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Pe3ztome

Hensb. OueHka KpuUTepHEB MAMATHOCTUKM H (AKTOPOB pHCKa 3JI0KAYECTBEHHOH apTepuanbHON
runeproann (3AD0), aHanuM3 COBPEMEHHBIX BO3MOXKHOCTEH aisi nud¢epeHIHanbHOl JUarHOCTHKH U
nedenus 3AI.

Metoauka. COop, cucTemMaTusalusi W aHaJ W3 [OAaHHBIX JIUTEPATyphl JAEMOHCTPHPYIOIIUX HOBBIC
MATOTeHETUYECKUE 3BEHBbSI M KPUTEPHH TUArHOCTHKH 3Al, ponb TpOMOOTHUIECKONH MHUKPOAHTHONIATHN U
MOJIXOJIBI K TEPAITUU TaHHOT'O COCTOSTHHMSL.

PesyabTarel. 3AI npencraBiser coboli 0co0yro mMaToGU3NOIOTHISCKYI0 POPMY TsDKEION TUMIEPTEH3UN
c OBICTpBIM NpOrpecCHpOBaHHEM 3a00JIeBaHMS M IUIOXHMM HPOTHO30M, CBSI3aHHBIM C CHCTEMHBIM
MOPa)KeHHEM OpPraHOB-MUILEHEH, YacTo B pe3yibTaTe TPOMOOTHUECKOW MUKpoaHTHonaTiuu. OCHOBHBIMHU
NpUYUHAMH CcMepTH OonbHBIX co 3Al SBIAIOTCS TpoTpeccHpyromas ModedHas HeI0CTaTOYHOCTh
(34,7%), wacynbr (19,8%), cepneunas HemoctatouHocTh (10,9%), wHbpapkr Mmuokapaa (10,4%).
BaxxubiM matonoruueckuM mnpusHakoM 3AIT sBiseTcs SHOOTEIHalbHAsA TUCHYHKIUS M (HUOPO3HBIN
HEKPO3 apTepHOJ, YTO, OUCBUIHO, 3aTPAruBacT pa3jNyHbIe TKAHU U MOPAXKACT OPTaHBI-MUIICHH: TIOYKH,
cepaue u wmo3r. Cungpom TMA xapakrepen s 27-44% Oompubix ¢ 3AI, onmnako TpeOyercs
TIIATEJIFHOE UCKIIIOUEHHE OPYrux ee npuunH. Llenbio Tepanun sBusercs cHmwkenne AJl 1o 6e3omacHoro
YPOBHS, KOpPpEKIHs o0pa3a >KWM3HMW JUIA CHW)KGHHS pHCKa CepIeYHO-COCYAMCTHIX 3a00JIeBaHUM,
MIPEIOTBpAIIeHe BO3HIUKHOBEHHUS aCCOLMUPOBAHHBIX KIMHUYECKUX COCTOSHUN W MOPaXEHHUS OPTaHOB
MUIICHEH.

3axmouenue. 3AL mpeacrasisieT co0oi 0cOOYI0 MATOPU3HOIOTHIECKYIO (OPMY TSDKEJION TMIEPTEH3UU
¢ OBICTpBIM MpOrpeccHpoBaHueM 3a00JieBaHMS M IUIOXMM MporHo3oM. HambGombliyio yrposy npu
cuapome 3AIl mpeacTaBisieT MOYEYHOE MOBPEXKICHUE C MOPAKEHUEM SHIOTENHsI, BHYTPHUCOCYAUCTHIM
CBEPTBHIBAHMEM KPOBH U TPOMOOTHUYECKONH MUKPOAHTHONIATHEH M MCXOAOM B HE(POCKIEPO3.

Knioueswle cnosa: 3moxkadecTBEHHAS apT€pualibHas TUIICPTOHUA, TpOMGOTI/I‘ICCKa}I MHKPOAHTHUOIIaTHUA,
HCOTIIOKHBIC COCTOSAHUA
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Abstract

Objective. To evaluate diagnostic criteria and risk factors for malignant arterial hypertension (MAH), to
analyze current capabilities for differential diagnostics and treatment of MAH.

Methods. To collect, systematize, and analyze literature data demonstrating new pathogenetic links and
diagnostic criteria for MAH, the role of thrombotic microangiopathy, and approaches to treating this
condition.

Results. MAH is a special pathophysiological form of severe hypertension with rapid disease progression
and poor prognosis associated with systemic damage to target organs, often as a result of thrombotic
microangiopathy. The main causes of death in patients with MAH are progressive renal failure (34.7%),
stroke (19.8%), heart failure (10.9%), and myocardial infarction (10.4%). An important pathological
feature of ZAG is endothelial dysfunction and fibrous necrosis of arterioles, which obviously affects
various tissues and damages target organs: kidneys, heart and brain. TMA syndrome is typical for 27-44%
of patients with ZAG, but it requires careful exclusion of other causes. The goal of therapy is to reduce
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blood pressure to a safe level, correct lifestyle to reduce the risk of cardiovascular diseases, prevent the
occurrence of associated clinical conditions and damage to target organs.

Conclusion. ZAG is a special pathophysiological form of severe hypertension with rapid disease
progression and poor prognosis. The greatest threat in ZAG syndrome is renal damage with endothelial
damage, intravascular blood coagulation and thrombotic microangiopathy and outcome in
nephrosclerosis.

Keywords: malignant arterial hypertension, thrombotic microangiopathy, emergency conditions

BBepneHune

IIpumeprno  0,5-3,0% cmydaeB oOpalneHusi 3a HEOTJIOKHOM IOMOIIBIO CBS3aHBI C apTepHaIbLHON
TUTIEPTOHUEH, KaKABIH YETBEPTBIA WX OTHUX NAIMEHTOB TpeOyeT HEOoTIoXkHOoro JedeHus [2]. B
TUIEPTEH3UOJIOTHH  BBIENSAIOT CJICAYIONIAE HEOTIOXKHBIE COCTOSHHS: TUIIEPTOHHYECKHE KPU3BI,
OCIIO)KHEHHBIC  THUINEPTOHHYECKOW  JHIeaTonaTueii WM  OCTPhIM  HApYIICHHEM  MO3TOBOTO
KpOBOOOpaIleHUsl, OCTPbIM KOPOHAPHBIM CHHIPOMOM WM OCTPOH CEpIeYHON HEI0CTaTOYHOCTHIO;
PAacCIIOCHHE aOpPThI; SKIAMIICHI0 W NPEIKIAMIICHIO; 3JIOKAYECTBCHHYIO apTEPHAIbHYI0 THUICPTOHHIO
(BAI'). 3AI' mpencraBisieT CcOOOW TSDKEIOE TIOBBINICHUE apTepuanbHOro mamicHWS (A/l),
XapakTepu3yromieecss TOBPEXKJICHHEM COCYJOB B  pE3yJbTare HEIOCTATOYHOCTH WM TOTepU
ayTOPETYJIISAIUN KPOBOTOKA, MPOTPECCHPOBAHKEM 3a00JIeBaHUS U HEOIATONPUATHBIM IPOTHO30M [2].

Pacnpoctpanennocts 3AIT 3aBUCUT OT dTHUYECKOH MPUHAAJIECKHOCTH: €CIH Yy €BPONCOMIHON pachl (B
nonysun BenukoOpurtanun u Hunepnanmos) ona coctasmsier 2 ciydaeB Ha 100 000 nacenenus B ron,
TO y adpoamepukaHieB Bbiie B Tpu paza [15]. Yactora BeisBiusiemoctn 3AIT He MeEHseTcs Ha
MPOTSXKEHUU MOCIETHUX EeCATUIeTHH [5, 9].

IIporao3 mammeHToB co 3AIT HeOmarompusATeH: CMEPTHOCTh WX BBHINIE B 5 pa3 IO CPaBHCHHIO C
KOHTPOJINPYEMOW apTepHallbHOM runeproruerd, okojao 80% OONBHBIX yMHPAIOT B TE€UYEHHE 2-X JIET IpHU
oTcyTcTBHHM JieueHUs. OHAKO, B TIOCIEIHUE TISTh JIET BEDKHBAEMOCTh Cpear O0NBHEIX 3AT yydmmiack
[13]. [IpuunHamMu Takoi AWHAMUKH SIBIISTFOTCS MOBBINICHHE OCBEIOMIICHHOCTH M 0oJice paHHEE Havalio
JIUATHOCTHKH W JIeYeHHs, I(PPEKTUBHOCTh COBPEMEHHBIX JICKAPCTBEHHBIX MpenapatoB. OCHOBHBIMU
NpUYUHAMH CcMepTH OonbHBIX co 3AI SBIAIOTCS TpoTpeccHpyromas IodedHas HeI0CTaTOYHOCTh
(34,7%), wacynsT (19,8%), cepmeunas HemoctarouHocTh (10,9%), undapkr mumokapaa (10,4%). Tlo
HEKOTOPBIM JAaHHBIM YacTOTa BOSHHKHOBEHHS OCTPOro moBpexaeHue mouek mpu 3AIT mocturaer 65%,
YTO YaCTO NMPUBOIUT K PA3BUTHIO TEPMUHAIBHOM MOYEYHON HEIOCTATOYHOCTH.

Lenb uccnenoBanusi — oLeHKa KPUTEPUEB OUATHOCTHKU M (QakTopoB pucka 3Al’, aHamu3 coBpeMEeHHBIX
BO3MOXKHOCTEH U1 AndhepeHInaabHON UarHoCTUKY 1 JeueHus 3AT .

Omnpenenenue 3AI

IlpenctaBiaennss o 3Al MEHAIUCh W 10 CHX IIOp OKOHYATEIHLHO HE ompeaeiieHsl (tabdn. 1).
Heo6xonumocTs peskoro nossienus A/l kak kpurepus 3AI” oOmenpu3Hana, HO Ha CETOJHSIIHUN JICHb
HE OmpeesieH KOHKPETHBIN Mopor. SBisieTcs onpeaeieHHbIM, YTO HallMuue TSHKEJIOH THIepTOHHYECKON
peTHHONATHH SIBIISieTCsl XapakTepHbIM aist 3AIT, HO mo-TIpeskHEMY, He IO KOHIIA SICHO HY)KHO JIM CUHUTATh
CHUCTEMHOE TOpPaXEHHEe MHUKPOLUUPKYJSIUH (HAIWYHE OCTPOrO MOpakKeHHWE TOBPEKICHHOTO CepAla,
MOYEK, TOJIOBHOIO MO3I'a /WA TPOMOOTHUECKOM Mukpoanruonatud (TMA)) o0s3aTeabHbIM.

DaKTOpPHI PUCKA U NATOTeHe3

OCHOBHOU MexXaHU3M, PUBOAIHIA K cuHApoMy 3AIL, 10 KOHIIA He SICEH, HO OBUTH BEHISBIICHBI HEKOTOPBIE
MPUYUHBI, KOTOPBIE MOTYT BIMATH Ha ee Bo3HMKHOBeHHE. [Ipu 3AI' u3-3a peskoro moBsimieHus AJl
MOYEYHOE KPOBOOOpAIEHHE CTAHOBUTCA OCHOBHOHM IOTEHIHMAIbHOW MUIIEHBIO, TaK Kak MOYedHas
ayTOPETYJSIMS CMsT4aeT KIyOOYKOBYIO TIepefadyy BBICOKOTO cHcTeMHOro AJl B KIyOOYKOBBIE
KamwuIApel. OJTa 3aliiTa OrpaHudeHa, W kKorga AJl mpeBblIaeT KPUTUYECKHH TMOpOT, OBICTPO
pasBuBaeTCs 3J0KAYECTBCHHBIH HE(POCKIEPO3 C TMOpaXKCHWEM DHIOTEIUS, BHYTPUCOCYAHCTHIM
cBepThiBaHMeM KpoBu M TMA [6]. Ha xpuTuueckuil mopor BIHSIOT MHOTHE (DaKTOpBI, BKIIOYas
TEHETHKY, MPOJIOJIKUTEIPHOCTh apTEPUATbHON TUICPTOHUM W HAMYME TakuX (DaKTOPOB PHUCKA, Kak
KypeHHe, HapylIeHHe aKTHMBHOCTH peHWH-aHruoTeH3uHoBoW cucteMbl (PAAC) [11]. Ywmepennoe
cHbKeHne AJl, ecnum OHO [JOCTUTHYTO Ha paHHEW CTaaWd, MOXKET OBITh JOCTAaTOYHBIM IS
MIPEIOTBPAIICHUS WIIM PETPECcca OCTPHIX THIEPTOHUIECKUX COCYIUCTHIX U KIyOOUKOBBIX TMOBPEKIACHHM,
HE3aBUCUMO OT BEIMYMHBI oBbImeHus AJl [2].
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Ta6auna 1. Onpe

JEJICHHUE 3JI0KaUYeCTBEHHOM TUIICPTOHKWH B ITOCICTHUX peKOMeHHaHI/IHX/KOHCCHCycaX

JAUCKaA 3pUTCIIBHOTO HepBa).

Pexomenpanuu Kpurepuii tuarHocTuku KommenTtapuu

ISH 2020 [14] Jlio6oe  moBeimenne  AJl  (o6braHO | HeoOxoaumocTs pes3koro moBblmieHHS Al
>200/120 MM  pT.cT.), CBS3aHHOE C | NIPUHATA, HO KOHKPETHBII MOPOT HE ONpPEAEIICH.
porpeccupyoen nByctoponnedt | Hanuuue TSDKEIION TUIEPTOHUYECKON
peruHonatied  (KpOBOM3JIMSHMSA, OTEK | PETMHONIATHM  MO3BOJSET  JMAarHOCTUPOBATH

3AT. IIpucyrcTBUE MOpakeHUs ceplua, Movek,

TOJIOBHOTO mo3ra w/wmwm  TMA  kak
00513aTeNbHOT0 KPUTEPHs 00CYKAaeTCsl.

NICE 2019 [8] Pe3koe moseimienne AJ[ mo 180/120 mm | Yacto 3AI'  cBsi3aHa ¢ HOBBIM WM
pT.cT. Wiy Bbime (1 wacto >220/120 MM | MPOrpecCHPYIOMUM TOBPEKIACHHEM OpPTaHOB-
pPT. CT.) C TpHW3HAKAMHU KPOBOMJIHSHHS B | MHIICHEH. Heob6xoanMbl JampHeHIe
CeTYaTKy W/WIM OTeK AWCKA 3PUTEIBHOTO | MCCIEIOBAHUS, TaK KaK HET COOTBETCTBYIOLIMX
HepBa (OTEK 3PUTEIIFHOTO HEPBa). KITMHAYECKIX HCCIICTOBAaHHUH WA

OHy6III/IKOBaHHI)IX JAO0Ka3aTCJIbCTB.

ESC/ESH 2018 | 3AI' — o910 HeomnoxHas cutyamnus, | CKOpOoCcTh ¥ BeNWYMHA MOBBIMEHUS AJ] MoryT
[17] XapaKTepU3yIoNascs HAIMIUEM TSDKEJIOro | ObITh HE MEHee BaKHBIM, YeM aOCOJIOTHBIN
noBbleHust AJ] ypoBeHb AJ] mpu ompeneneHuH CTENEeHb
(o6bryHO  >200/120 MM pT. CT.) U | MOBPEXKACHHS OPraHOB-MHUILIECHEH
BBID@KEHHOW  CTaQAMH  PETUHONATHUH,
ornpenensieMon Kak JIBYCTOpOHHEE
HAJIMYME KPOBOM3NIUSAHUS, BaTHBIC IISTHA
W OTEK AMCKA 3PUTEIHHOTO HEPBa
European Couetanne Bbhicokux 3HaueHnit A/l (vacto | ITopakeHue ceT4aTku (MOKET OTCYTCTBOBATH Y

Consensus 2018
[16]

>200/120 MM pT. CT.) C BBIpaOKEHHOU
peTuHoNaTHeEH, oCTpoH TIOYEHHOU
HEIOCTATOYHOCTRIO M/min TMA.

GOJILHBIX OCTPBIM MHKPOCOCY IUCTHIM
MMOPaYKEHUEM ), OCTPasi MUKPOAHTHOTIATHS IOYCK
A TOJIOBHOI'O MO3ra CBS3aHBI C CHCTEMHBIM
MMOBPEKACHHEM  MHUKPOIMUPKYJSIIUA.  boiee
[IMPOKOE  OMpPEIACIICHHE 3aTPYJHHUTCIBHO C
y4eToM MpoOenoB B (PAKTUYECKUX ITAHHBIX O
naTo(hU3UOJIOTHH 3a00JICBAHUS.

N3BecTHO, UTO MEepBOHAYANLHBEIM OTBETOM Ha MOBpEXJcHUE Mouek sBisercs aktupanus PAAC. Dta
OBICTpast aKTUBAIIMS CO3A€T IOPOYHBIH KpPYT, KOTOPBIA YCYTYOJISeT MOpa)KEHUs MOYEK M COCYIOB B
JIIPYTUX OpraHax ¢ MOBPESKICHHEM, HAa KOTOPOE BIMAIOT MEXaHW3MBI MECTHOH ayroperyisuun. PAAC
CTUMYJIMPYET CUMIIATHUECKYIO0 HEPBHYIO CHCTEMY, KOTOpas 3aTeM elile OOJIbIIe YBEIUUIUBAET BRIPAOOTKY
peHUHa 3a CYET aKTUBAIMK [1-MOYEYHBIX PEIENTOPOB, YTO NPHUBOAWT K BO3HUKHOBEHUIO IICTIH
MOJIOKHUTEILHOW 0OpaTHOH CBA3M.

Cunapom TMA xapakrepen ains 27-44% 6onpHbix ¢ 3AT, npu 5ToM HabrOnaeTCs MOpaskeHHE OPraHOB—
MHIIEHEeH, KOTOPOe XapaKTEepU3yIOTCs: yXyIeHneM (pyHKIMH MoYeK, MpOoTenHypHeH, GuOpHHONIHBIM
HEKpPO30M; THIEPTPOQHEH JIEBOTO KETy10UKa U TUACTOINIECKON TUCHYHKIMEH MTPpU IOPaKeHUHN CEpLa;
HEBPOJIOTHYECKUMH CUMIITOMAMH U OTEKOM OEJI0T0 BEIIECTBA; IIPH OCMOTPE INIA3HOTO JHA HAOIIOIA0TCS
KPOBOM3IUSHHA B BHAE S3BIKOB IUIAMEHH, OJKCCyAaThl, Ba3ooOpasHble oyard. (OCHOBHBIM
MaTOr€HETUYECKUM MEXaHU3MOM SIBISETCS JUC(YHKIMS COCYTUCTOTO YHAOTENNS MUKPOLUPKYIATOPHOTO
pycia, ¢ TOCIeAyromeil OKKII03HMeH COCYIOB, CBS3aHHOW C MOBBIIIEHHBIM TPOMOOOOpa3oBaHHEM U
Pa3BUTHEM HIIEMHUYECKOO MOBPEXKACHUS PA3INYHBIX OpPraHOB-MHILIEHEH, ONpeAeSIONIM TPOorHo3 [3].

[Ipu 3HauynTenbHOM MOBBIICHUN AJ] MPOWCXOAMT Kackaj M3MECHEHHH B KPOBOOOPANICHWH CETYATKH:
Cra3M apTepuoll CeTYATKH BCIEICTBHE HAPYIICHUS JIOKANBHON ayTOperyisiuH, JajdbHeHIas
TeHEepaIM30BaHHAs U JIOKaJIbHAS Ba30KOHCTpUKIMs aptepuil. [Ipu passutuu TMA BwisBIsieTCsS Ooee
BEIpaXCHHAS TIATOJIOTHS B MUKPOIUPKYJISIIIAY TJ1a3a ¢ BOBJICUCHUEM CETUATKH, COCYIUCTON O0OJIOUKH U
3puTeNbHOTO HepBa [1]. B ocHOBe maToreHes3a JiexaT M3MEHEHUS COCYIUCTHIX IyTeH Kak pe3yibTar
nojbeMa ypoBHs AJl, KOTOPBIH MPHUBOJUT K OOCTPYKIIMH apTepHON ¥ HAPYNICHUIO FeMaTOPETHHAILHOTO
Oapnepa. LlemocTHOCTh CTEHOK KamWIISIPOB HapyIaeTcsi, BO3HHKAET TPAHCCYIAlUsl MEPHAPTEPHON B
ciosix ceryaTkd. IlaTonorus cocyaucTodi o00o0youkH, paspuBaromascs Ha (one 3AI°, BbI3bIBacT
W3MCHEHHUS B TUTMEHTHOM OJIUTEIUH CETYaTKH W 3aJePKKy HamoidHeHus cocynoB. Kak crenctBue,
BEISBJISIFOT BTOPUYHBINA OTEK CETYATKH M HAJIMYUE XKUIKOCTU B CyOpeTHHANBHOM TpocTpaHcTBe. CyKeHue
3aJIHUX [WINAPHBIX apTepui, CHAOXKAIOIIUX IEPESIHUE OTACIbI 3PUTEIBHOTO HEPBA, BBI3BIBACT OTEK
JIICKa 3PUTEIHHOTO HEpBa, YTO NMPHBOJHUT K PAa3BUTUIO COCTOSHUS, SBISIOIIETOCS Pa3HOBUIHOCTHIO
MIepeTHEH UIMIEMUISCKON HeMpOTaTHH 3pUTEIHLHOTO HepBa [1].
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JlnarnocTuka

B OGompmmHcTBe citydaeB (B 60%) 3AI’ Bo3HukaeT Ha (poHE MpeAlIecTBYIONICH HEKOHTPOIUPYEMOU
acceHIManbHON Tuneprersuu [2]. OCHOBHAas AMArHOCTUYECKas MpoOiieMa MpH JaHHOM COCTOSIHHU
CBsI3aHA C OTCYTCTBHEM SIBHBIX CHMIITOMOB, KOTOPBIC OTNPEACsUIA JI Obl MOKa3aHUe K (DYHIOCKOIHUU.
Kpome Toro, onrcaHHasi MaTOJIOTUSI CETYATKM AWHAMHYHA M PETPECCHUPYET IOCIIE MPOBENCHUS JICUCHUS
[7]. Takum oOpa3zoM, GYHIOCKOIHIO CETYATKH CJICHYyET MPOBOJHWTH BCEM MAIlMEHTaM, Y KOTOPBIX INPH
OCMOTpPE BBISIBICHO pe3koe TmoBbimeane AJl [7]. OmHako, Aake CBOEBPEMEHHO IIPOBEICHHAS
(hyHIOCKOMHS HE BCET/a MO3BOJISET OJHO3HAYHO MOCTABUTh JUArHO3. B HEKOTOPBIX CITyYasiX H3MCHCHUS
IJIa3HOTO JHA MOTYT OTCYTCTBOBaTh NpW TMEpPBOHAYaIbHOM OCMOTpe. CYIIECTBYIOT TaKkKe Ipyrue
3a00JIeBaHuUs, KOTOPBIC MOTYT BBI3BAaTh OTEK JIUCKA 3PUTEIIEHOTO HEPBA WM KPOBOMBIIUSHUS B CETUATKY,
Takue Kak TshKenas aHemus, HedQQEKTUBHBIA SHIAOKAPIUT WIN 3a00JICBaHHS COCAMHUTEIBHON TKaHH,
muabernyeckas perumHonatusa. [lockonpKy knmmHHMYeckas kaptuHa 3AIT wacTo 3amasgpiBaeT, HaJIW4He
W3MEHEHHUI IIa3HOIo JHA 10 Havaja JICUEHHUS He JOJDKHO ObITh ompezeisioniuM (akropom [12]. Bee
BEIIIICTIEPEUUCIICHHOE YCIOKHAET MU hepeHInaIbHyI0 JUarHOCTUKY. BakHO, YTO M3MEHEHUsI TJ1a3HOTO
JTHa 9aCcTO COOTBETCTBYIOT HApyIICHHIO (PYHKLMH moyek [16].

[TepBonauansHoe ompenencane 3AIT OBUIO COCPEIOTOYEHO TOJIBKO HA HAPYIICHWHM 3PCHHUS W HE
BKJIFOYAJIO JIPYTHE TpU3HAKK mopakeHus opranoB [10]. HoBoe ompenenenne 3AIT ObUIO pacIIMpeHo H
Teneph BKIIOYAET HANWYME HapYyIIEHHH KaKk MUHUMYM B TpeX pasiNuYHBIX opraHax [16]. BaxubsiM
MaTOJIOTHUECKUM Tpu3HakoM 3AID’ sBIseTCs JHIOTENHWAlbHAS AUCHYHKINASA ¥ (QUOPO3HBI HEKPO3
apTepHuoJ, 4TO, OUYEBUIHO, 3aTPAruBacT pa3INYHbIC TKAHU W TTOPAXKACT OPTAHBI-MUIICHH: TTOYKH, CEP/LC
u Mo3r. CHuCTeMHass MUKPOCOCYAHCTasl TUCHYHKIUS SBJISETCS OCHOBON MYJIBTHOPTAHHOTO MOPaKCHUS,
ONMUCHIBAEMOr0 KaK TUIEePTOHNYECKOE MOPaKeHUE OpraHOB-MHUILIeHEH [ 16].

[lodeunsle HapyIIEHUS SBISIOTCS HaNOOJIEE YACTHIM U HE3aBHCHMO OTIPEAETISIONINM MPOTHO3 (PaKTOPOM.
Knuandyeckue mposieienus 3AIT pa3nuuHbl: OT anbOyMHHYpUM W HE3HAYUTEIHHOTO TOBBIMICHHUS
KpeaTHHWHA KPOBH JO OCTPOH TOYEYHOW HEJOCTATOYHOCTH Kak mepBoro mposieieHms 3AL [4].
HNmemuueckoe MOBPEKIACHUE TIOYCK MOXKET OBITh CBS3aHO HE TOJIBKO C Ba30KOHCTPUKIWEH, HO H C
nocneACTBUsAMU  nipucoeauHuBmieiics TMA: remonm3om wu TpomOommronenuedt [10]. dpyrumu
KITMHUYCCKAMU TIPOsIBIICHUSIMU TMA SIBIISIIOTCS: TEMOJIMTUYECKAs aHEMUs; TPOMOOIUTOIICHUS (HEPEIIKO
OTCYTCTBYET); MoBhIIeHne ypoBHs JI/II" 1 cHIKeHre ypOBHS TanToOrIo0MHA B CBIBOPOTKE KPOBH, a TAKXKE
oTpunarensHas mpoba Kymbcea [8].

Ha ngannbiit MomenT 3ATT MokeT ObITh HACHTH(GHUIIMPOBaHA KaK HEMOCpeACTBeHHas npuunHa TMA mocie
TIIATEIIFHOTO MCKIIIOYEHHUS BCEX IPYTUX MOTEHIMATIBHBIX NPUUYUH (Talml. 2): TeMOJIUTUKO-yPEMHUYECKUN
curapom (I'YC), pomboTryeckast pombonuroneHnyeckas mypmypa (TTID) u arunmunstiit ['YC (al'YC).
B neszaBucumoctH ot 3tnonoruu st TMA xapaktepHa TpOMOOLMTONECHHUS, CBA3aHHAS C MOTPEeOICHUEM
TPOMOOLIMTOB W  MHUKPOAHTHOINATHYECKas  TEeMOJMUTHYECKas  aHeMHUs,  XapaKTepU3YIOIIyIOCs
HOPMOILIUTAPHON aHeMueH, HenmpsMoi OwnupyOuHeMmuel, BbICOKMM ypoBHeM JI/I', HM3KUM YpOBHEM
rantorioOuHa U HaJM4YheM IUCTOIIMTOB B Ma3ke nepudepuyeckoil KpOBH.

Jleyenne

TlNunepaktupaius PAAC y nuir co 3AI noBbIIIaeT X 4yBCTBUTECIILHOCTD K OyiokaTtopam PAAC, moatomy
B ocTpod (pase mx syume m3berath. OmucaHHBIM 3PPEKT BO3MOXKEH MPH HazHAYeHUHU [3-0J0KATOPOB,
OJIHaKO y OOJIBIIMHCTBA MALMEHTOB CYMTAIOTCS JOCTATOUHO 0€30I1aCHBIMU IPU HCIIOIb30BAHUHN B HU3KHUX
no3ax. 3HaunTenbHoe cHWwkeHne AJ]  (mpeBblmaromee >50% CHU)KEHHE CPEIHETO apTepUaIbHOTO
JaBJICHHS) OBUIO CBSI3aHO C MIIEMUYECKUM MHCYJIBTOM U cMepThio [16]. Cornacno mo3uuuu Cosera ESC
M0 YHpaBJICHUIO HEOTJIOXHBIMH COCTOSHUSIMH, cBszaHHBIMH ¢ Al, 3AI' ¢ wmn 6e3 TMA tpeGyer
camwkenns AJ] Ha 20-25% OT MCXOMHOrO B TEYEHHWE HECKOJIbKO 4acoB. [Ipemapatamm mepBoro psima
paccMaTpUBarOTCs JIaOETaJI0N U HUKApAUIIUH, BTOPOT'O psiia — HUTPOIPYCCUA U YPAIIHIUIL.

Ilosmmmst IHS mpm nedenmm 3AIT Heckonmpko omimyaercs [17]. Ilpm wHeocnoxaeHnHou 3AI0
(compoBOXKIAIOIIEHCS TOIBKO W3MEHEHUSIM TIIa3HOTO JTHA) AJl ciemyeT CHIKAaTh B TEUCHUE HECKOJIBKHIX
JTHEH, CTpeMsiCh K TOCTEIICHHOMY CHWXKCHHUIO JUIS JOCTHIKCHUS LeneBoro AJl B TeueHHE HECKOJBKHX
Henens. Hampumep: B Teuenue 24 4 cHusuth 10 <200/120 MM pr. cT., B Teuenue Hegenu <160/100 mm
pT. cT., 3aTreM 1m0 <140/90 MM pt. cT. B TedeHue 6-12 Hemenb. HeoTnokHOE JeUeHHE MAIMEHTOB C
COITYTCTBYIOITUMH OCTPBHIMH TOPAKCHHUSMH OPTaHOB — MUIIEHEH JOKHO OCHOBBIBATHCA Ha THIIE
JTAHHOTO MOopakeHHs. B kauecTBe mpemapaToB BEIOOpaA ClieAyeT pacCMaTpUBATh MEPOPATBbHBIE IPETapaThl
0JIOKATOPHI KaJBIIMEBBIX KAHAJIOB, TAKUE KAK aMJIOJMIIMH WM HUQEAUITUH JITUTSILHOTO JACHCTBUS, WIIN
HU3KHE JI03bI 3-0JI0KaTOPOB, HAIPUMED aTCHOJIOI.

lenpro eyeHus sSBASCTCS HE TOJNBKO CHIDKeHUE AJ] mo 0e30macHOTO YpOBHS, HO M CHU)KCHHE pPHCKa
CeplIEYHO-COCYTUCTHIX  3a00JeBaHMU,  IPEAOTBpPAIllCcHWEe  BO3HMKHOBEHHS  aCCOIMMPOBAHHBIX
KITMHIYECKUX COCTOSHUH WM MOpaXeHHs OPTaHOB MHUIIEHeH. B mepByio ouepens ciemayeT MpUHATH MEPHI
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mo MoAuduKauu o0paza XU3HU: HOPMAlM3alWs MAacChl Tejla, OTpaHWYEHHE TMOTPEOJICHUS B MHUIILY
MIOBapeHHOW CONM [0 3 TpaMM B CYTKH, OTKa3 OT KypEeHHs W YNOTPEOJCHHUS aJIKOTOJis, MOBBILICHUE
(u3nUecKoil aKTHBHOCTH.

Tabmuua 2. [Tpuunaet TMA y B3pocnbix. AnantiupoBanHasi [§]

3aboneBanue/
CHHIPOM

ITpyuumaa TMA

XapaxkTepucTika

T'emonuTuko-
ypeMHUECKUI
CUHAPOM

Toxcun Illura BeI3BIBaCT
OIOCPEOBAHHOE
MOBPEKACHUE SHIOTEIHS.

Hamawne Tpex cumnromoB: KymOc-HeraTnuBHas
MHUKPOAHTHOTIATHYCCKAsI TEMOJIUTUICCKAsT aHEMUS,
TpOMOOLIMTONICHHSI ¥ OCTPOE MOBpEXIeHUE Novek. Yae Bcero
BCTpEYaeTcs y AeTeil B Bo3pacTe OT 6 MecsIEeB 10 5 JeT.
3aboseBaHNe COMPOBOXKIACTCS MTOBBIICHUEM TEMIIEPATYPBI
Tena, )KUAKUM CTYJIOM C IPUMECHI0 KPOBU, PBOTOH, CHUKEHHUEM
anmerurta. Ko)XHbIe TOKPOBBI OJI€AHBIE C HATMYHEM
remopparuii. Co CTOpOHBI MOUYEBBIIETUTEILHOW CHCTEMBI
OIIMTYpUs/aHypHs, MHOTa BCTPEUACTCS MaKpOTeMaTy pHs,
HaJIM4YHE TepUPEPUISCKAX OTEKOB.

TpomboTuueckas
TPOMOOIIMTOIICHU
yeckas mypiypa

HacnencTBeHHBIN HIIH
NPUOOPETEHHBIH AehUIUT
ADAMTSI13 ymeHnsbiiaer
paspyuienue paxrop GoH
Bunebpanna u
YBEIMYHUBACT a/I'€3HI0
TPOMOOITUTOB.

XapakTtepHa u3zonupoBanHas Tpomborronenus vwke 100,0 x
10%/n. OGHAPY)MBAIOTCSA NPU3HAKK FEMOPPArHIECKOTO
CHHJPOMA: CIIOHTAHHOT'O WJIN TIOCTTPAaBMATHYECKOT0, KOKHOTO
C TETeXUsAMH U SKXMMO3aMH1 Ha CIM3UCTHIX, HOCOBBIMHU U
JIECHEBBIMH KPOBOTECUEHHUSIMH, MEHO- U METPOPPATUSIMHU, PEXKE -
KEJTyT0YHO-KHIIEYHBIMUA KPOBOTEUCHUSIMU U TeMaTypHen.
Hanuune HeBponoruueckux paccTpoicTB BecTpedaeTcs 10 92%
BCEX Cily4aeB: HanboJiee yacTo HapyIIeHHEe CO3HAHUS BIUIOTh
JI0 KOMBI, BCTPEYAIOTCS TAKXKE TOJIOBHAS 00JIb, IICUXUUECKHE
HapyUICHHS, CYI0POTH, Tape3, TeMUILIET U, HAPYIICHHE 3PEHHS
n adasus. JImxopaaka mpu TpPOMOOTHIECKOM
TPOMOOLMTONIEHUYECKOW My PIType XapaKTepu3yeTcs
KoJIeOaHHUSMH TeMIIEpaTypbl B TEUECHHE CYTOK.

HacnencreeHHbie MyTaliK
pa3TUIHbIX (haKTOPOB
KOMIUIEMEHTA TN

BceTpeuaercst B 1000M BO3pacTe, HAUMHAS C HEOHATAJIEHOTO
neprosa. KimmHndecky xapakrepusyercst cabocThbio,

ATHUIIMYHBINA pHOOPETEHHOE
YTOMIIIEMOCTBIO, TPUIIIONOI00HBIM CHHAPOMOM.
TEMOJIUTUKO- UHruOupoBanue axkropa .
. Bo3HUKHOBEHHE MOXKET OBITH CBSI3aHO C BaKIIMHAIIMCH,
ypeMHUYECKUI H BbI3BIBaET UpE3MEPHYIO N
HAJIMYHEM TIEPCHECEHHBIX OCTPBIX BUPYCHBIX 3a00JICBaHUIA,
CUHIPOM AKTHUBALIMIO KOMILIEMEHTA,
N racTpOdIHTEPUTA, TPABMbI, XUPYPIHUECKOTO BMEIIATEIbCTBA U
YTO B JaJIbHEHIIEM I
MIPUBOJUT K aKTHBAILUH p-
TPOMOOITUTOB.
MenukaMeHTO3HO-
OIOCPEOBAHHAS Jlyume Bcero coobmaercss | MexaHU3M BKJIIOYAET MMYHOOIIOCPEIOBAHHOE TIOBPEIKACHNE
P 0 IPIMEHEHUH XUHUHA. SHIOTEIHS
T™MA
3moxadecTBeHHA
AKTHUBAIHS SHIOTEIVS B .
TMA, BbI3BaHHaA Crenyer IpoBOIUTH aJeKBATHBIM KOHTPOJIb apTEPHATHLHOTO
o pe3ynbTaTe BEICOKOTO
apTepHaNbHON JTABIICHUSL.
N HaTPSKCHUS CIBHTA.
TUNepTEeH3UEH
3akntoyeHue

3AT mpexacraBiseT co0oii 0co0Y0 MaTOPHU3UOIOITHUSCKYIO0 (POPMY TSDKEIOH THUIECPTEH3UU C OBICTPHIM
NPOTPEeCcCUPOBAHNUEM 3a00JIEBaHUSI W IUIOXUM IPOTHO30M. JloKa3aHo, 4TO pacmpocTpaHeHHOCTh 3AT
3aBUCHT OT STHUYECKOM MPUHAICKHOCTH U Yallle BCTpPeUYaeTcs cpenu adpoaMepUKaHCKOTO HACEICHHS.
B Teuenue nocnennux 40 et 3a001eBacMOCTh 3JI0KaY€CTBEHHOW apTepUANBHON THIIEPTEH3UEH OCTaeTCS
CTaOWIBHOW, HO BaXHO OTMETHTh, YTO S-JICTHSS BBDKHBAEGMOCTh CPEIU MAlUEHTOB 3HAYHUTEIHHO
yIydliaiace 3a nociefanue necstmwietus. 3AIT uneHTHGUIMPYETCsT KaK HEMOCPEICTBEHHAS MPUYHHA
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TMA y 27-44 % mnamueHToB mociie TIATEIbHOTO HWCKIIOYEHHS BCEX IPYTHX MOTEHIIHAIBHBIX MPUYWH.
Habmromaercss cuCTeMHOE TOpaKCHHWE OPraHOB-MUIICHEW: HapylieHHe (YHKIMH TIOYCK, MOPaKCHHS
cep/ila, HeBPOJIOTUIECKHE CUMIITOMBI, IIPH OCMOTPE TJIA3HOTO JIHA HAOFOJAIOTCS KPOBOU3JIHSIHHS B BHJIC
SI3BIKOB  TUIAMEHM, SKCCYAaThl, Ba3000Opa3Hble ouarn. HawmGonbimyro yrposy npu cunapome 3AT
MIPEJICTABIAET MOYEYHOE TOBPEXKICHHE C MOPAXEHUEM JYHIOTEIHS, BHYTPUCOCYANCTBIM CBEPTHIBAHHEM
KPOBH M TPOMOOTHYECCKOW MHMKDPOAHTHOMATHEH U HMCX0I0M B Hedpockiepo3. B HacTosiiee Bpems
cMeptHOCTh Tpu 3AlT B 5 pa3 mpeBbImaeT TakoByO mpu dcceHnuaibHOH Al, okomo 80% OombHBIX
YMHUPAIOT B TEUEHHUE JBYX JICT MPU OTCYTCTBUM JedeHus. Llenbro Tepanuu sBusercs cHmxkenne AJl mo
0e30macHOr0 ypOBHS, KOPPEKIUs o00pa3a JKU3HU JUISl CHWDKCHUS PUCKA CEpPACYHO-COCYAUCTBIX
3a00JieBaHUH, TPEAOTBPANICHHEC BO3HUKHOBEHHUS AacCCOIMMPOBAHHBIX KIMHUYECKHX COCTOSIHUA U
MOPAKCHUSI OPTAHOB MUIIICHEH.

Nutepartypa (references)

1. Ilenymuenko B.M., Ko3nosckas H.JI., Aumkenosa [I.B., Kpacuonynkas E.M., CmuproBa T.B. OcobenHocTH
TJIa3HOTO KPOBOTOKA IPH 3JI0KaYECTBCHHOW apTepHaIbHON TMIIEPTOHUH MT0YeYHOro renesa // OdranpMonorus. —
2023. — T.20, Ne2. — C. 319-325. [Sheludchenko V.M., Kozlovskaya N.L., Andzhelova D.V., Krasnolutskaya
E.L, Smirnova T.V. Ophthalmology. — 2023. — V20, N2. — P. 319-325. (in Russian)]

2. Boulestreau R., van den Born Bert-Jan H., Lip Gregory Y.H., Gupta A. Malignant Hypertension: Current
Perspectives and Challenges // J Am Heart Assoc. —2022. — V11. —P. 023397.

3. Brocklebank V., Brocklebank V. Complement C5-inhibiting therapy for the thrombotic microangiopathies:
accumulating evidence, but not a panacea // Clinical Kidney Journal. — 2017. — V10, N5. — P. 600-624.

4. Cremer A., Amraoui F., Lip G.Y.H., Morales E., Rubin S., Segura J., et al. From malignant hypertension to
hypertension-MOD: a modern definition for an old but still dangerous emergency // Journal of Human
Hypertension. — 2016. — N30. — P. 463-466.

5. Domek M., Gumprecht J., Lip Gregory Y. H., Shantsila A. Malignant hypertension: does this still exist? //
Journal of Human Hypertension. — 2020. — N34. — P. 1-4.

6. Gosse Ph., Boulestreau R., Brockers C., Puel C., Rubin S., Cremer A. The pharmacological management of
malignant hypertension // Journal of Hypertension May. — 2020. — N38. — P. 2325-2330.

7. Gosse P., Coulon P., Papaioannou G., Litalien J., Lemetayer P. Impact of malignant arterial hypertension on the
heart // Journal of Hypertension. —2011. — N29. — P. 798-802.

8. Jones N.R., McCormack T., Constanti M., McManus R.J. Diagnosis and management of hypertension in adults:
NICE guideline update 2019 // The British Journal of General Practice: the Journal of the Royal College of
General Practitioners. — 2020. — V70, N691. — P. 90-91.

9. Lane D.A., Lip G.Y.H., Beevers D.G. Improving survival of malignant hypertension patients over 40 years //
Am J Hypertens. —2009. — N22. — P. 1199-204.

10. Mancia G., Kreutz R., Brunstrom M., Burnier M., Grassi G., Januszewicz A. et al. 2023 ESH Guidelines for the
management of arterial hypertension. The Task Force for the management of arterial hypertension of the
European Society of Hypertension: Endorsed by the International Society of Hyperten sion (ISH) and the
European Renal Association (ERA) // Journal of Hypertension. — 2023. — V41, N12. — P. 1874-2071.

11. Mathew R.O., Nayer A., Asif A. The endothelium as the common denominator in malignant hypertension and
thrombotic microangiopathy // J Am Soc Hypertens. —2016. — N10. — P. 352-359.

12.Murai S., Kake shita K., Imamura T., Koike T., Fujioka H., Yamazaki H., Kinugawa K. Malignant
Hypertension and Bilateral Primary Aldosteronism // Intern Med. — 2023. — V.15, N62(18). — P. 2675-2680.

13. Shantsila A., Shantsila E., Gareth Beevers D., Lip Gregory Y.H. Predictors of 5-years outcomes in malignant
phase hypertension: the West Birmingham Malignant Hypertension Registry // Journal of Hypertension. —
2017.-V35,N11. - P. 2310-2314.

14. Unger T., Borghi C., Charchar F., Khan N.A., Poulter N.R., Prabhakaran D., Ramirez A., Schlaich M., Stergiou
G.S., Tomaszewski M., et al. 2020 International Society of Hypertension Global Hypertension practice
guidelines // Hypertension. —2020. — N75. — P. 1334-1357.

15. Van den Born B.J., Koopmans R.P., Groeneveld J.O., van Montfrans G.A. Ethnic disparities in the incidence,
presentation and complications of malignant hypertension // Journal of Hypertension. — 2006. — N24. — P. 2299-
2304.

16. Van den Born B-J, Lip G.Y.H, Brguljan-Hitij J., Cremer A., Segura J., Morales E., Mahfoud F., Amraoui F.,
Persu A., Kahan T., et al. ESC Council on hypertension position document on the management of hypertensive
emergencies // Eur Heart J Cardiovasc Pharmacother. — 2019. — N5. — P. 37-46.

116



BecTHuk CMOneHCKoN rocy1apCTBEHHOW MEeANLIMHCKOW akagemmm 2025, T.24,No 3

17. Williams B., Mancia G., Spiering W., Agabiti Rosei E., Azizi M., Burnier M., Clement D.L., Coca A., de
Simone G., Dominiczak A., et al. 2018 ESC/ESH guidelines for the management of arterial hypertension // Eur
Heart J. — 2018. — N33. — P. 3021- 3104.

18. Guramrinder Thind, Karthik Kailasam. Malignant hypertension as a rare cause of thrombotic microangiopathy //
BMIJ Case Rep. —2017 —N8. —P. 20457.

HNudopmanust 00 aBTopax

Anmponosa Okcana Huxonaesna — JOKTOp MEIUIMHCKUX Bpadeil, nmpodeccop kadenps! GpakyIbTEeTCKOI Tepalnuy U repHaTpuu
OI'BOY BO «Anraiickuii rocyaapcTBEHHBIN MEIUIMHCKUH yHIBepcuTeT» Mun3npasa Poccun. E-mail: antropovaon@mail.ru

Meosedesa Kpucmuna Anexcanoposna — cryaentka ®I'BOY BO «AunTatickuii rocynapcTBeHHBIH MEJUIIMHCKUN YHUBEPCUTET)
Mumnzapasa Poccun. E-mail: km707287@mail.ru

KonduanKT HHTEpPeCcOB: aBTOPHI 3aSIBISIIOT 00 OTCYTCTBUU KOH(IMKTA HHTEPECOB.

IMocTymma 19.02.2025
IIpunsra x newatu 25.09.2025

117





