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Arunuusblil remMoanTHKO-ypemudeckuit cunapom (al'YC),
KaK BapHaHT TpomGoTudeckoil Mukpoanrnomarnn (TMA),
SIBASIETCSL OIIACHBIM AASL JKU3HH 3a00ACBAHHEM, YTO IPHBOAUT
K MHOXECTBEHHBIM ITOBPEKACHUAM OPTaHOB C BBHICOKUM YPOB-
HEM MATEPUHCKOM CMEPTHOCTH HAM HHBAAMAU3ALIMEH BBDKHB-
mux. B craThe mpeAcTaBACH HAII OIMBIT KAUHHYECKOTO TEYCHHS
3a00ACBAHUS B IIOCACPOAOBOM IICPUOAE, OCOOCHHOCTH IOAH-
OPraHHOH HEAOCTATOYHOCTH, MHTEHCHBHOH TEPAUM U MOHH-
TOpUHTa AedeHMsA. MBI peariosaraeM, 4To CBOEBPEMEHHAS AM-
arHOCTHKA M PAaHHEE HAYAAO AHTUKOMIIAEMEHTAPHOH Tepamuu
Ha (QOHe arpecCMBHOM MHTEHCHUBHOM TEPANTUHM MOAHOPTaHHOM
HEAOCTATOYHOCTH, KOTOPbIE MOIYT OBITh PEAAM30BAHBI TOABKO
B KPYITHBIX MHOTONIPOQUABHBIX MEAHUIIMHCKHX LIEHTPAX, MOTYT
CIIOCOOCTBOBATh YAYILICHUIO HCXOAOB 3200ACBaHHS.

®  Kurwuesvie c108a: TPOMOOTHYCCKAS] MMKPOAHTHOIIATHS,
ATHITUYHBINA TEMOAUTHKO-YPEMHYECKHIA CUHAPOM, SKYAH-
3yMab, aKyIIepPCTBO, TOAHOPraHHAS HEAOCTATOYHOCTD

[Onsa koppecnoHpeHuun: Axkybos AHapev Brnagumuposuy —
3asegytowmn OAPUT pnsa B3pocnbiX NaLMEHTOB cneuvanu-
3MpPOBAHHOrO MepuHaTanbHoro ueHtpa npu OrbyY «HMULL
M. B.A. AnmasoBay; e-mail: a.v.yakubov@yandex.ru

Ans yumuposarusi: fxy6os A.B., Canory6 H., KomnunyeHko
3.B., KupcaHosa T.B. KnuHuyeckuii cnyyvan nedeHunss naumeHT-
kn ¢ al'YC B akyLwepckoi npaktuke. OnbIT aHecTe3nonoro-pea-
HYMaLMOHHOW cny0Obl. BECTHVK MHTEHCUBHOW Tepanun MMeHu
A.W. CantaHoBa. 2018;2:87-94.

CLINICAL CASE OF TREATMENT OF
PATIENT WITH aHUS IN OBSTETRICAL
PRACTICE. EXPERIENCE OF
ANESTHESIOLOGY AND RESUSCITATION
DEPARTMENT

A.V. Yakubov', G.N. Salogub', E.V. Komlichenko',
TV. Kirsanova?

! Almazov National Medical Research Centre, Saint-
Petersburg

? Federal State Institution “Research Center for Obstetrics,
Gynecology and Perinatology” Ministry of Healthcare

of Russian Federation, Moscow

Atypical hemolytic-uremic syndrome (aHUS), a variant
of thrombotic microangiopathy (TMA), is a life-threatening
disease that leads to multiple organ damage with the high rate
of maternal mortality or the disability of surviving. Our experi-
ence of the clinical course of the disease, launched after delivery,
features of multiple organ failure, intensive care unit monitoring
and treatment is presented in the article. We suggest, timely di-
agnosis and early specific anticomplementary therapy with com-
plex and escalation treatment of multiple organ failure, which
can be realized only in large multidisciplinary medical centers,
can contribute to the improvement of outcomes.
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BBegeHune. CoBpemeHHas MeOMLMHCKas Hayka Bblgensaer
uenblv psig Tak HadblBaeMblx opdaHHbIX (peakmx) 3abonesa-
HUM. OHU XapaKTepusyrTCA HU3KOW pacnpOCTPaHEHHOCTbLIO
(menee 1 : 2000), ogHako «peakme GOMe3HM BCTpevaroTcs
penKo, a peakux nauueHToB MHOTO», Y OHW COCTaBMsiOT Npu-
MepHO 6—8 % HaceneHusi. pPEKTUBHOCTb cneunduyeckon
Tepanuu opdaHHbIX 3aboneBaHnn 3aBUCUT OT CBOEBPEMEH-
HOWM OMarHOCTUKM M 3HaHUS Bpayamy BCEX cneuumanbHOCTewn
MEXaHW3MOB pa3BUTUS NATONOMNMYECKOrO COCTOSIHUS.

87

OpHuM 13 Takmx opdaHHbIX 3aboneBaHuii B CTPYKType
TpomboTuyeckmx MukpoaHruonatui (TMA) (8—18 %) aBnset-
CHA aTUMNYHBIA reMONUTUKO-ypeMmmnyeckuin cuHgpom (alyC),
pa3BMBalOLIMNCA B aKyLUepCKOW MpaKkTUKe C 4acToTown
2—7 cnyyaeB Ha 1 000 000 6epemeHHocTen [1]. Peanusa-
LUMsa 3TOr0 CMHOPOMa COMNPOBOXAAETCS BbICOKOW CMEPTHO-
cTbto 25-56 % (npw HacnegcTBeHHom al'YC — go 70-90 %),
ay 75 % BbDKMBLUMX B Te4eHUe roga pas3BmBaeTcs TepMu-
HarbHasi novye4yHas HeJoCTaTOYHOCTb B pesynbraTe OCTPOro
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KOPTUKaNbHOro HeKkpo3a, TpebytoLasa aKCTpakoprnopansHon
nogaepxkn [2].

ATUNUYHBIA reMONMTUKO-ypemmnyeckun cuHgpom (alyYC) —
cuctemMHoe 3abonesaHue, B OCHOBE KOTOPOTO NEXWUT HEKOH-
Tponvpyemas akTMBaLmMs ansTePHaTUBHOIO NyTW KOMMNeMeHTa
C pasBUTVEM FreHepanm3oBaHHOrO Tpomboobpa3oBaHWs B COCY-
Aax MMKPOLIMPKYNSITOPHOIO pycria v OCTPOro BHYTPUCOCYANCTOrO
remonuaa ¢ paHHVM faBnMHOOBPa3HbLIM pasBUTUEM MONMOpPraH-
Hol HegocTaTouHocTU [1—4]. CocTosiHMe pa3BMBAETCSl BHe3ar-
Ho. [yckoBbIM MexaHU3MoM (TpurrepoMm) ansa peammsauum alyC
MOXET CMy>WTb podopas3peLLeHre, onepaTyBHOe BMeLLaTemNb-
CTBO [5], MHBa3MBHbIE MaHMNyNsauMmn 1 T. N. B HacToswee Bpems
al'YC sBnsieTcs gmarHo3oM UCKIioueHus [6]. Y 6epeMeHHbIX Ya-
CTO CKpbIBAETCA MOA Mackomn Apyrux 3aboresaHui, Hanpumep
npeaknamncun unu HELLP-cuHgpoma, kotopble camu moryT
ABNATLCA TPUIrepom munm dpoHom passutus alyYC [7, 8].

B coBpeMeHHbIX pyKOBOACTBaxX M COOOLLEHUAX GonbLuoe
BHMMaHWe y3KMWU crieumanuctamm (rematonoramu, Hedpo-
noramu) yaensieTcs Bonpocam 3TMonorMn, natoreHesa, cBoe-
BPEMEHHOW [OMarHOCTUKM W Ha3Ha4YeHus1 naToreHeTuyecku
obocHoBaHHOM cneuudunyeckon Tepanum [9-13]. OpgHako
AaHHas KaTeropus MauMeHTOB yXe Ha paHHMX 3Tanax 3a-
6oneBaHusi TpebyeT MOAKMIOYEHUS 3HaYMTENbHOrO pecypca
aHeCcTe3nonoro-peaHMMaLUoHHONn nomowm no crabunusa-
LUy (N NPOTE3MPOBAaHUIO) BUTaNbHBLIX (OYHKLMI OpraHM3ma.
MNMog4ac MMEHHO KOMMMEKCHas M [AOCTAaTOMHO arpeccuBHast
TaKTVKa MHTEHCMBHOWN Tepanuu onpegensiet ncxogpl y 6onb-
HbIX C AAHHOW NaToNornen.

MpeacraBngemM KNMHUYECKUI CriyyYal feyvyeHus pogunb-
HuUbl B ycrnoBusax PedepanbHOro cneuuanuampoBaHHOIO
nepuHartanbHoro ueHtpa ®rey «HMUL nm. B.A. Annmasosa»
C NO3MLUW BEAEHNS NALMEHTKM B OTAENEHUN aHECTE3NONOrm
1 peaHumaumm.

OnucaHue kKnuHuyeckoro cny4as. Beuyepom 30.09.2017
crneynanuctam LeHTpa 6bina npeacrtaeneHa nauuveHTka K.,
28 net, kKoTopas Obinia yTpoM AOCPOYHO ONMepaTtuBHO POAJO-
pa3pelueHa B cpoke 34 Hepd. Mo NpUYMHE NPOrpeccMpoBaHns
npeaknamncum B YCroBusix ropogckoro poggoma. OpHako
B PaHHEM MOCrepogoBOM (nocrneonepauyvoHHOM) nepuoae
€e COCTOsIHVEe NPOrpeccrBHO yXyaLwWwanoch: Ha oHe aHypum
HapacTana aHemusi, TPOMBOLIMTONEHWS, nporpeccmposana
Koarynonarus.

Mpn ocmoTpe BbIACHMNOCH, YTO MepBobepemMeHHas na-
LUMEHTKA C HEOTSArOLLEHHbIM aKyLLepCKO-TMHEKONOrMYecknmv
aHamHe3om 29.09.2017 6blna B SKCTPEHHOM Mopsiake Ha-
npaBsfieHa B POAAOM U3 XXEHCKOW KOHCYNbTaLuun ¢ ANarHo3oMm:
6epemeHHOCTb 34-35 Hepf., yMepeHHast Npeaknamncus.

Mpy noctynneHwn B otaeneHne nartonormv GepemeHHo-
ctu (Ol1B) >xanob He NnpeabaBnsna. BoisBnanace NnacTo3HOCTb
mua, OTeKN HWKHUX KOHEYHOCTEW, yMepeHHasi rMnepTeHsus
AL 140/90 140/100 mm pr. cT., YCC 86 B MuH. Mpun o6cnenosa-
HVM BbISIBNEHa NpoTenHypus 2,23 /N, aHeMKs NErkomn CTeneHn
(HB 116 r/n), TpombouuToneHms (112 TbiC.), yMEepeHHbIN Nneriko-
umnto3 (9,9 Thic.), rmnonpotenHemus 55,4 r/in, ANT 22,3 Ea./n,
ACT 12,8 Eg./n B Nnpeaenax peepeHCHbIX 3HaYeHNI.

Ha ¢oHe npoBoavMmMolr MarHeavanbHOW, aHTUrUNepTeH-
3/BHOW W aHKCMOMUTUYECKOW Tepanuu — oTpuuaTtenbHas

OVHaMMKa B BMOE COXPaHSAMOLIENCH TMNEpPTEeH3NN, CHIDKe-
HUS Temna MOYeOTAENEHNs, HapacTaHus MNpPOTEUHypun
(Bo 3,32 r/n) n nenkounTypmum, NPOrpeccupoBaHUsA TPOM-
bounToneHnn (oo 65 ThIC.), yBenuYeHus YpoBHSA Ounu-
pybuHa (25,5 mmonb/n) u TpaHcamuHas (ACT 360 Ep./n,
AT 227,8 Ep./n).

Houbto 30.09.2017 naumeHTka oTMeTUna 3Ha4YuTernbHOEe
yxXydweHne o6Liero camo4yBCTBUS, MOSBNEHWE TOLUHOThI
M pBOTbl. B CBA3M C HapacTaHueMm TSKeCTU npeaknamncum
Ha coHe NpoBOAMMON Tepanum Gbina 4OCPOYHO poaopaspe-
LWeHa onepauuen kecapesa ceveHus ytpom 30.09.2017. Ho-
BopoxAeHHbIN: 20001, 45 cm, 7/7 Anrap. O6bem kpoBonoTepu
coctasun 500 mn, guypes 100 mn.

B paHHem nocrieonepalyoHHOM Mepuode npu mMaccaxe
MaTKu BblAenunocb gononHutensHo 700 mn KpoBuM CO CrycT-
kamu. OTMeyanocb NPOrpeccupyroLLime CHUKEHNe reMorno-
OuvHa go 85 r/n n TpoMGouUTONEHNN.

HecMoTps Ha npoBoauMyk MHEY3MOHHO-TPaHCHY3NOH-
Hyto (C3I1 820 mMn) n marHesmanbHyo Tepanuio, CTUMYMSLNIO
avnypesa ypoceMraom, rHOKOKOPTUKOMAHYIO Tepanuio, co-
XpaHsinacb aHypus, nporpeccupoBana aHemus (He 69 r/n)
n TpomboumToneHuns (8o 33 TbIC.), NPOTENHYPUSI OCTAaTOYHOW
Moumn (9,64 r/n). OTMeyanocb yBenuvyeHue YpPOBHSI TpaHC-
amuHa3s (ACT 1084,4 Eg./n, ANT 759,2 Eg./n), kpeaTuHnHa
nnasmMbl 4o 121 MKMOnb/M, MporpeccupoBan paccTponcTBa
cuctembl remoctasa (MHO 1,5; doubpuHoreH 1 r/n, npoTpom-
6uH no Keuky 46,4 %, A4TB 42,7 c, D-gumep 38,2 mkr/mn).
CknagpiBanocb MpeAcTaBneHne O pasBUTUM Yy MauMEHTKU
TSXKENOW NpeaknaMmncun, MnosIMOpraHHOM HegoCTaTOMHOCTH,
HELLP-cungpoma.

Y4ynTbiBasi NPOrPECCMBHOE YyXYALIEHWE COCTOSIHUSI B MO-
crneonepalnoHHOM nepuoge, naumeHTka 6bina aKCTPEeHHO ne-
peBefeHa 13 poAUNBHOrO AoMa B OTAENeHne aHecTe3nono-
M1 1 peaHMmaLummn Ans B3pochbiX NepuHaTanbHoro LeHTpa.

[Mpu NocTynneHnn cocTosiHME KPanHEN CTEMNEHN TSXKECTH,
00yCrnoBNeHO NONMMOpPraHHOM HEAOCTATOYHOCTbLIO. Heckonbko
aXWTMPOBaHHa, Nepuogamu CTynop, areMeHTbl peTporpaj-
Hou amHe3uu. MNpeabaBnsna xanobbl Ha HapyLLeHWe 3peHns
[0 efBa pasnNMYnMbIX OYEepTaHWIn NpegMeToB, OOLLyto crna-
60CTb, TOLLUHOTY U FOMIOBOKPYXEHWE.

O6BEeKMUBHO: KOXHblE NMOKPOBbLI GrieAHble, MHOXECTBEH-
Hbl€ NOAKOXHbIE reMaTOMbl B MECTaX UHbEKLUNIA, ANCTarnbHbIE
OTAENbl KOHEYHOCTEW NpoxnagHble. Jluxopaaku HeT. Temnepa-
Typa Tena 35,9 °C, gbixaHue CroHTaHHOe, YCNOBHO (Ha hoHe
OKCUreHoTepanuuM 4Yepe3 JNuUEBYHD Macky) 3addeKkTMBHOE
Y 19 B muH, catypaumsa 99 %. YcTaHOBNEH WHBA3UBHbIN
MOHWUTOPUHI reMoanHaMuKkn (kaTeTtep ny4YeBor apTepumn, BHY-
TpeHHewn spemHon BeHbl): Al nHBasusHoe 160/100 mm pT. CT.,
LBAO + 10 mm pT. cT., Taxukapgus 97 B MmuH. OTMeueHa no-
BbILLEHHAs! KPOBOTOYMBOCTb M3 MECT BKOMOB. YKMBOT cOOT-
BETCTBOBAI paHHEMY rnocrneonepaLlmoHHoMy cTaTtycy. Marka
nnoTHas, Ha 2 CM HWXe nynka. BelgeneHnsi 3 nonosbIX nyTewn
CKyAHble CykpoBMYHble. AHypus. OcTaToyHas mModa MyTHas,
Bypasi, ¢ xnonbAMu.

JlabopatopHo Habnioganoch AdanbHelnee nporpeccu-
poBaHue aHemumn (He 50 r/n), TpombouutToneHnn (22 Teic.),
pasBuTUEe HenTpodunbHOro newikouutosa (14,8 X 10%n),
MNOBbILLIEHVE YPOBHS NPOKanbLUMTOHUHA 2,23 Hr/Mr, HapacTa-
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Hue ypoBHS TpaHcamuHas (ACT 1647 Eg./n, ANT 1329 Ep./n,
NAar> 3325 Eq./n), kpeatuHuHa (142 mkmons/n), GunmpybuHa
(37 Mkmonb/n), cHuxeHne ypoBHS cubpuHoreHa (0,74 r/n),
MHO 1,0. Bpems cBepTbiBaHus kpoBwu no Jin—Yawty 6onee
10 muH. Mo gaHHbIM TpomboanacTorpacum (TA) — xpoHo-
MeTpuyeckasi 1 CTPYKTYpHas rmnokoarynsums.

Ha ocHoBaHWMM AaHHbIX aHamHesa (nporpeccumpoBaHue
3aborneBaHua nocre pogopaspeLleHus U Maccaxa MaTku),
KMVHUKO-NabopaTopHbIX AaHHbIX (FEMONUTUYECKOrO CUHAOPO-
Ma, TPOMOOLMTONEHNN U CUHAPOMAa OCTPOro NMOYEYHOTro MO-
BpeXAeHNs) 3anofo3peHo pas3suTre y naunmeHTky TpomoboTu-
Yyeckon mykpoaHrmonatum (TMA).

Bbinn 3amopoxeHbl 06pasupbl MrasMbl ANS onpeaeneHns
ypoBHA ADAMTS13 (uckntodeHne TpomboTmnyeckon Tpombo-
LMTONEHNYECKOW Nyprypbl) U aHTUOCHONUNUOHBIX aHTU-
Ten (APA) AN UCKMIOYEHUs KaTacTpoUyYeckoro aHTMdoc-
donMnuaHoro cMHApoma.

Mo abconoTHbIM nokasaHusam (koarymonatus W aHe-
Musi) Obina npoBegeHa TpaHCdy3us OOHOPCKOW nnas-
mbl (C3MM) 900 mn wn apuTtpouutapHom B3Becu 750 mn.
YcTaHoBneH katetep B OedpeHHyl0 BeHy AN MpoBeAeHus
nnasmoobmeHa u remogmanusa. HasnayeHa aHTuGakTepu-
anbHas Tepanusi: aMnuuunvMH + cynbbaktam (no 3 r ye-
pe3 8 u4), rMNOTeH3MBHaA M AguypeTnyeckas ypocemnaom
(10-30 mr/u).

Yepes 4,5 4 OT nocTynneHus naumeHTKM B nepuHa-
TanbHbIN LUEHTP Obin HayaT nepBbii ceaHc nnasmoobmeHa
(MPS + PE membpaHHas nnasmocenapauus ¢ nrnasmoobme-
Hom) C3I1 3090 mn 2 4 50 muH. Yepes 5,5 4 oT npegbiayLlero
npoBefeH NoBTopHhIN ceaHc CVVHDFpostd (npogomkutens-
Has BEeHO-BeHO3Hasi remoavadunsTpaums ¢ NoCTaAMNoLmnen)
10 4 20 MWH NpW COXpPaHAOLLENCS aHypuX C OTpULaTENbHbIM
CyMMapHbIM rmgpobanaHcom (—2760 mn) u nrnasmo3amelle-
Huem 3550 mn.

Ha coHe Tepanuu yganocb OOCTUYb KpaTKOBPEMEHHO-
rO CHWXEHWs ypoBHSA Kanwus, TpaHcamuHas (ACT 59 Ep./n,
ANT 240 Ep./n) v ctabunusaumm nokasartenen remocrasa.
OpgHako, HecMoTpA Ha MHOTOKOMMOHEHTHYK T[MMNOTEH3MB-
HylO Tepanuio, CoxpaHsinacb runepreHsvst (uHeasveHoe A[]
[0 160/100 mm pT. €T.) n HapacTana Taxmkapans 8o 120 B MuH,
LBA + 11 mm pT. cT. NosiBUnack AbixaTenbHas HeJocTaToy-
HOCTb (mecaTypaums Ha aTtMocdepHoM Bo3ayxe A0 89 %),
nporpeccmpoBasn OTeYHbI CUMHOPOM, OOLiemo3roBasi CUM-
nTomatuka. B Guoxmmuyeckom aHanmae KpoBWM OTMeEYanochb
JanbHenwee yBenvyeHue ypoBHsI kpeaTuHuHa (0o 325 Mk-
Monb/n), Mo4eBuHbl (20,1 MMONbL/N) 1 COXPaHANCS BbICOKUIA
ypoBeHb naktatgerngporeHassl (JIAM 2417 Eg./n). Hecmotpsa
Ha TpaHCHY3MIO IPUTPOLIUTAPHON B3BECK COXPAaHSNCA aHe-
Muyeckmn cuHapom (He 75r/n) n tpombouutonenus (25 Toic.);
Npw oLeHKe Maska neprudepr4ecKon KPoBY BbiSIBIIEHbI LLIN30-
unThl (9 %).

Ha ocHoBaHUM HopmarnbHOro ypoBHS akTMBHOCTUADAMTS
13-83 %, oTcyTCcTBUS aHTMdochonunuaHbix aHTuten (APA)
(k kapavonunuHy, B2-rmukonpoTenHy) n BOMYAHOYHOTO aH-
TUKOArynsiHTa, npu HanMuuyM NPU3HaKoB BHYTPUCOCYAUCTOMO
remornu3a (aHemusi, ypoBeHb CBOGOAHOrO rantornobuHa cbl-
BopoTkm O r/n), TPOMOOLUTONEHNM 1 NONMOPraHHOW HegocTa-
TOYHOCTU (C MPENMYLLECTBEHHBIM CMHAPOMOM OCTPOTO NoYey-

HOTO NoBpeXaeHns) yctaHoBneH anarHo3 TMA: aTUnNuYHbIN
reMonuTuko-ypemmyeckuin cuHgpom (al'yC). Basita kpoBb
Onsi onpenenenns aHTuTen k dpaktopy H 1 nposeaeHuss mo-
NeKyNApHO-reHeTUYEeCKoro NCCnefoBaHNs CUCTEMbI KOMMne-
MeHTa.

YunTbiBas TAXKECTb COCTOSHUSA GOMbHOWM, BO3MOXHOCTb
panbHenwen reHepanusaumm TMA un nporpeccupoBaHust
NoNMOPraHHON HEeAOCTAaTOMHOCTU, ObINO NPUHATO peLleHve
O HasHa4YeHUV KOMMMeMeHT-CneundunYeckon Tepanuu npe-
napatom akynusymab (Conupuc). Nepen Havanom Tepanuu
naumeHTka Obina BakUMHUMPOBAHA MEHUHIOKOKKOBOW BaKLiM-
Hon. Beuepom 01.10.2017 (2-e cyTkM nocrne pogopaspeLue-
HWS1) BbINOMNHEHa nepsas MHQY3nsa akynuaymaba 900 mr. An-
TnbakTepmanbHasa Tepanus Oblna M3MeHeHa Ha MeponeHem
(1 r 3 pasa B cyT). [lpoBoannack aHTMKOArynsaHTHas Tepanums
renapuHom (15—-18 E[l./kr- u), Ha3HayeHbl CeaHCbl 3amecTu-
TENbHOW NoYeYHOW Tepanun (remogmanua) ¢ oTpuuaTenbHbIM
rmgpobanaHcom.

Ha 3-e cyTku nocne pogopaspeLleHnsi OTMeYEeHO Aanb-
Helillee NporpeccMpoBaHne AbixaTenbHOW HeAOCTAaTOYHOCTH
(otek nerkux, PaO,/FiO, — 240) n HapacTaHue obLiemosro-
BOW CMMMNTOMATUKK (Oenupuii, aHLedanonatms cMeLlaHHoro
reHesa), 4to notpeboBano nepesoga NaLWEHTKM Ha WCKYyC-
CTBEHHYI0 BeHTUnsuuo nerkmx (MBI). Mo aaHHeIM gynnekc-
HOro CKaHMPOBaHMS MOYEYHbIX apTepuUii oTMeYanock obegHe-
HME KPOBOTOKA B MNapeHXMMaTO3HbIX BETBAX 06ENX NOYEYHbIX
aptepun. NMHgekeobl Rl He nosbiweHsl (RI 0,58; RI 0,46). Co-
XpaHsnacb CTOMKas pe3nCTEeHTHas K Tepanun noyevHast He-
[OCTaTOYHOCTb (aHypus).

Ha 4-e cyTkm npoOBOAMMON WHTEHCUBHOW Tepa-
nun 03.10.2017 aHypus cMeHunacb onurypuen, cran Ha-
pacTtaTtb ypoBeHb TpoMboumnToB (80 57—60 TbIC.), HECKONBKO
cTabunuanpoBarncs ypoBeHb remorrnobuHa (88-90 r/n), cHu-
sunca yposeHb JIOI (1619 Ea./n), ymeHbIMNOCh coaepxa-
Hue wn3oumnToB (8o 2 %).

Mo npuynHe BbIpaXXEHHbIX NPOSBNEHUM 3HLUedanonaTtnm
1 pecnupartopHbix pacctporicts (PaO2/FiO2 — 300) Bcnomo-
ratenbHasi BeHTunauus nerkux (PS/CPAP) ¢ msarkummn napa-
MeTpamu Obina NpoAomKeHa Yepes BPEMEHHYH TPAXeoCcToOMy
(ot 06.10.2017) c cepauuen nponodgonom (BIS 35-40).

Ha doHe npogomkatolencs WHTEHCMBHOW Tepanuu
06.10.2017 (7-e cyTkv OT pogopaspeLLeHmnst) MoSABUNKCH Npu-
3HaKW 3HTeparnbHOW HeJOCTaTOYHOCTU (3aCToHOe oTaensie-
MO€e MO HasoracTparnbHOMY 30HAY, POAMIbHULA nepecTana
ycBauBaTb HYTPUTMBHBIN 3HTEPAnbHbIA KOMIMOHEHT, OTMeYa-
nocb B3yTME XMBOTa), nosiBunacb nunxopagka o 38,2°C.
Hapocnu mapkepbl Bocnanenusi (nemnkoumutos 20,6 X 10°
€O cABWrom hopMyrbl BAEBO A0 METAMUENOLMNTOB, yBENuye-
Hue C-peaktumHoro 6enka (CPB) oo 90 mr/n). BHoBb 0TMeYe-
HO CHWXXEHWe ypoBHSA remorrniobuHa o 74 r/n, TpomboumToB
0o 43 Teic. un yBenuyenune JIAI go 2551 Ea./n (puc. 1). Mu-
Kpobuonornyeckne nccneqoBaHMs BO3MOXHBIX MCTOYHMKOB
MHpeKunn (KpoBb, MOYa, OTAENSEMOE LiePBUKANbHOIO KaHa-
na, 6poHX0-anbBEONSAPHbLIN NaBax) ObINU OTpULATENBHBIMU.
COBMECTHO C KINUHMYECKMM (hapMaKkosiorom aHTubakTepu-
anbHas Tepanvsa aMNMpuYeckn Geina ycuneHa nMHesonMaom
(600 mr 2 pasa B cyT). CoxpaHsinacb cybdebpunbHas nmxo-
pagka go 37,5 °C.



08.10.2017 BbINONHEHO BTOpPOE BBEAEHUE 3Kynu3ymaba
900 mr. Ha doHe OBYXKOMMOHEHTHOW aHTubakTepuanbHON
Tepanuu (MeponeHemMoM 1 NMMHE30NMAOM) (puC. 2) oTMeYeHa
TEHOEHUMS K CHVXEHWIO MapKepoB BOCManeHus, CoxpaHs-
nace onuroypus (200 mn/cyT).

Co BTOpON Hegenu nevyeHnst oTMeYeHa CTorKas NomnoXu-
TenbHas AMHamMuKa B BUAE YBENUYEHUS KonM4ecTBa TpoMbo-
umnTOB, remornobuHa n cHwkenus JIA oo Hopmel. MauueHTka
noriy4yana MHOFOKOMMOHEHTHYIO TMMOTEH3NBHYIO UM aHTMKOa-
rynsHTHyto (HMIM) Tepanuio, nocTosiHHYO MHy3uo dypoce-
muaa (20-30 mr/y) Ha oHe KOppPEeKUUN BOOHO-INEKTPONNUT-
Horo 6anaHca, HyTPUTVBHYIO NOAAEPXKKY B Ha3oracTparnbHbIi
30HA. [MpoBogmnack KOppekuus rmnonpotenHemun anboy-
MuHOM. [MpoaomKanucb ceaHCbl 3aMeCTUTENIbHOW NMOYeYHOM
Tepanuu: 3a 10 cyTok 6bIno NpoBedeHo 5 ceaHCOB 3amecTu-
TenbHoM noyveyHon Tepanumn (CVVHD — npopomxuTenbHbIn
BEHO-BEHO3HbI remoavanns), CyMMapHO peayLupOoBaHO
15 570 mn xupgkocTtu (puc. 3).

12.10.2017 (13-e cyTkm nocne pogopaspeLleHns)
Ha (poHe BOCCTaHOBMNEHHOIO ACHOIO CO3HAHUA N 3 EKTUB-
HOro crnoHTaHHoro AixaHus (PaO,/FiO, — 410) nauuneHTka
6bina gekaHnMpoBaHa 1 nepesedeHa Ha caMoCTosITeNbHOE
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Data crenugUIecKon Tepanuu

ObixaHve atmocdepHbiM Bo3ayxoM. OTMevanucb nposierie-
HMS MONMHENpPoNaTUM KPUTUHECKUX COCTOSHUA.

C 13.10.2017 onurypusi cMeHunachb nonuypuen, kotopas
npoanunack 7 cytok. CeaHcbl remoamanvaa 6binm npekpa-
weHbl. CyToyHble 06bEMBbI MouM C yaernbHbiM Becom 1006
pocturanu 10 nutpos. NpoBoannack KOppeKLuns BOgHO-3MekK-
TponutHoro GanaHca. Beuepom 15.10.2017 Gbina BBegeHa
TpeTbsa Ao3a akynudymabda 900 mr.

BoccTraHoBneHre HopmanbHOro anypesa OTMEYEHO TONbKO
Ha 20-e cyTku oT popopa3spelueHns. Ctabunmanposanuce no-
KasaTenu reMoAMHaMWUKN Ha YpoBHE HOPMOTEH3uW. Ha doHe
aHTUbakTepmnanbHON Tepanuy NMHE30NMAOM 3HAYMMO YMEHb-
LUMIUCb MapKepbl BOCNaneHusi, 04HaKo coxpaHsnacb cyode-
OpunbHas nuxopagka. [Npu ynsTpa3BykoBOM MCCnedoBaHWM
OpraHoB Maroro Ta3a BbISIBMEHbI MPU3HaKM CyBMHBOMIOLMM
MaTKn. YunTbiBas COXPaHSIIOLLYHOCS NUXOpagKy U NoTeHuu-
anbHOe Hanuyve WCTOYHUKa AN NopgepXXaHus cuHapoma
CMUCTEMHOro BocnaneHusl, bbina BbINOMHEHa rMCTEPOCKONUS
(20.10.2017) c BbickabnuBaHvem nomnoctu Matku. [uctono-
rmyeckoe mccrnegoBaHne cockoba MonocTv MaTku BbISBUIO
HEKPOTU3MPOBAHHYIO TKaHb MMaueHTbl, €AWHWYHbIE MENKMe,
HEKPOOMOTUYECKN W3MEHEHHbIE BOPCUHbLI XOPWOHA, MErKMe
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PUC. 2. ,A,I/IHaMI/IKa NPOBOCIIAAUTCAPHBIX MAPKEPOB Ha (l)OHC aHTHGaKTCPHaAbHOﬁ u KOMHACMCHT-CHCHHq)H‘iCCKOﬁ Tepanuu

hOKyCbl THOMHOTO BOCManeHus, TeHW KONOHUIA MUKPOBOB. Yike
B PaHHeM MocreonepaLyvioHHOM nepuoge oTMedeHa HopMarnu-
3aums TeMnepaTtypbl Tena v NabopaTopHbIX NokasaTtenen.

B ynoBneTBOpUTENLHOM COCTOSHUM NaumeHTka Obina
nepeBefeHa 13 OTAENEHUS aHeCcTe3nonorMm n peaHnMauum
B rmHekomnornyeckoe otaenexHne 23.10.2017 (Ha 24-e cyTku
OT poAopaspeLLeHuns).

B ruHekonornyeckom otgeneHumn Gbina NpogormkeHa aH-
TnbakTepunansHas, aHTukoarynaHTHas Tepanus (HMI) n kom-
nnemMeHT-cneyndunyeckas Tepanus akynmdymadom (1200 mr).
MauneHTtka Boinncana na ®CriL erey «HMUWL nm. B.A. An-
masoBa» 02.11.2017 Ha 34-e cyTkm OT pogopaspelleHus
C pekoMeHZauMsaMM MNpPoAOIPKUTL HabrniogeHne n nedyeHue
B ycnoBusx knuHukn HUW Hedpponornm HKUL, «MCMN6rMmy
um. akag. W.IN. MNMaBnoBa».

PesynbraTtbl MONEKynApHO-reHeTNYeCKoro nccnegoBaHns
CUCTEMbI KOMMIIEMEHTA C BbICOKOW CTEMNEHbIO JOCTOBEPHOCTU
ncknioYany y npeactaBneHHon NauneHTKN reHeTu4eckun-ooy-
cnoeneHHbIn BapnaHt TMA.

O6cyxaeHue. B naHHoM knuHmnyeckom cnydae al'yYC passurn-
CSl B XapaKTepHble CPOKW, 8 UMEHHO B paHHEM MOCrepoao-

BOM nepvoge. B kauecTBe KOMMIEMEHT-aKTUBUPYOLLMX CTU-
MyroB (Tak Ha3blBaeMbIX TPUITEPOB) ANS 3anycka CUCTEMbI
KOMMIeMeHTa paccMaTpuBanunck 1 TsKenasi Npeaknamncus,
n HELLP-cuHgpom [7], n [OCpOYHOE onepaTtuBHOE POAO-
paspelueHne, U mMaccax MaTku B paHHEM MOCreponoBOM
(nocneonepaunoHHom) nepuoge [9, 14, 15]. OuarHo3 Obin
YCTaHOBMEH [JOCTaTOYHO ObICTPO Ha OCHOBAHWMM U3BECTHbIX
kputepmeB [1, 9, 16]: OCTPOro MMKpPOAHrMONATUYECKOTO re-
Monu3a, TpomboumToneHMn NOTpebrneHns 1 NonMopraHHoro
mwemmnyeckoro nospexaeHua [17, 18] opraHoB 1 cuctem npu
ncknoveHun gapyrux opm TMA (TTIMT — ADAMTS13 > 10 %
n KA®C — otcytctBne ADA) [18].

AHecTe3nonoro-peaHMMaLmnoHHas cryba CTonkHynacb
C NaBMHOOOPa3HbIM pPa3BUTUEM MONMMUOPraHHOW HegoCcTaTou-
HOCTM y>Xe C NepBbIx YacoB peanusauuu al'YC Buge cuHapo-
Ma OCTPOro MoYe4HOro NOBPEXAEHMUS, KITMHUYECKM NPOSIBMB-
LLerocsi CTOMKOW aHypuen.

He BbI3bIBaeT COMHEHMSA TO, YTO TOMbKO paHHee Hayarno
cneumndmyeckon Tepanum TMA onpeaensiet GrnaronpusaTHbIN
MCXOA OCTPOro nepuoga 3aboneBaHuns W CO3faeT npenno-
CbiNkn K GriaronpuatHoMmy mcxogy. K metogam cneumdunye-
CKOW Tepanuu B HacTosiLee BPeEMsi NPUHATO OTHOCUTL Mnas-
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PHC. 3. AunamuKa ypOBHSI MOYECBHHBI M KPEATHHHMHA Ha pOHE 3AMECTHTEABHO ITOYEIHON 1 KOMIACMEHT-CIIELIUPUIECKON TEPAITHH

MoTepanuio (MpeanodTUTENbHEE B pEXNME NnasMoobMeHa)
[1, 19, 20], a Takke BBEOAEHUE KOMMIEMEHT-UHIMONPYHOLLMX
aHTuTen [21, 22].

B nepuop npoBegeHus avddepeHumansHoro gnarHosa,
a TakKe CBHA3M C [OCTYMHOCTbIO nnasMoobmeHa Tepanus
Obina Havyata ¢ TpaHcdy3umn goHopckor C3I no obuero o6b-
emMa 1720 mn, a Takke B cocTaBe nnasmoobmeHa (2 ceaHca)
elle 6640 mn.

Mocne npoBegeHus 2 ceaHcoB nna3moobmeHa OT ero
JanbHenLwero 1cnonb3oBaHust ObINo pelleHo Bo3aepKaTb-
Csl, HECMOTPS Ha pekoMeHaauun AmepurkaHckoro obuiectsa
no adpepesy npoBoAMTb MNNasmMoobMeHbl B KayecTBe cre-
umdcpmyeckon Tepanun TMA gnutenbHo O cTabunmsauumu
reMaTonorMyecknx mnokasaTtenen M HopManusauum ypoB-
Ha N1OI [23] n3-3a npu3HakoB NPOrpeccupyoLen abixaTenb-
HOW HeJoCTaTOYHOCTU 1 pucka peanusaumm TRALI-cuHgpoma
(transfusion related acute lung injury — ocTtpoe TpaHcdy3u-
OHHOE noBpexzaeHue nerkux) [24]. NpegnovteHue Gbino oT-
AaHO KOMMMeMeHT-Ccneundunyeckon Tepanum akynusymabom.

OpHako HU paHHAs guarHocTuka alYC, HM paHHee npu-
MEHEHME KOMMIEMEHT-CNeLMUYEecKor Tepanum 3Kyrnmsyma-

OOM He npenoTBpaTUM MPOrpPEeCCMPOBAHUS TSHXKEMOW nonu-
OpraHHoli HepocTaToyHocTu. PasBuTue AbixaTtenbHon Hepno-
CTaTOMHOCTN B [AHHOM KIMHUYECKOM Cfly4ae COOTBETCTBYET
nMTepaTypHbIM OaHHBIM, COMMAcHO KOTOPbIM AblXaTernbHas He-
[OCTaTOMHOCTL pa3BuBaeTcst Bo Bcex cnyyasx al'YC [25], paxe
ecnv nebtoT 3abonesaHusi passrBaeTcs Ha hoHe achpekTMBHO-
IO CMOHTAHHOIO AbIXaHWSA 1 afeKBaTHOW MHTEHCVBHOM Tepanuu.
[o 90 % naumeHTOB C BepudMLMpPOBaHHbIM AnarHosom alyC
nosgHee Hy>aanuch B pecnvpaTtopHon nogaepxke (MBJT) B Tex
UM UHBIX PEXMMaXx, KaK U B ONMMCaHHOM Hamu Cryyae.

Kpome Toro, npaktmyecku y Bcex naunMeHToB NposiBrseT-
¢ ocTpas uepebpanbHas HeJOCTaTOYHOCTb B BUAE dHUeda-
nionatuy CMeLLaHHOro reHesa (LMpKynsiTopHas, reMmmyeckas,
Tokcmyeckast U T. n.). MNposBrneHns ee BecbMa pa3Hoobpas-
Hbl: OT HapyLUEeHWUIN 3peHns (B NMerknx crnyyasx) 4o pasButus
Jenvpus, cygopor n Kombl. B mobom cnyvae, HapylleHune
CO3HaHWsA TaK e 4acTo SABMNSETCHA NnokasaHvem Ansi nepesBo-
[a Ha ynpaensiemMoe AblXxaHue ¢ HeoOXOAMMbIM YPOBHEM Ce-
Aaumn. B onncaHHOM HaMu KNMHUYECKOM cryyae Mosrosasi
CMMMNTOMaTuKa npoTekana CTagMnHO: OT HapyLUEeHUs 3peHuns
1 rnyboKoro ornyLleHnst 40 pasBUTUSA Aenupusi ¢ NCUXOMO-



BecmHuk uHmeHcusHol mepanuu umeHu A.W.CanmaHoea, 2018 e., Ne 2 93

TOPHBbIM BO30YXOEHMEM M HEBO3MOXHOCTbIO MPOBEAEHMS
WHTEHCUBHOW Tepanuu, YTo B COMETaHNM C AblXaTenbHOWN He-
pocTatoyHocTbio notpebosano MBJI.

YacTto nepBbIM Y paHHUM NPU3HAKOM MLLEMUYECKON Op-
raHHow ancdpyHkumm npu al'YC aBnseTca CMHOAPOM OCTpO-
ro MOYEeYHOro NOBpPEXAEHMWs, NPOSBMBLLMICSA ONUroaHypu-
en [6, 13], koTopas y npeacTaBneHHON nauuMeHTkM Obina
BblSBNEHa cpasy nocrne pofopaspelleHns 1 Npoanmnacs
4 CyTOK, HECMOTPS Ha aKTMBHYI AMYPETUYECKYID, KOMMIe-
MEHT-CNeundUYecKyto 1 [OEeTOKCUMKALMOHHYH Tepanuio.
Onurypusi nosiBunacb Yepes 2 CyTok OT NepBOro NpuMeHe-
HUs akynudymaba npogomxutenbHoOCcTbio 9 cyTok. [locne
npekpalleHms ceaHcoB Mra3moobMeHa MpoBOAUNUCH Cce-
aHCbl 3aMeCTUTENbHON MOYeYHou Tepanuu (remoamnanva)
C oTpuuaTtenbHbiM rugpobanaHcom. [lokaszaHusimu gns
remMogmanunsa crnyxuna He TONbKO 3HOOTOKCeMUs (yBenu-
YeHVe KpeaTuHa, MOYEBUHBI, TMnepkanMemMus), HoO 1 Bbipa-
)KEHHasi rMnepBoreM1s B CO4ETAHNM C OTEYHbIM CUHAPOMOM
Ha POHE CHUXKXEHHOTO KOMNMOWAHO-OHKOTUYECKOrO AaBMNeHns
nnasmbl (TMMNONPOTEMHEMWS B YCITOBUSIX MEYEHOYHOW HEe[o-
CTaTOYHOCTM) N FreHepannM3oBaHHOIO 3HO0TENMO3a (CHUKEH-
Horo koaduumeHTa oTpaxeHus) [26]. CeaHcbl remoamanu-
3a ObINKU NpekpalleHbl N0 Mepe pasBUTUS MOSNMYPUHECKON
ctaguwn OII.

Haw nepBbIfi ONbIT NPMMEHeHNst cneunduyeckon Tepa-
numn akynusymabom notpeboBan OTAeNbHOro aHanusa nepeo
Hegenu (Mexay nepBbiM 1 BTOPbIM BBEAEHMEM Mpenapata).
VimeHHO B STOT nepwuog Habnwpganucb HekoTopas ctabunu-
3aums ypoBHs TpomMGoumToB, cHwkeHve JIOI, HO 3TOT adgh-
dekT 6bin KpaTkoBpEMEHHbIM. HoBbIV NuK yBenuyenus JIOT
B COYETAHMU C TPOMOOUMTOMEHMEWN COBMan CO BCMbILIKOW
CMCTEMHOW BOCNAnNUTENbHOW peakumn (Henokannm3oBaHHON
UHMEKUMM) Ha OHEe HedoCTaToYHOM aHTubakTepuarnbHOW
Tepanuu. YcuneHue aHTubakTepuanbHOW Tepanum Mepo-
NEHEMOM M NMHE30NMAOM MPUBENO HE TOMBbKO K CHUKEHUIO
YPOBHSA MapKepoB CUCTEMHOIO BOCMNAnNeHns, HO U K CTOVKOMY
CHwkeHuto ypoBHs JIAT, yBenuyeHnto konnyecTsa TpomoboLm-
TOB W MpeKpaLleHnio AanbHenwen aHemMmnsauny naumeHTKu.
TakvuMm 06pa3om, B ka4yecTBe 4OMNOMNHUTENbHOro haktopa noa-
AepxaHna TMA gaxke Ha hoHe KoMnnemeHT-cneymndunyeckon
Tepanuu cnegyeTt paccMaTpyBaTh NoKanbHy0 1 reHepanm3o-
BaHHYI MHMEKLMI0, BO3HUKAKOLLYO B NMOCINEPOLOBOM Nepu-
ope. B npencraBneHHOM KMUHMYECKOM MpUMEpPE UCTOYHMK
NHMEKUMM yAanocb MAEHTUMLMPOBaTL TONBKO CMyCTH Tpu
Hegenu. NMoaTomMy NpoBeAeHNe NONHOLLEHHOW Ae3dcKanaunoH-
HOW aHTMOaKTepuanbHOW Tepanun 1 CBOEBPEMEHHAs caHa-
LS BO3MOXHbIX 04aroB MHAEKUUN Ha paHHux ctagusax TMA
CMNOCOBHbI 3HAYMMO yBeNuninTbL ahektusHocTb TMA-cneum-
dryeckon Tepanumn n ONTUMU3NPOBAaTb UCXOAbI Y NALNEHTOB.

B aTom pakypce cTouT paccMoTpeTb Nobyt MHAEKLMIO
B KayecTBe [OMOMHUTENBHOrO TpuUrrepa Mo noaaepXKaHuto
NaTonorMyeckoro Kackaga komnnemeHTa gaxe Ha (poHe KoM-
nnemMeHT-cneumMpuyeckon Tepanmu.

HecMoTps Ha TO 4TO B aHamHe3e y [AaHHOW NauMeHTKu
UMEnucb NOTEeHUManbHble TPUITEPbI, MpUYMHA peanusa-
umm TMA/al'YC B npeacrtaBneHHOM KOHKPETHOM cry4vae
oCTaeTcsi Hem3BeCTHOW. JlabopaTopHble pe3dynbraThl HE NoA-
TBEPAWMM NEPBUYHbIV (TEHETUYECKN 0DYCMNOBMNEHHBIN) reHes.

OpHako Bce Yalle NosBNSoLmMecs B nMtepatype coobLeHns
0 NOAOOHBIX KNMMHNYECKNX CUTYaLIMSAX HaTarnkMBatoT Ha MbICb
He O TaKOW YK U peaKocTu AaHHoro 3aboneBaHus. M passutue
MEANLIMHCKON HayKvn B CKOPOM BPEMEHW NO3BONMUT AaTb OTBET
Ha PS4 XKU3HEHHO BaXKHbIX BOMPOCOB.

YXe cerogHsa paccMmaTpuBaeTCs BO3MOXHOCTb MPOMOHIU-
poBaHus 6epemeHHocTM [27] Ha hoHe KoHcepBaTUBHON Te-
panun y naumeHtoB ¢ npossneHnamm TMA (HELLP/alryC),
VCKIMIOYMB arpeCcCuBHYIO aKyLLepCKylo TakTuKy (npexaeBpe-
MeHHOoe popopa3spelueHue) [28] kak Tpurrep K 3anycky da-
TarnbHOW MONMUOPraHHOW HEAOCTAaTOMHOCTU B MOCNEPOLOBOM
nepuoge.

BbiBoabl. CBOoeBpemMeHHasi OMarHoCTMKa U Hayano cneuu-
ryeckon Tepanum SBNSHOTCA NPEANOChINKaMU K yryyLLEHWIO
MCXOA0B aHHOro 3ab60reBaHns U CHXKEHWIO MHBaNUaM3aLmm
B nocnegywoouweM. Takum obpa3oMm, 0COBEHHOCTU AMarHo-
ctukm TMA, HeobxoAMMOCTb MOMHOLIEHHOro nabopaTopHo-
roO MOHWUTOPVHIa WU MyNbTUANCUMNIIMHAPHOIO BO34ENCTBUS
KPYrnOCYyTOMHON OOCTYNHOCTM (MNa3MoobmeH, remoananus,
KOHCYNbTaUUmM CneunanmncToB U T. 4.) BO3MOXHO peanv3oBaTb
TOMbKO B KPYMHbIX MEOULMHCKMX LIEHTPax npu COOTBETCTBY-
loLLe MaTepuanbHo-TeExHUYeckon 6ase. B To e Bpems Hac-
TOPOXXEHHOCTb Y OCBEOOMIIEHHOCTb aHECTE3NONOroB-peaHu-
MaTofOroB B OTHOLUEHWM LAaHHOW NaTofiornm, CnocoBGHOCTb
CrneunanucToB peLunTeNnbHO MNPUHUMAaTb OOOCHOBaHHbIE
CTpaTerMyeckn BaXkHble PELUeHUs B MHTEHCUBHOW Tepanuu
BO MHOIOM OMNpeaernsitoT ycrnex NeveHus.

Koungaukr unrepecoB. ABTOpbI 3asBASIOT 00 OTCYTCTBHM KOH-
$AMKTA HHTEPECOB.
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