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OBHIASA XAPAKTEPUCTUKA PABOTHBI

AKTYyaJIbHOCTh

B nHacrosiiiee Bpemsi TpaHCIIaHTalus reMonostudeckux cTBosoBbiX KieTok (TI'CK) sBusiercs
aKTyaJIbHbIM M 3a4acTyl0 €IMHCTBEHHBIM CIOCOOOM H3JI€UeHUsI MHOTMX 3a0ojeBaHMil, paHee
abcomoTHO (QaranpHelX. K HUM OTHOCATCS Kak 3JI0KayeCTBEHHble 3a0oyieBaHMs, TaK U
HE3JIOKAaYeCTBEHHbIE OO0JIE3HM — HapylleHuss OOMEHa BEIeCTB, NEPBUYHbIE HMMYHOAEC(PUIIMTSI,
pasiauyuHble BHUJBI HEAOCTATOYHOCTU KPOBETBOPEHMS M MHOTHE JApyrue. 3a MOCJIEIHUE TOJIbl
CyIIEeCTBEHHO yuydimmminch pe3ynbTarsl autoreHHon TI'CK. Tak, obmas 10-1eTHSS BBDKHBAEMOCTh
MAUEHTOB C OCTPHIMH JIEWKO3aMH, TUM(POMaMH, MUEJIOIUCIUIACTUYECKUM CUHAPOMOM B HACTOSIIEE
Bpemsi coctaBisier 80-90% mpu yciioBuu coxpaHeHus pemuccuu B nepBble 2-5 net mocine TI'CK
(Wingard J.R., 2011; Majhail N.S., 2017), y OOJBHBIX TSXKEIOW aIlJACTUYCCKON aHEMHUEW OHa
nocturaet 90% (Majhail N.S., 2013). TpexnerHsss BBDKHBAEMOCTh J€T€d C IEPBUYHBIMU
nmmyHoaepunuramu Bapsupyer ot 80 mo 90% (Brown L., 2011; Gennery A., 2015). bnaronaps
aimoreHHod TI'CK  cTtasio BO3MOMHBIM MpPOJJICHHE >KU3HM U YIydlleHHE €€ KayecTBa Ipu
BPOKJICHHBIX HapyLICHUSX oOMeHa  BEUIECTB, TaKHX KaKk  MYKOIIOJINCAaXapua03bl,
anpeHonenkoaucTpodus, Meraxpomaruueckas Jjeiikonuctpopus (Faraci M., 2017). boabHble
pedpakTepHbBIMH OCTPHIMHU JIEHKO3aMU IMOJyYalOT E€IMHCTBEHHBIH IAHC JOCTH)KEHUS KIMHUKO-
reMaToJIOrMuecKol peMHCCUM U BbDKUBaHUS Onarojapst amiopeaktuBHoMmy 3¢pdexty TI'CK u
MIPOBEJICHUIO KJIETOYHOW Tepanuu B MHOCTTpaHcIUlaHTaunoHHoM nepuozae (Schlenk R.F., 2017). B
MocJeHUE JecATHIeTUsl Bce yaie npoBoastcs amwtoreHHsle TI'CK, anpTepHaTHBHBIE POJICTBEHHOM
COBMECTMMOM TPAHCIUIAHTALIMM, — OT HEPOACTBEHHBIX JOHOPOB npu orcyTcTBUM HLA-coBMecTHMBIX
CUOJIMHIOB, TPAHCIJIAHTALIMU ITyITOBUHHON KpoBH, ramtonienTuanbie TI'CK ot ogHoro us poaureneit
npu HeAI(p(EKTHBHOM IOUCKE HEPOJICTBEHHOTO JOHOPA C HCIIOJIb30BAHUEM HOBBIX TexHosorui T-
kierounoi aerieruu (Lee D.A., 2016; Tian H., 2016; Peffault de Latour R., 2016; Locatelli F., 2017).
Exeronno mo Bcemy wMupy BbinonHsercss Oosiee 80 Thicsy TI'CK (mannble MexayHapoaHo
IIpOrpaMMbl TOHOPOB KOCTHOro Mmo3ra - National Marrow Donor Program). Onnako, ajmioreHHas
TI'CK — 10CTaTOYHO «TSDKEIBINY METO/ JICUCHHSI, MMEIONINN 00JIBIIIOE KOJTUYECTBO KaK PAHHHX, TaK U
MO3AHUX OCJIOKHEHUH. CoBpeMeHHasi COMPOBOIUTENbHAS TEPAUs MTO3BOJISIET OOJIBIIUHCTBY OOJIBHBIX
MEPEeKUTh PaHHUM MOCTTPAHCIIAHTALIMOHHBIA TEPUOJl - paHHsS JETaJbHOCTb, HE CBSI3aHHAs C
petmauBamu, cHu3minack ¢ 20-40% B 90-x romax mo 5-10% B 2012 r. (Pasquini M.C., 2010; Tanaka Y.,
2016), a 100-mgueBHast nerampHOCTh Tociie amtoreHHOM TI'CK co CHUXEHHON TOKCHYHOCTHIO
KOHJUIIMOHUPOBAHUS y JeTel U moapocTKoB He mpesbiaer 3% (Satwani P., 2013). B cBs3u ¢ atum
BO3pacTaeT KojudecTBO mnainueHtoB, nepexxuBmux TI'CK u umeromux oTjaaneHHble MOCIEICTBUA

nedeHus. Tenephb 3amauell SIBISIETCS HE TOJBKO SpaJMKAIlMs OCHOBHOTO 3a0oJjieBaHMsI U OopbOa ¢



OCTPOW TOKCHUYHOCTBIO JICUEHUS, HO U IOCJIEIYIOIIee BOCCTAHOBJIEHUE BCEX IMOKa3aTeNed 310pOBbs,
BKJItOUas (pu3HUECcKUe, ICUXO0JIOTMYECKNE TT0Ka3aTeNN, KaYeCTBO KU3HHU, COLUAIBHYIO aJalTalluIo.

[Tozguue ocnoxnenus (I10), Bosnukaromue nocine 100-ro gus nmocne TI'CK u ganee 6e3
OrpaHUYEHUs] BO BpeMeHH, cyuecTBeHHO BiusoT Ha TI'CK-accouuupoBaHHyro 3a0051€Ba€MOCTh U
cmeptHocTh (Bhatia S., 2007; Tichelli A., 2015). [Ise Tpetn mamuentoB mocie TI'CK umeroT mo
MeHblIe Mepe onHO XpoHudeckoe 3abosneBanue Kk 10 romam mocine TI'CK, a puck pasButus
XKu3Heyrpoxatomero cocrosaus gocturaet 41% x 10 romam nmocne TI'CK (Sun C.L., 2010; Sun C.L.,
2013). MHoxecTBeHHbIE MO3HUE 3(PPEKThI, Kacaroluecs JI0ObIX OPraHOB M CHCTEM, HapylIaloT
¢u3nyecKoe U MCUXOJOTUYECKOE COCTOSHUE JETe M MOAPOCTKOB, KAUECTBO KU3HM, UHTETPALUIO B
CEMbE U COLMAJIBHYIO aJalTalyi0 M HMMEIT TEHACHLHI0O HAKOIUIEHUS C TrojaMu. Pexumsl
KOHIUIIMOHUPOBAHUS, a TAK)XKE HaJU4Me PEaKLUH «TpaHCIIaHTaT npotus xo3suHa» (PTIIX) urparot
KIIFOYEBYIO POJIb B PA3BUTHUHU JAHHBIX OCJIOKHEHUH.

Bcee 10 nocne TT'CK paznensitor Ha He3nokadecTBeHHble (xpoHuueckass PTIIX, matonorus
SHJOKPUHHOW CHUCTEMBbl, HapyLIEHUs KOCTHOIO MMHEPAJIbHOIO OOMEHa, KapAHOJIOIMYECKHe W
HEBPOJIOTUYECKHE  OCJIOKHEHUS U JIp.) U  3JI0KaYeCTBEHHbIE (IMOCTTpaHCILIAHTALIMOHHBIN
nuMdornponudepaTuBHBIA CUHIPOM, BTOPUYHBIE TeMOOJACTO3bI M COJUIHBIC OMyXoiH). B Hamiei
CTpaHe JaHHas NpoOiieMa NPAaKTHYECKU HE MCCIEOBaHA, OTCYTCTBYIOT OJIHO3HAUHbBIE aTOPUTMBbI
HaOmonenus nanuentoB nocie TI'CK, nuarnoctuku u gedeHus mo3gHux 3HQPexTos.

HabGmonenue, nucnancepusauus paereid mnocie amioreHHoilt TI'CK B Poccum pa3Buthl
HEJO0CTaTOYHO BCJEJICTBUE COBOKYIHOCTM TIPUYMH: BBINMCKA MAlUMEHTOB Ha aMOyJaToOpHOE
HaOJII0JIEHUE 10 MECTY >KUTEIbCTBA, IJI€ HE HAKOIUIEH OMNBIT MECTHBIX CIELUAINCTOB B OTHOLIEHUU
BEJICHUS JAHHOM KaTeropuu OOJIbHBIX, OTCYTCTBUE LEHTPOB peabunurauuu g nereit nocie TI'CK,
3aTpyJHEHUS] C TOCHUTaIM3alueld OOJbHBIX, TPEOYIOIIMX CTAllMOHAPHOIO JIEUEHUS BCJIEACTBUE
TSKECTH OCJIOXKHEHUH (OrpaHUYEHHOCTh KOMKO-pECypCcOB OTAENIEHUH TpPaHCIUIAHTALlUU KOCTHOTO
MO3ra), 1ePUIUT HAy4YHOH 0a3bl M0 aHAM3Y JAHHBIX OCIOKHEHUN U pa3pabOTKe MPOTOKOJIOB BEACHUS
MalMEeHTOB. bonblmime 3aTpylIHEHUs BBI3BIBAIOT JMArHOCTHMKA M JedeHue XxpoHuudeckon PTIIX,
BO3HUKaromel Ha no3gHux cpokax nocie TI'CK um HemuHyemo mnpuBojsiied K HMH(EKIMOHHBIM
npo0GsieMaM BCJeICTBUE aKTUBHON KOMOMHUPOBAHHON UMMYHOCYIIPECCUBHOM TEpaIuu.

Tpebyercs nmpoBeieHue aHaJIM3a YaCTOThl BO3SHUKHOBEHUS U cTpyKTyphl 110 amnorennoit TI'CK,
pa3paboTka 3(h(PEeKTUBHBIX METOJIOB MOHUTOPHUHIA, AUATHOCTUKH, COBMECTHOTO BEACHMSI CMEKHBIMU
cnenuanuctamu. [lannas npobirema B Poccum uccriemyercs BHEpBbIE U SIBISETCS YpPE3BbIYANHO
aKTyaJIbHOM Ui OOIIEero 3/0pOBbs HACEJEHHUS B YCIOBHUSX BO3pACTaHUS KOJIMYECTBA AJNIOT€HHBIX

TI'CK B Hameit crpane.



Leap ucciaegoBanms - yJIydlIUuTbh OTJAleHHblE pe3yibTaThl amuioreHHoil TI'CK y nperelr u
MIOJIPOCTKOB C TOMOIIBIO pa3pabOTKK U BHEAPEHUS ONTUMHU3WPOBAHHON MpOrpamMmbl MOHUTOPUHTA,

JMarHOCTUKH, poduiakTuku u tepanuu [10.

3ajnaum uccjie0BaHusA

1. [IpoBecTH KOMIUIEKCHBI aHajiM3 YacTOThl BCTPEYaeMOCTH U CTpykTypel I[1O
amnorenHoi TI'CK y neteit 1 moJIpoCTKOB.

2. BoisiBUTh (akTOpbl puCKa pPAa3BUTHUS, a TaKXKe OLEHUTh CYIIECTBYIOLIME METOJbI
poUIaKTUKU, AMATHOCTUKH U jeueHus cienyromux [10 amnorennoit TT'CK:

1) xponnyeckon PTIIX;

2) MO3AHUX HEMH(PEKLIMOHHBIX MOPAKEHUH JIETKHUX;

3) MATOJIOTUU SHJIOKPUHHOMN CHCTEMBI;

4) OCTEOIICHUH/0CTE0NOPO3a U aBACKYJISIPHBIX HEKPO30B KOCTEH;

5) [IATOJIOTUU HEPBHOM CHCTEMBI;

6) MaTOJIOTHHU CEPJICUHO-COCYAUCTON CUCTEMBI;

7 BTOPUYHBIX 3I0KAYECTBEHHBIX 3a00I€BaHUIA.

3. [IpoBectu cpaBuutenbHbli aHanu3 [1O ammorennoit TI'CK y nereit m moapocTKOB,
MOJYYUBIIUX  TpeocynbhaH- W OycyiabdaH-comepkammye  MHEI0A0JaTUBHBIE  PEKUMBI
KOHJAUIIMOHUPOBAHUS.

4. Onpenenuty BausHue 110 Ha BBDKMBAEMOCTh M COLMANIBbHYIO aJaNlTalldi0 MalUeHTOB

nociue awtorenHoi TI'CK.

5. OnTUMHU3UpPOBaTh  CTPATErvi0  MNPOPWIAKTUKH U JeueOHO-peaduIUTalMOHHBIX
Mepornpusatuil B otHomenuu [10 amnorennoit TI'CK y nereit M moApoCTKOB ¢ MOMOIIbIO pa3pabOTKU
COOTBETCTBYIOILIUX AJITOPUTMOB.

6. Pa3paboraTe NpOCHEKTUBHYIO YHU(PHUIMPOBAHHYIO 0a3y HOaHHBIX JUIsi MOHMTOPHUHIA

pasButus, Teuenus u tepanuu 110 amnorennoit TT'CK y nereit u moapocTKoB.

Hayunas HoBu3zHa

Bnepsoie B Poccuiickoit ®enepanun (P®) Ha OonbLIOM KIMHHUYECKOM Marepuale U C
JUIUTEIBHON MPOCIIEKEHHOCTHIO MPOBEACH aHAIN3 YaCTOThl BOBHUKHOBEHUSI U CTPYKTYPbI IIKPOKOIO
cnektpa [10 amnorennoit TI'CK B neauatpudeckoi NOMyIIsILIUH.

Brnepsbie B PO ocyiiecTBiieHa OLEHKa 4acTOThI U CTEIEHU TSHKECTH, KauecTBa MPOPHIAKTUKI
u Tepanuu xponuuyeckoil PTIIX, maTonmoruu >HIOKPUHHON CHCTEMBI M PENPOAYKTUBHON (GYHKIUH,
HapyLIeHU KOCTHOTO MHHEPAJIbHOTO OOMEHa, KapJUOBACKYJSPHOW NAaTOJIOTHH, HEBPOJOTHYECKUX
OCJIO’)KHEHUH, MO3IHUX HEMH(EKIIMOHHBIX [TOPAKEHUH JIETKUX, a TAK)KE€ BTOPUYHBIX 37I0Ka4€CTBEHHBIX

3a0oneBannit mnociae TI'CK, BkiIo4yass MOCTTpaHCIUIAHTAMOHHOE —JuMbonpoindepaTUBHOE



3a00JieBaHNE, BTOPUYHbBIE COJUAHBIE OMyXOJIM U BTOpUYHBIE reMo0iacto3bl. [lokasaHo, uro Hanboee
yactbM [10 sBnsercsa xponndeckas PTIIX, koropas B cBOIO ouepesb BIMSIET Ha pa3BUTHE KOMILIEKCA
JOPYTUX OTCPOUYEHHBIX 3(PPEKTOB.

BoisiBnensl ocHOBHBIE (akTOpbl pucka pa3Butus [10 - TpaHCIUIaHTaMU OT HEPOJCTBEHHOTO
JIOHOpPa, MUEI0a0IaTUBHOE KOHIUIIMOHUPOBAHNE C BBICOKMMH J103aMU aJKWIMPYIOIIMX I[PEnapaTos,
npenuectytomas octpas PTIIX II-IV craguu, nnurensHas numMmyHocynpeccuBHas tepanus (UCT),
YTO MO3BOJISIET CTPAaTU(PUIHUPOBATH OOJBHBIX HA TPYMIbI MOBBIIIEHHOTO PUCKA C COOTBETCTBYIOIIEH
HE0OXOIUMMOCTBIO MPOBEIEHUS TIIATEIBHOIO IIAHOBOTO MOHUTOPHUHTA.

Brnepsbie npoBenena cpaBuutenbHasa oneHka [10 ammorennsix TI'CK y nereit 1 moapocTKOB,
MOJIy4YUBIIMX Tpeocynbpan u OycyiabpaH B pexuMe KoHAMLMOHUpoBaHus. Ilokazano, uyTO
Tpeocylib(paH-coiepKaluil pekKUM KOHAMIIMOHUPOBAHUS IO3BOJISIET HUBEIUPOBATH PUCK Pa3BUTHS
TUIEProHaJ0TPOITHOTO TUIIOTOHAIU3Ma U CHUKAET YacToTy Apyrux I10.

Bnepsoie nana onenka tepanuu [1O y nereit m moapoctkoB mnocie amnoreHHon TI'CK.
[IponemoHcTpupOBaHbl BBICOKHME TMMOKa3aTenu 10-jmeTHer oO0meil BBDKHMBAEMOCTH TMAIMEHTOB C
xponuueckor PTIIX u no3qHuMu HEMH(EKITMOHHBIMU MTOPAXKEHUSIMU JIETKUX.

B uccnenoBaHuu BrepBbl€ MOKa3aHO, YTO HauOOJbIlIEee BIUSHUE HA BBDKHBAEMOCTb M HE
CBSI3aHHYIO C PEIUANBAMU JIETATLHOCTH JIeTel B moaApocTKoB nocie amnorenHoi TI'CK umerot takue
[10, xak BTOpUYHBIE 3JI0KAYECTBEHHbIE 3a00JI€BaHMs, IO3AHUE HEMH(PEKINOHHbBIE TOPAKEHUS JIETKUX
1 XpoHnyeckas 3kcteHcuBHas PTIIX.

BnepBeie NMPOIEMOHCTPUPOBAHO BBIPA)KEHHOE CHUIKEHUE PHCKAa PELMIMBOB Yy NAIMEHTOB,
nomyuuBmux amnoreHnyto TI'CK 1o moBoay 3i10KadecTBEHHBIX 3a00JI€BaHUNA W UMEIOIIHNX
xpoHnueckyro PTIIX.

Hacrosimas pabota Bnepssie B P® paccmarpuBaet BiausHue 110 Ha conuanbHyIO aJanTaiuio

netei u nojpoctkoB nocie amtoreHHon TI'CK.

IIpakTHYeckas 3HAYMMOCTH PadoOThI

B pabore Ha OocHOBaHMM aHajM3a CTPYKTYpbl, 4acTOThl U (pakTOopoB pucka passutus I10 y
nereit nocie ayuioreHHoi TI'CK pa3paboTanbl Hay4uHO-000CHOBaHHbBIE IPUMEHUMBbIE 11 ycioBuii PO
AITOPUTMBI KJIMHUKO-TA00paTOPHOH W MHCTPYMEHTAIBHON IMATHOCTHKH Ka)TOH TPYIIIBI JaHHBIX
OCJIO)KHEHUH, BBISIBICHBI KPUTEPUH, MMO3BOJISIFOIINE OTHOCUTDH MALIMEHTOB B IPYIITY BBICOKOI'O pUCKa
pa3BUTHA MO3AHUX IP(HEKTOB.

Ha ocHoBanum ananu3sa nuaraoctuku u tepanuu netei ¢ [10 amnorennoit TI'CK paszpaborana
CTpaTerusi BbIOOpa CIEKTpa JUArHOCTUYECKMX MEPONPUSTUA M pPalMOHAILHOM CXEMbl JICYCHHS, a

TAKXKC CXCMa MOHUTOPUHIA PE3YJIBTATOB TCpaAIlH.



Pa3pabotanbl ¥ BHeApeHbl B MPAKTUKY PYKOBOACTBA JJsi Bpaued IO HAOIIOACHUIO U
OOHapyXEHUIO PaHHUX CHMIITOMOB, OCYIIECTBJIEHUIO aJ€KBAaTHOW CONPOBOJUTEIBHON Tepanuu s
MAUMEHTOB W HUX CeMeH, a TakkKe [0 MOHUTOPUHIY, PpaHHEMY BBISBICHUIO U TNPaBUILHON
MHTEpIIpeTallMi OCJIO0XKHEHUI. Pa3paboTaHbl cxeMbl pe3toMe HUCTOpUi 3ab0ieBaHMs C yKa3aHHEM
(dakTopoB pucka pazButus otnaieHHbIX d(PdexkroB TI'CK nns manmmeHTOB. AZanTHPOBAaHBI MIKAJIBI
OLICHKH ITOPAKEHUSI PAa3JINYHBIX OPTaHOB U CUCTEM JuIsl eTer ¢ xponnyeckon PTIIX.

[IpennoxeHbl IUTAHBI COTPYOHUYECTBA CO CMEXKHBIMU CHEIHAJUCTaMH, O0OOCHOBaHa
HE00XO0UMOCTh MYJIbTHAUCHUIUIMHAPHOTO MOJIX0a B OCYIIECTBICHUH JUArHOCTUYECKUX U JiIe4eOHO-
peadbuIUTallMOHHBIX MeponpUaTUil 11 aete ¢ paznuynbiMu [10 annorennoit TI'CK.

Bnepeoie B P® co3zmaHa KoMIUIEKCHass NpOCHEKTHMBHAas 0Oa3a JaHHBIX HaOJIOJEHUS,

nuarnHoctuku u aedenus [10 y nereit u nonpoctkoB nocine amoreHHbix TI'CK.

OcHoOBHBIE 110J10KeHHS1, BBIHOCUMbIE HA 3aLHUTY

1. 1O amnorennoit TI'CK y nereil W HOAPOCTKOB SBJSIOTCS 4YacTOM M aKTyaJlbHOM
npoOaeMoil, ompenemnsome 3a001eBaeMOCTh M CHIDKEHHWE KayecTBa JKM3HU TAIMEHTOB B
MOCTTPAHCIUIAHTAIIMOHHOM Tiepuose. OtcpodeHHoe pazButue accoruupoBanHoit ¢ TI'CK maronoruun
KaKoro-a1u00 opraHa Wil CUCTEMBI, a TAK)KE X COYETAHUN MPOUCXOIUT Y OOJIBIIMHCTBA PEUITUEHTOB
amoreranoi TI'CK (74%).

2. B crpyxrype 10 amnorennoit TI'CK y aereii u mogpoCTKOB JOMUHUPYET XpOHUYECKast
PTIIX (46,4%). Ha BTOpOM MecTe HaXOJUTCs MaTOJOTUs YHIOKPUHHON CHUCTEMBI U PEIPOTyKTUBHOM
cheps (32,5%). Pexxe Bcero BcTpeyaroTcss BTOpUYHBIC 3JI0KaYeCTBEHHBIE 3a00eBanust (2,8%), HO OHU
SIBJIIIOTCSI )KU3HEYTPOKAIOLIUMU COCTOSIHUSIMH.

3. OcHOBHBIMU (haKTOpaMH, ONPEEISIOIIUMU pa3BUTHE MO3AHUX (P(HEKTOB aIOr€HHOM
TI'CK y nereit 1 mOJPOCTKOB U MO3BOJISAIOIIMME CTpaTuULUpoBaTh perunuentoB amtorenHo TI'CK
Ha TpyNNbl PHCKA, SIBISIFOTCS: TPAaHCIUIAHTALMKM OT HEPOJCTBEHHOTO J0HOpa, MHeI0adJaTUBHOE
KOHJUIIMOHUPOBAHUE C BBICOKMMHU J03aMH AJKWIUPYIOLIUX IPEnapaToB, MPEAIIECTBYIOMIAs OCTpas
PTIIX II-IV cTaguu, nuTtenbHas HMMMYHOCYITPECCUBHAS TEPAIIHSL.

4. Hanuuue takoro IIO, kak xponmueckas PTIIX, npenpacnomnaraer K pa3BUTHIO
OTCPOYEHHOW IMATOJIOTUM OPraHOB JbIXaHMS, SHJOKPUHHON CHCTEMbI, KOCTHOTO MHHEpaIbHOIO
o0MeHa, JKeIyJOYHO-KHILIEYHOI'0 TPAKTa, NepruPepruyecKoil HEpBHOM CUCTEMBI, TJ1a3 U MOJIOCTHU PTa.

5. VY nmanueHToB, MOJYYMBIIUX TPEOCylb(aH B COCTaBe pPeXHMMa KOHAMIIMOHUPOBAHUS,
OTMEUYEHO CHWXEHHE 4YacTOoThl M u3MeHeHue CcTpykTypsl [IO 1o cpaBHEHHIO € OOJBHBIMH,
MOJIy4YUBIIMMU Oycynb(aH-cofepxaliee KOHIUIUIUOHUPOBAHUE. BBISIBICHO CHUXEHHE 4acTOThl U
BBIPDQ)KECHHOCTH OSHJOKPUHHBIX HApyLIEHUH, OpPraHUYECKOM MaTOJOTMH LEHTPAJIbHOW HEpPBHOMU

CHCTEMBI, BTOpI/ILIHOI\/’I KapJUOMHUOIIaTUH, YTO IIO3BOJISACT T'OBOPHUTH 00 YIY4YII€CHUU OTAAJICHHBIX



pesynbratoB amwtoreHHo TI'CK ¢ MuenoaGnaTuBHBIMH Tpeocyib(haH-COAEPKAIUMU  PEeXUMaMU
KOHJAUIIMOHUPOBAHUSI.

6. Haubonbiiee BiusHME HAa BBDKMBAEMOCTb JETE€H M MOJPOCTKOB HAa IMO3JHUX CPOKax
nocie amorenHor TI'CK cpenu Bcero criektpa 1O oxa3piBarOT skcTeHCcHBHAs xpoHudeckas PTIIX,
MO3H1E HEMH(EKIIMOHHBIE TOPAXKEHUS JIETKUX U BTOPUYHBIE 3]I0KaUe€CTBEHHBIE 3a00JI€BaHNS.

7. AnnopeaktuBHbId dpdext xponndeckor PTIIX mocie ammorennot TI'CK y pereit u
MOJIPOCTKOB C HEOIUIA3USMHM HUBEIMPYET PUCK Pa3BUTUS peLUANBA OCHOBHOIO 3a00ieBaHUs, IpU
3TOM MOKa3aHo yiyulueHue 10-ieTHelt o0miel BBhKMBaeMOCTH.

8. CymiecTBytonue METOAbl MOHUTOpUHTA, MpoduinakTukd U jedenus 10 mo3BosstoT
ManueHTam, IpoXUBIUM MUHUMYM | rox nociue amtorenHoil TI'CK, noctuub 00111e# BEIKUBAEMOCTH
81% wu OeccobbiTuitHON BbhKUBaeMocTH 76,1% x 10 romam mocine TI'CK. Ha ¢done nHampaBiieHHBIX
TeparneBTUUECKUX BMELIATENIbCTB Y ABYX TpeTel aerell u noapocTtkoB ¢ [1O BO3HUKAIOT yiydlIeHUE U
cTabuan3anus KIMHUYECKOIO COCTOSTHUSI.

9. Hanuuue mo6oro I1O ammorennoit TI'CK npuBOoauT K HapylIEHUIO COLHAJIbHOM

aganTanuu y 38% AeTei u MmoapoCTKOB.

BHenpenune B NnpakTuky

Pe3ynbrarhl MccienoBaHus W MPAKTHUYECKUE PEKOMEHIAIMH, BBIPAOOTAaHHBIE HAa OCHOBAHHUH
IIPOBEJIEHHOTO  HCCJIENOBAaHUS, MCIONB3YIOTCS B paboTe  OTHENEHUH:  TpaHCIUIaHTALUU
FEMOITOATUYECKUX CTBOJIOBBIX KJIETOK Nel, TpaHCIIaHTallMM TeMOIMOATHUYECKHUX CTBOJOBBIX KIIETOK
No2, KpaTKOBpEMEHHOTO JICUCHHS, KOHCYJIBTAaTUBHO-TUArHOCTHUYECKOTO OT/ACJICHUS, JieueOHO-
peadbuIUTallMOHHOTO Hay4yHOro ueHTtpa «Pycckoe mose», OOKCUpOBAaHHOIO OTHAEIEHHS JI€TCKOM
reMaTOJIOTHH/OHKOJIOTHH, OTJEJICHUS OHKOTE€MATOJIOTHH, OTICICHUS TMOAPOCTKOB M MOJIOIBIX
B3pOCJIbIX, PEAHMMAllUM YW HMHTEHCHUBHOM TEpanuu, KIMHUYECKOW IICHUXOJIOTHHU, JIyYEBOW TEpamuu,
JMy4eBOM  JTMarHOCTHKH,  yJIBTPA3BYKOBOM  JHATHOCTUKH, (PYHKIIMOHAIBHOW  JTUArHOCTHKH;
nabopaTopuii: MaToMOP(OJOTUH, IUTOTCGHETUKH ¢ MOJCKYJSIPHOW TEHETHKH, MOJEKYJISIPHOU
Oounonoruu, (HU3MOJOTHH W TATOJIOTHH CTBOJOBBIX KJIETOK, KIMHUKO-IHATHOCTUYECKOHN J1abopaTopuu
denepanbHOTO TOCYAAPCTBEHHOTO OIO/HKETHOTO YyupexnaeHus «HanumoHanmbHBIA METUITUMHCKHI
HCCIIEIOBATENLCKUI LIEHTP JETCKOM TIeéMAaTOJIOTMU, OHKOJIOTMM W MMMYHOJIOTHUM WMEHHW JMuTpus
PoraueBay MwunucrtepctBa 3npaBooxpanenus Poccuiickoit @eaepannun (OI'BY «HMUL[ AT'OU um.
Hmutpust Porauesa» M3 P®); otnenenuii TpaHCIUIAaHTALMU KOCTHOTO MO3ra M JHEBHOI'O CTallOHapa
reMaToJIoruueckoro M onkosormueckoro mpodmisi DPI'BY «Poccuiickas nerckas KIMHHYECKas
oonpuuna» («PIAKBb») M3 P®; B paboTe pernoHaIbHBIX IIEHTPOB JIETCKOW reMaTOJIOTHH/OHKOJIOTHH,
OCYIIECTBISIIOMUX coBMecTHOe BeneHue manueHtoB ¢ [1O ammorennoit TI'CK co cmemmanmmucramm

OI'BY «HMUIL AT'OU um. Amutpust Porauesay M3 PO.



Ha ocHOBaHnu MaTepuanoB, U3I0KEHHBIX B pab0Te, CO3/IaHbl U BHEIPEHBI B PAKTUKY PaOOTHI
OI'bY «HMUL AT'OU um. Jmutpus PoraueBay M3 P® ampobarmoHHBIE MPOTOKOJBI JICUCHHS
xponuueckor PTIIX u mozgnux ocnoxuenuit amnoreHHod TI'CK; paspaboranbl v OIyOJIMKOBaHBI

MCTOANYCCKUEC PCKOMEHOAIUU 1JIA Bpaqeﬁ-reMaTOHOFOB, neanaTpoB U CMEKHBIX CIICTIUAIMCTOB.

Anpobanusi 1uccepTanuu

Matepuansl M OCHOBHBIE IIOJIOKEHHUS JHUCCEPTAllMM TNPEACTaBICHbl B JOKJIaJax Ha
HAllMOHAJBHBIX M  MEXIYHAapOJIHBIX KOH(epeHuusx (moctepHblid gokinang B 2005 r. Ha
EBpokondepennuu no PTIIX, Cecumbpa, Ilopryramus; ycrtHas mnpeseHtauus B 2007 1. Ha
EBponeiickoii mkosie remaTosioros, nocesiieHHoi Bonpocam TI'CK y nereit, ['enys, Utanus; ycTHas
npeseHTauus B 2008 r. Ha Illkone EBponeiickoro coodiiecTBa no TpaHCIIAHTALIMU KOCTHOTO MO3ra,
3arpe0, Xopsatus; nocrepHblid nokiaaa B 2008 r. Ha koHdpepenuun «Magic Bullets», HropuGepr,
I'epmanus), oOCYXA€HBI Ha MEXAYHApOAHONW KOH(MEPEHIMH MO IMO3JHUM OCIOKHEHUSM Teparnuu
OHKOremaTojoruueckux 3aboneBanuit y ngeredt (2011 r., Amcrepnam, ['omnmanaust), 10JI0XKEHBI U
oOcyxJeHbl Ha MexperuoHaiabHbIX coBellanusx HarmonansHoro oOuiecTBa JETCKUX MeMaToloroB U
onkosioroB (Mocksa, P®, 2012 u 2015 rr.); mpencraBieHbl B Ka4eCTBE JICKIIMOHHOTO MaTepuajia B
knuHuke St. Jude Research Hospital (CLLIA, Memduc) B 2010 r., B kiunuke Great Ormond Street
Hospital (BenukoOpurtanusi, Jlongon) B 2013 r.; onyOnukoBaHbl B KadeCTBE METOJIUYECKUX
pexomeHnauuii B PoccuiickoMm jxypHaie JeTcKoil remaTtoioruu u onkojioruu (2015 r.); npuHATHI B
KauecTBe abCcTpakTa M MOCTEPHOro JoKiana Ha 44-it exeronnbiii EBponeiickuii Konrpecc oOmiecta
M0 TpaHCIUIAaHTAllMU KJIETOK KpoBu W KoctHOoro mo3ra (EBMT, European Society for Blood and
Marrow Transplantation).

OcHOBHbBIE TIOJIO’KEHUS U BBIBOJIBI IUCCEPTALIMN UCHOJIb3YIOTCS B Kypce JIEKIIMA U CEMUHApOB
Ha 6a3ze ®I'BY «HMUIL AI'OU um. Imutpus Porauesay M3 PO.

[To pe3ynbraram mccienoBaHus OMyOJUKOBAaHO 46 HAyYHBIX MEYATHBIX PabOT, B TOM YHCIIC B
KypHaJlaX, peKOMEHI0BaHHbIX B iepeune BAK, — 28.

Huccepranmus  ampobupoBaHa Ha coBMecTHoM HayuHo-mpakTuueckoit — KoHpepeHIn
COTPYAHUKOB KIMHHYECKHUX H JabopatopHsix otnenoB PI'BY «HMUL[ ATOU um. Amutpus

PoraueBay M3 P® 23 suBaps 2018 T.

CTpyKTypa U 00beM AuccepTanuu

HuccepranmonHas pa®oTa BKJIIOYAET CJIEAYIOLIME pa3lesbl: BBEJIEHHE, 0030p JHUTEpaTyphl,
OIMCaHHUEe WCIOJB3yEeMbIX B paboTe MaTepHaioB W METOJOB HMCCIEIOBAHUHN, 4 TIIaBbI, TIOCBSIICHHBIC
pe3yiabTataM COOCTBEHHBIX HCCJICNOBAaHHWW, 3aKIIOUEHHUS TI0 KaXJIOMY pas3/iely, BBIBOABI H

MPaKTUYECKHEe PEKOMEHIallUM, a TaKxke JBa npuiiokeHus. O0beM paboThl cocTaBisieT 492 cTpaHUIIBI



MaIIMHOMUCHOTO TekcTa. Pabora wmmoctpupoBana 89 Ttabmumamu u 161 pucynkom (6e3 yuera
npuiokeHuit). bubnuorpadus cogepxut 742 UCTOYHHUKA JIUTEPATYpPbl, BKIOYasi 4 OTEUECTBEHHBIX U
738 MHOCTPaHHBIX.

Pabora BbinosHeHa B IHCTUTYTE reMaToJI0TUH, UMMYHOJIOTHH M KJIETOYHBIX TEXHOJIOTUH (3aB.
uHctutyToM — 3am.aupekropa HMUIL JAI'OU unen-xkoppecnonnent PAH, moktop mexn. Hayk,
npodeccop Macuan A.A., pyKOBOJIUTEIb OTIETIOM — TOKTOp Mea.Hayk Macuan M.A.) ®I'BY «HMUI]
JAI'ON um. mutpust PoraueBa» M3 PO (renepanbhblil qupekrop — akagemuk PAH, npogeccop A.T'.
PyMsAHLIEB; MEAUIIMHCKUN TUPEKTOP — MOKTOp Mena. Hayk I.A. HoBuW4KkoBa; INIaBHBIM Bpad — K.M.H.
JI.B. JIuTBUHOB) ¢ y4eTOM JJaHHBIX MAIlMEHTOB OTJEJIECHUS TpaHCIUIaHTAllMK KocTHOro mosra ®I'bY
«PIKb» M3 P® (rnaB. Bpau — k.M.H. KoncrantunoB K.B., panee - mokrop men. Hayk, mpodeccop
Baranos H.H.).

Popurtenu Bcex manueHTOB, BKIIOYEHHBIX B MCCIEIOBAHUE, TIOJNUCHIBAIN UHPOPMUPOBAHHOE

coryacue ¢ 00s3aTeabHbIM pa3pelieHueM Ha 00paboTKy MEPCOHAIBHBIX IAHHBIX B HAYYHBIX IEJIsX.

COJAEPKAHUE PABOTbI

MaTepuaﬂm U ME€TOAbI UCCJICI0BAHUA

Kpumepuu omoopa u coopa oannvix

B uccinenoBanue BkitoueHsl 289 nereil M moapocTkoB, nmoiayuuBmnx amoreHHyro TI'CK na
0a3e otmeneHust TpaHcmiantauuu KoctHoro mosra ®I'BY «PIAKb» M3 PO/OI'BY «HMUILL AT'OU
uM. [Imutpus PoraueBay M3 P® 3a nepuon ¢ auBaps 1994 r. no uronp 2011 r. MUHUMAaNBHBINA CPOK
HaboieHus coctaBui 1 roa, MmakcumanbHbii — 18,5 net (Menuana 7,7 net). Toukoi 1IeH3ypUpOBaHUS
naHHbIX sBUiach Aara 04.05.2017 r. Kpurepuu BKIIOYEHHS — BCE MAUEHTHI B BO3PACTE OT POXKACHUSA
no 19 ner, nonyuusimume TI'CK 3a ykasanHbslil iepuos, u npoxxusiime MunuMym 1 roa nocne TT'CK.
[lanmenTsl, ymepumme wid BbIObIBIIME Ha nepBom roxy mnocie TICK (71 w3z 360
TOCIUTAIU3UPOBAHHBIX [JE€Tei), aHalu3y HE MOJBEprajuch, TaK KaK OCHOBHBIMU NPUYMHAMH HX
3a00JIeBa€MOCTH M CMEPTHOCTHU SIBJISUIMCH PAaHHHE OCJIOXKHEHHS M TOKcHueckue 3¢ (EeKThl, a Takxke
pelraIuBbEl OCHOBHOTO 3a00JICBAHMSI.

Co6op mHbOpMAaIU TPOBOIUIIN C UCIIOIH30BAHUEM MEPBUYHON MEIUIIMHCKON JOKYMEHTAIMH
(uctopun Oone3nn) U 3ekTpoHHON 0a3pl maHHbIX PI'BY «PIIKB» MunsnpaBa Poccun u ®I'BY
«HMUL AI'OU um. Jdmutpus PoraueBa» MunznpaBa Poccun. Wndopmanuio o JuarHocTuke u
Tepanuy, MPOBOAMBIIMXCS BHE JaHHBIX YUYPEXKJACHUH, MOIy4daId U3 CONPOBOJUTENILHOMN

AOKYMCHTAIlMHU, a4 TaKXKC B JJICKTPOHHOM BHUAC OT Bpaqeﬁ réeMaToJIOTM4YCCKUX HCHTPOB PCrUOHOB, a
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TaKXXC CaMHuX IIAaIIMEHTOB U HUX ponMTeneﬁ. C06paHHBIe AAaHHBIC IMPOCIICKTUBHO PETUCTPUPOBAIMCH B
CHelHalbHO pa3pabOTaHHOH uccienoBaTeNbCckol 0a3ze naHHbIX B nmporpamme Microsoft Excel 2010,
coaep:xkaieit 110 perucTpalmOHHBIX MOJICH.

KoHeuHbIMU TOYKAaMU HMCCIIEIOBAHUS CIYXKWIM KyMYJATHBHbIE pucku pasButus I10, obuas
BBDDKMBA€MOCTB, OeccoObITHIiHAA BbDDKMBA€MOCTb, PUCK pa3sBUTUA PpCOUANBA, HE CBsA3aHasA C
peuuanBaMu JICTAJIIbBHOCTD. KOHKypI/IPYIOHII/IMI/I COOBITUSAMH CUHMTAIIA CMCPTb, HCIPUIKHUBICHUC U
OTTOPXKCHUC TpaHCIIJIaHTaTa (HCHpI/I)KI/IBJ'IeHI/Ie U OTTOPKCHHUEC TpaHCIUIaHTaTa BCJIIM K IMOBTOPHBIM

TI'CK, xoTOpbI€ B JaHHOM aHAJIN3€ HE YYUTHIBAJIN).

Memoowl 06cneoosanus nayueHmos

CranmaptHoe 00CieIOBaHHME IMAIIMEHTOB Ha IMO3AHUX cpokax mnocie amioreHHon TI'CK
BKJIIOYAJIO B ce0s1 caemyromme MeToasl (peanu3zoBannbie B « HMULL AI'OU um. JImutpust PoraueBay»
100 IO MECTY KUTEJIbCTBA):

1) ¢u3uKanpHBIM OCMOTp MALMEHTA C U3MEPEHNEM aHTPOIIOMETPUUECKUX TTOKa3aTelel;

2) nabopaTOpHBIE HCCIICIOBAHUS:

* KIMHUYECKHUI 001K aHAJIU3 KPOBU;

* pa3BepHYThI OMOXUMHUYECKHI aHaIM3, BKIIOYAIOIIUN MoKa3aTesld QyHKIUHU MMOYEK U MEeYECHHU,
AJIEKTPOJIUTHL, TUMHUIOTPaAMMY, JIAKTaTIETHIporeHasy, GeppuTuH, riIroKo3y;

*  00mMH aHAJIN3 MOYH;

*  aHaJIM3 KPOBU HA CHIBOPOTOUYHBIE UMMYHOIIO0YIMHBI G;

*  UMMYyHO(EHOTHUNHPOBaHUE TUM(POIMTOB NepUPepruIecKoil KpoBH;

*  aHaIM3 KPOBU HA XUMEPHU3M (/7151 TAlIUEHTOB C BBICOKUM PUCKOM OTTOPKEHUS);

* TOpMOHaJbHBIA mpoduiab: THpeoTponHbii ropMoH (TTI), TpuloATUPOHUH CBOOOIHBIH,
TETPaOATHUPOHUH CBOOOHBIH, (G OJTHKYJIOCTUMYJIUPYIOIIUN TOPMOH (®CI),
moTeuHu3u3yomuii - ropmon  (JII'),  acTtpammon  wiM TECTOCTEPOH,  KOPTHU3OI,
aHTUMIOJIEpOBCKUM ropMoH (AMI') winu uHrubuH B, mo mokasaHusIM: MHCYJIMHOIOOOHBII
¢dakTop pocra-1, COMaTOTPONHBIN TOPMOH;

*  KoaryJjorpamma;

* [0 NOKa3aHUsAM — OuomCHs KOXHM W/WIM CIU3UCTOM O000JOYKH C THUCTOJIOTUYECKUM
HCCIIEIOBAaHUEM, HCCIIeIOBaHUE CyOCTpaTOB Ha BUPYChl METOJOM THOJMMEpPAa3HOW IEMHON
peakmuu (ITLIP), kocTHO-MO3roBas 1 TrOMOaTbHas TyHKIINH;

3) uHCTpyMeHTalbHble HcciaenoBaHus: anekrpokapauorpadus (OKI'), sxokapauorpadus (Oxo-
KT'), ynbrpa3BykoBoe uccinenoBanue (Y3M) OprourHoi mojgocTH U MOYEK, Majoro tasza (ass
JICBOYEK), IIUTOBUJHOM  JKeje3bl, TecTbl (GYHKIUM BHemHero aAbixanus (OBJ),

anekTposHuedanorpapus (331°), mo mnokazanusiMm — saekTpoHeripomuorpadpus (OHMI),

11



koMmbtotepHast Tomorpadust (KT) nerkux, pentrenorpagus KOCTe 1 MarHUTHO-PE30HAHCHAs

tomorpadust (MPT) cyctaBos;

4) oCMOTp CHEHHAIUCTAMH -  OKYJHCTOM,

CTOMATOJIOTOM, SHJOKPUHOJIOTOM, HYTPHUIIMOJIOTOM, OPTOIMEIOM, B psijie

IICHUXOJIOTOM, IICUXHUATPOM.

O0BeM 1 IEPUOUIHOCTh UCCiea0BaHmi 3aBucenn oT cpoka nocie TI'CK, a taxke xapakrepa

1 BBIPAKCHHOCTH TCKYIIHUX OCIIOJKHCHUM.

O6u4a}1 xapakmepucmuka naueéHmoe

Menuana Bo3pacta Ha MomeHT TI'CK coctaBuna 9 ner (pasbpoc: 1 mec — 19 net), Ha MOMEHT
mocyenHero Kourakra — 16,7 mer (pazopoc: 3,6 — 34,2 rr.). IIpu stom 150 mereit (52%) momyunnu
amoreanyto TI'CK B Bospacte munaamie 10 ner. Manbuuko 6su10 170 (59%), neBouek — 119 (41%).
Pacnipenenenrie manueHTOB B 3aBUCHMOCTH OT IepHoja IMoyioBoro passutusg Ha MomeHT TI'CK
MIPEACTABIICHO CIAEAYIOMMM o0pa3om: 1o myoeprara — 172 pedenka (114 ManbuukoB u 58 neBoYeK), BO

Bpems mybOeprata — 93 manuenTa (50 ManbuukoB U 43 neBoYkH), Hocie nmydeprata — 24 yenoBeka (6

MaJbYUKOB U 18 neBoyek).
TpaHCIUIAHTAIMOHHBIE ~ XapaKTEPUCTHKHU

npencrasieHsl B TaOnuue 1.

KapAHOJIOrOM, HEBPOJIOTOM,

Tabnuua 1 - Tpancnianmayuonusie xapakmepucmuxku nayuenmos 6bl60pKu

THHEKOJIOrOM,

ClIly4aeB

INalTuECHTOB, BKIIOUCHHBIX B  HCCICIOBAaHUC,

Xapaxmepucmuku Koauuecmeo nayuenmos, aoc. %
Jnaruossl:
37I0KA4ECTBEHHBIE 3a60eBAHMS 152 53
HE3JI0KaueCTBEHHbIE 3a00JIeBaHUS 137 47
Ucrounnk [CK*:
KOCTHBIN MO3T 172 60
CTBOJIOBBIE KJIIETKHA KPOBU 91 31
IIyTIOBUHHAs KPOBb 13 4,5
KOMOHMHAIIUU 13 4,5
Bun nonopa:
COBMECTHUMBII pOJICTBEHHBIH 181 63
COBMECTHUMBIN HEPOJCTBEHHBIN 90 31
rarIonIeHTUYHbIN (¢ T-KIeToOYHOH aensenueil) 18 6
CoBMECTHUMOCTH T10 TTIOJTY:
COBMECTHUMBI 153 53
JIOHOP ’KEHCKOTO I10JIa y TAalIMEHTa MY>KCKOT0 110JI1a 83 29
JIOHOP MY’KCKOT0 110J1a y MAIIMEHTa KEHCKOT0 110J1a 53 18
ABO-coBMECTUMOCTS:
COBMECTHMBI 159 55
00J1b111as HECOBMECTUMOCTh 50 17
MaJjiasi HECOBMECTUMOCTh 63 22
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Xapaxmepucmuku Koauuecmeo nayuenmos, aoc. %
CMelIaHHas 17 6
PexuM KOHIUITMOHUPOBAHMS:
MHUe0abIaTUBHBIN 204 71
HEeMHE10a0JIaTUBHBIN 85 29
Knerounas tepanus nocne TI'CK, B Tom uucine: 57 20
nosTopHast TT'CK 22 8
[Tpodunakruxa PTIIX:
IHUKJIOCTIOPHH-COIepIKAIIAs 214 74
TaKpOJIUMYC-COAEPKAILAs 71 25
JpyTasi UM OTCYTCTBYET 4 1
[TepeHOCUMOCTH MHTHOUTOPOB KaIbIIMHEBPUHA!
HE TOJIepUPOBAIIU 86 30
OJTy4asn 203 70
Octpas PTIIX
0-I cramun 141 49
II-1V cTragun 148 51
CMV’>-peakTiBarst
HET 189 65
na 100 35

Ipumeuanue. — ' — ecemobracmosvi, comuduble ONYXONu, CeMelinbili 2eMOpazoyumapHblii
aumpozucmuoyumos,  X-cyennennoisi  aumponponugpepamusniii - cundpom; - - - ITCK —

2emonosmudeckue cmeaonogvie kiemiku, - 3 - CMV (Cytomegalovirus) — yumomeeanosupyc

Xapakmepucmuxa npozpamm mpancnianmayuu u oyenxa 110

CoBMeECTUMOCTD JIOHOpA OMNPEIEIISIIM COTJAaCHO CTaHAAPTHBIM MEXIyHApOJHBIM KpPUTEPUIM
rpynmsl EBMT. Ilpu npoBeneHnn HEPOACTBEHHBIX TPAHCILIAHTALNK ITOMCK JOHOpPA OCYLIECTBISIN B
HEMEIKOM PErucTpe JOHOPOB KOcTHOTro Mo3ra uMeHu Credgana Mopmia (bupkendensa, ['epmanus) u
peAKo — B perucrpax 6aHKOB MYMOBUHHON KpoBU I'. MockBbl U T. CaMapbl.

Pexumbl KOHIUIMOHUPOBAHUS MOAPA3ACIISIIUCH HA MHEN0a0IaTUBHbIE, COJIEPIKAIIUE BHICOKHE
7036l AMKWIMPYIONIUX TPEnapaToB MU WX COYeTaHUs WM ToTainbHoe oOiydenue tena (TOT), u
HEMUEN0abJaTUBHBIE, B KOTOPBIX J103bl AJKWJIMPYIOIIMX areHTOB MEHBIIE TAaKOBBIX, BBI3BIBAIOLIUX
HeoOpaTUMYIO aIIa3uio KPOBETBOPEHMUSI, TUOO B KOTOPBIX AJIKUIISTOPBI OTCYTCTBYIOT.

[Tpodunaktuka PTIIX ¢ npeumyiiecTBEHHbIM NPUMEHEHHUEM HHTMOMTOPOB KaJlbLIMHEBPUHA -
nukiocropuaa A (CsA) W TakpoimMmyca - TPOBOAWIACH BCEM TMalMeHTaM, Kpome AByX. llon
OTCYTCTBHEM TOJEPUPOBAHHUS MHTUOMTOPOB KaJIbLIMHEBPUHA TIOHMMAJIM HEBO3MOXKHOCTh HX
JaJIbHENIIEro npuemMa B CHITy He(ppOTOKCUYHOCTHU WX APYTUX OCIOXKHEHHH.

ConpoBoauTenbHas Tepanus HOCWIA CTAaHIAPTHBIM XapakTep COIJIaCHO PEKOMEHAALUIM
rpynnsl EBMT ¢ yyetoM onTumH3anuu BO BpEMEHHM U BKIItouYaia B ce0sl MpOo(UIAKTUKY OCHOBHBIX

PaHHUX TOKCUYECKHX U MHPEKIMOHHBIX ocliokHeHuH ammorenHo TI'CK.
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[To3gHUMH OCJIO)KHEHUSIMU CUMUTAIM JI0ObIE HAPYLIEHUS CO CTOPOHBI Pa3jIMYHBIX OPraHoB U
cUcTeM, BOo3HUKIIME B oTcpoueHHOM nepuoje nocie TI'CK (ycmoBHo mocie 100 qHeit oT MmoMmeHTa
TI'CK) 1 04eBUIHO CBSI3aHHBIE C €€ TIPOBEICHUEM.

Ounenka IIO peuunuentoB amtorenHot TI'CK mpoBogmiack coriacHo pesyjbTaTam
KOMIUIEKCHOTO 00CJIEeI0BaHUSl C y4E€TOM MEXAYHapOIHBIX peKoMeHaauuid mno ckpuHuHry (Majhail
N.S., 2012). IlpoBogunu moApoOHBIM aHAIM3 TakWX He3nokadecTBEeHHBIX [10, kak XpoHUYecKas
PTIIX, mno3nHue HEMH(PEKIUOHHbIE TIOPAXKEHUS JIETKUX, MATOJOTUs DSHJIOKPUHHOM CHCTEMBI,
HapyLIeHHUs] KOCTHOIO MUHEPaIbHOI0 0OOMEHa, NaTOJIOTUsI HEPBHOM CUCTEMBI U CEpJICYHO-COCYIUCTOM
cucteMmbl. [l  OLIEHKM TOpaKEHHsI OCTaJbHBIX OpPraHoB UM CHUCTEM  HCIOJb30BAIUCH
SNUIEMUOJIOTMYECKUE XapaKTEepUCTUKU. Takke OLEHUBAIM pa3BUTHE 3J0KauecTBEHHbIX [IO —
MOCTTPAaHCIUIAaHTaIMOHHOTO  JuMonponudeparuBHoro  cuaapoma  (IITJIII3),  BTOpHMYHBIX
remMo0J1acTO30B U COJIUIHBIX OITyXOJIEH.

ITox xponuueckoit PTIIX moHuManu ayTo- M aJVIOMMMYyHHBIE HapyLIEHUs C MOPAKEHHEM
MHOKE€CTBA OPraHOB U CHCTEM, (OPMUPOBAHMEM HMMYHHOro AepUIMTAa M HapyIIEHHEM KadecTBa
Ku3HU. Jls  ynpolleHuss — aHaiM3a  UCHOJb30BAIM  MOJAU(UIMPOBAHHYIO  HCTOPHYECKYIO
kiaccudukanuio xponnueckoit PTIIX ¢ paznenenneM Ha OrpaHUYEHHYIO U SKCTEHCUBHYIO (DOPMBL.

[To3guumu HeMHpEeKUMOHHbIMU NopaxkeHusMu jerkux (Late Onset Noninfectious Pulmonary
Complications, LONIPC) cuurtanu o6nurepupyroniii OpoHXuoauT, 00IUTEpUpPYOUl OPOHXHUOJIUT C
OpraHM3yIoIleicss THEBMOHMEN (B HACTOsIIEe BpeMsi — KPUIITOT€HHAs! OPTaHU3YIOMIAsCs THEBMOHMS)
W CHHIPOM HWJIHUONATHYECKOM mHeBMOHMH. [[ns ompenenenuss camoro dwactoro LONIPC -
O0JIUTEpUpPYIOLIETO OpOHXMOJIUTA - HCHOJb30BaM KpuTepun KoHceHcyca 1O KIMHUYECKUM
uccnegopanusM xpoundeckor PTIIX ot 2014 r. (Jagasia M.H., 2015).

3a myOepTaTHBIM BO3pacT mpuHUManu uHTepBaibl 10-14 mer mist neBouek u 12-16 et st
MaJbUMKOB C y4eTOM (POPMHPOBAHUS BTOPUYHBIX MOJIOBBIX MPU3HAKOB. YPOBEHB MOJIOBOTO Pa3BUTHUSA
ONPEIEISIIN C UCTIOIB30BAHNEM OLICHKHU 110 TaHHepy.

['unepronanorponuslii runoronagusm (I'T) onpenensiin Ha OCHOBaHMM OTCYTCTBUS Pa3BUTHUSA
BTOPUYHBIX IOJIOBBIX MPU3HAKOB Yy JI€BOYEK A0 13 jieT, OTCYTCTBUS MEHCTpyaluuid y JeBouek a0 15
JI€T, OTCYTCTBUSI BTOPUYHBIX IIOJIOBBIX IMPU3HAKOB y MAJIbUYUKOB 70 14 JeT — B COUYETAaHUH C
noBbiieHHueM ypoBHel @CI" u JII' B CBIBOPOTKE KPOBHU.

Bropuunslii runotupeos onpeaessin kak nosbimeHre TTIT ¢ comyTCTBYIOIMM CHUKEHHEM
TUPOKCHHA U TpUHOATHpOHMHA (cyOkinmHuYeckass ¢opma - mnoBbimieHne TTI mpu HopMaIbHBIX
YPOBHSAX TUPOKCUHA U TPUHOATUPOHUHA).

[Ton cHmXeHHEeM pocTa WM Beca MOJApa3yMeBalIM IMOKa3aTeld JaHHBIX BEJIUYMH HUXKE 25

MPOLIEHTUIIS JUJIsl COOTBETCTBYIOIIEH BO3PACTHOM KaTE€rOpHH, MO 33AEPKKON (PU3NIECKOro pa3BUTHS -
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aHTPOIIOMETPUUECKHUE TOKA3aTeIM POCTa U Beca HWXKE 3-5-r0 MPOLEHTUJIS WM MX 3HAYUTEIbHOE
CHUKEHME 32 KOPOTKUI CPOK.

Hanuume  octeomeHuum/ocreonopo3a  yCTaHABIMBAJIM  HA  OCHOBAaHUU  3aKJIHOYEHMI
PEHTTEHOJIOTUYECKUX HCCIE0BaHUNA KOCTHOM TKaHU (B mepuoi ¢ 1994 mo 2002 rr.) u pe3yiapTaTam
KOMITBIOTEPHON PEHTI€HOBCKOW OCTEOJEHCUTOMETPUU MOSCHUYHOIO OTHeNa Mo3BoHouHuKa (¢ 2003
mo 2011 rr.) coryiacHO CTaHAAPTHBIM KPUTEPUSIM: OCTEOINECHUS — Z-SCOre KOCTHOM TUIOTHOCTH < -2,0;
ocreonopo3 — < -2,0 u HaJiuyhe B aHAMHE3€ NEPEIOMOB KOCTEH HOI, KOMIPECCUOHHBIX MEPETOMOB
MIO3BOHOYHMKA, > 2 NEepeIOMOB TpyOdaThiX KocTed pyK. [[isi AMarHOCTUKM aBacKyJSpPHBIX HEKPO30B
(ABH) wucnonbp3oBajii pEeHTTEHOJIOTMYECKOE HCCIIEIOBAHME KOCTEH, a Takke mnpoBenenne MPT,
kputepueM auarHocTukd ABH cuurtanu XapakTepHble pEHTI€HOJIOIMYECKHE TaHHbIE OT KapTUHBI
oTeka 10 (popMHpOBaHUS KIACCUYECKOM 30HBI HEKPO3a.

Bropuunoii KapJroMuonaTuen (cuMnTomMaTHYECKON KapAMOMHUONATHEM,
MUOKapIUOAUCTpo(uel) cuuTanu TeTepOreHHYI0 TpyNIy MOpaXXeHUM MHOKapaa pasiIuyHOU
STHOJIOTUH, JJISi KOTOPOM XapakTEpHbI AUCTPOPHUUECKUE U3MEHEHMs CEpJ€UHON MBIl U pa3BUTHE
TUCPYHKIIMH JIEBOTO JKEITYyJ0UKa.

Tepanus [10 3aBucena ot BUia OCII0KHEHUS U HOCHUJIA XapaKTep, crieluGUyecKuil 11 Kak101
KOHKPETHOW TpyMIbl OTAANEHHBIX 3 exToB. OLeHka OTBeTa Ha JIEYEHHE OCYIIECTBIISIach COTJIaCHO
MPEIOKEHHBIM HaMH YHU(GUIUPOBAHHBIM KpPUTEPUSM OTBETa KaXXIAOW KOHKPETHON TpYyIIIbI
HapyUIeHUI U XapaKTepu30Bajiach Kak yJydllleHue, CTabMIn3alys 1 nporpeccupoBaHue 3ad01eBaHus,
a s OLICHKHM oTBeTa Ha Tepanuto xpoHudeckord PTIIX wmcnonws3oBamm cranmaptel BceemupHO
opranuzanuu 3apaBooxpaHeHuss (BO3) (monmHbIii OTBET, YAaCTUYHBIA OTBET, CTaOWIM3AIuS,
nporpeccupoBanue) (Carpenter P.A., 2015).

OueHky colMaabHOM ajanTalyy KaKk MHTErpaluu peOeHKa/MOJIPOCTKAa B OKPYKAIOIIYI0 €ro
cpely MPOBOJWIM IIyTEM ONpoca MalMeHTa U €ro poAUTEIed ¢ MOMOLIbI0 yuyeTa COLHUaIbHOU
moyie3Hol  gestenpHOCcTH  (ydeba, pabora, TMOMOIIb MO JIOMY), JUYHBIX W  COIHATBHBIX
B3aMMOOTHOIIECHUN (HaIW4He Ipy3eil/mapTHEPOB, CIIOCOOHOCTh YCTAHABJIMBATH HOBBIE KOHTAKTHI),
CTENIEHU AaBTOHOMHOCTHM U B3aUMOJICHCTBUS (CaMOCTOSITENIbHBIM yXox 3a co0oil, OTCyTCTBHE
arpecCUBHOCTU B NoBeseHUN). Vcronb30Banu NpeuioKeHHbIe HAMH YIPOIIEHHbIE KPUTEPUH OLEHKU
— ajanTanyus COXpaHeHa (aKTUBHAs >KM3Hb C BBICTPOEHHBIM B3aUMOJIEHCTBUEM), aJalTallis CHUKEHA
(oOyuenue Ha JOMYy WIM JUCTaHLUMOHHO, TIIOCEIIEHWE H30JMPOBAHHBIX 3aHATUN/KPY’KKOB,
OTpaHUYEHHBIA Kpyr OOLIeHMs, OTCYTCTBHUE NapTHEpa), aJanTalus pe3Ko CHIKEeHa (OTCyTCTBHE
y4eObl/paboThl, MPOAYKTHBHOTO B3aUMOJICHCTBUSI, MOTPEOHOCTh B YXOJI€, DJIEMEHTHI arpeCCUBHOTO

TTOBEICHUA ).
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Cmamucmuueckuil ananu3

s XpaHeHHs] JaHHBIX U MPOBEACHMS NEPBUYHOM 0OpaOOTKU MCIOJB30BajIM 0a3y JaHHBIX B
nporpamme Excel Microsoft Office 2010. Ananu3 npoBoaMIM € TOMOIIBIO CTATUCTHUECKOro nakera R
3.4 (ABctpus) B nporpamme R-Studio 1.0 (CLLIA).

Jlst onycaHusi KOJTMYECTBEHHBIX JJAHHBIX HCIOJIb30BAJIUCH a0COIIOTHBIE 3HAUEHUS NPU3HAKa U
MPOLEHTHI, JUISl ONMCAHMUSA KOJIMYECTBEHHBIX HENPEPBIBHBIX JAHHBIX — MEJIuWaHa U CpeaHee
apudmeTnyeckoe C yKazaHueM pa3zdpoca U CpeIHECTaTUCTHYECKOro OTKJIOHeHus. Jlyig aHamu3za
HenapaMeTpUUeCKUX JIaHHBIX B TAOJMIAX COINPSIKEHHOCTH MPUMEHsUIM KpUTEepuil xu-kBaapara. s
OLICHKM BBDKHMBAEMOCTH HcHoib3oBaM Meron Kammana—Maitepa. [Ins  cpaBHEHHMsSI KpPUBBIX
HCIOJIb30BaJICsl HenmapaMmerpuueckuil log-rank kputepuit. O6myto BeikuBaeMocth (Overall Survival,
OS) st Bcex manueHToB paccuuTbiBain oT Aarhl nposeneHuss TI'CK no cmeptu ot m060i npuyuHbI
WM JI0 JaThl TOCJIEIHETr0 KOHTakTa ¢ OonpHBIM. beccoOpiTuiinyio BelKHMBaemocTh (Event-Free-
Survival, EFS) paccunteiBanu ot natel nposenenus TI'CK 10 m000ro «OTpHIATEIIBHOT0» COOBITHS
(HenmpuKUBIIEHNE, OTTOP)KEHHUE TPAHCIUIAHTATa, PEIUIMB, BO3BpAaT OCHOBHOTO 3a00JIeBaHMsI, CMEPThH
OT JIFOOBIX MIPUYUH B 3aBUCUMOCTHU OT TOr'0, KAKOE COOBITHE HACTYIUJIO MEPBBIM) JI0 AaThl OCIEIHETO
KOHTakTa ¢ OOJIbHBIM, €CJIM TaKoro cOOBITHUS HE Npou301LIo. be3penuauBHYIO BBIKHBAEMOCTD
(Relapse-Free Survival, RFS) ans manueHTOB CO 3710Ka4eCTBEHHBIMU 3a00JI€BAaHUSMH, JOCTHUTIINX
pemuccun, paccuuthiBai oT aatel TT'CK mo ngaTel BO3HMKHOBEHUSI peuuauBa. s OONBHBIX ¢
HEOIUIa3UsAMHU TaKXe CMOTpPEIM PHCK pa3BUTHUS peUM]IuBa, Kak Oojiee TOYHBIA IOKa3aTellb
nporpeccupoBanus 3aboneBanus (Cumulative incidence of Relapse, CIR). Ilon nHe cBszaHHOW C
penmauBamu  netanbHOCThIO  (Nonrelapse Mortality, NRM) mnonumanu puck cmeptu 0e3
penuanBa/ mporpeccu OCHOBHOTO 3a00JICBaHUSI.

KyMmynsaTuBHas BEpOSTHOCTh Pa3BUTUSL COOBITHS OLICHMBAJIACh MO METOJY KOHKYPHUPYIOLIUX
puckoB. [l omMcaHus KyMYJSITUBHBIX PUCKOB, B BHJy NPUCYTCTBUS LIEH3YypUpOBaHUs (AaToit
LEH3YPUPOBAHMS CUUTAIM JaTy IOCJIEIHEro KOHTAaKTa), MCIOJb30BAJIM aHAIU3 BbDKUBAEMOCTH, a
UMEHHO - olleHKYy kymyssituBHoro pucka (KP) u ee 95%-i1 noBeputenshbiii untepsan ([AM), takum
00pa30oM YUYHUTHIBAIN KOHKYpUPYIOLIUE cOObITUA. Il MPOBEPKU FMIIOTE3 U CPAaBHEHUS] KyMYJISITUBHBIX
PHCKOB MEXly TPyIIIaMHU UCIIOJIB30BAIN KpUTEpHii [ pest.

CTaTuCTHYECKU 3HAYMMBIMU CYUTAINCH paznuuus pu p < 0,05 (1BycTOpOHHHII TECT).

OrneHKa BEDKHBAEMOCTH MPOBOAMIACK O cocTostHUIo Ha 04.05.2017.
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PE3YJIBTATBI UHCCJIEJOBAHUSA U UX OBCYKJIEHUE

O01as OLIEHKA MCX0/10B M MO3IHUX ocaokHeHuii aanorennoii TT'CK

N3 289 manmeHTOB, BKJIIOYEHHBIX B HMCCIEIOBAHUE, MPIKUBICHUE 3apeTUCTPUPOBaHO y 283
(98%). HdBaauatu nBym nersm notpeboBanach moBropHas TI'CK (5 ciywaeB HenpmxubieHus, 7
OTTOp)KEHUH, 7 penuauBOB, 3 ciydas THMOQYHKIWW TPAHCIUIAHTATa TMPH HAJTUYUU CMEIIaHHOTO
XUMEpHU3Ma).

[Topasxxenue XOTss ObI OJHOTO OpraHa WM CHCTEMBI, ACCOIMMPOBAHHOE C TIPOBEICHHOMN
aiuorerdoir TT'CK, 3apeructpupoBano y 214 6onpHbIX (74%). BONBIIMHCTBO MAIIMEHTOB HMEIH
couetanuble [10. O6mas Bcrpeuaemocts 110 amnorennoit TT'CK y gereit u moapocTkoB npeacTaBieHa

B Ta0Onure 2.

Tabmuma 2 - Oowas ecmpeuaemocms 110 annoeennou TI'CK y demeii u noopocmkos

Ho3onue ocnorcnenusn ‘ 3nauenue, aoce. (%) ‘ KP, % (95%-u /IH)*
Heznokauecmeennwvie 110
Xponnueckas PTIIX, 134 (46,4) 45,1 (39-50,6)
AKCTeHCHBHAs (hopma 75 (25.,9) 24,6 (19,5-29,5)
[To3nHre HeMH(EKIMOHHBIE TOPAXKEHUS JIETKUX 26 (9) 8,3 (5-11,5)
OHIOKPUHHBIC HAPYIICHUS:
Bcero 94 (32,5) -
['uneproHagoTpONHBINA FUIOrOHATU3M 33 (11,4) 17,7 (10,5-24,3)
BTopuunblii runotupeos 19 (6,6) 12,4 (4-20,1)
Hapymenust pocrta u pa3Butus 3314 -
Hapymiennst KOCTHOW MHHEpalIbHOM IINIOTHOCTH U 48 (16,6) 17,0 (12,4-21,4)
ABH
[Tatonoruss UEHTpaNbHOM HEPBHOW CHUCTEMBI U 62 (21,5) -
TICMXOHEBPOJIOTHYECKUE HAPYIICHUS
[TaTonorust nepudepuyeckoil HEpBHON CUCTEMBI 38 (13,1) -
CepaeyHo-coCyIucTast MaToJIOTUsl 56 (19.4) -
[TaTtonorus xexyq09HO-KAIIIEYHOTO TPAKTa 77 (26,6) -
[TaTtonorust MO4e-IoJa0BOM CHCTEMBI 32 (11L,1) -
[laTosiorusi opraHoB 3peHust 77 (26,6) -
[Taronorust JIOP-opranos 40 (13,8) -
[TaTonorust moyIoCTH pTa 30 (104) -
3nokauecmeennvie 110
Bcero 9 (2,8) 8,1 (0-16)
ITTJII3 3 (1,0) -
Bropuunsle conuaHbe OIyX0JIH 4(1,4) -
Bropuunsie remo61acT0O361 1(0,3) -

Ipumeuanue. - * - 3nauenuss KyMyaamueHo20 pucka pa3eumusi Namolo2ul NpueedeHvl 8 MoM cydae,
K020a ObI1I0 803MONCHO NPOGEOeHUEe MOYHO20 CIAMUCIUYECKO020 aHANU3A
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Pucku PAa3BUTUA HE3JIOKAYECCTBCHHBIX INO3AHUX 0CJI0O;KHEHUH U pe3yJbTaThbl HX JICHCHUA

Xpouuuecxaﬂ peakuuna «mpancnjiarnmam npomue xXo03auHa)

Xapakmepucmuka nayuenmos

BoznukHoBenue xponuudeckoi PTIIX ormeuanocs y 134 nereit (46,4% otr Bcell BBIOOPKH).
PasButne xponuueckoit PTIIX y npeobnanatomiero 60apMIMHCTBA NAIIMEHTOB MPOMU30ILIO Ha IEPBOM
roxy nociie TI'CK (Menuana HacTymuieHus: oclokHeHus — 4 mec, pa3opoc: ot 1 mec 110 5 ner).

B 3aBucumoctu ot o6bema nopaxenus 59 (44%) mauueHTOB MMEIM OTPAaHUYEHHYIO (opMy
(M30TMpOBAaHHOE TOPaXKEHUE KOXK W/minu medenu), a 75 (56%) merel pa3BUiM SKCTEHCHUBHOE
MOpaKEHHE C BOBJICUEHUEM pa3IMYHbIX OPraHoB U cucteM. [Ipeobraasanu KOMOMHUPOBAHHBIE (POPMBI
Mopa)keHUsl ¢ BoBjeueHueM tpex u 0osiee opraHos (110 OonbHbIX, 82%). XpoHHUYECKask SKCTEHCHUBHAS
PTIIX ompenensina pazsutue 67,5% NaTOJNIOTHH KETyA0YHO-KUIIIEYHOTO TpakTa, 63,7% maronoruu
opraHoB 3penusi, 70% maTosoruu MoJoCTH pTa. Meanana Bo3pacTa ManueHToB ¢ xponudeckon PTIIX
Ha momeHT TI'CK coctaBuna 10 snet (paz0bpoc: 2 mec — 19 yer), Ha MOMEHT MOCIEIHETO KOHTAKTa —
16,7 net (pa3odpoc: 3,75 — 34 r.). Xponuueckas PTIIX umena pazsutue y 85 MaibuukoB u 49 1eBOYEK.

Xapakrepuctuku nanueHTos ¢ xponnueckoit PTIIX npeacrasnensl B Tabnune 3.

Tabmuma 3 - Xapaxmepucmuku nayuenmos ¢ xponuueckou PTIIX nocne annocennou TI' CK

Xapakmepucmuxu Ozpanuuennasn popma IJKcmencusnan popma
n=>59 % n=75 %

Jnaruossl:
3JI0Ka4YECTBEHHBIE 27 46 48 64
HE3JIOKAYE€CTBCHHBIC 32 54 27 36
Ucrounuk ['CK:
KOCTHBIN MO3T 40 68 50 67
CTBOJIOBBIE KJIIETKHA KPOBU 12 20 19 25
IIyTIOBUHHAs KPOBb 4 7 3 4
KOMOWHAIINH 3 5 3 4
Bun nonopa:
COBMECTHUMBII pOJICTBEHHBIH 39 66 36 48
COBMECTHUMBII HEPOJICTBEHHBIH 18 31 36 48
TraIuIONCHTUYHBIN 2 3 3 4
AHTHTE€HHBIE PACXO0KICHUS 8 16 15 20
PexuM KOHIUITMOHUPOBAHWS:
MHeN0abIaTUBHBIN 35 59 61 81
HEMHE10a0JIaTHBHBIN 24 41 14 19
AHTHUTENIa B KOHJIUIIMOHUPOBAHUY:
HET 22 37 27 36
ATT (+antu-CD20 B 10 ciryyasx) 32 54 46 61,3
Autu-CD52 3 5 1 1.3
Antun-CD20 2 3 1 1,3
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Xapakmepucmuxu Ozpanuuennasn ¢popma IKkcmencusnan popma
n=>59 % n=75 %

HecoBmecTHMOCTH 110 TIOJTY:
nouop XK=>M 16 27 33 44
noHop M—>XK 10 17 11 15
COBMECTHUMBI 33 56 31 41
ABO-HECOBMECTUMOCTH
0oJbIas 9 15 18 24
Majas 12 20 14 19
KOMOMHHpOBaHHAs 2 3 3 4
COBMECTHUMBI 36 61 40 53
[Tpodunakruxa PTIIX:
HET - - 2 3
MOHO-CsA 7 12 7 9
CsA+MTX 12 20 9 12
CsA+MMF 24 41 4 5
CsA+tMTX+MMF 1 2 27 36
Takpomumyc+MMF 15 25 26 35
He monepuposanu 6 10 8 11
WHndy3un 1oHOpCcKUX JIUMQOIUTOB 7 12 7 9
CMV-peakTuBanus:
HET 35 59 42 56
na 24 41 33 44
Octpas PTIIX:
HET 17 29 12 16
I ctamus 10 17 7 9
II-IV cragun 32 54 56 75

Kymynamuenwvie pucku pazeumus xponuueckou PTIIX

KymynatuBublil puck pas3Butus xponuueckoil PTIIX B nameit BbiOopke cocraBun 45,1%
(95%-u1 1N 39,0-50,6), mpu 3TOM HanboJsiee 3HAYMMBIMH (haKTOpaMH, BIUSIOMIUMHA Ha €€ pa3BUTHE,
sapuinck: npeamectytomas octpas PTIIX II-1V cranuu — y 58,2% pa3sunaces xponudeckast PTIIX B
ormuune ot 31,4% c octpoit PTIIX O-I cramuum (p < 0,001) (Pucynok 1), TpaHcruiaHTanum ot
HEPOJICTBEHHOTO JI0HOpa — 4dactoTa xpoHudeckol PTIIX 57,9% B ornuuue ot 41% npu TI'CK or
poactBeHHOTO AoHOpa U 22,2% B cinydae ramonnentuanoit TI'CK (p = 0,002) (Pucynok 2), CMV-
peaktuBaus — 55,1% (p = 0,007), HECOBMECTUMOCTH MO TOJIy — MPH TPAHCIUIAHTAIMUA OT JTIOHOpA
KEHCKOT0 T10J1a PELUIHUEHTY MYXCKOT0 Tojia puck pa3surtus xponuueckoit PTIIX nocturaer 57,3% (p
= 0,023), mpounaktuka PTIIX takponumycom — 56,5% B orminuuue ot 42,2% npu npoduiakTuke
nukiocropuaoM (p = 0,03).

[Ipy W301MpPOBAaHHOM pPACCMOTPEHHUU OTPAHUYEHHOW U SKCTEHCHBHOM (OPM BBISBICHO
cnenytromee. Yacrora pa3Butus orpannueHHoi xpoHudeckoil PTIIX cocraBuna 20,4% (95%-un AU
15,6-25), puck ee BO3HHUKHOBEHMs OKa3ajiCs JIOCTOBEPHO BbIIIE NI HalUeHToB crapume 10 jer -

27,4% mnpotuB 14,1% B ™Menbmem Bo3pacte (p = 0,004), a Taxke mnpu HEeMHUET0A0JATUBHOM
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KOHAULMOHUpPOBaHuU — 27,8% B ortianuue ot 17,3% npu MuenoadbiaTUBHOM KOHIUIIMOHUPOBAHUU (p =

0,031), U1 oCTaNbHBIX XapaKTEPUCTUK 3HAUMMBIX PA3IUYU HE HAlJCHO.

100
| p << 0.001
e 80
é 60 58.2% (95% [V 49.4-65.4), n = 86/148
'_
o
o 4
g B 31.4% (95% OV 23.1-38.8), n = 43/141
S - At
O 204
0+ T - - - T
0 4 8 12 16 20
Bpems nocne TICK, roapl
Octpas PTMNX +—0-1ctr+234cT

Pucynok 1 - Puck pazsumus xponuuecxou PTIIX 6 3asucumocmu om Hanuuusi npeowecmesyroujeli
ocmpoti PTIIX paznuunvix cmaouti
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Pucynox 2 - Pucx pazeumus xponuueckou PTIIX 6 3asucumocmu om muna oonwopa (MRD —
cosmecmumblii poocmeennwviii, MUD — coemecmumbiii HepOOCMBEHHbLI, 2aNI0 — 2ANI0UOEHMUYHbIL)

OxujgaeMple W CTAaTHCTUYECKH 3HAYMMBIC pasInuusi OOHAapy>KeHbl NMpH aHaim3e (HakTopoB
pucka skcreHcuBHOM xponudeckoi PTIIX (wacrora pazsurus 24,6% c 95%-m 11 19,5-29,5): puck ee
pasButus npu Hanuuuu octpoit PTIIX II-IV craguit coctaBuin 36,5% B otnnune ot 12,2% npu PTIIX

0-I ctaguu (p << 0,001), TT'CK OT HEpOACTBEHHOI'O JIOHOPA MOBBIIIAET PUCK PA3BUTUS SKCTEHCUBHON
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xponuueckor PTIIX no 37,8% B ormmume ot 19,4% npu poactBennbix TI'CK u 11,1% npu
ramtongenTuaHot TI'CK (p = 0,001), TT'CK ot moHOpa KEHCKOTO MOoJia PEIUNUEHTY MY»XKCKOT0 T0JIa
— puck 37,6% B otimmuue ot 20,8% mpu TI'CK oT moHOpa My»KCKOTO IMOJa PEHUITHUEHTY KEHCKOTO U
19% 1npu coBmectumoctH mo moiny (p = 0,005), mnpuMeHeHHe MHEI0a0IATHBHOTO
KOHJAUIIMOHUPOBaHUs — puck 28,5% npotus 15,4% npu HemuenoabaaTUBHOM KOHJIUIIMOHUPOBAHUU (P
= 0,02), npodunakruka PTIIX Takponumycom — puck 35,2% B otnuuue ot 21,6% npu npodunaktuke
CsA (p = 0,031), 3nokadecTBeHHBIC 3aboneBanus — puck 29,6% B ommuue ot 19,2% mnpu
He3JI0KauecTBeHHBIX (p = 0,044).

[nsa  pasButHag OKCTEHCUBHOM XpoHudeckod PTIIX BakHBIM OKasaics BPEMEHHOU
pOMeXyTOK, B kotopoMm ocyiectsisuin TI'CK: puck paszsutus nannoit popmer PTIIX 3a nepuon c
1994 o 1999 rr. cocraBumin 29,2%, ¢ 2000 mo 2004 rr. causwicsa no 14,9%, a ¢ 2005 mo 2011 rr.

cHOBa BO3poc 110 27,4%.

Tepanus u ee ucxoowt

Jleuenune xpounueckoii PTIIX npoBoauiu coriaacHo pekoMeHaanusam koncencyca BO3 2005 r.

B rpynne 59 OonbHbIX orpanuueHHOM xpoHudeckoi PTIIX mecTHyro Tepanuio TOMMYECKUMHU
rimokokoptukocteporiamu (I'KC) u apyrumu mMMyHOCynpeccaHTamMH HMpoBoAwIn 14 mnanueHTam,
cucteMHoe JiedeHue nonayuunu 45 nereil. Ilpu stom 15 6ombHbIX (25%) monyuyanu ['KC B HuU3KHX
no3ax Ooiee 6 mec.

Jleuenue 75 nanueHToB ¢ 3kcTeHCUBHOU XpoHHueckod PTIIX Obuio B OONBIIMHCTBE CIIy4aeB
MHOTOKOMIIOHEHTHBIM M BKJItoyano B cedst coueranue ['KC, MHruOUTopoB KaslbLIMHEBpPUHA,
Mukodenonara mopernna (MMF) ¢ moakimroueHrnemM Apyrux npenapaToB U/WIM METOJIOB: PUTYKCUMAO
ucnonp3oBanu 'y 17 perei, nmukinodochamun - y 12, skcrpakoprnopanbHbiii potodepes (OKD)
npopoawan 11 mnanueHTam, pexe NPUMEHSIM JAejaruji, HUMaTUHUO, METOTpeKcaT, panaMUIiH,
STaHepUEeNT, MEeHULUWUIAMUH, a3aTHOINpPHH, JaKiIu3ymald, MEe3eHXMMAaJbHbIE CTBOJIOBbIE KIIETKH, Y
€MHUYHBIX TNAIlMeHTOB HCIOJb30BaJIM TOPAaKO-a0J0MUHAIbHOE OOIy4YeHHE, PYKCOJIUTHUHUO, HU3KUE
no3el uaTepieiikuna-2. lllectpaecsat npa manuenta (82%) npuaumanu ['KC gnutenbHOCTBIO O0siee 6
Mec.

[Tpu 5TOM MONHBIN OTBET HAOMIOJANIN y BCeX NanueHToB ¢ orpannyeHHon PTIIX u 53 OonbHbIX
sKcTeHCUBHOUM (opmoit xponunueckoit PTIIX (70,7%). JAnurenbHOCTh Tepanuu B MOCIEIHEM Cllydae
cocTaBisia B cpeaHeM OoT 3 10 5 yer. YacTUyHbIA OTBET OTMEHaJICAd y 8 MalMeHTOB XPOHUYECKON
skcrerncuBHo PTIIX (10,7%), atu nmetm nmo cux mop monydaror MCT B paznuyHom oOneme.
YerbipHaguats OonbHbBIX (18,6%) umenu mporpeccuto xponuueckoil PTIIX, uro mpuBeno k

JIETAIbHOMY UCXOY.
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N3 134 nanuenToB ¢ xponnyeckoit PTIIX ymepnu 16 uenosek (12%). 3a uckiitoueHuem JIByX
Clly4aeB, BCE IMALIMEHThl MMEIU B KAueCTBE HENOCPEACTBEHHON NPUYUHBI CMEPTH 3KCTEHCHUBHYIO
xponuueckyto PTIIX w/unu nndexunu Ha pone muorokomnonentnoit UCT.

O6mas u OeccoObITHIHAs BBDKUBAEMOCTU MalueHTOB ¢ XxpoHuueckod PTIIX cocraBumu: OS
84,1% u EFS 80,3%, a nisa 6onbHBIX 3KcTeHCHBHON XpoHndeckon PTIIX - OS 78,9% u EFS 74,3%.

N3 BepxuBmux 118 mammentoB y 111 BO3MOXKHO OBUTO OIICHUTH CTENECHH afalTallid UX B
oO1iecTBe 10 JaHHBIM OIPOCOB JI€TEH U X ceMel - B TpyIIe nauueHTos ¢ orpannyeHHon PTIIX 28%
MAUEHTOB OTMEYAIOT CHUKEHHE aJJalTallii U TPYJHOCTU B OOILIEHUH, TOTJ1a KaK B IpYIIE NaleHTOB

¢ akcreHcuBHOU xpoHnyeckor PTIIX amanranus okazanack cHuxkeHa y 61% aeteit u moapocTKOB.

Obécyicoenue

Yactora BcTpewaemoctr xponnueckor PTIIX mo manHpIM Hamieit BRBIOOPKH OKaszajiach BeChMa
BoicOKON — 46,4% (KP 45,1%), d9ro MOXeT OBITh OOBSCHEHO OOJBIIUM XPOHOJIOTHUYECKUM
npoMexyTkoM aHanuza — ¢ 1994 mo 2011 rr. Taxxe BaxkeH TOT (PaKkT, YTO MOCTAHOBKA JHMArHo3a
xpoHuueckor PTITX HocUT cyOBEKTUBHBIN XapakTep, UCII0JIb30BAHUE 00Jiee YETKUX KPUTEPUEB CTAJIO
BO3MOJKHBIM TOJIBKO TTOcJe TipoBeAeHust KoHceHcycoB BO3 B 2005 u B 2014 rr. Paznenenue ananmusza
Ha BpeMeHHble uHTepBaibl (1994-1999 rr., 2000- 2004 rr., 2005-2011 rr.) mo3BOJMIO YaCTUYHO
YCTAaHOBUTH TPUUYMHY TETEPOreHHOCTH HaHHBIX. B 1994-1999 rr. mogbop MOHOPOB OCYIIECTBISUIN
COINIAaCHO pe3yibTataM ceposorudeckoro HLA-tunupoBanus, 4TO moOJpa3ymMeBaeT OIIUOKU U
HEJOCTAaTOYHYIO TUArHOCTHKY aHTUreHHbIX pasnuuui. C 2000 r. akTUBHO NPUMEHSIM TEXHHUKY
MouteKyJsipHoro HLA-TunnpoBaHus ¢ BBICOKOW CTENEHBIO pa3pelIeHus], YTO YIYUYLIWIO OTAAICHHBIE
pesyabstatel TI'CK. PocT Bctpeuaemoctu xponunueckoir PTIIX B mocnegnue 6 et rocnuTann3anuii
COBIIAJI C BO3PACTAHUEM KOJIMYECTBA HEPOACTBEHHBIX TPAaHCIUIAHTALUH.

I'maBHbIM akTopom pucka xponumyeckor PTIIX ocraercs octpas PTIIX II-IV craauwm,
OCTaJIbHBIMU JIOCTOBEPHO 3HAUMMbIMHU (DaKTOpamu SIBISIOTCS TPAHCIUIAHTALUS OT HEPOICTBEHHOIO
noropa, TI'CK or mgoHOpa >»EHCKOro Tojia PEIUIUEHTY MYXKCKOTO Toa. BaaummoBmusronmm
(dakTopom siBisiercst CMV-peaktuBanus. [ns skcreHcuBHOM xponndyeckor PTIIX momomHuTeIBHBIMEI
3HAYUMBIMH dakTopaMu  SBWINCH  MHEI0A0JIATUBHOE KOHJUIIMOHUPOBAHMUE, JIMarHo3
3JI0Ka4E€CTBEHHOT'0 3a00JI€BaHus, UCIIOIb30BaHKUE Takpoiumyca B podunakrtuke PTIIX.

[Tpu Hanmuuuu NaHHBIX (AKTOPOB MalMEHTa CJIEAYEeT OTHOCUTH B IPYIIY BBICOKOTO pHUCKa
pa3Butus xpoHndecko PTIIX u ocynmecTBaATh O4EHb THIATENBHBIA U 4aCThIi MOHUTOPHUHT, BKIIFOUYas
(U3UKAIBbHBII OCMOTP B CIIEUUATM3UPOBAHHOM ILIEHTPE, a TAK)K€ TaKHU€ MPOCThIE OMOIHUTEIbHBIE

METO/bI ucciienoBanus Kak TecTel ®BJI.
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Ilo30nue HellH¢eKl{u0HHble nopasceHusn 1eCKux

Xapakmepucmuka nayuenmos

Yactora BcTpeuaemoctu LONIPC B Hamieit BeiOopke coctaBuia 9% oT Bcex manueHtoB (26
yenoBek). Bce atu nmetm umenu xponudeckyro skcteHcuBHY0 PTIIX (19% ciydaeB ot Bcex
nanueHToB ¢ xponnueckoil PTIIX u 35% B cTpykType 60bHBIX 3KCcTeHCUBHON XpoHuueckoi PTIIX).

Menuana Bo3pacta faHHoM rpynmnsl nanueHToB Ha MomeHT TI'CK coctaBuiia 9,5 ner (pa30poc:
I r. — 17 net), Ha MOMEHT MOCIEAHETO KOHTaKTa — 16 et (pa3dpoc: 5,85 — 25 ner). Ilpu stom 13
nanuentoB umenu Ha MomeHT TI'CK Bospact mo 10 ner, ocranbnbie 13 denoek - 10 met u crapie.
[Ipeobnaganu Manbuuku — 20 60nbHBIX (77%). [ABanuate 60abHBIX (77%) MOMYyUHUIN AJUIOTEHHYIO
TI'CK mo moBomy remoOnacto3oB, 6 (23%) — 1o MOBOAY HE3JIO0KAYECTBEHHBIX 3a00JI€BaHUM.
Uctounukamu ['CK B OOJBIIMHCTBE CiIy4yaeB SIBUWIMCH KOCTHBIH Mo3r — y 18 gerelt (69%) u
CTBOJIOBBIC KJIETKH KPOBH — y 7 mamueHToB (27%), y ogHOro pedeHKa HCIOIb30BaHa KOMOWHAIIMS
I'CK. CoBmecTHMBIN pOICTBEHHBIN JOHOP ObLT y 14 GonbHBIX (54%), COBMECTHUMBIN HEPOJICTBEHHBIH
— vy 10 (38%), rammommentuunbii — y 2-x (8%). JBaamare nBa marumenta (85%) mnonydwmin
MUEN0a0JIaTUBHBIN PEXKUM KOHIUIMOHMpOBaHUA. Bcem nersim mpoBoaunu mnpodunaktuky PTIIX
uHruOuTopamu KajiplinHeBpuHa (B 69% ciayyaeB ¢ noMoipio CsA), pu 3TOM 0JIOBUHA OOJIbHBIX HE
CMOTJIa TOJIEpUPOBaTh JaHHbIE mpenapathl. [larHanuare manpunkoB (58%) umenu TT'CK ot monopa
KEHCKOro IoJjla, ocTajbHble 11 mnamueHToB ObUIM COBMECTHMBI € JOoHOpamu Mo mnoiy. ABO-
HECOBMECTUMOCTh oTMeuanach y 11 OonbHbIX (42%). Knunuuecku 3naunmyro octpyio PTIIX II-IV
ctanuu pa3Buwin 18 nanueHToB (69%). PeaktuBanus CMV 3apeructpupoBana 'y 11 nereit (42%).

Menuana Bpemenu BoisiBiIeHHST LONIPC oT MomeHTa AMAarHOCTUKH —XPOHHUYECKOM
skcrerncuBHOM PTIIX coctaBuna 10 mec (pa3obpoc: 5 queit — 4 1.).

B OonbummHcTBe citydaeB BblsBiaeHne LONIPC npoucxoausno mo JaHHBIM MOHHUTOpPUHIA
¢bynkuun aeixanus — KT rpyasnoit kierku w/unu ouenke @B/ (17 60nbHBIX), TONBKO Yy 9 manMeHToB
NepBOHAYAJIbHO MMeJach KJIMHUYECKash CUMIITOMATHKAa B BUJAE CYXOro Kalulsl W OAbIIIKU. buorcuto
MPUILIOCH JAeNaTh JUIIb OAHOMY OoibHOMY. Ilociie mocTaHOBKM AMarHo3a BCEM JETSIM MPOBOIMIN
perymsipubiii MoHutopuHr KT u @B/l (c momeHTa goctmxenus 5 ner u crtapuie) 1 p B 2-3 mec.
WNHpekuroHHbI TeHe3 MOpaKeHHsI UCKIYalld 10 MCCIEJI0BAaHUIO MOKPOTHI M Ma3KOB U3 HOca U
HOocOrNIOTKU. C 1eNbl0 MCKIIIOYEHHUS] WMH(QEKIMOHHOTO MOpaKeHWsl 7 NalleHTaM OCYIIECTBIISUIN
OponxoanbBeossipHbIi 1aBax (BAJI) ¢ uccienoBanreM cMbBIBOB Ha HH(PEKIIMOHHBIC MTATOTEHBI.

VYV 21 6onwsHOTO (81%) BBISIBICH OONMHUTEpUPYIONTNI OPOHXUONUT (y 8 MAIMEHTOB C UCXOJIOM B
nHeBMOoPuOpo3), v 5 (19%) — xpunToreHHass opraHusyromascs mHeBMOHUS (y 3 neTel ¢ UCXOI0M B

MHEBMO(PHUOPO3).

23



Kymynamuenwie pucku pazeumus LONIPC

O6mwmit kymynsatuBHbIN puck pa3sutus LONIPC cocrasun 8,3% (95%-it AU 5,0-11,5).

Haubonee 3naunmpiMu daktopamu pucka pas3Butusi LONIPCs sSBUIHCH: SKCTEHCHBHAS
xponuueckast PTIIX (KP 31,3% npotus 0, p < 0,001, Pucynok 3), ocrpas PTIIX II-IV craguu B
anamuese (KP 12,4% B otmmume ot 3,8% mpu octpoit PTIIX 0-1 cramuu, p = 0,01, Pucynok 4),
TPaHCIIAaHTAIIMU OT IOHOPOB JKEHCKOTO IoJa perunuentaM myskckoro nona (KP gocruraer 15,6%, p
= 0,01), HEBO3MOXKHOCTb NOJy4yaTh MHTUOUTOPHI KajJbIIMHEBpUHA BciencTBUE uX TokcuuHoctu (KP
14,5% mnpotuB 5,7% mupu MEPEeHOCUMOCTH WHTHOWTOPOB KanblMHEBpUHA, p = 0,016, Pucynox 5),
IrarHo3 3nokadectseHHoro 3adbomneBanus (KP 12% npotus 4% npu He310KkaueCTBEHHOW MaTOJIOTHH, P

= 0,014), nposenenne TI'CK B roxer 2005-2011 (KP 11,2% B otiinuune ot 4,2% B romast 1994-1999 u
1,6% B roast 2000-2004, p = 0,043).

20 p << 0.001
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XpoHuyeckasn PTIX — HeT —+ orpaHuyeHHas —+— 3KCTEHCUBHAs

Pucynox 3 - Puck pazsumusa LONIPC & 3asucumocmu om Haniuyusi Xxponudeckou sxcmerncusnou PTIIX
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Pucynox 5 - Pucx pazeumus LONIPC 6 3asucumocmu om nepeHoOCUMOCMU UHSUOUMOPOS
KanbyuHespuHa

Tepanusa nayuenmoe ¢ LONIPC u ee ucxoout

Jleuenune Brimouano komoumHupoBanHyo MCT ¢ obs3arensubiM ucnonb3oBanueM ['KC B goze
0,5-1 mr/kr B cyTku nepBblii Mecsal ¢ nepexonoMm Ha 0,3-0,5 MI/Kr B CyTKH IO aJbTEpHUPYIOIEH
cxeMe. B KkadecTBe JIONOJHUTENBHBIX KOMIIOHEHTOB TEpaluM MPUMEHSUIM  HHTUOUTOPBI
kanpiuHeBpuHa, MMF, muxnodpochamun, OK®D, purykcumad, oOCTaIbHBICE BUIBI JICUYCHUS

WCIIONIB30BANUCH dmu3oandecku. [Ipu satom 24 pedenka (92%) npunumanu ['KC anurensHo, Oosee 6
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Mec. B kauectBe 00s3aTenbHBIX KOMIOHEHTOB Tepanuu ¢ 2006 r. HCNONb30BAIM HHTAISIIIMOHHBIE
I'KC, npuem a3uTpoMHIIMHA U MOHTEIyKAacTa.

OtBer Ha nedeHue ObuT monydeH y 20 manueHtoB (77%). [lpu sTom 7 netelt UMenu MOJTHOE
paspenieHre MOpaKeHUs JIETKUX, Y OCTAIBHBIX 13 mpow3onuia cTabuiImn3alys nporecca, OJHaKo, y 8
coxpaustoTcs npuzHaku mHeBModuoOposza mo maHHbiM KT. Ocnoxuenusmu LONIPC sBumuce 3
clly4asi THEBMOMEINACTUHYMa.

[llectr maruenToB (23%) ymepiu, msITh U3 HUX - BCIAEACTBUE MTporpeccuu xponndeckon PTIIX
W/UM TpUCOEANHEHUsT WHQPEKIMOHHBIX OCIOxKHeHuH. OOmas u Oe3penuanBHAsS BbBDKHBAEMOCTh
nauuenToB ¢ LONIPC cocraBummm: OS 76,1% u EFS 68,4%.

N3 20 BBDKUMBIIUX U TOCTYIHBIX aHanu3y jeteil y 18 (90%) BbISABIEHO CHU)KEHUE aJjalTalluy B

oO1iecTBe.

Obécyicoenue

Yactora BcTpewaemoctu LONIPC B Hamieit BBIOOPKE B 1I€7IOM COOTBETCTBYET YACTOTE JAHHOM
npobsieMbl B nenuaTpuyeckoil momyssuuu nocie amwiorenHoil TI'CK. Bospactanue Bcrpeuaemoctu
naHHoro ocioxeHuss 1m0 11,2% B mocinegHue 6 JIeT TOCHUTANIM3AIUMNA OOBSICHSIETCS YBEITUYCHUEM
konuuectBa TI'CK oT HeponacTBEeHHBIX MOHOPOB. CTaTHCTUYECKH 3HAUYMMBIMH (DaKTOpaMH pUCKa
MOXHO C YBEPEHHOCTBIO CUMTAaThb TEYEHHE HKCTEHCHBHOM XpoHudeckoil PTIIX, Hammume octpoi
PTIIX II-IV cragum B aHaMmHe3e, TPAHCIUIAHTALMK OT JOHOPOB YEHCKOTO TMOJIa PEIUIUECHTaM
MY>KCKOI'O I0J1a, IMarHo3 3J0KaueCTBEHHOro 3a00JieBaHUSl. DTO MOJHOCTHIO COOTBETCTBYET JAHHBIM
nuTepaTtypsl. [l Hamiel BbIOOPKU TaKkKe MOKa3aHO, YTO HEBO3MOXHOCTh TOJIEPUPOBATH HHTUOUTOPHI
KaJIbIUHEBPUHA BBICTYNAE€T B KayeCTBE JOMOJIHUTEIBLHOTO 3HAUYMMOTO (akTopa pHUCKa pa3BUTHUA
LONIPC.

Pe3ynbTarhl nedyeHrs NalMEeHTOB Hallled BBIOOPKU JOCTHraroT 77% oOTBeTa Ha TEpaIrvio WIH
cTabmIM3aIuy mpoiecca.

B uenom mpobrema LONIPC TpeOyeT CcHCTEMHOrOo pEIIeHHsS, TaK KaKk 3aBUCHT OT

napajuiesIbHOTO OTBeTa Apyrux opraHos u cuctem Ha UCT.
Iamonozusn IHOOKPUHHOU cucmembl
Bcero BbisiBeHo 94 ciydas nmaTosIoTMH SHAOKpUHHOW cucteMbl (32,5%), cpean KOTOpBIX
PErUCTPUPOBATIN HAPYIICHUS PENPOAYKTUBHON (PyHKIuu (46%), MATOJOTUIO HIUTOBUIHOM >KEIIC3BI

(30%), mapymenusi pocta u ¢usmueckoro passutus (36%), HapymieHus merabomuszma (5%). Bo

MHOT'UX CJIy4dasaX OCJIOKHCHUSA ABJIAINCh COUCTAHHBIMU.
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[Tatonorust penpoaykTuBHOM cepbl oTMeueHa B 43 cioydasx (15% ot oOmielt momymsiuun u
46% B  CTPYKType OHIOKPHUHHOW  marojoruu). OCHOBHBIMH  HApYUICHUSMH  SIBUJIHCH
runepronagorponseiii runoronaausm (I'T) (33 wyenoBeka, 77% penpoayKTUBHOW IuUChYHKLUN),
pa3iauyHble BUJbI M30JIMPOBAHHON JHUCMEHOpeu (4 NIeBOYKH), CHI)KEHHE OBAapUAIBHOIO pesepBa 0e3
noATBepkaAeHHoro auarHo3a [T (3 cmydas), Hapymenus cnepmartoreHe3a Oe3 amarnoza [T (2
MaJbYMKa), TUIIOTOHAOTPOIHBIN TUIOTOHAAN3M Y OJHOTO pebenka, mactomatus (1 ciyuait). bonee
MOAPOOHO PacCMOTPEHBI MAMEHTHI ¢ 1uarHo3oM [T kak Hanbonee 3HAUUMMON MATOJIOTHUH, BIHSIONMIEH
Ha Ka4eCTBO )KU3HU U IETOPOKICHHE.

Ha mMoMeHT mocnenHero KOHTakTa B OOIIEH IpyIiie OLIEHUBAIU TOJBKO JaHHbBIE MallEHTOB,
BBDKUBINIUX W HE HMEBIIMX rumnoronagusma (206 uenoBek). Cpenu HUX CHOHTAaHHOE IOJIOBOE
co3peBanue (onenka nmo TanHepy > 2) ormeueHo y 51 neBouku u3 55 B Bo3pacte 10 jeT u crapiie, u
84 u3 90 manpunka B Bo3pacte 12 ner u crapue (6 manbuukoB ¢ xpoHudeckoil PTIIX ne umenu
MIpU3HAKOB IyOepTara, HECMOTpPs Ha Bo3pact). B nomybepraTHOM nepuoze ocratorcs 23 1eBoYkH U 38

MaJIbYHUKOB.

Hayuenmot c 2unepzoHadOmMpPONHLIM 2UNOZOHAOUIMOM

Menuana Bo3pacra nauuenTos ¢ ['T' Ha moment TI'CK cocraBuna 11 net (pa3dpoc: 3-18 ner),
Ha MOMEHT mocieanero konrakra — 20 ser (pa3dpoc: 10-29 ner). bonbuiyo yacTh JaHHOW TPYIIIBI
npeactaBsum neBouku — 21 (64%). Ha moment mposenenuss TI'CK B momybGepraTHOM mepuoje
pa3BuTUsl Haxomuiuch 14 nereir, mepmoa myOeprara mmenu 16, mocnme mybOeprara ObUIA TpOE.
JBamuate cemb 00sbHBIX (82%) monyunnu amwtoreHHyro TI'CK mo moBoay remo6iactozoB (30% wu3
nux umenu oonyuenue [[HC B anamuese), 6 (18%) — mo moBoAy HE3IOKAa4€CTBEHHBIX 3a00JI€BaHUM.
Ucrounnkamu ['CK siBuinch KocTHBIM Mo3r — y 17 gereit (52%), cTBOIOBBIE KIIETKH KpoBU — y 13
nanueHToB (39%), mynoBuHHAs KpoBb — y Tpex Aeteit (9%). CoBMECTUMbIN POJACTBEHHBINH JOHOP ObLI
y 20 60npHBIX (61%), coBMecTUMBIM HepoacTBeHHbIH — y 12 (36%), rarionIeHTUYHBI — y OJJHOTO
(3%). Bce mammentst (100%) momyunnm MuenoabIaTUBHBIA PEKUM KOHIUIIMOHUPOBAHUS, MIPU STOM
29 (88%) — Oycynbhan-conepxamuii. Bcem aetsim kpome ogHoro mpoBoauin npodunaktuky PTIIX
WHruOMTOpaMu KanblHeBpUHA (B 75% ciyuyaeB ¢ momomibio CsA). [lpeamiecTByromyto OCTpyro
PTIX II-IV crapguu pa3zsuin 20 nanueHTtoB (61%), xponuueckas PTIIX nmena mecto Takxe y 20
00pHBIX (61%).

Kymynamuenwvie pucku pazeumusn I'l’

Kymynsarunbiii puck pazsutus I'T coctasun 17,7% (95%-it 1IN 10,5-24,3).

B pesymnbraTe 3HaYMMBIMH ()aKTOpAaMH pPHCKA, BIUSIONMMHA Ha pa3Butue [T, SBHIUCH

OycynbbaH-cogepx)anuii pexuM KoHauuonupoBanus (p << 0,001) — puck cocraBun 26,6% B
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ornmuue ot 4,9% mnpu apyrux pexumax (¢ TeHICHIMEH Oojiee BBICOKOTO pUCKA TPU COYCTAHUH
Oycynndana ¢ menbdananom — 75,3%, Pucynok 6, a u 6); AMarHo3 3710Ka4eCTBEHHOTO 3a00eBaHus (p
= 0,001, KP 25,6% npu neiiko3ax u MJAC u numb 7,7% npu amnaszusx); oonydenue [IHC B anamuese
(» = 0,001, KP 32,6% npu obaydyenun B otiauuue ot 15,2% 6e3 takoBoro); sxeHckuii o (p = 0,003,

pHUCK Bo3pacTaer B 3 pa3a — 26,5% y neBouek npotuB 9% y ManbuuKoB).

& 100
<
s
g
E 80
g 75.3% (95% Cl 54.7 - 86.5), n = 7/34
5 60
cC
s
Z 40
£ 26.6% (95% Cl 15.2-36.4), n = 28/147 24.8% (95% Cl 11.2 - 36.4), n = 17/93
[}
g 20 sk
S 4.9% (95% C1 0-10.3), n = 4/142 Jﬁ—h 21.2% (95% CI 0.3 - 37.8), n = 4/20
[} a A
& o =# p<0.001 il p=0.757
0 5 10 15 20 0 5 10 15 20
Bpema nocne TICK, rogpl Bpema nocne TICK, rogpl
PeXxvm KoHANLMOHMPOBaHWA Pexvm KoHANLMOHMPOBaHWA
— BycynbhaH copepxkawmin DOpyroi —+ BycynbthaH+menbchanaH BycynbdaH+umnknodocd. Bycynbchan+apyron
a o

Pucynoxk 6 - Puck pazsumus I'T" 6 3asucumocmu om pexcuma KOHOUYUOHUPOBAHUs (a - OyCyabghan-
cooepacawuil u opyaue, 6 - 0ycyib@an-cooepicawuii 8 paziudHblx CO4emanusix)

Jlnst ucKiIroYeHHs B3aMMHBIX BIMSIHMM Ha JOCTOBEPHOCTH ONpezesieHus: pakTopoB pUcKa Oblia
HCIOJIb30BaHa Takke MHorogaktopHas mojaenb PaitHa-I'pes, corslacHO KOTOpOH BBISBIEHO, YTO
BJIUSIHUE KOHJMIMOHMPOBAHMS, IUArHo3a W I0Jia COXPAHAIOT CBOI CTATUCTHUYECKYIO 3HAYUMOCTH
(Pucynox 7). Tak, OycynbgaH-coAepKaliue peKUMbl KOHAMIIMOHUPOBAHUS YBEIUYMBAIOT PHUCK
paszsutus [T B 5 pa3 (95%-it AU 1,62-15,11) (p = 0,005), My>kCKOl 1OJ NMOJpa3yMeBaeT CHUKEHHUE
pucka B 2,7 paza (95%-it I 0,18-0,77) nmo cpaBHeHuto ¢ xxenckuM (p = 0,008), puck pazsutus [T B
rpyIe MalydeHToB ¢ amia3usaMu MeHblne B 2,4 pasa (95% -t AU 0,16-1,07) (p = 0,069). ['pynmna
ManueHToB 110 mybepraTta (Meamana Bo3pacta 5 jeT Ha MoMeHT TI'CK) Ha mpoTseHun MUHUMYM 5
MOCJEAYIOUX JIET HEe MOIJIa ObITh MOABEPrHYTa OLIEHKE, B CBSI3U C Y€M JJISl JJaHHOW Ipymmbl ObuI
npeanpuHiT aHanu3 cimycts 5 et oT Momenta TI'CK: oka3zanoce, uro puck passutus [T B rpymnme
nereit, monyunBmux TT'CK no mybGeprata, Bo3pactaet B 3,7 pa3 (95%-it AU 0,79-17,52) gepe3 S ner

ot moMenTa TI'CK mo cpaBHeHuro ¢ rpynmoii Bo Bpems myoeprara (p = 0,095).
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Ouarvos Neikosbl  MAC Ba30BbIi [}
Annasun 0.42 l—.—| "
(0.16 - 1.07) : 0.069
Pexxum KoHAMLMOHUpOBanA  [lpyroii Ea30BbIii .
BycynbthaH comepxatumii 4.95 —a— .005*
(1.62-15.11) ; 0.005
Mon HKerckuit Ba3oBblit [ |
My>xckoit 0.37 —— 0.008*
(0.18-0.77) :
Bospact Bo epema ny6epTaTa Ba3oBblil .
[o ny6epTtarta 0.11 = 0.001*
(@0 5 net HabntoaeHsA) (0.03 - 0.39) ’
[Ho ny6epTaTa 3.73 |—.—.—| 0.095
(nocne 5 net HabnoaeHunA) (0.79 - 17.52) ’
Mocne nybeptaTa 0.9 |_._| 0.866
(0.26 - 3.14) 5
Lo MR B | TN P | MR B |
0.01 0.1 1 10 100

Pucynox 7 - Puck pazsumus I'T nocne annoeennou TI'CK 6 mnocogpaxmopnou modenu Datina-I pes

Tepanusa I'T" u ee ucxoowt

3amecTuTeNbHYI0 TOpMOHaNbHYIO0 Tepanuto (3I'T) momyuyanu 15 yenoBek (1 mampumk u 14
NEBOYCK), W3 HUX S(PPEKTHBHOCTH JEYCHHS MOXKHO OBUIO OIEHUTH TOJBKO y 12 mamueHtoB (3
NEBYLIKU BbIOBUIM H3-1I0J HaOmioneHus): y toHomu Ha ¢oHe 3I'T TecTtocTepoHOM OTMEuaIoch
MOSIBJICHUE BTOPUYHBIX IIOJIOBBIX IMPU3HAKOB, W3 9 JEBOYEK y UETBEpHIX HAOIIOAAaeTcs IOJIHAs
oBapuaibHas HeJOCTaTOYHOCTh (oueHka mno TanHepy 2-3 Ha (oHe Tepamuu), y JABOUX LHUKI
BOCCTAHOBJIEH U IIpernapaTbl OTMEHEHbl (AEBOYKH C XPOHHYECKUM MHUEIOJIEHKO30M M aHeMHEH
®aHKOHM), y TpeX OTMEYEHO II0JIHOE BOCCTAHOBJIIEHHE MEHCTPyalbHOM (YHKUHMU C pa3BUTHUEM
OepeMeHHOCTU B AaibHeiieM. BocemHanuats yenoBek (7 geBouek ¥ 11 ManbuMKOB) HE MOIYYaroT
JICYEHHUs, TIPU TOM Y IOHOLIEH OTMEUEHO pPa3BUTHE BTOPUYHBIX IOJOBBIX IMPHU3HAKOB (OLIEHKA IO
Tannepy > 2), HecMoTps Ha noBbleHHbIe ypoBHU OCI 1 JIT'.

Hepenko HeqocTaTOYHOCTh FOHAJ COUETANACh C IPYTMMH 3HIOKPUHHBIMHU HApyIICHUSMU — Y
11 nereii ofHOBPEMEHHO HAOIIOAAIN CHIDKEHIE KOCTHON MUHEPAJIbHOM MJIOTHOCTH, Y 6 — TATOJIOTHIO
IIUTOBUAHOM kene3bl, y 10 — maronoruto Beca (B 5 ciyyasx OXUpEHHE U B 5 — nedumuT pocra u

Beca).
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ConuanbHas afanrtanus Mo JaHHBIM oIlpoca cemeil Obuia HapyuieHa y 16 yenosek (48%), aTo
MIPEUMYIIECTBEHHO MaIlMeHThI 0€3 IMOJIHOTO BOCCTAHOBJICHUS (DYHKLIUK TOHAJ.

Bo Bceitl BBIOOpKE penpoayKTUBHYIO (QYHKIHIO pPeaTu30BaId § MAIMEeHTOB (Y OJHOTO FOHOIIN
nBoe gaeteil, y 7 nmeBymiek cymmapHo 10 merelr — y Tpoux mo 2 peOenka). B manHO# Koropte
nanueHToB ¢ I'T oTMeueHo Tpu cilydas AETOPOXKIEHUS — Yy JEBYIIKH C OCTPbIM MHUEIO00JIaCTHBIM
JeKO30M B aHaMHe3e 2 JI0UepH, y AEBYILIKU ¢ XpPOHUUYECKUM MHEJIOJEHKO30M B aHaMHE3€ JBOE JIeTeH,
y neBymiku c¢ aHemueil ®ankonu | peGeHok. B oOoux ciyuasx OepeMeHHOCTH HpoTekanu 0e3
CYILLIECTBEHHOW MATOJIOTUH, I€TH 370POBBHI.

Butpudukanus AHLEKIETOK OCYyIIECTBICHA YETBEPbIM JEBYIIKaM CO CHHYKEHHBIM
OBapUaIbHBIM PE3EPBOM, Y HUX OTMEUEHO TPH CIIy4asi CaMOCTOSITENIbHOTO JIE€TOPOKICHUSI.

Obécyicoenue

Hamm pe3ynbTarhl OTpa)kalOT W3BECTHYIO KApTUHY TUCHYHKIUHU PENPOIYKTUBHOW CHCTEMBI
nociie ayutorenHbix TI'CK. Crnycrs aecatuieTus cTano O4eBUIHBIM BBIPAXKEHHOE MOHAJ0TOKCHYECKOE
BIUSHUE PEXHMOB KOHAMIMOHUPOBAHUS C COYETAaHHWEM JIBYX aJKWIMPYIOUIMX IpernapaToB
(6ycynbdpan u nwmxnodochamua, Oycynbdan u MenbdanaH), 4TO MPUBEIO K HM3MEHEHUIO CXEM
KOHJIMLINOHUPOBAaHUS B HAIlleM LIEHTPE, KaKk M MO BceMy MHpY. bosee BbicOkuil puck passutus [T y
JIeBOYEK MOTpeOOBall aKTUBHBIX IOIBITOK IPOBEIECHUS KPUONPE3epBallMU TKAaHU SUYHUKOB WIH
putpudukanuu suneknerok g0 TI'CK. Coueranue HECKOIBKUX (PAKTOPOB PHCKA, TAKUX Kak
3]I0KaUYeCTBEHHOE 3a0osieBanue, mpoBenenue ooOnaydenus [[HC B anamHese, uCHoJb30BaHUE
Oycynb(aHa B KOHAMLHMOHUPOBAHUHU TpeOyeT BKJIIOYEHMs IallMEeHTa B TPYIITYy BBICOKOTO pHCKa
pazButusg I'T ¢ HeoOXOOUMOCTHIO THIATEIBHOTO MOHUTOPMHIA M CBOEBPEMEHHOI'O Ha3HAYCHHS
3aMECTUTEIbHON TOPMOHAJIbHOM TEPAIIHH.

Hamu HaGnrofieHus Takke MoKa3aid 3HAYMMOCTb JUIMTEIBHOTO KOHTPOJIBHOTO 00C/IE0BAHUS
nerelt, nepenecmux aworenHnytro TT'CK B panHeM AETCTBE, B CBSA3H C TEM, YTO OHU HCIBITHIBAIOT
HapylLIeHUs IPU BCTYIUICHUH B IyOepTaT, a puck pazsutus ['T' B qanHol rpymnme Bo3pactaer B 3,7 pasza
o ucteuenuu 5 et ¢ momenta TI'CK.

YacTtora netopoXxJaeHusi B Hamied koropte coctaBmia 2,8%, 4To sBISETCS 0oJjiee BBICOKHM
[oKa3aresieM, 4YeM NMPUBOJKUMBIE B JuTepaType AaHHble. [Ipu 3ToM yeTBepo u3 8 GOJBHBIX MOTYYMIH
MUEN0a0JIaTUBHbBIE PEKUMbl KOHIAUIIMOHUPOBAHUS C COUYETAHUEM JBYX AJKWIHMPYIOLIUX areHTOB U
MPAKTUYECKH HE HMENIM LIaHca CTaTb POJUTENssMU. Takum o00pa3oM, HECMOTPS Ha OXKUAAEMYIO
TOHAJOTOKCUYHOCTh PA3JIMYHBIX BUJIOB T€pPAIMM, BOZMOXKHBI Cllydad COXpaHEHHUs (HEepTUILHOCTU WU
BOCCTAHOBJICHUSI €€ Ha mno3mHux cpokax mocie amwioreHHo TI'CK, momxombl AOMXKHBI OBITh

HHIUWBHUAYAJIbHBI B KAXXJ0M CJIy4dac.
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Hayuenmul c namosiozueii WiUMOBUOHOUL dcele3bl

[TaTonmorusi MWMTOBUAHON XKeye3bl oTMedanach y 28 uenoBek (30% Bcex SHIOKPUHHBIX
HapyuieHuil). B ee cTpykType mnpeobianan BTOPUYHBIM THUIOTUPEO3, B OOJBIIMHCTBE CIy4yacB
cyOknuHuueckuit (19 mauueHToB), peke BCTPEHYAINCh AyTOMMMYHHBIM TUpeouauT (6 OOJIbHBIX),
¢ y3HBI TOKCHUECKU 300 (ABO€ AeTell), BBIABIEH OJMH ClAy4yail Haauuus KUCT 0e3 KIIMHUYECKUX
MIPOSIBJICHUH M JIA0OPATOPHBIX OTKIOHECHHM.

VYuursiBas npeobiiajaHue BTOPUYHOIO TUIIOTHPE03a B CTPYKTYpPE MALMEHTOB ¢ AUCHYHKIUEH
IIUTOBUAHOM kene3bl (68% OT BceX OOJIBHBIX C MATOJIOTHEH MUTOBUIHON kene3bl u 20% oT Bcel
SHIOKPUHHOM MaTOJIOTUH), IpOaHAIM3UpPOBaHa 3Ta MOATPYIINa OOJbHBIX. XapaKTepUCTHKA NAI[UEHTOB
CO BTOPUYHBIM THIIOTHPEO30M: MeauaHa Bo3pacta Ha MomeHT TI'CK — 5 mer (pas3bpoc: 1-13 ner), Ha
MOMEHT TOCJIeTHEeTO KOHTakTa — 15 et (5-21 1.), cpenu 00JIbHBIX Tpeodianany Maabduku - 13 (68%),
15 u3 19 nereit Haxomunuch B craguu 10 pas3Butus myoeprata Ha momeHT TI'CK. B kauecte
uctoyHukoB I'CK B GonbimmHcTBe cinydaeB (17 u3 19 GoybHBIX) MCHOIB30BAIM KOCTHBIA MoO3r, 10
nereit monmyunnu TI'CK oT coBMECTHMOTO pOJCTBEHHOTO JIOHOpPa, a 9 - OT COBMECTUMOTO
HEPOJICTBEHHOTO JOHOpa. MuenoabiaTuBHBIA PEKUM KOHAMIIMOHUPOBaHUA Obul y 14 mamueHToB
(74%). Octpyto PTIIX II-IV cragum umenu 11 nereit (58%), xponuueckyro PTIIX — 10 nanuentos
(53%).

CyOKknMHMYECKUH TUNOTHpeo3 ObUT BbIsIBIEH Yy 15 OonbHbIX (79%), ocranbHble 4 umenu
KIIMHUYECKHE MposiBIieHus runotupeosa, 3 T morpedoBanace 5 maruenTtam (26%).

Kymynamuenvie pucku pazeumus 6mopuiunozo 2unomupeosa

OOmui KyMyJIATUBHBIN PUCK Pa3BUTHUsI BTOPUYHOTO THnoTupeo3a cocrasui 12,4% (95% AU
4-20,1). 3HaunMbIX (aKTOPOB PHCKA Pa3BUTHS BTOPHUYHOIO THUIIOTHpEO3a HE noiydeHo. OTMeueHsl
Cleqylolllie TEHACHLMU: PUCK pa3BUTUS BTOpuyHOro runotupeo3a Boimie npu TI'CK B
nomyOepTaTtHblid iepuoa — 18,7% B otimuue ot 5,1% npu nposeaenun TI'CK B mepuon mybOeprara,
IIpU 3TOM pa3iuyMsi HAYMHAIOT NposBIAThCS B cpenHeM 5 jer cmycts TI'CK (p = 0,135); npu
TpaHCIUIAaHTAllUM OT HEpOJACTBEHHOro maoHopa — 19,7% B otmuume ot 10% npu TI'CK ot
POJICTBEHHOI'0 JIOHOpa, pa3inuuus oueBUIHBI yxke 2 ronxa cunycta TI'CK (p = 0,09); npu TI'CK no
MOBOY 37I0Ka4eCTBEHHOTO 3a0osieBanus - 16,3% npotus 7,9% mnpu HE3710KaYECTBEHHOM JIHarHose (p
= 0,685); npu NpUMEHEHUH MUETI0Aa0IATUBHOIO KOHAUIIMOHUPOBaHUs — puck 15,6% npotus 6,5% npu
HEMUEN0abJIaTUBHOM pekuMe KOoHauuuoHupoBanus (p = 0,336). Paznuuus BO BIMSHUU MOCIETHUX
IBYX (haKTOPOB MPOSBISIOTCS MO HAIUM JJaHHBIM citycTs okosio 10 ser mocne TI'CK.

Tepanus u ee ucxoowt

3aMeCcTUTENbHYI0O TOPMOHAJIbHYIO Tepamnuio L-TUPOKCHMHOM MPOBOJWIM O] KOHTPOJIEM

AHAJIN30B TOPMOHOB HIHTOBI/II[HOﬁ JKEJIE3bl TOJIBKO IISATH 6OJ'II)HBIM, AOCTUTHYT MOJI0KUTEIbHBIN
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s deKr, JeyeHue MpoJOJDKACTCS OO0 MOMEHTAa 3aKpbITHS HcciefoBaHusi. B japyrux ciaywasx
OCYIIECTBIISUIM JUHAMUYECKUA MOHUTOPUHT U OTMeYaau 00paTUMOCTh U3MEHEHHH BO BpemeHH. Y 14

nanreHToB ypoBHU TTI" HOpManu3oBaInch caMOCTOSATENBHO.

Ilayuenmst c Hapywienuem pocma u pazeumus

W3 ppyroii maTtoNoruu SHIOKPUHHON CHCTEMBI CTOMT OOpaTWTh BHUMAaHHE Ha BBICOKYIO
4acTOTYy HapylleHUuil oOMeHa BELIECTB — OTCTaBaHUE B (PU3MUECKOM Pa3BUTUU, ACPUIUT WU U30BITOK
MAacchbl Tena.

Hapywenusa ¢guzuuecxkozo pazeumusa orveuensl y 34 nereit (11,8% ot obmielt momymsuuu,
36% B CTpyKType SHIOKpWHHOUN matojorum). [IpeoOnaman Hu3kui poct — 20 HAIMEHTOB HMEIH
OTCTaBaHWE B poOcTe (M3 HHUX Yy [JBOMX JMArHOCTUPOBAH COMATOTCHHBIH HAHM3M, JCQHUIUT
coMaroTponHoro ropmona). Hukro u3 gereii e noayyan 3I'T ropmoHamu pocra.

[IpeobGnanatoniee OOJBUIMHCTBO MALUEHTOB C omcmaganuem ¢ pocme Obu Mambuuku (13
qenmoBek, 65%), 17 nererr (85%) ma moment TI'CK Haxoawinuch B TEPHOAC O HACTYIUICHHS
nyoeprara, 13 OonpHBIX (65%) wWMenuW 37T0KAYECTBEHHOE 3a00JIeBaHUE, BCE TMOIYYMIIH
MUEI0a0JIaTUBHBIN PEXUM KOHIULIMOHUPOBaHUs, 13 maunueHToB (65%) pa3Buiid OCTPYIO KIMHUYECKU
sHaunmyro PTIIX ¢ mepexomom B xponudeckyio dopmy B 75% cmyuaes. J[Benaamnats nerert (60%)
nostydanu ICT ¢ I'KC Gonee 6 mec. Ilpu ucnonp3oBaHuu aHaiu3a ¢ IOMOIIbIO KPUTEPUS XU-KBaipaTa
3HAYMMBIMH (DaKTOpaMH 3a/ICP’KKH POCTA SIBIIIUCH MUEIO0A0JaTUBHBIA PEKUM KOHIUIIMOHUPOBAHUS (P
< 0,001, 95%-it AN 8,7-20,5), nanuuue 3xcteHcuBHOU Xponmueckoir PTIIX (p = 0,006, 95%-i1 U
7,9-25,2), oomnyuenue [THC B anamuese (p = 0,036, 95%-it A1 7-38,7), nomyOGepTaTHbIii Ieproa Ha
momeHT TI'CK (p = 0,047, 95%-i1 11 6-15,6).

[Toxoskast KapTHUHA OTMEYaeTcsi BO BTOpOH rpynne u3 14 nereit ¢ omcmasanuem usuueckozo
pazeumusa. Jlessth nanuentoB nonyuwin TI'CK B mepuoa no HactymieHus nyoepraTta, 8 umenu
3JI0KA4E€CTBEHHbIE 3a00JI€BaHUs, BCE, KPOME OJHOI0 peOEeHKa, TAKKE IMOJYUYHIIM MUEI0a0JaTUBHBIN
pexuM KoHauuuoHuposanus, 11 passunu octpyro PTIIX II-IV cragum, y 9 manueHTOB oTMedanach
xponndeckast PTIIX, a mmutensayro UCT nmonyuyanu 8 w3 HuX. B aHanmmse ¢ MCMOIB30BaHHEM XU-
KBajjpaTa 3HAaYMMbIMU (akTOpamMH puUCKa 3aJEpKKA  (PU3UUECKOrO0  Ppa3BUTHUS  OKA3aJIUCh
MHeN0abMaTUBHBIA peXuM KoHaunuoHupoBanus (p = 0,003, 95%-ui AU 5-14,9), TI'CK or
HepojcTBeHHoro jnoHopa (p = 0,02, 95%-it 1N 2,7-14,5), B mensieit crenenu - octpas PTIIX II-IV
craguu (p = 0,068, 95%-i1 I 4-13,2).

H3661mok maccel mena, Wil KOHCTUTYLIHOHAJIBHO-3K30T€HHOE OXKHpPEHUE, ObUIO OTMEUYEHO Y

13 npereii (7 manpuukoB M 6 J1eBouek). B nmaHHOW rpynme ManveHTOB TPYAHO BBIACIUTH
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cnenuduueckre GakTopbl pUCKa, 32 UCKIIOUEHUEM TOT0, YTO MOYTH BCE JAETU MOITYUYHIN AJUIOTCHHYIO
TI'CK no Bctymienus B mybepraT. BeposiTHee Bcero, cka3blBatoTCsl TeHETHUECKHE (DAKTOPBI.

Memabonuueckuil cunOpom Kak COYETaHUE OKUPEHUs (IPEUMYIIECTBEHHO a0JOMHUHAIBHOIO
TUIIA), apTepUaIbHONU TMIEPTEH3UN U THIIEpX0JeCTepUHEMHUH ObLI 3aperucTpupoBad y 5 nereit. [Ipu
3TOM y YEThIPEX U3 3TUX MALMEHTOB, OJYYUBUINX MUEI0Aa0IATUBHbBIE PEKUMBI KOHIULIMOHUPOBAHMUS,
conyTcTByromel npodiaemoit sBuics I'T. ¥V ogHOro roHomm OH coderancst ¢ TMIIOTUPEO30M, YTO
YCWJIMBAET PUCK KapIMOBACKYJIAPHBIX HAPYIIEHUH Y NAUEHTOB ¢ META00INYECKUM CUHAPOMOM.

Obécyicoenue

Hapymenust yHkumu xee3 BHYTPEHHEN CEKpEeIH CYIIECTBEHHO BIMSIIOT Ha Kaue€CTBO JKU3HU
JeTe M MOJPOCTKOB B IMOCTTPAHCIUIAHTALIMOHHOM MEPHUOJE, ONpPENEsoT (U3MUECKOe pPa3BUTHE,
KU3HEHHYI0 aKTUBHOCTb, HOPMaJlbHOE€ (YHKIIMOHHPOBAHHUE IPYrHMX OpraHoB M cucteM. [loatomy
CBOEBPEMEHHOE BBISBJICHHE U aJIeKBaTHas KOPPEKLHUs OHHIOKPUHHBIX HapyLIEHUH COCTaBJISIOT
BAXHYIO 3a/layy IEeJUaTpPOB U SHIOKPHUHOJIOIOB, HAOMIOAAIOMINX JeTel W MOJPOCTKOB, MEPEHECIINX
amorennyo TI'CK.

Hannbie 1O He ompenenstoT BBDKMBAEMOCTh TarueHTOB. Cpenaw JeTeil W MOAPOCTKOB C
[ATOJIOTUEN SHIOKPUHHOM cuctembl yMmepiu 3 uenoBeka (3%), HU B OJHOM cCilydae HPUYMHON

JICTAJIbHOCTHU HC ABUJIOCH HAPYIICHUEC (bYHKHI/II/I OHAOKPHUHHBIX JKCJIC3.

CHusicenue KOCmnoiu Muuepaﬂbuoﬁ nJaOmHoOcCmMu U A6AcCK)JIApPHblEe HEKPO3bl

Xapakmepucmuka nayuenmos

CtpyKTypHBIE U META0OJIMYECKUE HAPYLIEHHUS] CO CTOPOHBI OIMOPHO-ABUIaTENIbHOIO ammapara
BBISIBIICHBI Y 64 (22%) mammenToB. Ocrteonenus, ocreonopo3 n/unu ABH Osutn oOHapyxkensl y 48
(16,6%) marmumenToB. OcTanpbHBIMH HapyHIeHUSIMHU, AuarHoctupoBaHHbiMU Tociie TI'CK, sBusmuce
nepopManu KOCTHOM TKaHH, IU30CTO3bI, KOHTPAKTYpPhl CYCTaBOB, OCTEOXOHJAPO3bl, CKOJIMO3BI,
KOKCapTpO3, apTPHT.

MpI OCTaHOBMIJIMCH Ha HAapyIIEHUSX MUHEpAINU3allMd KOCTHOW TKaHU Kak Hambosee 3HaYuMOM
narosioruu, 3aBucsmeit ot (akropoB TI'CK. Menmana Bo3pacTa JaHHBIX MAIMEHTOB HA MOMEHT
TI'CK coctaBuna 12 ner (pa3dpoc: 1-17 ner), npu 3tom 29 nereit (61%) umenu Bozpact 10 et u
crapme. ManpuukoB Obuto 26 (54%), neBouek — 22 (46%). Tpuanate GonbHBIX (63%) momyunmm
aoreanytro TI'CK mo moBoxy remo6macto3oB, 18 (37%) — mo moBOAYy HE3JIOKaYeCTBEHHBIX
3a0oneBanuil. Mcrtounnkamu ['CK B OOJIBIIMHCTBE CllydaeB SIBWIMCHh KOCTHBIM MO3r — y 28 nereit
(58%) u crtBONOBBIE KIETKM KpoBH — y 18 mamumentoB (37%), y omHOro peOeHKa HCIOJb30BaHa

IIyNOBUHHAsA KpoBb, y ojxHoro - komOuHauus ['CK. CoBmectumslii pojcTBeHHBIH qoHOP ObLT y 30
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001bHBIX (63%), coBMecTUMBIM HepoAcTBEHHbIN — y 16 (33%), ramiouaeHTUyHbId — y 2-x (4%).
Tpuanars yersipe nanuenta (71%) nomydniv MuenoadIaTUBHBIA PEKUM KOHIUIIMOHUPOBaHUsA. Becem
NeTsiM, KpoMe ojHoro, npoBoawin npodpunaktuky PTIIX unruburopamu kxanbiuHeBpuHa (B 77%
ciydaeB ¢ noMoipio CsA), mpu 3toM 43% OONBHBIX HE CMOIJIM TOJEPUPOBATH JaHHBIE MPENapaThl.
Octpas PTIIX ormeuanace y 40 neteit (83%), mpu 3ToM 80% OOMBHBIX UMENTH KIIMHUYECKH 3HAYNMYTO
octpyto PTIIX II-IV cranuu. Xpouunveckas PTIIX 3aperucrpupoBana y 36 nereit (75%), npu 3Tom
skcTeHcuBHas Gopma cocraBmia 83%. Copok oxaun nanueHt noixydan ['KC B coctaBe tepanuu PTIIX
(85%), ipu aToM 25 u3 Hux (61%) mpuaumanu 'KC qnmurensHOoCThIO O0NEee 3-X Mec.

Ocreonenusi JOKyMeHTUpoBaHa y 13 0OonbHBIX, ocTeonopo3 — y 20 nerei, cpeau STUX
MaueHToB (B 4-X cilydasx), a Takke y 14 O0JIbHBIX C MPU3HAKaMU OCTEONEHHUU/0CcTeonopo3a (Ho 0e3

MHCTPYMEHTAJIbHBIX J0Ka3aTebCTB) OTMeUeHO pa3BuTie ABH.

Kymynamuenbvie pucku pazeumus CHUMCeHUA KOCHHOU MUHEPAIbHOU NIIOMHOCTU

KyMysITUBHBI pUCK pa3BUTHS TATOJOTHH KOCTHOTO MHHEPAJBLHOTO OOMEHa y jaerei
(octeomnenus, ocreonopo3, ABH) nocne amtorennoit TT'CK B uccnenyemoii Beidopke coctasui 17%
(95%-it 1N 12,4-21,4).

dakTopaMu pHCKa, BIUSIOIMIMMU Ha Pa3BUTHE HAPYIICHUWH KOCTHOTO MHHEPAJIHLHOTO OOMEHa,
sBUIHCH: Bo3pacT crapiie 10 met (KP pa3Butus octeonenunn/ocreonoposa coctasisieT 22,5% npoTuB
12,1% y mnagmux aerei, p = 0,021), nanuuue octpoit PTIIX II ctaguu u 6onee (KP 24,5% B otnuune
ot 8,4% mipu octpoit PTIIX 0-I cramuu, p = 0,001), nHanuuue xponudeckoir PTIIX, B wacTtHOCTH,
skcreHcuBHOM (KP nocturaer 36,6% mnpu skcreHcuBHOM xponuuyeckoil PTIIX B otnuume ot 13,9%
npu orpaHnuyeHHod ¢opme u  8,3% B orcyrctBue Xxponumueckoit PTIIX, p < 0,001),
nponokurensbHocth UCT 6omee 12 mec (KP 32,2% nportus 6,8% npu anurensnoctu UCT menee 3
Mmec, p < 0,001), mpuem I'KC mnmurensrocThio cBbiie 3 Mec (KP nanbonpmmii - qocturaer 93,8% B
orauuue ot 8,1% npu npueme ['KC menee 3 mec u 3% B orcyrctBue Tepanuu ['KC, p < 0,001)
(Pucynok 8), HemepeHOCMMOCTb MHIMOMTOPOB KaslblIMHEBpUHA - puck 25,1% mnpotus 13,6% mnpu

BO3MOKHOCTH uX npuema (p = 0,026).
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Pucynok 8 - Puck passumus ocmeonenuu/ocmeonoposa u ABH & 3asucumocmu om oaumenbHOCMuU
npuema I'KC (menee 3 mec, 3 mec u 6oee)

Tepanus u ee ucxoowt

B kauectBe sieueHMs Bce JETU IMOJIy4ald NEpOpajibHBbIE Mpenaparbl Kaiablus U BUTAMUH /J{
(Ha3HaUeHUE JAHHBIX [IPenapaToB MPOBOIMUIOCH OT MoMeHTa Havyana npuema ['KC nnmn manudecrauuu
HapylICHWsT KOCTHOM MMHEpPAJbHOM IUIOTHOCTH M Jajee [0 HOPMAJIM3aluu pe3yJbTaTOB
neHcuromeTpun). [Ipu mocraHOBKE AMAarHO3a OCTEONEHNN/OCTE0NIOPO3a 3TO JICUEHHUE MTPOIOJIKAIIN UIIH
Ha3HayaJld BIIEPBbIC, IPU HAJIMYUU OCTEONOPO3a B TEpaNMio J00aBIISIN Mpenaparbl KalbLIUTOHUHA
(MHTpaHa3anbHOE BBEIEHHME) Kypcamu o 14 nueit kaxasie 3 mec muaEMyM Ton. C 2004 r. B
CTPYKTYpPY JICUCHHS BBEJICHO MapeHTepaibHOE Ha3HaueHHEe Onc(ochoHATOB B PEKUME €KEMECSIIHBIX
BBEJICHHUI Ha MPOTSHKEHUUM MUHUMYM | roga, 70 HOpMaJIU3alMu KOCTHONM MUHEPAIIBHOM TJIOTHOCTH IO
JNaHHBIM ocTeoseHcuToMeTpur. [loOounbix 3¢¢dekToB oT BBeaeHUs OuchocPoHaTOB B JTaHHOM
KOropTe MalMeHTOB Mbl HE OTMEYaIU. YIIy4lIEHHEM CUUTad HopMmanu3anuio mnokaszarenedt JJPO B
OTCYTCTBHE KIIMHUYECKUX MPOSIBICHUHN, CTAOMIN3AMEN — OTCYTCTBHE MPOTrPECCUPOBAHMSI OCTEONIEHUN
nnu ABH.

B 26 ciydasx OTMEUYEHO YIIydIlIEHHE CO CTOPOHBI HApPYIIEHUH MUHEpaJbHOro oOMmeHa, y 9
OOJIbHBIX U3MEHEHHS MPUHSIN CTa0WIbHBIN XapakTep U He HapyllajJu KayecTBO KU3HU. Y 13 nereit
OTMEUYEHA TMIPOTpecCUsi M3MEHEHH: ycyryOsneHue ocrteomnopo3a BceaeacTBue miurensHoit HCT,
uMMOOUIM3alMu B 5 ciiydasx (OBoe M3 3THX JeTed ymepiu B pesynbrare xpoHuueckod PTIIX u
Cerncuca, COOTBETCTBEHHO), (opmupoBanme ABH B 7 cimydasx, 4ro moTpebOBajio ONEPaTHBHOTO

BMECHIATCJILCTBA.
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JletanpHOCTH B NaHHOUW Tpynme O0nbHBIX cocTaBuia 8% (4 mammweHTa), HU B OJHOM CiIy4ae
HapyLIeHHUs] KOCTHOTO MMUHEPAJIbHOTO 0OMEHa HE SBUJIMCh HEMOCPEICTBEHHOM IPUUYMHON CMEPTH.

Hapymienne conmanbHON agantanuu BeIsBICHO Y 61,5% nerelt u mOAPOCTKOB C MATOJIOTHEH
KOCTHOTO MUHepaiabHOTo oOMena u ABH (24 nmanmenTa u3 39 BRDKUBIIMX U JOCTYITHBIX aHATU3Y).

Obécyicoenue

Hapymennst koctHOro MwuHepainpHOTO oOMeHa mocie amnoreHHbix TI'CK — sBasitorcs
KJIMHUYECKH 3HAYMMbIMH M JUIMTEIbHO-TEKYIIMMHU OciiokHeHusMu. Haunbonee wactoit mpobiemoii
octaercsi ocreonenus/octeonopo3 1 ABH — 11,4% u 6% pereii mo naHHBIM Hamied KOropThl
MAUEHTOB, COOTBETCTBEHHO. Henb3sl HCKIIIOUNTh 3aHMKEHUE TOKa3aTeNel B CBSI3U C HEA0CTaTOYHOM
JUArHOCTUKOW HapywmeHuMd. Tak, KyMyJSATHUBHBIA PHUCK PAa3BUTHsI CHUKEHUS KOCTHOW IUIOTHOCTH B
Hariei BbIoopke coctaBui 17% , 4TO HUXKE JaHHBIX, IPUBOJIUMBIX B JIUTEPATYpE.

Hame wuccrnenoBanue NOATBEPAWIO 3HAYMMOCTh TaKUX (DaKTOPOB pHUCKa B Pa3BUTHU
ocreonenun/ocreonoposza u ABH, kak Bo3pact crapmie 10 ner, nHanuuue octpoit PTIIX Il cranuu u
6onee, Hanmune xpoHnueckoi skcreHcuBHOM PTIIX, nmutensnas UCT (cBbiue 12 mec), npuem ['KC
exenHeBHO 3 Mec u Oonee. IlanmenTam ¢ HamuuueM JaHHBIX (DAaKTOPOB pHUCKa HEOOXOIUMO B
00513aTE€ILHOM TOPSIIKE MPOBOJUTH CKPUHUHT HA ATOJIOTHI0 KOCTHOIO 0OMEHa (0CTEO0AEHCUTOMETPUS
yepe3 rog or momenTta TI'CK), a neram c¢ mnurensHbiM npuemoMm ['KC kxenarenbHO ucclieZjoBaHHE
KOCTEH Ha 0oJiee paHHUX CPOKax C LIeJIbI0 CBOEBPEMEHHOI'O Hayaja Tepanui.

UccnenoBanne MNpoOAEMOHCTPUPOBAIO  PE3YJIbTATUBHOCTh KOMOMHHUPOBAHHOTO  JICUCHHS
CHIDKEHUS KOCTHOW MUHEPAJbHOM IIOTHOCTU C BKJIIOYEHHEM B TEpalMi0 HE TOJBKO IpEernapaTroB
KaJIblMsl W BUTaMuHA /[, HO W couyeTaHus KajdbIUTOHMHA W Ouc(ocPOHATOB C BHICOKON YaCTOTOM
BBEJICHUS MOCIIETHUX — YIyUIIEHUE WM CTaOUIN3alus HapyleHU JOCTUTHYTHI Y 35 u3 48 O0JIbHBIX
(73%). OrtcytrcTBHE 3HAYUMBIX MOOOYHBIX J((PEKTOB TO3BOISIET TOBOPUTH O OE30MACHOCTH

OCYIIECTBIISIEMOTO JICUEHHUS.
Ilamonozus nepenoit cucmemol
Ilayuenmul c namonozueiit yeHMpPAaILHOU HEPEHOI CUCMEMbL
BrisBiieno 62 mo3gHUX HApyIIEHHS CO CTOPOHBI IeHTpainbHON HepBHOW cuctembl (LTHC) u
HEpBHO-TICUXHUeckoro pa3Butus (21,5% ot Bcex 60mbHBIX). CTpYKTypa HapyIICHUH MpeCcTaBicHa B
Tabnuue 4 (4yacTh MALIMEHTOB UMEIOT COYETaHUs YKa3aHHBIX IpobiieM). OpraHuyeckue HapyLeHHUs Co

ctopoubl [IHC wumeror 27 nereit (9% BbIOOpKM), (YHKIMOHAJIBHBIE pacCTpoOilcTBa M IMICHXO-

HEBPOJIOTHYECKYI0 naroyioruto — 51 mauueHnt (18%).
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Tabmuma 4 - Cmpykmypa omknonenuii co cmoponvt LIHC u nepgno-ncuxuueckozo passumus y oemeti
nocne amnozennot TI' CK

Hapywenus | Konuuecmeo, aée. %*
Opzanuuecxkue napywenus IJHC
Bcezo 27 43,5
CuMrromaTuyeckas SIHIEICUs 11 18
Toxcuueckast sHIehanonaTUs 7 11
OcTpoe HapyIIeHre MO3TOBOTO KPOBOOOpaIeHUs 5 8
MeHuHro3HIeQaiuT 1 0,16
MMMyHHBIH 3HIIE)ATOMHUETONOINPATUKYIOHEBPUT 1 0,16
Onyxoas [THC 1 0,16
Kucra mumKoBUIHOrO TEjIa 1 0,16
Ilcuxo-negponocuueckue napyuienus

Bcezo 51 82
3afeprKKa MCUX0-PEueBOr0 Pa3BUTHS 9 15
Hespotuueckue peakunu 7 11
CHHIPOM TUIIEPAKTUBHOCTHU C A€(PUIMTOM BHUMAHUS 6 10
CuHHIpOM BereTaTuBHOM TUCHYHKIUU 5 8
ACTEHHYECKHI CUHIPOM 5 8
[Icuxuueckue HapyuieHus, Godbuu, Jenpeccuun 5 8
KoraurtusHble paccTpoiicTBa 4 6
OHype3 3 5
Jloronespo3s 3 5
Tukn 2 3
130 peHonogo6HbIN CHHAPOM 1 0,16
Bectubynonarus 1 0,16

Ilpumeuanue. - * - ykazan % om obweco xoruvecmea uapywienuti co cmoponvl [JHC u nepgno-
ncuxuyeckozo pazeumusi, cymma He pasta 100% ecneocmeue couemanno namono2uu
TpaHCIIIaHTAIMOHHBIE XapaKTEPUCTUKU JTAHHOW TPYIIBI MAallMEHTOB: MEIAMaHa BO3pacTa Ha
momenT npoBeneHusi TI'CK 3 roga (pa3dpoc: 2 mec - 16 net), 39 manpunkoB (63%), B epuonae 1o
nyoepratra Ha MomeHT TI'CK wnaxomumucey 49 pereit (79%), 36  manuentoB (58%) umenu
3JI0Ka4YeCTBEHHBIE 3a00meBanna. B kauecTse ncroynuka I'CK gaiie nconp30Baim KOCTHRIA MO3T — 43
pebenka (69%), cTBOJIOBBIE KJIETKHM Tnepudepudeckorl kpoBu — 13 mammentoB (21%), pexe
IIyNIOBUHHYIO KpoBb — 5 neteit (8%) U KOMOMHALIMKM KOCTHOTO MO3Ta CO CTBOJIOBBIMU KIJIETKaMU — Yy
oJlHOro mnanueHTa. JloHOpHl OBUIM: COBMECTHMBIH pojaCTBEeHHBIM B 47% cinydaeB (29 OO0ibHBIX),
COBMECTHUMBIII HEpOJCTBEHHBIH — B 44% (27 mauueHToB), ramiouAeHTUYHbIH — B 9% (6 nereil).
BonpmuucTBO MarmeHnToB (55 venoBek, 89%) mosydmin MHEN0abIaTUBHOE KOHIUIIMOHHUPOBAHUE C
npeobnaganuemM OycyibhaH-coaepxkamx pexumoB. [Ipu atom obydenune [IHC npoBoammm Tonpko
nsaTepbiM 0osbHBIM (8%). [Ipodunaktuky PTIIX wmHruburopamm KaabUUHEBpPHHA MOJIy4yald BCe,
Kkpome aByx mnanueHToB (97%). bBoiee Tpetm nereil MMeNM TSOKENbIE OCJIOXHEHHUS B paHHEM
nocTTpaHcIiaHTaloHHoM nepuoje (35%). Pazsurue octpoit PTIIX II-IV craguu Habmonann 'y 35
nereit (56%), a xpounueckoir PTIIX — y 37 6onpabIX (60%), pudyem 65% u3 Hux momydanu ['KC

IUINTENBHOCTRIO O0Jiee 6 Mec.
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Pucku pazeumus ocnoxcuenuii co cmoponwt IIHC u ncuxonesponozuueckux HapyuieHuii

[Tpu MCTIOIB30BAaHUY JJIs AHATN3a KPUTEPHsI XU-KBaJipaTa (paKTOpaMy PUCKa Pa3BUTHUS JTAHHOM
MATOJIOTUU MOXHO c4MTaTh: Bo3pacT 1o 10 ner (p = 0,004, 95%-i1 AU 21,6-26,5) u nonmyGepTaTHbIi
nepuog (p = 0,001, 95%-it AN 22-36) na moment TI'CK; TpancmimanTanmuu OT HEPOJCTBEHHOIO U
rarionsienTugHoro aonopoB (p = 0,014, 95%-e AU 21-40,7 u 14,4-58,8, COOTBETCTBEHHO);
ucronb30BaHue Takponmmyca B npoduminaktuke PTIIX (p = 0,004, 95%-it A1 23,3-46,1); nanuuue
TSDKEIIBIX OCJIOKHEHWW B PaHHUU TMOCTTpaHCIUIaHTAaMOHHBIN mepuon (p = 0,006, 95%-it A1 22,9-
43,8); sxcrencuBHyt0 xpornueckyro PTIIX (p = 0,023, 95%-i1 1N 22-43,9).

Tepanus u ee ucxoowt

Bce netn mnonyyanu CHUMNOTOMATHYECKYIO TEpaIlMI0 COIVIACHO CTaHAapTaM JIEUeHUsS IpU
BBISIBJICHHBIX PAcCTPOMCTBaX, a TaKKe JUIMTEIbHOE HAOJIOJIEHUE HEBPOJIOraMM, ICUXOJOraMH U
ncuxuarpamu (1o mnokasaHusiM). JleranpHocTh B JaHHOW moarpymmne cocraBuia 5% - 3 peOeHka
yMEpJIH OT MPUYHUH, He cBsi3aHHbIX ¢ aTosiorueit [{HC. Tpunnate Bocemb 3 59 BBIKUBIINX OOTBHBIX
(64%) UMEIOT CHW)KCHHE aJanTalii B COIIMAIBHOW Cpeiec B CHIIy KOMIUIEKCA OCJIOKHEHUH, B TOM

YHCJIC BBIIIICOIIMCAHHBIX.

Ilayuenmul c namonozueii nepughepuueckoil HepeHoIl cucmemol

B mnamell BpIOOpKE NAIMEHTOB BBISBIECHO 38 JIOKYMEHTHPOBAaHHBIX CIy4yaeB pa3BUTUSA
natojioruu nepugepudeckoit HepHo# cuctemsl (ITHC) (13%).

B crpykrype maumentoB c¢ maronorueit [THC npeobnagana BTOopuuHas Heiponarus (Kak
MIpaBWJIO, B acCOLMALlMM C MHUONATHEW) WM BTOPUYHBIN Helpomnartudyeckuil cunapom — 31 u3z 38
601bHBIX (82%, 10,7% mauneHToB BbIOOPKH). OCTalbHBIMU HapyUICHUSIMH SIBJSUIUCH FeMUIApe3bl U
MOHOIApPE3bl, HEBPAJITHs, PAJUKYJIIPHBIA CHHIPOM, CHHIPOM PeiiHO, paauKyIOHEBPHT.

VYuuTbiBasg BBICOKYIO YacTOTY BCTPEYa€MOCTH, Mbl MPOAHAIU3UPOBAIIN IPYIIY MALUEHTOB CO
BTOPUYHOU TOJIMHEWpoMuonaTrel. Menunana Bo3pacta gaHHbIX 00bHBIX HA MOMeHT TT'CK - 11 mer
(pazopoc: 1 1. — 16 ner), OONBIIMHCTBO ManbyuKu — 22 yesnoseka (71%). Yaie ganHoe HapylleHHe
nuarHoctupoBaioch y nereid, monyunBmux TI'CK B Bo3pacte 10 net u crapme — 18 GonbHBIX (58%).
JBamuate mects manueHToB (84%) umenn TI'CK mo moBoay 3710Ka4eCTBEHHOTO 3a00JeBaHUA,
COOTBETCTBEHHO, JJOMUHUPOBAJIO MUEN0abJaTUBHOE KOHAUIMOHUpoBaHue (94% OonbHbIX). Bee netn
MOJIy4yajay HWHTUOUTOpBl KalbliMHEBpMHAa B KaudecTtBe mnpoduiuaktuku PTIIX, npu stom Oonee
MIOJIOBUHBI HMeENM MposiBieHus HedportokcuuHoctu (17 perert, 55%). Tperu OonbuHbIX (35%)
noTpedOBaJIOCh  MPOBEACHUE JOMOJHUTEIBHOW KJIETOYHOM Tepamuud 1O MOBOAY IpodseM
TpaHciuiaHTata. bonpmmHcTBO aAeredt (19 mnamuentoB, 61%) uMenu CHHIPOMBI MOBPEXKICHUS

SHJOTENUS B PAaHHEM IOCTTPAHCIUIAaHTAaUMOHHOM mnepuoie. Knunudeckn 3Haummas octpas PTIIX
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oTMevasach y 26 mauueHntoB (84%), npu 3tom Bce 6oibHble nonydanu ['KC B kadectBe 0a3ucHOM
tepanuu. Xponnueckas PTIIX ormeuanace y 24 nereit (77%), mpu atom 82% npuaumanu ['KC, u3
Hux 89% - murenvHO, Oosiee 6 Mec. Bocemuammate nererr (58%) mmenn peaktuBaruio CMV u
MOJTy4aJIi COOTBETCTBYIOIIYIO Tepanuio. M3 comyTcTByrommx npodiseMm — 12 6onpHbIX (39%) nmenu
nopaxenust [IHC B anamuese, 20 (65%) cTpaganu 3HIOKPUHHBIMU HapylleHUsIMU (B ocHOBHOM [T u
[aTOJIOTUEN IIUTOBUIHOMN kene3bl), 15 (48%) umenu npoOieMbl ¢ ONOPHO-ABUTATEIbHBIM allapaToM
(c mpeobmananuem octeonernnu 1 ABH).

Pucku pazeumusn émopuuHoil nouneinponamuu

B kadectBe (akTOpOB pHUCKA, BBISBICHHBIX C HCIOJIb30BAaHUEM KpUTEpUsS XHU-KBaJpara, B
JAHHOM TPYIITE BRICTYNAIOT MPEAIIECTBYIONIEe 3710KkauecTBeHHOE 3a0oneBanue (p < 0,001, 95%-it 1N
11,7-24,2); sxcrencuBnas xponudeckas PTIIX (p < 0,001, 95%-it I 14,1-34,1); octpas PTIIX II-IV
cranuu (p = 0,001, 95%-it AU 11,4-24,1); neuenue I'KC (p = 0,014, 95%-ii AN 9,6-19,7); CMV-
peaktuBanus (p = 0,007, 95%-it AN 11,3-27,2); obnyuenne LTHC (p = 0,003, 95%-i1 AN 14,5-50,3);
npoeaenne TI'CK B mocnemnue 6 ner rocrnuranusamuii (p = 0,006, 95%-it U 10,2-20,5);
npoBeaeHue kietouHoil tepanuu mocie TI'CK (p = 0,036, 95%-it AU 10,5-32,3); a Ttaxxe
npuUMeHeHue Takpoiaumyca B npopunaktuke PTIIX (p = 0,05, 95%-i1 1N 10,5-29,6).

Tepanus u ee ucxoowt

Tepanusg BTOpUYHON NOJMHEHponaTMM Hocwia Hecneuuduueckud xapakrep. Y Bcex
BBDKMBILHX JI€T€ CUMITOMBI MEIJIEHHO PErpecCHUpOBAIM U Pa3pellinIiCh MOCIE OTMEHbI Teparnuu
I'KC u ppyrumu uMMyHOCyIlpeccaHTaMu. B OoJIbIIMHCTBE CilydaeB Ha IMOJIHBII perpecc CUMIITOMOB
OTpeOOBAJICS MEPUOJ BPEMEHH JUITUTEILHOCThIO HE MeHee 6 mec. JleTanbHOCTh B JaHHOU MOArpyIIe
cocraBuna 9,7% (ymepnu 3 dyenoBeka), HI B OJIHOM CJydae CMEpPTh HE Oblla acCOIMMpPOBAHA C
nopaxxeHueM HepBHOM cuctemsbl. M3 28 BbpkuBIIKX nereit 17 (61%) HegocTaTOYHO aJanTHPOBAHbI B
o01ecTBe.

Obécyicoenue

Yacrora BcTpeuaemoctu ociokHeHud co crtoponbl IIHC u ITHC y nereit mo aaHHbIM
mutepaTypsl coctaBisger oT 4 1o 20%. Hamwu uudpel cOOTBETCTBYIOT MEXKIYHAPOJIHBIM JaHHBIM —
21,5%, mpu TOM, YTO MBI YYUTHIBAIN TaK)KE M ICUXOHEBPOJIOTHUECKUE HAPYIICHUSI.

BrniepBbie MBI JeMOHCTpUpyeM, 4uTO Oosbllioe 3HaueHue B pa3BuTuu narosnorun [HHC u
MICUXOHEBPOJOTUYECKUX HapylieHu umeeT paHHuM Bo3pact Ha MoMmeHT TI'CK. OueBuaHO, 4YTO
MOBPEXKICHUE pPa3BUTUS TOJOBHOIO MO3ra U BBICIIEH HEPBHON [EATENbHOCTH B pe3yibTare
BbIcOKOJ103HOU [IXT u HeHpOTOKCMYHOHN Tepamuu y MajleHbKHUX JeTell umeeT Oosiee 3HaYMMble U
JaJIeKO UIYIIUe MOCIEACTBHS, HECMOTPS Ha IUIACTUYHOCTh JE€TCKOr0 opraHusma. TpaHCIUTaHTaluu OT

HEPOACTBCHHOI'0O AJOHOpPA MOBBIMIAIOT BEPOATHOCTH HGﬁpOTOKCHqHOCTH TCpaliiu B CUITY 0O0IBIIETO
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KOJIMYECTBA COYETAHHBIX (PaKTOPOB pHCKa (HEHPOTOKCHUYHBbIE 3((EKTHI JIeUeHUs], FHAOTEIUATIBLHOE
MOBPEKICHUE).

Camblil BBICOKMH PHCK pa3BUTHS BTOPHUYHON MOJIMHEMPONATHHM HUMEIOT NAaIlMEeHThl C
skcTeHCuBHOM xponudeckoir PTIIX. B kadecTBe rnaBHOrO npo@QuIaKTUYECKOTO MEPONPUATHUS IO
CHIDKEHUIO PHCKa BTOPUYHBIX MOJIMHEWpONATUN, TaKUM 00pa3oM, BBICTyIAeT pa3paboTka JeHCTBUM

10 npenoTBpameHuto pazpurus PTIIX.
Ilamonozus cepoeuno-cocyoucmoii cucmemasl
BrisBiieno 56 ciydaeB maTtojaoruu cepaedHo-cocyaucToi cuctemsl (19,4%).
CtpykTypa KapAuoBacKyJsipHbIX 3a0osieBaHuil mocie amioreHHo TI'CK mnpexacraBieHa B

Tabnuie 5 (4acTh MaMEHTOB UMEIOT COUYETAHMSI YKa3aHHBIX MPOOIIeM).

Tabmuma 5 - Cmpykmypa cepoeuno-cocyoucmoii namoaozuu y demeti nocie annoeennou TI'CK

Ilamonozusn Konuuecmeo nayuenmog, aoc. %
Bropuynas xapauomuonarus 24 43
VIjI0THEHHE U HETOCTATOYHOCTE 10 17,5
KJIaIIaHOB

AprepualibHasi THIIEPTEH3Hs 8 14
Mauible aHOMaJIMK Pa3BUTHUS cepala 6 10,5
PasnuuHble BUIBI ApUTMHN 5 8
Bropuunslii reMoxpomaTos 3 5
Jlerounas runeprensus 3 5
[Tepukapaut 1 2
TpombOooOpazoBaHue B OT/IETIaX cepalla 1 2

Xapakmepucmuka nayuenmos co 6mMopuiHoil Kapouomuonamueil

Y4uThIBas TO, YTO TOJBKO BTOPHYHAS KapIAOMHOIATHS HETIOCPEICTBEHHO acCOIMUPOBAHA C
tokcnueckumu s dexramu TI'CK, Hamu B3siTa IMEHHO 3Ta TpyIIa MaUeHTOB I 60J1ee o 1poOHOTO
ananm3a (8,3% ot Bcelt BeIOOpkH). Mennana Bo3pacta Ha MoMeHT TT'CK coctaBuna 9 ner (5 mec — 15
ner). JlanHas marosiorus mnpeoOnajnana y ManbuukoB - 18 uenosek (75%), a Takxke y Jnereid,
nonyuuBinx TI'CK B gomy0eprathbiii nepuon - 18 mauuenTtos (75%). ectHanuate 601bHBIX (67%)
UMENln  HE3JIOKAaYeCTBEHHBIE  3a00JieBaHMs, Takas BBICOKAs YacTOTa pa3BUTHUS Yy  HHX
KapJNOBACKYJSIPHOW TATOJIOTHH MOXKET OBITh CBSi3aHA C JUTUTEIBHOCTBIO OKWAAHUS IPOBEACHUS
TI'CK u HakoruieHrneM comaTudeckoi natoigoruu. bonee monoBunsl 60apHbIX BMenu TI'CK BbicOkOTO
pucka: 15 nereit (63%) nonyunnu TI'CK ot HepoacTBeHHBIX JOHOPOB. bonbpmuHcTBO manueHToB (16
nered, 67%) TOTyYHiaM MHENO0aOJaTHBHBIA PEXUM KOHIWIHMOHHMpOBaHUWS, a y 17 gmereit (71%)

MCIOJIb30BaJIM AHTUTUMOLUTAPHBIN [VI0OYIMH W/WIM PUTYKCUMAaO B MOATOTOBUTEIHLHOM pexume. Bee
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JeTH TMOJIy4aJld HMHTUOMTOPBl KaJbIMHEBPHUHA, 4YTO TAKXKE OIOCPEAYyeT pa3BUTHE OTCPOUYEHHOM
KapIMOTOKCUYHOCTH. boJiee OJIOBUHBI IeTEN UMENIH Pa3BUTHE KIMHUYECKN 3HauuMou octpor PTIIX
(14 genoBek, 58%), a 18 manmenTtoB (75%) nemoncTpupoBanu xpoundeckyto PTIIX ¢ nmpeobnagannem
SKCTEHCUBHOro nopaxenus. Tpunaauars nereit (54%) nmorpedosanu npuema ['KC mnrenbHOCTBIO
6onee 6 mec. bonee mMOJOBMHBI KMMENIM PEAKTHBAIMIO LUTOMETAJIOBUPYCHOM uHGekuuu. Tperb
NaueHToB (8 YeIoBEeK) MEPEHECHH TSKEeNble OCJIOXKHEHHS B PAHHEM IOCTTPAHCIIAHTALIMOHHOM
nepuoze.

Pucku pazeumus emopuunoil Kapouomuonamuu

daxkTopaMu pUCKa pa3BUTHUS BTOPUYHOM KapIMOMMOIATHH MPU aHAINU3E C UCIIOJIB30BAHHEM
XU-KBaJipaTa SBWIKCH TPAHCIUIAHTAIUSI OT HEPOACTBEHHOTO joHOpa (p = 0,002, 95% AU 9,9-26,3);
npuMeHeHue Takpoiaumyca B npodumnaktuke PTIIX (p = 0,037, 95% U 8,4-26,5), skcTeHCHBHas
xponnueckast PTIIX (p = 0,011, 95% U 7,9-25,2), npuem I'KC mnurensHOCTRIO 60ee 6 mec (p =
0,047, 95% U 7,6-23,2), TpaHCIUIAaHTAI[UX OT JOHOPOB XEHCKOTO TO0JIa PEHUIUEHTaM MY>KCKOTO
nona (p = 0,048, 95%-it 1N 8-24,3).

Tepanus u ee ucxoowt

Ha ¢done cnenuduueckoit Tepanuyu OTMEUEHO YJIyUILIEHUE COCTOSTHUS CEpJIeYHON MbIILbI y 17
nereit (71%), crabunuzamnusi coctossHust y 6 yenoBek (25%), mporpeccusi ¢ UCXOOM B CEpICYHYIO
HEJIOCTaTOYHOCTh Y OJHOTO pedeHka (4,2%).

B rpymnme BTOPUYHOM KapAMOMMOIIATHMM yMEPJIM 3 4YelOBEeKa, NPH ITOM CEpACHHAS
HEJ0CTaTOYHOCTh B KAueCTBE HEMOCPEICTBEHHOM MPUYMHBI CMEPTU OTMEYajach TOJIBKO Y OIHOIO
pebenka. J[BeHaamarp u3 20 JOCTYMHBIX aHATU3Y MAllMEHTOB CO BTOPUYHOMN Kapauomuonatueit (60%)
MMEIOT HapylIeHWEe COLIMaIbHON aJanTaluu.

Obécyicoenue

[lokazaHHass HaMM 4YacTOTa pa3BUTHS BTOPUYHOW  KapJMOMHOIIATUH  COOTBETCTBYET
IPUBOJUMBIM B JIUTEpPAType MJaHHBIM O BCTPEYAEMOCTH CHUCTOJMYECKOW AMCPYHKIHMU JIEBOIO
KeTyJnouka y jnaered Ha organeHHbIx cpokax mociae TI'CK. s BBIABICHHS CYOKIMHUYECKHUX
MPOSIBJIEHUIN TpeOyeTcsl pPeryssspHOEe NPOBEJCHHE CKPUHUHIA B TPYIIE BBICOKOTO PHUCKA pPa3BUTHUSA
cepaeyHor maronorud. OCHOBHBIM JIOCTYIIHBIM METOJIOM HCCJIEI0BaHUS JAUC(HYHKIHUU JIEBOTO
xemynouka octaercss  Ixo-KI.  DddekTuBHOCT, Tepamuu OmpenessieTcss €€ HadJajJioM Ha

MOKJIMHUYECKHX dTalax 3a00IeBaHusl.

Pucku PAa3BUTHUA 3JI0KAYECCTBCHHBLIX IMO3THUX 0CJI0;KHEHUH U pe3yJbTaThbl HX JICHCHUA

B nameill koroprte BBISBICHO 8 J€Te€ M MOAPOCTKOB CO BTOPUYHBIMHU 3JIOKAYECTBEHHBIMU

3a0onieBaHusAMH (2,8%). O0muM KyMyJIATUBHBIN pUCK UX pa3Butus coctaBui 8,1% (95%-it 11 0-16).
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Ilocmmpancnaanmayuonnoe numgponponugpepamuenoe 3adoneeanue

3a Bpems rocnutanuzauuii ¢ suBapsa 1994 r. no utons 2011 r. BbIsIBIEHO 6 Cily4aeB pa3BUTUSA
EBV (Epstein-Barr virus)-acconuupoBannoro [ITJII13. Oxgnako, 3 manueHTa yMepian Ha MIEPBOM IOy
nocie TI'CK, mosTomy B Haml aHaiau3 BOILUIM TOJBKO TpOe AETel (MpOKUBIINE MUHUMYM | T. mocie
TI'CK) — manbuuku B Bo3pacte 12, 10 u 4 et ¢ AuarHo3amu ariacTudeckast aneMust (n = 2) U ocTpbIi
oudenorunuueckuii neikos (n = 1). Bapuants! I[1TJII3 npeacrasnens! B-kiaeToyHbIM MOHOMOP(QHBIM
[ITJIII3, mma3moknerouno runepmiazueii u EBV-sHuedamurom. 3aboneBanune pa3BHUBAIOCH Ha
cpokax ot 1 no 4 mec or moMeHnta TI'CK u mMmeno spkyro KIMHHYECKYIO Ipe3eHTauuo. B aByx
cy4yasix M peuunueHT, u poHop Owm EBV-ceponmosutuBabiMu. JlBoe mnomyumnun TI'CK ot
HEPOJCTBEHHOI'0 J0HOpa, BceM npumeHsuin ATI' B cocrtaBe KOHAULMOHUpPOBaHUSA. Takum o0Opazom,
MAaUeHThl UMenu  Kinaccudeckue  ¢akropsl  pucka passutus IITJII3. T'mctonmormueckoe
MOJITBEPIK/IEHUE AMAarHO3a MPOBEACHO ABOUM nanueHTam. OTBET Ha JeueHue OoJyyeH y BCeX, OJJHAKO,
B JIByX cilyyasx mnorpeOoBaiach tepanust BTOopod JuHuu. OAHOMY M3 NAlMEeHTOB B CHIY
pedpakrepHOCTH 3a00J1€BaHUs MPOBEECHBI BCE BO3MOXKHBIE BHJIBI JICUCHHS — HECKOIBKO KypcoB [1XT,
MMMYHHAsl U KJIETOYHAs Tepamnusl.

Conuonvie onyxonu

B koropte BbIsiBIEHO 4 cilydass BTOPUUYHBIX COJHMIHBIX OIyXojeil (M3 HUX JBa y JAeTed C
aHemuet aHKOHM).

Cnyyvait passutusa onyxonu [[THC y ronomm 17 mer depe3 10 jgeT oT MOMEHTa ajUIOT€HHOM
TI'CK oT HepoaCTBEHHOTO IOHOpa, IMepeHecmiero MHoKecTBeHHbIe Kypchl [IXT, ayronmormunyro
TI'CK u nyueByro Tepanuio B cymmapHoit no3e 36 I'p mo noBony B-knetounoi num¢poOaacTHON
TuMGOMBI, TPECTaBIsIeT COO0M MpUMEp pUCKAa KaHIIEpOTreHe3a I0J BO3JIEHCTBHEM NEPEHECEHHOTrO
JUINTEIBHOIO JICYEHUS C BKIIOUEHHEM QJIKWIMPYIOIIMX TpEernaparoB W BCJIEACTBUE H3MEHEHUS
roMeocTasa W CHIDKEHUS IMPOTHBOOIYXOJEBOM  3alllMThl OpraHM3Ma IO  BO3JACHCTBHEM
XUMHOTEPANEBTUYECKUX U PaIMALlUOHHBIX (PAKTOPOB.

[TokxazarenbHbl JBa Cilydas pa3BUTHS IJIOCKOKJIETOYHOTO paka CIU3UCTOW 0O0JIOYKU MOJIOCTH
pTa y JIeByIIKH U 1oHOIHU ¢ aneMuel @ankonu (crycts 11,5 u 14 ner ot momenta amtorennoit TT'CK
OT POACTBEHHOTO JOHOPA, COOTBETCTBEHHO). DTOT BHJ pakKa SIBIsICTCA HanOOIee TUMUYHBIM M 4acTO
BCTpEUaroLUMCs B JaHHOH rpymmne 6onbHbIX. O0a npumepa OTpa)karoT perucTpaiuio 3a001eBaHus Ha
CTaJlu{ 3aIlyLIEHHOIO Ipolecca, KOrja JIeYeHUE MPEeACTaBisieT OOJIbLIYIO CIIOKHOCTh KaK B IUIaHE
OTBETa, TaK U B OTHOIICHWU BBIPAKEHHBIX MOOOYHBIX H(PGEKTOB BCJIEICTBUE MOBBILICHHON
YyBCTBUTEJILHOCTU COMAaTHUYECKUX KJIETOK MalKEeHTOB ¢ aHeMue DaHKOHU K XUMUOTEpaneBTHUYECKUM
U JIy4€BBIM BO3ICHCTBUSIM.

Crnyuail pa3BUTHS MYKOSIIUTEIMOUAHON aJI€HOKAPIIMHOMBI CIIFOHHOM JKeJie3bl Y Majbuuka 8,5

JeT ¢ NEepBUYHBIM UMMYyHoAehuuuToM (runep-IgM-cunapomMoM), nepeHecuiero JABe ajUIOr€HHbIE
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TI'CK u umeromero xponuueckyro skcrencuBHyto PTIIX ¢ norpedHocThio B anmutenbHoit UCT, Taxoke
MOJITBEPK/Ia€T TEOPUIO KaHILIEPOTeHe3a BCIEACTBUE HAPYLIEHUS UMMYHHOI'O KOHTpPOJIS, BO3AEUCTBUA
nospexaatomux pakropos (1e TI'CK), popmupoBaHus BeIpaK€HHOI0 UMMYHHOT'O AucOanaHca.

Hamm xnuHHUYecKue cilydau OTpa)kaloT OOUIYI0 CHUTYallMl0 CO BTOPUYHBIMHU COJIMIHBIMU
HoBooOpazoBanmsiMu mocsie TI'CK, xoTs omyOJWKOBaHO OYE€Hb MaJIO JAHHBIX MO HCCIEAOBAHHUSAM
nomyssinuu, nepenecueit TI'CK B nerckom Bo3pacre.

Bmopuunsie zemoonacmosut

B nureparype omnucanbl eauHuuHble ciydan passutus IITJII3, nomobnoro mumdome
XOKKMHA, WIM BTOpUYHOM auM@ombl XomkkuHa mnocie amuioreHHod TI'CK. B namem unentpe
BBISIBJIEH OJIMH MALIMEHT C JAHHBIM PEAKUM OCJIOKHEHHeM. Manpuuk nosyuus auiorennyio TT'CK ot
COBMECTUMOI'O POJICTBEHHOTO JIOHOpa B Bo3pacTte 15 JieT mo moBoay OCTPOro MHEIO0JacTHOIO
nerko3a, pedpakTepHOTrO TeueHWsA. PaHHWN TOCTTPAHCIUIAHTAIMOHHBIA TIEPHOJ  OCIOKHHICS
pazButueM octpoit PTIIX II craguu. B manpreiimem orMeuanoch pazsutue xpoHuudeckor PTIIX ¢
nopaxeHUeM K0ku U neuenu, noaydain UCT takponuMycoM JuiUTenbHOCThIO 5 Mec. B Bo3pacte 21 1.
oOparuicsi ¢ kajmo0aMu Ha TeMOpparMyeckuid CHHIPOM, B pe3ylibTaTe 00CHeOBaHHS BBISBICHA
BrOpruyHas JnMpoma XOKKHMHA, BapUaHT HOAYJSpHbIN ckiepo3, NS I tuna, CD20-, IVb craaus.
[Tonyuan IIXT nmo mporpamme BEACOPP-14, 8 KkypcoB, i MalMEHTOB C HEOIAronpusiTHHIM
POrHo3oM. JlocTUrHyTa mnosiHas pemuccus, 4to noareepxkaeHo [19T-uccnenoBanuem.

JlaHHBIN KJIMHUYECKUH Claydald TO3BOJIIET TIPOBECTH CIOXKHYIO0 auddepeHmanbHy 0
muarHoctuky mexay [ITJII3, mogo6usiM mumbome XomKKruHA, U HacTosmeH TuMdoMoi X0oHKKHHA.

OTo uMeeT OOJBIIOE 3HAYCHHE KaK B IUIaHE TCpalliy, TaK U B IIJIAHC IIPOrHO3a XKU3HU MMallUCHTA.

ITo3aHMe OCII0KHEHNSA Tpeocyan)aﬂ-cwlepmamnx PECKUMOB KOHAUIIMOHUPOBAHUA

[IpoBenen cpaBHuTenbHbIM aHanmu3 110 B rpynmax pgeredf, NHOJy4yaBUIMX B COCTaBe
MUEN0a0JIaTUBHOTO  KOHJIUIMOHUpOBaHUA Oycynbdan smbo Tpeocyibdpan. Hcmonb3oBaHue
MOCJIEHETO MperapaTa CTalo BO3MOXHBIM TOJIBKO ¢ Jiekadpst 2004 r., m03TOMy BpEeMEHHbIE NTEPUO/IbI
TPy PA3TUYHBL.

Xapakmepucmuxka nayueHmog

I'pynna 1 - 110 pereil, mnonyuuBmUX MueToabIaTUBHOE OycynbdaH-comepIKaiiee
KOHJUIIMOHUPOBAHUE C KYpcOBbIMU J03amu Oycyibdana 10-20 mr/kr. [lepuon HaGmoneHus B iepBoit
rpynne coctaBui ot 1 r. 1o 18,5 ner (menuana — 7,4 roga).

I'pynna 2 - 38 OonpHbiX, mnonyuunBmmx amwioreHHyto TI'CK ¢ tpeocynbdanom B

KOHJIMIIMOHUPOBaHUU 3a nepuoj ¢ aekadps 2004 r. mo urosb 2011 r. CymmapHsie 10361 TpeocyibdhaHa
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BapbupoBamn ot 20 10 42 rp/m”. Tlepros HabIIOEHHS BO BTOPOii rpymme coctasmi ot 2 10 11 mer
(menuana — 5,7 ner).

VYuurbiBasg pa3nuuus B MeIuMaHaX HaAOMIOJEHUs, Uil YHU(GUUIUPOBAHUS JAHHBIX aHAJIN3
BBDKMBAEMOCTH MpoBoAniIH Ha cpoke 5 siet nocie TI'CK st Becex rpymi.

Jemu u noopocmku co 310Ka4ecnmeeHHbIMU 3a001€6aHUAMU

O6mue xapakrepuctuku rpynm: 105 nauumeHToB B rpynmne ¢ OycyibgaH-coAepKalium
KOHAUIMOHUPOBaHUEM U 30 OOJbHBIX B IpyHIe ¢ TPeoCyb(haH-coaepKalMM KOHAULUOHUPOBAHUEM,
OCHOBHBIE XapakTepUCTHKH (cpenHuit Bo3pact Ha MomeHT TI'CK, pacnpenenenue mno modiy,
uctoynuku ['CK, xkierouHble XapakTepUCTHKH TpaHCIUIaHTaTa) ObUIM cXoaHbl. OjHaKo, HaJo
OTMETUTh, YTO B TpyMIe C Tpeocylb(aHoMm mnpeodnanany HNAUEHTbl C OCTPHIM MHEIOOJACTHBIM
neitkozom (OMUJI) (70%), mosioBuHA KOTOPBIX IMpPHUHAJUIEkKaNa K TpyNIe BbICOKOro pucka (3 u 6oiee
pemuccus, Bropuunsii OMJI, pedpakTepHoe TeueHue), 4To ONMPEnesnuIo CXO0XKYI0 Oe3peIUINBHYIO
BBDKMBAEMOCTh JIBYX TPYMNI (JIB€ TPETHU B CTPYKType JIETAIBHOCTH B OOEUX TPYIIax COCTABIAIOT
peumausbl) — RFS 82,5% B rpynme ¢ Oycynbdanom u 74,1% B rpynme ¢ Tpeocynbdpanom. Kpome toro,
50% TI'CK B rpymme ¢ TpeocynbhaHOM MPOBOAMWIM OT HEPOACTBEHHOTO noHOpa (37% B rpyrme c
Oycynbdpanom), uro Takxke yxymamano pesynbTatl TI'CK. Ilokazarenm S-metHed oOmieit
BBDKMBAEMOCTH B Tpymmax ¢ Oycyiabanom u Tpeocynbpanom coctaBmwmm 79,3% u 66,1%,
COOTBETCTBEHHO.

Yacrora Bo3HUKHOBeHUs XpoHHueckod PTIIX cocrtaBuna B rpymnme ¢ Oycynbhanom 50%, B
rpynne ¢ TpeocynbpaHoM — 57% (skcrencuBHol popmbl — 30% u 43%, COOTBETCTBEHHO), BEPOATHO,
BCJI€ICTBUE OOJIBIIEr0 KOJMYECTBAa HEPOJACTBEHHBIX U ramiougeHTuyHelx TI'CK Bo 2-i1 rpymnme.
KymynaruBubiii puck pasButust xpoHuyeckoit PTIIX u, B 4YacTHOCTH, SKCTEHCHUBHOU (OpPMBI
xponnueckor PTIIX cocraBun 27,6% B rpymre ¢ 0ycyibhanom u 43,3% B rpyI1ime ¢ TpeocyabhaHoM.

[Ipu ananmuze npyrux I[1O oOHapyeHO CyIIECTBEHHOE pa3jiMyle B YacTOTE€ pa3BUTUA
SHJOKPUHHBIX HapylieHui — 43% B rpynme ¢ 0ycyiabhanom npotus 27% B rpyiie ¢ TpeocyibhaHoMm,
IIPU 3TOM BO 2-ii rpyIIe He 3aperucTpUpoBaHO HU OJHOro ciydas passutud [T (B mepBoii rpynmne I'T
umenu 25 u3 105 nanuentoB). Kymynsatusaslie pucku pazsutus ['T B 00eux rpymnmnax npeacTraBieHbl
Ha Pucynke 9 u nemoHctpupyrot nocroBepubie pasnuuus (32,8% B rpymnme ¢ OycynbpaHOM MPOTUB
0% B rpymme ¢ Tpeocynbdanom, p = 0,012).

[TaTonorusi LIUTOBUIHOM >KeJe3bl B CTPYKTYpPE IHIOKPUHHBIX HapyIIEHUH Takke rnpeodianana
B Ipymne jeteil, nonyuuBiux Oycyiabdan — 13 u3 45 (29%) nauuentos npotus 1 u3 8 (13%) B rpymnme
¢ Tpeocynbpanom (10 ciayyaeB BTOPHMYHOTO TUIOTHPEO3a IPOTHUB OJHOTO, COOTBETCTBEHHO).
HecmoTps Ha BbIpaykeHHOE OTIIMYME KyMYJISITUBHBIX PUCKOB (22% B rpynne ¢ 0ycynbhanom u 3,3% B

rpynIne ¢ Tpeocyab(aHoM), pa3Iuyusl He SBIISIOTCS CTaTUCTHYECKU 3HaYUMbIMHU (p = 0,253).
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Poct u pa3Butue aerel cTpajand OAMHAKOBO B obOeux rpymnmnax. He mosydyeHo pasnuuuii B

KyMYJISTUBHBIX PHCKaX HapyUIEHUH KOCTHOTO MUHEPAJIbHOTO OOMEHa.
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Pucynox 9 - Puck pazeumus I'T" y Oemeti co 310Kauecm@eHHbIMU 3A0O0NEBAHUAMU 6 2SPYNNAX C
oycybganom u mpeocyib@aHom 6 KOHOUYUOHUPOBAHUU

HecmoTpst Ha OTCYTCTBUE 3HAUMMBIX Pa3JIMYMil B 4aCTOTE Pa3BUTHUS OCJIOKHEHUH CO CTOPOHBI
IHHC, BbIsBIEHO, YTO B Tpymne C Tpeocyib(PaHOM TMATOJOTHsl HOCUT B OOJbIIEH CTENEeHU
(GYHKIMOHATIBHBIA XapakTep: HE 3aperucTPUPOBAHO HU OJJHOTO Cllydas TOKCHUYECKOH sHIe(aonaTuu,
PRES-cunapoma (posterior reversible encephalopathy syndrome - cunapom 3amgHedt oOpaTtumMoi
nerkosHIearonaTun), BTOPUYHON SIUJIENICUU, W3 OPraHWYECKOW MAaTOJIOTHH BBISABICH 1 ciydaid
MH(EKIMOHHOTO MEHUHTO’HIepaliuTa, B OCTAJbHOM OTMEUYEHbl HEBPOTHUYECKHE pEaKIHH,
MICUXUYECKHUE OTKJIOHEHMS, 3aJIep’KKa IICHUXO-pEYeBOro pPa3BUTHUS). B IpOTHUBOMOIOKHOCTH 3TOMY
cpequ marosiornd IIHC u 1ncuxoHeBposorMyeckux HapylIeHHH B rpymnne ¢ OycynbdaHoMm
MIPUCYTCTBYET 6 ciiyyaeB TOKCHMUecKOH sHuedanonaruy, 1 cayyait PRES-cunapoma, 1 cioyuait octporo
HapyLIeHHUs] MO3rOBOI'0 KpOBOOOpaIeH!sl, 00OHapy>KeHO 5 O0JIbHBIX BTOPUYHON SIUIIETICUEH.

Pa3ButHe ociio)kHEHUH CO CTOPOHBI Nepudepruueckoil HEPBHON CHCTEMBI (B MEPBYIO OYepeb,
BTOPUYHOW IMOJIMHEWPOIATUU) OTMEYANIOCh B 00€UX IpyIlnax, NPy 3TOM B IPyIIE C TPeocyiabhaHOM
BTOpUYHAs MOJMHEHponaTus BO3HUMKala Ha Oosiee paHHUX CpOKax HaONIOAEHHsA, a B TpyIIe
Oycynb(aHa ee peruCTPUPOBAIM HA MO3THUX dTArax JCUCHHS.

OCOXHEHHSI CO CTOPOHBI CEPAECYHO-COCYJUCTOM CHUCTEMBlI Ipeolnanaiud B TIpyHmne c
OycynbhaHoM B KOHAUIIMOHUpOBaHMH (dacToTa pasButus - 16,2% npotus 10%, KP — 27,6% npotus
16,3%), HO uMeNo 3HAYCHHE HE KOJWYECTBEHHOE NpeolsajaHre, a KadyeCTBEHHAs CTPYKTypa
3a00neBaHUd — Tak, B TIpymmne c Oycyiab()aHOM OTMEUEHO pa3BUTHE 7 CIy4aeB BTOPHUUYHBIX

KapauoMuonatuii, 4 OOJbHBIX apTepuaibHOW TUIEpPTeH3UEeH (M3 HUX 2 — ¢ MeTabOoIMYEeCKUM
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CHUHIPOMOM), B TO BpEMs KakK B TPYyIIE ¢ TPEoCyab(haHoM TOIBKO y 1 pebeHka oTMeuanach BTOPUIHAS
KapAHUOMUOMATHS.

[Ipu uccrnenoBaHUM MATOJOTMM CO CTOPOHBI MOYE-TIOJIOBOM CUCTEMBI B IpyMIe OOJNBHBIX C
Oycynb(aHoM BbISIBIEHO 2 cioydyas Hedpormatuu U 2 cioydas XpOHMYECKOM MOYEYHOMU
HEJ0CTaTOYHOCTH, B TO BpeMs KaK BO BTOPOM IpyIie He ObLIO HUKAKUX TOKCHUYECKUX MPOSBICHUH CO
CTOPOHBI ITOYEK.

B o0eunx rpymnmnax 3aperucTpupoBaHO MO0 OJAHOMY CIy4yar0 BTOPUYHBIX HEOIUIA3UW Ha MO3THUX
cpokax nmocie TT'CK.

Jemu c ne3nokauecmeeHHbIMU 34001€6AHUAMU

CpaBHUBaNIM pe3yabTaThl TEPANUU MALKUEHTOB C NepBUUHBIMH UMMYyHoAeuuutamu (ITHU) B
rpynne U3 5 4enoBeK, MOIyYUBIIMX Oycylb(haH-colepkaliee KOHIUIMOHUPOBAHNUE, U B IPYIIE U3 8
YeJIoBEK ¢ Tpeocyib(haH-CoAepKAIIUM KOHIUIIMOHUPOBAHUEM.

[TonoBuHa OOJIBHBIX TIpymnmbl C Tpeocyibpanom mnonayuywin amioreHHyro TI'CK ot
HEPOJCTBEHHOI'O JOHOpA, YTO, BEPOATHO, MPEIONPENCIIUIO PAa3BUTHUE XPOHUYECKOW HKCTEHCUBHOM
PTIIX y 4 u3 8 nauuentoB. COOTBETCTBEHHO, 3TO CKa3ajoch U Ha pa3Butuu 110 — u3 7 nmanueHToB B
BOo3pacTe OT 5 10 12 jeT Ha MOMEHT IOCJIETHEr0 KOHTaKTa 3 pa3BUJIM MO3JHUE HEWH(EKIIMOHHBIE
MOpPaXEHUH JIETKUX, 3 UMEIOT MaTOJIOTUIO SHJIOKPUHHON CUCTEMBI, 5 — npoliemsl co ctoponbl LIHC u
MICUXOHEBPOJIOTUYECKHE OTKJIOHEHHUS, 2 — CHWXEHHE KOCTHOM MHUHEPAIBHOW IUIOTHOCTH, 2 —
BTOPUYHYIO KapJUOMHOIIATHIO, 2 — BTOPUYHYIO nosimHeponaTuio. OcnoxHeHust co croponsl JKKT u
ria3 onocpenoanbl HanuuueM xponudeckoi PTIIX. Onun u3 8 gereit B rpymme ¢ TpeocyibhaHOM
MMeI pa3BUTHE BTOPUYHON OITyXOJIH.

Pesynbrarel neuenus nanuentos c¢ [ myumie B rpynne ¢ TpeocyiabhaHOM — KUBbI 7 U3 8
nanueHToB (1 pedenok ¢ cunapomoM Buckorra-Onapuy ymep B pesynbrate xponuueckoir PTIIX), B
TO BpeMsl Kak B IEpBOM Ipymne ymepyio 2 U3 5 MalueHTOB, a 3 BBDKMBIIUX HUMEIOT HPOOJIEMBI C
TPaHCILUIAHTAaTOM U MOTPEOHOCTh B 3amMecTUTENbHBIX TpaHchysusx BBUI'. OOmas BbDKHBaeMOCTh B
rpymme ¢ Tpeocyib(aHoMm 3HauuTenbHO BhImE (87,5% mnpotuB 60% B rpynme ¢ OycyiabdaHoM),
OJIHaKO, OeccoObITHIHAs BBDKMBAEMOCTh OTJIMYAETCA B JBYX IpyIIax He Tak 3HauuTenbHo (75% u
60%, COOTBETCTBEHHO), BCIICJICTBUE MAJIOTO KOJIMYECTBA MAIIMEHTOB CTATUCTUYECKOW 3HAYUMOCTH HE
ITOJIYYEHO.

Obécyicoenue

OnHO3HAYHO  MOXKHO ~ clielaTh  BBIBOJ O TOM, UTO  Tpeocylb(daH-colepkaiiee
KOHJUIIMOHUPOBAHUE CYIIECTBEHHO CHUXkaeT puck pa3BuTus [10 co cTOpOHBI 3HIOKPUHHON CHCTEMBI
(B 4acTHOCTH, HUBEIHUPYET pUCK BO3HHMKHOBeHUs [T u penyuupyer puck 3abojieBaHUN MIUTOBUIHON
xenes3bl). Takke TNpU  HCIOJIB30BAHUU  TPEOCYNb(aH-COAEPKAIUX PEKUMOB  CYLIECTBEHHO

YMEHBIIIAETCS YaCTOTa OCIOKHEHHH, CBSI3aHHBIX ¢ oprannyeckoit naronorueit LIHC, puck Bropuunoit
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KapAHMOMUONATUH, META00IMYECKOTO CUHIPOMA U TOKCUYECKOTO MopakeHus nmodyek. OCnoKHEHUs co
CTOPOHBI JAPYTUX OPraHOB MU CHCTEM TECHO KOPPEIUPYIOT C YacTOTOM pPa3BUTUS XPOHUYECKON
skcreHcuBHOM PTIIX, koTopas B Hamiem ciydae He Oblia penynupoBaHa. [lostomy 3Haunmoro
CHIDKEHUS PHUCKOB pa3BuTHs apyrux [IO y mamueHToB co 3J10KayeCTBEHHBIMU 3a00JIEBaHUSIMU B
rpynmne ¢ Tpeocyb()aHoM B KOHIUIMOHUPOBAHUH HE MOJIYUEHO.

Boicokas 3(QQexkTUBHOCT W HHU3Kash TOKCUYHOCTh TPEOCYib(haH-COAEPKAIIUX PEKUMOB
KOHJIMIIMOHUPOBAHUS i1 TaKUX HE3J0KAaYeCTBEHHBIX 3a0oseBanuii, kak [IN]J], axTuBHO
MIPOMJUIIOCTPUPOBAHA B JINTEPATYpE.

Tpebyercs mpoBenenue OoJiee UIMTEIBHBIX W MacTaOHBIX uccienoBanui [10 y neredt u

MMOAPOCTKOB, IMOJTYYHUBIINX TpGOCYJ'H)(baH B KOHAWIIUOHHUPOBAHUMU.

BiausiHue MO3AHMX OCJ0KHEHHMH HA BbLKHMBAeMOCTbh H COIMAJBbHYI0 ajJanTalnuio

NManueHToB

Buisrcusaemocms u puck peyuousa

Kuser 241 manment (83,4%). Croycts roxm mocine TI'CK ymepno 48 denmoBek (Ha nmary
OKOHYAaHMUS HccienoBaHus). bonblias dacTe JieTalbHBIX HCXOAOB OOYCIIOBJIEHA pPELUIUBAMU
OCHOBHOTO 3a0oisieBanus — 24 nauuenta (50%) u xponnueckoii PTIIX B coueranuu ¢ uHpeKuusIMu —
12 60npHBIX (25%). OcTanpHBIMM NPUYMHAMU CMEPTH SIBUWINCH: MH(PEKLIMOHHBIE OCIOKHEHUS y 5
nanueHToB (10%), nmpobnembl TpaHCIUlaHTaTa + HHpeKuus — y Tpoux nerel (6%), BTOpuuHBIE
omyxoyid — y nBoux (4%), cepaeuHas HEJJOCTATOYHOCTh B OJIHOM CJIy4ae U aBTOKaracTpoda y OJHOTO
pebeHka.

AHanu3 BbDKMBAEMOCTH OCYIIECTBIISUIM JJISi OKPYIJIEHHOro cpoka HaOmoneHus 10 jet mocie
TI'CK (mpubmmwken xk meauane HaOmrogeHus). Hago oTMeTuTh, 4TO B aHAIW3 HE OBUIM BKIIFOUCHBI
MAlUEHThl, YMEpIINE WM BbIObIBIIME Ha nepBoM roxy nocie amutoreHHod TI'CK. Jlns cpaBHeHus
nokasarenb obuiei 10-neTHel BBKMBAEMOCTH ISl BCE IpyNIbl OOJBHBIX, NOJYUYUBIIUX AJUIOTC€HHYIO
TI'CK 3a nepuon ¢ saBaps 1994 r. o urons 2011 1. (360 nmammenToB, Ha nepBoM roay mnocie TT'CK
yMepiu 69, BeIObUIM U3-TI0 HaOmoaeHus qBoe) coctaBuia 65,4% (95% AU 60,2-70,1), ocHOBHBIMU
MIPUYMHAMHU JIETATbHOCTH SIBJSUINCH PELIUIUBbI U HH(EKIIUH.

O6mas 10-netnsst BepkuBaeMocth (OS) nmanueHToB Hamieil BeiOopku coctaBuia 81% (95%-ii
N 75,9-86,4), a 6eccoobiTuiinas BebkuBaeMocThb (EFS) — 76,1% (95%-ut AU 70,5-82,1). dns geteit ¢
HE3JIOKAYeCTBCHHBIMH 3a00JI€BaHUSIMH d3TU 1U(Ppbl HEcKoNbKO Bhime — 89,5% wu  82,3%,
cootrBercTBeHHO. OS 1 EFS 11 mauueHToB €O 3710Ka4YeCTBEHHBIMU 3a00JI€BaHUAMU cocTaBuian 72,8%

1 69,2%, COOTBETCTBEHHO, IPU ITOM pUCK pennauBa — 19,4% (95%-it AN 12,2-26,1).
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[Ipr omeHKe BBDKMBAEMOCTH ITAlIMEHTOB B 3aBUCHMOCTH OT pas3Buths [10 kiaccumueckuit
aHaTM3 BBDKUBACMOCTH BBISBHII PA3NIM4Ms B TPYIMIax IalMeHTOB C SKCTEHCHBHON (opMoit
xponuueckor PTIIX (OS 76,8% u EFS 71,4% npu Haiuyuu JaHHOTO OCJIOXHEHHSI B CPAaBHEHUU C
82,3% u 77,7% B ee orcyrcTBHe, cooTBeTCTBEHHO) 1 [1O co cropons! nerkux (OS 76,1% u EFS 68,4%
IIpY HAJIMYUK JIAHHOTO OCJIO’KHEHUs B cpaBHEeHUU ¢ 81,5% u 77% B UX OTCYTCTBHE, COOTBETCTBEHHO),
OJIHAKO, OHHM HE SIBJISITUCH CTAaTUCTHYECKH 3HauuMbIMu. Hanbonee BoipakeHHoe cHmxenne OS u EFS
O0OHapy>KEHO B TPYIIE MAMEHTOB CO BTOPHYHBIMU 3JI0KAYECTBEHHBIMHU 3a00JeBaHuAMHU — K 10 romam
nocie TI'CK OS 75% u EFS 56,2% mnpotuB 81,2% u 76,9% y namuentoB 6e3 mannbix [10, a k 18,5
ronam nocie TI'CK (cpoky okoHuanusi uiccienoBanus) 3tu nudpser gocrturator OS 37,5% mnpotus
81,2% u EFS 28,1% mpotus 76,9% (p = 0,764 u p = 0,103, COOTBETCTBEHHO).

[Ipu ananu3e He cCBsA3aHHOM ¢ peuuguBaMu JietanbHOCTH (NRM) mnanueHtoB BbeIOOpKH
BBISIBIICHO, 4TO B 1eioM NRM coctaBuna 12,3% (95%-i1 1N 5,6-18,5). K 3HaunMoMy MOBBIIICHUIO
NRM mnpuBogsat takue 10 amnorennoit TI'CK, kak xponmueckass PTIIX - 15,9% nporus 8,8% B
orcyrctBue xponmueckoir PTIIX (p = 0,021), ocobenno ee skcreHcuBHas ¢opma - 23,2% mnpoTtus
8,3%, cootBercTBeHHO (p < 0,001), 1 Mo3MHME HEMH(DEKITMOHHBIE TTOpaykeHus Jerkux - NRM 23,9%
npotuB 10,8% npu orcyrcTBUM JaHHOTO ociokHeHus (p = 0,002).

[Ipu ananuze rpynnbl nanumeHToB, noiayuyuBmux TI'CK mo mnoBoay 310kauecTBEHHOrO
3a00JieBaHUs BBIABIEHO, YyTO Hanuuue xpoHumdeckoi PTIIX HuBenupyer puck pa3BUTUS peLUAMBA
OCHOBHOTO 3a0oieBaHus — Tak, puck peruauBa coctabiser 37,9% x 10 rr. mocne TI'CK, a mpu
paszButun xponudeckoid PTIIX Hu ogHOro peumausa 3apeructpupupoBaHo He Obuio (p << 0,001,

Pucynok 10).

100 1
= 807 p << 0.001
g
= 60+
o0
=
g 37.9% (95% AW 24.4-49.1), n = 27/77
o 404
4
[&]
=
o
R —— —————
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Bpems nocne TICK, roabl

Xp. PTMNX -+ Oa -+ Hert

Pucynok 10 - Puck passumus peyuousa 310ka4ecmseHHo20 3a6071e6aHus 8 3a8UCUMOCTNU OM HATUYUS
xponuueckou PTIIX nocne annocennou TI'CK
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OO0mass BbDKMBAEMOCTh MAalMEHTOB ¢ remoOnacrozamMu kK 10 rr. mocne amtorennoit TI'CK
coctaBuna 85,7% B rpymnne c¢ xponuueckod PTIIX mnpotuB 62,5% B rpynme OosibHBIX 0e€3
aiopeakTuBHOTO oTBeTa (p < 0,001).

Haubonee BpicOKas JIETAIbHOCTh OTMEUEHA B IpyNnax JeTed U MOJAPOCTKOB CO BTOPUYHBIMU
COJIUTHBIMU omyxoJisiMHu (2 u3 4 6osbHBIX, 50%), LONIPC (6 u3 26 nanuenToB, 23%) 1 SKCTEHCUBHOM
xponuueckor PTIIX (16 u3 134 yenomek, 12%). BonbIIMHCTBO J€TadbHBIX HCXOJOB B TpyIIe
601bHBIX XpoHuUeckoi PTIIX o0ycnoBiieH0 HMHPEKIIMOHHBIMU OCJIOKHEHUSIMH Ha (OHE UIUTEIbHON
UCT. Ilpu ananuze 10 B kauecTBe MPUYUH CMEPTH MOKHO OTMETHThH, UTO HETIOCPEICTBEHHYIO YIPO3Y
g Ku3HM nanveHtoB nocie amnoreHHod TI'CK mpexacraBisitor coOOi BTOpUYHBIE COJIMIHBIE

OITYXOJIM U IMO3AHHUE HCI/IH(l)eKIII/IOHHI:Je IMOpaXCHUA JICTKUX.

Coyuanvnaa adanmayus

ConmanbHas aganTaius oKazajach CHHKEHHOU B 1enoM y 38% manuentoB ¢ [1O amiorenHoit
TI'CK, onHako, B OOJBIIMHCTBE INpoaHanu3upoBaHHbIX Hamu rpynn IO 6Gonee 60% nanueHTOB
CTaJIKMBAIOTCS ¢ ee HapymeHusmu (Tabnuna 6). Hapymenne amanranuu B 0OIIECTBE JOMUHUPYET Y
OOJIBHBIX C MO3AHUMHU HEMH(EKIIMOHHBIMHI OPKEHISIMH JIETKHX W BTOPUYHBIMH 37I0Ka4€CTBEHHBIMHU

3a00JIEBAHUAMM.

Tabmuma 6 — Hapywenus coyuanvrou adanmayuu 8 pasauunsix epynnax 110 annocennvix TI'CK

Oobuwee Konuuecmeo Konuuecmeo %
KoJluuecmeo | nayueHmoa, nauueHmogs HapyuwieHui
Buo 110 nAyUeHmoas, | 8blHCUGUIUX U | CO aoanmayuu
aoc. 00CMYNHBIX CHUJICEHUEM
ananusy, abc. | adanmayuu,
aoc.
Xpouunyeckast PTIIX 134 111 50 45
LONIPC 26 20 18 90
OHJIOKpUHHAS MMaTOJIOTUs 94 90 46 51
Hapymenus KOCTHOM 48 39 24 61,5
MHHEpaabHOU m1oTHOCTH 1 ABH
[Tatonorust [THC 62 55 37 67,3
ITatonorus ITHC 38 34 23 67,6
Bropuynas xapauomuonarus 24 20 12 60
BropuuHbple  3710KaueCTBEHHBIE 8 6 5 83
3a00JICBaHUS
BbIBO/1bI
1. I[IO co cTOpoHBI pa3IMYHBIX OPTaHOB W CHUCTEM pa3BuBaroTca y 74% perel u

nospoctkoB, nepenecmux awioreHnyro TI'CK. B crpykrype 10 nomunupyer xponuueckas PTIIX
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(46,4%) c mpeobOnagaHUEM SKCTCHCHUBHOTO TMOpakeHHs. [laToyorust SHAOKPUHHOW CHUCTEMBI M
penponyKTuBHOM (YHKIMU pa3BuBaeTcs y 32,5% OOJNBbHBIX: HambOOJIEe YacTO PErucTpUpPYIOTCA
THIEPTOHA0TPOITHBIA THITOTOHAIN3M, 33JIepKKa (U3HYSCKOTO Pa3BUTHS M BTOPUYHBIA THIIOTHPEO3.
HeBponornueckue wHapymenus wumeor 34,6% OOJIbHBIX, CEPACYHO-COCYAMCTAs] MATOJOTHS
oOHapyxeHa y 19,4% neteil U mOAPOCTKOB, MATOJOTHSI KOCTHOIO MHUHEPATIbHOTO oomeHa — y 16,6%
narueHToB. [1o31HIe HEMH(EKITMOHHBIC MOPAKEHUS JISTKUX oTMedaroTcs B 9% cirydaeB. Bropuunbie

HeoIuta3uu Betpevarores peako (2,8%, KP 8,1%), HO SABIAIOTCS )KU3HEYTPOKAIONUMU COCTOSTHUSIMU.

2. B pesynprate ananmza ¢akTOpoB pHUCKA M CYHICCTBYIOIIUX MeETOAOB JyeueHus [10
YCTaHOBJIEHO:
1) @akTopamu pucka pa3Butus xponmdeckoi PTIIX (KP 45,1%) sBistorcs

npenuectytomas octpas PTIIX II-IV cragum (p < 0,001), TpaHcminaHTauuu OT HEPOICTBEHHOIO
noropa (p = 0,002), CMV-peaktuBamus (p = 0,007), TpaHCIIIaHTallMA OT JOHOpPA >KEHCKOTO TOJIa
peuunuenty myxckoro noiua (p = 0,023), ucnonszoBanue takpoiaumyca B npodunaktuke PTIIX (p =
0,03); nmna oskcrencuBHoit  dopmbl (KP  24,6%) AONMOMHUTENBHO —  MHEI0a0JaTUBHOE
koHaunuonuposanue (p = 0,02) u auarHo3 3nokadecTBeHHOro 3abosieBanus (p = 0,044). OTBera Ha
JIeYCHUE JIOCTUTAIOT BCE MalMeHThl ¢ orpanndeHHor xpoHudeckol PTIIX u 81,4% O6ompHBIX
9KCTeHCUBHOM XpoHndeckou PTIIX.

2) dakTopaMu pUCKAa Pa3BUTHUS IMO3JHUX HEUH(DEKIMOHHBIX mopaxeHuil nerkux (KP

8,3%), ciyxar skcteHcuBHast xpoHuueckas PTIIX (p < 0,001), octpas PTIIX II-IV craguu B

anamuese (p = 0,01), TpaHcIIaHTaIMU OT JOHOPA KEHCKOTO IMOJIa PEIUIUEHTY MY>KCKOTO Toya (p =

0,01), HEBO3MOXKHOCTh MOJy4YaThb WHIHMOUTOPHI KaJbLMHEBPHHA BCJIEACTBUE UX TOKCHUYHOCTH (p
0,016), nuarao3 3mokadecTBeHHOro 3adoneBanus (p = 0,014). OtBer Ha sneueHue moiaydeH y 77%
OO0JIbHBIX.

3) Puck pazsurus I'T (KP 17,7%) Bo3pactaeT npu HajauMuuu TaKUX OCHOBHBIX (PaKTOPOB,
Kak OycynbdaH-copepkaluil pexxuM KoHauuunonuposanus (p < 0,001), quarHo3 310KayecTBEHHOIO
3aboneBanusa (p = 0,001), >xenckuit mon (p = 0,003), o6nyuenune LIHC B amamuesze (p = 0,001).
Pazutue [T He wuckiIO4aeT BO3MOXKHOCTH JETOPOXKACHHUS B TMOCIenyromeM, mpu 3toM 45%
MAlUEeHTOB HYXIar0Tcs B ipoBeaeHnu 317 T.

4) 3HauuMBbIX (aKTOPOB pHUCKa pa3BUTHUs BropuyHoro rumotupeo3a (KP 12,4%) ne
[IOJIy4eHO, HO BbISBJIIEHA TEHICHIMS OojJee 4YacToro pa3BUTUS JIaHHOM TAaTOJOTMH IpU
TpPaHCIUIAaHTAIlUd OT HEPOJCTBEHHOro moHopa, mposeaeHun TI'CK B pomyOepTaTHBIA TEpHOI,
MIPUMEHEHUU MuenoadnaTuBHOro kouauuuonuposanus. B 3I'T nyxxnaercs Tosibko 26% nanueHToB.

5) Puck otcraBanust B pocrte u (pusmueckoM pa3BuTHM (4actoTa BblsBiIeHUs 11,8%)
MOBBIIIAIOT MUEI0A0JaTUBHBIN pexxuM KoHauionrnposanus (p < 0,001), TT'CK ot HepoCTBEHHOTO U

rarionIeHTUYHOro AoHopoB (p = 0,02); 3amepkka pocTa JOMOJHUTEIHLHO OOYCIIOBJIEHA HATMYUEM
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xponndeckoit skcreacuBHoi PTIIX (p = 0,006), ob6mydernnem [THC (p = 0,036) u nposenenuem TT'CK
B Tiepuoja A0 HacTtymienus mnyoeprara (p = 0,047). 3angepkka (PU3MUECKOTO pPa3BUTHS TOCTE
aimorenHod  TI'CK ¢ TpynoMm moajgaeTcsi TepamnuM, YCKOPEHHE TEMIIOB pocTa Ha (oHe
npoaospkaromierocs jgedenus ['KC neBo3MoxHoO.

6) Puck cuHmxenust koctHoi muHepanbHOW 1uioTHoctd U ABH (KP 17%) omnpenensiercs
cnenyromumu pakropamu: Boszpact ctapme 10 met (p = 0,021), Hasmmuue octpoit PTIIX II ctagum u
6onee (p = 0,001), nanuuue xponmdeckoi PTIIX (um B uactHOcTH, 3kcTeHcuBHOH) (p < 0,001),
nponomkurenbHocth UCT 6onee 3 mec (p < 0,001), tepanus ['KC miurensHOCTBIO CBbIlE 3 Mec
(nauOosnee 3HauuMbIi Qaxtop, p < 0,001), HemepeHOCUMOCTh MHTUOMTOPOB KaJbLUHEBpUHA (p =
0,026). Ynyunienue u crabuinsanus nporecca Ha poHe KOMOMHUPOBAHHOM Tepanuu MPOUCXOAST Y
73% OONBHBIX.

7) PasBurtre mnaronornyM LEHTPaIbHOM HEPBHOM CHUCTEMBI M IICHXOHEBPOJIOTMYECKHX
HapymieHnid (dactota BbisgBieHHS 21,5%) accouumpoBaHO €O CIAEAYIOMMMH (DaKTOpaMu: BO3PACT
menee 10 net (p = 0,004) u nomy6eprarubiii mepuoa Ha momeHT TI'CK (p = 0,001), TpancrmanTanuu
OT HEPOJCTBEHHOIO0 U TaIuIOMAEHTUYHOro JoHOpoB (p = 0,014), ucnonp3oBaHue TakpoJIUMyca B
npopmraktuke PTIIX (p = 0,004), ©Hamuuue  THKENBIX  OCIOKHEHMH B  paHHUHU
MOCTTpaHCIUIaHTaMOHHBIHN Tiepuoa (p = 0,006), sxkctencuBHas xponudeckas PTIIX (p = 0,023). Puck
pa3BUTHS BTOPUYHOM nojuHeiponatuu (yactora BbisiBIeHUS 10,7%) MOBBIIAIOT: MPEIIECTBYIOLIECE
3nmokadyecTBeHHoe 3aboseBanue (p < 0,001), Hanuuue kiMHUYecku 3Hauumou octport PTIIX (p =
0,001) u skcrencuBHoi xponuueckoir PTIIX (p < 0,001), UCT ¢ npumenenuem I'KC (p = 0,014),
obnyuenne IHTHC (p = 0,003), ucnonszoBanue Takponumyca B mpodumraktuke PTIIX (p = 0,05).
Bropuunas seliponarus y peuunuentoB amioreHHo TI'CK sBisercs oOpaTHMbBIM COCTOSHUEM U
perpeccupyet y Bcex aeteit mocie ormenst UCT.

8) dakTopaMu pUCKa pa3BUTUS BTOPUUYHON KapIMOMHOIIATHUH (4acToTa BbIABIEHUA 8,3%)
spisitorcss TI'CK ot HepoactBenHoro gonopa (p = 0,002), mpuMeHeHne Takpoaumyca B TpoduiakTHKe
PTIIX (p = 0,037), skcrencuBHast xponuueckas PTIIX (p = 0,011), mpuem I'KC miurenbHOCTBIO
6omnee 6 mec (p = 0,047), TpaHCIUTAHTALIMK OT JIOHOPOB JKEHCKOTO I0JIa PEIUIHUEHTaM MY KCKOTO ojia
(p = 0,048). Yinyumienne u cTabMWiIM3anys COCTOSHUS CEPICYHON MBIIIIBI Ha (GOHE CrenuPUIECKO

TEpaIuH MoJIy9eHbl y 96% neTei.

3. Xpounyeckass PTIIX, npeumyiecTBEHHO SKCTEHCUBHAs, SIBIsSieTCS (DaKTOPOM pHCKa
pazButusi OonpmmHcTBa nApyrux IO amnorennoit TI'CK um nexutr B ocHoBe 100% mo3gHMX
HEeMH(PEKIMOHHBIX MOpaXeHUH Jerkux, 67,5% OTCpOoYeHHON MAaTOJIOTUU JKETYJ0YHO-KHIIEYHOIO
TpakTa, 63,7% mnaronoruu opraHoB 3peHusi, 70% MmaToaoruu MoJIOCTH PTa.

4. Tpeocynbban-coaepxkane  MUEI0a0JaTUBHBIE  PEXKHMBI  KOHIMIIMOHUPOBAHUS

MO3BOJISIIOT CHU3HUTH PUCK pa3Butusa psaa 110 y nmerelr m moapoctkoB ¢ remoOnacto3amu: KP I'T
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cocraBisier 0 B cpaBHeHuH ¢ 32,8% B rpymnmne HanUeHTOB, MOJy4yMBIIUX Oycyibdan (p = 0,012);
OTMEYEHa TEHJCHIMSI YMEHBIICHHUS pPHCKAa pa3BUTHS BTOPUYHOIO THUIOTHPEO3a U BTOPUUYHOU
KapAHMOMUONATUH, CHUYKEHA YacTOTa BO3HMKHOBEHMsI opraHuueckoi marosioruu [IHC — B rpymnme c
Tpeocysib(aHOM B KOHJIMUIMOHMPOBAHMM HE BBISBIEHO HHU OJHOTO Ciy4yas TOKCHYECKOI
SHIepATONaTUH U BTOPUYHON AMHIICTICUH.

5. [TonydeHsl crenymoomue MEIUKO-CTaTUCTUUECKHE XapaKTEPUCTUKU — OTAAJCHHBIX
pesynbsTaToB aymtorennor TI'CK y aeteit u moapoctkos: 10-netnsist OS ¢ yueTom JIeTaTbHOCTH A0 To/1a
cocraBisieT 65,4%; 10-nernue nokazarenu OS u EFS manueHTOB, NpOXUBIIMX MUHUMYM TOJ IOCIE
amuoreadoir TI'CK, paBubl 81% u 76,1%, coorBerctBeHHO; NRM coctaBisier 12,3%. K cHmkenuro
BBDKMBAEMOCTH Ha OTHAJEHHBIX cpokax 1mocie amioreHHoil TI'CK mnpuBomdT SKCTEHCHBHas
xponuueckast PTIIX, no3aHue HeMH(EKMOHHbBIE TOPAKEHUSI JIETKUX U BTOPUYHBIE 3J10KaUE€CTBEHHBIE
3a0onieBanus. Camble HM3KHE II0Ka3aTeld BbBDKMBAEMOCTH HAa MOMEHT OKOHYAHHS HCCIIEIOBAHUSA
MIPOJIEMOHCTPUPOBAHBI B TPYIIIE MAIMEHTOB CO BTOpUYHBIMH Heorutazusimu: OS 37,5% nportus 81,2%
y peuunrenToB TI'CK 6e3 mannoro I1O u EFS 28,1% npotus 76,9%, cOOTBETCTBEHHO. 3HAYMMOE
nosbiieHne NRM npoucxonut npu Ttakux I10, xak xponmueckas PTIIX (15,9% mnpotus 8,8% B
orcytcrBue nanHoro 110, p = 0,021), ocobenHo ee skcreHcuBHas (opma (23,2% npotus 8,3%, p <
0,001), a Takxe nozaHUEe HEMH(PEKIMOHHBIE TOpakeHus jerkux (23,9% npotus 10,8%, p = 0,002).

6. Hamnuue xponmueckoir PTIIX y nmered M mOAPOCTKOB, IMOIYYMBIINX AJIOTEHHYIO
TI'CK 1o noBojy 3710KaueCTBEHHBIX 3a00JIeBaHUN, CHUKAET PUCK pa3BUTHUs peuuausa a0 0 mpoTus
37,9% y mnauuentoB 6e3 mposiBneHuil xponuueckoit PTIIX (p < 0,001), mpu sToM mnokazaHO
ynyurienue 10-nerneit OS (85,7% B rpynne ¢ xporudeckoit PTIIX npotuB 62,5% y manueHToB 0e3
aJJIopeakTUBHOTO 0TBeTa, p < 0,001).

7. Hannumne mo6oro 1O co cTOpOHBI pa3IWYHBIX OPTAaHOB M CHCTEM IIOCJIE AJUIOTCHHOU
TI'CK npuBoAMT K HapylIEHHIO colMaiabHOW aaanrtauuu y 38% Jnereil U MOJpOCTKOB, MPH 3TOM
HauOOJbIlIasg YacTOTa CHIKEHUS aJanTallid OTMEYaeTcs B TIpyNNax MalUueHTOB C MO3AHUMHU
HenH(pEKINOHHBIMU NopaxeHUsIMH Jierkux (90%) u BTOpUUYHBIMU 3710Kau€CTBEHHBIMU 3a00JIEBAHUSAMHU

(83%).

IMPAKTUYECKHUE PEKOMEH/JALIUHN

1. Ocy1iecTBieHHe IJIAHOBOIO MOHUTOpUHIa M paHHed juarHoctuku [IO  nmomkHO
SIBJISITBCSL CTaHIAPTOM HaOJIIOACHUS 3a AeThMH U noApocTkamu nociie aorennoi TI'CK. Tanuentam
W3 TPYII BbICOKOTO pucka passutus [0 HeoOXxoaumMo cokpamath HHTEPBAIbl MEXIY KOHTPOJIbHBIMU

OCMOTpPaMHU U IPOBOJUTH 00cCiIeI0BaHUS Ha 0oJiee paHHUX CPOKaX.
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2. VYuurbiBas NOTPEOHOCTh B KOPPEKLUUU SHIOKPUHHOM AUCPYHKUMM, HapyLIEHUI
PEnpoOAYKTUBHOM cdepbl, ONMOPHO-IBUraTEIbHOTO almapara, CepJedyHO-COCYIUCTON U JbIXaTeJIbHOMN
CUCTEM, XKEITYJOYHO-KHAIIEYHOIO TPAKTA, IICUX0-HEBPOJIOIMYECKUX OTKIIOHEHHH M MPOYUX HAPYIICHUI
(GYHKIMOHUPOBAHMSI OPTraHOB U CHCTEM, IIOKa3aHO COBMECTHOE BEJICHUE JIaHHOM KaTeropuu OOJIbHBIX
CMEXHBIMU CIELMATUCTAMH, B TOM 4YHUCJIE C Y4YaCTHEM pa3JIUYHbIX MPOPUIBHBIX MEIUIIMHCKHUX

LIEHTPOB.

3. [IpyHMas BO BHUMaHHE BBICOKYIO YaCTOTY BO3HMKHOBEHHMs xpoHuuecko PTIIX u ee
BiusHKUE Ha pa3Butue apyrux [10 amnorennoit TI'CK, BaKHO HMCIIONIH30BaTh BCE BO3ZMOXKHBIE MEPHI 110
npodUIaKTUKE JAaHHOW MaTOJIOTUM U CHUXKEHHMIO €€ OCHOBHOIO (pakTopa pHCKa — MpEeAIIEeCTBYIOMIECH
octpoit PTIIX, ocoO0eHHO y MalMeHTOB ¢ HE3JI0OKAY€CTBEHHBIMU 3a00JI€BAHUSIMH.

4. VYuuteiBas onpenensmonyro poiab ouneHkn ®BJl B paHHEW IUWAarHOCTUKE MO3JHUX
HEeMH(EKINOHHBIX MMOPAKEHUH JIETKUX, JAaHHbIE TECThI CIEIYEeT HUCII0JIb30BAaTh B KaYECTBE CKPUHUHIA
BceM nanueHTam rnociie ajorenHo TI'CK u 6onee yacto npoBoauTh 601bHBIM XpoHHUueckoit PTIIX.

5. C menpro coxpaHeHus (QEPTHWIBHOCTH Yy TanuMeHtoB mocie amioreHHon TI'CK
1enecoo0pa3Ho pUMEHEHNE Tpeocyab(haH-coaepKaAITUX MHET0a0JIaTHBHBIX PEKUMOB
koHauuuonupoBanus. Ilpu passutuu I'T mokazano mposenenune 3I'T ¢ 1enbl0 BOCCTAHOBJICHUS
PENpOAYKTUBHBIX (QYHKIMH. B pemeHnn BonpocoB 1€TOPOKICHUS PEKOMEHIYETCS COTPYAHUUECTBO C
COOTBETCTBYIOIIMMH CHENUATUCTAMU - THHEKOJIOTaMH, aHPOJIOTaMHt, PEIPOLYKTOIOraMHu.

6. Jis  oueHku OoOpaTUMOCTH  BTOPUYHOTO  CyOKJIIMHUYECKOTO THIOTUPEO3a U
HEOOXOUMOCTH €ro KOPpEKLHU TpeOyeTcsl PEryssipHOE OCYIIECTBIECHHE KOHTPOJIbHBIX aHaJIM30B
KpPOBM Ha TOPMOHBI IIMTOBUIHOW JKENIE€3bl W JJIUTENIbHOE JUHAMHYECKoe HaOIIoJeHHe
SHJOKPUHOJIOTOM.

7. C  uenpl0  OCYLIECTBIEHHMS  CBOEBPEMEHHOM  JHMAarHOCTUKM U Tepanmuu
OCTEOIICHUH/0CTE0opo3a y nerei u moapocTtkoB mociie amioreHHo TI'CK moka3zanHo mpoBOauTh
CKPUHMHI HAa BBISBJICHME NATOJOTMM KOCTHOTO OOMEHa C [OMOLIbI0 PEHTI€HOBCKOMN
OCTEO0/ICHCUTOMETPUH MOSICHUYHOTO OT/ENia MO3BOHOYHUKA, paHHEe 00cieOBaHUE PEKOMEHIYEeTCs
netsim ¢ npuemoM ['KC mmurenbHocThio Oonee 3 mec. MPT sBisieTcsi OCHOBHBIM METOJIOM
muarHoctukn ABH, nposenenne MPT cycTaBoB NOKa3aHO IUIAHOBO NALMEHTaM TIPYIIIBI BBICOKOTO
pucka pa3sutusi ABH u B 95KkCTpeHHOM NOpsAAKE NPU NOSIBJICHUU KIMHUYECKOH CUMIITOMATUKH.

8. C nenbio BBISBICHUS OTCPOUYEHHBIX HEHUPOTOKCHUECKHX 3(PPEKTOB U JIATEHTHOrO
TE€UYEHUs SIUJIETICUU PEKOMEHyeTCs OCYILECTBIICHUE CKPUHUHTOBOU OLICHKH
ANEKTPOPUZUOIOTHIECKUX (PYHKIIMKA TOJOBHOTO MO3ra C moMomipio O30 BceM perumnmueHTam

amnorenHoi TI'CK. DHMI' sBnsieTcst cTaHIapTOM AMarHOCTUKHM BTOPUYHOM HEHPOIIaTHH.
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9. C 1enplo BBISBICHUS CYOKIMHUYECKOTO TEUEHHUS BTOPHUYHON KapAMOMHUONATHH U
paHHero Hayaja ee JjedeHus BceM penunueHTam amioreHHod TI'CK mokazaHo OCyIECTBISATH
PEryJSPHYIO OIICHKY CUCTOJNYECKON (DYHKIIMH JIEBOTO JKETy104Ka rmocpencTBoM Ixo-KI'.

10.  Bce peuunuents! amtoreHHo TI'CK 10MKHBI MIMETh HaCTOPOKEHHOCTh B OTHOLIEHUU
pa3BUTHS BTOPUYHBIX 3JI0KAUECTBEHHBIX 3a00JI€BaHHM, BOSHUKHOBEHUE KOTOPBIX HE OTPAHUYEHO BO
BpemMeHu. K mamueHTtaM BBICOKOTO pHUCKa Pa3BUTHSI BTOPUYHBIX HEOIUIA3MH OTHOCSTCS OOJbHBIE
anemueld @ankoHu u xpoHudeckord PTIIX. Bonbliyro posib B BBISBICHUM NPEIPAKOBBIX COCTOSIHHUI
HMMEEeT CaMOOCMOTP M KaU€CTBEHHBIN (PU3MKAIBHBIM OCMOTp NAlMEeHTa [EUaTPOM WM TEParieBTOM 110
MECTY KUTEJIbCTBA.

1. BpIicOKMII DNPOLEHT COLMANBHOM H30JSLMM M HApyLUICHHs aJanTaluuu JeTed W
noapoctkoB mocine amioreHHo TI'CK mo3BosisieT pexkomMeHaoBaTh 0Oojiee aKTHBHOE OOpalieHue
perunuentoB TI'CK 3a moMoIibio K ICUX0JIOTaM U COLMaIbHBIM PaOOTHUKAM.

12. 3HayuMOCTh NPUMEHEHHUS aJTOPUTMOB MOHMTOPHMHIA, JUArHOCTUKU U jedeHus [10
autoreHHsix TI'CK y nmereil M MOAPOCTKOB IMO3BOJIIET PEKOMEHIOBATh WX HCIOJb30BaHUE KaK B
CHEIMATIM3UPOBAHHBIX CTAllMOHAPAX, TaK U B MEAMIIMHCKUX YUPEXKJIECHUAX 00IIEro NpoQuiis o MecTy
XKUTeNbCTBA. LlenecooOpa3Ho COCTaBIATh HHIMBUIYATU3UPOBAHHBIE TpapUKU CKPUHHUHIA, CXEMBI
JICYEHHUS TATOJIOTUU U KOHTPOJIS Hall €ro 3p(PEeKTUBHOCTHIO.

13.  C uenbio OTCIEKUBAHUSA pPE3yJIbTaTOB MOHUTOpPUHIA, Tepanuu U TedeHus [1O
aimorenHod TI'CK 'y  nmereifi W HOJIPOCTKOB PEKOMEHIYETCS HCIIOJIb30BAHHME  CO3JaHHOMN

MPOCTICKTUBHON 0a3bl JaHHBIX.
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CIIMCOK COKPAIIIEHUI U YCJOBHBIX OGO3HAUYEHUI

AA — amutactuyeckasi aHeMHst

ABH — aBackymsipHbIe HEKPO3bI

AJIJ1 — agpeHonerikoauctTpodus

AMI" — aHTUMIOJITIEPOBCKUI TOPMOH

ATI" — aHTUTUMOLUTAPHBIN II100yIUH

A® — anemust DaHKOHU

BAJI — OpoHX0anbBeOIIpHBIN JTaBax

BIIC — BpoxaeHHBIN OPOK cepAla

I'T — runeproHafOTPONHEIN T'MIIOrOHAIN3M

I'CK — remMono3TuyecKkue CTBOJIOBbIE KIETKU

I'KC - rirokoKopTUKOCTEPOUIbI

JA — noBepuTeNbHBIN HHTEPBAI

KKT — kenmyJO4HO-KHAIIEYHBIA TPAKT

3I'T — 3aMecTuTeNbHAs TOPMOHAJIbHAS Tepanus

NUCT — umMmMmyHOCYyIpecCUBHAs TEpausl

KM — KOCTHBII MO3T

KP — KyMyJsATUBHBIN PUCK

KT — xommnbroTepHas ToMmorpagus

JII" — nroTenHu3upyomuii rOpMOH

MIC — muenonuciacTUYECKUil CUHAPOM

MIIC — mykononucaxapumao3

MPT — MarHuTHO-pe30HaHCHasi TOMOrpadus

OMUJI — ocTpblii MUETTOOIACTHBIHN JIEUKO3

[TN]] — nepBUYHBII UMMYHHBIN AEQUIUAT

[IK — nynoBuHHAas KPOBb

[THC — nepudepuueckas HepBHas cucTeMa

I1O — mo3guue OCIOKHEHUS

[TOH — nonuopranHas HeIOCTATOYHOCTh

[TTJIII3 — mocTTpaHCcImIaHTaMOHHOE JTUMQoTnpondepaTuBHOE 3a00JI€BaHNE

[IXT - nonmuxumMuoTepanus

[IIIP — nosmmMepa3Has HenHas peakius

[1911 — napeHTepalibHOE MUTaHUE

[19T — no3uTPOHHO-3MUCCUOHHAsA TOMOTpadus

OHMK - ocTpoe HapymieHre MO3roBOTO KPOBOOOpAIICHUS

PAWB — pedpakrepnast anemus ¢ n30bITKOM 0JIaCTOB

PTIIX — peaknusi «TpaHCILUIAHTAT-IPOTUB-X03I1HA

CKK — cTBOJIOBBIE KIIETKU NIepUpeprudeckoil KpoBU

TAO — topako-abioMuHaIbHOE 00JIyYeHHE

TI'CK — TpaHcIutanTanus reMOno3THYECKUX CTBOJIOBBIX KIIETOK

TKWH — Tsxenas koMOMHUpOBaHHASI NMMYHHAs! HEIOCTATOYHOCTh

TOT — toTansHOE O0IyUYeHHUE TENA

TTI' — TUpeOTpONHBIN TOPMOH

V3U — yapTpa3ByKOBOE UCCIEAOBAHUE

®B/I — QyHKIMS BHEIIHETO JTBIXaHUS

OI'bY «HMUIL[ AI'OU wum. [m.PoraueBay M3 P® — DepepanbHOe TOCYIapCTBEHHOE
OropkeTHOE  yupexkneHne «HammoHambHBI MEIUIIMHCKHM HMCCIIENOBATEIBCKUI IEHTP JACTCKOM
reMaToJorMH, OHKOJOTMM M HUMMYyHoslorun wumeHu Jmutpus PoraueBa» MuHnucrepctsa
3apaBooxpanenus Poccuiickoii denepannun
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OI'bY «PIAKB» M3 PO - denepanbHOoe TOCYAapCTBEHHOE OIOIKETHOE YUPEKICHUE
«Poccuiickas nerckas KiIMHHYecKas OoibHHMIIA» MuUHUCTEpCTBa 3ApaBooxpaHeHus Poccuiickoit
®denepaunun

OCI" — QomuUKYyIOCTUMYIUPYIOIUN TOPMOH

XITH — xpoHHnueckasi Ho4e4Hasi HEAOCTaTOYHOCTh

[HHC — nenTpanbpHas HEpBHASI CUCTEMA

OKI — snextpokapauorpadus

Ox0-KI - axokapauorpadus

OK® — skcTpakopriopaibHbiii hoTodepes

OHMI' - sanekrponeiipomuorpadus

90T - anekTposHIedanorpadpus

ADV (Adenovirus) — azeHOBUPYC

CMV (Cytomegalovirus) — muTOMETaaoBUpPyC

CsA (Cyclosporine A) — nuxiocropua A

EBMT (European Society for Blood and Marrow Transplantation) — EBpomneiickoe o01iecTBo
M0 TPAHCIUIAHTAIIUHU KJIETOK KPOBH M KOCTHOTO MO3Ta

EBV (Epstein-Barr virus) — Onureitn-bapp Bupyc

EFS (Event Free Survival) - 6eccoObITHiiHast BEHKMBAEMOCTh

HSV (Herpes simplex virus) — BUpyc npocToro repmeca

HZV (Herpes zoster virus) — BUpYyC «ONOSICHIBAIOLLET0» reprieca

LONIPC (Late onset noninfectious pulmonary complications) — no3gHue HeHMH()EKIMOHHBIE
MOPa)KEHUS JIETKUX

MMF (Mycophenolate mofetil) — muxkodenonsita MmogeTu

MRD (Matched related donor) — coBMecTHUMBIN POACTBEHHBIN TOHOP

MTX (Methotrexate) — meToTpekcat

MUD (Matched unrelated donor) — coBMecTUMBIIl HEPOICTBEHHBIN JTOHOP

NC (Nucleated cells) — HykiieapHbI€ KIETKH

NRM (Nonrelapse Mortality) - 6e3penuanBHas CMEpTHOCTh HJIM HE CBS3aHHAS C PEIUIMBAMU
JeTaTbHOCTh

OS (Overall Survival) — oO1miast BEIKHBaeMOCTh

PRES (Posterior reversible encephalopathy syndrome) — cunapom 3amHel oOpaTUMO
neiikosHuedanonatuu

RFS (Relapse Free survival) — 6e3penuinBHas BBKMBa€MOCTh

RI (Relapse Incidence) - puck penuarBa

TNF-a — ¢aktop HEKpo3a omyxou-anbdha
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