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Pesiome

BocnanutenbHble 3a6oneBaHna KuleuHrKa (B3K) — rpynna Taxensix CycTeMHbIX 3ab0neBaHuiA, Ana KOTOpbIX XapakTepeH
WMPOKMI CNEeKTP KULLEUHbIX M BHEKMLIEYHbIX NpoaBeHnit (BKIT). BHeknweuHble NpoABneHna MoryT 3aTparvsaTh BCe cucTe-
Mbl OPTaHOB, ONpPefeNATL TeyeHne, 06bemM Tepanum 1 NPOrHO3 OCHOBHOIO 3aboneBaHws. YacToTa vx (6-80%) 3HauuTeNbHO
OTNINYAETCA B UCCNEAOBAHMUAX B 3aBUCKMOCTM KOrOpTbl D0MIbHbIX (061beM, BO3pacT nauneHToB, derotnn B3K), y 6-10% aeTeit
BKI aBnsioTCA nepBbiMy ciMnToMamy 3aboneBanusa. Knaccudukauma BKIT valle Bcero yunTbiBaeT Hanmuume uiam B3amoCBa3m
C aKTMBHOCTbIO 3a60MeBaHNA B K1LLKe. Hanbonee uacTo noparkaemble «opraHbl-MULLEHW» Y AeTel 1 B3POCSIbIX — CYCTaBbl, KOXa
v CIU3UCTbIe 0D00YKK, Masa W renatobuamapHas cuctema. HapylueHne Guanueckoro pasBuTua cneunGuuHo Ansa TedeHns
netckoro B3K, He Bcerpa obpatimo. Cratba ocselyaeT yactoty BKI A3BeHHOro KonuTa 1 6onesHu KpoHa y fieTeid 1 B3pocbiX,
pa3bupaeT OCHOBLI AMUAEMMOSONM, NATOreHe3a, KNMHUYECKKX NPOABNEHWIA, NOAXOAb! K ANArHOCTUKE 1 Tepanumn apTprTos,
HapyLeHUI poCTa, KOKHO-CIM3NCTBIX, [a3HbIX 1 renatobunnapHbix BHeKMLWeuHbIx npossneHnii B3K y geteit. Tepanwa BKI,
aCCOUMMPOBAHHbIX C aKTUBHOCTbIO B3K, HanpasneHa Ha KOHTPONb OCHOBHOTO 3a60NeBaHUA 1 BKIIOYAET WPOKUIA Kpyr
EDN: UVYMBX npenapaTos, Havnbonee IGHeKTUBHBIMU 13 KOTOPbIX ABNAITCA aHTaroHUcThl PHO-a. MpoTokonsl neyerna octanbHbix BKI
<= He CTaH4APTM3MPOBAHbI HU BO B3POCIION, HIN B IETCKOW NPAKTUKE, U 3HAUNTENbHO MEHee YCnewHbl.

KntoueBble cnosa: 6onesHb KpOHa, BHEKNLIEYHbIe NPOABNEHMA, BOCNaNNTE/IbHbIe 3aboneBaHwA KMLWEYHWKA, AETW, A3BEHHbIN
Konnt

KoHOAMKT MHTEepecoB. ABTOPLI 3aABASIOT 06 OTCYTCTBUM KOHMMNKTA MHTEPECOB.
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Summary

Inflammatory bowel disease (IBD) is a group of severe systemic diseases with a multiple intestinal and extraintestinal manifes-
tations (EIM). EIM can affect any organ systems, determine the course, therapy and prognosis of the underlying disease. The
frequency of EIM (6-80%) differs significantly in studies depending on the cohort of patients (number, age of patients, IBD
phenotype). In 6-10% of children EIM are the first symptoms of the disease. The classification of EIM most often depends on
the activity of the disease in the intestine. The most commonly affected «target organs» in children and adults are joints, skin
and mucous membranes, eyes, and the hepatobiliary system. Physical development delay is specific for children IBD, not always
reversible. The article highlights the incidence of ulcerative colitis and Crohn’s disease EIM in children and adults, analyzes the
basics of epidemiology, pathogenesis, clinical manifestations, approaches to the diagnosis and treatment of arthritis, growth
disorders, mucocutaneous, ocular and hepatobiliary EIM of IBD in children. Therapy of EIM associated with IBD activity is
aimed at controlling the underlying disease and includes a wide range of drugs, ®HOa antagonists are the most effective. The
treatment protocols for other EIM are not standardized in either adult or pediatric practice and are significantly less successful.
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Ta6bnuua 1.
BHeKkunwweuHble
npoasnenua B3K
y AeTeli 1 B3poCnblX,
4acToTa, 3aBUCK-
MOCTb OT KNMHNYe-
CKMX XapaKTepu-
CTUK 3ab0neBaHnAX
[5-18]
MpumeyaHus:
* OCHOBHble pe3ynb-
TaTbl, NONYYEHHblE
B XO/le U3y4eHuA
BKIN
NCX' - nepBuyHbIi
CKNepo3mnpyowmnin
xonaHrut, HK? -
Heknaccnduumpye-
MbIA KONUT

BeBepeHue

Bocnanurenbuble 3ab6oneBanus kumednnuka (B3K) -
60omne3np Kpona (BK) u si3Bennsiit korut (1K) - rpymma
VMMMYHOOIOCPE/JOBaHHBIX TSAXe/IbIX XPOHMYECKNX
VUHBaNIUANZUPYIOIMX 3a60/1eBaHNIT XKEeNTYTOYHO-
kuureunoro tpakra (OKKT) [1-2]. [ToBceMmecTHBI
Pe3KMIT pOCT pacIpOCTPAHEHHOCTY U epBUYHOI 3a-
6oneBaemoctyt B3K 3aTpoHy1 Bce Bo3pacTHbIE IPYIIIIBI
HaceneHns. Kaxxablit yetBepTsiit cmyyart B3K crapryer
B eTcKoM Bo3pacte [1-2]. OueHs pannee (o 6 et),
MafieHyeckoe (10 2 71eT) U la’ke HeOHaTaTbHOE Ha4a o
B3K npusrekaer 0oco6oe BHUMaHIE UCCIE[OBATENEN,
[IOCKOJIBKY XapaKTepu3yeTcsi SIpKUM HeOIaronpusT-
HBIM TsDKETbIM TeYeHVEM U MMeeT 0COOYI0 reHeTye-
CKYI0 MOHOTEHHYI0 OCHOBY [3]. IIpHIMIMaIbHBIM
B JIETCTBE SIB/ISIETCS BAMSHNE HA POCT U Pa3sBUTHE
pebenka, MHOroo6pasue GeHOTUIIOB 3a60/IeBaHNUS,
pasBuUTHE CrieKTpa fe(UIUTHBIX COCTOSHUIA, HETpe-
CKa3yeMBlil IPOrHO3 60JIe3HN.

B3K SABIAIOTCSA CUCTEMHBIMU 3200/I€BAHUSIMU, TO
ectb nmopakeHne JKKT - kunreunsie NposBIeHNA —
SIBIISIETCST 00513aTENIbHBIM, HO He eAVHCTBEHHBIM IIPO-
ABneHueM 6onesHn. IlopaskeHUA APYrUX CUCTEM
opraHoB nnpu B3K HOcUT HasBaHMe BHEKMIIEYHBIX
nposienenuit (BKII). CerofHs onyucaH MMUPOKMIL
cnextp BKII npu B3K, 3aTparnsarommx Bce CUCTEMbI
opraHoB [4]. CyiiecTByeT MHO)XXeCTBO ITOAXO/0B K/Iac-
cudukanum BKII, yaiie Bcero o6cyxpaeTcs Hamm4dme

(ysnoBaras aputema, a TO3HBII CTOMATUT, epudepu-
YeCKUIT apTPUT, YBEUT) NI OTCYTCTBUE (IIEPBUYHO-
CK/IepO3MPYIOIMNIT XOTaHTUT, AHKU/IO3VPY IO NI
CHOHJM/IOAPTPUT) B3aUMOCBSA3YU C AKTUBHOCTBIO 3a-
6oneBanusa B Kuike [4]. OmHAKO CIOKHbIE ITATOTEHE-
TUYeCKMe HIoaHchl TedeHusa B3K ocobeHHo B meTckoM
BO3pacTe He BCeT/ia II03BOJIAIOT C JIETKOCTBIO ITOJeTUTh
umetoruecs BKII rakum o6pasom. IlpumedaTenbHbIM
ABNIAETCA TAK)Ke TO, YTO MOPAKEHNUA APYTUX CUCTEM
opraHoB npyu B3K He Bcerzia maToreHeTMYecKy CBA3aHO
C TeYeHMeM MU OCTIOXKHEHMEM OCHOBHOTO 3a60/eBa-
HUSI, MOXKET ObITh HeXKeTaTe/IbHbIM sIB/IEHUEM IIpUMe-
HsIeMOJI Tepamuy, a TaK)Ke IPOCTO COyTCTBOBATh €MY,
SIBJISSICH YACTDIO «KO- VI MTOMMMOPOUIHOCTI» — Gotee
o6peMHoro nouATuA npu B3K.

YacToTa BHEKMIIEUHDBIX IIPOABIEHNII 3HAYNTE/TbHO
OT/IMYAeTCSA B pa3IMYHBIX OT€YECTBEHHBIX U MHO-
CTPAaHHBIX IIYOIMKALVAX M 3aBUCUT OT BO3PAcTa IIO-
sIBNIEHNA (e TU MU B3POCTIbIe), KIMHIYEeCKOiT GOPMBI
B3K (SIK u BK pasnnuHoit mokanusamnum), craxxa 3abo-
nesauus (ma6n. I). BKII MoryT mpepiuecTBoBaTh Ki-
LIeYHBIM CMMIITOMaM, BO3HMKATb CHUHXPOHHO C HUMMI
VIV Ha IPOTSDKEHUY 60/e3HN, HapacTas B KOMNYeCTBe
C IJINTEIbHOCTDBIO 3a60meBanus [5-18].

O6palgaeTr BHMMaHMe 3HaYNTeNbHAsl pasHUIA
B 13y4aeMbIX IoKa3aTensax yactoTsl BKIL: oT 6 go
80% B pa3nMMYHBIX KOTOPTaX, 3aBUCAIIAA OT pasMepa

W3yyaemaa Yucno 60nbHbIX

YacToTa (6-80% [5-18]) u xapakrepuctukm BKIM*

rpynna B rpynne (n)
I'peueckas xozopma: 33.1% B3K - muanmym 1 BKII,
n=1860 [6] 38.6% — BKII o mocranoBky guarsosa B3K
(BK-1001, AK-859) * Acconmanus ¢ akTUBHOCTBIO — 61,1% BKII
Camsie gactoie BKII: nepudepndeckuit apTput, HOFO3HAS IPUTEMA, SIMUCKIEPUT,
Yare: )xeHmuH, npu BK, kypsamunx, nporsxenHoM SK, nmpeaurecTs.anmeH9K-
TOMMA, XMPypr.Koppeknysa B3K
Illsedckas kozopma: 38% B3K - or 1 o 5 BKII,
n=950 [7] BK: 43%, SK: 31%
(BK -580, SIK - 370) * BKII:
Aptpurt (BK 33%, SIK 21%),
adrosusit cromarut (BK 10%, K 4%), Hogosuast sputema (BK 6%, SIK 3%), mico-
puas (BK 2%, SIK 1%), ranrpenosnas muogepmus (BK u SIK mo 2%), IICX* (BK 1%,
SIK 4%), ysent (BK 6%, K 4%), ankunosupyroumit cnoagumnt (BK 6%, SIK 2%),
Benzepckas kozopma: 21,3% (B3K)
n=873[8] SIK: 15.0%, BK: 36.6%
° (BK-254, IK - 619) * Yame: sxeHIMHbL, rmasaeie BKIT n [ICX - npn AK.
E Jlokanusanust: mpu 6osee npotspkeHHoM K, mpu ToncTokuevroit BK - Byiiire
3 PYCK aKCUATBHOTO U NepudepuIeckoro apTpuTa.
§‘ ITpn AK cemeiinbiit anamues B3K nosbimaeT puck cycrasubix BKII.

BKII:

Cycrasnbie -BK (22,4%) > K (10,2%),

IICX - SIK (1.6%) > BK (0,8%),

koxxubie — BK (10,2%) > K (3.8%),

rimasuele - 3% K= BK,

CaMmble yacTble: HOJO3HasA pUTEMa, TAHTPEHO3Ha A IUOMIePMUA, YBEUT,

Camble pefjKiie: TIOMepYIOHepPUT, Ay TOMMMYHHa A TeMOIUTHYeCKasa aHeMHU s,
L[e/TMaKmsI.

Umanvanckas Kozopma:

40.6%

n=811 [9] BK: 55,1%, AK: 35,3%

(BK-449, AK - 343) *11,2% - BKII mo\ 69.6% -moce\ 19,2% B MOMeHT IOCTaHOBKU AuarHo3a B3K
Ilopmyaanvcxas 25,8% BKII, acconyunpoBaHHble C aKTMBHOCTBIO

Kozopma: * KymynatusHbli puck 3a 20 et Habmopnenns: 12%->30%, soime npu BK.
n=792 [10] * Camble yacteie BKII: apTpur, HofosHas apuTteMa npu BK,

(BK-216, SIK - 595)

BrIcokas acconyanys apTpuTa ¢ KOXXHBIMU, ITIa3HBIMU, CIM3MCTHIMY IPOSIBIIE-
HYSIMY, PUCK 60sblie y 1 manyenTa ¢ yxe cymectsyromum BKII.

167



3KCMEepUMEHTabHAA U KNMHUYEeCKan racTposHTeponorua | Ne209 (1) 2023

Ta6bnuua 1.
NPOLOIKeHNe

MpumeyaHus:
* OCHOBHble pe3ynb-
TaTbl, NOAYYEHHble

B XOfie U3yyeHuns
BKM

MNCX' - nepBuYHbIiA
CKnepo3npyoLwmnin
xonaHrut, HK? -
Heknaccuounumpye-
MblA KOINT
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U3yyaemasa Yucno 60nbHbIX

Yactota (6-80% [5-18]) n xapakTepuctuku BKIM*

rpynna Brpynne (n)
Hcnanckas kozopma: 46,6%
n=566 [11] BK: 42,2%, SIK: 51,5%
(BK-295, IK - 271) * Camble yactbie BKII: aprpur,
Tenaro6u/MapHble IIPOsIB/IEHNsI, BEHO3HAsI TPOMO03MO OIS, apTPaIIus — Jalle
npu K,
HoposHas sputema, nepugepudeckuit aprpurt — daite pu BK; rrasusre BKIT: TK=BK
Pediatric IBD 24% - xak muHuMyM 1 BKII 3a neprop Habmogenus, 6% [0 MOCTAHOBKY UarHO3a
Consortium Registry * Puck Bbllie: y 60J1ee CTapuINX feTeld,
(CIIIA): Cawmsie gacteie BKII: aptpur (26%), adgrosusiit cromarnrt (21%)
n=1649 [12] Kymynarusnsiit puck: 9% B 1 1., 19% 3a 5 net, 29% 3a 15 neT mocne IOCTaHOBKM
(BK - 1007, AIK - 471, AMarsosa (QpTPUT, OCTEOIIEHN ).
171- HK) Yacrora BKII Beiure mocre 3 B3K, 6onbure npu BK, He3HaunTenpHO BbIIIe
y BeBOYeK, HO He 3aBUCHUT OT Pachl ¥ STHMYECKOI IPMHA/IJIe>KHOCTIL.
Pediatric H?D 28,2% - xak muaumyM 1 BKII (87% B Teuenne 1 roga 6omesun)
Collaborative Research P 6u1x BKIT N 6 .
, VICK JTFOOBIX BBIIIIE TPV BBICOKOJ aKTVIBHOCTY B Havase 60JIe3HM; ap
Group Registry (CILIA) Tpanruu, ah TO3HBI CTOMATHUT, HOKO3Has apuTeMa: BK=AK.
= n=1009 [13]
= Iseiiyapckas xozopma  16,7% (39 4K, 12 4K, 4 HK)
Pediatric Swiss IBD * Hagano 6ome3un: getu vs.B3pocinbie 8.5% vs. 5%,
Cohort Study Yamie npu BK,
n=329 [14] Cawmpie gactoie BKIL: nepudepnu.aprpur (7.9%), adrosusiit cromarut (7.3%).

27.6% BKII MmaHudecTaunms 1o IOCTaHOBKY fUarHo3a 56.4% meTeit momy4va-
nu tepannio anti-TNF, MmakcumanbHo 3¢bdeKTUBHYIO Ipu epudepnieckom
aprpure (61.5%) u yBeure (66.7%)

Umanvauckasn Kozopma

* Hauano 6ome3un: getu vs.B3pocinbie 14,3% vs. 7,3%,

n=133 [15] Cawmpie uacteie BKII: cycraBHbIe (4,1%), adTo3HbI cTOMaTUT (2,8%), HOTO3HaA
(BK - 67, AIK - 58, 8- HK) apurema (2.8%).
PO, n=66 [16]

(40 SK, 26 BK)

9% ne610T, 36.4% pasrap 6one3nn, *cycraBHoit cunapom 14% B3K (67% SK)

Mspaunvckas kozopma
n=100 [17]

46% (10% k nocmaroske ouaznosa, 36% Ha npomsixeHuuU 6one3mHu)

HO]leKﬂ}l xozopma
n=184 [18]
(158 4K, 26 BK)

50% SIK, 80% BK - xoTs 651 1 BKII B Teuenne 3aboneBanms

BBI6OPKM (4eM 6O/bIIe KOTOPTa, TEM MEHbIIEe Ya-
CTOTa), BO3pacTa (FeTu-B3pOoCible), 06beMa yUUTHI-
BaeMbix BKII - gacTb uccnegoBareneit HaMepeHHO
MCK/TI0YAIOT TeNaTUT U MaHKPeaTUT, KaK BO3MOX-
HbIe He)XXe/aTelbHbIe AB/IEHNA TePalny, OCTeOIO-
Po3, HecrendpryecKyo aHeMMIO 1 JlaXke apTpajIrun
[14]; mpyrye, HAIPOTUB, YYUTHIBAIOT BCE BO3MOXHbIE
BKII u nmocnenctBust MambabcopOLuu 1 BOCIaIeHNs,
B TOM 4MCJle HapyllleHle pocTa U pa3BUTHA pebeH-
Ka. B merckux mccinemoBaHuAx B 6-10% oTMedaioT
nossinenue BKII emje mo mocraHoBKyM guarsosa [12,
14, 16, 17] u 3HaYMTENbHOE MTOBBIILIEHE KyMYIATUB-
HOTO PYICKa C KaXK/IBIM rofioM 60e3sHy (Kak cyMMap-
HOTO, TaK U TIO OT/Ie/IbHBIM, K IIPUMePY, CYCTAaBHBIM
nposiBneHusiM) — 1o 30% 3a 15 net 3ab6oneBanus [12].

Bo B3pocnoit MHOTOuNCeHHOI (n=1860) I'peueckoit
koropte 60mpHBIX B3K 107151 TaKUX MpefCy1ecTBY0-
mux guarx€osy BKIT gocturaer 38,6% [6], 4To roBopur
0 3HAUMTETbHBIX CJIOKHOCTAX CBOEBPEMEHHOI Aua-
rHocTuky B3K B aTnx cmyvasx.

Bce nccnemosarenn B3pocnoro u gerckoro B3K
[5-18] oTmeuator 6onburyto yacrory BKII npu BK,
Hexxenn 4eM npu K (3a ncknovennem IICX, npen-
MOYTUTENbHO BeTpevamnerocs upu fK), Bnusaue
KAMHMYeCKUX XxapakTtepucTuk B3K Ha moaBmeHue
BKII - oHu 6071ee BepOATHBI P PACIIPOCTPAHEHHOM
SK [6, 8], Toncroknueuyno u neprananpaoi BK [6],
BbICOKOII cTapToBoit akTuBHOCcTH B3K [13]. BKII, ac-
COLMMPOBAaHHDIE C AKTUBHOCTHIO OIE3HY, HEPEKO
COYeTAITCA Y OFHOTO IallMieHTa.

MNaTtoreHes BHeknweuHbiX npoasneHnin B3K

ITarorenes BKII mpu B3K mo xoHIja He n3yyeH, XOTs
MMMYHHBIIT CLieHapuil UX pasBUTHA OOJBIINHCTBA U3
HUX Hauboree BeposteH [19-22]. [ToBblleHNe IPOHN-
IJaeMOCTM KUIIEYHOTo Gapbepa [ aHTUT€HOB OKpPY-
Xamomlel cpensl (IIpeXxie Bcero HapyLIeHIe pPacos-
HaBaHWA 6aKTepUaIbHbIX MOJIEKY/ISIPHBIX MapKepOB
HeHAPUTHBIMIU KI€TKAMI B YCTIOBUSIX M3MEHEHHOTO
npoduIst MUKPOOMOTHI KUILIEYHNKA) IPUBOJUT K pea-
NM3aLUM VI XPOHU3ALMM BOCIIA/IEHNA B CTEHKe KKK
3a cueT JieeKTOB BPOX/CHHOTO ¥ IPUOOPETEHHOTO

uMMyHMTeTa. TpaHCIONpOBaHHbIE B YCIOBUAX MTOBbI-
II€HHOJ POHUI[AeMOCTH KUIIIEYHOTro 6apbepa 6axTe-
PpVM MOTYT BBI3BaTh afjalITMBHbIE IMMYHHbIE peaKLNU
Ha ob11ye /11 6aKTepuii M OpraHOB YeT0BeKa SIUTOIIB,
YTO IPUBOANT K PasBUTHIO BHEKMIIIEYHBIX P OSIBICHNIT
B3K [21-22].

O6napyxeHo 6omee 100 reHHBIX TOKYCOB IpeApac-
nonoxeHHocTy K B3K: yarle Bcero BcTpevyaoTca My-
rauyu NOD2, IL23R, ATG16L1, IRGM, NKX2-3, 1q24,
5p13, HERC2, CCNY, 10q21 [24-25]. Bosnee nonoBuHI
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Ta6nuua 2.
BHeKunwweuHble
npoasnexus B3K
(cMcTemMbl opraHoB)
[5,33-37]

TaKUX I'€HOB OMMCAHbI U J/I JPYTUX ay TOUMMYHHBIX
3a60/IeBaHNIL, YTO OOBACHAET 3HAUUTENIBHOE YNCIIO
CHCTeMHBIX BHeKMIIeyHbIX npossnennit B3K. Takxke
OIIVICaHbI OIIpefie/leHHble acconyaryy reaotumnos HLA
(Human Leukocyte Antigens), 4eoBe4ecKoro jeiko-
LUUTapHOro aHTHUreHa, u popM B3K - manuents ¢ BK
vamre umenu renotunsl HLA-A2, HLADRI u HLA-
DQwS5, B To BpeMs Kak manueHTsl ¢ K ¢ 6onbiueit
BepoATHOCTbIO uMenu HLA-DR103, -B27 u -B58 re-
Hotumbl [26-28]. Cienuduyeckne kommekcst HLA,
HO-BUAVMOMY, CBA3aHBI I C KOHKPETHBIMY TUIIAMU
BKII: HLA DR3 - ¢ nossimensbiM puckom IICX mpn
SK, Torga xak HLA-B27 u HLA-B58 ¢ BKII xoxxn
U I71a3 COOTBETCTBEHHO [27-29], 06Hapy’KkeHa CU/IbHAS
koppenauua HLA-B27 c aHKu103MpyOLIM apTpUTOM
(ompepenserca y 50-90% 6onpubIx ¢ B3K 1 ACA mn
peBMaToupHbIM apTputom) [30].

Bepnercs akTuBHasA paboTa M0 M3ydeHnIo GakTOpOB
(B TOM 41C/Ie KOMIIOHEHTOB MMM ), BAVSIONINX Ha KN~
HIEYHYI0 IPOHNIaeMOoCTb y 6ompHbIX B3K, a Taxke

UX 3J0POBBIX OMVDKANIINX POACTBeHHNKOB. Takiue
UCCIIeIOBAaHNUA B OyylieM IIOMOTYT IPefOTBPaTUTD
peanusauuio passutud B3K y npeppacnonoxeHHbIxX
K HeMy ymogeii [31].

HeuMMyHHbIe MeXaHU3MBbI TAK)Ke UMEIOT O0IbIIOe
sHauenne B pasButuy BKII nmpu B3K. Vsmenenne ana-
TOMUYECKON CTPYKTYPbl TOHKOM U TONCTO KUIIKMI
BC/IEICTBYE aKTUBHOTO BOCIIA/IEHNUsA, XMPYPIUYECKNX
BMeEIIATeNbCTB MOTYT IIPMBECTU K PA3BUTHIO CUHIPO-
Ma Manbabcopbuun, fedunuTy 6enka, BUTAMUHOB,
MMHEPAJIOB, COMEN >XemdHbIX KucnorT. [ToMmnmo sroro,
YacTo IIpUMeHsAeMble IIpenapaThl A/ IeYeHU A MalIeH-
TOB C BOCIIA/IUTEeIbHBIMY 3a00/1eBaHMAMM KHUIICYHNKA,
B CBOIO O4epe/ib MOTYT OBIT CBA3aHbI CO MHOTMMU KI-
IIeYHBIMM Y BHEKMIIEUHBIMY TOOOUHBIMM 9 deKTaMu,
ompefiesis HeKMIil IOPOYHbIL KpyT [32, 33-37].

ITpu B3K BO3MOXHBI MOpaXKEHN JTI0ObIX OPraHOB
(tabm. 2), Ho Hanbo/Iee YACTO OPa>KaeMble «OPraHbl-
MUIIEHN» — CYCTaBBbl, KOXKa 1 CIM3UCThIE 060IOUKI,
71a3a ¥ rerarobunnapHas cucrema [5, 33-37].

Cucrema opraHoB BKN

Koxxa u cnusucroie [33]

o Y3nosamas spumema

o T'anzpenosnas nuodepmus

o cunopom Céuma

o Memacmamuueckas 6onesnv Kpona
o Apmosnuiii cmomamum

o Aneynapuolii cmomamum

o Bezemamusnoiil nuocmomamum

o Opodayuanvrolii zpanynemamos

e Ilcopuas

o Anoneyus

OnopHo-ABUTraTeIbHbIN ammapar [34]

o Ilepupepuueckas apmponamus
(Mayyuapmuxynspras, nonuapmuKyIspHAs)
o Ocesas apmponamus (AHKUNO3UPYIOUsUT CHOHOUTOAPMPU, CAKPOUNEUIN)
o Mema6onuueckas 60ne3Hb KOCMHOLL MKAHU
o 3adepixa Ppusuueckozo pazeumus

lemato-6unuapHslit TpakT [36]

o Ilepsuunulii ckepo3upyrousuti Xonanaum
o Iuppos neueru

o Xonaneuoxapuuroma

o Cmeamozenamos

o JKenuexamennas 6onesmo

o I'panynemamosnoiii 2enamum

o AymoummyHHolii eenamum

o AymoummynHolii Xonarneum

o Abcyecc neuenu

I'masa [35]

o Yeeum

o dnucknepum

o Konwvtonkmusum

o I'maykoma

o Cocyoucmoe 3a6onesanue cemuamxu

Opransl goixasus [5]

o XpoHuueckuii 6poHxUm

o Bponxosxmasol

o QuOPO3UPYIOULUTI ATTbBEONUM

o Mumepcmuyuanvroie 3ab6onesanus nezkux (ObOII)
o Jlezounuiii 6ackynum

o Ilnespum

CeppedHO-cOCyUCTasI CUCTeMA [5]

o Kapouomuonamus
o Juookapoum
o Muokapoum

MBC (MoueBbIenuTeNnbHasA cucrema) [5]

o MKB (Hegpponumuas)

o O6cmpyKmusHas yponamus

o AMunoudos

o VnmepcmuyuanvHolil Hegpum
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Cucrema opraHos BKN

ITHC un nepudepuyeckas HC (HeBpomo- o uHcynvm umiemureckuti

ruueckue) [37]

dnunencust

MuacmeHus
noanuMuo3um

paccesHHbLil cKnepo3 U Op.0eMUeUHUSUPYIOUsUEe PACCMPOTicmea
onmudeckuti Heepum

nonepeunviti Muenum

ungexyuu IJHC

aHuedpanonamus
nepugepuueckas Heiiponamus

CucreMa KpOBETBOPEHM S, CBEPThIBA- o Anemus
HUsi KpoBH [5] Jletikoyumo3s
Tpomboyumo3s

.

.

.

.

.

Tpomboyumonerus
Tunokoazynauus
Tuneproazynauus,

o Tpombo3vt (6 m.4. 60pOMHOLL BeHbL)

MopaxkeHne KoXXu n cnusnctbix o6onouek npu B3K

Hawnboee pacipocTpaHEHHBIMY HOPAXKEHNUIMU KOXXI
U CIM3KCTHIX 0607109€eK, accoyuupoBaHHbiMy ¢ B3K,
ABJIAIOTCA Y3/I0BaTast 9pUTEMa, TaHIPEHO3HaA MNO-
mepmusi, adhTO3HBIE IIOPA>KeH M CTIU3UCTO 060/109KU
HOJIOCTH PTa, OY/IIe3HblT SNNAepMOIN3, Icopuas [5,
33]. IlopakeHUs CIMBUCTHIX 060TOYEK PTA U KOXI
BCTpedaloTcs IpenMylnectBeHHo npu BK (B 2-21%
ClIy4aeB), yallle y XeHIuH [5-18].

Wranpsaackumu nccnegosarensamu B3K, mpepgnoxe-
HO OBL/IO PA3[Ie/IUTD BCE KONHO-CIUBUCTIbIE NPOSBTIEHUS
Ha OCHOBe ITaTO(U3NOIOTMYECKIX CBSA3€l C OCHOBHBIM
3aboneBaHuem, Ha 5 kamezopuil [33]:

1. Cneyundunyeckne NpoABIEHUA CO CXOAHbIMM
rucTonormyeckummn ocobeHHoctamum Tekyuero B3K,
SIBJIAIONIMECS CIECTBUEM BOBJIEYEHMS B BOCIIAJIN-
TeJIPHBLIT IPOLECC KOXKM U CTU3UCTOI 0601049k, OHM
IIpefCTaB/IeHbI IePUCTOMAIbHBIMIY U ITepHaHaTbHBIMU
peaKkIMAMY pasINYHON TAXKECTU — OT SPUTEMBI [0
o6pasoBaHus MepyaHaIbHbBIX CBUILE 1 aOCLIeCCOB —
BCJIE[ICTBYIE HAXOXK/IEHMS B HEIIOCPEACTBEHHOI 6/1u-
30CTH OT BOCIIAJINTE/IBHOTO IIpoIlecca.

2. KoXHO-Cnun3mncTble NpoABNeHNA, accoLMnpoBaH-
Hble c akTuBHOCTbI0 B3K, B Bufie y3/10BaTO 3pUTEMBI,
aTO3SHOTO CTOMATUTA, peXe MprodpeTeHHOro OyII-
JIE3HOTO SMMAIEPMO/IN3a U [ICOpHUasa.

ITaTo(U3MONIOrNIecKoll OCHOBOI Pa3BUTUS TAKUX
KOXXHBIX U CTIU3VICTBIX IIPOSIBIIEHNII SIBJISIETCS IKCIIpec-
cusirenoB HLA, BuacrHoctu HLA-DR2 n HLA-B27 [29].

Yanosamas spumema (Y3) - Hanbosee dacToe fep-
Matosorudeckoe nposisnenne B3K (go 15% manu-
eHToB ¢ BK (daIne >xeH1uyH), TonMbKO 70 4% 1pu K,
10 JaHHBIM JeTCKUX pernctpos go 3% B3K [5-18,
38-39]), npencraBsier co60i1 OCTPOE BOCIANTNUTENbBHOE
IOpa’keHNe COCYHOB KOXXY Y TIOKOXKHO-KMPOBOI
KmeT4aTKy. Yale BCTpevaeTcs: B )KEHCKOI MOMYJIs-
LU ¥ XapaKTepu3yeTcs MOsiB/IeHNeM 60Ie3HEHHbIX
HPUIIORHATHIX HaJ| TOBEPXHOCTHIO KOXKI HesI3BEHHDBIX
y3€/IKOB KpacHOro/(p1oneToBoro 1peTa ¢ Ipenmy-
IIeCTBEHHBIM PacIIONIOKeHIeM Ha pasrubare/bHbIX
ITOBEPXHOCTAX HIDKHIX KOHEYHOCTEI.

Apmosnpiii cmomamum, TOparkaIoLil B OCHOBHOM
C/IMBYCTYI0 060/I0YKY IieK U I'y0, IpeficTaBIseT co6oit
KPYI/Ible M/IM OBa/IbHbIe 60/Ie3HEHHbIE U3 bA3BICHUS

CIIM3UCTOI C 3PUTEMATO3HBIM KOHTypoM. JacToTa
a(TO3HOTO CTOMATHUTa MOXeET JOoCcTUratb 60% npu
BK y B3pOoCbIX, 11 TOYTH Y 60% 6OMBHBIX ITOPAXKEeHMA
CTIU3YCTON 060TOYKH TTOTIOCTU PTa HPEfIIeCTBYIOT
HIOSAB/IEHUIO KMIIIEYHBIX CUMIITOMOB, T.€. OKa3bIBAIOTCS
nepsbiMy nposBrenuaMu B3K. Ipu rucronornyeckom
MCCTIeOBaHMY GMOIITATOB C/IM3UCTON 000MIOYKM U3 T10-
nocty pra 4acto (5o 70% cny4daeB) 0OHapYXUBAIOT He-
crenuduyecKue sSNNTETMONIHbIE TPaHy/IeMbl [33, 38].

Y3noBaTas apuTeMa, Kak I PpOsBIeHN s ahTO3HOTO
CTOMATHUTA, IIPEACTABIAIOT COOOI CAaMOKYIUPYIOLIe-
ecsl COCTOSIHNA, He Tpebyloliee OTHeNbHON Tepalny,
Koppenupylomue c redeHremM B3K.

XpoHmyeckoe BOCIaNeHNe KMIIeYHMKA, IIPefIo-
JIOKUTETBHO, MOXKET IIPUBECTH K ellle ONHOMY BHEKU-
meyHoMy npossnennio B3K B Bupe npuobpemennozo
6ynnesroeo snudepmonusa. VIHEyKuus BIpaboTKHU
ayTOAHTUTEN KUIIEYHNKOM B OTBET Ha BOCIa/IeHMe,
MOXXET IIPMBECTM K IIepeKPeCTHON peaKLuy ayToaH-
TUTEJI B lepPMa/IbHO-9NN/IePMaZIbHOM COeJIMHEHNN
U BBI3BATb 00pa3oBaHMe CyO3MIiepMaTbHBIX My3bI-
pelt Ha KO>Ke M CIM3MUCTHIX 000/I0UKaX B pe3y/IbraTe
ayTOMMMYHHOII arpeccyn K koynareny VII tuma. [33]

Ilcopuas npencTaBisAeT coO0it ayTOMMMYHHBII fiep-
MaTo3 U NMPOABIAETCS 06pa3oBaHMEM 3PUTEMAaTO3HO-
CKBaMO3HBIX IAIyJI C CPeOPUCTBIMY YeITyiIKaMy Ha
nosepxHocTu. CBA3b Icopmasa ¢ B3K wactnyno ompe-
mensieTcst o6IMM reHeTuIeCcKM GOHOM U 0OIMMU
Thl-omocpenoBaHHBIMY BOCIIATUTEIbHBIMU Ty TAMIM.
YacroTa BcTpeyaeMoCTH Iicopuasa y naunueHTos ¢ B3K,
cocrapinsAeT 5,7% npu sA3BeHHOM Konute u 11,2% npu
6omesnu Kpona [40]. Taxxxe B3K, kak u ncopmas sABms-
10TCs1 3aboneBaHMsIMI, acconunpoBanubiMu ¢ PHO-aq,
nHTepdepornom-ramMmma (VIOH-y) 1 mOBLILIEHHBIM CUH-
TE€30M IUTOKMHOB (B yacTHOCTHU, VIJI-211 NJI-17).

3. PeakTuBHble AepmaToniornyeckmne nposaBneHna
B3K BcTpeyarTCs 3HAYMMO pexke — Helf TPOPUIbHBIE
TepMaTO3bl: TAHTPEeHO3HaA NMOJEePMU, CUHPOM
Csura, cuagpomsr SAPHO, PAPA.

Taneperosnas nuodepmusi — HeMTPOPUIbHBII IPO-
IPecCUPYIOIMIT HEKPO3 KOXKM, PeIKOe TsXKeloe Mpo-
ABJIEHNUE, YyTb yale BcTpevaercs npu AK (0,8-5%
60mpHbIX), yeM npu BK (B 1-2% cny4aes), KpaiiHe
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penko B feTcTBe. JJorafku 0 MaTodusnoIorndecKoln
OCHOBE Pa3BUTIHA NMOAEPMUU CBOLATCA, KaK U Y CUH-
npoma CBuTa, K AUCOYHKIUYU BPOKAEHHOTO UMMY-
HITETa C HaKOIJIEHVeM M aKTVBaIyell B KO>Ke U BHY-
TPeHHUX OpraHax HeiiTpodunos [33,41]. Haubornee
PacIpOCTPaHEHHBIMY TUIIAMU SBJIAIOTCS SI3BEHHBII
U IYCTY/Ie3HBII, @ 4aCTO BOBIEKAIOIIMMMICS B IIPO-
IlecC y4acTKaMy Tejla- pasrubare/bHble TOBEPXHO-
CTU HIDKHUX KOHEYHOCTeI! 1 IIepUCTOMaIbHas KOXa.
YaIe Bcero mpy MUKpoOMOIOTTYeCKOM MICCIIe;0BAHNN
(moceB) 06HapPYXMBAIOT aHTUOMOTUKOPE3UCTEHTHDIE
IITaAMMBI CTaQUIIO- U CTPEIITOKOKKOB, peXe — IpoTest
I CMHETHOMHOM, a TaK)Xe KMUIIeYHO! MaJ04Ki, YTO
06bsicHsIeT HeaPPEeKTUBHOCTD aHTUOAKTEPUATBHOI
Tepanuy B GONBIIMHCTBE CIIyYaeB, KakK U Tepalus
CTepONJaMM M IUTOCTaTKaMy. EfMHCTBEHHO Ipa-
BIJILHOI B 3TOJ CUTyanuu 6yfeT maToreHeTdecKasn
TepaIns OCHOBHOTO 3a00/IeBaHIISI — KCCTIeOBATe/LIMI
OIIMCaH HONOXNTeNbHBII 3 dekT Ha a-OPHOa Tepamun
nHdukncumaboM (pexxe afaruMymabom).

Cunopom Ceuma mpepcTaBisAeT cob60il OCTPHII
HeNTPO(UIbHBIN JepMaTO3, XapaKTepU3YOUIACH
60/1e3HEHHBIM) OTE€YHBIMI 9PUTEMATO3HBIMIL MTAIY-
JTaMH, IPOTPeCCUPYIOMMMY BIUIOTh O IIYCTYIL, JIO-
Ka/lIM3yOIIMMUCS IPEUMYILleCTBEHHO Ha KOXe U1
u 1en. 3a4acTyio A1 cuHApoMa CBUTA XapaKTepHbI
CHCTeMHBIMM NPY3HAKAMU BOCIIaTIeHNs B BUZE JIU-
XOpajKy, apTPUTA, ICIIKOIIMTO3a U KOHBIOHKTUBUTA.

Bezemupyrouguil nuodepmamum-nuocmomamum
(BIIIICB) - penxoe KO>KHO-CIM3UCTOE IPOsIBIIEHNeE,

MeTacTtaTnueckas 6onesHb KpoHa

Meracratuveckas 6onesup Kpona (MBK) npencras-
nseT co60Jt rpaHyIeMaTO3HOE NMOPa’KeHMEe CUCTEM
opraHoB 1 TKaHeill, ynaneHHbIx oT JKKT [33]. Takoe
COCTOsIHJE KpaliHe PeJIKO BCTpeYaeTcsi BO B3POC/IOM,
u TeM 6oJiee B IeTCKOM BO3pacTe: e HITYHbIE UV MHO-
JKeCTBEHHBIE MeTacTaTMYecKye O9aru MOTyT pacIosna-
raThCs B Koxe (y3€/IKM, Manysbl, SpUTeMa, Ok,
TPeIMHBI Pa3INIHON TOKaMU3ALUN — YaCTO BOSHU-
KaIOT Ha HVDKHMX KOHEYHOCTSIX, TEHUTA/INSX, B 30HAX,
HO/IBEP)KEHHBIX ITOBbILIEHHOMY TPEHUIO, Mallepaliuy
U IpUCOeVHEHN 0 NHPEKINN), OpraHaX JbIXaHUs,
B KOCTSIX M MBIIIIAX, B JIOP-opranax (arpoduyecknit/
TUNIEPTPODUUECKIIT PUHUT, OTUIIO3HDIN CUHYCUT,

MopaxeHune rnas

Odranbmonorndeckne mpossrenns npu B3K Bximo-
YaIOT 3MUCKTIEPUT, IEPENHUI YBEUT, KOHDIOHKTUBMUT,
IJIAYKOMY M COCYRUCTBbIe 3a00/IeBaHNSA CeTYATKN. [4, 5,
16] ITopaxxenne ra3 npu B3K BcTpevaercs B cpefHeM
Y 2-5% B3pOC/IBIX MALMEHTOB, a 110 JAHHBIM JeTCKUX
peructpos y 0.62-1.82% pmeteii ¢ B3K, wame npu BK
TOJICTOKUILEYHOIT Mokam3anuu [11-18]. Suuckneput
M yBEUT CINTAIOTCS HaboIee YaCThIMU ITIa3HBIMI BHe-
KMieyHbIMu npossaennamu B3K.

Inuckaepum — BOCIa/IEHNE SIMCKIEPaTbHONM TKaHM,
HpOSBIIAOLIEEC YMEPEHHOI O0/IbI0, XOKEHMEM U T10-
KpacHEHNEM I71a3, CTIe30TeUeHVEM.

Cknepum BCTpedaeTcsl 3HAYMTENBHO PeKe YeM dIIM-
CKJIEPUT, 1 OTHOCUTCA K TAXKENIOMY IeCTPYKTUBHOMY
BOCIIA/IUTEIBHOMY 3a60/IEBAHIIO 7143, BOB/ICKAIOLIEMY
DIyOOKYIe CTIOM CKJIEPhI M SIMCKJIEPBI, C HOBBIIICHHBIM

Jalre nopaaromuiee My>xunH ¢ B3K ¢ cooTHomeHnem
M: X 3:1 [42-43] u xapaKTepusyIoleecs Be3UKYIsIp-
HBIMJ 1 [IAITY/IO-ITyCTY/I€3HBIMU 37IeMEeHTaMy Ha INIIe,
BOJIOCHCTOJI YaCTH TOJIOBBI, TaXy ¥ MOMBIIIE€YHbIX
BIIQ[[MHAX.

4. BTopnyHoe nopakeHue KoXmu 1 cIn3ncTbix 060-
noyeK, NHAYLMpOoBaHHOe NpoBoAnMoNn Tepanuen B3K.
Haubonee nsy4eHHBIMY B JAHHOI T'PYIINe ABIAOTCSA
npenapaTsl aHTaroHnctel ®HOA, mpu npuMeHeHNN
KOTOPBIX ONMCBIBAIOTCS KOXKHO-C/IM3UCTBIE peaKIun
B BUJI€ 9pUTEMATO3HO-OTEYHBIX IOPAXKEHNI B MeCTe
MHBEKLINM, @ TAKXKe «IIapajloKCaIbHble» peaKL UM M H-
YL pOBaHNA ICOpPMa3a, CUCTEMHOI KPaCHOI BOTTYaH-
K1, BAaCKY/IMTa, KObIIeBUIHOI I'PaHyIeMbl, KPAaCHOTO
IUIOCKOTO JIMIIast, BUTUINTO, CAPKOU03a U fip. [44-
45]. TIoMuMO 9TOTO, MMEITCSA JAHHbIE O BO3MOXKHOM
pasBuTHM 6aKTepUanbHBIX, BUPYCHBIX, TPMOKOBBIX
nHpexuit KXy Ha pOHe JledeHM s pernapaTaMu
aHTaronucros ®HOaq, B Bujje poXKUCTOrO BOCIIaTIeHN ],
abcrieccoB, a TaK>Ke HOBOOGpasoBaHmit Koxxu. Tsxernoe
teveHne nogo6HbIx BKII 06b14HO KynmpyeTcs Ha GoHe
OoTMeHBI penapara [33].

5.MposaBneHns nuweBoi manbabcopbumn. B crep-
CTBHe AepUINTA TUTATeIbHBIX BELIECTB, Y AL MEHTOB
¢ B3K MoryT B pa3nu4HOIi CTelleH) IPOABNATbCA aHI'Y-
JIAPHBIN XeINT, CTOMaTIUT, ITIOCCUT, IIeJIIarpa, HUHra,
aKpoJepMaTuT, ce6opetHbII fePMATUT, AHOMATIUN
BOJIOC U HOTTeit [33].

SMIUIIOTTUT, TAPUHTUT CO CTOMKMM OTEKOM CK/IaJjOK
U TIOACK/IafIOYHOTO NIPOCTPAHCTBA). Bocnanenne mMo-
SKeT HOCUTD JIeCTPYKTUBHBIN XapaKTep, HAIlOMUHasA
TeyeHNe HeKPOTU3NPYIOIMX CUCTEMHbIX BACKY/TUTOB
[38,46]. O6Hapy>KeHMe HeKa3e03HON SMUTENNONTHOI
TpaHy/IeMBl B OMOITaTe IIOpa>KeHHbIX TKaHell y IaIu-
eHTa ¢ 60e3HbI0 KpoHa IOMOXKeT MOATBEPAUTD JVa-
rHo3 Metactatudeckoit 6onesuu Kpona. Koppensiun
MBK ¢ aKTMBHOCTBIO BOCHA/IEHN s B KMIIKe He OTMe-
yaeTcs. B Tepanuy Takux pegKux NposABIEHUN Yallle
UCTIONIb3YIOTCSA TONMYECKNE, peXKe CHCTEMHbIEe CTepo-
uapl, 1 a-OHOa« npenapaTsl B cny4yasax, TOPIUJHBIX
k tepanuy I'KC [33, 46].

pMCKOM noTepy 3peHns. IIpy HeoCI0KHEHHOM Teve-
HUM K/TIOYeBBIM MOMEHTOM SIBJIAETCA afleKBaTHAsA Tepa-
I OCHOBHOTO 3a00/IeBaHNA, TOCKONBKY 3MUCKIEPUT
U CKJIEPUT 3Ha4MMO KOPPEIUPYIOT € aKTUBHOCTbI0 B3K.
Taxoke BO3MOXKHO ITpMMEHEeHe MEeCTHOI CTePOMTHOM
Tepanui, IpUBOJAIIee K ObICTPOMY yIydIleHuIo [4, 5].

Yseum npepncraBisieT co60it BocmaneHue cpefHeit
06071049KH I7Ta3a (BK/IOYAIOLIEN PafyXKy, LUIMap-
HOE TeJI0 M COCYAUCTYI0 060710UKy). ¥ 60npHbIX B3K
Yalle BCero BCTPeYaeTcs HepefHUI YBenT, IPOAB/iA-
IOLIMIICS OCTPO WM IIOOCTPO BO3HUKAIOIIEH 00/IbI0
B I7Ia3y, IOTepPell OCTPOTHL 3pEHN, CBETOOOSI3HBIO
U Tol0BHOM 6071b10. [Ipn 0OCMOTpE 1[eIeBOIT TaAMIION
BBIAB/IAIOT BOCHA/INTE/NbHbIE ISMEHEHUII B IIepefHeit
KaMepe 1 HaJIn4ye IepuInMO14eckoro oTeKa, yBeam-
JeHJe 4MC/Ia K/IeTOK BOCIIa/leH N B IiepefiHeli KaMepe
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71a3a (BOCIanuTe/IbHbIe IpennnuTarhl). OC/IOKHEHNA
yBeuTa — GpOpMUpPOBaHMeE ITTayKOMBI M KaTapaKThI,
ob6pasoBaHMe CIIaeK MeXAY pPagy>kKHOJ 060/10YKOI
U IIepefiHell ITIOBEPXHOCTBIO0 XPYCTaINKa C HApyLIeHN -
eM GopMbl 1 pyHKIMM 3pauka. Kak 1 ckinepur, yBeur
TpebyeT HEOTI0XKHOI 0(PTaTbMOIOTNYECKOIT IIOMOLIH,

Mopa<eHune renatobunnapHoro Tpakra
PasHoo6pasue renarobunmmapHbIx paccTpoitcts npu B3K
OIIpefieNAeTCsA VX ATOTeHeTUYECKOI HEOFHOPOHOCTbIO:
MMMYHO-OIIOCP€[J0BaHHbIe IEPBUYHBII CTIEPO3UPYIOLIMIA
U ay TOMMMYHHBI} XOTTaHTUTbI, ay TOMMMYHHBI TeTIaTuT,
IgG4-x0maHrMonaTHA; MeTabOMINIeCKI-00yCIOB/IEHHbIE
SKUPOBasi flereHepariyisi [leYeH ) U sKemdeKaMeHHast 60-
JIe3Hb, KOTOPBIE TaKXXe, KaK VM TeKapCTBEHHbII UM Ipa-
HY/IEMaTO3HBIIi TeNaTUThI, MOTYT ObITh He)XeaTebHbI-
mu sBinennamu tepanuy B3K (I'KC, cynbdacanasus,
TUONYpUHBI, MeToTpekcar, a-PHO - tepanns); BeHo-
3HBIe TPOMOO3BI U TPOMO0IMOONNH B BUEe TPOMOO-
3a ITIOPTAJ/IbHOM U NT€YEHOYHBIX BEH [4, 5, 36, 47-49].
IToBBIIIEHHBI YPOBEHb ePMEHTOB IIeYeH) OTMEYAETCs
y 40% pereit ¢ B3K [49].

Ilepsuunoiii ckneposupyrouwsuii xonaneum (IICX) - ato
XPOHMYECKOe X0JIecTaTn4eckoe 3abojieBaHme IIe4eHn
HEN3BECTHOV 3TUOIOTUM, XapaKTepy3ylollieecs BOCIae-
HyeM 1 pr6pO30M BHY TPI- U BHEIIEUEHOUHbIX XKeTIHBIX
[IPOTOKOB, B MICXOie KOTOPOT'O pa3BUBAETCs OM/IMApPHBII
nuppos. Cxnepos npu IICX takke MOXKeT 3aTparusarb
U KETIHBI ITy3BIPb, ¥ IPOTOKM MOIPKEMYOTHOM Ke-
nesnl [48].

Css3pb [ICX ¢ B3K HecomuenHa — 76%-90% naieHToB
¢ IICX crpaparor B3K: B 50-70% cy4aeB XO/MaHIUT CO-
yetaetcs ¢ SIK, B 10-12% - ¢ BK. YacToTa acuMIITOMHOTO
tedeHnA IICX pgocruraer 50%; B 2 pasa yalle CTpafaroT
MosIofble MY>XUMHbI — 70% O0nbHBIX 10 45 net [5, 47].
Cor/acHO OCAETHNM MCCaenoBaHmsaM, yactora [ICX
y B3pocnbix - 0,76%-5,4% npu AK un 1,2%-3,4% npu BK
[13-16]. JaHHBIe feTCKMX PETMCTPOB IIOKA3bIBAIOT CXOJ-
Hyto yactory IICX: B 1,5-9,8% ciyuyaes B3K (o 9,9%
npu SIK u 0,6% npu BK) [5, 7, 14, 15, 47], nog4yepkuBast
Moropolt Bospact maryentoB I[ICX-B3K B momymsamym.
Juarnos IICX MoxeT mposBy4aTh offHOBpeMeHHO ¢ B3K
[49], npenmectBoBatb emy; omucan IICX y mamyeHTOB
¢ B3K, nepenecunx xomskromuio [49, 51].

Teuenne IICX HeceT HONMOMHUTENbHbBIE PUCKU IJIA
nanuenToB B3K: B 5 pas yBennumBaeTCcsa pUCK KOJIO-
pexTanbHoro paxa npu codetanuu B3K ¢ IICX, na 33%
YBEIMYMBAETCA PUCK XOTAHTMOKAPLMHOMBI, Y 33% many-
enToB ¢ [ICX pasBuBaeTcs Uppo3 IHedeH, TpeOyrom it
TpaHCIUTaHTauuy. Peannsanus pucKoB IO XOTaHTUO-
TeHHOI! KapIITHOMe Y KOTIOPeKTa/IbHOMY PaKy BbIXOLUT
3a TIpefienbl JeTCKOro Bo3pacTa [49, 52], y neteit daie
BCTpevaeTcs ObicTpas mporpeccus ¢pubposa medeHn
npu I[ICX. Deneau M. 1 coaBT. TOKa3au, 4TO y pebeHKa
C BIEepBbIe AMAaTHOCTYPOBAHHBIM A3BEHHBIM KOITOM
BepoATHOCTb pasBuTyA IICX 1y ay ToMMMYHHOTO CKJTe-
posupytomero xonanrura (ACX) cocTaisfeT IpUMepHO
5%, a BepOsATHOCTDb TPaHCITAHTALMY TT€YeHY VY CMepTI
B pesy/bTaTe IpOrpeccupoBaHMsl OCTIOXXHEHHOTO 3a00-
JIeBaHMA [IeYeHN B TedeHMe CTIeAyomux 5 et — 3% [53].
CpenHss IpORO/DKNTENbHOCTD XKM3HM NanyenTa [ICX-
B3K 6e3 neuennsa cocrasnser 12 ner [49, 54].

ITpennoxxeHa KOMIUIEKCHAasE MHOTOQaKTOpHasI TUITO-
tesa passutusA [ICX npu B3K, Bxiovaronas reserude-
CKYI0 IIPeJpPaCION0XeHHOCTD, MI3MEHEHUA KUIIeYHO
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IIOCKO/bKY OH MOYKET IIPMBECTH K Cepbe3HbIM MOCIIEN -
CTBUAM, BK/IIOYast MOTepio 3peHus. Tepanus yBeura
BK/IO4YaeT MecTHOe HadHaueHne 'KC. YBenut Ttaxxke
MOXXET CITY>KMTD JOTOTHUTETbHBIM IIOKa3aHNeM /I
Bbi6opa ['MIBT repanun a-®HO (vame aganumyma-
6om) [4, 5, 35].

MUKPOOVOTBI 1 METab0/MM3Ma XKeTIHbIX KUCIIOT, a TAKOKe
JMIMMYHOOIIOCP€E/IOBaHHbBIE TIPOLECCHI, TPOTEKAIOLIe
B II€YeHU, OMJIMAPHOM TPaKTe Y BOCIIAJICHHOI KVIIIKe.
ITaToreHes BK/IOYaeT FeHETUIECKYIO TIPEMIPACTIONOKEH-
HOCTD ¥ TIOBBILIEHHYI0 IPOHUIIA€MOCTb KMIIEYHOTO
6apbepa npu B3K, npuBopsiyo K IpOHNKHOBEHUIO
GaKTepuaIbHbIX METa0O/INTOB B IIeYeHb; Ha/M4Me 00X
XeMOKVHOB VI MOJIEKY/I a/ITe31I B IIe4eHN ¥ KULIeYHMKE,
C IPOHMKHOBEHMEM aKTHBUPOBaHHBIX TMMQOLUTOB 13
BOCIIA/IEHHOI KMIIKY B SHTEPOTeIaTU4YeCKIii KPOBOTOK
U pasBUTVEM BOCIIAJIeHNU:A B IIeYeHM; M3MEHEHUe KI-
IIEYHOI MUKPOOMOTEL Ha OHe BOCIA/IEHNA B KIUILIKe
U XOJIeCTaTM4eCKM-00YCTIOBIEHHOTO HapyIIeHNsA MeTa-
60mm3ma sxemanbix kucnot (JKK) [55].

Denorur «[ICX MeNKNX IPOTOKOB» XapaKTepeH JIA
IIALVIEHTOB C M3MEHEHHBIMII OMOXMMITYECKIMI [T0Ka3a-
TE/IAMY, HO HOPMaJ/IbHBIMY XOJIAHTMOTPAMMaMM, TI0J-
TBePXK€HHbIMM pe3y/IbTaTaMy 6yoncuy nedenn. Takoit
BIJ, BcTpedaeTca B 13% cnydaes IICX, B ocHOBHOM
Y MOTIOIbIX ITALIMEHTOB, 1 MIMeeT 6ojIee 6IaroNpyATHBI
mporuos [49, 56].

ITanMeHTy ¢ M3MEHEHHBIMU OMOXMMMUYECKNMMU
[I0Ka3aTe/sIMI B BUJe CMHAPOMOB 6MOXVMMIYECKOTO
LUTONN3A ¥ X0/ecTas3a (IpyyeM IoKasaTe/lb raMMa-
rmooramuiaTpancnentuaassl (ITT) cunraercs 6onee
4yBCTBUTENbHBIM B iyiarHocTrke ITICX, ueM 1mjenovnas
¢docdaraza (IIIP)) mokasaHO BKIIOUEHME KOTOHOCKO-
MM B IUTaH 00C/IefOBaHuA, I UCKTIOYeHNA COCyllle-
creyromero B3K. IIposefenne UMMYyHOIOTMYECKUX
obcnenoBanmit (1ccnenoBanue yposHeit anTuten ANA,
SMA, a-LKM, p-ANCA, ummyHornobynmmza G), npo-
TEMHOTPaMMBI HeOOX0onMMBI /1A fuddepeHIanbHo
AMArHOCTMKM ay TOMMMYHHBIX HOPayKeHMII IIeYeHN TPy
B3K - ayroummynHoro renaruta (AUI, 0,3-1,6% ma-
muenTos ¢ B3K) u ayroummynHoro xomanrura (AMX,
2,3% neteit ¢ IK, 1 0,9% mereii c BK). AVT Takxe MOXXeT
BO3HMKaTh Ha QOHe nedeHus1, B ocHoBHOM a-PHO-a
Tepanuy. AyTOMMMYHHBI XOTAHTUT OO beIMHACT B cebe
4epThl ayToMMMyHHoro renaruta 1 IICX n taxxe Tpe-
OyeT MMMYHOCYIIPECCHMBHOI Tepanum 1o IPOTOKOIaM
neuennss AT [49].

[Tocme pyTMHHOI yNbTPasByKOBOI BUSyaTN3aLUN
IIeYeHN, MPOBefieHNe Xonauruorpadun (B feTcTae
IIPeANOYTUTEIbHEE MATHUTHO-PE30HAHCHASA XO/aHTHO-
naHkpeatorpadus (MPXIIT)) saBisaercs o6s13aTenbHON
omIyet oy moATBep>xaeHn ayarsosa IICX wm AVX.
ITpu panpHeiteM HaOMIONEHNM MAMEHTY MOKa3aHa
¢dubposnacromerpus u 6uorcus nedeHn [4, 5, 49].

PebenKy ¢ BriepBble 0OHAPY)KEHHBIMI N3MEHEHHBIMI
IIe4eHOYHbBIMM IIPO6aMU Heo 6XOIMMO JOTIOTHUTETbHOE
nmaboparopHoe o6cnenoBanue (a-HAV IgM, HBsAg, a-
HCV Ab, ypoBeHb a1 -aHTUTPUIICHHA, LIepPY/IOIIa3MIHa,
a-tTG IgA) s uckmoyeHns Hanbosee YacThIX IPUYMH
MOpa’KeHMA TIeYeHN B JETCKOM BO3PacTe — BUPYCHBIX
TelIaTUTOB, HAaC/IeACTBEHHBIX O0/Ie3Helt medeHn (60/e3Hb
BunbcoHa, HelOCTaTOYHOCTD A1-aHTUTPUIICUHA), Lie/IN-
akuu. A nipu HabmoneHun 3a peberkom ¢ B3K Heo6xo-
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VMO MMeTb BBUAY 1 Ta60PaTOPHO KOHTPOIUPOBATh He
TO/IBKO BO3MOXXHOCTD /IEKAPCTBEHHOTO TeNaTITa U MaH-
KpeaTuTa (PMCK IOBBILIACTCS MIPY YIOTPeONIEHUN KOM-
6MHIPOBAHHOI IMMYHOCYIIPECCHIL), HO Y BEPOATHOCTD
peakTuBanyy\ BOSHUKHOBEHN BUPYCHOTO TelaTuTa
B (BI'B). ITossBUIOCH 3HAYMTENBHOE KOMYECTBO UCCIIE-
MOBAHMI, TTOKA3bIBAIINX HEMOCTATOUYHBIN ITOCTBAKIIN-
HaJIbHBII UMMYyHKTeT TpoTuB BI'B y B3pocibix u mereit
¢ B3K - Tonbko 56% peteit ¢ B3K nmenn yposens a-HBs
Ab > 10 mIU/ml nocre 3aBepiIeHHOro Kypca BaKIHa-
1un. Y TanyeHTa, IMOMYYaoliero MMMYHOCYTIPeCCHIo
THOITypMHAMIL, MeToTpekcaToM, a-OHOa - mpemaparamu,
BO3MO>KHA peakTuBarys nHexuyy BI'B, Ho He BUpyCcHO-
ro remaruta C (BI'C). Heo6x0myM HOBBII ITOTHBII LIMKIT
BaKIHALMMA J/Is IeTell C HUSKMM YPOBHEM aHTUTEN
K BI'B, 1 KypchI TpOTUBOBUPYCHOI Tepanyy (JIaMUBYLVIH,
SHTEKaBMp, TeHODOBUP) B TedeHMe 6-12 Mec. Ha HoHe

lMopakeHne opraHoOB AbIXxaHUA
BHekumeuyHble nerounsle npoasneHnua B3K panee
cunranuch pegkumu. Ho B mocnegHee BpeMs pacreT
YMCTIO COOOIIEHNIT B IUTepaType O YaCTOM M KpaliiHe
PasHOPOTHOM BOBJIEYEHM N CHICTEMBI OPTaHOB IbIXaHIA
y 60nbHbIx B3K [58-59]. OM6pronanrpHOe pOLCTBO pe-
CIMPATOPHOTO U TaCTPOMHTECTUHATBHOTO SMUTENN S,
Ha/lIM4ye NepPBUYHOTO IIO/ICIN3UCTOTO MMMYHHOTO
6apbepa MOXKeT 0OeCIednBaTh IATOTeHETUYECKYI0 6a3y
1714 BOB/ledeHN s opraHos fabixanusA npu B3K. Cornacno
maHHbIM KT, aHannsa QyHKIMM BHELIHETO AbIXaHMS,
9H/JOCKOIIMYECKOTO MCC/IeJOBAaHNUIT OPOHXO/IETOUHOI
CHCTeMBI y 60IBHBIX ¢ AMarHocTupoBanHbM B3K, wa-
CTOTa BOBJICYEHM S OPTaHOB IbIXaHMA focturaer 50%
[59]. CriexTp TaKoit HaTo/morny KpaiiHe pasHoobpaseH:
BOBJIEYEHME BEPXHUX, CPEHNUX U HVUIKHVX JbIXaTe/b-
HBIX ITyTell, pa3sHOOOPa3HbIX IIAPEeHXVMMATO3HbIX IIOpa-
>KE€HUJI JIeTOYHOM TKaHM, IOPaXXeHM A NIJIEBPBI 1 JIET04-
Hble BacKy/IuThl. Hanbomee 9acTo [MarHOCTUPYIOTCS
6ponxoskTassl. [Ipumensemsre fst nedenns B3K T'KC
MOTYT BBI3BaTbh MMUA/NTUI/ MUO3UTHI IbIXaT€/TbHbBIX
MBIIIII,  TPeIapaThl Mecasaa3uHa — MHTEPCTUIIMATbHOEe
HOpa)keHe JIerOYHON TKaum [59].

Yaire mopaskeHy s TeTKMX COIMPOBOXKIAIOT I3BEHHBI
KOJINT, HeXxenu 4eM 6one3Hb KpoHa, pasBuBarorcs
CITyCTs1 HECKOJIBKO JIET TIOC/Ie Ae6I0Ta KMIIEIHBIX IPO-
sBreHuit [59]. Bospact Takux fe6roTa 1€erovyHbIX Ipo-
ABJIEHVII 3HAYNTENIbHO OT/INYAETCA B 3aBUCYMOCTI OT
KOHKPETHOTO IIOPa’KeHM I OPIaHOB JbIXaHM I, IepPBbIe
OIIMICaHWA C/Ty4aeB IPUYPOUNBAIOTCA K O[POCTKOBO-
MY BO3PAacTy, HO 4allie 3TO 60/Ie3Hb TPETbero-IATOrO
HecATUIeTUN XU3HN. JlerouHble BHEKMILIEYHbIE IPO-
asnennda B3K ornmdaeT BbIcOKas 4yBCTBUTENBHOCTD
K Tepanuy ['KC B pa3HbIX (MHTIALMOHHBIX UK CU-
cTeMHBIX) popmax [59]. Bropoit nuHueit Tepanun ss-
nstorcs npenaparsl TVBT [63].

Cpenu 60mpabIx B3K Takske 6osbiue yactoTa pac-
IPOCTPaHEHHOCTH OPOHXMATIBHOIL ACTMBL, CAPKOMF032

Cepnetu-lo-cocynmcn:le nposaBJsieHnA

Bspocnbie nccnegosatenu B3K B mocnenHee BpeMs ak-
TVBHO ITOJHMMAIOT BOIIPOC O IIOBBIIIEHHBIX CEPHIeYHO-
cocyaucThIx puckax s 6onpHbix B3K (kak pna AK,
Tak ¥ g BK, My>X4MH ¥ >KeHIMH) 110 CPaBHEHUIO
¢ o61weit HOMy/IAIMeil: NIIeMIYecKoit 60/IesHN cepy-
11a, IIepe6pOBaCKy/IsAPHBIX 3ab0MeBaHmil, apTepHab-
HBIX 1 BEHO3HBIX TpOMO03ax [64-66]. Tak B OffHOM 13

npekpamenns a-OHOa-Tepanmy y naiueHToB ¢ HOBbI-
meHHbIM ypoBHeM [THK BI'B [49, 57].

IManment ¢ IICX Hy>X#aeTcsa B IpueMe IpenapaToB
YPCOIe30KCUXO0IEBON KMCIOTHI B fo3e 15-20 mr/kr
MIOXVM3HEHHO, a MpuMeHeHue npemaparos I'VIBT 1 u 2
JIMHUY He ToKa3ano s¢dexruBHocTH B crydae [ICX
[49]. Ina nedeHMsA CTPUKTYP >KeTYEBbIBOAAIMX Y-
Tell MCIIONb3YI0T XUPYPrudecKue, SHAO0CKOIMYecKue
VWIM MHTEPBEHIVIOHHbIE PaJiyI0IOrNYecKye MPOoLeny-
pbL. Xupyprudyeckue Oporesypsl SpeHNPOBaHNA, TaKie
KaK TIOPTOSHTEPOCTOMUSA U XONIEJOXO9HTEPOCTOMMS,
Hea(PPeKTUBHDL, ¥ B KOHEYHOM UTOTE CIIEyeT paccMo-
TPeTb BO3MO>KHOCTb OPTOTONIYECKON TPaHCIUTaHTaL N
nevyenu [4, 5, 49]. 3-neTHAA BbDKMBAEMOCTb 6OIbHBIX
II0C/Ie TPAHCIUIAHTAIMM IIedeHy cocTaBsAeT 85%, HO
PUCK penuyyBa 60/e3HN Ha IIepecaKeHHOM OpraHe Co-
xpansietcs [39, 49].

u gedunnta anbopal-aHTUTPUIICKHA, YTO MO3BOJIAET
IpefIoIaraTh obllye 3BeHbs IaTOreHe3a 3TUX 3a60-
neBaumii [59].

ITaperxnmaTo3Hoe mopaskeHne nerknx npu B3K
OTHOCAT K PeAKVM IOpakeHIsIM. Takye HopakeHus
BXOMSAT B IPYIIY MHTEPCTUI[MATIBHBIX O0Ie3Hell jer-
kux. Hanbornee qacTo BcTpedaeTcst 06U TepUPYIOLINIL
6pOHXMONUT C opraHusyIoerics mHeBMonueit (OBOIT\
BOOP - bronchiolitis obliterans organizing pneumonia),
KOTOPBIN KIMHUIECKY XapaKTepU3yeTcsl OCTPBIM/
IIOJOCTPBIM TE€UEHMEM ) YaCTO HAIIOMMHAeT GaKTe-
puanbHyI0 DHeBMOHMIO. KIMHMYecKe IpOsiBIeH st
3TOIf TATOMIOT MM Pa3HOOOPA3HBI: MATOIPOLYKTUBHBIIL
Kamrenb (90%), opbilKka npy GU3aNIecKoil Harpy3ke
(80%), muxopapka (60%), TUIEPIPORYKIIVISI MOKPOTHI,
cabocCTh, CHMKeHNe Macchl Tena (50%), XxapaKTepHBbIit
ayCKY/IBTATMBHBII (peHOMEH: MHCIIMPATOPHAs Kpelnu-
rauus (75%). JlabopatopHo: neitkonutos (50%), mo-
soimenue COD u CPB (70-80%). PeHTreHoMOrnyeckn
XapaKTepHO HajJM4Me CyOIIeBpaabHO NATHUCTHIX,
IBYXCTOPOHHMX IVIOTHBIX OYaroB KOHCONMMUALINM C CO-
XpaHeHJeM JIETOYHBIX 00'beMOB; 04ar0B KOHCOMU/ALINN
C «BO3JYLIHBIMI OPOHXOTPAMMAMI» U O4arOB «MATO-
BOTrO cTeknma» B 80% cimy4aes, a TAK)XKe MOTYT IIPUCYT-
CTBOBATb MHUIBTPATHI Pa3INIHBIX Pa3MepoB [59-62].

Ina OBOII xapakTepHO MONMUIOBULHOE 3HJO-
6poHXMaNTbHOE pa3pacTaHMe COeIMHUTETbHON TKaHMA,
3aIIOTHAONIEN IIPOCBET TEPMMHATBHBIX 6POHXNOIL,
a/IbBEOISIPHBIX IPOTOKOB I a/IbBeoJI. IIpolecc mposiB-
JIA€TCs OPraHMU3YIOIEliCA THEBMOHMEN. BO3MOXHbIMM
IpUYMHAMY Pa3BUTHUA TAKOTO COCTOSHMS (IIOMUMO
CUCTEMHBIX 3a007IeBaHMIT) ABAAOTCA NHpeKunn (Bu-
pycHble, 6aKTepManbHble MU IPUOKOBBIE), peaKIUy
Ha JIeKapCTBEeHHBIe Npenapatsl [61]. Onucanue mo-
paxxenus nerkux npu B3K y fereit orpannamBaoTcs
OT[eNIbHBIMM CTy4asiIMI B MHOCTPAHHOI IUTEpaType
[58,62].

HeJJaBHUX OOJIBIINX NMONY/IAIOHHBIX UCCIeJOBAHMIT
CaMblil BBICOKMIT PUCK OCTPOTo MH(pApKTa MUOKapHa
Hab/Iofaca B IpyIIe MOJIOAbIX XeHIIMH ¢ B3K B Bo3-
pacte 30-34 siet [67]. IloBBIIIEHHBIIT PUCK CEPHAEYHO-
COCY[VCTBIX COOBITIIT OTMeYasIcs mpy akTuBHOM B3K
U He OT/IMYAJICA OT IIONY/IALMOHHOTO IIPY PEMUCCUN
B3K [68]. TunmuHbie MeTabommyeckue pakTOpbI puCcKa
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cepaeYHO-cOCyAUCTbIX 3aboneBanuit (CC3) - OBBILIEH-
HBIJ1 CyTOYHBII Ka/IOpa>K MU TaHMS, M36bITOK HaChIIIeH-
HBIX KM POB U OBICTPBIX YITIEBOJIOB, CIOCOOCTBYIOIUX
BUCTUIINIEMUN, OXKVPEHNIO, Pa3BUTHUIO CAXapHOTO
nyabeTa, IMIIEPTOHUY — He CTO/Ib aKTya/IbHBI IS a-
nrenToB B3K, nmeromux paj orpaHnueHnin B guere.

ITaToreHeTMYeCKM OOCYXXAAETCSA PONIb IPYIIIIBI
9HIOTETMOTPOIHBIX (PaKTOPOB, KOPPETUPYIOLUIUX
c aktuBHOCThI0O B3K. OgHUM U3 Ba>kHEeMIINX Me-
XaHM3MOB, OO'bACHAIUX NOBBILIEHNE CePIEeYHO-
COCYAMCTBIX pUCKOB y mannenToB ¢ B3K, aBnaercs
MIPOBOCHANINTENbHOE COCTOAHME, HOTEHIIpYIolee
9HIOTEeNNANbHYI0 AUCPYHKINIO U TpoMOOTeHe3
[69]. IToBblLIeHNe TPOBOCHATUTENbHBIX MAPKEPOB —
C-peakTUBHOTO 6eIKa I TOMOIMCTENHA — TUIIMYHO
KaK /IS manueHToB ¢ akTuBHBIM B3K, Tak un mnsg
HAIMeHTOB C CEPAeYHO-COCYAUCTBIMMI 3a00IeBaHN-
amu. IIpoBocnanurenbhble qurokussl (UJI-1, MJI-6,
®HOA), OKMCIUTENBHBII CTPECC CIOCOOCTBYIOT BOC-
IaJIeHNI0 SH/I0TeNN A, MEXaHM3MaM €ro aromnrosa,
MUKPO- X MAaKPOBACKY/IAPHON AUCHYHKLINY, ITO
HOBBILIAET PUCK TpoM6030B [70].

BeHo3HBIE TPOMOO3LI M TPOMO0IMOONINY HECYT
HayubOIbLIYVIO OMAaCHOCTD st 6onbHBIX B3K, B TOM
quciIe IeTCKOTo Bo3pacTa. ¥ manueHToB ¢ B3K puck
BEHO3HOIT TpoMb0ambonuu (BTI) B 2-3 pasa Bblle,
4eM B 0011eit HOIy/IALNM, 0COOEHHO BO BpeMsi 060-
crpennit [71]. IToBbILIeHBI PUCKY TPOMO0IMO O TTe-
TOYHOI apTepuy, TPOM603a BOPOTHOI BEHBI, TPOM603a
ITyOOKMX BeH II0 CPaBHEHMIO ¢ 001Iel monynanmen
[71]. Xpounueckoe Bocnanenue npu B3K npusogut
K TUIIEPKOATry/IALIMY, YTO B COYETAHUM C HEPEIKO
Habmoganmumcs npu aktusHoM B3K tpombornu-
TO30M, CIIOCOOCTBYET YBeNMYEHNIO TPOMO0IMOON-
YeCKMX oc/oxkHeHnit. COOTBETCTBEHHO CylLeCTBYeT

3aKknwyeHune

TakuM 06pa3oM, BOCIIa/IUTENbHbIe 3a00/IeBaHN KI-
IIeYHNKA ABIAITCA CUCTEMHBIMY 3a60/IeBaHUAMMY,
HepelKo TPeOyoIMMY IIPOBeieHN s KOMIIJIEKCHOT
MMMYyHOCynpeccuBHoM Tepanuu. [lupoxnii ciekTp
KJIMHUYECKUX MIPOSBICHMI I3BEHHOTO KOIUTA 1 60-
ne3nn KpoHa BK/I04aeT He TOMBKO CMMIITOMBI ITOpa-
xenus JKKT - kuiiedHble CUMIITOMBI — HO U BHEKM-
IIeYHble IPOABIEeHN . BHeKMIIeUHbIe TPOABNIEHU A
B3K ¢ pasnmyHOI 4aCTOTON BCTPEYaloTCA y fleTelt
U B3POC/IBIX, MOTYT BOBJIEKATb JII00YI0 CUCTeMY Opra-
HOB, MOTYT OBITh TSDKEIBIMIU U XKU3HEYTPOXKaEeMbIMIL,
TeYeHUe Y IPOTHO3 VX HEBEPOATHO IeTePOTeHHBI.

Y 6-10% peteit ¢ B3K BHeKMIIIEYHbIE TPOABIEHNA
MOTYT IPe/jIeCTBOBATD IIEPBbIM CYMIITOMAM OCHOB-
HOTO 3a00/IeBaHM A, KyMY/IATUBHBIN PUCK Pa3BUTUS
BKII 3HauMTe/IbHO MOBHIIIAETCA CO CTaXKeM 6omes-
Hu. Hanbosee 4acTo BHeKMIIIeUHbIe IPOSIB/IEHIS KaK
y BeTeil, TaK M Y B3POC/IBIX BOBJIEKAIOT CYCTaBbI, KOKY
U CIM3UCTBIE 06O0TOYKY M FellaTOOVIINAPHBI TPAKT.
CrenGIYHBIM I JeTCKOTO BO3PAcTa ABJIAETCA Ha-
pyleHusa GU3N4IecKoro pasBuTuA pebeHKa, KOTopoe
He Bcerga 06paTMMO Jjaske IpU CBOEBPEMEHHOM iua-
raose u tepanuu B3K.

Hexoropnie ns BKIT B3K sHaunTenbHo koppenupy-
0T C aKTVMBHOCTbBIO OCHOBHOTO 3a60/IeBaHIA KM IIEIHNU-
Ka, 4YTO NPMHIMINAIbHO BaXXHO [JIA IVIAHNPOBAHM A
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Heob6XOAVMMOCTb Ha3HAYeHMsI aHTUKOATY/ISTHTHOIL Te-
pamnuu I CTaliMOHAPHBIX ¥ aMOY/TaTOPHBIX IalieH-
ToB ¢ B3K u runepkoarynsanueit fist 1podyuIaKTuKu
BT3 [72].

K 6onee pefKuM MMMYHOONIOCPEJOBAHHBIM
CeprevyHO-COCYAUCTHIM nposasnenusam npu B3K or-
HOCAT TaK>Ke HapyILIeHNA pUTMa cepalia (IpeficepiHbie
U XKeNyJJOYKOBble apUTMUN, HaPyIIeHN IIPOBOIM-
MOCTHU), IePUKAPAUT, MMOKaPANUT, MHPEKIVIOHHBII
9HJI0KAP/NT, IIATONIOT MY K/IATIaHOB CePALIA M APTEPUUT
Taxkascy [73].

CrenuannucTsl MOJYEPKUBAIOT HEOOXONMOCTD
IpoOBefeHNUs OONBIUINX PAHAOMU3MPOBAHHBIX K/IN-
HUYECKMX UCCTIeIOBaHMI Cep/leYHO-COCYAUCTBIX 3a-
6onesannit npu B3K, ofHaKO cerofgHs y>xe MOXXHO
YTBepX/aTh, YTO 3G GEKTUBHBIN KOHTPOIb aKTWB-
HOCTY 3a00JIeBaHN A, MUHMMM3ALVA IpyeMa CUCTeM-
ubix 'KC, saBnstoTcsa Hanbonee BaxHpIMU popma-
mu npodunaktukyu CC3 B 9T0I KOropTe GONbHBIX.
PexoMeHzaunu 30poBoro obpasa U3HY, IPEUMY-
IIeCTBO CPeVI3eMHOMOPCKOI! {MeThl Hafl AMEeTOM 3a-
IIaJIHOTO TUIIA (C y4eTOM HePeHOCHMOCTH OT/eNbHBIX
IPYII HPOAYKTOB, IIPeXX/e BCETO MIIIEeBBIX BOIO-
KOH), JoTauuy ButaMuHa D, w3-MmonuHeHachlleH-
HBIX )KMPHBIX KUCTIOT, KaJbIIMs UMEIOT 0XKI/IaeMblit
MHO)XeCTBEHHBI 3¢ PeKT: mpoPuIaK TUIeCK Mt Jist
CHIVDKEHUA PMCKa PasBUTHA U KOHTPOJIA aKTVBHO-
cru B3K, a TakXe yMeHbIlIeH)€ OCHOBHBIX BHEIIHMX
¢daxTopos puckos CC3. [IpuHINIINaNeH ¥ paHHUIT
ckpyHyHT CC3 B 3TOI HONYIALNN HALMEHTOB [64].
Taxme pexoMeHAAIMM aKTyaAbHBI [T BCEX BO3PACT-
HbIX KoTopT nanuenTos B3K - Bspocnoii u geTckoii,
yUUTbIBas 60Iee MOTIOAOIL, YeM B 00ILeit IOy AL,
BO3pacT nanyeHTos ¢ B3K 1 cepredno-cocyaucToIMu
COOBITHAMM.

pexxumoB tepanuu B3K u MmoHutopunra ee adpdex-
TMBHOCTIL. B HacTosA1IIee BpeMA aHTarOHMUCTH GaKTopa
HEKPO03a OIyXO/N- ABMAITCA NTydIlell TepaleBTN-
YeCKOJl ONIMeN I/ JOATOCPOYHOTO KOHTPOJIA aK-
tuBHOCTY B3K 1 neuennsa BKII, acconumpoBaHHBIX
C aKTUBHOCTBIO OCHOBHOTO 3a60meBanysA. Crlenyioniye
nuuuu TYIBT, Takue Kak yCTeKMHYMab, BejONU3y-
Mab, nepronuaymab meron, TopauuTuHNG, BEPOAT-
HO MOTYT ObITh 3¢ dexTuBHbIMU B Tepanuu BKII, Ho
UX IPMMeHEHe B IeTCTBe OTPAHNYEHO BO3PACTOM.
Tepanusa BKII, He cBA3aHHBIX ¢ aKTUBHOCTBIO B3K,
He0CTaTOYHO 9 (deKTUBHA B OO/BIINHCTBE CTyYaes,
TpebyeT KOMIITIEKCHOTO MYIbTUAUCLUIIITHAPHOTO
yIpaB/IeHM .

Hanmyne BHEKMIIEYHBIX MPOSABIEHMIT IPU OTCYT-
CTBMM KMIIeYHbIX cuMIToMOB B3K Tpebyer nanbHeit-
1Iero HabmofeHNsA u o6cIefoBa e IanueHTa. B cay-
yae, Korfa KumeuHble cumnToMmbl B3K orcyreTByor
unu creptsl, nanyueHt ¢ BKII Hepenko obparaercs
He K TaCTPO3HTEPOJIOTY — Jallle BCETO K PeBMaTOJIO-
I'y, 0pTanbMOJIOTY, XUPYPTY, OTONAPUHTONOTY MU
CTOMATOJIOTY, peke ITYTbMOHOIOTY M/ KapAMOJIOTY.
3HaHMe mupoxoro cnekrpa cucreMubix BKII mosso-
JIMT KIIMHALMCTY CBOEBPEMEHHO 3aII0fI03PUTh TeYeHMe
CHUCTEMHOT0 BOCIIA/IUTEIbHOTO 3a00/IeBaHILs, YCTaBUTh
nuarHos B3K u HasHauMTb afleKBaTHYIO Tepaluio.
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