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TpaHcnNnaHTaUuAa ayTONOTrMYHbLIX TEMONO3THYCCKUX
CTBOJNIOBbIX KNETOK B NeYeHUH CUCTEMHONH CKNepoAepMHUM.
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Jughdhysnas koxcunasn gopma cucmemnoii ckaepodepmuu (CCI), omaunarouwasncss ocmpuim 0bICMPO NPoPeccupyouum meveHuem u msice-
JbIM NOPAdICEHUEM BHYMPEHHUX 0P2AHO8, UMeem HeOAaeonpusmHblil RPOCHO3, a NeYeHue IMo20 HepeoKo amanbHo2o eapuanma 60ie3Hu pas-
pabomano Hedocmamouro. IIpedcmaenen 0030p co8pemeHHbIX OAHHbIX 0 MemoouKe npogedeHus aymompanHCHAGHMAYUU 2eMON0IMUHECKUX
cmeonosvix kaemok (aymo-TICK), smanax mpancnaanmayuu u pexcumax konouyuonuposanus y ooavhoix CCI. Ipusedenvr xapaxmepu-
cmuku uccaedosanuii, nocesuenHvix aymo-TICK, evinoanennvix ¢ 2005 no 2016 e. Onucarvl Kpumepuu 6KAHUEHUS U UCKAOUYEHUSL, UCHOAb-
308AHHbIE 8 IMUX UCCACO0BAHUSAX, U CONOCMABAeHbL UX UCX00bl. OMOeabHO NPOAHANUUPOBAHDL PE3YAbIMAMbL MPexX PAHOOMUUDPOBAHHBIX KOH-
mpoaupyemolx uccredosanuii, kacarouguxcs aymo-TICK.

Tlonyuennvie dannvie noomeepacoarom, umo 6 Hacmosujee epems aymo-TICK bonee sghpexmuena, uem cmanoapmuas UMMYHOCYNPeCCUBHAs
mepanus. Aymo-TICK daem ayuwiue pe3yavmamot, Komopwle Mo2ym obecneuums 601ee baaeonpusmubiii 0oaeocpounslil npoenos npu CC/, ona
cnocobra npedynpexcoams yxXyouleHue 0pearHbiX NOPANCeHUL, YAYHUAMb KOJCHbLI cuem u ne2ounyio gyukuyuto. K naubonee nepcnexmusHoim
ons aymo-TICK moxcrho omuecmu nayuenmoe ¢ pannet, ouggysroii popmoii CCI 6bicmpo npoepeccupyroujeeo meuerus, ¢ paKkmopamu He-
01G2ONPUSMHO20 NPOCHO3A 6 Nepevle 4—5 nem 6oae3HU 00 pazeumusi GYHKUUOHANHOU HeOOCMAMOUHOCIU HCUSHEHHO BAICHBIX OP2AHOE.
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Diffuse cutaneous systemic sclerosis (SSc) characterized by an acute, rapidly progressive course and severe damage to the internal organs has
an unfavorable prognosis, while the treatment of this often fatal type of the disease has not been sufficiently developed. This paper reviews an
update on an autologous hematopoietic stem cell transplantation (auto- HSCT) procedure, transplantation stages, and conditioning modes in
patients with SSc. It presents the characteristics of auto- HSCT studies conducted in 2005 to 2016. The inclusion and exclusion criteria used in
these studies are described and their outcomes compared. The results of three randomized controlled trials concerning auto-HSCT are ana-
lyzed separately.

These findings confirm that auto-HSCT is currently more effective than standard immunosuppressive therapy. Auto-HSCT produces better
results that can provide a more favorable long-term prognosis of SSc, it can prevent worsening of organ damages and improve skin scores and
lung function. Patients with early diffuse SSc, a rapidly progressive course, and poor prognostic factors in the first 4—5 years of the disease
before the development of functional insufficiency of the vital organs can be considered most promising for auto- HSCT.
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[Tporpeccupyroninii CUCTEMHBIN CKJIEpO3, WU CUCTEMHast
cxkieponepmust (CCI, M34.0), — ayrouMMyHHOe 3a00JieBaHue
CO CJIOXKHBIM ITAaTOTeHEe30M, B OCHOBE KOTOPOTO JiesKaT UMMYH-
HBbIC HapyLIeHUs, MUKPOAHTHOMATHSI, U30BITOYHOE (PUOPO3U-
poBaHMe KOXU M BHyTpeHHUX opraHoB [1]. CCJl otnuuaercs
MOJUMOPGU3ZMOM KIMHUYECKUX MPOSIBAICHUI U BAPUAHTOB Te-
YeHUsI, UMEIOIIMX pa3inyHble UcXoabl. OCHOBHBIM MaTodu-
3uosiorndyeckum mpoueccoM rpu CCJI siBasieTcss aKTUBaLMS
SHIOTEUAIBHBIX 1 UMMYHHBIX KJIETOK, TIPUBOJISINAST K TIPO-
nudepanyu GudpoOJacTOB ¢ M3OBITOYHON MPOAYKUMEN BHE-
KJIeTOUHOTO MaTpukca [2]. HecMoTps Ha onpenesieHHbIE ycrie-
X1 B jieueHun, cmeptHocTh nipu CCJI ocTaercst Hanbosee Bbl-
COKOIi Cpen BceX CUCTEMHbBIX 3a00J1eBaHUI COeAMHUTETbHOMI
TKaHM, a CPEIHSISI TIPOAOKUTEIbHOCTD XKU3HM MMOCTIe Havasa
0osiezHu cocrasiseT 11 set [3]. Beibop npenaparos s jJeve-
HUSI MHTEPCTUIIMATBHOTO MmopaxkeHus jJerkux (UI1JI), accoum-
upoBaHHoro ¢ CCJl, B HacTosiIiee BpeMsl OYeHb OrpaHUYEH
[4]. Auddy3Has KoxHas ¢popMa, OTIUYAIOLIASICS OCTPBIM Obl-
CTPO MPOTPECCUPYIOIIUM TEUEHUEM U TSIXKEJIbIM MOpaKeHUEeM
BHYTPEHHUX OPTaHOB, MMeeT HeOJaronpusITHBIA MPOTHO3, a
JIedeHue 3TOTO Hepeako (aTaJbHOTO BapuaHTa 00JIE3HU pas-
paboTaHo HEAOCTATOYHO [35].

TpaHcIiaHTaLMST ayTOJIOTMYHBIX TEMOIIO3TUYECKMX CTBO-
JoBbIX KieTok (ayTo-TI'CK) oTHOocuTCS K MOTEHIIMAIbHO 3¢-
(EeKTUBHBIM METOJaM JieUeHUs pedpakTepHBIX ayTOUMMYHHBIX
3abosieBaHuii, Bkiaodast CCJl. Mexanusm aerictBus ayro-TTCK
npu CCJI He 1o KoH11a u3yyeH. [Tonaratot, 4To B OCHOBE ee 3¢-
deKTa JeKUT ToJaBlIcHNe abeppaHTHBIX ayTOMMMYHHBIX KJIe-
TOK C ITOCJIEIYIOIIMM BOCCTAHOBJICHEM HOPMaIbHOI (DYHKIIMK
MMMYHHO# cucteMbl [6]. B yactHocTH, mocie ayro-TT'CK mpo-
MCXOAUT YBEJIMYEHUE Yncia HauBHbIX B-kieTok u B-perynsatop-
HBIX KJIETOK, CHIDKEHUE KOJIMIecTBa B-KJIETOK maMsITh 1 ITOBbI-
meHne ypoBHs WHTepieiikuHa 10. DT U3MEHEeHMsI OTpaXkaloT
MO3UTUBHBIC CIBUTM B MMMYHOPETYISITOPHBIX MeXaHM3Max,
npeanojaras BO3MOXHOCTb BOCCTAHOBJICHUSI TOJEPAHTHOCTH,
KJIMHUYECKOTO YIYUILIEHUS WIM JaXe PeMUCCUHN 3a00JIeBaHUsI.

Hauunas ¢ 1997 . ony6arkoBaHo okoJjio 300 paboT, mocssi-
IIEHHBIX JaHHO TTpoGJieMe, B TOM YKCIe pe3yJIbTaThl pAHIOMHU-
3UPOBaHHBIX KOHTposupyeMbix uccienoBanuii (PKHM), Ha oc-
HOBaHUM KOTOPBIX 3TOT METO/ HETaBHO OBLIT BKIIIOUEH B KITMHH -
yeckue pekomeHmammu ACR/EULAR (American College of
Rheumatology / European League Against Rheumatism) o se-
yenuto CCJI [7]. HecmoTpst Ha cyllieCTBEHHbIE YCIIEXU TIPU UC-

Taomua 1. Cxema npouenypsi ayro-TI'CK [9]
Table 1. A scheme for the auto-HSCT procedure [9]

Oran Conepxanne 3Tana

Mobunu3zanus

Coop CKK

IREVIEWS

nosnb3oBaHuu ayto-TI'CK, ocraercs psii HepellleHHbIX HayYHbIX
U TIPaKTUYECKUX BOIMPOCOB, TPeOYIOMX u3ydeHus [8]:

1. HyxHo 11 Ha3Havatb ayto-TT'CK Kak Tepanuio rnepBoi
JIMHUHA y TTIAIIMEHTOB BHICOKOTO PUCKA WM JIY9IIIe 3ape3epBUPO-
BaTh 3TOT METOJ Ha ciydail Hea(h(HEeKTUBHOCTU PYTUHHOMN MM-
MYHOCYIIPECCHHM, BKJIFOUasi BHYyTpMBEHHOE (B/B) BBEIEHME 1IMK-
nopochamuna (LIP). U ecnu paccmarpusaTh ayto-TT'CK Kak
JIedeHre BTOPO JIMHUM, TO Ha OCHOBAHUU KaKUX KPUTEPUEB
clleflyeT aKTUBU3MPOBATh TEPAIUI0 UMMYHOCYIIPECCOpaMU U
nepexoauTh K ayro-TICK?

2. Kak onTMmusupoBaTh OTOOp MAIMEHTOB UISI ayTO-
TI'CK, 4To0bI BKJIIOUATh T€X, KTO UMEET O0JIbILINE IIAHChI Ha XO-
pOILIMiA OTBET, U UCKJIIOYATh T€X, Y KOrOo Majo TaKMX ILAHCOB?
Heob6xonumsl 6osee crienrduryHbIe U BaTUAMPOBAHHbBIE KPUTE-
puur 0TGOpa TS STOU Tepari.

3. EcTb M «OKHO BO3MOXHOCTEI» IS TIepe3arpy3Ku UM-
MYHHOI CUCTEMBI?

4. Kak moTeHLMalbHO COOTBETCTBYIOIIUM KPUTEPUSIM OTOO-
pa nmauMeHTaM MOXHO B Te4eHHe KOPOTKOTO BPEMEHH MPOBECTU
ayto-TT'CK? B Hacrosiiee Bpems ayto-TI'CK ocyiiiectsisiercs
JIVTITH B HEOOIBIIIOM YHCJIE OTMTBITHBIX IIEHTPOB, M MEXaHU3M Map-
MIPYTU3ALIMU TTAlIMEHTOB B OOJIBIIMHCTBE CTpaH He pa3paboTaH.

Texnoaorus ayro-TT'CK

CeroiHs1 HaKOIIEH OOJIBILION OIBIT MPOBEAECHUSI BHICOKO-
JI03HOM xumuoTepanuu ¢ nocienytoiieit ayro-TI'CK. Tlpu ay-
To-TI'CK ucmonb3yloT CTBOJIOBBIE KPOBETBOPHBIE KIIETKU
(CKK) ¢ menpto mepe3arpy3ku, WIM «pPelporpaMMUPOBAHUS»,
MMMYHHO# cucTeMbl. J1Jisg 3TOro cHavasia MpruMeHSTIOT O0JIbIIre
JI03bl IUTOCTAaTUKOB WJIM MPOBOJSAT OOLIEe PEHTTEHOBCKOE 00-
JIydeHME, YTO BbI3bIBAET I'MIIOIUIA3MI0 WIM aIlla3uio HOpMallb-
HOTO TeMOII033a U KJIETOK UMMYHHOU CHCTeMBbI. 3aTeM BBOJIST
3apaHee 3aroroBljieHHbIe coocTBeHHbIe CKK, obecnieunBaroniye
BOCCTAHOBJICHME KPOBETBOPEHMSI M KJIETOK MMMYHHOI CHCTe-
Mmbl. [Ipouenypa TpaHCIIaHTalIMM BKJIO4YaeT Tpu srtama. [lep-
Bl oTan saBiasiercs ¢azoit moodmmszanuu CKK u3 kocTHOro
Mo3ra B nepudepuyeckyro KpoBb IyTeM MpaliMUpOBaHUSI C T0-
cleaylomuM cOOpoM MOOMJIM30BAHHBIX CTBOJIOBBIX KJIETOK.
Bropoii aTanm — KOHIUIIMOHUPOBAHUE U TPETUI — BBEICHUE BbI-
neneHHbIX paHee ayrosorndHbix CKK (CD34+). Ipouecc mpo-
BeneHust ayto-TI'CK mpencrasieH B Ta0. 1.

ITpoTOoKOBI MOOMIM3ALIMY CTBOJIOBBIX KJIETOK BKJIIOUAIOT B
cebst ucnonb3oBanue 1D (2—4 r/M?) B KOMOMHALIMK C TPaHYJI0-

Mob6ummzammst CD34-remonostnueckux CKK u3 mepudepudeckoit kposu ¢ momomnibio Ld u I'-KCD

COop 1 KpropesepBalius CTBOJOBBIX KJIETOK ¢ moMolibio Jeiikodepe3a. CKK xpansiTcs 1o tex mop,

TOKa MAIMEHT He OyIeT TOTOB Ul peMH(Y31K

PexxuM KOHIULIMOHUPOBAHUS

TMaueHThl POXOAST PEXUM KOHIAULIMOHUPOBAHUS (XI/IMI/IOTepaHI/IH WK XUMUO- U pa,E[I/IOTe]I)aHI/IH), KOTOPBIA

MPUBOAMT K YACTUUHOMY (HEMUET0A0JATUBHbBIN PEKUM) WIK MOJTHOMY (MUEI0a0IaTUBHBIN PEXUM)

MOIaBJIE HUIO KJIETOK KOCTHOT'O MO3ra

Beeaenue CKK

®daza naHUNUTONECHUN

TTonyuennbie CKK BBomsiTCSI 0OpaTHO MAlIMEHTY

TManueHThl ¢ MaHUMUTONEHUEN TPEOYIOT 0COOOT0 yX0/a B MEPUO BOCCTAHOBIEHUS (DYHKIIMU KOCTHOTO MO3Ta,

KOTOPBI 3aHUMAET OKOJIO 2 HeJl Iocie peuHby3un

®daza BOCCTAHOBJICHUST

[Manuuronenust paspenraercsi IpUMepHO Ha 14-ii 1eHb, HO MOJHOE BOCCTAHOBJIEHNE UMMYHHOW CUCTEMBI

MIPOMCXOUT B TeYEHUE HECKOILKUX MECSLEB
_____________________________________________________________________________________________________________________|
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Ta6muua 2. XapakrepucTuka uccjenoBanuii, nocssimenHbix ayro-TT'CK npu CCJL

Table 2. Characteristics of auto-HSCT studies in SSc

ABTOpBI, TM3QiH
HCCJIEIOBAHNS

Ilentpsi,
YHCJIO NANNEHTOB

28 nentpoB B EBporie u 1 B Kanane,
n=156 (79/77)*

J.M. van Laar u coasr.,
2014 [20], PKU ASTIS

R.K. Burt 1 coaBr.,
2011 [21], PKW ASSIST

OpnHoueHTposoe, CIIIA, n=19 (10/9)*

J.C. Henes u coaBr., OpHoleHTpoBoe, [epManust, n=6
2014 [23],

PETPOCTIEKTUBHOE

R.K. Burt u coasr., MynbrunientpoBoe, CIIIA, bpaswms,
2013 [24], n=90

PETPOCTIEKTUBHOE
J.C. Henes u coaBT., OnHoteHTpoBOE, [epmanust, n=26
2012 [25],
PETPOCTIEKTUBHOE
D. Farge u coasr., 172 uenrpa B EBporte, n=175
2010 [22],

PETPOCTIEKTUBHOE

M.C. Vonk u coasr.,
2008 [26],
PETPOCIIEKTUBHOE
R.A. Nash u coasr., S nenrpos B CIIIA, n=34
2007 [27],
PETPOCIIEKTUBHOE
Y. Oyama u coasT., Onnoterrposoe, CIIA, n=10
2007 [28],

PETPOCIIEKTUBHOE

*Ayto-TI'CK/KOHTpOIbHAS TpyMIa.
* Auto-HSCT /control group.

MynbrutieHTpoBoe, Jdanust, @panims, n=26

Ilepnon npoBeaeHust Pexum

HCCIIeIOBAHNS M [UTHTEJIbHOCTD KOHHIIMOHUPOBAHMUS

TPOCTIEKTHBHOTO HAOJIIOIEHHSI

Mapt 2001 . — OKTAOPH HemuenoabmaTuBHbBI

2009 ., 7 net

SuBappb 2006 . — HOSIOPD HemuenoabaaTuBHbII

2009 ., 5 ner

Jekabpp 2008 . — maii 2012 1., HemuenoabaaTuBHBII

1 rox

Hos6pp 2001 . — mions 2011 T, HemuenoabaaTuBHbII

5 ner

Hos6pb 1997 . — okTa6ps 2009 1., HemuenoabaaTMBHBII

3 roma

C 1996 mo 2007 t., 5 et MuenoaGaTUBHBIN,
HeMuen0adaTUBHBII

Maprt 1998 . — maii 2004 r., 7 ner HemuenoabaaTuBHBII

Wionb 1997 . — mapr 2005 1, 8 et MuesoabiaTuBHbBIN

3 roma HemuenoabnaTuBHbIIN

LUTApHBIM KoJIOHUecTUMYIupyoomuM ¢dakropom (I-KCD).
MoounuzoBannusle CKK 3aTteM coOuparoT ¢ TOMOIIBIO JIEHKO-
depesa ¢ otoopoM unu 6e3 otoopa CD34+ nepen kpuopesepna-
uueit. [lepen TpaHcIIaHTalME! MAllMEHT MPOXOAUT OJUH U3 pe-
KUMOB KOHAMIIMOHUPOBaHMs. B Hacrosiiiee BpeMst UCTTONb3Y-
[OT JIBa peXrMa KOHAMIIMOHUPOBAHMS: HEMUET0a0JaTUBHBIN 1
MMe0a0IaTUBHBIN.

PexkuMbl KOHIMIMOHUPOBAHMUS

Llenplo HeMMEn0abJATUBHOIO peXuMa SIBJISIETCS MaKCU-
MaJIbHOE TOJaBJIeHUEe MMMYHHOI cucteMbl 0e3 pas3pylleHus
kommaptMeHTa (geno) CKK. Tak kak KOCTHBII MO3T MOAaBjIeH
He TOJTHOCTBIO, TIPOBOAMMOE JIedeHUe B TaHHOM pexxuMe Oosee
0e30macHO ¥, COOTBETCTBEHHO, BOCCTAaHOBJIEHHME TMAIlMEHTOB
MPOUCXOAUT ObIcTpee. MuenoabdaaTUBHbBIN pexkUM — 0oJiee Ts-
Kesbli BapuaHT jiedeHust. CyTb MUesioabnalu 3aKioyaeTcs B
MOJHOM OOJIyYEHUU Tesla /WU XMMUOTEPauy B 103aX, KOTO-
pble HCKJIIOYAIOT CaMOCTOSITEJIbHOE BOCCTAHOBJIEHUE KJIETOK
KpoBeTBOpeHus. JJaHHBII pexkuM pa3paboTaH WIS TPaKTUIECKU
TIOTHOTO TIOJABJIEHUSI KaK ayTOPEaKTUBHBIX TUMMOLIUTOB, TaK U
KOCTHOTO MO3ra. DTHU PEeXUMBbI CXOXU MEXIy CO00il TeM, 4TO
MOAABJSIIOT TUMMOLUTHI, UTPAIOLIUE KIIOYEBYIO POJIb B pa3BU-
TUM ayTOMMMYHHOTO 3ab6oseBaHMsl. OMHAKO TeKyllue NaHHbIe
MOJIEPXKUBAIOT KOHLEIMIIMIO, YTO PEXUM HeMUET0a0IaTUBHOMI
ayTo-TI'CK obGecrmieunBaet 0osiee BHICOKMI YPOBEHb BbIKHUBAC-

Cospemennas peemamonoeus. 2020;14(4):91-97

MOCTH M JIy4Illle TIEPEHOCUTCS TAlMEHTAMM I10 CPaBHECHUIO
¢ MuenoabiaTuBHBIM pexxumoM [10]. Takske XOpoIllo U3BeCTHO,
YTO MpPU IeMaTOJIOTMYECKUX 3a00sieBaHUsIX Ha (hOHE IOJHOIO
00JlydeHHUsT TeJla pa3BUBAIMCh BTOPUYHBbIE MUEJIOAUCILIAZMM,
OCTPbIiA MUETOUAHBIN JIEUKO3 1 COJUIHBIE OMYyXOJU, MPUYEM
Jlaxke yepe3 MHOro JieT nocie jedeHust [11, 12]. OnHako nmero-
[IMecs JaHHbIC HEe TIO3BOJISIOT OMHO3HAYHO OTIPEICINTh, KaKOU
W3 BTUX JIBYX PEXMMOB JIy4Ille, TTO3TOMY HYXXHbBI HaJbHEHIINE
HCClIeIOBAHUSI.

B HacTosiniee BpeMmsl CyIIECTBYET HECKOJIbBKO HCCeIoBa-
HUI, KOTOpbIE aHAJTM3UPYIOT OCOOEHHOCTU W UCXObl PEKMMOB
moowmuzauuu CKK y naiyeHToB ¢ ayTOMMMYHHBIMU 3a00J1eBa-
Husimu, B ToM uucie ¢ CCJ/. Tak, MCIOJB30BaHHE TOJIBKO
I-KC® yacTo acconmmpoBaioch ¢ 000CTpeHUEM OCHOBHOTO 3a-
OoJsieBaHUsI, B TO Bpemsl Kak kKoMmOumHaums ¢ LI mossosuia
YMEHBIIUTb HE TOJBKO YaCTOTY 000CTPEHUIT OCHOBHOTO 3a00J1e-
BaHUs BO BPeMs TpaHCILJIAHTALIMU, HO U KOJIMYECTBO ayTOpeak-
TuBHBIX T-1MMdoLnTOB B TpaHcianTtare [13—16].

Pe3syabraThl KIMHMYECKUX MCCIIEI0BAHMIA
Ayto-TI'CK npumensiercst mis nedenusi CCJ ¢ Hebaro-
MPUSTHBIM MIPOTHO30M, HauuHasl ¢ cepearHbl 90-x ronoB XX B.
OcCHOBaHUEM JIJIs1 9TOTO MOCIYKUIU Pe3yJbTaThl KIMHUYECKUX
U 3KcnepuMeHTalIbHbIX uccienoanuii ayro-TI'CK npu Heko-
TOPBIX ayTOMMMYHHBIX 3a0osieBaHusax [17, 18]. B Poccuu oo
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Ta6muua 3. Kputepun BKII0oYeHHs U UCKII0YeHUs 1ia uccienosanuii no ayro-TI'CK npu CC/L
Table 3. Inclusion and exclusion criteria for auto-HSCT studies in SSc

ABTOpBI

J.M. van Laar u coasr.,

2014 [20]

R.K. Burt u coaBr.,
2011 [21]

J.C. Henes u coaBr.,
2014 [23]

R.K. Burt u coaBr.,
2013 [24]

J.C. Henes u coaBr.,
2012 [25]

D. Farge u coasr.,
2010 [22]

M.C. Vonk u coasr.,
2008 [26]

R.A. Nash u coasr.,
2007 [27]

Y. Oyama u coasr.,
2007 [28]

Kpurepun BKmoyenns

Bospacr 18—65 ner; nuddysnas hopma CCII,
KC >15; pnutenbHOCTh 3a00s1eBaHms <4 JIeT; MpU3Ha-
KU 3a00JI€BaHUS CEPLA, JETKUAX U MIOYEK

Bospact <60 net, nuddysnas CCI, KC >14, mopaxe-
HUE BHYTPEHHUX opraHos*, nmauueHToB ¢ KC <14
BKJTIOYAJIM B UCCIIEIOBAHKE MPY HAJTMUYUK COIYTCTBY-
IOLEH JIETOYHOM MAaTOJIOTUU

TMocnenoBarenbHO nmoctynupiuue nauueHTsl ¢ CCI ¢
MPEIIIECTBYIOLINM ITOPaXKeHUEM CepLa

Hduddysnas CCA, KC >15 u nopaxeHne BHYTPEHHUX
orpaHoB**, manueHToB ¢ KC <14 BKJtouaiu B uccje-
JIOBaHUE MPU HAIMYMU COIMYTCTBYIOIIEH JIETOUHOM ma-
TOJIOTHU

Headbdexkruprocts LID mmm OBICTPO MpOrpeccupyro-
mee TeueHue auddysHoit hopmbl CCJI ¢ mpeaukTopa-
MH TUTOXOTO ITPOTHO3a*

Bce mocnenoBaTeIbHO TIOCTYMMBINME TAIIMEHTHI C ay-
TOMMMYHHBIM CHCTEMHBIM 3a00JI€BAHHEM, BKIIIOUYEH-
Heie B peructp EBMT mwist ayro-TI'CK

Bospact <66 siet, 6bICTPO Iporpeccupyoliee TeYeHne
3a0osieBaHus (IUTEeabHOCTD 2 roaa, KC >20, COD

25 mm/9 u/wmm Hb <11 r/mn B paMKax akTHBHOCTH
CCJ1) wiu AIUTENIbHOCTh 3a00JIeBaHusT >2 JIeT + Hapa-
cranue KC (>20%) + BoBieYeHe BHYTPEHHUX Opra-
HoB B pamkax CCJI

Bospact <65 set, mmtenbHOCTS < 4 Jiet, quddysHast
CCI, KC >16, Tsxenoe mopaxeHue BHYTPEHHUX Op-
raHoB. [IporpeccupoBanue UITJI (camkenne ®2KEJT
wi [ICJT >15% 3a mporeniive 6 Mec) ¢ KOXHBIMU
MPOSIBICHUSIMU

HOuddysnas CCA, KC >14 u nopaxeHne BHYTPEHHUX
OpraHoOB

Kpurepun uckmoyenus

TepMuHaTbHAS CTaAKsI TOPAXKEHUST BHYTPEHHUX OPTaHOB,
TsKesas JerouyHas rurneprensus (CIJIA nmo nanHeiM Oxo KT
>50 MM PT. CT), TSIKeJIbIe KOMOPOMIHBIE 3a00JIeBaHMSI, TIPS/~
mectByloniee JedyeHue 1P (>5 r B/B i >2 MIr/KT Macchl Tejla
per 0s B Te4eHUE 3 Mec)

IpenmectByromee geuenne LID >6 r /B, 2KEJI <45% momxk-
Hout, ®BJIXK <40%, mmrtenbHOCTD 3a00JIeBaHMsl >4 JIeT, TTOJI0-
JKUTEIbHBIN TecT Ha TeratuT C wiu B, moueuHas HemocTaTou-
HOCTb (YPOBEHb KpeaTUHUHA > 177 MMOJIb/1T), 6€peMEHHOCTb,
CIJIA o nanHbiM DXoKT >40 mm pt. cT. uam CIAJIA o naH-
HBIM KaTeTepu3alnu >25 MM PT. CT.

He yka3zaHo
Bospact >55 net win miMtebHOCTD 3a0oneBanus >4 yet, KEJT

<45%, ®BJIXK <40%, nmu CIJIA o manHbM DX0 KT
>42 MM PT. CT., WU MOJOXUTEIbHBIC TeCThl Ha reratut C win B

Wnnexe Kaprnosckoro <70%*, JIAT ¢ CIJIA >50 MM pT. cT.
u JICJI <40%

He ykazaHo

Apurmust, PBJIXK <50% wmu CIJIA >50 mm pr. ct., ACJT
<45% nomxuoir, CK® <20 mia/mMuH. TpoMOOLIUTHI

<80 ThIC./MM’, remopparnueckuii uuctut. BUY wim T-nmumdo-
TPOITHBIN BUPYC YesioBeKa I, OHKoMornueckue 3a001eBaHusl,
0GepeMEeHHOCTb, CTEHTUPOBAHUE CEPJIIia M COCYIOB

He ykazano

XKEJI <45%, ®BJIXK <40% nmu CIAJIA >45 MM pT. CT.

ITpumeuanune. KC — moauduimpoBaHHbIii KOXXHbIN cueT o Rodnan; CIIJIA — cpeaHee CUCTOIMUECKOM AaBlieHUE B JIerouHoit aptepun; DxoKI —
axokapauorpabust; 2KEJI — xxuzHenHast emkocTb JieTkux; @BJI2K — dpakiust BeiOpoca ieBoro xenynouka; JIAT — jierouHast aptrepuaibHasi TUTIED-
tensust; ACJ1 — nuddysnonnas cocodHoctsh terkux; @XKEJ — dopcrupoBaHHast XusHeHHast eMKocTh Jterkux; EBMT — European Society for
Blood and Marrow Transplantation; * — Bkiriouaet crenytoriue rmapamerpbl: @BJ] — byHKIIMS BHEIIHETO IbixaHusl, mokasareb JJCJ1 <80% win
cHamkenrie ®XKEJI Ha >10% 3a rox, ¢pUOPO3 JETKUX WIKM MTPU3HAK «MaTOBOE CTEKJIO» IO JaHHBIM KOMITbIOTEPHOI TOMOrpaduu BHICOKOTO paspelie-
Hust (KTBP), uamenenust mo nanHbeiM aekrpokapaunorpaduu (DKI), BoBneueHUe KeTyI0THO-KUIIIETHOTO TPaKTa; ** — (HhUbpOo3 JIETKUX WIN TTPH-
3HaK «MaToBoe cTek10» Mo AaHHbIM KTBP, uamenenus no nanusim DKI, BoBieueHue keay10qHO-KALIEYHOTO TPaKTa; # — MPEeAUKTOPHI TJIOXOTO

MPOTHO3a: HAJIMYKE aHTUTEN K ToTlon3nmepase |, GpICTpoe porpeccpoBaHyie TTopakeHUsT KOXU / BHYTpeHHUX opraHoB, nuddysHas dopma CC/I,
MY3KCKOIi 110J1, aibBeoauT, paHHss JIALL ## — unnekc KapHosckoro / mkana ECOG-BO3 (Eastern Cooperative Oncology Group) — olieHUBaeT 00-
mee yHKITMOHATTBHOE COCTOSTHUE OOTBHOTO.

Note. mRSS — modified Rodnan skin score; MPASP — mean pulmonary arterial systolic pressure; EchoCG — echocardiography; VC — vital capacity;
LVEF — left ventricular ejection fraction; PAH — pulmonary arterial hypertension; LDC — lung diffusing capacity; FVC — forced vital capacity;
EBMT — the European Society for Blood and Marrow Transplantation; * includes the following parameters: RF — respiratory function, a LDC rate of
<80% or a >10% decline in FVC per year; pulmonary fibrosis or a frosted glass sign according to high-resolution computed tomography (HRCT);
changes, as evidenced by electrocardiography (ECG); involvement of the gastrointestinal tract; ** pulmonary fibrosis or a ground glass sign according
to HRCT; changes, as evidenced by ECG, involvement of the gastrointestinal tract; # predictors of poor prognosis: the presence of anti-topoisomerase
1 antibodies; rapid progression of skin / internal organ lesions; diffuse SSc; male gender, alveolitis; early PAH; ## the Karnofsky index / Eastern
Cooperative Oncology Group / WHO (ECOG/WHO) assesses the patient's general functional status.

CTOsIlIee BpeMsl BCE MCCIICI0OBAHUST 3aKOHUEHBI, PE3yJIbTaThl UX
OIyOJIMKOBAHBbI.

B 2017 . L. Host 1 coaBT. [9] moaAroToBUIM cuctemMaTuye-
CKUii 0030p padoT, Kacasuuxcs npuMmeHeHust ayto-TT'CK npu

U3 TIEPBbIX 0030pOB, MOCBSIIEHHBIX MpUMeHeHMIo ayTo-TTCK
npu CC/, Bbimen B 2012 1. [19]. Ha Tor MOMeHT Obliia 3aBepliie-
Ha Tosibko II (haza Tpex MpOCMeKTUBHBIX KIMHUYECKUX MCCIIe-
noBaHuit apdexkTuBHocTu ayto-TI'CK y 6oapHabix CCJl. B Ha-
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Ta6mua 4. O6mas xapakrepuctuka ucciaenopanuii ASSIST, ASTIS, SCOT: kpurepuu BKIIOYEHHsT U MCKIIIOYEHNS], CPABHUTEIbHAS XaPAKTEPUCTHKA HCXOI0B
Table 4. General characteristics of the ASSIST, ASTIS, and SCOT studies: inclusion and exclusion criteria; comparative characteristics of outcomes

XapakTepucTuka
HCCJIe[OBAHMUS

Jwn3zaitn

Yucao maueHToB
Tlepuom nmpoBeeHUsT
Mobunu3zanust

Pexxum KOHIUIIMOHUDPO-
BaHUA

[TonHoe obmyueHne

Cenekuusa CKK

JleyeHne KOHTPOIBHOM
TPYIIITBI

Kpurepun BKITIOUSHUS

Kpurepun uCKIIOYeHUS

[MepBuuHas orieHKa

JITATEIbHOCTD UCCIIeA0Ba-
HUS, TOIBI

CMepTHOCTB Ha (oHe Jie-
yeHust L{® B KOHTPOJIb-
HOI1 rpyrire B TeueHue 12
Mmec, n (%)

CmMmepTHOCTh Ha (hoHe ay-
T10-TI'CK B Teuenue 12
Mmec, n (%)

Wunexc P/EFS, %

ASSIST

PKMH, da3za I1

19

2006—2009 rr.

HO 2 r/m?, T-KCD

1D 200 mr/kr, Kpoauuuit ATT

Hert

Hert

1D 1 r/mec B/B, 6 Mec

Bospacr <60 zer, muddysHas hopma
CCJI, nuTebHOCTb 3a001eBaHUST
<4 roma, KC >15, BoBneueHue BHYT-
PEHHUX OpPraHoOB

CIJIA >25 MM pT. CT. (110 IaHHBIM Ka-
terepusarmn), CAJIA >40 mm pT. cT.
o gaHHbM DXxoKT, ®BJIXK <40%,
YPOBEHb KpeaTuHWHA > 177 HMOIb/,
nevenue LID >6 r B/B

CHmxenne KC >25% wnu yBennue-
nue ®XKEJ >10% 3a 12 mec

2,6 rona

80 (2,6 roma)

ASTIS

PKH, daza I11

156

2001—-2009 rr.

LH® 4 r/v?, I-KCD

LD 200 mr/kr, kpoauuuit ATT

Hert

CD34+

L® 750 mr/m?/mec B/B, 12 Mmec
Bospacr 18—65 nert, muddysHas
dbopma CCJ1, mutebHOCTD 3a00ie-
Banus <4 roma, KC >15, BoBneueHmne
BHYTPEHHUX OPraHOB

CJJIA >50 MM PT. CT. MO IaHHBIM
Dx0oKT, ®BJIXK <45 %, knupeHc
KpeatrnHuHa <40 MJI/MUH, KyMYJIsi-

TtuBHas n1o3a LD B/B >5 1/Mec wnun
per os 3 r/Mec

BrerkuBaemMocTh 6€3 HOBBIX COOBITUIA

5,8 roga

8 (10,1)

81 (4 rona)

SCOT

PKMH, da3za 11T

75

2006—2011 rr.

Toabko I'-KCD

LD 125 mr/kr, nomanuHbnii ATT

Jla (800 cIp, ¢ 3aIIMTOM JIETKHUX

U MOYeK)

CD34+

LD 750 mr/m*/mec B/B, 12 Mec
Bospacr 18—69 ner, mubdysHas
dopma CCJI, mutenbHOCTb 3a00J1e-
BaHus <4 roma, KC >15, BoBieueHue
BHYTPEHHUX OPraHOB

CIJIA >30 MM PT. CT. IO TaHHBIM
Ox0KT, ®BJIXK <50 %, ®XKEJ
<45% u ICJI <40% MOMKHBIX 3HAYE-
HUM, KJIMPEHC KpeaTHHUHA

<40 my1/MUH, KyMyJISITUBHAS 1032
LD B/B >3 1/M?, Wnu per os 4 r/mec,
WU B/B >6 T/Mec, aHTpaIbHbI TacT-

PUT C SPO3NUBHBIMU U3MEHCHUAMUN

CrieniaibHO pa3pabOTaHHBIN CYET
st otieHKU adhdekra (global score)

>4.5 rona

13)

79 (4,5 rona)

IIpumeuanue. ATT — anTutuMortapusiit tiodynun; unnekc P/EFS (progression / event free survival without mortality, relapse or progression dis-
ease) — COOTHOIICHUE YMCIia CIIyJyaeB MPOrpecCUpoBaHusl 3a00IeBaHKsl / BBDKMBAEMOCTH 03 peliManBa U POrpecCUPOBaHUs 3a00IeBaHM S,

Note: ATG — anti-thymocyte globulin; P/EFS index (progression / event-free survival without death, relapse or disease progression) is the ratio of the
number of cases of disease progression / survival without relapse and disease progression.

CCJI. ABTopamu ObLIO TpoaHanau3MpoBaHo 155 crateit, onyo-
JIMKOBaHHBIX ¢ stHBapst 2005 o mapt 2016 1., U3 KOTOPHIX OBLTO
0TOOPaHO TOJIBKO 28 OpUTUHANBHBIX cTaTeil. Ocob0e BHUMaHUE
OBLJIO 0OpAllleHO Ha 3TAIl MOOMJIM3ALIMKY U PEKUM KOHIMITMOHM -
pOBaHMsI, TaK KaK OHU BJIMSIIOT HAa YPOBEHb CMEPTHOCTH TIPU ay-
To-TI'CK 1 Ha 0011Mii ypoBeHb cMepTHOCTU. [1oaTOMY MCKITIO-
YaJlCh MCCIeOBaHNUs, B KOTOPBIX HEJIb3sl ObUTO MACHTU(DUIIN-
poBaTh PeXUM KOHIUIIMOHUPOBAHUS, a TaKKe MCCIeNOBaHUSI,
MPOBEICHHBIC Ha MaJIOM KOJIMYECTBE MAllMeHTOB (5 U MeHee).
B utore aBTOpBI BKIIOYMIN B aHAIN3 9 MCCIIeMOBaHUIA, XapaKTe-
PUCTHUKA KOTOPBIX Tpe/cTaBieHa B Ta0i. 2. DTa Tabaula couep-
JKUT IaHHbIE O IBYX I1a11€00-KOHTPOJIUPYEMbIX UCCIIETOBAHUSIX —

Cospemennas peemamonoeus. 2020;14(4):91-97

ASTIS [20] u ASSIST [21] — 1 7 KTMHUYECKUX U KOTOPTHBIX UC-
caenoBaHusix [22—28]. Kputepuu BKIIOUEHUSI U UCKIIIOUEHUSI
IUTST KQXIIOTO MCCIieoBaHus TpuBeieHbl B Tabn. 3. Kak BumHO
u3 Taby. 3, MAlMeHThl, BKIIOYEHHBbIE B WCCIIENOBAaHUS, OBUIN
MoJIoXe 65 JieT, B OOJIbIIMHCTBE ClIydaeB UMeIu AUdOY3HYIO
dopmy CCJl 1 KC >14 (Ha MOMEHT BKJIIOYEHMST), JJIMTEIbHOCTD
3a00JieBaHus <4 JIeT.

Paccmotpum 6onee moapooHo tpu PKU [20, 21, 29], koTo-
pble UMeJIN OMUHAKOBBIE KPUTEPUHU BKITIOUSHUST U KOHTPOJIS Te-
pamnuu, HO pa3InJaInuch IO XapaKTePUCTUKE OOMbHBIX, UCTIONb-
30BaHHBIM DPEXUMaM KOHIULIMOHUPOBAHUS, MOOWIM3ALUU U
MOJYYeHHBIM pe3ysbraTam (Tad. 4).
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ITo naHHBIM TpeX PaHAOMM3UPOBAHHBIX KOHTPOJIUPYEMbIX
uccaenoBanuii, y nauueHToB ¢ CCJI, nepeHecuiux ayto-TI'CK,
Ha0JII0AJIOCh JOCTOBEPHOE YITydIllieHne (DYHKIIMU BHYTPEHHUX
OpraHOB, KauyecTBa KM3HU M BBDKMBAEMOCTH T10 CPABHEHUIO C
MOJYYaBIIMMM CTaHAAPTHYIO Tepanuio. OIHAKO JIeTaTbHOCTh
nocie ayto-TT'CK cocrasnsier 3—10%. Pannss 11 dasa mccie-
noBaHuit D. Farge u coast., M.C. Oliveire u coanrt. [22, 30] u
PKMH ASSIST [21], koTopoe nipentectBoBaio 11 daze kpynHo-
ro eBporieiickoro uccienoBanus ASTIS [20], mokazanu uto ay-
10-TI'CK ¢ Mcrnoab30BaHEM peKrMa BBICOKOIO3HO ITUTOCTA-
Tueckoit repanuu (LIP) mpuBOIUT K CTATUCTUYECKU 3HAYUMO-
my yBenudeHuio DXKEJI, yMeHblIeHNIO 00BbeMa IMOPaXKEHUS
JIETKUX, a TakKe yacTuuyHomy perpeccy UITJ nmpu CCJI ¢ mocne-
IYIOIIMM YIIydIIeHUeM (YHKIIMU JIETKUX B TEUEHHE 2 JIET IMOCTIe
TpaHcrutantauuu [20, 21, 31].

3akmouenne. [ToydeHHBIC JaHHBIC TTOATBEPXKIAIOT, UTO ay-
10-TI'CK B Hacrosiee BpeMst 6ojiee 3(pdeKTuBHA, YeM CTaH-
JapTHasi MMMyHocynpeccuBHasi Tepanusi. Ayro-TI'CK nmaer
JIy4IIue pe3yJbTaThl, KOTOPble MOTYT 00€CIeunTh OoJiee Oyiaro-

IREVIEWS

MPUSATHBINA gosrocpouHbiii mporHo3 CCJI, oHa criocoOHa Tpe-
IyMPeXaaTh yXyALIeHUEe OpraHHbIX MopaxeHuii, yaydinars KC
u jerounyto ¢hyHkuuo. K Hanbosee nepcrnekTUuBHBIM IS ayTO-
TI'CK MOXHO OTHECTH TTALIMEHTOB ¢ paHHel, Tuddy3Hou dop-
Moii CCJI, ObICTPO ITPOTPEeCCUPYIONIETO TeYeHUsI, ¢ (paKTopamu
HeOJIaronpusITHOrO IMPOrHo3a B TepBbie 4—5 JieT 00JIe3HU 10
pa3BUTHS GYHKLIMOHAIBHOW HETOCTATOYHOCTH KM3HEHHO BaX-
HbIX opraHoB. [TojoxuTeIbHbIE pe3yIbTaThl IPUMEHEHUS ayTO-
TI'CK nipu CCJI, nosydyeHHbIE B MpeICTaBIeHHBIX UCCIeI0Ba-
HUSIX, TIOMHUMAIOT PSIZT BOITPOCOB M OTKPHIBAIOT HOBBIE TTEpCTIe-
KTUBBI JIUEHUSI NAHHOTO 3a00JieBaHUsI. AKTyaJbHBIMU TSI
JaJIbHEHIIero u3y4eHust sIBSIIOTCST BBIOOP ONTUMATbHBIX PEXU-
MoB ayTo-TI'CK 151 CHUXKEeHUSI pucKa CMEPTU OT Tepartuu, or-
peneneHre OMOMapKepoB WM TeHETUYECKOTO MPOMUIIS 1Sl Bbl-
0opa MalMeHTOB, Y KOTOPbIX MOXKET ObITh IMOJYYEH JIyYIlIuii pe-
3ynbraT npu ayto-TTCK, BeIssBICHME 60JIce TTO3MHUX OCIOXKHE-
HU, cBA3aHHBIX ¢ ayTo-TT'CK, B IIMTEIbHBIX MPOCITEKTUBHBIX
KCCIEI0BaHUSIX, OLIEHKA BO3MOXXHOCTU CHUKEHUST PUCKA PeL-
NIMBa 3a00JIeBaHMsI B MOCTTPAHCIUIAHTALIMOHHBIN IEPUOJI.
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