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ATunuuHeii reMoanTuKo-ypemuueckuii cuaapom (al'YC) — opdannoe 3a6oiieBaHNe, XapaKTepHu3ay-
1oleeca pasBuTHEM TpomMOoTH4Yeckoit Mukpoanruonatuu (TMA) BciemcTBme HEKOHTPOJIUPYEMOM
AKTHBAIMU CHCTEMbI KOMILIEMEHTa 10 aJIbTePHATUBHOMY IyTH. ¥ 0OJBIIMHCTBA MAIINEHTOB BBHISIB-
JA0TCA MyTanuu (GaKkTopoB, IPETOTBPANIAIONINX YPE3MEPHYI0 AKTHBAIIMIO CUCTEMbI KOMILJIEMEHTA.
Ha npoTsaskeHnu MHOTHX JIeT Tepamueil mepBoii JUHUU ocTaBajach miasmorepanusd (IIT), Hecmorps
Ha OTCYTCTBHE COOTBETCTBYIOIIEH AOKa3aTelbHOU 6a3bl. OMHAKO MOAXOAHI K BEeJEHHUIO MAIMEHTOB
3HAYNTEJIHbHO M3MEHUIUCH C HAKOILIEHHEM MHOTOUYHMCJIEHHbIX JaHHBIX 0 OBICTPOM JOCTHKEHUM TeP-

MUHAJIbHON CTAAUM MOYEUHON HEJOCTATOYHOCTU BHE 3aBMCHUMOCTH OT TOr'0, IPOBOAHUJIACH U3HAYAb-
HO IIT unu Her. CTaTHCTHUECKHE TaHHBIE U3MEHUINCH C HAUAJIOM NMPUMEHEeHU MaTOTeHeTHIeCKOM
AHTHMKOMILIEMEHTAPHON Te€PAaNHy MOHOKJIOHAJBHBIM aHTUTEJIOM JKYJIN3yMald, B YCIOBHAX KOTOPOM
y OOJIBIIMHCTBA MAIlMEHTOB HaOJdogaTca pemuccua TMA um HoOpMaau3anusa MOYEUHBIX (PYHKIUIA.
B craThe mpeacTaBiIeHO KINHNYECKOE HAGIIOEeHNe 32 Pe0eHKOM ¢ TUIIMYHOI KapTHHOI HedpoTmue-
CKOT0 CHHApPOMA B e0roTe 6o1e3Hu. BeisiBIeHHAA reTepo3urorHas myranus B rene CFH n3nayaasHO
He BbI3BaJIa 6€CIIOKOICTBO B OTHOIIEHUH BO3MOsKHOT0 al'VC B cBA3H ¢ 0TCyTCTBHEM J1a00PATOPHBIX U
mopdoaornyecknx qaHHbIxX 3a Hagauune TMA. OxHako B mocIeAyoneM y peGeHKa pa3BUINCh IIIH30-
JIBI OCTPOTO IIOYEYHOTO IOBPesKIeHns B couetannu ¢ TMA u TaKeoil aprepuajbHONI IUNepPTeH3HEeH,
YTO MO3BOJINJIO IEPECMOTPETHh TNATHO3 B m0Jab3y al'yYC 1 HHUIIUUPOBATH TEPATINIO POCCHIICKUM O1oa-
HAJIOTOM 3KyIu3ymMalda, B YCIOBUAX KOTOPOIl ToCcTUTHYTHI pemuccusa TMA u mosTHOe BOCCTaHOBJIEHHNE
MOYeuHbIX (pyHKIUI. B mpeacTaBieHHOM KJINHUYECKOM HAOJIONeHUH IIPOJIEeMOHCTPHPOBAHBI CIOK-
HocTH nud depeHnaTbHON JUATHOCTHKH BPOKIeHHbIX HedponaTuii. [IporHocTnuecku HeOIarompu-
arabie ucxoasl npu al'VC TpeGyroT TIIATEIbHON OIEHKHM JAHHBIX C PAHHEH MHAYKIMeH crermudu-
YeCKOoil OM0JIOrMYeCcKoi Tepanuu, MO3BOJIAIONIeil YCIeNIHO KOHTPOJIUPOBATh TeueHue 3a001eBaHnA.
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Atypical hemolytic-uremic syndrome (aHUS) is an orphan disease characterized by the development
of thrombotic microdgium due to uncontrolled activation of the alternative complement pathway.
Mutations of factors preventing excessive activation of the complement system are detected
in most patients. For many years, despite the lack of appropriate evidence-based indications,
plasmotherapy (PT) remained the first line treatment method. However, approaches to the
management of patients have changed significantly with the accumulation of numerous data on the
rapid progression to the end-stage renal disease regardless of whether PT was carried out initially
or not. Statistical data has changed significantly with the launch of pathogenetic anticomplement
therapy with monoclonal antibody (mAb) eculizumab due to most patients achieving remission
of TMA and normalization of renal functions. The article presents a clinical case of a child with
typical features of nephrotic syndrome with an early onset of disease. A heterozygous mutation in
the CFH gene that was detected initially did not cause concerns about possible aHUS due to the lack
of laboratory and morphological data for TMA. However, subsequently, the episodes of acute renal
injury in combination with thrombotic microangiopathy (TMA) and severe arterial hypertension
developed in a child, which made it possible to reconsider the diagnosis of aHUS and initiate the
therapy with the biological analogue of eculizumab of a Russian origin, in which remission of
TMA and complete recovery of renal functions were achieved. This clinical case demonstrates the
difficulties of differential diagnosis of congenital nephropathies. Prognostic adverse outcomes in
aHUS require a thorough evaluation of data with early induction of specific biological therapy,
which allows the successful monitoring of the course of the disease.

Keywords: children, nephrotic syndrome, atypical hemolytic-uremic syndrome, renal failure,
plasmotherapy, anticomplement therapy, eculizumab, clinical case.
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ATUNIMYHBIA TeMOJUTUKO-YPEMUUYECKUN CHHIPOM
(aI'VC) — reHeTWYecKu IeTepMHUHUPOBaHHOE 3aboJieBa-
HUe, B OCHOBE KOTOPOTO JIEXKUT HAPYIIIeHUe PeryJIsaiiuu
aJbTEePHATUBHOTO NYTHU AKTUBAIIUM CUCTEMBI KOMILIe-
MeHTa, BeAylllee K TeHepaJu30BaHHOMY TpoMGoobGpa-
30BaHUIO B COCYyJaX MHUKPOIMPKYJISTOpHOTO pycaa [1].
Pacnopocrparnennocts al'VC B eBpomeiickuxX cTpaHax y
aoneit B Bospacre go 20 ser xkosebsaercs or 0,23 mo 1,9
Ha 1 MJIH. HacesleHUd B rof, 3adojeBaemMocTs — oT 2,21 1o
9,42, 3].

CucteMa KOMILJIEMEHTAa — KOMILIEKC IJIa3MeHHBIX
0eJIKOB, YUACTBYIOIIIUX B 3aIl[UTe OPraHU3Ma OT UyKepPOo/I-
HBIX MHKDPOOPraHM3MOB. AKTHBAIUA AAHHOW BaKHEN-
e CUCTeMbl TYMOPAJbHOTO UMMYHUTETA OCYIIEeCTBJISA-
eTcs TpeMs MyTSMU: KJIACCUUECKUM, aJbTePHATUBHBIM
¥ JIeKTUHOBBIM [1]. B oTimyme oT KjaaccuuecKoro myTu,
KOTOPBIHM 3amycKaeTcs MPU B3aUMOIEWCTBUU aHTUTEHA
(AT') u anturena (AT), ampTepHaTUBHBIN He TpedyeT
maauuus AT, akTUBUPYsSCh BCJIEACTBUE CIIOHTAHHOTO
rugapoausa C3-KOMIOHEeHTa KOMILIeMeHTa Ha (parmex-
el C3b m C3a ¢ mocaemymomum cBssbiBanuem C3b ¢
HOBEPXHOCTBI0O MUKPOOHOW KJeTKu. [[aHHBIN IIpoliecc
samyckaer obpasoBanue C3 (C4b2b) u C5 kKomBepTas
(C4B2b3b), mo 1memouke (OPMUPYIOIINX MeMOpaHoaTa-
Kyroruit Kommiaeke (C5b—C9), mpuBonAinii B KOHEYHOM
WTOre K JIM3UCY KJIETOK. Peryampyercss HaHHBIN KacKal
peakIiuii Ha MOBePXHOCTU 9HIOTETUATbHBIX KJIETOK KOM-
miremenTapabiM pakTopom H (CFH), dakropom I (CFI) u
meMOpaHHBIM KodaKTopHbIM IpoTemHoMm (MCP/CD46),
IPEeOTBPAIAOIINMY YPEe3MEePHYI0 aKTUBAIIUI0 CUCTEMbI
KOMILIeMEeHTa U, KaK CJeJCTBUe, TOBPeKIeHe COOCTBEH-
HBIX KJeTOK [4].

B ocuoBe marorenesa al'VC neXuUT reHeTHuecKu
IeTepMUHUPOBaHHAS HEKOHTDPOJHpPYeMas CTUMYJIAIUS
aJbTePHATUBHOTO MYTH HA ITOBEPXHOCTU SHIOTEJIUAJb-

HBIX KJETOK, IPUBOAAINAS K IIOBPEKICHUIO SHIOTEM-
aJbHBIX KJIETOK MeMOPaHOATAKYIOIINMU KOMILIEKCAMMU.
PesysnbrarT sTOr0 — OOHAaKEeHHE CYO0IHAOTEIUATBHOTO
MaTpUKCca, 3allyCK IIpolecca MUKPOTPOMOOOOPa30BaHUS
u Bocmaserud [1, 2]. ¥V Gosee uem 60—70% malueHToB
BBIABJAIOTCA MyTanuu B reHax CFH (mya3sMeHHBIN TJIH-
KompoTenH, mHakTupupymomuii C3b-kommonent), CFI
(mnasMeHHas CepUHOBAs MPOTeas3a, MHAKTUBUPYIONIAS
C3b-kommnounent), MCP (IIUKOIPOTEnH ¢ KODaKTOPHOM
aKTUBHOCTHIO) 1 C3-KOMIIOHEHTa KOMILIeMeHTa, ¥ 3% —
mMyTanuu reHa Tpombomonyauua (THBD; 6Genok Ha
MMOBEPXHOCTU SHAOTENUANBHBIX KJETOK, 00JIaJaroIuii
AHTUKOMILIEMEHTAPHOM, TPOTUBOBOCIAIUTEILHOMN, aHTH-
KOaryJsaHTHOU akTuBHOCTAMHU) [5—8]. ¥V 10-12% namuen-
ToB onpenensorcea ayroAT k CFH gakropy 1mpu HopMaJib-
HOM (PYHKIUU pPeryaaTopHbIXx 6eakoB [9, 10]. Onucaubl
TakKe ciayuau pasButus al'YC BcieacTBue aHOMAaJIU
BHYTPUKJIETOYHOTO MeTabosn3ma Kobamamuua [11].
He6roty al'YC MOryT IIpeAIiiecCTBOBATh OCTPhIE PECITH-
paTopHble WJAM KuUIlleuHble WHMeKIuu. B jgureparype
onmucaubl ciaydam pasButud al'YC Ha ¢oHe >HTEepOBU-
pycHo#l wuHbeKIUU, BUpyca rpummna A, mapBoBupyca
B19, 9numreitna—Bapp 1 SARS-CoV-2 Bupycos [12-16].
CrnexTp KJauHUYeckux mposapaenuin al'VC moBoJIbHO
muporuit [17]. Umemusa mouexk Bceje[cTBHE TPoMOO3a
MOYEUHBIX KAaMUJJIAPOB, a TaKyKe HEeIOCPeACTBeHHOe
MOBPEXKJeHNEe BUCIEPATbHBIX SIUTEIHATbHBIX KJETOK
MeMOpaHOATAKYIONIMMY KOMILIEKCAMU IMPUBOAAT K pas-
BUTHUIO ocTporo nmoyeunoro nospeskaenusa (OILII), Take-
JIOM apTepuUaNbHOM THUIEPTEH3WUW; MOUYEBOH CHUHIDPOM
MOKEeT IPOSBJIATHCA OT M30JUPOBAHHON MPOTEMHYPUH,
remMaTypuu 10 moJHoro HedpoTuueckoro curapoma (HC)
[18—-20]. K skcTpapeHaIbHBIM IPOSBICHUAM OTHOCSATCS
nopaskenme I[HC (cymoporu, KOpTHKaJIbHAs CJeIoTa,
sHIedasmonaTs), AbIXaTeJIbHON (JI€roYyHOe KPOoBOTEUe-
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HIe), CepAeYHO-COCYAUCTOI (cepaeyunas HeJJoCTaTOUHOCTh
U KapIUOMHUOMATUS), KEeJYyIOUYHO-KUIIMEUHON CHUCTEM
(KuIreyHoe KpoBoTeueHme, naunkpearur) [19, 21, 22].

Kiaaccuueckoil sabopaTOpHOW TpUamoil, XapakTep-
ol mia al'YC, aBnsiorca KywmOc-meraTuBHas MUKPO-
aHTHoIaTUYecKas reMOJUTHUYEecKass aHeMUs, TPOMOOIH-
roneHus, OIIIl [23]. Aumemusa — cJieicTBue MexaHUUe-
CKOTO TOBPEXKAEHUS SPUTPOIUTOB B TPOMOMPOBAHHBIX
cocymax Meskoro kKanaubOpa [4]. I'emonms mpuBOAUT K
3HAUMMOMY CHUKEHHI0 reMOTIJIOOMHA, HapacTaHUIo JaK-
rargerugporesassl (JIII'), mosaBiaeHuio B Maske nepude-
PUYECKOU KPOBU IITU30IIUTOB — MOBPEIKIEHHBIX 9PUTPOIH-
ToB [1, 4]. TpombonuToneHus 00yCJIOBJIE€HA YCUJIEHHBIM
moTpebsieHreM TPOMOOITUTOB B Ipoilecce (DOPMUPOBAHUS
TpoM6OB. BaskHubIil aprymeHT B 110163y al'VC — rumoxkom-
miaemenTeMus: Mo C3-KOMIIOHEHTY KOMILIEeMEHTa, OAHAKO
HOPMAaJIbHBIN IT0OKa3aTe/b He UCKJIoUaeT nfuaruos [1, 4]. B
KIMHUYECKON IPaKTHUKe ANArHOCTUKA JAaHHOTO CUHIpOMA
ocTaeTcs CJIOMKHOM 3amaueii. OfHAKO Yy MAI[MEHTOB C OTPU-
1aTeJbHBIM TECTOM Ha IIMHUTa-TOKCUH IIPU IIOCeBe KaJja
win npu uccienoBanum metroxom IIIIP, ¢ HOpManbHBIM
ypoBHeM MeTajtonporernHasbl ADAMTS13 cienyer 3amo-
no3puth TeueHue al'yC 1 BBITTOJHUTDH MOJIEKYJIAPHO-TeHe-
TUYecKoe ucciaenosanue [17, 21].

Ha npors:keHum MHOTUX JIeT Tepanueil IIepBoii
JIMHUY Y TAIUeHTOB ¢ IpeAIoaaraeMbiM auaraodom al'yC
ocraBasiachk miaasmorepanus (IIT) [24]. OgHako KOHTpO-
JIUPYEMbBIX MCCJIeNOBaHUI He OBLIO, a JaHHbIE OCHOBBLIBA-
JUCh 6OJIbIIe HA dKCIIepTHOM MHeHuHu. I]eecoo6pasHoCcTs
mpoBeneHud mradmadepesa 00bACHAIACH C TOUKY 3PEHUSA
yIajleHus ILJIa3Mbl, COAep:KaIeil MyTUPOBaHHBIE OeJIKH,
ayToAT u/unu obecrneyeHnss HOPMAJILHO QYHKITMOHUPYIO-
UMY KOMIIOHeHTaMu KoMILieMeHTa. dpdexruBuocts [IT
C JOCTMI)KeHHeM YaCTHUUYHOHN MJIM IIOJHOUM reMaToJiorude-
CKOIl peMuccUu N3HAYAIBHO onucaHa y 6ojee 70% maru-
euToB. OgHako K 12-my mecaAny y 16% marmueHToB Ha0II0-
aJIoCh JOCTUKEHUEe TePMUHAIbHOM CTAUN XPOHUIECKOIT
moueuHo# HemoctaTounoctu (TXIIH), a ¥ 5-my romy —
y 48-60% pereii [8, 25]. Iloaxoabl K BeJEHUIO MAIAEH-
T0B ¢ al'VC cranu meuarscs ¢ 2014 r., mocJie IOABIeHUS
MHOTOYUCJIEHHBIX MyOJUKAINH 0 OBICTPOM AOCTUKEHUN
TXIIH BHe 3aBUCHMOCTH OT TOro, mpoBoauaach IIT uin
HeT, ¥ TAKUX YaCThIX OCJOKHEeHUAX mnasmadepesa u I1T,
KaK KaTeTep-aCCOIUMPOBAaHHBIE MHMEKIUU U TPOMOO3BI
[5, 22, 25, 26].

CraTtucruuecKkue JaHHbIe 3HAYUTEIHHO M3MEHUJINCH
C HAYaJoOM NPUMEHEHUS MNaTOTeHEeTHUYEeCKON aHTUKOM-
mjIeMeHTapHoH Tepanuu MoOHOKJOHanbHBIM AT (MAT)
aKyau3ymald, cBA3bIBalOIUM Oesok C5H KoMmIilaemeHTa,
OJOKUPYIONIMM TaKUM 00pa3oM IOCIEAYIONIYI0 aKTU-
BAIMI0 KOMILIEMEHT-0IIOCPEeOBAHHOTO JIM3UCA KJETOK.
CorsiacHO JaHHBIM JUTEPATYPHI, 9(GHEKTUBHOCTD IIpera-
paTa BBICOKAs C JOCTUKEHNEM reMaTOJOTUUeCKOl peMuc-
cuu u yayuiienueM GyHKIUU mouek y Oosee uem 80%
namueHToB [27-29]. B TeueHre mpeaIiecTBYOIIETO fecCs-
Tunetuss B Poccuu Obli paspaboTaH MepBhIi OmoaHaIor
OPUTUHAJBHOTO IIperapara 3JKyaumsymadba — Oausapus
(AO «'EHEPUYM>»). B 2019 r. 6uoaHaJorn4HbII IIpemna-
part dausapusi ObLT 3aperucTpupoBa B P mociie Heo6x0-
IUMBIX TOKJWHUYECKUX W KJINHUUECKUX KCCJIeTOBaHUIT
[IJIs TIOATBEPIKAEHNS €T0 COIOCTABUMOCTH PehepeHTHOMY
npenapaty [30—32]. Ilo pesyabTaTaM CpPaBHUTEIBLHBIX

ITOKJIWHUYECKUX MCCIENOBAHUN YCTAHOBJIEHA COIIOCTABM-
MOCTb IIpenapaToB dausapus u CoIUpPUC 1Mo TOKA3aTeIaAM
KauecTBa, (PUBUKO-XMMUUYECKUM U OmodapmarieBTuue-
CKUM CBOMcCTBaM. B Xole KIWMHWUYECKUX WMCCIEIOBAHUMA
I-IIT (pas ObLIM M3YUYEHBI IEPEHOCHUMOCTh, 0€30MAaCHOCTD,
bapMaKoOKMHETHUECKHE CBOIicTBa U 9(DHEKTUBHOCTD IIpe-
mapara Qan3apus, MOATBEPIKIEHBI ero TepameBTuYecKas
9KBUBAJEHTHOCTD ¢ pe)ePEeHTHBIM IIPEIapaToM, a TaKkKe
Xopolnas TMePeHOCUMOCTh W OJarONPUATHBIN TPOoGUIb
6esomnacuocTu [33—35]. Ha dhoHe mpuMeHeHUs mpemnapaTa
Inus3apusd B KJINHUYECKON MPaKTHUKe OBLIM IOJYUYeHBI
maHHbIe 0 ero 9 GEeKTUBHOCTHU U 6€30ITaCHOCTH Y Tal[AeH-
TOB pasiuuHoro Bospacra ¢ al'v¥C [36—38].

Hwuike mpeacTaBieHO KJAWHUYECKoe HabOI0leHUe,
IeMOHCTPUPYIOIIee OIMBIT YCIEIIHOTO MPUMEHEHUs POoc-
cuiicKkoro 6moaHaJora sKyanusymada y pebeHKa ¢ JuartHo-
3om al'YC.

Kaunuuweckoe na6nodenue

O nayuenme:

e Ha MOMEHT IIepBoii rociuTanusanuu — 10 mecsres,
JKeHCKUI 1oJI, pyccKas.

e BpEeMEHHOII Mepuoj MepBOro KOHTAaKTa C IallueH-
ToMm: (peBpass 2019 r.

® OCHOBHBIE JKaJI00BI: HA PEIUANBUPYIOIINAE STTU30IbI
nHGEKIINIT MOUeBBIX ITyTeil, MOBHIIIIEHNEe apTePHUaIbHOTO
nasiaenus (All), mosBieHue 6eIKa B MOUe.

AHamHes 60se3HU: HAOIIOMAIACh YPOJIOTOM C POIKIe-
HUSA B CBS3U C ABYCTOPOHHEIl Mre0osKTasueii. Binepssie B
BO3pacTe 7 MecsAIlleB BbIABIEeHA aHEMUS JIETKOI CTeIleHNU.

B BospacTe 8 mecsreB — anusoq (peOPUILHON JUXO-
PagKu, COIPOBOYKAAEMBI MOABIEHNEM MEIKOISITHUCTON
CBITIM HA TeJjie; IPOTenHypuu 1-3 r/JI, MUKPOTeMaTypPUun
(spuTponiuTsI 11 B 1m1.3p.), JeHKOUTYPHUH (JIEHKOIUTEI 35
B 11.3D), aHEMUHU cpeAHeil TsykecTu (remMmoraobus 89 r/i).
Tlonyuana aHTMO6AaKTepUANBHYIO TEPANMHUI0 MePUKCUMOM
B mo3e 8 mMr/Kr B Teuenue 10 gHeii, Ha aToM (hoHE JUXO-
pagka KymmpoBaJiach, ChIIIb IIPUOOpesa He APKO BBHIpa-
JKeHHBIH XapaKTep, IPOTenHypus cuusuaack 10 0,7 r/mac
nocaenyomuM Koiedbanuem ot 0,5 1o 0,9 /.

B Bospacre 9 MmecsmeB — BTOpOi ammu304 (HeGpUIIb-
HO¥ JMXOpaIgKMU, COIMPOBOKAAEMBINI HapacTaHWEM ChIIU
U TpoTenHypuu A0 HedPOTHUUECKOTO YPOBHA (IIPOTEMH-
ypus 3,3 r'/JI) IpU OTCYTCTBUU T'UIIONIPOTenHEMU N (00IITmit
6eJioK 56 /1), mepudepruiecKux 0TeKoB. PYHKIINA TOUEK
ocTaBajlach COXPAHHOUN (CBIBOPOTOUYHBIN KpPEATUHUH
26 mrmous /7). Ha 8-e cyTKU rocnurannsanum — yxyaie-
HUe COCTOSTHUSA, Pa3BUTUE CUMIITOMOKOMILIEKca Hedpo-
tuueckoro cuuapoma (HC) (mepudepuueckme oTeKH,
nporeunypusa 4,5 r/i, runoumporeunnemus 34,3 r/7a),
KymOc-HeraTuBHON aHeMHUM TsAMKeJON cTemeHu (remo-
riobun 58 r/xa, JIAT 767 Ex/n, KoHIleHTpalus OWIn-
pybuHa He oIeHeHa, TpombGomuTel 98x109/1), mpuco-
equHeHne aprepuaibuoii runeprersuu (Al 125/70 mm
pr. ct.). IIpoBoguIacs anTubaKTepruaabHasi, AUypeTude-
cKkas Tepamnus (GypoceMus B COUeTAHUY C BHYTPUBEHHBIM
BBeJleHHeM aJb0yMWHA), aHTUTUIIEPTeH3UBHASA Tepamus
(sHaManpui), TpaHCPy3UsA HSPUTPOLUTHON Macchbl, Ha
aToM (hoHe oTMeuasoch cHMKeHue aktuBHocTr HC (Kymu-
poBaHIe OTeKOB, HapacTaHue aJb0yMUHA KPOBU, YMEHb-
menue nporennypuu 1o 0,2—0,9 r/i), Hopmanusanusa ALl
(100/55 MM pr. cT.), HApacTaHUE BHAYEHUI IreMOTJI00MHA
(98-88 r/xa). Ilocae cTabMIM3aINN COCTOAHUS TMAI[MeHT-
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Tepanus 8 rene CFH

aHeMHs JIerKoii cTeneHH/cpeHei THKeCTH }
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Boccranoienue yHKIMM MOYeK

Pemuccus TMA

Puc. 1. [lunaMuKka KIMHUKO-Ia00PATOPHBIX TaHHBIX HA0JI0IaeMOro MalMeHTa.

Ka HallpaBJieHa Ha TOCIUTAJN3AINI0 B HE)POJIOTHUECKOe
otpenenne ®PTAY «HMMUIL 310poBbs geTeii».

IIpu moctymiaenuum (Bodpact 10 mecsies) (puc. 1)
ompeeNsaanuchk TpoTenHypus 1 r/J, MUKDPOTreMaTypus
(sputporniuTel 10 B 1.3p.), JEHKOIUTYPUA (JIEHKOIUTHI
5,3 B 1.3p.) OpU OTCYTCTBUU IIOJHOTO JaGOPATOPHOTO
cumnTomokomiiekca HC (ob6miuit 6eox 57 r/7a, anbby-
mMuH 43,6 /71, TOJIOCTHBIE OTEKY 110 faHHbIM ¥ 3/ opranos
OPIOIITHOM TOJIOCTH, MAJIOTO Tasa, CePAIA He BbIABIEHBI);
byHKIUA TOYEK He Hapylnajach (pacueTHas CKOPOCTh
KJay0oukoBoi hunbrparuu — pPCK® — no IlIBapiy 95 mu/
muH/1,73 M2, CLIBOPOTOUYHBII KpeaTHHUH 38 MKMOJIb/JI).
B kimHMUYECKOM aHa/M3e KPOBU COXPAHAIACH HOPMOIH-
TapHas aHeMHs cpegHell TsKectu (remorsioous 87 r/i,
MCV 76,8 ¢, tpomboriurer 305x109/1). 1A uckaode-
HUS BTOPUYHOTO T'eHe3a BBIMIEONMCAHHBIX JabopaTop-
HBIX U3MeHeHU# wuccienoBanbl ayToAT (aHTuHyKIEap-
uele AT, AT x asycunupansuoiit JHK, Sm-AT', ANCA) —
oTpHUIlaTeNbHBIN pesyabTaT. IIpoBesena HedpoOuom-
cusi, TI0 AAHHBIM KOTOPOM IPEANOoJoKeH Mopdoornye-
CKUIl ImarHos: «Iu(@ysHbIl Me3aHTUAJIbHBIA CKJIEPO3»
(puc. 2—4). YuurbiBasg pe3yabTaT OUOICUU ¥ PAHHUHA
nebror HC, mpoBemeHO MOJIEKYJIAPHO-TEHETHUECKOe
ucciaenopanue. C HedpOIPOTEKTUBHOM I€IbI0 TTPOJOJIKE-
Ha Tepamnus SHAJAIPUIOM.

Anamnes xusznu: pederok ot II 6epemeHHOCTH, IIPO-
TexaBIeit 6e3 ocnoxkueHuit (I 6epeMeHHOCTh — PeGEHOK
3nopoB). Poxawr ma 40-ii Hemese GepeMeHHOCTH, oIepa-
TuBHBIE. Macca Tesna mpu poxaerHuu 3600 r, qiuHa Tesa
52 cm. Onenka no mkaie APGAR 8/8 6anos.

Baxuyunanvusiit anamuesd: BIIK B poauisHOM mome.
BaknuHamms mpoBoguIach 10 8 MECAIeB M0 HAIlMOHANb-
HOMY KaJleHJapio TPUBUBOK.

HUnpopmayus o HaciedcmeeHHOUL OMAZOULHHOCTMU:!
HaCJIeJCTBEHHBIN aHaMHe3 He OTATOIIeH.

dusukranvHoe uccaedosarue HA MOMEHM NeP80zo
KOHMaKmMa: Ha MOMEHT TIOCTYILJIEHUS COCTOSAHIE PeOeHKa
cpenHel TAMKeCTH, CTa0UIbHOE, COSHAHME SCHOE, 0Uaro-
BOIl U MEHWHTeaJbHON CUMITOMATUKU HeT. [Ipu3HaKoB
TsaKecTn He ObLi1o. Macca Tena 9,8 kr, poct 76,5 cm.
dusuyeckoe pasBUTHE CpeaHee, rapMOHUYHOE (POCT U
macca Tesia — 50-if mepiieHTHIb). KaTapaabHble ABICHUSA

Puc. 2. PesyabpraTtsl HedpoOuomcun HaOGI0a€MOro Iay-
eHTa: KJIYyOOUYKU C HAPYIIEeHHOU CTPYKTYPOH 3a CUET COJIU-
mudUKaAnuY KaOWISPHBIX [IeTelb, PACUINPEHUs U CKJIEPO-
3a Me3aHTUs; IPOCBET KANWJUIAPHBIX II€TeJIb NPaKTUUYECKU
OTCYTCTBYET.

Oxpacka PAS, ys. 100.

Puc. 3. PesyasraTsl HedpoOuoncuu HabJIIOAa€MOr0 NaNMEeH-
Ta: KIy0OUeK ¢ Me3aHIMAIbHON M 9HIOKANWJIIAPHON TUIep-
KJIETOUHOCTHIO, CTEHKW KAlWJIJIAPHBIX IETeJb YTOJIIEeHE,
UMeIOTCs IBOMHbBIE KOHTYPHI.

Oxpacka PAS, ys. 200.

oTcyTcTBOBasu. KOKHBIEe TMOKPOBBI UMCTHIE OT CHIIH.
Ilepudepuyeckre oTeku oTcyTcTBoBasiu. TOHBI cepAalla
3BYYHBIE€, DPUTMUYHBIE, CUCTOINYECKUH IITyM Ha BEPXYIII-
ke, UCC 130 B munayTy. All Ha mpaBoii pyke 100/55 mm
pT. cT., Ha JeBoit pyke 100/55 mm pT. cT. Ileuens, ceme-
3eHKa He YBeJIUUeHbI.

IIpedsapumenvHulil nH(MAHTUIbHBIT
He(pPOTUUECKUI CUHIPOM, CTAUI YACTUYHON DEMUCCHUM.
T'emarypus. Mopdosoruueckuii nmaruosd: auddys3HbIA
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Puc. 4. PesyasraThl He(hpoOHOIICHE HaAOJIIOTAEMOro IIAIU-
eHTa: KJIYOOUKM C SBJIEHUAMH WIIEMUU, CIABIINECH KAallWJI-
JIIPHBIE IETIN OKPY’KEeHBI IOZOIUTAMY C I'HIEPXPOMHBIMI
SAApaMu, apTepus BHIIIAIUT HEU3MEHEeHHOM!.

Okpacka Tpuxpomom o Maccony, ys. 100.

Me3aHIMAJbHBIN CKJIeP0o3. XpOHUUECKasa 00JIe3Hb IIOUEK,
pCK® o IIsapmy 95 mur/mun/1,73 M2,

Jumarzos BpICTaBJIeH Ha OCHOBAHUY Bo3pacTa JebioTa,
KJINHUKO-J1abopaTopHoro cumnromoxomiiexca HC, nau-
HBIX MOP(OJOIrMYeCKOro UCCAeL0BaAHNS OMOITATA TOUKHU.

Junamura u ucxodvt (puc. 1): B reueHme MecAIa I0CIe
BBINKCKY MMAIMeHTa ObLI MOJyYeH Pe3yJIbTaT MOJEKYJIAP-
HO-TeHEeTHUUYECKOTr0 HUCCJIe[0OBAHNS, BbIABICHA reTePO3UTI0T-
Hasg MyTalUs ¢ HeM3BECTHON KJIMHUYECKON 3HAYMMOCTHIO
2.196697623G>T B rene CFH. B cBsA3u ¢ OTCYTCTBHEM
ybeauTeabHbIX JaHHBIX 0 TeueHuu al'yYC peKoMeHZ0BaHO
MPOAOJIKUTE He()POIIPOTEKTUBHYIO TePAIINIO.

B pmanpHeiIlleM IO MeECTY KHUTEJIbCTBA B TeUeHNE
5 mecsries sapurcupoBauo 3 sauusona OIIII ¢ mHTepBaioM
B 1 mecsar (mo pRIFLE: cragus I mo 1-my snusony — cbIBO-
POTOYHBIN KpeaTWHUH 73—88 MKMOJIb/JI, MoueBuHA 17
mmoub/ 1, pCK® no IlIBapny 42,5-85,6 ma/mun/1,73 M2,
cragusa F 1mo 2-my smms3ony — CBIBOPOTOUHBIN KpeaTu-
uuH 120 MKMoun/n, moueBura 20,7 mmons/i1, pPCK® mmo
IllBapny 24,6 ma/mun/1,73 m2; cragusa F mo 8-my snm-
30y — CBHIBOPOTOUHBIN KpeaTwHuH 137-118 MKMOIBL/I,
moueBuna 30,7 mmousn/n, pCK® mo IIapmy 30 mu/
Muu/1,73 M2; ¢ HmOCIeIyIOIIUM CHUMKEHHEeM ChbIBOPOTOU-
HOro KpeatwmHuHa Mexxkny sumsozamu OIIIl mo 56—36—
64 mrmoab/n, pCHK® mo Illeapmy 77,4-70-49 wma/
muH/1,73 M2), compoBoKZaeMbIX pasBuTHeM KymOc-
HEeTaTMBHON aHeMUU THAKEJION cTemeHu (reMorJio-
6un 61-62-74 r/m), TpombOomuTOomeHUU (TPOMOOI[UTHI
68—72-70x109/11), HapacTaHHeM IPOTEeMHYPUH A0 3 I/,
HOosIBJIeHMEeM 5KXHMMO30B Ha KOiKe IepeaHell OPIOITHOI
crenku, noBeimenueM Al mo 160-200/100 mm pr. cT.
ITo mociegHemy 5SmIu304y OTMeEUEHBI CHUMKEHHE KOH-
nearpanuu C3-kommoHeHTa Komiuiemenrta no 0,28 r/x
(mopma 0,49-1,09 r/n), mapacranue JIIT' no 605 EII/x.
IIpoBemeHa KOCTHO-MO3roBas MYHKIUA: OJACTHBIE KJIEeT-
Kku <2,8% . Hna uckaouenus tTunuuuoro I'YC uccieno-
BaH KaJI Ha IIUTra-TOKCUH — Pe3yJIbTaT OTPUIlATEeIbHBIM,
TPOMOOTUUYECKOH TPOMOOIMTOIEHNUYECKON HypPIypPbl —
ADAMS-13 (102,6% ) — mokasaTeJsb B mpefiejiax HOPMBI.

YuurhiBasg HaJIuuMe NHUEJ03KTa3UN 110 faHHbIM Y 3U
MOYEK W MEePUOJUUYECKN BO3HUKAIOIYIO JIEHKOIUTYPUIO
(mo 20—-25 yne#KOIUTOB B II.3pP.), IIPOBEJEeHA ITMCTOIpa-
(usi, BBIABJIEH ABYCTOPOHHHUI IIy3bIPHO-MOUYETOUHUKO-

BBIN pedIroKc 3—4-ii cTelleHU, 10 MECTY JKUTeJIbCTBA IIPO-
BeJleHa DHAOCKOINUYEeCKasd KOPPeKIus pedIoKca.

IIpuz moBTOpPHOI rocHUTAIM3AIUK B HedpPOJIOTHYe-
ckoe orgenenue PI'AY «HMUIL 3mopoBbs nereii» B
aBrycte 2019 r. Ha OCHOBAHUU PEIUAUBUPYIOIIUX SIIU30-
noB OIIII B coueranuu ¢ KymOc-meraTuBHON aHeMuein u
TPOMOOIMTOMEHNEHN AUArHO3 ObLI IIEPeCMOTPEH B II0JIb3Y
al'VC, B cBsA3U C UeM C IIeJIbI0 KYIIMPOBAHUS aKTUBHO-
ctu TMA u npegoTBpalieHusa peruIuBOB NHUIIMPOBAHA
cunenuduueckas oOrojornyeckas repanusa oaokaropom Ch
KOMIIOHEHTa KOMILIeMeHTa JsKyJaudymabom (damsapusd,
AO «'EHEPUYM>») o cxeme (MHAYKITUS: 2 BBEIEHUA TI0
300 Mr ¢ maHTepBasIoOM B 1 HeJ. C IOCJeAYIOIIM BBEIeH-
em 300 mr 1 pas B 3 Hex.). [lo Hauasa Tepanuu peGeHOK
BaKI[MHMPOBAH IMPOTUB MEHHUHTOKOKKOBOM M ITHEBMO-
KOKKOBOII MH(peKIuii. ¥ maTepu peGeHKa IIPOBEIEHO
MOJIEKYJIIPHO-TEHETUUYECKOe MCCJIeL0BaHNe, BBIABJIEHA
aHajornyHad myranus g£.196697623G>T B reue CFH.

Ha (one Tepamum oTMedasach IOJOMKUTEIb-
Hasg AWHAMHKA B OTHOIINEHUM IIOYEUYHOM HEJ0CTATOY-
HOCTH (CBIBOPOTOUHBINT KpeaTunuH 78—-87-50-41-
31 MKMOJIb/JI, moueBuua 23,8-31-16,6—6,1—
8,2 wmmouan/n, pCK® mno IIsapmy 43-87-74-91-
120 ma/mun/1,78 M2), KynupoBaHHe JIa0OPATOPHBIX
nmpusaakoB TMA (remorsobun 137-116-85-107-119-
128 r/a, rpombornuTer 225-128-249x109/x, JIAT 198-
256 En/n) u nporeunypuu. CoxpaHAeTcs HEIOCTOSIHHAS
Mukporemarypus (26,5-265/MK).

AJl crabunausupoBano B mpegenax 95/50 mm pr.
CT. B YCJIOBUAX MHOTOKOMIIOHEHTHOII aHTUTUIIEPTEH3UB-
HOU Tepanuu (dHasanpuia, AmiaomunuH, Kapseguios,
Nuapanamuy, [Jokcazosun, MUHOKCUIWIT).

3a nepuo HAOJIIOAeHUA B YCIOBUAX OMOJIOIMYECKON
Tepanuy 3aUKCUPOBAHO 5 BIIM30[0B KPATKOBPEMEHHO-
ro HapacTaHWs CHLIBOPOTOUHOrO KpeaTHMHHHA B coueTa-
HUU C aHEeMHeH JIerKoii/cpefHell TSAKeCTU, OJHOKPATHO
¢ TpoMOoIuTONneHNeH Ha (hpoHe (PeOPUIbHBIX MHMPEKI[MHi
MIPeUMYIIeCTBEHHO pecrupaTopHOro TpakTa (B (eBpasie
2020 r.: chIBOPOTOUYHBIN KpeaTuHUH 98 MKMOJIb/JI, T€MO-
rao6un 89 r/, rpomboruTe 82x109/1; B nexadpe 2020 r.:
CBIBOPOTOUHBIN KpeaTuHUH 52,3 MKMOJb/JI, TeMOTJIO0MH
90 r/x, tpomGomutel 190x109/1; B auBape 2021 r.:
CBIBOPOTOUHBIN KpeaTuHUH 50,2 MKMOJb/JI, TeMOTJIO0MH
89 /1, rpomboruTe: 190x109/71; B anpese 2021 r. Ha GoHe
IHEBMOHUU: CHIBOPOTOYHBIN KpeaTMHUH 97 MKMOJb/JI,
MoueBUHA 34 MMOJIb/JI, reMoryio6uH 80 T/J1, TPOMOGOITUTHI
140x109/1; B Hosi6pe 2021 r.: CHIBOPOTOUYHBLIN KpeaTu-
HuH 97 MKMOab/J, remorsiooma 81 r/s, TPOMOGOIIMTHI
196x109/1).

B xome Guosiornueckoil Tepanuu y pebeHKa aua-
rHOCTHPOBaHA BHEOOJbHUYHAS JIEBOCTOPOHHAS IIHEB-
MOHMUS, OCJIOMKHUBINASCS PAsBUTHEM CeIICKCa, CeNTHU-
YeCKOT0 III0KA, HEOKKJIIO3UPYIOI[ero TpoM003a mpaBoit
HapPYsKHOM ITOAB3IOIIHON BeHBI, TPOMOO3a IPAaBOM IOX-
KOJICHHON BeHBI M YACTHUUYHO TIJIyOOKUX BeH TIOJIeHU,
CeJIe3eHOUYHOI BeHbI; PeaKTUBHBINA aPTPUT; alllIeHUIUT,
neputoHuT. Ha poHe aHTUKOATYIAHTHOMN Tepaluy OTMe-
yajach IMOJOMKUTEIbHAS JUHAMUKA B BUJe PeKaHaIn3a-
U TPOMOOB.

IIpomosmxaercs cmemupruueckKass Tepanusd SKYIU3Y-
MaboM, B HACTOSINee BPEeMsi ChIBOPOTOUHBINA KpeaTHHUH
34 mxmonas/a, pCK® mo Illsapny 115 ma/mun/1,73 M2,



remorso6ur 100 r/a, Tpombommrel 282x109/m, JIOAT
250 Ex/n, Al 95-100/65 mm pr. cT.

Huaeno3 okoHuamenvHbLil

OCHOB8HOIlI: aTUNUYHBIA Te€MOJUTUKO-YPEMUUECKUN
cuHgpoM (rereposurorHas myrtanua g.196697623G>T
B rene CFH). Mopdosoruueckuii guaraos: aud@ysHbIA
Me3aHTUAJNBHBIA cKJepo3. CocTosgHMe IIocjie OCTPOTOo
noueunoro nopexaenus (mo pRIFLE: I cragua or 01.19 1.,
F cragusa or 03.19 r. u 05.19 r.). Xpouundeckasi 601e3Hb
nouex, pCK® no Isapuy 126 mu/mun/1,73 m2.

OcnodxcHenus: Ts)Keaasa peHaJNbHAsA aprepuajbHAd
runepreHsusa. PeMmogenupoBaHue MUOKapAa IO THUIEP-
TPpOPUUECKOMY THUITY.

Conymcmeyroujuil: Iy3bIPHO-MOUYEeTOYHUKOBBIH ped-
JIOKC 3—4-1i crenmenu ¢ AByX cropoH. CocTosHme Iocie
9HJOCKONIUYECKON KOPPEKIIUU NY3hIPHO-MOYETOUHUKO-
BOTO pedIroKkca.

IIpoznos

B orcyrerBre cnemuduueckoil 0MOJOrMYEeCKO Tepa-
muu quaraosd al'YC accorumpoBascs ¢ He0JIaronpusTHBIM
IPOTHO30M U IIPOTPECCUPYIOIIUM CHUKEeHUEM (OYHKIUU
MOYEeK A0 TePMHUHAJBHON CTAAWU IIOYEYHOH HeIZOoCTaTOY-
HOCTU WJIN JIETAJIBbHBIM HMCXOAOM K 5-My Trony oT nebroTa
6onesnu y 48—60% marnuenTos [24]. Haumenee 6saronpu-
ATHOE TeYeHUEe OTMEYaJIOCh y IAIlMeHTOB C MYyTarusaMu
B reHax CFH, uTo u ObLJIO BBIBJIEHO y HAIIIEro Hal[leH-
Ta [5]. CraTucTuuecKkue AaHHBIE UBMEHUJINCH C HAaYaJIOM
OpUMEHEeHUs aHTUKOMILIeMeHTapHoi Tepanuu. CorsacHo
UTOTaM KPYIHOTO MeTaaHamsa, nmposeaerHHoro B 2021 r.,
uepes 26 HeJ. OoT Hauasa Tepanuu sKyausymabom y 70%
MaIreHToB COKpAaIaeTcs MoTpeOHOCT B auanause, y 60%
Kynupyiorces jaboparopubie npusHaku TMA [26].

Hopmanusanmus CK® um KynupoBaHNE aKTUBHOCTU
TMA y mpeJcTaBIeHHOTO MaeHTa OTPAKAIOT 6JIaroIpu-
ATHBIN IIPOTHO3 B OTHOINEHUMN (PpYHKIUI mouexk. Tem He
MeHee BTOPUYHOE PeMO/IeINPOBaHMe MUOKap/ia 10 TUIep-
TPOPUUECKOMY THUIIy U Cepbe3Hble M0O0UYHBIE 3(PEKTHI
(uH(pEKIMOHHBIEe OCIOKHeHUsA) — (aKTOpPhl HebJarompu-
ATHOT'O OTHAJIEHHOTO MCXOa.

Oocy:xaenne

IIpuBenenHoe KIMHUYECKOe HAOIOJeHHEe Ioguep-
KuBaeT TpyaHoctu guarHoctuku al'yYC. JleGior GosesHu
y pebeHKa XapaKTepu30BaJiCAd Pa3BUTHEM IIOJHOTO Jiabo-
paropHoro cumnTomokomiiekca HC, amemuu 6e3 Hapy-
menusa GyHKIUU mouek. [Ipu mocTymiaenuu B HedPOJIo-
ruueckoe orpenenue PI'AY «HMMUIL 3gopoBba mereii»
y pebeHKa ompenessanach IPOTeUHYPUS IPU OTCYTCTBUHU
TUMONPOTENHEMUN ¥ TUMOAJLOYMUHEMHUU. Y UUTHIBAST
pauuuii Bospact mediora HC, Oblia mpoBemeHa AUArHO-
cTuuecKkas HedpoOwolcus, yCTaHOBJIEH Mopdoaoruue-
cKUM auarHod: Aud@y3HBLIN Me3aHTHaJbHBIN CKJIEpPO3
OpU OTCYTCTBUM SIBHBIX IpusHakoB TMA. BreigBienHas
KapTuHa y manueHToB ¢ mHMpanTmiabHbIM HC BecTpeua-
eTcs yallle Bcero npu myranusax B remax LAMB2, WT1
u PLCI1, B cBsA3U ¢ ueM U ObIJIO IPOBENEHO MOJIEKYJIAP-
HO-TeHeTHn4YecKoe ucciaenoBanue [39]. YcraHoBieHHas B
mocJeayoIeM rereposduroruas myramnus B reae CFH npu
OTCYTCTBUU SABHBIX JIaOOPATOPHBIX U MOPGOIOTUUECKUX
npusHakoB TMA He BbI3BaJjia 00€CIIOKOEHHOCTD B OTHOIIIE-
Huu BodamorxHoro al'VC, B cBsI3H ¢ UeM TaKTHUKA JaJbHel-
mieit tepanuu Oblia BbIOpaHa He(MPOIPOTEKTHUBHAS IO

OIUHAMHUYECKUM KOHTPOJIEM JIab0PaTOPHBIX MMOKas3aTese.
IMaHHAad KOHIIENIUA COTJIACYETCA C MEKIYHAPOAHO IPHU-
3HAHHBIMU PYKOBOJACTBAMHU IO BEJEHUIO AeTell ¢ Hace[-
cTBeHHBIMU Hedpomatuamu [39].

OmHako B TeueHHEe IOCIEAYIOIIUX 5 MecAleB II0
MECTy JKUTeJIbCTBA y IalleHTa ObLIO 3a(UKCHUPOBAHO 3
sntmsona OIIII B coueTanuu ¢ 1ab0paTOPHBIMU IIPU3HAKA-
mu TMA. Boliu ucKa0UeHbl CUCTEeMHASA KPacHasd BOJTYaH-
Ka, TpoMOOoTHUYeCcKas TPOMOOIIMTOIEeHNUecKas IypIypa,
OHKOJIOTUUECKUE ITPOIECChHI.

IIpu moBTOpPHOI rocmuTaIU3anuu B HedPOJOruye-
ckoe otnenenue « HMUILL 3qopoBba fereii» Ha OCHOBAHUU
penumauBupyoomnux snu3onos TMA (Kywmbc-HeraTuBHas
aHeMUs TsAKeJOW cTelleHUM C¢ BbIcOKuUM ypoBHeMm JIIT,
runokomiieMeHTeMusa 1Mo C3-KOMIIOHEHTY KOMILIeMeH-
Ta, TpomboruTonenus), OIIII, pe3yabTaTOB MOJEKYJIAD-
HO-TeHeTUUYECKOI'0 MCCIeJOBaHNUA (TeTepO3UTroTHAS MyTa-
musa g.196697623G>T B rere CFH y pebeHKa 1 y MaTepu)
auarHos Obla mepecmorpen B moab3y al'VC. C menbio
KyIupOBaHUA Jab0paTOPHOII aKTUBHOCTU 0OJIE3HU ObLIa
Hauara Ouosornueckasa tepanusd MAT — srynusymabom
(Onusapus).

ITaTorenermueckas Tepamus Oblaa WHUIIUUPOBaHA
JuIrb mocse 3-ro snusona OITII u HapacTanusa abopaTop-
woit aktuBHocT TMA. Ha doHe coxpaHsIoIeiica BbIpa-
JKeHHOU aKTUBHOCTH CHHAPOMA HAOJII0AaI0Ch MTPUCOETH-
HeHUe TsKeJoll aprepuanabHoii runeprensuu (All 1o
200/100 MM pT. CT.), OCIOKHUBINEHCA B IOCIEAYIOIIEeM
BTOPUYHBIM PEMOJIeJIMPOBaHEM MUOKAapPAa 10 TUIIEPTPO-
buueckomy Tumy. Ilo pesyabTaTaM PeTPOCIEKTHUBHOTO
aHaJM3a JaHHOUW UCTOPUHU 60JIE3HU MOYKHO CIeJIaTh BBIBOJ
00 yOyIIeHHOW BO3MOYKHOCTH 0oJjiee paHHEro Havaja
cuenuGuUUIeCKOol Tepanuu U IPeJOTBPAIleHNA YKa3aHHbIX
ocyiokHeHu. Yixe npu nepsom snusozne OIIII mweodxomu-
MO OBIJIO IPOBECTH PACIITUPEHHBIE NCCIEJOBAHNUA (C OI[eH-
Koit koumenrpanuu JIIT', C3-KoMIIoHeHTa KOMILJIeMeHTa,
HempAMoro 6uanpyonHa, Maska nepudepuueckoil KpoBU
Ha IIU30IUTHI), & OCHOBBLIBASCH HA JAHHBIX aHAMHE3a, —
mpeanooKuTh Ae6ior al'YC 1 MHHUIIUUPOBATEH TepPaInio
aKyau3ymabom. PanHee Hauamo cuenuduyecKoil Tepanuu
BO MHOTOM OITPeJIeJIeT UCXO0M 3a00IeBaHmA.

CoryiacHO MaHHBIM JIUTEPATYPHI, IPU OTCYTCTBUU
cuenuPUUECcKoll Tepanmuu B OCTPYIO CTaAui0 0O0Je3HU
y 25% mamueHTOB OTMeYaJsics JieTalabHBbIN mcxon [40].
Cpenu ocrainbHBIX 75% MaIMEHTOB IIOJOBMHA HYMKIa-
Jach B IJUTEJNbHOI 3aMeCTUTEJbHOHM IMMOUeUHOIl Tepa-
nuu (3IIT), mpu 9TOM B GOJNBITUHCTBE CAyUYaeB QYHKIIAA
mouek He BoccTaHaBiauBaJsiach [41]. C HavasoMm mpume-
Heuusa B 1990-x romax miaasmadgepesa u IIT smeranb-
HocTh pu al'VYC 3HauuTe bHO cHU3UIAaCh. OTHAKO TOCIe
IpeKpaleHns Tepanruu HaOJI0LaJnuCh BHICOKAA YacTOTa
penuausoB TMA, 6obIlIoe KOJIUYECTBO OCJIOKHEHUN U Y
6oJiee TIOJIOBUHBI MAITMEHTOB — MOCTHKEHUE TePMUHAJb-
Hoit craguu XITH B Teuenue 5 et [8, 24, 42].

C 2013-2014 rr. ¢ mosABJeHHEeM IIE€PBBIX pe3yJbTa-
TOB KJWHUYECKUX WCCJIEeJOBAHUI dKyausymaba y meTeit
HavaJiach HOBad spa B JieueHuu marueHTos ¢ al'yYC [30,
43, 44]. Ilo gauHBIM GOJIBITUHCTBA HAGIIOeHUIT, TTOJHOE
KynupoBaHUe JaGopaTopHbix mpusHakoB TMA ympaercs
moouteess y 50—85% marnmenTtoB ueped 8,6 (1-22) men.
oT Hauvajia Tepanuu, npekpatutsk 3IIT — y 57-82% [29,
30, 42].

TUKN
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Ilocsie Hauasa MATOTEHETHUUYECKOM TepPAUU dKYJIU3Y-
MaboM y Halllero marueHTa HabJII0gaJIoCh MOJHOe BOCCTa-
HoBJeHme GyHKIuU moueK. CorsiacHo pesyabTaTraMm Kpyi-
HOT'0 MeTaaHaJ/n3a, mpoegenroro B 2021 r., uepes 26 Hex.
OT WHUIUAIINU OMOoJornuYecKoil Teparnuu sasiaenusa TMA
C BOCCTAHOBJIEHHEM IMOUYEUHBIX (DYHKIUHA KYNUPYIOTCA Y
60% neteti. Ko 2-My rogy Tepanuu peMUCCHU COXPAHIETCS
cymmapuo v 65% mnaruenTtos [27]. OueBugHO, uTO J106ast
UHQEKIUA MOMKET CJIYKUTh [JOMOJHUTEJIbHBIM TPUT-
repHBIM (AKTOPOM IO IOAAEP KAHUI0 ITATOJOTHUYECKOTO
KacKaja aKTUBAIlMU CUCTEMbl KOMILJIEMEHTA, YTO OTUACTH
¥ HabJIofasioch y Hatrero mnanuenTta. Ha dome ¢dheOpuin-
HBIX MHQEeKIU# AbIXaTeJbHBIX MyTel 5 pas oTMedyalnch
KpaTKOBPeMeHHOe TPAaH3UTOPHOE HapacTaHue KOHIeHTPa-
I CHIBOPOTOUYHOI'O KPEaTUHUHA U YMEePeHHOe CHUKeHUe
reMorJIoOnHa W TPOMOGOIIUTOB, UTO MOJYKET CIYKUTh IPU-
3HAKOM YMePEHHO BhIPA’KeHHOT'0 reMOJIN3a.

OcJio:KHEeHUusA, BbIpasKeHHbIe B TOW WJIX UHOU (opMe,
OIMMCAHBI ¥ BCEX MAI[MEeHTOB, OJHAKO cepbes3Hble M060Y-
Hble a(derTsl omucanbl y 37% mereil, MOJYUAIOIIUX
aryausymab. K Hambosiee pacripocTpaHeHHBIM OTHOCSATCS
nuapes (23%), tuxopanka (21% ), ronoBusie 6011 (19%),
nHGEKIINY BePXHUX AbIXaTeJbHbIX myTeil (19% ), kaiieab
(17%), nadernuu moueBbix myTeit (10% ), MEHUHTOKOK-
koBas mHbpernud (2% ) [27]. Hecmorpsa Ha mocTukeHme
pemuccuu 60JIe3HU W BOCCTAHOBJIEHWE ITOUEUHBIX (DYHK-
nuit, y IpeACTaBJIEHHOTO IallMeHTa HaO0J/0JaIoCch pas-
BUTHUE TSAKEJbIX NHOEKIIMOHHBIX OCI0KHEeHUH (BHEOO0Ib-
HUYHAsS JIeBOCTOPOHHSAA ITHEBMOHUS, OCJIOKHUBIIIAA-
cs PasBUTHEM CeIlCHCa, CEeITHUYECKOTO IOKa, PeaKTHUB-
HBIH aPTPUT, AIIEeHANUIIUT, IEPUTOHUT), MHOYKECTBEHHBIX
TPoM0O030B, BOSHHUKIIINX, BEPOATHO, HA (DOHE TSAIKEIOTO
TeueHUs celcuca (IPU3HAKYU HEOKKJO3UPYIOIIEero ujieo-
(dbemopanbHOro TpoM0GO3a, TpoMOO3a IPABOM ITOAKOJIEH-
HO¥ BEeHBI U YACTUYHO I'IYOOKUX BEH I'OJIEHU, HAPYKHOMU
MMOAB3/OIITHON BeHBI, CEJe3eHOUYHON BeHbI), BTOPUUHOE
peMojenupoBaHUe MUOKAapAa B YCJOBUSAX IIUTEJIHHO
COXpaHAIIeCsa apTepruaabHOM TUIIePTeH3NU.

3akaoueHne

IIpencraBieHHOe KIMHUUYECKOe HAOIIOJeHNe TeMOH-
CTPUPYET CJIOKHOCTU AuddepeHInaIbHON JTUAaTHOCTUKY
Bpo:kIeHHBIX HedpomaTuii. [Toxg mackamu Tunnuaoro HC
MOTYT CKPBLIBAThCA pasjuuHble 3a0oseBaHusa. TunuuHas

KapTuHa IOJHOTO cuMmOToMokKomIiiekca HC, mamuuwme
MOPGOJIOTUUECKON KapTUHBI, COOTBETCTBYIOIIEN BPOIK-
IeHHBIM (popMaM JaHHOTO 3a00JieBaHU, KaK IPeIoJia-
rajioch, MpPeaoupeIeTuIn JUarHos.

IIpoGyieMbl paHHE! AUATHOCTUKH ¥ Hayajga COOT-
BeTcTBYIOIIero jeuenusd npu al'YC mo ceil JeHb ocTaroT-
csd aKTyaJbHBIMU. IIpOTHOCTHUYECKU HeOJIaronpUsTHBIE
WCXOJbI IPY JAHHOM CHHIpOMe (B TOM YUCJIe JIeTATbHBIN)
TpebyioT Gojiee TIIATEJBHOM OIEHKM KJIMHUKO-aHAMHe-
CTHUECKUX [MaHHBIX C PaHHell WHAYKIuel crernudude-
CKOII OMOJIOTMYECKOM Tepaluu, II03BOJIAIOIEH YCIIeIITHO
KOHTPOJINPOBATH TeueHue 3a60IeBaHMS.

Brxnad aémopog: éce agmopb. 8 paHOl cmeneHu 6Hecu
€801l 6K1A0 6 PYKONUCL, PACCMOMPENU ee OKOHYAMeLbHbLIL 8aPU-
aum u daau coznacue Ha NYOAUKAUUIO.

Dunancuposanue: 6ce a8mMopvlL 3aA6ULU 00 OMCYMCMEUL
@unancosoil noddepicku npu nodzomosre OAHHOU PYKONUCU.

Kongnauxm unmepecos: 6ce agmopvl 3aa6uLu 06 omcym-
CMEUU KOHKYPUDPYIOWUX UHMePecos.

IIpumewanue uzdamensn: OOO «Ileduampus» ocmaemcs
HellmpanbHblM 6 OMHOUEHUU 0PUCOUKYUOHHBLX NpemeH3Uull Ha
onybaIUKOBAHHbLE MAMEPUANbL U UHCTMUMYYUOHANLHBLX NPUHAO-
JLexcHocmell.
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