH Ha (DOHE BPOK-
ACHHOIO AC(DHIINTA TEPMHUHAABHOIO OTACAA KOMIIAC-
menrTa, ocaoxkuaennon CITOH, ABC, OIIIT.

Tsxects cocrofHns ODOABHOIO B OCTPOM IIEPHOAE
BBIHY/KAAAQ HAC HAYATH ACUCHUE, HE AOKUAAACH OKOH-
YATEABHON BepU(PUKAIINU AHATHO3a. MBI IPHMEHHAR
AHTHONOTHKU IIIMPOKOTO CIIEKTPA ACHCTBHA, IIPOHM-
KAIOINe Yepes remMaTosHnedasndeckuii oapbep, mpo-
IIEAYPBI ITAA3MOOOMEHA B COYETAHHU C ITYABCOBBIMH
BBeAeHUAME MeTHATIpearn3oAoHa. Ol obycaoBuao
HEOOXOAUMOCTD 3aMECTHTEABHON IIOYEYHOH Teparmu
(IIBBI'A®, remoamasmnsa).

KombuHupoBarHas i IOCHHAPOMHAS TEPAIIUS IIPH-
BEAQ K YAYYIIIEHHIO ODIIIETO COCTOAHUA DOABHOTO, Pa3-
PELICHUIO IIOAHOPIAHHOW HEAOCTATOYHOCTH, B AAAB-
HEHIIEM — K YACTHIHOMY BOCCTAHOBACHHUIO (DYHKIIMEX
novex, 49ro 1mossoAnAo mpexparuts 3IIT. Oamaxo
Y IIOAPOCTKA OCTAAOCH 3HAYUTEAPHOE CHIDKEHUE (DHAB-
TPALHOHHOM (DYHKIIHH ITOYEK, cooTBeTcTByIonee XbI1
IV craaum.

ITporpeccuposanme XBIT B Takom caydae ompeae-
ASIETCA OOBIMHBIMU MEXaHH3MAMU 1 (DAKTOPAMH PUCKA
(apTepHAAPHONM THIEPTEH3UEH, OKHUPECHHEM, THIIEpP-
XOAECTEPUHEMHEH M T.IL), ITO IIOBOAY HErO AOAKHA
IIPOBOAMTHCA COOTBETCTBYFOINAA Teparmsd. [lockoabky
coxpanserca ACPUIHT TEMOAUTHICCKOH aKTHBHOCTU
KOMITAEMEHTA, IIPEAPACIOAATAFOINUE K HH(EKIIIH
HUHKAIICYAUPOBAHHBIMU ~OAKTEPHAMMU, IIOKA3aHO Ha-
3HAYCHME AHTUOAKTEPHAABHOH TEPAIIHH IIPH HHTEP-
KYPPCHTHBIX PECIUPATOPHEIX 3a00ACBAHUAX, 4 TAKIKE
BAKI[HHAIIIA IIOAPOCTKA MEHHHIOKOKKOBOH, ITHEBMO-
KOKKOBOI, TeMO(HABHOI BAKIINHOI.

3akAroueHue

ITpeACTaBACHHBIN CAYYAH ITOAMOPTAHHOM HEAO-
CTATOYHOCTH Y ITOAPOCTKA C HYAEBOH AKTHBHOCTBIO
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KOMITAGMEHTA, CHCTEMHBIM BOCITAAMTEABHBIM OTBETOM,
KPHOTAOOYAMHEMUE BBI3BAA Y HAC CYIIICCTBEHHBIC AU~
rHocTHYeCKHe TPYAHOCTH. CAOKHOCTD CUTYALIUH YCYIY-
OAAIAACH TAKEABIM COCTOSHHEM IIAIIMEHTA 1 HEOOXOAU-
MOCTBEO OAHOBPEMEHHO C AMATHOCTHYIECKUM ITOHUCKOM
IIPOBOAUTH HEOTAOKHYIO Tepanuro. [locmHApOMHBII
TTOAXOA, TEM HE MEHEE, ITO3BOAUA CITACTH JKU3HB U CTa-
OHAH3HPOBATH COCTOSIHHE IAIMCHTA. B pesyabraTe
AAABHENIIIETO ODCACAOBAHMS, KATAMHECTHYECKOTO Ha-
OAFOACHHSA, TINATEABHOIO AHAAM32 AHTEPATYPHBIX HC-
TOYHHKOB MBI IIPUIIIAY K BEIBOAY O HAAWYHN V HAIIIETO
[AIHEHTA BPOKACHHOIO AeUIIHTA TEPMUHAABHOTO
OTAEAA KOMITACMCHTA, BOSHUKHOBCHUH HA 9TOM (poHe
IIOBTOPHBIX SIIH30A0B MEHHUHIOKOKIIEMHH, IIOCAEAHII
n3 kotopeix ocaoxuusca CITOH, OITH, ¢ dbopmu-
posanuem B mcxoae Hedpockaepoza u XBIIL. ITpea-
PACIIOAOKEHHOCTh HAIIIETO IIAIMEHTA K ITOBTOPHBIM
3MM30AAM MECHHHTOKOKIIEMHIH AUKTYET HCOOXOAHUMOCTD
€ro BaKIUHAIIMH U IPOMHAAKITIIECKOIO IPUMCHEHISA
aHTHONOTHKOB, ACHCTBYIOINUX HA MEHUHIOKOKK, ITPH
HUHTEPKYPEHTHBIX PECIIHPATOPHBIX 3200ACBAHIUAX.

MEI cupTaem, 9TO HAIll CAYYAll IIPEACTABAACT UHTE-
pec AASl IIHPOKOIO KPyra CIICIIHMAAHCTOB — HMH(DEKIH-
OHUCTOB, PEAHIMATOAOIOB, HE(DPOAOIOB — IIOCKOABKY
KACAETCA PEAKON 1 TAKEAOH ITATOAOTHH CO CBOEOOpas-
HOHM KAHHHYCCKOH KAPTHHOH, TPeOYIOMIEH HEOTAOK-
HOH TepaImm.

Huxmo u3 aemopos wue umeem xouxypupymmux
uﬂmepecos.
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