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T.B. AampiwieBa, E.A. AambliwueBa, A.M. KocmuHoBa

ITEPBUYHBIE NTMMVYHOAE®UIINTHI V B3POCABIX -

TAKOE BBbIBAET?

OI'BY «T'HL] MucturyTt ummyHonrorun» OMEBA Poccun, Mocksa, PO

ITepBuunrie ummyHoaedunuTabie cocrossaus (IIN]]) orHocATCA K reHeTHYEeCKH IeTePMUHNPOBAHHBIM
3a00JIeBaHUAM, IT09TOMY MHOTHe ()OPMBI UMEIOT Je0I0T CHMIITOMOB B PaHHEM JIeTCKOM Bo3pacte. J[o
HemaBHero BpemeHnu ITH] BXoAUIN TOJBKO B 00JIaCTh HHTEPECOB MEUATPOB, TAK KAK /TaKe €CJIM Tua-
THO3 OBLJI IOCTAaBJIEH IPH *KU3HY, MAIMEHTHI MMeJIH IJIOXO0I IMPOTrHO3, MOTH0asa He JOCTUTHYB COBEp-
meHHoJeTuA. IloABIeHNe COBPEMEHHBIX METOJOB JIeUeHUA U HaKOIJIeHue 3HaHuil B ob6mactu ITU]L
IIPUBEJH K YBEeJIUYEHUIO IMPOTOJKUTEIFHOCTH KU3HU MAIlMEeHTOB, KPOMe TOr0, CTAaJ0 OYeBHIHBIM,
uTo HekoTopkie hopmel ITHU] neGroTupytor B Bo3pacrte crapure 18 aer. IIpoprisom B Tepanuu ITH]T,
YBEJMYUBIINM IPOTOJIKUTEIFHOCTh H KAaUeCTBO KW3HU GOJBHBIX, CTAJO IIMPOKOE HCIOJIb30BaHHE
MMMYHOTJIOOYJIMHOB JJIs BHyTPUBEHHOTO BBeaeHus B 90-X rogax, moITomMy B HacToslee BpeMs chop-
MHPOBAJOCH TOJBKO IepBOe MOKOoJeHne B3pocabix 60asHbIX IIN]I. B cTaThe mpencTaBieHbI JaHHBIE
HM3y4YeHUsI poccuiickoii momyasauuu nanueHTos ¢ [IN]] crapiie 18 et Ha OCHOBaHUM JaHHBIX PETHCTPA
®I'BY «I'HIT UactutyT nmmyHoxorun» ®MBA Poccuu 3a nepuox 6osee 30 er.

Knioueevle cnosa: nepsuinbvie UMMYHOOePUUUMHbBLE COCMOAHUS Y 63DOCAbLY, HAPYULEHUEe CUHMe3a
anmumeJ, 00W,aa 6apuabesvbHas UMMYHHASL HedocmanmoLHOCMb, HACLe0CMEeHHbLIL aHzuoomeK, Gepe-
MEeHHOCMb.

Hum.: T.B. JIamviwesa, E.A. Jlamviwesa, A.M. Kocmunosa. Ilepsuunvie ummynodepuyumsl Yy 63poc-
avlx — makoe ovieaem? Ileduampus. 2019; 98 (3): 39—43.
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Primary immunodeficiency disorders (PID) are genetically determined diseases, so many forms
have symptoms debut in early childhood. Until recently, only pediatricians were interested in
PID, since even if the diagnosis was made during lifetime, patients had a poor prognosis and died
before adulthood. Development of new treatment methods and accumulation of knowledge about
PID led to an increase in patients’ life expectancy, in addition, it became apparent that some
forms of PID can over the age of 18 years. A breakthrough in PID treatment, which increased the
duration and quality of life of patients, was the widespread use of immunoglobulins for intravenous
administration in the 90, therefore, only the first generation of adult PID patients has been formed.
The article presents data from a study of the Russian population of PID patients over 18 years of
age on the basis of the data from the register of the Federal State Medical Agency of Russia for
over 30 years.
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o HemaBHEro BpeMeHW NHePBUYHBIE MMMYHO- WHTEPECOB TOJBKO IMEeJuaTPOB, TaK KaK OOJbHBIE
nedunurabie cocroanusa (IIW]l) 6biu obsacThio ¢ AeOIOTOM B JeTCKOM BO3pAcTe He MOKUBAJIU M0
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COBEPIIIEHHOJIETUA, a HaIllMeHThl ¢ MO3THUM Je6ro-
ToMm IIN ]I He BeIsABAANNCEH. [loBBIIIIEHUE 9(DEKTIB-
HOCTU Tepaluu, a TaKsKe HaKOILIeHWe TAHHBIX O
IIV]T npuBenu K TOMY, UTO HOIIYJIANUA NAIlEHTOB
¢ IIN]I crapie 18 jeT HEYKJIOHHO BO3pACTAET.

CambiM Gosbmmum peructpom IVl aBisgercsa
EBpomnelickuii perucrp, o0beAUHAIONINN JaHHBIE
nopagka 20 000 nmaruenToB. CoriacHO 3TOMY peru-
CTPY, B HACTOAII[ee BPeMs OKOJO l/; maIrmeHTOB
IIpeCTaBIAIOT cob0it auia crapiie 18 ser [1].

Poccuiickuiit HarmornanbsHbI# Peructp 601bHBIX
IIN]I mayanm CBOIO HMCTOPUIO COBCEM HeIABHO, Ha
CEeTONHAIITHUI MOMEHT B3POCJIble MAaIeHThI COCTAB-
aaoT okoso 20% oT BcexX 3aperucTpUpPOBAHHBIX
0OJIbHBIX.

Kak nns Bcex penkux saboneBaumii, aias [T
XapaKTepHBbI HU3Kasd HACTOPOKEHHOCTb U HeJO0CTa-
TOUHAs OCBEJOMJIEHHOCTh KaK Cpeiu IallleHTOB,
TakK u cpenu Bpaueii. [Ipu aToM 110 Mepe B3pPOCIeHUA
nmanueHTa HAaCTOPOXKeHHOCTh B oTHomreHuu IV
IIPOT'PECCUBHO CHUIKAETCA B CBA3W C PacipocTpa-
HEHHBIM 3a0JyKIeHNeM O TOM, UYTO T'eHeTHUYeCKU
IeTepMUHUPOBAHHBIe 3a00I€BaHUS BCeraa AeGroTu-
PYIOT B IeTCTBE.

OTcyTcTBUE €IMHOTO HAIIMOHAJIBLHOTO PErucrpa
no 2017 r. mpuBeJioO K TOMY, UTO O0beKTUBHBIX CTa-
TUCTUYECKUX NAHHBIX O KOJUUYECTBE MAIMEHTOB C
IIN B Poccuu crapuie 18 sier He cyIiecTBOBAJIO.
OTcyTcTBUE OAaHHBIX O MaIlMEeHTaX, CTPAJAIOIIUX
IIN, crapie 18 et mpuBeso TakKe K OTCYTCTBUIO
KJINHAYECKUX PEeKOMeHIaluii 0 AMarHOCTUKE U
JIEUEeHUI0 U MEeIUKO-dKOHOMHUYECKUX CTaHJapTOB
IJIs MaHHOW Kareropuu OOJILHBIX. IloaToMy OKa-
3aHUe MEJUITMHCKOI IOMOINU AaKe MIaIueHTaM C
YCTAHOBJIEHHBIM JUATHO30M IIPOBOAUTCS B paMKax
IPYTUX HO30JIOTUH (THEBMOHUS, CEIICUC, MEHUHTUT
U Ip.), B CTAaHZAPTHl KOTOPHIX HE BXOAUT HEO0-
xopguMasa Tepanud. CleacTBUEM 3TOTO0 ABJISIOTCSA
HeJ0OIleHKa MaciiTaba mpobJieMbl, HeaJeKBaTHOe
(uHaHCUPOBaHUE, TO3AHAA AUATHOCTUKA 1 HEaleK-
BaTHOe JeueHue 00abHBIX ¢ [IN]] crapmre 18 jet.

VuuresiBasa, 4TO B HacTOsAIee BpeMs chopMUpo-
BAJIOCh TOJBKO IIEPBOE MOKOJIEHUE B3POCJIBIX IIallu-
eHToB ¢ IIN], onbIT BefleHUA TAKUX O0JIbHBIX MUHU-
MaJjeH Kak B Poccuu, Tak u B Mupe. HecmoTps Ha TO,
YTO OCHOBHBIE ITOXOIBI K BEJEHUI0 B3POCJIBIX IaIln-
eHToB ¢ I[IN]] cxomHbI ¢ pa3paboTaHHBIMU AJITOPUT-
MaMu JJid geTei, jJeueHue namuerTos ¢ IIW]] crap-
me 18 sieT mMeeT cBOM OCOOEHHOCTHU, CBA3aHHBIE C
MOABJEHUEM KOMOPOUIHBIX COCTOSAHUM, XapaKTep-
HBIX JAJIsI 3PEeJIOT0 BO3pacTa, *KeJlaHMeM HalleHTOB
UMeTh IIOTOMCTBO (0COGEHHOCTU BeJEeHUsA BO BpPeMs
0epeMeHHOCTH /IaKTalluu), IOIBIEHUEM OCJIOKHEe-
HUI OCHOBHOTO 3a00JieBaHUsI, 00YCIOBIEHHBIX IJIN-
TeJILHOCTBIO eT0 TeueHus u np. Haubosbiimne ciox-
HOCTHU BBI3LIBAET KOPPEKIUsd HEeMH(MEKIIMOHHBIX
npoasaenuit IIN]] y B3pOCJIBIX, KOTOPBIX C YBEJIU-
YeHHeM IIPOJOJIKUTEIbHOCTU KU3HU CTAHOBUTCS
Bce Oousibiie. Ha coBpeMeHHOM 3Tale pPas3BUTUA
MUPOBOM MEAUITMHBLI HE CYIIECTBYEeT COTJIACUTEJb-
HBIX JOKYMEHTOB II0 Tepalu’ AAaHHBIX COCTOSHUIA,
HasHAUeHUe IIPerapaToB B OOJIBIIUHCTBE CJIyUaeB
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npoBogutcsa «off label» m mombop ocHoBBIBaeTcs
HaA OIBITE OTJEJbHBIX HKCIEPTOB M IIyOJMKAIIMT
cepuil KIMHUYECKUX ciayuaeB. OTUuacTu 3TO CBA3A-
HO C HEBO3MOJKHOCTHIO IIPOBEAEHUA MAaCIITaOHBIX
PaHZOMU3UPOBAHHBIX KOHTPOJUPYEMBIX KCCJIENO-
BaHUU B YCJIOBUAX HEOOJIBIION BEIOOPKH.

Huarnoctuka IIN]l y B3poCaBIX TaKikKe UMeeT
CcBOM OCOOEHHOCTH, CBS3aHHBIE C Te€M, UTO IJId
B3POCJBIX XapaKTepHb! GopMbl ITN]] oTHOCUTEIBHO
0J1aTOIIPUATHOTO TEUEHUS, CO «CTEPTOH» KJIMHUUE-
CKOM KapTUHOI, YTO B COYETAHUU CO CHUKEHUEM
HacTOpoXXeHHOCTU B oTHoueHuu IIV]] y B3pocCabIX
IPUBOIUT K ommnbKam guddepeHIInaaibHON AuarHo-
cruku. ['eHeTnyeckoe obciieoBaHUE, IIPEACTABIIA-
forriee co0O0M 30JI0TOM CTaHAaPT HOCTAHOBKY JUATHO-
3a [IN], nia mHauboJsiee 4yacToil (h)OPMBI, BCTPEUAIO-
mietica y jiui crapiie 18 et — obijas BapuabeabHad
uMMyHHad HepocraTouHocTh (OBUH) — B 60/IbIIINH-
CTBe CJIyuaeB OKasbIBaeTCAd MaJoMH()OPMATUBHBIM
U faeT pe3yJbTaThl He yalle, ueM B 2—10% caydaes
[2, 3]. Omenka mocTBaKIMHAJIBHOI'O OTBETA, SBJIA-
oIasaca KpUTepueM IIOCTaHOBKUM aumarxHosa IV
C HapyIIeHWeM CHUHTe3a aHTUTeJ, acCOIMUpPOBaHAa
KaK CO CJIOKHOCTAMU IIPOBEAEHUA, TAK M BOIIPO-
caMu mHTepuperanuu. Kak mpaBujio, UMEHHO s
maHHBIX (Gopm IIW]] xapaxkTepHbl Hambojee IJu-
TeJIbHbIE CPOKM 3aJeP:KKU IIOCTAHOBKU AUArHo3a,
UCUYMCIsIeMble He TOJbKO I'ofaMu, HO U AeCATUJIe-
TUAMH.

OTpesieHre UMMYHOIIATOJIOTUY B3pocabiXx PI'BY
«I'HIl WucturyT ummynosgoruun» PMBA Poccuwu,
ABJIASACH pe)ePeHCHBIM IIeHTPOM 1A 60abHbIX TTH]I]
y Ju1 crapiire 18 jer, akKyMyJIupyeT NHOOPMAIIUIO
o B3pocabix nanuentax ¢ IINU]I co Bceit Poccuu yoxe
6omee 30 ger. Takum oOpasoM, HaAM MpPeACTaBU-
Jlach YHUKAJbHAs BO3MOYKHOCTH IIPOAHAIN3UPOBATH
IIUPOKYIO BBIOOPKY B3POCJBIX nanuenTos ¢ [TV]] za
IJIATEJIbHBIN epro]] HaOTI0qeHNA.

Ha momeHT 06paboTKU JAHHBIX PETUCTP COAEP-
sKaam uHdopmamnuio o 472 mammeHTax, CTpagaro-
mux IIN]J, crapimie 18 jer (B HacToslllee BpeMs
sra nudpa mnpepbimaer 500 yesoBek). YuursiBasd,
YTO PETrUCTP COAEPKUT WHMOPMAIUI0 O IalueH-
tax ¢ IIN]] u3 Bcex peruoHoB P®D, oueBUIHO, UTO
9Ta nudpa HUUYTOKHO Maja. [IpyHUMasas BO BHU-
maHue pacrnpocrpaHeHHocTs IIU][, xapakTepHBIX
Ias B3pocawix [4, 5], B P® (B sayumem ciyudae)
BBISIBJISIETCS TOJIBKO KAMKABINA 4-i—5-i1 00JBHOHN C
maHHOU martojorueii. Tem He MeHee OCBeIOMJIEH-
HOCTh HEYKJIOHHO BO3pacTaeT, 3a mocyenuue 10 jer
KOJIMUYECTBO ITAIMEeHTOB B3pocJsoro perucrtpa TN
yBesmuunaoch 6ojee, uem B 10 pas.

Onenka pmaHHBIX peructpa PI'BY «I'ITH
Nucturyt ummyHnosoruun» @MBA Poccuu mokasa-
Jia, YTO OCHOBHOE YUCJIO OOJIbHBIX IIPU CBOEBPEMEH-
HO YCTaHOBJIEHHOM AMarHos3e W aJleKBaTHOM Tepa-
WU TIPEACTABJIEHO HHTEJNIEeKTyaJIbHO-COXPaHHOMN
TPYIIION HaceJeHUsA TPYAOCIOCOOHOTO BO3pacTa:
CpeoHUI BO3pacT IAI[MEeHTOB PErucTpa COCTABUJI
39,6+6 ser, meguana — 35,6 jer. IIpu sTom mpo-
IOJIXKUTEJbHOCTD KU3HU IIPU aJeKBAaTHOM JIEUeHU U
OpubaMKAETCA K OOINeHONyIANNOHHLIM 3HAUCHN-
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av. CaMbIii TOXKUJIOH OOJMBLHOI B HAIleM PErucTpe
Ha 2019 rox umeer Bo3pact 85 jer.

Kak m B MeXIyHapomHBIX perucrtpax [6, 7],
B CTPYKType permucTpa B3pOCJIBIX O00abHBIX IIWI]
WMHCcTUTYyTa MMMYHOJIOTHUM 00Ji€e ITOJIOBUHBI 00JIb-
HBIX (61,2% ) mpexncraBaaT Gopmel [TV ¢ mpe-
UMYIIEeCTBEHHLIM HapyIIeHueM CHUHTe3a aHTUTeJ,
30,7% — manueHThI C HACJIEeACTBEHHBIM aHI'HIOOTE-
koM (HAO). OcranbHble IPeACTaBICHBI e TUHUUHBI-
MU KJIAXHUYECKUMU CIAYUATIMU.

Hns Poccuu, Kaxk u IJid BCETO MUPOBOT'O CO00-
IIecTBa, XapaKTepHa MO3qHAA IIOCTAHOBKAa Oua-
raosza IIUI [6, 7]. Tak, B cpegHeM MeXAYy IIep-
BBIMU CHUMIITOMaMu 3a00JeBaHUS U IIOCTAHOBKOM
auarHosa y OOJIbHBIX HAIler0 PerucTpa IPOXOIUT
14,7+8 ner, mpu sTOM 6oJiee TsKeJable (POPMBI
IIN, ne6roTUpyIOIie B AETCKOM BO3pacTe, MUMEIOT
CTATUCTUUYECKU 0oJiee KOPOTKHE CPOKU IIOCTAHOB-
KM quarHosa. B c¢BA3M ¢ TeM, YTO MHOTHE HAIIHU
HaIleHThl IPOKUBAIOT B OTHAJNEHHBIX OT MOCKBBI
perumonax P®, vacTh ManueHTOB YXOAUT U3 IIOJIA
HAIIleTO 3PeHUdA, MOITOMY TOYHON MHMOPMAIUU O
TMPOIOIIKUTEIbHOCTH KU3HU U MIPUUYNHAX CMEPTHU
BCeX IAIlUEeHTOB, HAXOAAIIUXCA B PETUCTPE, IOJIY-
YUTHh He IpeACcTaBJsgeTcA BOZMOKHBIM. OmHAKO U3
BCeX HaOJII0JaeMbIX HEMOCPEeACTBEHHO HaMU Iallu-
euToB (234 uesoBexa) K 2019 r. MbI UMeeM JAHHbBIE
o0 11 cMepTedbHBIX HMCXOJaX, BBISBAHHBIX OCHOB-
HBIM 3a0oJieBaHUEM WU ero ocjoskHeHuamu (10
nanuenToB ¢ IIU]] ¢ mapymienuem cuHrtesa AT u
onuH nanueHT ¢ HAO). ITpu stom 4 u3 10 morubsiu
OT MH(PEKIIMOHHBIX OCJOKHEeHUI Ha (poHe HealeK-
BaTHOM 3aMeCTUTEJNbHON Tepamuu. Tpoe morubiau
B IePUOJ HEeJZOCTYIHOCTH 3aMeCTUTEJNLHOI Tepa-
O UMMYHOTJIOOYJIMHAMU, OSUH MaIMeHT — OT
GyABMUHAHTHOTO TEUEHUS IelaTHuTa, ABUBIIETOCS
CJIeCTBUEM 3aMECTUTEJIbHOW Tepanuu IJIa3sMoOil B
IepBble TOABI IIOCJIe MOCTAHOBKM AmarHosa. OmuH
manueHT CKOHYAaJICA B Bo3pacTe 22 JIeT OT SHTepoIa-
TUU C PA3BUTHEM TAMKEJOTO CUHIPOMA MaIbabcopo-
nuu. 113 5 yeI0BeK, ¥ KOTOPHIX OBLI IIOATBEPIKIEH
IuarHos auMd@oma, ABOe IOTHOJIU B CBASU C Pe3u-
CTeHTHOCTBhIO JUM(POMBI K IIPOBOAMMOI Tepamnuwu,
OJHOMY HAI[MEHTY AUAaTHO3 JUM(POMBI OBIJI BHICTAB-
JIEH TIOCMEPTHO (IBOe IPOIILIN TEPANNI0 YCIIEITHO).
IIprunHa cMepTH OAHOTO HAI[MeHTa Hen3BeCcTHaA.

TakuMm 00pasoM, IIHUPOKOe HCIIOJh30BaHUE
3aMeCTHUTEJbHON Tepanuy BHYTPUBEHHBIMU UMMY-
vHornooynunamu (BBUI) u Gojee «arpeccuBHOE»
WCHOJIb30BaHNE aHTUOAKTEPUAJbHOH Tepanuu y
nanueHToB ¢ IIN]] mo3BoasaioT 3 HeKTUBHO KOHTPO-
JUPOBaTh MHMPEKIIMOHHBIE TPoABIeHUss. OCHOBHBIE
CJIOKHOCTHU IIPEJCTaBIAIT HeMH(EKIIMOHHbBIE IIPO-
apinerusa IIN], onbIT JjedeHUA KOTOPLIX MUHU-
MajeH. Bce GoJibllle B HallleM II0Jie 3PEHUSA IIOAB-
JIAIOTCA TAIlMEeHTHI CIIYCTA 3HAUUTEJbHBIM IIePUo.
BpEeMeHHU IocJje JiedyeHus JuMGOMEI (TOAbI, MHOTAA
JaKke JECATKU JieT), aHaMHe3 KOTOPBIX He II03BO-
JIAeT OOCTOBEPHO OIEHUTH, SABUJACH JIA HCXOITHO
auM@oMa OCJOKHEHUEeM HeAUarHOCTUPOBAHHOTO
IIN]T nnu nsMeHeHUA HOCAT BTOPUYHBIA XapaKTep
U ABJIAIOTCA COOCTBEHHO OCJIOKHEHUEM JIMM(OMBI.
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B rpynne nmamuenToB ¢ IIN]] 6e3 mHMEKIINOH-
HBIX mpoaBieHuit — HAO — HaM uM3BeCTeH JIUIIb
OOUWH caydail rubeau OT OCHOBHOTO 3a0oJieBaHUSA
— OAVH TaIlUeHT IIOTH0 OT OTeKa T'OPTAHU BCJE[-
CTBUE OTMEHBI 0a3MCHOI Tepanmuy IPU OTCYTCTBUU
CPEACTB IJid OKa3aHWs dKCTPEHHOM MeTUITMHCKOM
nomoiru. Heo6XoAuMO OTMETUTh, UTO CPeAN HAIITUX
HaIueHTOB B KayKaoi 3-ii—4-i cembe ¢ HAO umeroT-
cA caydau CMePTH POACTBEHHUKOB OT OTeKa ropTa-
HU, HO TU JaHHbIE He BKJIOUAJIUCH B CTATUCTUUE-
CKYI0 00paboTKy, TaK KaK MBI OIIEHUBAJIU TOJBKO
IPOJOIKUTENLHOCTh JKU3HU W IPUYUHBI CMEPTHU
Ha0JII0aeMbIX HAMU OOJIBHBIX.

O1eHUTh OOBEKTUBHO PUCK CTOMKOI yTpaThI
TPYAOCIIOCOOHOCTH B HACTOSAIlee BpeMs He IIpef-
CTaBJIAETCS BO3MOKHBIM B CBA3U C TEM, UTO B 00JIb-
IIMHCTBE CJIy4YaeB IIOJyYeHWe TIPYINbl UHBAJIUM-
"Hoctu marnueHtamu IIN]] o6ycioBieHO HEOOXOmuU-
MOCTBIO €e HaJIWUUA JJd JbIOTHOTO O0eclieueHus
JeKapCTBEHHBIMU cpejcTBaMu. Ha ceromHAITHUN
IeHb WCTUHHBLIE MPU3HAKU CTOMKOM yTpaThl TPY-
JIOCIIOCOOHOCTH MMEIOT TOJIbKO 12,5% malueHToB
IINM crapire 18 ser. Ilpu sToM y IAIMEHTOB C
UCTUHOI yTpaToii Tpyzocnocobroctu B 96,3% ciy-
YaeB OTMeYaJUCh IIO3JHAA IIOCTAHOBKA IUArHO3a
U/Uau AJUTeIbHBbIE IEePUOAbl 0e3 3aMeCTUTENIHLHOMN
Tepanuu.

OO6cy:xJas BOIIPOCHI ieueHus mamnueHToB ¢ [T
craprre 18 ner B Poccun, Heo6XOAMMO OTMETUTD,
YTO MMEHHO IJIA B3POCJION IMONYJANUN OOJBHBIX
IIUI, Kpome BOIIPOCOB QUATHOCTHUKU U BBIOOPA
TaKTUKU TEPAlluU B OTCYTCTBUMU COTJIACUTEJIbHBIX
JOKYMEHTOB, HEMAJOBAKHYIO POJIb UT'PAIOT BOIIPO-
CBbI JIEKAPCTBEHHOTO obecrneueHus. Tak, M0 HAIIUM
nmauuabiM, BBUT' B yc/10BHO afeKBaTHOM [103€ HOJIY-
YamoT TOJAbKO 27,4% poccuiicKUX MaIllueHTOB, B
5,7% cayuaes BBUI megocTynusl BoobIIe, B 66,8%
JleyeHUe IIPOUCXOAUT JubOO HeperyJasapHo, Jubo B
HeaJeKBaTHOII mo3e. Eiile 60JbIire mpodaeMbl OTMe-
YaroTCA IPU HEOOXOAUMOCTY O00eCIeUueHns MalueH-
TOB IIpelapaTaMu AJsA 0a3uCHOIN aHTHMOAKTepUasb-
HOIi/TIPOTUBOTPUOKOBOM /IIPOTUBOBUPYCHOI Tepa-
nuu. Hempeomoiumblie CI0KHOCTA B OOJIBIIIMHCTBE
PEerroHOB BO3HUKAIOT IPU HEOOXOAUMOCTU KOPPEK-
nuu HenH(pEeKIMOHHBIX ocaoskHeHut IIN]] — MmoHO-
KJIOHAJIbHbIE aHTUTEJA, KOJOHUECTUMYJIUPYIOINe
haxToOphI, HUTOCTATUKU U JP.

BakHeimen pyHRIIMEN O TOOYIANNN SBJIA-
eTcsA PenpoAyKTHUBHaAA CIOcoOHOCTh. Hamm ngaH-
HbIe, MIOJyUYeHHBIe IPU aHaiuse 87 6epeMeHHOCTel
y O6oapHBIX IIN]l, CBUIETEIBCTBYIOT O TOM, YTO
OOJIBIITMHCTBO HAIIUX MAIMEHTOK CIIOCOOHBI K eTO-
POsKAeHUI0, 6ojiee TOro, IPU MPABUJILHOM JIEUEHUN
PUCK IlepUHATAJbHOI MMaTOJOTUM KaK IJA MaTepu,
TaK U AJA IJIoga MuUHHUMaideH. B 75% cayuaeB y
nanueHTok ¢ HAO u B 71,1% cayuaeB y marueHTOK
¢ OBUH 6GepeMeHHOCThL HACTyIIaJa OO IIOCTAHOB-
KU quarHosa, HO yiKe Iocje AebioTa CHUMIITOMOB,
IO09TOMY Tepamusd IO OCHOBHOMY 3a00JieBaHUIO He
HasHavasachk. OTCyTCTBHE KOHTPOJA HaJL HHMEK-
IIUOHHBIMU IIPOABJEHUSAMU IPUBOANJIO K IIpepPhIBa-
HUIO0 6epeMeHHOCTHU Ha Pa3HbIX cpoKax. BoJee Toro,
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HeaJleKBaTHAs aHTHOAKTepuaabHAaA TepPaIlus Iocje
pephIBaHUS OepeMeHHOCTH Oblja COIpPsSKeHa C
Pa3BUTHUEM TKEJBIX NHMOEKIITMOHHBIX OCJTOKHEHU I
(samoMeTpuThl y marnueHTok ¢ OBHMH, a6ciieccsr
ImeyeHW y MAIMEeHTKU C XPOHUYECKOH rpaHyjeMa-
To3HOI1 60Jie3HBI0 — XI'B 1 ap.). X0TA CYyIIIeCTBYIOT
TOJIBKO eIWHUYHbIE KOTOPTHBIE MCCJIeJOBaHUS Ha
aHAJIOTUYHOII BBIOOPKE OOJbHBIX, PE3yJIbTAThI IIO
manueHTKaM, He IOJIyYaBIINM TePaNnio, aHAJIOTUY-
HBI HAIIUM HabogeHusaM [8, 9].

ITanueHTKU ¢ YCTAHOBJIEHHBIM AUATHO30M IIPU
aeKBaTHOM 3aMEeCTUTEJBHON M aHTHUOAKTepUasb-
HOI Tepanuu He UMeJIU CePbe3HBIX MePUHATATbHBIX
ocio:KHeHui. Bojiee Toro, mpemapaTbl, HUCIIOJIb3Y-
emMble AJiA 6a3UCHOM Tepamuu, a TaKyKe IPUMeHse-
Mble (Jaske MPOJIOHTMPOBAHHBIMU KypCcaMM) aHTHU-
0aKTepuaJabHbIe ¥ MPOTUBOTPUOKOBLIE CPELCTBA HE
OKasaJil BJUAHUA Ha TeueHUe 0epeMeHHOCTH U He
YBEJIUYUJIN PUCK PABBUTUA IIOPOKOB PA3BUTHUA Y
miaoga. C ydueToM OTCYTCTBUS CTAaHIAPTOB Ha3HAa-
YeHUs aHTUOMOTUKOTEPAINU,/IPOTUBOTPUOKOBOIA
Tepanuu y 6oabHBIX [IW]] npu 6epeMeHHOCTH KOH-
TPOJUPYEMBIX HCCJIEIOBAHUM, TOCTOBEPHO OIEHU-
BAIOIUX PUCK/MOJb3Y, 3(h(HeKTUBHOCTDL/Oe30mac-
HOCTh PAa3JUYHBIX IO MPOAOIKUTEIHLHOCTH CXEM
JeueHUd NaHHBIMHM IIpernapatraMiu (ZJUTEJIbHOCTH
KOTOPBIX YacTO IIPeBBINIAia PEeKOMEHIOBAHHBIE
WHCTPYKI[MEH), BCe HAIIU HMallieHTKN ObLIU Ipeay-
MIPEXKAEHBI 0 BO3MOKHBIX IOTEHIIUATbHBIX PUCKAX.

YeTKUX PEKOMEHIAIMHN 0 M3MEHEHWIO IO3BI
3aMeCTUTEJILHOM Tepanuu BO BpeMs 0epeMeHHOCTU B
HacTosAIllee BpeMsA TaKiKe He CYIIeCTBYEeT, XOTs oue-
BUIHO, YTO C YBeJIMUEHNEM MaCChI Tejia 6epeMeHHOIA,
remopuitoriueil B III TpumecTpe u nmepenaueil yactTu
UMMYHOTJIOOYJINHOB TPAaHCILIAIeHTapHO A03a 6asuc-
HOIT Tepanuu AOJKHA OBITH IepecMoTpeHa. B HacTo-
dAIree BpeMsA MHEHUA 9KCIIEPTOB 0 HeOOXOAMMOI1 103e
BBUTI' cepnesHo pasiauyarTcsa (OT yBeJWUYeHUA Ha
10% mo yBenuuenus Ha 50% ) [8, 9].

YuuThiBas CJI0KHOCTU MOJYUYEHU IPEIapaToB
Ha Teppuropuu PP, MBI He MMeJIU BO3MOYKHOCTHU
OIleHUTH 9PHEKTUBHOCTH PA3JINUHBIX CXE€M JO3UPO-
Bauus BBUT Ha (oue GepeMeHHOCTH, HO yBeJuUe-
HUe J03bI XOTA OBbI C yueToM IPuOaBKY Beca IalueH-
TOK IPUBOAUJIO K JIYUIIEMY IPOTHO3Y (MEHBIIIEMY
YUCJIy 000CTPEHU XPOHNUECKUX UHPEKITUH, MEeHb-
e moTpeGHOCTY B aHTUOMOTUKOTEPAIINHT ).

Hecmorpa ua TO, uto IIN]l ABIAOTCA TeHe-
TUYECKU [JeTePMUHUPOBAHHLIMU 3a00J€BaHUAMU,
PUCK pOsKAeHUA peGeHKa ¢ JaHHBIM 3a00/IeBAHUEM ¥
nanuentoB ¢ OBH munumainen. VI3 Bcex poKIeH-
HBIX JeTell B IOMYJIAINY HaOJI0gaeMbIX HaMU ITaIlu-
euTox ¢ OBUH mo macTosIero MoMeHTa TOJIbKO y 2
nereit monTBep:kaeH nuaruHosd IIN]I[. Tem He meHee,
OKOHUYAaTeJbHbIE BBIBOHI IT0 pucKy passutus OBITH
y meTeii mesaTh IpekaeBpeMeHHO. HecmoTpsa Ha
CTATUCTUUYECKHU TOCTATOUHYIO BHIOOPKY U AJIUTEJb-
HBI mepuof HabmogeHnd (MaKCUMAaJIbHBIN BO3pacT
pebenka marmmeii marueHTKu 42 roga), BO3MOIKHO,
HAIlM IaIUeHTHl A0 Je6ioTa CHUMIITOMOB IIPOCTO
moKa He [OOKWJIN, TaK KaK JaHHoe 3a0oJjieBaHUe
MOJKEeT UMeTh [e6GI0T B 60Jiee ITO3JHEM BO3pacTe.
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B ornuume ot mammenToxk ¢ OBUH, y mamu-
euToKk ¢ HAO GepeMeHHOCTL caMa 10 cebe cepbes-
HBIM 00pasoM MeHsJa TAKEeCTbh TeUeHUA OCHOBHOTO
3a0oJieBaHUs, YTO IIOATBEPIKIAIOT ¥ HAOJIOJeHUA
3apy0eskHBIX ucciaenosareneii [10, 11]. Tak, Hacty-
mienue OepeMeHHOCTH B 65,6% ciayuaeB yTsike-
asamo teuenume HAO, B 25% ciayuaeB He MeHSIO
YacTOTYy Y MHTEHCUBHOCTH CUMIITOMOB U TOJBKO B
9,4% ciayuaeB IPUBOAUIO K YJIYUIIIEHUIO COCTOS-
HUA 60AbHBIX. IIpU 9TOM JOCTOBEPHBIX MapKeEpPOB,
TIO3BOJIAIOIINX MIPEJBUAETH BEKTOP BJIUAHUA Oepe-
menHocTu Ha Teuenme HAO (mos miaoma, Haamdue
HAO y nmoga Bmoc/ieCTBUM, XapaKTep MyTaluu 1
IpP.), BEIABUTH He yAAJIO0Ch.

B ormomrenun mamuenTok ¢ HAO cyecTBy-
IOT MeXKAyHapOOHBIE COTJIACUTENbHBIE TOKYMEHTHI,
peryiaMeHTHUPYIOIue IPUHIIUIBI BeJeHusA OepeMeH-
HOCTH, II03BOJiAINEe d3(P(HEeKTUBHO KOHTPOJIUPO-
BaTh cuMOTOMBI 3a0osneBanus [10, 11]. B Poccun
ocHOBHEIE cioxHOoCTH Tepanuu HAO Bo Bpemsa Gepe-
MEHHOCTU B 0OJIbINleli cTemeHU OOYCJIOBJIEHBI IIPO-
O0seMaMu JIEKapCTBEHHOTO 06ecIieueHnsd.

VuuTepiBass AayTOCOMHO-ZOMMWHAHTHBIA THII
HaCJIeIOBAHUA, B OTJHUYME OT IPYIIIbI MAI[MEHTOK
¢ OBUH, gocraTouHo GOJIBIION HPOIEHT AeTei (B
HaIei KoropTe oH coctaBua 37,1% ), POKIEHHBIX
nanuentkamu ¢ HAO, nmeeT faHHYIO IIATOJIOTHIO.

Kpome mammentok ¢ OBMH u HAO, B Harie
10oJie 3PEeHUs MOMaIy HAUeHThl ¢ TAKUMU (popMaMu
1IN, xax XI'B, ayrouMmmyHHBIN JguMbonpoande-
patuBHbIi cuaapoM (AJIIIC), XpOHUUECKUH KOKHO-
causucteiii Kauaugos (XKCK). B ciayuae namueHTKHT
¢ XI'B mepBasa GepeMeHHOCTH OblLIa IIpepBaHa Ha
18-it Heesie B CBA3U C 3aMUPaHNEM Pa3BUTHUA ILIOAA.
Hecmotps na ycranoBimennsiit suaraod IV u namu-
ure PeKOMEHJAIIN 110 BeeHUIO B IIOCIe0IIePaIoH-
HOM IIepuoje, MaleHTKe Oblia IpoBeleHAa HealeK-
BaTHAas aHTUOMOTUKOTEPAIIN B YCJIOBUAX CTAI[MOHA-
pa TMHEKOJIOTUUECKOT'0 IIPO(MIIIA Mocie TPePhIBAHUSA
0epeMeHHOCTU, UTO IMPHUBEJO K PA3BUTHUIO MHOMKE-
CTBEHHBIX abcIieccoB meueHu. Bropas 6epeMeHHOCTH
IIPOIILJIa IPU COBMECTHOM HAOJIIOAEHUU aKyIIIepoOM-
TUHEKOJIOTOM MU aJlJIeproJIOTOM-UMMYHOJIOTOM Ha
doue 0GasuCHOI AaHTHUOMOTHMKOTEPAIUN U OKOHUU-
Jach POMKAeHUEM 370poBoro pebeHKa. CoBMecTHOe
BeZleHre OepeMeHHOCTeH aKyIlepoM-TUHEKOJIOTOM U
aJIJIeproJIOroM-UMMYHOJIOTOM Y manueHToK ¢ AJITIC
(omua 6epemennocTb) 1 XKCK (1Be GepeMeHHOCTI)
OKOHUIJIOCH TaKJKe POKIeHNEeM 3JOPOBBIX eTeil 6e3
MePUHATATIBHBIX OCJIOMKHEHUM.

IlogBomsi WTOT CKasaHHOMY BBIIIE, CJIEIYET
OTMETUTh, UTO MOMyJaAanusA nanuenTos ¢ IIV]] crap-
me 18 smer Bospacraer. C HaKOIJIeHWEM 3HAHUMI
BBIABJsAeTCA Bee Oosbire ITU]] cTepToro TeueHus, a
Takske Taxkeabrx Gopm IIN] c mosguuM nedioToMm (B
peructpe numeercsa nanueHnt ¢ XI'B ¢ febioTom nociie
18 set). CoBpemennbie MeTonbl Tepanuu [N mpu-
BOAAT K TOMY, UTO B PYTUHHOIN NIpaKTUKe aJjaep-
roJIoTa-UMMYHOJIOTA TOABJAIOTCSA B3POCJIbIE IaIlu-
euTsl ¢ runep-IgE cunapomom, XI'B, curapomom
Huiimeren, AJITIC, nedunuToM MOJIEKYJI TJIABHOTO
KOMILJIEKCa TMCTOCOBMECTUMOCTH U AP.
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IToMuMO KOHCEPBATHMBHBIX METOJOB Tepamuu,
uypes3BBIUAlHO OBICTPO PAa3BUBAETCSA KypaTHUBHAsA
Tepanusa — TPAHCILJIAHTAIIUA T'eMaTOIIOATUUYECKUX
ctBosioBbIX KJeToK (TI'CK) nna meuenuwa ITUII.
B peructpe @®I'BY «I'HIT MHCTUTYT MMMYHOJIOTHY »
HaOJIO[AIOTCA JBa MallMeHTa II0CJe IPOBeJeHUs
TT'CK (¢ cuagpomom Buckorra—Oaapuda (CBO) u ¢
XT'B). JanHbBI METOX JIeUEeHUA ysKe YCIIEITHO IPU-
MEHSeTCA U Y B3POCJBIX IAIlUEeHTOB ¢ HEKOTOPBIMU
dopmamu ITU]. Tak, naruenty ¢ CBO TTKC 6n11a
mpoBeneHa B Bo3pacTe 22 JieT B CBSA3U C PA3BUTHU-
eM TS'KeJIBIX ayTOMMMYHHBIX ocaosxkHeHuit ITU]I,
IJIOXO MOAJAINXCS KOHCEePBAaTUBHOI Tepanuu.

B aurepartype cyiecrsyior onucauusd TTCK u y
B3pocabix naruenToB ¢ OBMH, opu 9ToM B HaCTOA-

1ee BpeMs MOKAa3aTesIy BbIXKMBAEMOCTH Y B3POCJIBIX
He Tak BbIcOKU (48% ), HO B 50% cayuaeB y BbIXKUB-
muxX OOJBHBIX OTMEUAETCS YAOBJIETBOPUTEIbLHASA
PEKOHCTPYKIIUA UMMYHHOM CHUCTEMBbI, IIPUBOIAIIAA
K BO3MOJKHOCTH OTMEHBI 3aMECTUTEIbHON Tepamnuu
[12]. OTo mo3BOIsIET HAZeAThCA Ha TO, YTO B OyIY-
meM MbI 6yIeM UMeTh PaguKaJIbHbIe CITOCOObI 13Jie-
YeHUs TaHHOI'O 3a00/IeBaAHKA.
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